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EASL — European Association for the Study of the Liver (eBponeiickast opraHuzamms mno
U3YUYEHHIO NIEUYEHH)

HLA - human leucocyte antigen (4enoBevecKHii J€MKOIMTAPHBIN aHTUTEH)

IAIHG — International Autolmmune Hepatitis Group (MexmynapoHast pabouas Tpyrmmna 1o
ayTOMMMYHHOMY TeTaTUTy)

IgG - ummynOTNOOYHH G;

IgM - ummyHOTTIOOYIIMH M;

ICAP - MexmyHapoaHbIii KOHCEHCYC IO MaTTepHaM aHTHHyKJIeapHbIX aHTtuTen ‘“‘International
consensus on ANA patterns”

PDH-E2/M2 - E2-cy0benuanIia THPYBaTACTHIPOTeHA3HOTO KOMIUIEKCa

FRAX - The Fracture Risk Assessment Tool, ”HCTpyMEHT OIIEHKH pHCKa MEPETIOMOB;

MELD - The Model for End-Stage Liver Disease, MoJienb TepMHHAIBHON CTaIUH 3a00JIeBaHUS
MICYCHHU.

NK - native killers - ecrecTBeHHBIE KUIIIEPHI

NKT-kmetkn -  guMdpouutsl, dKcmpeccupyroume wmapkepel NK  u T-knerounsie
i depeHInpPOBOYHbIE AaHTUTCHBI

PAMP - monekymsipHble NaTTepHbI, acCCOLMMPOBaHHbIE ¢ maToreHamu (pathogen-associated
molecular patterns)

TLR - toll like receptors (Tot mo1o0HbBIE PENENTOPHI)
TepMHuHBI U onpeseeHUs

AyroummyHHbiii  rematut (AWI) — wuMMyHOBOCHANUTENbHOE 3a00JieBaHUE TMEYCHH
HEW3BECTHOW  OTHOJIOTHH,  pPa3BHBAIOIICECS  TNPEHMYIIECTBEHHO y  TCHETHYECKH
NPeIpacloNOKEeHHBIX ~ JIMI, C  [IHPOKHM  CIEKTPOM  KIMHHYECKHX  TPOSBIICHHUH,
COIPOBOKAAIOIIEECS MOBBIIICHHEM YPOBHS alTaHUHAMUHOTpaHCc(epas "
acrmaprataMHHOTpaHchepas, XapaKTepu3yromieecs, Kak MPaBuUIIO, TIOBBIIICHHEM
ummyHornobynuaa G (m (MaM)  TaMMa-TIO0yJIMHOB), HAajJWMYuMeM  ayTOaHTHTENl U
MOP(OJIOTHYECKIMH TPHU3HAKAMU AaKTHBHOTO TOPTAIBHOTO/IOO0YISIPHOTO TEMaTHTa, MMEIOIIee
NPEUMYIIECTBEHHO  OJIAarONpUsATHBIA ~ OTBET HAa  HUMMYHOCYIIPECCHUBHYIO  TEpalui U

porpeCcCUupyromece TCHCHUC B OTCYTCTBHUU JICUCHUA

AMA HeraTuBHbIii mnepBuUuHbIii Ouwimapublii  xomanrut (IIBX) - 3a0onesanue,
coorBercTBytomee  kputepusim  IIBX  mpu  oTcyTrcTBUM B CBIBOPOTKE  KpPOBH

AHTUMHUTOXOHApUANBHEIX (AMA) anTHuTEN



JAykTonenust (WM CHHAPOM MCYE3AIOMIMX >KETYHBIX MPOTOKOB) — MAaTOJIOTUYECKOE COCTOSHUE,
XapakTepusyolieecs MoTepei Mex10JIbKOBBIX JKEIYHBIX MPOTOKOB B 50% 1 Gojiee mopTanbHbIX
TPaKTOB, HOATBEPKAEHHOE TMCTOJIOTMYECKUM 3aKJIIOUEHUEM C OLIEHKOM He MeHee 11 nmopranbHbIX

TPAKTOB.

Kaaccuuecknii (uam AMA-N03UTUBHBIN) NEPBUYHBIA OUJIMAPHBIA XOIAHTHUT - 3a00JI€BaHHE,
cooTBeTcTBytomiee kpurepusiMm [IbX, mpu KOTOpOM BBISABISIOTCA AHTUMHTOXOHAPHAIIbHBIC

antutena (AMA);

OTBeT Ha Tepanu - JOCTHXXCHHUEC LCIJICBBIX 3HAYCHHH ITOKa3aTelieil B PEIYILTATEC HA3HAUCHUA

JICYCHUA

MepBuunplii ousmnapusiii xoaanrut (I1I6X) — ayronMmMyHHOE X0NecTaTideckoe 3a00IeBaHne
MEYCHH, KOTOPOE XapaKTEePU3yeTCs HAJIMYMEM aHTHUMUTOXOHIPHANBHBIX aHTUTEN (AMA) win
cnenru(pUUecKuX aHTUHYKJICAPHBIX aHTUTEN, a MO JAaHHBIM THCTOJOTHYECKOTO HCCIICAOBAHHS -
HETHOWHBIM TPaHyJIEMaTO3HBIM JIMM(MOIUTAPHBIM XOJIAHTUTOM MEJKUX JKETYHBIX MPOTOKOB

TyKTOTIEHUEH.

Ceponerarusnblii [IBX — 3a0oneBanne, mpyu KOTOPOM HAOIIOAAIOTCS Ta00paTOPHBIE IPH3HAKH
xojecTtasza M rucrtojorudeckue kpurepun [IBX, mpu OTCYTCTBHM aHTUMHMTOXOHIPHAJIBHBIX

(AMA) u cnenmpryeckux aHTUHYKIeapHbIX aHTHTeN (aHTu-sp 100, antu-gp210).

«Berymmue xkeaunbie npoTokm» (florid duct lesion) — Mopdonoruueckuii TepmMuH. O4aroBbie
MOpaKeHMsI, XapakrtepHele it IIBX, BKmOUarmye WHTEHCUBHYK) BOCHAIUTENBHYIO

HH(bHHpraHI/IIO U THOEJb JKETUHBIX IIPOTOKOB.

YPOBeHb AOCTOBEPHOCTH A0KA3ATECJILCTB — CTCIICHb YBCPECHHOCTHU B TOM, 4YTO HOJ'Iy‘IGHHBIﬁ

3(1)(1)€KT OT IPUMEHCHUA MEAUIMHCKOI'O BMEIIATECIIBCTBA ABJIACTCSA HCTUHHBIM.

YpoBeHb yoeAuTeIbHOCTH PeKOMEeHIAIUi — CTENICHb YBEPEHHOCTH B IOCTOBEpHOCTH 3 dekra
BMEIIIATEeNILCTBA U B TOM, YTO CJIEJJOBAaHNE PEKOMEHIAINSM IIPHHECET OOIIBIIE TIOIB3bI, YeM Bpea

B KOHKPETHOH CUTYaI1H.

1. KpaTkas nadopmanus 1no 3a001¢BaHUI0 UM COCTOSHMIO (TpyIie

3a200J1eBaHMH WJIM COCTOSTHUIA)



1.1 OmnpenejeHne 3a200JeBAHUS  HWJIH _COCTOSSHHA (Trpynnbl  3a00J1€BAHMH  WJIH

COCTOSIHMIA)

[lepuunsnii Ounuapueiii xonanrut (I16X), npexxnee Ha3BaHWe MEPBUYHBIN OMITMAPHBIN
HUPPO3 [Beuers U, Gershwin ME, Gish RG, Invernizzi P, Jones DE, Lindor K, et al. Changing nomenclature for PBC: from ‘cirrhosis’ to
‘cholangitis’. J Hepatol 2015;63:1285-1287.], — 3TO ayTOMMMYHHOE XOJIECTaTHYECKOE 3a00JIeBaHUE IEYEHHU,
KOTOpOE XapaKTEepU3yeTCsd HaJIMYHEeM aHTUMUTOXOHApUAIbHBIX aHTUTeNn (AMA) win
creun(pUUecKuX aHTUHYKJIEAPHBIX aHTUTEN, a MO JAHHBIM T'MCTOJOIMYECKOIO HCCIIEAOBaHUS -
HETHOWHBIM TPaHyJIEMaTO3HBIM JIUM(POUUTAPHBIM XOJIAHTUTOM MEJKHUX JKETYHBIX MPOTOKOB U
Z[YKTOHGHI/Iefl [EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol
2017;67:145-172.]. IIBX oT/IM9aeT XpoHHYECKOE MPOTpecCUpyolee TeUCHUE ¢ pa3BUTHEM (ubdpo3a, a

B TEPMUHAJIBHOW CTaINY UPPO3a NMEUYECHN U IEYEHOYHOW HETOCTATOUYHOCTH.

1.2 OTHOJIOTHSA H MATOreHe3 3200J1eBaHNUS HJIHM COCTOSHNSA (TPYNNbI 3a00J1eBaHUi WJIH

COCTOSTHMIA)

DTHOJIOTHS U TIATOTEeHE3 3a00JIeBaHUS paCIHI/I(I)I)OBaHBI HC IMOJIHOCTBIO [APASL clinical practice guidance: the
diagnosis and management of patients with primary biliary cholangitis. Hepatology International 2022;16:1-23]. Ba)KHYIO POJIb UIrparoT
TFCHCTUYCCKUEC, DIMUTCHCTUYCCKUC, NMMYHOJIOTHYCCKUEC (I)aKTOpLI, a TaKXeE (baKTopr BHEIIIHEH

CPCABI. [Lleo A, Leung PSC, Hirschfeld GM, et al. The pathogenesis of primary biliary cholangitis: a comprehensive review. Semin Liver Dis.
2020;40:34-48; Gulamhusein AF, Hirschfeld GM. Primary biliary cholangitis: pathogenesis and therapeutic opportunities. Nat Rev Gastroenterol
Hepatol. 2020;17:93-110]. Ha POJIb TeHETUYECKOM NpeaApacIiojOKECHHOCTU YKa3bIBA€T TOT q)aKT, 4qTo y

Kaxaoro apaanatoro mamueHta ¢ [IBX HaOmiomaeTcst OTATONIECHHBIA CEMEHHBIH aHaMHE3 0
3a001eBaHNI0. BEpOSTHOCTD pa3BUTHS PA3MYHON AYTOMMMYHHOW MaTOJIOTHH, B YacTHOCTH
ayTOMMMYHHOTO TUPEOUINTA, IEJMAKUH U CKIIEPOJIEpPMUH, BbIlIe Kak y 6onbHOTO 16X, Tak u ero
poncTtBeHHUKOB. HecMoTps Ha TO, 4YTO TeHETHUYECKHE (PAKTOPhI, OYCBUIHO, WIPAIOT
ONpE/CIICHHYI0 pOJib B Bo3HUKHOBeHMHM [IBX, 3a0oneBaHWe HE SBISCTCS CICICTBUEM
eI[I/IHCTBeHHOI‘/‘I T€HETHYCCKOM MYTallU [Webb GJ., Hirschfeld GM. Primary biliary cholangitis. In handbook of liver disease,
fourth edition, Elsevier, 2018. — 547 p]. [larHBIe 00 O0TCyTCTBHU pa3BuTusi [IBX y omHOTO M3 O1M3HEIOB, eCITi
BTOpOil OOJIeH, TMO3BOJIAIOT MPEINOIOKUTh HEOOXOJWMOCTh 3allyCKAIoUIero (TPUITEPHOTO)
(akTopa y TEHETUYECKH BOCIPHUHMYUBOTO HWHIWBUAYyyMa. TakuMu (BakTopaMH MOTYT OBITh
KypeHHe, BO3JICHICTBHE TOKCMHOB U WH(EKIMOHHBIX areHTOB, CHOCOOHBIX HapYIIUTh

HMMYHOJIOTHYCCKYIO TOJICPAHTHOCTD [APASL clinical practice guidance: the diagnosis and management of patients with primary
biliary cholangitis. Hepatology International 2022;16:1-23;\\ Webb GJ., Hirschfeld GM. Primary biliary cholangitis. In handbook of liver disease,
fourth edition, Elsevier, 2018. — 547 p]. MI/IKpO6BI MOTI'YT BBICTYIIATh B KQYC€CTBC NIECPEKPECTHBIX AaHTUT'CHOB 1

BbI3bIBATb  MOJICKYJIAPHYIO MHUMHUKPHIO, HWHHUIUHUPYSd AYTOMMMYHHBIC PCAKIIMM IIPOTHUB



BHYTPHUIICYCHOYHBIX KCIIYHBIX ITPOTOKOB [Lleo A, Leung PSC, Hirschfeld GM, et al. The pathogenesis of primary biliary

cholangitis: a comprehensive review. Semin Liver Dis. 2020;40:34-48].

HenaBHo npoBeieHHBII MOTHOTeHOMHBIN TIonck acconmanuii (Genome-Wide Association
Studies — GWAS) BBISIBIIT MHOKECTBO T€HOB, OTBEUAIONIHX 32 BOCTIPUUMYHUBOCTH K [16X kak B
YeJIOBEUYECKHX JIEHKOIMTAapHBIX aHTureHax (human leucocyte antigen - HLA), Tak u He B HLA-
JIOKYCaX [Hitomi, Y.; Nakamura, M. The genetics of primary biliary cholangitis: a GWAS and post- GWAS update. Genes.2023, 14, 405.

htps://doi.org/10.3390 /genes14020405]. Ilokazano, uto y eBpomeiinee HLA DRB1*11 u HLA-DRBI1*13

00J1aaf0T 3aIMUTHEIMA 110 OTHOMIEHUIO K [IBX CcBOHCTBAME [Gulamhusein AF, Hirschfeld GM. Primary biliary

cholangitis: pathogenesis and therapeutic opportunities. Nat Rev Gastroenterol Hepatol. 2020;17:93-110].

B marorenes IIbX BoBnedeHa BpOKAEHHAs MMMYHHas CHUCTEMA, YTO MOATBEPKIACTCS
HaJMYUEM T'PaHyJIEMaTO3HOTO BOCIAJICHUS, TUIIEPCEKPELUEil IPOBOCTIATUTENbHBIX IUTOKUHOB U
ummyHornoOynuaa M (IgM), noBeimennem conepxanust NK (native killers - ectecTBeHHBIX
kmmiepoB) U NKT KII€TOK [Selmi C, Lico A, Pasini S, et al. Innate immunity and primary biliary cirrhosis. Curr Mol Med. 2009;9:45—
51]. MoJIeKynsipHbIe TATTEPHBI, aCCOIMMPOBaHHbBIE ¢ TaToreHamu (pathogen-associated molecular
patterns - PAMP), moryT cBs3biBatbes ¢ toll-momoOusiMu penentopamu (TLR) Ha moBepxHOCTH
KJICTOK OMJIMApHOTO MUTENHS ¥ KJIETOK BPOXKICHHON NMMYHHOM CHCTEMBI, TEM CaAMBIM BBICTYIAs
B KauecTBe Tpurrepa i (OpMUPOBAHUS UMMYHHOTO OTBETA [Shimoda S, Harada K, Niiro H, et al. CX3CLI
(fractalkine): a signpost for biliary inflammation in primary biliary cirrhosis. Hepatology. 2010;51:567-575]. B cBoro o4yepeab
MOHOLUTHI, akTUBHpyeMble PAMP uepes toll-mono0GHbIe penenTopsl, y4acTBYIOT B MOAYJISLUH
WIM  yCWJIEHHH  aJanTHUBHOIO  KIETOYHOIO HWMMYHHOTO OTBETa 4Yepe3  CEKpEeLHio
MpoBoCcHaNUTENbHBIX TUTOKUHOB (UJI-1, -6, -12, hakTopa HEKpo3a OMyX0IU-0) [Mao TK, Lian ZX, Selmi
C, et al. Altered monocyte responses to defined TLR ligands in patients with primary biliary cirrhosis. Hepatology. 2005;42:802—-808]. IIo
mepe nporpeccupoBanus [IbX aHOManbHO HAKAIUIMBAIOLIUECS METYHBIE KHCIOTBI MOTYT
nepenaBaTh CUTHAJIBL Yepe3 pa3iInyHbIC AJICPHbIE PELENTOPbI, PETYIUPYs TEM CaMbIM HMMYHHbBIE

PEAKIHU [APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatology

International 2022;16:1-23].

AJNanTUBHBIH MMMYHHUTET Takke ydacTByeT B marorenese [IbX, Ha 3T0o yka3biBaeT
HaJM4YUEe B BBICOKOM KOHUEHTPALMH AHTUMHUTOXOHAPUAIBHBIX AHTHTE] W YBEIMUYCHHE dYHCIIa
anturen crnenupuuabix CD4+ u CD8+ T-kmetok. CD8+ T-numbonuTsl JOMUHUDPYIOT B
numdonmtapHoM uHpuIbTpaTe Tkanu nedenu npu [IBX. Onm skcnpeccupyror FAS-nurang u

CCKPETUPYIOT Hep(bopI/IHBI, YTO BCICT K aIoITo3y 6I/IJ'II/IapHOFO OIIUTECIINA [Tsuda M, Ambrosini YM, Zhang
W, et al. Fine phenotypic and functional characterization of efector cluster of diferentiation 8 positive T cells in human patients with primary biliary

cirrhosis. Hepatology. 2011;54:1293-1302]. VYV mnammentoB ¢ IIBX u mx POACTBEHHUKOB CHHXXCHO YHCJIO

peTyISTOpPHBIX T-TUM(OIMTOB, HYTO MOXET OOBSACHATH CHIDKEHHE HWMMYHOJIOTHYECKOM



TOJICPAHTHOCTH TpPH 3TOM 3abosneBaHud. [loBpexACHHBIM OWIMAPHBIA OSMHUTEIHH MOXKET
3KCIpecCUpoBaTh TOBBIIEHHBIE ypoBHU Monekyn HLA Il kmacca, u JeHCTBOBaTh Kak
HernpodeccHoHallbHbIE aHTUTEH MpPE3eHTHpYIole KIeTkH. B3aumoneiicTBue OunmapHOro
snuTenus U T-KIETOK MOXET NPUBOAWUTH K MOBPEXKACHUIO U IOTEPE JKEMYHBIX NPOTOKOB -
KJIIOYEBOH XapaKTepUCTUKE IPOrpeCcCUPOBAHUS 3a00I€BaHUS [Hirschfeld GM, Gershwin ME. The immunobiology
and pathophysiology of primary biliary cirrhosis. Annu Rev Pathol. 2013;8:303-330]. H3menenne (1)I/I3I/IOJ'IOFI/II/I KJICTOK
SIUTENUS JKEIYEBBIBOJAIIMX IIyT€H, B YaCTHOCTU IIOTEPsS TaK Ha3blBAEMOIO 3aIUTHOIO
«OMKapOOHATHOTO 30HTUKA», BEAYT K HAKOIUICHHIO TUAPO(POOHBIX KETIHBIX KUCIIOT, YTO €IIe
0ojiee TMOBBIMIACT YYBCTBUTEIBHOCTH XOJAHTMOLMTOB K amonto3y. Pojb IIMTOTOKCHYECKHX
KEITYHBIX KHCJIOT B TaTOTeHe3e 3a00JIeBaHUS TIOATBEPXkAAaeT TOT (pakT, 4YTO Hamboee
spdpexTuBHBIME MeTogaMu JiedeHus [IBX SBIAIOTCS METONBI, BKIFOYAIOIINE MOIYJISIIHIO

roMeocTasa XEJIYHbIX KHUCJIOT, B OTJIMYUEC OT UMMYHOMOIYJISIIUU [Levy C., Manns M, Hirschfeld GM. New

treatment paradigms in primary biliary cholangitis. Clinical Gastroenterology and Hepatology 2023;21:2076-2087; Younossi ZM, Bernstein D,
Shiffman ML, Kwo P, Kim WR, Kowdley KV, Jacobson IM. Diagnosis and management of primary biliary cholangitis. Am J Gastroenterol
2019;114:48-63 https://doi.org/10.1038/s41395-018-0390-3 ]

Taxum o0paszom, [IBX oTpaxaer mocneacTBUsI IMMYHHOTO M KJIETOYHOTO TIOBPEKIACHUS
6I/IJ'II/IapHOFO srutenns. Cumnromsl [TBX O6y0J’IOBJ’ICHbI JJIUTCIIbHO CYIICCTBYOIIUM XOJICCTa30M.
Pa3pymeHI/Ie KCJIYHBIX IPOTOKOB, B KOHCYHOM CHYETC, BEACT K IOPTAJILHOMY BOCIIAJICHUIO,

(bI/I6p03y 1 B UTOT'C K HUPPO3Y NECUCHU (HH) M TIeYE€HOYHOM HEOOCTATOYHOCTH [EASL Clinical Practice
Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol 2017;67:145-172; APASL clinical practice

guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatology International 2022;16:1-23].

1.3 DnuaeMnoJ0orust 3a00J€BaHUS HMJIH COCTOSHHA (TPVNNBI 3a00Je¢BaHHHA  WJIN

COCTOSIHMIA)

[IBX Oomeror iromu BCeX pac M 3THHYECKUX TPYIN, HO HAOIIOJAIOTCA 3HAYHTEIBHBIC

reorpaduyeckue 0COOCHHOCTH B PaCIpPOCTPAHCHHOCTH 3a00JICBAHHUS [Hirschfeld GM, Dyson JK, Alexander

GIM et al. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines Gut 2018;0:1-27.
doi:10.1136/gutjnl-2017-315259; Lv T, Chen S, Li M, et al. Regional variation and temporal trend of primary biliary cholangitis epidemiology: A
systematic review and meta-analysis. J Gastroenterol Hepatol. 2020;36:1423—-1434; Trivella J, John BV, Levy C. Primary biliary cholangitis:

Epidemiology, prognosis, and treatment. Hepatol Commun.2023;7:e0179. https://doi.org/10.1097/HC9.0000000000000179] B EBpor[e
3aboseBaeMoCTh M pacrnpocTtpaHeHHOCTh [16X cocrapmstor 0,3-5,8 u 1,9-40,2 nHa 100 Thicsu

HacCCJICHUsI, COOTBETCTBCHHO [EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary
cholangitis. J Hepatol 2017;67:145-172; APASL clinical practice guidance: the diagnosis and management of patients with primary biliary

cholangitis. Hepatology International 2022;16:1-23]. B a3MaTCKO-TMXOOKEAHCKOM PETHOHE 3a00/1€BAEMOCTE U
pacnpoctpaneHHocTs [1BX — 8,4 1 98,2-118,8 Ha 1 MUJIIIMOH HaceNleHNs, COOTBETCTBEHHO [APASL
clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatology International 2022;16:1-23].

CoBpeMeHHBIE TaHHBIE TOBOPSAT 0 Oosee BhICOKOI 3a0oneBaemocti [I6X B CeBepHoii AMepuke



(2,75 na 100 teicsu Hacenenus) o cpaBHeHuto ¢ EBpomoii (1,86 ma 100 Teicsu HaceneHus) u
Asmueit (0,84 Ha 100 TBICSY HACEIICHHUS) [Trivella J, John BV, Levy C. Primary biliary cholangitis: Epidemiology, prognosis,

and treatment. Hepatol Commun.2023;7:¢0179. hltps://doi.org/l().1097/1IC9.00()000000()000179]. HawnGonpmnii mokasaTteib

3a00/1€Ba€MOCTH OTMEUYEH B I/ITaJ'II/II/I, HaUMEHBIINH - B DCTOHUHU (LV T, Chen S, Li M, Zhang D, Kong Y, Jia J.
Regional variation and temporal trend of primary biliary cholangitis epidemiology: A systematic review and meta-analysis. J Gastroenterol Hepatol.
2021; 36:1423-34). JlocToBepHBIX maHHBIX MO 3aboneBaemoctu [IBX B Poccwmiickoit ®@exepanun B

HaCTOAIIEC BPEMS HET Coxonosa E.A., Baukux C.H., Bunnuikas E.B. Knuuuko-nabopaTopHbie 0COGEHHOCTH OCHOBHBIX (JOPM NEPBHYHOTO

Gunmapuoro xonanrura. Dddexrunas papmakorepanus. 2025; 21 (2): 40-49.9¢ddextusnas papmakorepamusi. 2025.Tom 21. Ne 2. TactposHTepoIorus

DOI 10.33978/2307-3586-2025-21-2-40-49

[Tomasnsromiee OOJIBIIMHCTBO OOJIBHBIX — 3TO JKCHIIMHBI CPCAHETO BO3pacTa. I1BX 00b14HO

BbIsIBIsieTCs B Bo3pacTe 40—60 JIeT U UCKITIOYUTENBHO PEIKO BCTPEUYaeTCs y JIUI MOJIOXKE 25 jeT

(Kitic I, Boskovic A, Stankovic I, Prokic D. Twelve-year-old girl with primary biliary cirrhosis. Case Rep Pediatr. 2012;,2012:937150. doi:
10.1155/2012/937150. ; Trivedi PJ, Hirschfield GMRecent advances in clinical practice: epidemiology of autoimmune liver diseasesGut

2021;70:1989-2003). JlaHHBIE MHOTOUYMCIICHHBIX MCCIIEIOBaHUI yKa3bIBalOT Ha To, uTo [IBX Goneer 1

n3 800-1000 >xennuH crapiie 40-45 J€T [EASL Clinical Practice Guidelines: The diagnosis and management of patients with

primary biliary cholangitis. J Hepatol 2017;67:145-172; Hirschfeld GM, Dyson JK, Alexander GIM et al. The British Society of
Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines Gut 2018;0:1-27. doi:10.1136/gutjnl-2017-315259].

B nccnenoBanmsix, mpoBeneHHBIX B XX BEKE, COOTHOIICHHUE XKEHIINH W MYXYHH COCTaBISUIO 9—
10:1. B HemaBHHUX MOMYJSUMOHHBIX MCCIEIOBAHUAX MOKA3aHO, YTO 3TO COOTHOIIEHUE MOXKET

OBITEH OOJIee HU3KUM — 2—5:1 (Colapietro F, Bertazzoni A, Lleo A. Contemporary Epidemiology of Primary Biliary Cholangitis. Clin

Liver Dis. 2022 Nov;26(4):555-570. doi: 10.1016/j.cld.2022.06.001. Epub 2022 Sep 11. PMID: 36270716, Lleo A, Jepsen P, Morenghi E, Carbone
M, Moroni L, Battezzati PM, Podda M, Mackay IR, Gershwin ME, Invernizzi P. Evolving Trends in Female to Male Incidence and Male Mortality
of Primary Biliary Cholangitis. Sci Rep. 2016 May 19;6:25906. doi: 10.1038/srep25906. PMID: 27192935; PMCID: PMC4872151; Lu M, Zhou
Y, Haller IV, Romanelli RJ, VanWormer JJ, Rodriguez CV, Anderson H, Boscarino JA, Schmidt MA, Daida YG, Sahota A, Vincent J, Bowlus CL,
Lindor K, Zhang T, Trudeau S, Li J, Rupp LB, Gordon SC; Fibrotic Liver Disease Consortium Investigators. Increasing Prevalence of Primary
Biliary Cholangitis and Reduced Mortality With Treatment. Clin Gastroenterol Hepatol. 2018 Aug;/16(8):1342-1350.el. doi:

10.1016/j.cgh.2017.12.033. Epub 2017 Dec 23. PMID: 29277621). BO3MOXHBIE MIPUUMUHBI TAKMX CHUIBHBIX T€HIEPHBIX
pasnuuuil pa3HoOOpa3Hbl U 10 CHX MOP HE MOJHOCTBHIO M3y4eHbl. ONpeaesieHHYI0 POJIb MOTYT
UrpaTh IMOJOBblE TOPMOHBI, IMOPHOHANBHBIH MHKPOXUMEPHU3M U T€HETHYeCKHE (aKTOpbl, YTO
TaKXKe MOJITBEPKIACTCS 9acThIM coueTanneM [1bX ¢ ApyruMu ayTOMMMYHHBIME 3a00JIeBaHUSIMHU

(AI/I3) (Gershwin ME, Selmi C, Worman HJ, Gold EB, Watnik M, Utts J, Lindor KD, Kaplan MM, Vierling JM; USA PBC Epidemiology Group.
Risk factors and comorbidities in primary biliary cirrhosis: a controlled interview-based study of 1032 patients. Hepatology. 2005 Nov;42(5):1194-

202. doi: 10.1002/hep.20907. PMID: 16250040; PMCID: PMC3150736). Y MYKYHH 3a00JIeBaHUE Yallle JUarHOCTUPYIOT
B CTaplieM BO3pacTe W, Kak MpaBWIIO, Ha TIO3HEH cTajuu 3aboneBanus. buoxumuueckuii oTBET
Ha Tepanuio ypcoje3okcuxoneBoi kuciotor (YIAXK) y MmyxkuuH Xyke, 3a00neBaHHE dYalle
nporpeccupyer a0 mupposza mnedeHu (LII1), y HuUX BbIle, YeM y JKCHIIWH, PUCK CMEpPTH,
tpancmnanTanuu neueHu (TII) u passutusa renatouemmonsproro paka (I'TIP) [17]. (cm. Paznmen

3.1.4.2 [IBX y MyX4uH)



ONUAEeMHUOIOTHYECKUE  HCCIEIOBAaHUA  JIEMOHCTPUPYIOT  TEHIASHIHMIO K  POCTY
pacnpocTpaHeHHOCTH U 3aboneBaemoctu [IBX B mocnenHue necsTuiaeTusi, 4To MOXKET OBbITh
CBSI3aHO C TOBBIIIEHHBIM BO3JHCTBUEM HEU3BECTHOIO B HACTOSIIEE BPEMs ATHOJIOTHYECKOTO
(hakTopa BHEUTHEW cpejbl, TMOO POCTOM HYHCIIA MOXKUIIBIX JIIOJIEH, TIOBEpKEHHBIX pucky I1bX,
yBEJIMUEHHEM BbDKMBAEMOCTHU MALIMEHTOB Ha (DOHE JICUEHUS], @ TAKXKE YIyULIEHUEM TUarHOCTHKH

3a6OJ'IeBaHI/I$I (Lu M, Zhou Y, Haller IV, Romanelli RJ, VanWormer JJ, Rodriguez CV, Anderson H, Boscarino JA, Schmidt MA, Daida YG,

Sahota A, Vincent J, Bowlus CL, Lindor K, Zhang T, Trudeau S, Li J, Rupp LB, Gordon SC; Fibrotic Liver Disease Consortium Investigators.
Increasing Prevalence of Primary Biliary Cholangitis and Reduced Mortality With Treatment. Clin Gastroenterol Hepatol. 2018 Aug;16(8):1342-
1350.el. doi: 10.1016/j.cgh.2017.12.033. Epub 2017 Dec 23. PMID: 29277621; Prince MI, James OF. The epidemiology of primary biliary
cirrhosis. Clin Liver Dis. 2003 Nov;7(4):795-819. doi: 10.1016/s1089-3261(03)00102-8. PMID: 14594132).

[Mokazarenn 3abomneBaemoctn EBpore m CeBepnoit Amepuke pocnu a0 2000 roma, a 3atem
mpocturiu miato: B 2011-2020 romax mokasarenn 3a00eBaeMOCTH Koaebanuch ot 2,61 u 2,75 B
EBporie u CesepHoii Amepuke mo cpaBHeHuto ¢ 2,28 u 3,51 wa 100000 HaceneHus
COOTBCTCTBCHHO B IIPEABIAYIICM ACCATUIICTUM (Lv T, Chen S, Li M, Zhang D, Kong Y, Jia J. Regional variation and temporal
trend of primary biliary cholangitis epidemiology: A systematic review and meta-analysis. J Gastroenterol Hepatol. 2021; 36:1423-34). B
CHIA mo nanubiM 10-meTHero HaOMIOAEHUS POCcT pacnpoctpaHeHHocTH [IBX cpenm xeHmUH
coctaBun 72% (c 21,7 mo 39,2 cnyuaes na 100 000) u 114% (c 7,2 a0 15,4 caygas va 100 000)

Cpeau MYXYUH (Lu M, Zhou Y, Haller IV, Romanelli RJ, VanWormer JJ, Rodriguez CV, Anderson H, Boscarino JA, Schmidt MA, Daida

YG, Sahota A, Vincent J, Bowlus CL, Lindor K, Zhang T, Trudeau S, Li J, Rupp LB, Gordon SC; Fibrotic Liver Disease Consortium Investigators.
Increasing Prevalence of Primary Biliary Cholangitis and Reduced Mortality With Treatment. Clin Gastroenterol Hepatol. 2018 Aug;16(8):1342-
1350.el. doi: 10.1016/j.cgh.2017.12.033. Epub 2017 Dec 23. PMID: 29277621).

1.4 Oco0eHHOCTH KOANPOBAHNS 32001eBaHUA WJIN COCTOSTHUA (IpynObl 3200JJ€BAHUNA HJIH

cocTosinnii) no Me:KAYHAPOAHOH cTaTHCTHYeCKOH KJaccudukanuu 6oJie3Hell ¥ 1podJiem,

CBfI3AHHBIX CO 310POBbEM

K 74.3 — IlepBuuHbIii OMIHapHBIA XOIAHTHUT.

PexomennoBaHo KiaaccHPUIUPOBATH BAPHMAHTHYI (opMy ayTOMMMYHHOIO
3a00/1eBaHUA NMeYeHHU (MepeKPeCcTHBIH CMHAPOM) o Beaymiemy 3adoseBannio — [IBX nian
AUTI" wim IICX — ¢ yka3anueM NpU3HaAKoB codeTaHHoro nmpouecca (IIBX ¢ npuzHakamu

AUT, IBX ¢ npuznakamu [1CX) qig onTuMHU3anMu BbIOOPa TAKTHKH JIeYeHUs!

[Boberg K.M., Chapman R.W., Hirschfield G.M., Lohse A.W., Manns M.P., Schrumpf E. International Autoimmune Hepatitis Group. Overlap
syndromes: the International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol. 2011;54(2):374-385.
https://doi.org/0.1016/j.jhep.2010.09.002.].

Yposenbs  yOeaureqbHocTH  pexkoMeHgammiik C  (YpoBeHb  /10CTOBEPHOCTH

JI0KAa3aTeJbCTB 5).



Kommenmapuu. Ilpn konupoBanuu BapuaHTHIX (opMm [1BX cormacHo pexomMeHIanusm
MexnyHaponHoil pabodeld Tpymmbsl o ayrouMMmyHHoMy renatuty (International Autolmmune

Hepatitis Group, IAIHG) (Boberg K.M., Chapman R.W., Hirschfield G.M., Lohse A.W., Manns M.P., Schrumpf E. International
Autoimmune Hepatitis Group. Overlap syndromes: the International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial

issue. J Hepatol. 2011;54(2):374-385. https://doi.org/0.1016/j.jhep.2010.09.002) TUATHO3 YCTAHABIMBAETCA IO BELYLIEMY
IIPOLECCY:

K 74.3 — nepBuyHBIN OMIMAPHBIA XOJAHTUT;

K 83.0 — xomaHruT (MepBUYHBINA CKICPO3UPYIOLTUI XOJIAHTHT);

K75.4 — ayTOouMMyHHBII renaTur.

Homyctumo yctanaBnuBath 2 nuarnosa (K 74.3+K75.4, K 83.0+K75.4).

1.5 Knaccudukanus, CTaANpPoOBaHNue, CTPATH(HKAIINA PHCKA

Kinaccudukanus 3a00J1eBaHNA WJIH COCTOSTHHSA (TPYNNLI 3200J1€BAHNI WJIH COCTOSTHMI)

Oobmenpunstoit kinaccuduranum [IBX He cymectByer. C TOYKM 3peHUS] MPAKTHYECKON
JESITeIbHOCTH M CTpaTH(UKALMU pHUCKa OCIOXKHEHUH Hambosee yAOOHBIM MpeCTaBISETCS
paszzeneHne Ha paHHIOI (ructoiorudeckas cragus [-1I) u mo3nHio0 (rucTosOrMYECKas cTaans
HI-1V) cragum IIbX, wuMmeronMe pa3nuyHble KIMHUYECKHE, TATOICHETUYEeCKHEe U

MMPOrHOCTUYCCKUC 0COOEHHOCTH (Zhao SX, Zhang YG, Zhou GD, Wang RQ, Zhang OS, Li WC, Ren WG, Nan YM, Zhao JM.

[Clinicopathological features of early- and late-stage primary biliary cirrhosis: a comparative study]. Zhonghua Gan Zang Bing Za Zhi. 2016
Jun;24(6):412-6. Chinese. doi: 10.3760/cma.j.issn.1007-3418.2016.06.004. PMID: 27465943. Feng J, Xu JM, Fu HY, Xie N, Bao WM, Tang YM.
Prognostic scores in primary biliary cholangitis patients with advanced disease. World J Gastrointest Surg. 2023 Aug 27;15(8):1774-1783. doi:
10.4240/wjgs.v15.i8.1774. PMID: 37701680; PMCID: PMC10494590. Gatselis NK, Goet JC, Zachou K, Lammers WJ, Janssen HLA, Hirschfield
G, Corpechot C, Lindor KD, Invernizzi P, Mayo MJ, Battezzati PM, Floreani A, Pares A, Lygoura V, Nevens F, Mason AL, Kowdley KV, Ponsioen
CY, Bruns T, Thorburn D, Verhelst X, Harms MH, van Buuren HR, Hansen BE, Dalekos GN; Global Primary Biliary Cholangitis Study Group.
Factors Associated With Progression and Outcomes of Early Stage Primary Biliary Cholangitis. Clin Gastroenterol Hepatol. 2020 Mar;18(3):684-
692.¢6. doi: 10.1016/j.cgh.2019.08.013. Epub 2019 Aug 13. PMID: 31419573). EASL 2018

PexoMenayercsi BbIIeATH, paHHIOW W no3aHIOK0 ctaanu [IBX ¢ meabio crpatuduxkanun
PHCKA OCJI0KHEHMII HA OCHOBAHMHM CJIeAYIOIINX NapaMeTPoOB:
A .Kpurepuu panneit craguu [16X:

1. YposHu 6unupyOuHa 1 aab0yMuHa B CBIBOPOTKE KpOBH: 00a MapaMeTpa B Mpeenax
pedhepeHTHBIX 3HAYCHUN

2. JlaHHbBIE TPaH3UEHTHOMU JIACTOMETPHUHU IIEYEHH: KECTKOCTh eueHn<9,3 klla

3. Ilpu HanMuuK pe3ynbTaTOB NATOJIOr0AHATOMUUECKOTO UCCIIEI0BAHUS TKaH! TIEUCHH:
OTCYTCTBHE WJIM HE3HAYUTEIBHBINH (HrUOpo3

b. Kpurepuu noznueit craauu [16X:

1) YpoBuu ans0ymuHa 1 00111eT0 OMIMPYOHHA B CHIBOPOTKE KpoBH: Omnupyous>BI'H n\mmun
anpOymuHa<HI'H (mpum oTCyTCTBUM APYTUX SBHBIX MPUYUH X OTKIIOHCHUN)

2) JlanHble TPAaH3UEHTHOHW 3JIACTOMETPHH TIEYECHHU )KECTKOCTh neueHu >9,3 klla



3) Ilpu maTon0roaHaTOMUYIECKOTO MCCIIEJOBAHNH TKAHH MTEYSHU: MOCTOBUIHBINA GHOPO3 MITH

HUuppo3

EASL clinical practice guidelines: the diagnosis and management of patients with primary biliary cholangitis. J Hepatol 2017,67:145-172 (Zhao
SX, Zhang YG, Zhou GD, Wang RQ, Zhang OS, Li WC, Ren WG, Nan YM, Zhao JM. [Clinicopathological features of early- and late-stage primary
biliary cirrhosis: a comparative study]. Zhonghua Gan Zang Bing Za Zhi. 2016 Jun;24(6):412-6. Chinese. doi: 10.3760/cma.j.issn.1007-
3418.2016.06.004. PMID: 27465943. Feng J, Xu JM, Fu HY, Xie N, Bao WM, Tang YM. Prognostic scores in primary biliary cholangitis patients
with advanced disease. World J Gastrointest Surg. 2023 Aug 27;15(8):1774-1783. doi: 10.4240/wjgs.v15.i8.1774. PMID: 37701680, PMCID:
PMC10494590. Gatselis NK, Goet JC, Zachou K, Lammers WJ, Janssen HLA, Hirschfield G, Corpechot C, Lindor KD, Invernizzi P, Mayo MJ,
Battezzati PM, Floreani A, Pares A, Lygoura V, Nevens F, Mason AL, Kowdley KV, Ponsioen CY, Bruns T, Thorburn D, Verhelst X, Harms MH,
van Buuren HR, Hansen BE, Dalekos GN; Global Primary Biliary Cholangitis Study Group. Factors Associated With Progression and Outcomes
of Early Stage Primary Biliary Cholangitis. Clin Gastroenterol Hepatol. 2020 Mar,18(3):684-692.€6. doi: 10.1016/j.cgh.2019.08.013. Epub 2019
Aug 13. PMID: 31419573 Manzo-Francisco LA, Aquino-Matus J, Vidafia-Pérez D, Uribe M, Chavez-Tapia N. Systematic review and meta-
analysis: Transient elastography compared to liver biopsy for staging of liver fibrosis in primary biliary cholangitis. Ann Hepatol. 2023 Jul-

Aug;28(4):101107. doi: 10.1016/j.a0hep.2023.101107. Epub 2023 Apr 23. PMID: 37088420.

YpoBenb  yOenuTeJbHOCTHM  pekoMenaammidi B (ypoBeHb  [10CTOBEpPHOCTH

JI0Ka3aTeJbCTB 3).

Kommenmapuu. Tlockonbky Ouoricus nedenu npu [1bX BeIMonHSIETCS peako, Ui JEICHUS Ha
CTaJUM MPEJIOKEHO MCIIOIb30BaTh OLEHKY MKECTKOCTU II€YCHH, IOJyYEHHYI0 METOJI0M
TpaH3ueHTHOM snactoMerpun (TD) M HanIMuMe\OTCYTCTBHE OTKJIOHEHMH B J1a0OpaTOPHBIX

nmokasatensix ee (QyHKIHMH (CHIBOPOTOYHBIN ambOYMUH, OWITUPYOUH). EASL clinical practice guidelines: the

diagnosis and management of patients with primary biliary cholangitis. J Hepatol 2017;67:145-172

[lokazarenu >KECTKOCTH TI€YEHH, HCIOJIb3YEMbIE [JIsI CTaJAUPOBAHUS IOCTOSIHHO
nepecmatpuBatoTcsi. EASL B 2018 1. Ha OCHOBaHMM JaHHBIX HEOOIBIIOrO KOTOPTHOTO

WCCIICIOBaHMS TPEIIOKIIIA CYUTATh MOPOroBoi mudpoit 9,6 klla. Corpechot C., Carrat F., Poujol-Rabert A.,

Gaouar F., Wendum D., Chazouilléres O., Poupon R. Noninvasive Elastography-Based Assessment of Liver Fibrosis Progression and Prognosis in

Primary Biliary Cirrhosis. Hepatology. 2012;56:198-208. doi: 10.1002/hep.25599 EASL clinical practice guidelines: the diagnosis and

management of patients with primary biliary cholangitis. J Hepatol 2017,67:145—172 Ho B meTaananuze 2023 roma Cp€aHEC

TOPOTOBOE 3HAUEHUE KECTKOCTH meueHu st ctaguu F3 cocraBmno 9,28 klla Manzo-Francisco LA, Aquino-

Matus J, Vidafa-Pérez D, Uribe M, Chavez-Tapia N. Systematic review and meta-analysis: Transient elastography compared to liver biopsy for

staging of liver fibrosis in primary biliary cholangitis. Ann Hepatol. 2023 Jul-Aug;28(4):101107. doi: 10.1016/j.a0hep.2023.101107. Epub 2023

Apr 23. PMID: 37088420, B IPAKTHYECKOM JESITEIILHOCTH IIeJIeCO00pa3HO OKPYTIISATh 3TO 3HaUeHue 10 9,3

kl1a.

HononuutenbHo K ctaauu [1BX mo qaHHBIM onpe/ieie st )KeCTKOCTH TIeYeHH BO3MOYKHO
YKa3bIBaTh PUCK OCJIOKHEHWH - HU3KHM, cpenHuidl U Bbicokui (<8 klla, 8-15 xlla, >15 «xlla,

COOTBCTCTBGHHO). Corpechot C, Carrat F, Gaouar F, Chau F, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Schramm C,

Pares A, Olivas I, Eaton JE, Osman KT, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Abbas N, Trivedi P, Thorburn D,
Saffioti F, Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre A, Medina-Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M,
Invernizzi P, Cristoferi L, van der Meer A, de Veer R, Zigmond E, Yehezkel E, Kremer AE, Deibel A, Dumortier J, Bruns T, GroBe K, Pageaux
GP, Wetten A, Dyson J, Jones D, Chazouilléres O, Hansen B, de Lédinghen V; Global & ERN Rare-Liver PBC Study Groups. Liver stiffness

measurement by vibration-controlled transient elastography improves outcome prediction in primary biliary cholangitis. J Hepatol. 2022



Dec;77(6):1545-1553. doi: 10.1016/j.jhep.2022.06.017. Epub 2022 Jun 28. PMID: 35777587. (cM. Pasmen CrpaTtuduxanms
pucka)

ITpenosxensl MHOTOUNCIeHHbIE MOpdonoruueckue knaccuduxanuu 16X /scheuer PJ. Primary

biliary cirrhosis. Proc R Soc Med. 1967;60:1257—1260. doi: 10.1177/003591576706001205. [DOI] \\\ Popper H, Schaffner F. Nonsuppurative
destructive chronic cholangitis and chronic hepatitis. In: Popper H, Schaffner F, editor. Progress in liver diseases. Vol. 3. New York: Grune &
Stratton, Inc; 1970. pp. 336-354. \\\\ Ludwig J, Dickson ER, McDonald GS. Staging of chronic nonsuppurative destructive cholangitis (syndrome
of primary biliary cirrhosis) Virchows Arch A Pathol Pathol Anat. 1978;379:103—-112. doi: 10.1007/BF00432479.Nakanuma Y, Zen Y, Harada K,
Sasaki M, Nonomura A, Uehara T, Sano K, Kondo F, Fukusato T, Tsuneyama K, Ito M, Wakasa K, Nomoto M, Minato H, Haga H, Kage M, Yano
H, Haratake J, Aishima S, Masuda T, Aoyama H, Miyakawa-Hayashino A, Matsumoto T, Sanefuji H, Ojima H, Chen TC, Yu E, Kim JH, Park YN,

Tsui W. Application of a new histological staging and grading system for primary biliary cirrhosis to liver biopsy specimens: Interobserver

agreement. Pathol Int. 2010 Mar; 60(3):167-74. doi: 10.1111/j.1440-1827.2009.02500.x. PMID: 20403042.], CyTh KOTOPBIX CBOJHUTCS
K BBIICJICHUIO 3TaIoB (CTaauii) 3a00JeBaHUsl HA OCHOBAHUH PACIIPOCTPAHEHHOCTH MOPAKEHUS U
BbIpakeHHOCTH (hrndpo3a OTaensHbIe MOP(HOTOTHYECKUE KIacCH(UKAIIN BBIICISIOT aKTUBHOCTh
XOJIaHTHTa, AKTUBHOCTh TEMAaTHTAa W OMNpEAeNseT CcTaauio 3aboneBaHus  (kiaccuduramms
Nakanuma ¢ coaBT., 2013) 1 JyKTONCHWUIO Wendum D., Boélle P.-Y., Bedossa P., Zafvani E.-S., Charlotte F., Saint-Paul M.-
C., Michalak S., Chazouilléres O., Corpechot C. Primary Biliary Cirrhosis: Proposal for a New Simple Histological Scoring System. Liver. Int.
2015;35:652-659. doi: 10.1111/1iv.12620. [ logpoOHEe cM. paznen 2.5 Mopdonorudeckasi TMarHOCTHKA )
ITpu onucanum oTAEIbHBIX (PEHOTUNOB U 0coObIX (opM IIBX BO3MOXKHO HCIOIBL30BATh
TE€PMUHBI:
- xiaccuueckuii (AMA-no3utuBHbIN) 116X
- AMA-neratuBnbiii (anti-gp210\anti sp-100-nozutuBHeii [16X) (cM. pazmemns
1.6.3. Oco6sie dhopmsl, 2.3.2 UMMyHOIIOTHYECKAs! TUATHOCTHKA )
- ceponeratuBHbId [IBX (AMA\anti-gp210\anti-sp-100 I16X) (cm. paszmen 1.6.3.
oco0bie (HOopMBI)
- [BbX ¢ nmnpmsHakamum  aytroummyHHOTo rematuta  (AWI)\mepBuanOTO
ckneposupytomiero xonanrura (IICX) (Bapuantheii I[16X) (cM. pasmen 1.6.2.1

BapuanTHbIe (nepekpectHbie) cuaapomsl [IBX\ AUT u ITBX\ [1CX)

Zhang W, De D, Mohammed KA, Munigala S, Chen G, Lai JP, Bacon BR. New scoring classification for primary biliary cholangitis-autoimmune
hepatitis overlap syndrome. Hepatol Commun. 2018 Feb 20;2(3):245-253. doi: 10.1002/hep4.1148. PMID: 29507900, PMCID: PMC5831022.
European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

Purohit T, Cappell MS. Primary biliary cirrhosis: Pathophysiology, clinical presentation and therapy. World J Hepatol. 2015 May 8;7(7):926-
41. doi: 10.4254/wjh.v7.i7.926. PMID: 25954476; PMCID: PMC4419097.

Reshetnyak VI. Primary biliary cirrhosis: Clinical and laboratory criteria for its diagnosis. World J Gastroenterol. 2015 Jul 7;21(25):7683-708.
doi: 10.3748/wjg.v21.i25.7683. PMID: 26167070; PMCID: PMC4491957.

1l'ichenko Llu, Golovanova EV, Tsaregorodtseva TM, Serova TI, Gudkova RB. [Current understanding of primary biliary cirrhosis]. Ter Arkh.
2005;77(2):50-4. Russian. PMID: 15807453.

1.6 Kinuanyeckasi KapTuHa

1.6.1. Kninnnyeckue nposipiaennd [IbX



[TepBu4HBI OMITMAPHBIN XOIAHTUT HE IMEET CTPOTO CHENN(UIHON KIMHIYECKONH CUMITTOMATHKH,
HEPEIKO MpOoTeKaeT OECCUMIITOMHO B TE€UEHME MHOIMX JIET U JMAarHOCTUPYETCS HAa OCHOBAaHUH
U3MEHEHUs1 J1a0OpaTOpHBIX IOKa3aTeel, BBIBBICHHBIX IPU PYTUHHOM J1IabOpaTOPHOM
obcnenoBanuu. beccumnromuHoe Teuenue IIBX 3aTpynHSeT CBOEBPEMEHHYIO AWAarHOCTUKY
JAHHOTO 3a00JIeBaHUsl, U KaK MPaBMUJIO, MPUBOAUT K OOPALICHUIO 32 MEIULMHCKOW MOMOIIbIO
MAlMEeHTOB HAa TO3JHUX CTaAMAX (B TOM YHCJIE HAa CTAaAUH JEKOMIICHCHPOBAHHOTO LHPPO3a

HCLIGHI/I).European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with

primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022.
Lleo A, Jepsen P, Morenghi E, Carbone M, Moroni L, Battezzati PM, Podda M, Mackay IR, Gershwin ME, Invernizzi P. Evolving Trends in Female
to Male Incidence and Male Mortality of Primary Biliary Cholangitis. Sci Rep. 2016 May 19,6:25906. doi: 10.1038/srep25906.

[To manubM nccnenoBanmii Teyenne [16X B 36-89% cirygaeB nmproOpeTaeT CUMIITOMATHIECKUI
xapakrep 3a nepuof ot 4,5 1o 17,8 et u cpenHee BpeMs OT MOCTAHOBKU AMArHO3a O MOSBIICHUS

CHMIITOMOB K0Jie0IeTCst OT 2 110 4,2 JIET. Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018

Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145.

C1aboCcTh\yTOMIIIEMOCTB\YyCTAJIOCTh ~ SIBJISIETCSI  OJHUM W3 Hamboiee pacipoCcTpaHEHHBIX
cumntoMoB U Ui 50-78% manuenTos ¢ [1bX, MOXET CIy)XMTh €IMHCTBEHHBIM NPOSIBICHUEM
3aboseBaHuss. OHa HOCUT OTHOCUTEJBHO MOCTOSIHHBINA XapaKkTep WK, MEUIEHHO IPOTrPeccUpys, C
TEYEHUEM BPEMEHHM OKa3blBaeT 3HAYMTEIbHOE HETaTHMBHOE BIIMSHUE HE TOJBKO Ha KayecTBO

JKHN3HHU, HO U Ha 06H_IyIO BBEDKHUBAEMOCTDE Lindor, Keith D.; Bowlus, Christopher L.°; Boyer, James®; Levy, Cynthia®; Mayo,
Marlyn®. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology 69(1):p

394-419, January 2019. | DOI: 10.1002/hep.30145. CJ'Ia6OCTB\YTOMJ'I$IeMOCTB\YCTaJIOCTB TaKXXE aCCOIMHUPOBaHHA C

OpTOCTaTI/I‘-IeCKOf/i FHHOTeHSHCﬁ, JIHEBHOM COHJIUBOCTBIO, KOTHUTUBHBIMU HAPYUICHHUAMMU. Carbone

M, Bufion S, Monaco A, Griffiths L, Jones DE, Neuberger JM. The effect of liver transplantation on fatigue in patients with primary biliary
cirrhosis: a prospective study. J Hepatol. 2013;59:490—494. doi: 10.1016/j.jhep.2013.04.017. \\Carey EJ, Ali AH, Lindor KD. Primary biliary
cirrhosis. Lancet. 2015;386:1565—1575. doi: 10.1016/S0140-6736(15)00154-3. \\\Dyson JK, Hirschfield GM, Adams DH, et al. Novel therapeutic
targets in primary biliary cirrhosis. Nat Rev Gastroenterol Hepatol. 2015,;12:147—158. doi: 10.1038/nrgastro.2015.12. \\You H, Duan W, Li S,
Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese Medical Association.
Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun 28;11(3):736-746. doi:
10.14218/JCTH.2022.00347

Koxwnsiit 3y - BTopoit no pacnpoctpanénHoctu cumnroM npu 16X, ot koToporo ctpagator
ot 40 0 80 % HAIUCHTOB Talwalkar JA, Souto E, Jorgensen RA, Lindor KD. Natural history of pruritus in primary biliary cirrhosis.
Clin Gastroenterol Hepatol 2003;1:297-302. DTOT CUMIITOM HE SIBIISICTCS TaTOrHOMOHWYHBIM A1 [1BX, moxeT
BO3HUKHYTH Ha 0001 craanu 3a00JIEBAHUS Prince MI, Chetwynd A, Craig WL, Metcalf JV, James OF. Asymptomatic
primary biliary cirrhosis: clinical features, prognosis, and symptom progression in a large population based cohort. Gut 2004;53:865-870, €T'O
HHTCHCUBHOCTb MOXKECT BapbUPOBATh, HACTO HE UMEA YeTKOM CBS3HU CO CTaAHUEH I aKTUBHOCTBIO

3a00JI€BaHMs. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of

patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID:
28427765. Carey EJ, Ali AH, Lindor KD. Primary biliary cirrhosis. Lancet. 2015,;386:1565—1575. doi: 10.1016/S0140-6736(15)00154-3. You H,
Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese Medical
Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun 28;11(3):736-



746. doi: 10.14218/JCTH.2022.00347. Epub 2023 Feb 10. PMID: 36969891; PMCID: PMCI10037524. 3y,I[ qgame BCEro
YCUIIMBACTCA B HOYHOC BpPEMs, MNMPCHUMYILICCTBECHHO Ha JIAJOHAX W IOAOMIBAaX, HO MOXKCT
pacnupoCTpaHiATbCS Ha APYTUC YUACTKH TCJIa C UHTCHCUBHOCTBHIO OT JICTKOI'O JO HCCTCPIHMMOTIO,
HEPCAKO IMpUBOAA K 6€CCOHHI/II_IG, ycyFY6J'ICHI/IIO YCTAaJIOCTH, ACHUPECCUH, K 3HAYUTCIBbHOMY

YXYAIICHHUIO Ka4CCTBA KU3HU, COLIMAJILHOU H30JISIIUH U CYULUAY. Mells GF, Pells G, Newton JL, Bathgate AJ,

Burroughs AK, Heneghan MA, Neuberger JM, Day DB, Ducker SJ, Sandford RN, Alexander GJ, Jones DE; UK-PBC Consortium. Impact of
primary biliary cirrhosis on perceived quality of life: the UK-PBC national study. Hepatology. 2013 Jul;58(1):273-83. doi: 10.1002/hep.26365.

PMID: 23471852. Ha HO3OHHUX CTaIHUAX 3a00JIeBaHMs YaCTO OTMEUAETCH CHIKEHHWE WHTEHCHBHOCTH

3YHAa. Talwalkar JA, Souto E, Jorgensen RA, Lindor KD. Natural history of pruritus in primary biliary cirrhosis. Clin Gastroenterol Hepatol
2003;1:297-302.

Pesynprarel pusukanpHOrO 0OcnmenoBanus nmanueHTOB ¢ [IBX 3HaUMTENEHO BapbHPYIOT H
3aBHCAT OT CTaauu 3a00iieBaHUsl HAa MOMEHT oOpamieHus. YacTo BCTpEHaroTCs KOXKHBIE
W3MEHEHUS, TAaKHE KaK THIEPIUTMEHTAIUs, SKCKOPUALNN, KCAHTOMBI W KCAaHTEJIA3MBbl, a TAKKE
KENTH3HA KOXKHBIX TIOKPOBOB W CIHM3HCTHIX. Y OECCHMITOMHBIX TAIlWEHTOB (PU3UKAIHHBIHN
OCMOTp MOJKET HE BBIIBUTb HUKaKuX OTKJIOHeHHH. Ilo mepe mporpeccupoBanust 0oje3HU
BBIABIIIOTCS T€NATO— M CIVIEHOMETANM, a TAKXKE APYTHE MPOSBICHUSA MOPTATBHON THIEPTEH3UN

" OUppO3a MCUYCHHU.

Yy IMAOUCHTOB C TAXKECIBIM XO0JECTA30M Wy Ha HO3I[H€I>‘I craagnun OoJie3Hn MOr'yT
Ha6J'IIO,I[aTLC$I IIpU3HAKU CTCATOPEU BIUIOTH OO0 pPa3BUTHUA KIMHAYECKON KapTUHBL Ile(bI/I]_II/ITa
KUPOPACTBOPHUMBIX BUTAMUHHOB Lanspa SJ, Chan AT, Bell JS 3rd, Go VL, Dickson ER, DiMagno EP. Pathogenesis of steatorrhea

in primary biliary cirrhosis. Hepatology. 1985;5(5):837-842. doi:10.1002/hep.1840050522.

Hapymenne munepanbHOi mmotHocTH KocTHOW TkaHu (MIIKT) mpu [IBX He unmeer
KJIMHUYECKUX TPOSBICHUN 10 (HOPMHUPOBAHUS OCTEOMOPETUUECKUX MEPEIIOMOB C PAa3BUTHEM
CUMIITOMAaTHKH B 3aBHCHMOCTH OT JIOKQJW3allM{d TepesioMa. THIUYHBIM TpH3HAKAM
KOMIIPECCHOHHOTO IIepelioMa TeJl II03BOHKOB sBisgeTcss 00ib B 007acTH CHMHBIL, 4acTo
XpOHUYECKasl, OTHAKO, IPKOH KIIMHUYECKON KapTHHBI MOKET He OBbITh U TOJIBKO MPH (PU3UKATILHOM
oOClIeIOBaHUM  BBIABISICTCS ~ yYMEHBIIEHHWE pocTa W/ KadoTtudeckas aedopmMarus
MO3BOHOYHMKA («BIOBUU TopO») (cM mompoOHOo knuHMYeckue pexomenparmu (KP) 614 2

«[laTonornyeckue NepesIoOMbl, OCIOKHSIOIIUE OCTEOTIOPO3Y .cr.minzdrav.gov.ru/preview-cr/614_2)

1.6.2 116X u Apyrue NMMYHOOHOCPEI0BAHHELIE 3200J1€BAHUS

1.6.2.1 Bapuautubie (mepexpectubie) cuuapombl IIBX \ AUT u IBX\IICX

Aytoummynsbiii renatut (AWID), nepBuunbld Ounmapueiid xomanrut (I16X) u mepBuyHBIN
ckneposupytouuii  xomaurutr (IICX) B Hacrosimee BpeMsi paccMaTpUBAIOTCS, Kak

CaMOCTOSITCNIbHBIC ayTOMMMYHHBIe 3a0onieBanusi niedeHUu (AW3II) /Czaja AJ The overlap syndromes of



autoimmune hepatitis. Dig Dis Sci. 2013; Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group(IAIHG) position
statement on a controversial issue / K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International Autoimmune Hepatitis

Group // J. Hepatol. — 2011. — Vol. 54, Ne 2. — P. 374-385]. OnpHako B psaae CiydacB y MAaHMCHTOB MOTYT
OJHOBPCMCHHO Ha6J'IIO,I[aTI:C§I KIIMHUYCCKUC, 6I/IOXI/IMI/I‘ICCKI/IC, CCPOJIOTrNICCKHUC u

TUCTOJIOTHUYCCKHUC MPHU3HAKU Cpa3y HCCKOJIBKHUX M3 ITUX 3a00JIeBaHui [Czaja AJ. The overlap syndromes of

autoimmune hepatitis. Dig Dis Sci. 2013, Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group (IAIHG) position
statement on a controversial issue / K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International Autoimmune Hepatitis
Group // J. Hepatol. — 2011. — Vol. 54, Ne 2. — P. 374-385].

B nutepatype ommcanbl BapuantHble cuuapombl [IBX ¢ AUT u 16X ¢ [ICX/TICX menkux

mpoTokoB, a Takxke AU ¢ o6oumu xonectatnueckumu 3adoneBanusMu [16X u [ICX /Czaja AJ. The

overlap syndromes of autoimmune hepatitis. Dig Dis Sci. 2013, Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group
(IAIHG) position statement on a controversial issue / K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International

Autoimmune Hepatitis Group // J. Hepatol. — 2011. — Vol. 54, Ne 2. — P. 374-385]. HaHHbIC 0 3a00JIeBAEMOCTH H
pacupoCTPpaHCHHOCTH BAPpUAHTHBIX q)OpM IIBX pasHATCA, 4TO 00BACHAETCSA OTCYTCTBUEM €AUHBIX
BaJIMAUPOBAHHBIX KPUTCPUCB TUArHOCTUKH. Cornacuo JIMTECPATYPHbBIM MCTOYHHUKAM BapUAHTBI

(bOpMLI BCTpCUAKOTCA 10 13% [Bonder A., Retana A., Winston D.M., Leung J., Kaplan M.M. Prevalence of primary biliary cirrhosis—

autoimmune hepatitis overlap syndrome. Clin. Gastroenterol. Hepatol. 2011;9:609-612.] nayuenmos ¢ AUI" umerom npusnaxu I16X [Czaja AJ.
The overlap syndromes of autoimmune hepatitis. Dig Dis Sci. 2013;58:326—43] Ilpu I1EX npusnaxu AUI swissnaromeay 8-10% [Heurgue A, Vitry
F, Diebold MD, Yaziji N, Bernard-Chabert B, Pennaforte JL, et al. Overlap syndrome of primary biliary cirrhosis and autoimmune hepatitis: a

retrospective study of 115 cases of autoimmune liver disease. Gastroenterol Clin Biol 2007;31:17-25.].

[puznaku I[IBX u AWI dame BO3HMKAIOT OJHOBPEMEHHO, HO MOTYT Je0IOTHPOBATh
MOoCJICAOBATCIIbHO B PAa3HOM IOPAAKE [Efe C, Ozaslan E, Heurgue-Berlot A, Kav T, Masi C, Purnak T, et al. Sequential

presentation of primary biliary cirrhosis and autoim-mune hepatitis. Eur J Gastroenterol Hepatol2014;26:532—53 7] .

B nutepaType omucaHel €IMHUYHBIE CIy4al M CEpUM KIMHUYECKUX HaOII0JeHUN
BapuanTHOTO cuHApoMa [1bX 1 ITICX, OONMBIIMHCTBO U3 KOTOPHIX 3aPETUCTPHPOBAHBI Y JKESHIIIUH

B BO3pacTe 35-72 ner [S. Mago, GY Wu. J Clin Primary Sclerosing Cholangitis and Primary Biliary Cirrhosis Overlap Syndrome: A

Review. Transl Hepatol. 2020 Aug 24,8(3):336—346. doi: 10.14218/JCTH.2020.00036]. \\\ Kingham JG, Abbasi A. Co-existence of primary biliary

cirrhosis and primary sclerosing cholangitis: a rare overlap syndrome put in perspective. Eur J Gastroenterol Hepatol. 2005,17:1077—1080. doi:

10.1097/00042737-200510000-00011. PAHHUMH CHMIITOMAaMU BapHaHTHOI'0 CHHApOMaA SABJIAIOTCSA CJ'Ia6OCTB,
YTOMJIAEMOCTD, KOJKHBIN 3Y I [Sundaram S, Kiran S, Mazumdar S, Shukla A. Overlap syndrome between primary biliary cholangitis
and primary sclerosing cholangitis. ACG Case Rep J. 2018;5:e54. doi: 10.14309/crj.2018.54.]. HpI/I IIpOrpeCCupoOBaHnu
3a00JIeBaHNS CHUMIITOMBI 06yCJ’IOBJ’IeHBI Pa3BUTUEM OCIIOKHCHUN HH, XoJjecrtaza, CTpUKTypaMHu
KPYIHBIX KCJIYHBIX IIPOTOKOB U IP. [S. Mago, GY Wu. J Clin Primary Sclerosing Cholangitis and Primary Biliary Cirrhosis

Overlap Syndrome: A Review. Transl Hepatol. 2020 Aug 24,8(3):336-346. doi: 10.]4218/JCTH.2020.00036] .

Amnanornuno knaccuyeckum popmam [16X, AUT" u [ICX, nanmuents! ¢ BapuanTHbIM [1BX

Ha paHHUX CTaIuAX MOI'YT HC UMETb CUMIITOMOB 3a6OJ'ICBaHI/I$I [Oliveira EM, Oliveira PM, Becker V, Dellavance

A, Andrade LE, Lanzoni V, et al. Overlapping of primary biliary cirrhosis and small duct primary sclerosing cholangitis: first case report. J Clin
Med Res. 2012;4:429-433. doi: 10.4021/jocmr1060w. Floreani A, Motta R, Cazzagon N, Franceschet I, Roncalli M, Del Ross T, et al. The overlap
syndrome between primary biliary cirrhosis and primary sclerosing cholangitis. Dig Liver Dis. 2015;47:432—435. doi: 10.1016/;.dld.2015.02.002.]



u 1o 50% NAaIMMCHTOB M3 HHUX HAa MOMCHT IIOCTAHOBKH AHAr"Ho3a HMCIOT TOJBKO HM3MCHCHUA

Ha60paTOpHLIX NEYCHOYHBIX MAapKEPOB [Efe C, Ozaslan E, Heurgue-Berlot A, Kav T, Masi C, Purnak T, et al. Sequential

presentation of primary biliary cirrhosis and autoim-mune hepatitis. Eur J Gastroenterol Hepatol 2014,26:532—537. European Association for the
Study of the Liver (EASL). EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis///
Journal of Hepatology. — 2017. - Vol. 67. — P. 145—172Sundaram S, Kiran S, Mazumdar S, Shukla A. Overlap syndrome between primary biliary
cholangitis and primary sclerosing cholangitis. ACG Case Rep J. 2018,5:e54. doi: 10.14309/crj.2018.54.].

[MBX/AWUT" umeet Xynammii MPOrHO3 B CpaBHEHHUHU ¢ Kinaccuueckum TeueHneM [16X. B 6-
JeTHEM HaOmoaTeIbHBIM uccienoBannn 135 mammentoB ¢ [IBX, u3 kotopeix 29 umenn
[NbX/AWUT, naumentsl ¢ BapuaHTHEIM [1BX game mmenu OClIOXHEHUs, TaKhe Kak IMOpTalbHas
runeprensus (I11), a Taxoke xXynmmit poruo3 s >ku3Hu 10 TI1 [Sitveira MG, Tabwalkar JA, Angulo P, Lindor
KD. Overlap of autoimmune hepatitis and primary biliary cirrhosis: long-term outcomes. Am JGastroenterol. 2007,102:1244-1250]. B Goitee
MO3HEM KPYMHOM HCCJIEAOBAHUM, BKIIOYABIIEM PETPOCIEKTHUBHYIO OLEHKY 142594 xapt
ManueHToB, u3 Kotopbix: 3478 —mamuentsl ¢ [IBX/AUT; 56369 — ¢ 11IBX u 82747 — ¢ AUL,
MAlMEHTHl C BapUAHTHBIM CUHAPOMOM HMMEIM XYZAIIUH IPOTHO3, C BBICOKOM YacTOTOU

OCJI0KHEHUH I_IH 1 pUCKa cericuca [J Characteristics and Inpatient Outcomes of Primary Biliary Cholangitis and Autoimmune
Hepatitis Overlap Syndrome Yi Jiang 1,*, Bing-Hong Xu 2, Brandon Rodgers 1, Nikolaos Pyrsopoulos Clin Transl Hepatol. 2021 Mar 11,9(3):392—

398. doi: 10.14218/JCTH.2021.00008 ]

Oco0eHHOCTH TaTOTE€HE3a U HOMEHKJIATYphl BapuaHTHBIX (opm AUN3II nmpencraBieHs! B

npoekre KP "AyroummyHnubiit renatut” (2025) [z nevarn].

DKCHEePTaMHU-COCTAaBUTEIIMH  JAaHHBIX KIMHUYECKUX PEKOMEHAALMH  IOJAEePIKaHO
npetokenue International Autolmmune Hepatitis Group (MexayHnaponHas padodast Tpymma 1mo

AYTOUMMYHHOMY TICIIATUTY, IAIHG) [Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group
(IAIHG) position statement on a controversial issue / K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International

Autoimmune Hepatitis Group // J. Hepatol. — 2011. — Vol. 54, M 2. — P. 374-385.]], cornmacHo kKotopomy AW3II mpu
BapuaHTHBIX cuHApoMax ¢ AM3Il cnemyer kimaccudupoBaTh B COOTBETCTBHH  C
npeobnanaromumu  npusHakamu AUI, [IBX, TICX, u mamueHTsl C MepeKpBhIBAIOIIMMUCS
MpU3HAKaMHU HE PaCCMaTPHUBAIOTCS KaK CTPAJArONIe HECKOJIBKUMH HO30JIOTHIECKIMU (POPMaMHU.
Homenknatypa npusBaHa ynpoCTHTh ITPOLECC MOCTAHOBKH, (POPMYITHUPOBKH AUArHO3a U BbIOOpa

TCpanuu 1A NPaKTUKYIOIINUX Bpaqeﬁ. [Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group
(IAIHG) position statement on a controversial issue / K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International

Autoimmune Hepatitis Group //J. Hepatol. — 2011. — Vol. 54, Ne 2. — P. 374-385.]. CO3I[3.HI/IC AUArHOCTHYCCKUX KPUTCPUCB
U eIUHOMN KJ'IaCCI/I(bI/IKaI_II/II/I COCTOSIHUH C IMCPEKPBIBAIONIUMUCA IIPU3HAKAMU ABJIACTCA BaKHEUIIICH
33,[[3‘1612, TaK KaK ITO3BOJIUT OIPCIACINUTH 000CHOBAaHHOCTh Ha3HAYCHHS HMMYHocyHPGCCHBHOﬁ
Tepanun (I/ICT) 1 npenapaTtoB AJid JICUCHUA XOJIECTATUYCCKUX 3a00J1eBaHUi B JAHHO rpynmne

IIaIMCHTOB.

1.6.2.2 IIBX u Apyrue HMMYHOOIIOCPeI0BaHHbIE 3200 1¢eBAHUS



[IBX Gonee yeM B TOJOBHMHE CIIy4aeB COUYETACTCS C APYTMMU HMMYHO3aBHCHMBIMH,
IpeXJie BCEro ayTOMMMYHHbIMHU 3a0osneBaHusIMH (AM3), uTo 00yCIOBIEHO CYIIECTBOBAHUEM

06I_I_II/IX NAaTOrCHCTUYCCKUX MCXaHU3MOB, BKJIIOYasd TCHETUYCCKYIO NIPCAPACTIONOKCHHOCTD [Watt FE,

James OF, Jones DE. Patterns of autoimmunity in primary biliary cirrhosis patients and their families: a population-based cohort study. QJM.
2004 Jul;97(7):397-406. doi: 10.1093/gjmed/hch078. PMID: 15208427 \\\Hitomi Y, Nakamura M. The Genetics of Primary Biliary Cholangitis:
A GWAS and Post-GWAS Update. Genes (Basel). 2023 Feb 3;14(2):405. doi: 10.3390/genes14020405. PMID: 36833332, PMCID:

pMC9957238.]. CBbiie 80% TEHETHUECKHUX JIOKYCOB, OMNPEICNIAIOIIUX IMPEAPACTIOIOKEHHOCTh K

passutuio I1bX, nmepekpbIBatoTcs C JOKycaMH, acCOLMUPOBAHHBIMU C Apyrumu AU3 jwelter, D.;

MacArthur, J.; Morales, J.; Burdett, T.; Hall, P.; Junkins, H.; Klemm, A.; Flicek, P.; Manolio, T.; Hindorff, L.; et al. The NHGRI GWAS Catalog,
a curated resource of SNP-trait associations. Nucleic Acids Res. 2014, 42, D1001-6. Gerussi, A.; Carbone, M.; Corpechot, C.; Schramm, C.;
Asselta, R.; Invernizzi, P. The genetic architecture of primary biliary cholangitis. Eur. J. Med. Genet. 2021, 64, 104292].

[Tokazana B3aummocBszp Mexny [IBX um npyrumm AM3: peBMAaTOMAHBIM apTPUTOM,
CHCTEMHON KpacHOM BON4YaHKOM, cHHApoMoM Illerpena, CHCTEMHON CKIEpOIAEPMHUEN,
ayTOMMMYHHBIM THPEOUIUTOM, BOCTIAJIHTEIBHBIMU 3a00JIEBAaHUSAMHU KHUIICYHUKA, TICOPHUA30M H

APYTHUMMU. Chen C, Wang P, Zhang RD, Fang Y, Jiang LQ, Fang X, Zhao Y, Wang DG, Ni J, Pan HF. Mendelian randomization as a tool to

gain insights into the mosaic causes of autoimmune diseases. Autoimmun Rev. 2022 Dec;21(12):103210.doi: 10.1016/j.autrev.2022.103210. Epub
2022 Oct 21. PMID: 36273526.. Imura-Kumada S, Hasegawa M, Matsushita T, Hamaguchi Y, Encabo S, Shums Z, et al. High prevalence of
primary biliary cirrhosis and disease-associated autoantibodies in Japanese patients with systemic sclerosis. Mod Rheumatol. 2012;22:892-8. [DOI]
[PubMed] [Google Scholar] Hatzis GS, Fragoulis GE, Karatzaferis A, Delladetsima I, Barbatis C, Moutsopoulos HM. Prevalence and longterm
course of primary biliary cirrthosis in primary Sjogren's syndrome. J Rheumatol. 2008;35:2012—6. PubMed] [Google Scholar] Ahmad A, Heijke
R, Eriksson P, Wirestam L, Kechagias S, Dahle C, et al. Autoantibodies associated with primary biliary cholangitis are common among patients
with systemic lupus erythematosus even in the absence of elevated liver enzymes. Clin Exp Immunol. 2021;203:22-31. Ma, G., Yang, J., Wang,
X. et al. Dissecting causal relationships between primary biliary cholangitis and extrahepatic autoimmune diseases based on Mendelian

randomization. Sci Rep 14, 11528 (2024). https://doi.org/10.1038/s41598-024-62509-x

AN3, xomopouansie ¢ [1bX, moryr mManudectupoBats B 1r000€ BpeMs, Kak 110, TaK H
nociae (OpMHUPOBAHUS pa3BEPHYTOM KIMHUYECKOH KapTMHBI OCHOBHOIO 3a00JIeBaHUs, U
00yCIaBIMBAaTh TOPaXCHWE HIMPOKOrO Kpyra opraHoB u cucteMm (tadm.l). CymiecTBeHHBIH
pa3opoc omyOIUKOBAHHBIX AMHIEMHUOJIOTHICCKIX TaHHBIX 10 YyacToTe BoisiBiieHuss AU3 npu [1BX,
MO-BUJIUMOMY, OOBSCHAETCS OCOOCHHOCTAMM OOCIENOBAHHBIX KOTOPT M HCIOJIb3YEeMBbIMU
TMAarHOCTHYECKIMH/KITaCCU(UKAITTOHHBIMEI KPUTEPHSIMHU.
Tabmuna 1. CnekTp ayTOMMMYHHBIX KOMOPOHUIHBIX 3a00JieBaHNH, HanOo0JIee YacTO BBISBIIEMBIX

y nanueHToB ¢ [1bX.

Chalifoux SL, Konyn PG, Choi G, et al. Extrahepatic manifestationsof primary biliary cholangitis. Gut Liver. 2017;11:771-780;

Jensen AH, Winther-Serensen M, Burisch J, Bergquist A, Ytting H, Gluud LL, et al. Autoimmune liver diseases and diabetes: A propensity score

matched analysis and a proportional meta-analysis. Liver Int. (2023) 43:2479-91. doi: 10.1111/1iv.15720; OwunbKa!
HEAOHVCTMMbIﬁ 06beKT rim NepPCCbIZIKU. Rheumatoid arthritis and primary biliary cirrhosis: Cause, consequence, or
coincidence? Smyk DS, Bogdanos DP, Mytilinaiou MG, et al. Arthritis. 2012;2012:1-7. doi: 10.1155/2012/391567, OwunbKa!

HEAOHVCTMMbIﬁ 06beKT rim NePCCbINIKU. Deng X, Li J, Hou S, Ci B, Liu B, Xu K. Prevalence and impact of Sjogren's
syndrome in primary biliary cholangitis: a systematic review and meta-analysis. Ann Hepatol. 2022 Nov-Dec;27(6):100746. doi:

10.1016/j.a0hep.2022.100746. Epub 2022 Aug 13. PMID: 35970319; Oum6Ka! Hegonyctumbiii 06beKT runepccbiiKu.



Callichurn K, Cvetkovic L, Therrien A, et al. Prevalence of celiac disease in patients with primary biliary cholangitis. J Can Assoc Gastroenterol
2020; 4: 44-47;\\\Efe C, Torgutalp M, Henriksson I, et al. Extrahepatic autoimmune diseases in primary biliary cholangitis: prevalence and
significance for clinical presentation and disease outcome. J Gastroenterol Hepatol 2021; 36: 936-942;\\Terziroli Beretta-Piccoli B, Guillod C,
Marsteller I, Blum R, Mazzucchelli L, Mondino C, et al. Primary biliary cholangitis associated with skin disorders: a case report and review of

the literature. Arch Immunol Ther Exp (Warsz). 2017;65:299-309.

KomopOunnoe 3aboneBanue PacnpocTpaneHHocTh
Cucrema opraHon Hozonoruueckas ¢popma cpenu nanuenTos ¢ 1bX,
%.

7Kenessl BHyTpeHHEHN AyTOMMMYHHBII THPEOUIUT 5,6-23,6
CeKpeLun Caxapublif quabet | Tuna 1,7
CkeneTHO-MbIIIeYHas- PeBmaTouHbIN apTpUT 1,8-5,6
cHCTEeMa/COeINHATETbHAS Bosnesns lerpena 3,5-73
TKaHb CuctemHas kpacHas Bomyanka | 0-3,7

CuctemHas CKIEpOaepMUs 1,4-12,3
KemynouHo-KHILIEYHBIH Lennakus 1,7-11,8
TpaxkT
Koxa [Tcopuas 2-5

CuctemaTnueckuii 0030p M MeTaaHanu3 (BkIoueHO 129 myoOnmukammii u 133 umccnenoBaHuin)
nokasanu, yro npu [16X Hambonee pacnpocTpanéHHBIM 3a00eBanueM Obl1 cuHapoM lllerpena
(21,4 % mpotus 3 % y moneit 6e3 I16X), 3a HUM cienoBaiu, COOTBETCTBEHHO CHUHAPOM PeiiHo
(12,3 % npotus 1 %), peBmaTouansiii aptpurt (5 % npotus 3 %), cucremHas ckieponepmus (3,7

% mpotus 0 %) u cucteMHasi kpacHasi Bomdanka (2 % mpoTuB 0 %) Liang Y, Li J, Zhang Z, Jiang T, Yang Z.

Extrahepatic conditions of primary biliary cholangitis: A systematic review and meta-analysis of prevalence and risk. Clin Res Hepatol

Gastroenterol. 2024 May;48(5):102321. doi: 10.1016/j.clinre.2024.102321 Yacto BbisBnsemMbiM npu IIBX ayTonMMyHHBIM 3a00J1€BaHHEM

UYacro BeisBisieMbIM 1ipH [1BX 3a0oneBanunemM siBneTcsl ayTOMMYHHBINH THpeouuT (cM. Tabm.1).
U3-3a komopougabix AN3 y manmenToB ¢ [IbX yacTto BeTpedaroTest Takue CUMITTOMBI KaK CyXOCTh

CIIU3HUCTBIX IJ1a3 U / WIn pOTOBOﬁ IIOJIOCTH, apTpaJIruu, MUAJITHUU.

Bricokas pacnpoctpaHeHHOCTH comyTcTByromied 116X uMMyHOIaTonornu, B CHEKTPE
KOTOpOH 3HA4YMMO MpeoOIaNaloT CHUCTEMHBIE AyTOMMMYHHBIE pEBMAaTHUECKHE 3a00JeBaHUS,
BO3MOXHOCTh MX CTEPTOTO, JIATCHTHOTO TEYCHHS IUKTYET HEOOXOIUMOCTH BBICOKOTO YPOBHS
JMarHOCTHYECKON HACTOPOKEHHOCTH B XO/1€ KYpalLluK JaHHOU KaTeropuu 601bHbIX (CM. pas3esnsl
“2.6.2.4 JlnarHocTHKa MMMYHOOIIOCPEIOBAaHHBIX 3a0o0jeBaHuil, acconnupoBanHeix ¢ [1BX” u
“3.1.4.6 Jleuenue 16X B coueTaHuu ¢ IPyrdMH UMMYHOOIIOCPEIOBAHHBIMU 3a00I€BaHUSIMU).
bbuto  ycraHOBIEHO, YTO Hajduyue COmyTcTByromux AM3  1omonHseT KIMHUYECKYIO

xapakTtepuctuky [16X, 94To mo3BoIsIeT BRIACTATH €T0 pa3andHble (PeHOTUIIBI (BapUAHTHI), OHAKO,



HC OKa3bIBACT BJIMAHHUA HA HUCXOI. 116X Torgutalp M., Henriksson I., Alalkim F. et al. Extrahepatic autoimmune diseases in

primary biliary cholangitis: Prevalence and significance for clinical presentation and disease outcome. J Gastroenterol Hepatol. 2021

Apr:36(4):936-942. doi: 10.1111/jgh.15214

HCJ’IﬁCOO6p33HOCTB TOTAJIbHOT'O CKpPHUHHHIA BCEX OOJIBHBIX AJIs1 UCKITFOYCHHUS COMMYTCTBYROIIUX
AWN3 ocraercs Cl'[OpHOfI. Ho IIpu HAJINYUH KIIMHUYCECKOI'O IMOAO3PCHUA Ha COCYIIECTBOBAHUC

npyroro AU3 y mammenta ¢ I1bX HeoOXoauMo MPOBECTH COOTBETCTBYIOIIEE OOCIIC/IOBaHUE

[European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.\\\Godeffroy L,
Ciocci P, Nsabimana A, Miranda Vieira M, Noél JM, Combellas C, Lemineur JF, Kanoufi F. Deciphering Competitive Routes for Nickel-Based
Nanoparticle Electrodeposition by an Operando Optical Monitoring. Angew Chem Int Ed Engl. 2021 Jul 26;60(31):16980-16983. doi:

10.1002/anie.202106420.  Epub 2021 Jun 29. PMID: 34101324] (CMm. pasmen 2.6.2.4 [lmarHoctuka

MMMYHOOTIOCPEIOBAaHHBIX 3a00IeBaHui, accormupoBaHHbIX ¢ [16X)

1.6.3 Oco0bie popmbl IIBX

Brigensitor ocobbie dopmbl wnu BapuanTel [IBX, oTnuuarommecss OT KIACCHYECKOH
¢dopwmer: ceponeraruBublil [IBX, AMA-neratusnbiii [16X, Bapuanthsie hopmet I1BX (ITBX/AUT
u [IBX/TICX), a Taxxke u3onupoBaHHYI0 AMA-MO3UTHBHOCTH 0e3 1a00opaTOPHBIX MPU3HAKOB
XoJsecTasa
Ceponezamuenwrii IIBX xapaxtepusyeTcsi HaamdueM J1a00OpaTOpHBIX NMPH3HAKOB XOJIecTa3a |
rucronornueckux kpurepueB IIBX, mpu OTCYTCTBUM aHTHMUTOXOHApHAIbHBIX (AMA) u
cnennpuUecKuX aHTUHyKiIeapHble aHtuTen (aHTtu-spl00, antu-gp210). Berpewaemocts 1m0

JTAHHBIM HEKPYITHBIX KOTOPT Koseonetcs oT 9,75 1o 22 % (Benjouad, Karima & Hassan, Ouaya & Boudda, Soukaina

& Errami, Adil & Oubaha, Sofia & Samlani, Zouhour & Krati, hadija. (2020). Seronegative Primary Biliary Cholangitis: Epidemiological,
Clinical, Therapeutic and Progressive Features. Cross Current International Journal of Medical and Biosciences. 2. 131-132.

10.36344/ccijmb.2020.v02i09.003. Fennich FA, Kadiri M, Borahma M, et alP336 Seronegative primary biliary cholangitis (PBC):

epidemiological, clinical, therapeutic and evolutionary characteristicsGut 2024;73:4256). Y JaHHBIX IanueHTOB B 30%
CIlydaeB MOTYT OBITh OOHapy)KeHBI aHTHHYKJIeapHble antuTena (AHA), Ho HecnenmpuaHbIe IS
I[IBX. ITomumo otcyrctBusi crneuududeckux ans I[IBX ayroantuten, apyrue mnapamerpsl
aKTUBHOCTH 3a0o0seBaHus npu cepoHeratuBHoM [IBX cunTaercs conoctaBUMBI C TAKOBBIMHU MIPU

kiaccuueckom [1BX (Fennich FA, Kadiri M, Borahma M, et alP336 Seronegative primary biliary cholangitis (PBC): epidemiological,

clinical, therapeutic and evolutionary characteristicsGut 2024,73:4256)

AMA - nezamuensiii IIBX — 310 Qopma 3a00seBaHMsI, P KOTOPOH O0TCyTCTBYIOT AMA, HO
OTIpeNIeNISAIOTCS crennpuIeckue aHTuHykKIeapHsle anturtena (spl00, gp210) B coderanmn c
7a00paTOpHBIMU  MIPU3HAKaMU  XOJIeCTa3a MW/WIM THUcTosornueckumu kputepusmu  [1BX.
Berpeuaercs yame octanbHbIX ocoObix (opm IIBX. XapakTtepusyeTcsi MeHee BbIpa’k€HHbBIM

KOXHBIM 3yJIOM U OoJiee vacToi accoruaruiei ¢ apyruMu AW3 [dntimitochondrial Antibody Negative Primary

Biliary Cirrhosis in Japan: Utilization of Clinical Data When Patients Applied to Receive Public Financial Aid / F. Sakauchi, M. Mori, M. Zeniya,
G. Toda // Journal of Epidemiology. — 2006. — Vol. 16. — Antimitochondrial Antibody Negative Primary Biliary Cirrhosis in Japan. —Ne 1. — P. 30-

34) Ilo nexotopsM nanubiM pu AMA-aeratnBHOM [1BX ypoBeHb 1a00paTOpHBIX TOKa3aTenei



XoJiecrasa u IgG B CBIBOPOTKE KPOBU HECKOJIBKO HHUXKE (Antimitochondrial Antibody Negative Primary Biliary Cirrhosis
in Japan: Utilization of Clinical Data When Patients Applied to Receive Public Financial Aid / F. Sakauchi, M. Mori, M. Zeniya, G. Toda // Journal

of Epidemiology. — 2006. — Vol. 16. — Antimitochondrial Antibody Negative Primary Biliary Cirrhosis in Japan. — Ne 1. — P. 30-34), a

KOHIIEHTPAIUSI CHIBOPOTOYHBIX TaMMa-TTIOOYIMHOB BhIIIE YeM TpHu kiaccuueckoit ¢popme [16X
[Ozaslan, E. The diagnosis of antimitochondrial antibody-negative primary biliary cholangitis / E. Ozaslan, C. Efe, N. Gokbulut
Ozaslan // Clinics and Research in Hepatology and Gastroenterology. —2016. — Vol. 40. — Ne 5. — P. 553-561.]. Taxoxe Yy 9THX

MalUEHTOB PEXKE BBIABIIAIOTCA DRB1*08 u DQB 1*04 [Interacting alleles of the coinhibitory immunoreceptor genes
cytotoxic T-lymphocyte antigen 4 and programmed cell-death 1 influence risk and features of primary biliary cirrhosis / B. D. Juran, E. J. Atkinson,

E. M. Schlicht [et al.] // Hepatology. — 2008. — Vol. 47. — Ne 2. — P. 563-570.]. CuMTaercs, 4ro Mopdonornyeckue
n3menenus: mpu AMA-HeratuBHoM [IBX Mano otnnyarorcst oT AMA-TO3UTHBHOWM (OPMBIL,

ACMOHCTPUPYA JIMIIb  HECKOJIBKO Ooiee BBIPAXXCHHOC TIOBPCKIACHHUEC U  AYKTOIICHUIO

[Immunohistochemical differences in the portal tract and acinar infiltrates between primary biliary cirrhosis and autoimmune cholangitis: / J.
O’Donohue, T. Wong, B. Portmann, R. Williams // European Journal of Gastroenterology & Hepatology. — 2002. — Vol. 14. — Immunohistochemical
differences in the portal tract and acinar infiltrates between primary biliary cirrhosis and autoimmune cholangitis. — Ne 10. — P. 1143-1150 Jin O,

Moritoki Y, Lleo A, Tsuneyama K, Invernizzi P, Moritoki H. Comparative analysis of portal cell infiltrates in antimitochondrial autoantibody-

positive versus antimitochondrial autoantibody-negative primary biliary cirrhosis. Hepatology. 2012;55(5):1 495—506.]. YacrtoTa oTBETa
Ha tepanuio Y IXK AMA-neratusHoro [16X cuntaercs conoctaBUMOM ¢ KJIaCCHIECKON opMoi
I1bX [Invernizzi P, Crosignani A, Battezzati PM, Covini G, De Valle G, Larghi A, et al. Comparison of the clinical features and clinical course
of antimitochondrial antibody-positive and -negative primary biliary cirrhosis. Hepatology 1997;25:1090-1095], OJHAKO, HMCIOTCA
JaHHBIC O XyaAleM nporHose, yem npu AMA-nonoxutensaoMm 16X, 4yTo, BO3MOXHO, SIBISETCS
CJICZICTBUEM TO3/IHEH TUATHOCTHKH ITON 0C000#1 (DOPMBI (Juliusson G, Imam M, Bjérnsson ES, Talwalkar JA, Lindor

KD. Long-term outcomes in antimitochondrial antibody negative primary biliary cirrhosis. Scand J Gastroenterol. 2016,51(6): 745752).

AMA-no3umusenocmsy 0e3 OUOXUMUYECKUX U KIAUHUYECKUX RPOAGNEHUNl Xonecmasa.
Cnemupuuecknue AMA o0OHapyKMBAIOTCSI KaK Yy 3[I0POBBIX JIIOJCH, Tak M TPH JIPYTruX
ayTOMMMYHHBIX 3a00JICBaHUSX - IPU AyTOUMMYHHOM TeTaTHTE, BOCHAIUTEIHHBIX MUOTIATHAX. B
TOXE BpeMs U3BECTHO, 4T0 AMA-M2 MOryT HMpKYJIMpPOBAaTh B CHIBOPOTKE KPOBH 3a MECSLBI U

JaXke TOfpbl, 10 KIMHUKO-1abopatopHoit Manudectaumu [16X [Reshemyak, V. I New insights into the pathogenesis
of primary biliary cholangitis asymptomatic stage / V. I. Reshetnyak, 1. V. Maev // World Journal of Gastroenterology. — 2023. — Vol. 29. — Ne 37.

- P 5292-5304). OpnHako, puck pa3Butuss [IBX mpu 3TOM [0OBONBHO HU3KUI — S-JEeTHsSA
3aboneBaemoctb 16X cpenu manmenToB ¢ HopMmansHoU LD 1 oOHapyxernem AMA cocTaBinseT

4.2-16% (Duan W, Chen S, Li S, Lv T, Li B, Wang X, Wang Y, Zhao X, Ma H, Ou X, You H, Jia J. The future risk of primary biliary cholangitis

(PBC) is low among patients with incidental anti-mitochondrial antibodies but without baseline PBC. Hepatol Commun. 2022 Nov,;6(11):3112-
3119. doi: 10.1002/hep4.2067. Epub 2022 Aug 23. PMID: 35998274, PMCID: PMC9592779. Dahlgvist G, Gaouar F, Carrat F, et al. Large-scale

characterization study of patients with antimitochondrial antibodies but nonestablished primary biliary cholangitis. Hepatology 2017;65:152-63.

10.1002/hep.28859). B TOXKe BpeMsl TO JaHHBIM HEKPYHHBIX wHccienoBanuii 6omee 80% AMA-—
MO3UTUBHBIX JIIOAEeH 0e3 MCXOAHBIX JabopaTopHbIX mpu3HakoB I[IBX wuMeroT pasiaudHble

TUCTOJIOTHYCCKHUEC IPHU3HAKHU 0oJie3Hn (Chunyan Sun, Xiao Xiao, Li Yan, Li Sheng, Qixia Wang, Pan Jiang, Min Lian, Yanmei

Li, Yiran Wei, Jun Zhang, Yong Chen, Bo Li, You Li, Binyuan Huang, Yikang Li, Yanshen Peng, Xiaoyu Chen, Jingyuan Fang, Dekai Qiu, Jing



Hua, Ruqi Tang, Patrick Leung, M. Eric Gershwin, Qi Miao, Xiong Ma, Histologically proven AMA positive primary biliary cholangitis but normal
serum alkaline phosphatase: Is alkaline phosphatase truly a surrogate marker? Journal of Autoimmunity, Vol 99, 2019, P.33-38, ISSN 0896-8411,
https://doi.org/10.1016/j jaut.2019.01.005.Coxonosa E.A., Bunnuyxas E.B., Baykux C.H. u 0p. Ilepsuunbiii GunuapHwlii Xoraneum ¢ HOpMaibHbIM

yposHem wenounoll gocghamasel: KuHuveckuil ciyyail u 0630p aumepamypol. Ipgexmusnasn papmaxomepanus. 2023; 19 (35): 80-85. doi:

10. 33978/2307—3586—2023—19—35-80—85).

2. JInarHocTUKA

PexomeHayeTcsi maleHTaM ¢ npeanoJaraeMbiM Win ycraHoBjaeHHbIM IIBX ocymecTrBuTh
npueM (0CMOTP, KOHCYJIbTALMIO) BpPaya-racTPO3HTEPOJIOra TMEePBHYHBbINA, a 1pH
HEJOCTYNIHOCTH - TNpHeM (O0CMOTP, KOHCYJIbTALMIO) Bpaya-TepaneBTa NEePBHYHBIA AJs

Ha3HA4YeHHUs1 00CJIeIOBAHHS U JIeYeHHsI

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D,
Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management
guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060; PMCID:
PMC6109281.\\Onofrio FQ, Hirschfield GM, Gulamhusein AF. A Practical Review of Primary Biliary Cholangitis for the Gastroenterologist.

Gastroenterol Hepatol (N'Y). 2019 Mar;15(3):145-154. PMID: 31061656, PMCID: PMC6495411.
Yposenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB 5).

2.1 ’Ka100bI 1 aHAMHE3.

C6op xanob u anamuesa npu [1bX nmpoBoauTcs no cTaHAapTHBIM MPUHIIUIIAM.

Kano6sr moryt orcyrctBoBaTh (acumntomublid 116X). Xapakrepusie xanobwl mpu 16X -
CJ1a00CTh\yTOMIIIEMOCTb, ~KOXKHBIM ~ 3yJ, H3MEHEHHsS KOXHM U  CIU3UCTBIX (CYXOCTb,
TUIIEPIIUTMEHTAlNs, KCAHTOMBI\KCaHTeNa3Mbl), U T. 1. OAPOOHO omucaHbsl B pasaene 1.6.1.

“Knunanueckue nposiiaenus [16X”.

[Tpu c6ope aHamHe3a ClieAyeT YTOYHUTH (PaKTOPHI PHCKA Pa3BUTHS IPYTruX 3a00JeBaHHUN
MIEYEHU, KOTOphle MOTYT MpPOTEKaThb C XOJIeCTa30M (JICKapCTBEHHBIM aHaMHE3, a TaKkke
notpelieHne (UTONPOIYKTOB, OHOJOTHYECKH AaKTHBHBIX J00aBOK, BpEOHBIC NPUBBIYKH,
CBEJICHUSI O TEPEHECEHHBIX WM XPOHHYECKUX WHQEKIHIX, TMEePEHECCHHbIE a0JI0MHHAIbHBIC
orepanuu U npouee). HeoOXoanMo BBISIBUTH, KOT/IA MOSIBIJINCH TIEPBBIC MPHU3HAKK 3a00JICBaHUS
(>kaoObl, CHUMITOMBI, HM3MEHEHHE TemaToCIeM)UIHbIX JIa0OpaTOPHBIX MJaHHBIX). KMeer
3HAQYCHHWE HACJIEICTBEHHBIH aHaMHe3. HeoOXoaumMo OIEHWTh KOMOPOWIHBIM  CTaTycC
(ycranoBneHnble panee npyrue A3 m 3aboneBaHus, KOTOPBHIE MOTYT TOBJIHSATH Ha COCTOSHHE
MIEYEHU U JIEYCHHUE), a TAKK€ BBIABUTH BO3MOKHBIE NPHU3HAKM META0OIMYECKOrO CHHApPOMA M

ayTOMMMYHHBIX 3a00JI€BaHUi, HE AUATHOCTUPOBAHHBIX paHee.

2.2 Du3ukajaLHOE 00Cae/10BAHUE




Ocmotp, manpnanus, nepkyccust y nauueHto ¢ IIBX mpoBogurtcss mo craHAapTHOMY

MMPOTOKOJIY. HpI/I OCMOTPC BHCIIHHUEC MTPOABJICHUSA MOTYT IIOJTHOCTBIO OTCYTCTBOBATD.

HaunGomnee uvacto Ipu OCMOTPE MalUeHTa C IIbX BBIABISIIOTCS Ppa3iInvIHbIC U3MCHCHHS
KOXHBIX IIOKPOBOB — THICPHUIMCHTAIHUSA MW CYXOCTb KOXHBIX ITIOKPOBOB, CJICAbl pacyeCoOB,

KCaHTEJIa3Mbl BEK, KCAHTOMBI B obmnactu CyCTaBOB, CyXO)KHJ'IPIﬁ, SITOAULL. European Association for the Study
of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017

Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Aprl8. PMID: 28427765. >K€JITYH_IHOCTB KOXXHBIX ITOKPOBOB
Ppa3BUBACTCA, KaK IpaBHJIO, YCpE3 6 Mec.— 2 roga OT TMOABJICHUA KOXHOIO 3y/a. Moxer

Ha6J'HO,E[aTBC$I Iporpeccupyromas moTepsa MacCol TEJIa U CTCATOPECS Reshetnyak VI. Primary biliary cirrhosis:

Clinical and laboratory criteria for its diagnosis. World J Gastroenterol. 2015 Jul 7;21(25):7683-708. doi: 10.3748/wjg.v21.i25.7683. PMID:
26167070; PMCID: PMC4491957

Crnenyet oOpamiats BHUMaHue Ha ipu3Haku A3, accormmpoBannbix ¢ [16X: yBenmaenne
pa3MepoB IIUTOBHIHOW KEJIe3bl, IJIa3HbIe CUMMTOMBI (NPU3HAKH 3a00JICBaHMS MUTOBHIHON
JKEJIE3bl), U3MEHEHHS KOKU W CIIM3UCTHIX (30HBI NEMUTMEHTAINN (BUTHIINTO), CETYATOE JIMBEJIO,
CyXOCTh, IIMAHO3, MPHU3HAKK KOXXHOTO BACKYyJUTa), W3MEHEHUS KOHUYMKOB TMAalbIEB PYyK
(CKIepOIaKTHIIHSI, IPU3HAKU CUHApOMa PeitHo), n3MeHeHus1 HOPMBI M TIOJBUKHOCTH CYCTaBOB U

MPOYCC. Leuschner U. Primary biliary cirrhosis--presentation and diagnosis. Clin Liver Dis. 2003;7:741-758. doi: 10.1016/s1089-

3261(03)00101-6

HpI/I najapnanydy  BO3MOXHO, HO HE O6$I33.TCJ'IBHO, 06Hapy>1<eHHe IMPU3HAKOB

renmaToMerajinmu paSJ'II/I‘-IHOf/i CTCIICHU BBIPAXKCHHOCTH. Reshetnyak VI. Primary biliary cirrhosis: Clinical and laboratory
criteria for its diagnosis. World J Gastroenterol. 2015 Jul 7;21(25):7683-708. doi: 10.3748/wjg.v21.i25.7683. PMID: 26167070; PMCID:

PMC4491957. Ilpn dopmupoBanun (Hrubpo3a KOHCHCTEHIMS MEYEHH OYJIeT MEHSThCS B CTOPOHY
VIUIOTHEHHS ¢ TIOTEPEH 2ITaCTHIHOCTH, a IPU IUPPO3€ MATBIIATOPHO OYAET ONPECIIATHCS OCTPBIM,
uHorJa OyrpucThiii kpail meuenu. Ha cragum [II1 BO3MOXHO BBISBICHHE «COCYIUCTHIX
3BE3J0UYCK»», CIUICHOMETallud, aclUWTa, OTEKOB, CapKOINECHUW, NPU3HAKOB IEYCHOYHOMI
sHIedanonatin. [ BRIABICHUS MPU3HAKOB JekommieHcanmu LI1 cnexyeT pykoBOACTBOBATHCS

KP «uppo3 u ¢pubdpo3 neaeHm».

2.3 JIaGopaTopHasi TMATHOCTHKA

2.3.1. OcHOBHBbIE JIA00PATOPHDbIE MOKA3ATEJIH

PexoMenayercsi manpeHTaM ¢ NpeamnosaraeMbiM WIH ycTaHoOBJeHHbIM IIBX BhIMOJTHUTH
KJIMHUYeCKUil aHaau3 KpoBU ¢ ompeneseHueM COD 1jisi cBOEeBpPeMEHHOr0 BbISIBJIECHHSA

LMTONeHUH, NPU3HAKOB accouuupoBaHubix ¢ [IBX 3a0oa1eBanuii.



Reshetnyak VI. Primary biliary cirrhosis: Clinical and laboratory criteria for its diagnosis. World J Gastroenterol. 2015 Jul 7;21(25):7683-708.
doi: 10.3748/wjg.v21.i25.7683. PMID: 26167070; PMCID: PMC4491957 \\\ EASL 2018 \\\ Reshetnyak VI, Maev IV. Pathophysiology of
biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71. https.//doi.org/10.37349/edd.2023.00024

Yposenbs  yOeaureabHocTH  pexkoMeHgammiik C  (YpoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJbCTB 5).

Kommenmapuu. Y nampentoB ¢ [IbX vacto Habmojaercss MOBBIIIEHHE CKOPOCTH OCEHaHUS
SPUTPOLIUTOB (CO:)) Santos G A, Branddo M, Farinha F (April 29, 2022) Prevalence of Primary Biliary Cholangitis in a Cohort of
Primary Sjogren’s Syndrome Patients. Cureus 14(4): €24590. doi:10.7759/cureus.24590 OTKJIOHEHHUS B reMmorpamme 0OBIYHO
BO3HUKaOT Ha craguu LI (TpomOonmronenus, a Takxe aHemmus, JjeikoneHus). [Ipu stom,

TpOM6OLII/ITOHCHI/I$I U JICUKOIICHUS HUMEIOT IMPOTHOCTUYCCKOC BHAYCHUE [EASL 2018]. Liu Y, Han K, Liu C, Duan

F, Cheng J, Yang S. Clinical Characteristics and Prognosis of Concomitant Primary Biliary Cholangitis and Autoimmune Diseases: A
Retrospective Study. Can J Gastroenterol Hepatol. 2021 Mar 17;2021:5557814. doi: 10.1155/2021/5557814. PMID: 33791253; PMCID:
PMC7994093.

W3menenne mapameTpoB o0miero (KIMHAYECKOTO) aHaIM3a KPOBH (aHEMUS, JICHKOTICHHST) MOKET
yKa3blBaTh Ha acconuupoBaHHbie ¢ [IBX BHemeueHOUHble AW3 - ayTOMMyHHYIO

IeMOJINTHYECKYIO0 aHEMUIO, TPOMOOIIMTONIEHUYECKYIO TYPITypYy U IPYTHUE Efe C, Torgutalp M, Henriksson I,

Alalkim F, Lytvyak E, Trivedi H, Eren F, Fischer J, Chayanupatkul M, Coppo C, Purnak T, Muratori L, Werner M, Muratori P, Rorsman F,
Onnerhag K, Nilsson E, Heurgué-Berlot A, Demir N, Semela D, Kiyicit M, Schiano TD, Montano-Loza AJ, Berg T, Ozaslan E, Yoshida EM, Bonder
A, Marschall HU, Beretta-Piccoli BT, Wahlin S. Extrahepatic autoimmune diseases in primary biliary cholangitis: Prevalence and significance
for clinical presentation and disease outcome. J Gastroenterol Hepatol. 2021 Apr;36(4):936-942. doi: 10.1111/jgh.15214. Epub 2020 Aug 23.
PMID: 32790935.4 \W Liu Y, Han K, Liu C, Duan F, Cheng J, Yang S. Clinical Characteristics and Prognosis of Concomitant Primary Biliary
Cholangitis and Autoimmune Diseases: A Retrospective Study. Can J Gastroenterol Hepatol. 2021 Mar 17;2021:5557814. doi:
10.1155/2021/5557814. PMID: 33791253; PMCID: PMC7994093.

Pexomenayercst y BeceX NAalMEHTOB C KJIMHUYECKUMH MJIM HMHBIMM TNPU3HAKAMH
XPOHHMYECKOr0 XoJjecraza, paccMarpuBath aAuarHo3 IIBX u BBINOJIHATH ompenesneHue
aKTUBHOCTH IeaouHoil (¢ocdarassl (ILP) u ramma-rayramunarpancnentuaassl (I'T'T)
(aHaIM3 KPOBU OMOXMMHMYECKHH o0lIeTepaneBTHYECKHH) ¢ HeJbI0 €ro CBOCBPEMEHHOI0

BBISABJICHUSA

ZhangF, Jia J, Cui R, Wang B, Wang H. Clinical features of forty patients with primary biliary cirrhosis. Chin Med J (Engl). 2002 Jun;115(6):904-
8. PMID: 12123563. \\\ European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of
patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.
\\Reshetnyak VI, Maev IV. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71.
https://doi.org/10.37349/edd.2023.00024

Yposens yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTelbCTB 5).

Kom.uenmapuu. XonecTa3 cunTaeTCs XPOHHUYCCKHUM IIPU MTPOJOLKUTEIIBHOCTHU bonee 6 MCCILIECB
EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017, 67: 145-172

XpOHI/I‘IeCKI/If/i X0JICCTa3 MOXKCT IIPOTCKATH OCCCHUMNOTOMHO WU IPOABIIATHCA renaToreHHOU

CJ1a00CThIO\yTOMIIIEMOCTBIO, KOXHBIM 3YyZOM, JAUCKOM(OpTOM B mpaBoM mnojapedeppe U



XCGHTYXOﬁ, Pa3BUTUEM KCAHTOM H KCAHTCJIa3M. Sorokin A., Brown J.L., Thompson P.D. Primary biliary cirrhosis,
hyperlipidemia, and atherosclerotic risk: a systematic review. Atherosclerosis. 2007, 194: 293-299.

K naGoparopHblM mpH3HaKaM XpOHHYECKOTO XOJIeCTa3a OTHOCST IIOBBILIEHHE
ceiBOpoTouHBIX ypoBHe# LD, ['TT, 5'-HykneoTnaassl, OMIMpyOrHa, )KEMTIHBIX KUCIOT, O0IIETo
XOJICCTCPUHA. Reshetnyak VI, Maev V. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023,;2: 149~
71.  htips://doi.org/10.37349/edd.2023.00024 VI3 1aOOpaTOpPHBIX MapKepoOB XoJjecTa3a JAHAarHOCTUYECKU

3HaunMbIM 1iist [IBX cunraercs noseimenne aktuBHOCTH LD > 1,5 BI'H E4SI Clinical Practice Guidelines:

The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017, 67: 145—172. \\Paiixenscon K.JI., Byesepog A.O.,
Konopawuna 2.4., Maeeckass M.B., Xnvinoe HU.b., [llupoxoea E.H., Heawxun B.T. Buympuneuenounwli xoiecmas npu XpoHu4ecKux 3a00.1e6aHusx

neuenu u poib ademMemuonHuna 8 e2o nevenuu (003op numepamypol u pezonoyus Cosema sxcnepmos). Poccutickuil Jcypran 2acmposnmeponouu,

2enamonoauu,  Kononpokmonoauy.  2024;34(4):20-33.  https://doi.org/10.22416/1382-4376-2024-1167-3098-1 3HaUYNTEILHOE
noBeimenne aktuBHOCcTH 111D (2-3 BI'H u 6onee) Habmonaercs y 6onpHbix [16X yxxe Ha panneit

craagun 3&60J’IeBaHI/IH Sarcognato S, Sacchi D, Grillo F, Cazzagon N, Fabris L, Cadamuro M, Cataldo I, Covelli C, Mangia A, Guido M.

Autoimmune biliary diseases: primary biliary cholangitis and primary sclerosing cholangitis. Pathologica. 2021 Jun;113(3):170-184. doi:
10.32074/1591-951X-245. PMID: 34294935; PMCID: PMC8299325. \\ Reshetnyak VI, Maev IV. Pathophysiology of biochemical signs of primary
biliary cholangitis. Explor Dig Dis. 2023;2:149-71. https://doi.org/10.37349/edd.2023.00024

CJ'ICI[YCT IIOMHUTB, YTO IOBBIMICHHC AKTHBHOCTH H_[(D MOXCT HMMCTHb BHCIICUCHOYHOC

IMPOUCXOKACHUE, ITPEKAC BCEI'O BCIICACTBUEC 3a00/IeBaHUi KOCTHOM TKaHH. Hong You, Weijia Duan, Shuxiang
Li et al. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023, 11(3): 736—746. doi:

10.14218/JCTH.2022.00347  AKTHBHOCTH II[d B CBHIBOPOTKE KpOBM TMpejacTaBicHa HECKOJIbKUMU
n30(hopMaMu, KOTOPbIE UMEIOT Pa3IMYHbIE NCTOYHUKU (MI€YCeHb, KUIEYHUK, KOCTH, TIAICHTA).
Onpenenenne nzodopm LD Bo3MOKHO, HO OOBIYHO HE UCTIOIB3YETCS B KIIMHUYECKOM MPAKTUKE.
[leyeHoyHOE TPOUCXOKJIEHUE TOBBIIICHHOW akTUBHOCTH LI[®D B CHIBOpOTKE KpPOBH OOBIYHO
MIOATBEPKIACTC  OJHOBPEMEHHBIM  yBenmuwdeHueM aktuBHocth IT'T, Tak Kkak mipu
BHYTPHUIICYCHOYHOM XOJIECTa3¢ HAONIONACTCS CWIIbHAS KOPPEIAIMS MEXKIY STUMH JBYMS

J'Ia60paTOpHBIMI/I IIOKA3aTCIIIMHU. EASL Clinical Practice Guidelines 2018\\\ Hong You, Weijia Duan, Shuxiang Li et al. Guidelines

on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023; 11(3): 736-746. doi:
10.14218/JCTH.2022.00347 \\ Reshetnyak VI, Maev IV. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis.

2023;2:149-71.  hitps://doi.org/10.37349/edd.2023.00024 Ilpn >ToM mnoBbIIEHHBIA ypoBeHb I[TT wmoxer

Ha6J]IO,Z[aTLCﬂ A0 TOABJICHUA YBCIHNYCHUS aKTUBHOCTU H_ICD Gerussi A. Gamma-Glutamyl Transferase in Patients

With Primary Biliary Cholangitis. Gastroenterol Hepatol (N Y). 2022 Dec;18(12):706-708. PMID: 36865589, PMCID: PMC9972602

[Moeeimenue axtuBHOCTH I THmmuHo mns 16X w HabmromaeTcs y MOMABISIONICTO
0OJBIIMHCTBA ManUeHToB. Ho cienyer y4uThIBaTH, YTO OHO HE SIBISETCS 00s3aTelbHBIM

ycnoBueM st auarnoctuku 16X, u Bo3mosxken [1bX npu HopMansHOM ypoBHE LH®D. Sun C, Xiao X,
Yan L, Sheng L, Wang Q, Jiang P, et al. Histologically proven AMA positive primary biliary cholangitis but normal serum alkaline phosphatase:

Is alkaline phosphatase truly a surrogate marker? J Autoimmun. 2019; 99: 33-38. doi: 10.1016/j.jaut.2019.01.005 (CM. pa3aei 1.6.3

Oco0wie hopmer [15X).



BrlsiBIIeHIE XpOHHYECKOTO X0JecTasa TpeOyeT UCKIIOUeHUS] BHETICYCHOYHOW OMITHapHOn
OOCTPYKLIMM C IOMOIIbI0 BHU3YAJIM3HUPYIOIIMX METOJOB ucciaenoBaHuit (cM. 2.4 Pasnen
HHcTpyMeHTa bHbIE JUarHOCTUYECKHE UCCIIEI0BAHN)

PexomeHayercsi manMeHTaM € YCTAHOBJICHHBIM MJIM HpeamnosaraeMbiM auaraozom IIBX
BbINOJHUTH omnpeaededHue akTuBHOcTH AJIT m ACT (aHanu3 KpoBM OHOXMMHYECKHUI
odwerepaneBTuyeckuil) A  AuddepenuuanbHoii  aumarHoctuku IIBX, BbisiBiIeHHA

NPU3HAKOB BAPHMAHTHOIO (nepexkpecTHOro) cunapoma IIBX\AUT

Zhang F, Jia J, Cui R, Wang B, Wang H. Clinical features of forty patients with primary biliary cirrhosis. Chin Med J (Engl). 2002 Jun;115(6):904-
8. PMID: 12123563.\\ Nyblom H, Bjérnsson E, Simrén M, Aldenborg F, Almer S, Olsson R. The AST/ALT ratio as an indicator of cirrhosis in
patients with PBC. Liver Int. 2006 Sep;26(7):840-5. doi: 10.1111/j.1478-3231.2006.01304.x. PMID: 16911467. \EASL

YpoBenb  yOenuTeJbHOCTHM  pexkoMenaammidi B (ypoBeHb  [10CTOBepHOCTH
JI0Ka3aTeJbCTB 3).
Kommenmapuu: [Ina 11X XxapakTepHO yMEpPEHHOE IMOBBIINICHHE TpaHCaMUHA3, MOXET

Ha6J'HOI[aTBC$I nx HOpMaJ'ILHBIﬁ YPOBEHD Reshetnyak VI. Primary biliary cirrhosis: Clinical and laboratory criteria for its

diagnosis. World J Gastroenterol. 2015 Jul 7;21(25):7683-708. doi: 10.3748/wjg.v21.i25.7683. PMID: 26167070; PMCID: PMC4491957 Zhang
F, Jia J, Cui R, Wang B, Wang H. Clinical features of forty patients with primary biliary cirrhosis. Chin Med J (Engl). 2002 Jun;115(6):904-8.
PMID: 12123563., Reshetnyak VI, Maev 1V. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71.

hitps://doi.org/10.37349/edd.2023.00024 Eciin 'y mammenta ¢ I1bX yposens AJIT(ACT) > 5 BI'H, cnenyer

obcyxaath Bonpoc 0 Bo3MOXKHOM IIBX\AWI Boberg K.M. Chapman RW., Hirschfield G.M. et al. on behalf of the
International Autoimmune Hepatitis Group. Overlap syndromes: The International Autoimmune Hepatitis Group (IAIHG) position statement on a

controversial issue. J Hepatol. 2011; 54(2): 374-385 ({lompoOHee B pazmene 2.6.2.1 JlnarHocTrka BapuaHTHOTO
I[IBX (IIBX\AUTI", IIBX\[ICX).

Cootnomenne ACT/AJIT y mammentoB ¢ I[IBX wuccremoBamoch Kak BO3MOXKHBIH Mapkep
pa3sBuUTUA I_IH Nyblom H, Bjérnsson E, Simrén M, Aldenborg F, Almer S, Olsson R. The AST/ALT ratio as an indicator of cirrhosis in patients
with PBC. Liver Int. 2006 Sep:26(7):840-5. doi: 10.1111/j.1478-3231.2006.01304.x. PMID: 16911467. OunbKa! Hegonyctumblii

06beKT FTUNEePCCbINKWU. Alempijevic T, Krstic M, Jesic R, Jovanovic I, Sokic Milutinovic A, Kovacevic N, Krstic S, Popovic D.
Biochemical markers for non-invasive assessment of disease stage in patients with primary biliary cirrhosis. World J Gastroenterol. 2009 Feb
7,15(5):591-4.  doi: 10.3748/wjg.15.591. PMID: 19195061, PMCID: PMC2653350 HOKa3aHO, YTO IIOBBIIIICHHC
cootnomenus ACT/AJIT >1,1 ssrnsercs npeaukropom LII1 y marentoB ¢ IIBX. Nyblom H, Bjgrmsson E,
Simrén M, Aldenborg F, Almer S, Olsson R. The AST/ALT ratio as an indicator of cirrhosis in patients with PBC. Liver Int. 2006 Sep,;26(7):840-
5. doi: 10.1111/].1478-3231.2006.01304.x. PMID: 16911467, XOTSI YYBCTBUTCIIbHOCTDb 3TOI'O METO{a HU3KAS. Alempijevic

T, Krstic M, Jesic R, Jovanovic 1, Sokic Milutinovic A, Kovacevic N, Krstic S, Popovic D. Biochemical markers for non-invasive assessment of
disease stage in patients with primary biliary cirrhosis. World J Gastroenterol. 2009 Feb 7;15(5):591-4. doi: 10.3748/wjg.15.591. PMID:
19195061; PMCID: PMC2653350

PexoMenayeTcsi manMeHTaM € YCTAHOBJEHHBIM MM TpeamnoJaraeMbiM auaraozom IIBX
BBINIOJIHUTH OINpe/ie/ieHHe codeps:kaHusi o0uero OuauMpyouHa u ero ¢gpakuuii, aab0yMuHa
(aHAIM3 KPOBM OMOXMMMYeCKHIl o0lleTepaneBTHYeCKMil) sl OUeHKH (PYHKUMH NeYeHH,

onpejeJieHUs CTAANU 3200/1eBaHUsI U CTPATH(PUKALUM PUCKA HeOJIAarONPUSITHBIX HCX00B



Ito T, Ishigami M, Morooka H, Yamamoto K, Imai N, Ishizu Y, Honda T, Nishimura D, Tada T, Yasuda S, Toyoda H, Kumada T, Fujishiro M. The

albumin-bilirubin score as a predictor of outcomes in Japanese patients with PBC: an analysis using time-dependent ROC. Sci Rep. 2020 Oct

20;10(1):17812. doi: 10.1038/s41598-020-74732-3. PMID: 33082429; PMCID: PMC7576583. OwunbKa! He,qonycmmuﬁ

obbeKT FTUNEePCCLINKWN. Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP,
Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary

cholangitis treatment and management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. . OwunbKa!

HEAOI'IYCTMMbIﬁ 06beKT FTUNEPCCLINKWU. European Association for the Study of the Liver. EASL Clinical Practice Guidelines:

The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022.
Epub 2017 Apr 18. PMID: 28427765.

YpoBeHnb yoeauTebHOCTH pekoMeHaanuii B (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJBCTB 2).

Kommentapuu. Ha panaux cragusax [1BX cbIBOpOTOYHBIE KOHIIEHTpAlMM albOyMHUHA |
OmwnnpyOrHa OOBIYHO HE W3MEHEHHI. [loBBINIeHWE YpOBHS 0OmIero OMIMpyOMHA W CHM)KEHHUE
CBIBOPOTOYHOTO aJIbOYMHHA SIBISFOTCS IPU3HAKAMHE MTPOABUHYTOM CTany 3a00JICBaHMs, a TAKXKE

BAaXXHBIMU MPOTHOCTUYCCKUMU MAPKEPAMMU. Hirschfield G.M., Dyson J.K., Graeme J. M.A. et al. The British Society of

Gastroenterology/UKPBC primary biliary cholangitis treatment and management guidelines. Gut. 2018; 0:1-27. doi:10.1136/gutjni-2017-315259.

BryTtpunedenounsiit xonecras npu [16X mo mepe nmporpeccupoBanus 3a0071€BaHUs IPUBOANUT K
pa3BUTHIO TUNEPOMINMPYOMHEMUH, MPEUMYIIECTBEHHO 3a CUeT KOHBIOIMPOBAaHHOM (IPSMOH,
CBS3aHHOHM) (pakmmu, cocTapisionlel OonblIy0 aomo obmero OwinpyOuHa. [IpuumHOi
pa3BUTHA KOHBIOTMpOBaHHON runepOwnupyounemun npu IIBX sBnsercs mnpexae Bcero

HapyImEHHUE OTTOKa KCJIYMU, BCJICIACTBHUC MOBPCKICHHUA W HCYE3HOBCHHA KCIYHBIX ITPOTOKOB
[Reshetnyak VI, Maev 1V. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71.

https://doi.org/10.37349/edd.2023.00024 BBIpa)KeHHOCTB FI/IHep6I/IHI/Ip}I6HHeMHI/I ONpEACTIACTCA TAXKECTBIO

AYKTOIICHUN U 6I/IJ'II/IapHOFO CTYNICHYATOI'0 HCKPO3a. Corpechot C., Poujol-Robert A., Wendum D. et al. Biochemical

markers of liver fibrosis and lymphocytic piecemeal necrosis in UDCA treated patients with primary biliary cirrhosis. Liver Int. 2004; 24: 187-
193.

CBIBOPOTOYHBIN OMIMPYOHH CYMTAETCSI OCHOBHBIM IPEAUKTOPOM HEOIATrONPUSTHOTO UCXO0IA TIPH

I1BX. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with

primary biliary cholangitis. J Hepatol. 2017; 67: 145-72. \\Lammers W.J., van Buuren H.R., Hirschfield G.M. et al. Levels of alkaline phosphatase

and bilirubin are surrogate end points of outcomes of patients with primary biliary cirrhosis: an international follow-up study. Gastroenterol.

2014; 147: 1338-1349. OH BXOJUT B OCHOBHBIE WHJEKchl mporHo3a [IBX (cM. pasmen 2.6.3.

Crpatudukanus puckoB).

Crnenyer OTMETUTh, YTO XOTS MOBBIINIEHHE OMIMpyOMHa (XoyecTaThdeckas KelaTyXa) OOBIYHO
pa3BuBaeTcd Ha no3aHux cragusax IIbBX, oHo Moxer HaOmomaTbcss M MpH NEPBUYHOMN
manupecrarmu. Tak, B KM mnokazano, uro B 9 % ciydaeB XoyiecTaTHdecKas >KENTyXa
HaOmrofanach y TMALMEHTOB C paHHUMHM  rucrojormueckumu  cragusmu  [IBX, Ho

MOp(bOHOFI/I‘IeCKI/IMI/I IMMPpU3HAKaMU BBIPAKCHHOI'O MOPAXKCHUS KCITIYHBIX ITPOTOKOB U JJIMTCIIbHOT'O



X0JIECTa3a Nakanuma Y, Hoso M, Mizuno Y, Unoura M. Pathologic study of primary biliary cirrhosis of early histologic stages presenting

cholestatic jaundice. Liver. 1988 Dec;8(6):319-24. doi: 10.1111/j.1600-0676.1988.tb01010.x. PMID: 3216771.

YPOBGHL OCIIKOB CBIBOPOTKH KPOBHU Yy HNAIUCHTOB C I[IbX pnutenbHOE BpEMs COXPaHIACTCA B
npeaciax pe(bepeHTHBIX 3HAYCHUH. HpI/I MMeYEeHOYHON HEJOCTATOUYHOCTH pa3sBUBACTCA CHUKCHUEC
YPOBHA aJ'Ib6yMI/IHa IpH COXpPAHAOIIEMCA HOPMAJIbHOM 00 HE3HAYNTEIIHLHO CHUYKSHHOM YPOBHE
0611.[61"0 Oelka. Reshetnyak VI, Maev IV. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149—
71.  https://doi.org/10.37349/edd.2023.00024 AJ'IL6yMI/IH CBIBOPOTKM KpPOBH — HE TOJBKO II0OKa3aTelib
CHHTETHYECKOMN Q)YHKI_IPII/I IMCYCHU, HO U MapKEP HYTPUIHUOHHBIX Hapy]_IIeHI/Iﬁ 1 Ba)KHBIN (baKTop

IIPOrHO3a. Chan AW, Chan RC, Wong GL, Wong VW, Choi PC, Chan HL, To KF. New simple prognostic score for primary biliary cirrhosis:

Albumin-bilirubin score. J Gastroenterol Hepatol. 2015 Sep;30(9):1391-6. doi: 10.1111/jgh.12938. PMID: 25753927. \\\ Reshetnyak VI, Maev IV.
Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71. https://doi.org/10.37349/edd.2023.00024

Ha ocHOBaHuM ypOBHEH CHIBOPOTOYHOTO ajdbOyMuHa M OWIMpYyOWHA MOXKET OBITH OIICHEHa
nedyeHoyHas (yHKmms mo mkane ansOymmHa—Ommupyomna (ALBI). B KU ¢ ywgactuem 409
nanueHToB ¢ nepBuuHbIM [1BX mnomaan nmox ROC-kpuBbiMu (AUROC) B kaxmoil BpeMeHHOU
Touke uepe3 3, 5 u 10 et nocne Havana HaOmroneHus coctaswu st naaekca ALBI 0,94, 0,91 u

0,90, COOTBETCTBEHHO ¥ OBLIH BBINIE, YeM Y MKAITBI Yalm—IIbt0. Ito T, Ishigami M, Morooka H, Yamamoto K,

Imai N, Ishizu Y, Honda T, Nishimura D, Tada T, Yasuda S, Toyoda H, Kumada T, Fujishiro M. The albumin-bilirubin score as a predictor of
outcomes in Japanese patients with PBC: an analysis using time-dependent ROC. Sci Rep. 2020 Oct 20;10(1):17812. doi: 10.1038/541598-020-

74732-3. PMID: 33082429; PMCID: PMC7576583. B pyroM uccienoBanuu noporosoe 3HaueHue ALBI=-2,24,
3(h(}EeKTUBHO BBISBIIUIIO MAIMEHTOB C TOJI0XHUTEIbHBIM 0TBeTOM Ha Tepanuio Y XK, a ALBI= -
2,07 a¢pdexTHBHO UCKITIOUA MaueHTOB ¢ [IBX ¢ HU3KUM PUCKOM 5-JIETHUX COOBITHI, CBA3aHHBIX
C IICYCHBIO Tababi R, Mrabet S, Akkari I, Harbi R, Jazia EB. Prognostic scores in primary biliary cholangitis. Future Sci OA. 2024 May
14;10(1):FS0975. doi: 10.2144/f50a-2023-0203. PMID: 38817394; PMCID: PMC11137771. IIpenmMy1iecTBOM 3TOro mMerozaa
SBIISICTCS TO, YTO OH JIETKO PACCUUTHIBACTCS C MOMOIIBI0 OOBEKTHBHBIX aHAM30B KPOBH 0e€3

Cy6”beKTI/IBHBIX (1)aKTOpOB 1 MHBA3HUBHBIX ITPOLEIAYP Reshetnyak VI, Maev IV. Pathophysiology of biochemical signs of
primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71. https://doi.org/10.37349/edd.2023.00024

Brimeykasannsie 1ab0paTopHbBIE TIOKa3aTeIH HCIOIb3YIOTCS ISl OTIPEIeICHUS

nporroctuaeckoro knacca LI mo Yaiinsa-I1sto u pacaera MELD (cm. [lpunosxxeHust) /Kuumueciue

pexomenoayuu 715_2 . Iuppo3 u pudpo3 neuenu)

Pexomenayercs manuenTtaMm ¢ IIBX BbINOJTHUTH onpeaesieHre 00IIero aHAJIN3a MOYH IJI

BBISIBJICHUA ACCOLIUUMPOBAHHBIX 3a00J1€BaHUI

Bansal T, Takou A, Khwaja A. Progressive chronic kidney disease secondary to tubulointerstitial nephritis in primary biliary cirrhosis. Clin Kidney
J. 2012 Oct;5(5):442-4. doi: 10.1093/ckj/sfs085. \\\ Parés A, Rimola A, Bruguera M, Mas E, Rodés J. Renal tubular acidosis in primary biliary
cirrhosis. Gastroenterology. 1981 Apr;80(4):681-6. PMID: 7202940 Parés A, Rimola A, Bruguera M, Mas E, Rodés J. Renal tubular acidosis in
primary biliary cirrhosis. Gastroenterology. 1981 Apr;80(4):681-6. \\\ Prince M1, Ducker SJ, James OF. Case-control studies of risk factors for
primary biliary cirrhosis in two United Kingdom populations. Gut. 2010 Apr;59(4):508-12. doi: 10.1136/gut.2009.184218. PMID: 20332522. \\\
Parikh-Patel A, Gold EB, Worman H, Krivy KE, Gershwin ME. Risk factors for primary biliary cirrhosis in a cohort of patients from the united



states. Hepatology. 2001 Jan;33(1):16-21. doi: 10.1053/jhep.2001.21165.\\\ Corpechot C, Chrétien Y, Chazouilleres O, Poupon R. Demographic,
lifestyle, medical and familial factors associated with primary biliary cirrhosis. J Hepatol. 2010 Jul;53(1):162-9. doi: 10.1016/j.jhep.2010.02.019.

YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii B (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJBCTB 3).

Kommeumapuﬁ. B Heckonbkux prHHOMaCIHTa6HI>IX HCCIICOOBAHUAX CJ'Iy‘-I&fI-KOHTpOIIL
nokasana accornmanus 11X ¢ penunuBupyromeil nHGEKIrer MOYEBBIBOAALIUX IMYTEH Prince MI,
Ducker SJ, James OF. Case-control studies of risk factors for primary biliary cirrhosis in two United Kingdom populations. Gut. 2010
Apr;59(4):508-12. doi: 10.1136/gut.2009.184218. PMID: 20332522. Oum6Ka! Hegonyctumbliii 06bEKT rMNepCcCcbiIKu.
Parikh-Patel A, Gold EB, Worman H, Krivy KE, Gershwin ME. Risk factors for primary biliary cirrhosis in a cohort of patients from the united

states. Hepatology. 2001 Jan;33(1):16-21. doi: 10.1053/jhep.2001.21165. PMID: 11124815. OwunbKa! HEAOHVCTMMbIﬁ obbeKT
TMNEPCCbINIKU. Corpechot C, Chrétien Y, Chazouilléres O, Poupon R. Demographic, lifestyle, medical and familial factors associated with
primary biliary cirrhosis. J Hepatol. 2010 Jul;53(1):162-9. doi: 10.1016/j.jhep.2010.02.019. Epub 2010 Mar 31. PMID: 20471130. OwunbkKa!
Heponyctumbiit 06beKT runepccbinku. Kpome toro, II6X acconmmpoBan ¢ psioM 3a00neBaHMiA

IMMOYECK, IPEKAC BCECTO C OUCTAJIBHBIM IMOYCYHBIM KaHAJIBILCBBIM allUAO30M Shi X, Guo T, Wen Y, et al. Rare

renal proximal tubular dysfunctions in primary biliary cholangitis. Ren Fail. 2024;46(1):2302409. doi:10.1080/0886022X.2024.2302409

Pexomenayercsi orneabHbiM nmanueHTaMm ¢ IIBX BbIMOJHUTH ompenesieHHe KpeaTHHUHA,
HATPHUS, KaJuA (AHAJIW3 KPOBH OMOXMMHMYECKHH oOuieTrepameBTHUYECKHU) s (QyHKIHHU

noyYek, BblsiBJIeHUs1 accounnpoBaHHbIX ¢ IIBX 3a0oJieBanuii U oc/10KHEeHU

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D,
Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management
guidelines. Gut. 2018 Sep,;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060, PMCID: PMC6109281.

OwunbKa! HepgonycTMmblil 06BEKT rMNEPCCbIZIKWU. Bansal T, Takou A, Khwaja A. Progressive chronic kidney disease

secondary to tubulointerstitial nephritis in primary biliary cirrhosis. Clin Kidney J. 2012 Oct;5(5):442-4. doi: 10.1093/ckj/sfs085. Epub 2012 Aug
20. PMID: 26019824; PMCID: PMC4432406

YpoBeHb  y0eauTedbHOCTH  pekoMeHaamuii B  (ypoBeHb  J10CTOBepHOCTH
I0Ka3aTeabCTB 4).
Kommenmapuii. 116X acconmmupoBaH ¢ 3a00JeBaHUSIMH TTOYEK, Yallle Bcero HabmoaaeTcs
JUCTATBHBINA MOYEYHBIN KaHATIBIIEBHIN aIli103 (110 HEKOTOPHIM JTaHHBIM y TPETHU MAI[USHTOB),
pexe - cuapoM DaHKOHU, MeMOpaHo3Has He(hponaTHsi, MUKPOCKOITMYECKUH IMOJIMAHTHHAT U

tyOynonnTepcTrunnanbHeid HepuT (TUH) [Bansal T, Takou A, Khwaja A. Progressive chronic kidney discase secondary

to tubulointerstitial nephritis in primary biliary cirrhosis. Clin Kidney J. 2012 Oct;5(5):442-4. doi: 10.1093/ckj/sfs085. Epub 2012 Aug 20.
PMID: 26019824; PMCID: PMC4432406]. Shi, X., Guo, T., Wen, Y., Ye, W., Ye, W., Zheng, K., ... Chen, L. (2024). Rare renal proximal
tubular dysfunctions in primary biliary cholangitis. Renal Failure, 46(1). https://doi.org/10.1080/0886022X.2024.2302409 Parés A, Rimola A,
Bruguera M, Mas E, Rodés J. Renal tubular acidosis in primary biliary cirrhosis. Gastroenterology. 1981 Apr;80(4):681-6. PMID: 7202940 Parés
A, Rimola A, Bruguera M, Mas E, Rodés J. Renal tubular acidosis in primary biliary cirrhosis. Gastroenterology. 1981 Apr;80(4):681-6. PMID:
7202940. Elitok S, Sidler M, Bieringer M, Mohebbi N, Schneider W, Wagner CA. A patient with chronic kidney disease, primary biliary
cirrhosis and metabolic acidosis. Clin Kidney J. 2019 Jun 21;13(3):463-467. doi: 10.1093/ckj/sfz059. PMID: 32699627; PMCID: PMC7367120.

Oto0 onpenenseT HeoOxoaumMocTs oueHkH npu I1bX gynkuu noyek. [loBblieHne kpeaTnHUHA —



MPU3HAK HapyImeHns1 (YHKIUH ITOYEK, OLEHKa KOTOPOH MPOBOIMTCS C pacueTOM ITOKa3aTels
CKOPOCTH KJ'IY6011K0BOI71 (I)I/IJ'ILTpaLII/II/I. CHmkeHue YPOBHA Kp€aTHHUHA OTPpaXXacT I[C(bI/II_II/IT
MBIIICYHON TKaHU (CapKOHeHI/IIO) U ABJIACTCA HC6J’IaFOHpI/I}ITHbIM IIPOTHOCTUYCCKHUM MapKEPOM.
Slack A, Yeoman A, Wendon J. Renal dysfunction in chronic liver disease. Crit Care. 2010; 14(2): 214. doi: 10.1186/cc8855 OI_IGHKa
COCTOAHUA MMOYCK BaKHa IPH INIAHUPOBAHUU TEPAITNU #q)H6paTaMI/I Carrion AF, Lindor KD, Levy C. Safety
of fibrates in cholestatic liver diseases. Liver Int. 2021 Jun;41(6):1335-1343. doi: 10.1111/1iv.14871. Epub 2021 Mar 18. PMID: 33751787.. 1
Ha TMO3JHUX CTaIuAX 3a001eBaHus. Y TMALMEHTOB C HH KPCaTUHWH UCIIOJB3YETCA NJIsI pacueTa
MELD (CM. HpI/IJ'IO)KeHI/IC) [Knunuueckue pexomenoayuu 715_2 . Huppos n ¢pudpo3 neueHn]

Wzmenenne yposus kanus rnpu [16X 00OBIYHO BTOPHYHO 1O OTHOLICHHUIO K 3200JICBaHUIO

mouek. Moxker Pa3BUBATHCA KaK I'HIIOKAJIMCMUA, TaK U THIICPKAJTUEMUA. Dong, Kai-Hui MD; Fang, Yi-Na
MD; Wen, Xiao-Yu MD, PhD*; Jin, Qing-Long MD, PhD*. Primary biliary cirrhosis with refractory hypokalemia: A case report. Medicine 97(48):p
€13172, November 2018. | DOI: 10.1097/MD.0000000000013172 CJICAYET YUUTBIBATh, YTO XPOHUYCCKUEC 3a00J1cBaHUs
TICYCHU ABJIAIOTCA (I)aKTopOM puCKa pa3sBUTHUA pequ[I/IBpr}omeﬁ TUIICPKAJIUEMHHU Ahdoot R.S., Hsiung
J.T., Agiro A. et al. Liver Disease Is a Risk Factor for Recurrent Hyperkalemia: A Retrospective Cohort Study. J Clin Med. 2023; 12(14): 4562.

doi: 10.3390/cm12144562 [ ITIOHATpUEMHS y TIAIUCHTOB C 3a00JICBaHMSAMHU TieueHH, BKirouas [1BX,
ACCOIMUPOBAaHA C TIOBBINICHHWEM CMEPTHOCTH W CHIDKCHHEM KadeCcTBa JKH3HU, OOBIYHO

HaOmomaeTcs Yy DAalIMEHTOB C JCKOMIICHCUPOBAaHHBIM I_IH Y TICUCHOYHOM HEJOCTATOYHOCTBIO. Yau
A.A., Buchkremer F. Hyponatremia in the Context of Liver Disease. Adv Kidney Dis Health. 2024; 31(2):139-146. doi:

10.1053/j.akdh.2023.12.009. Cnez[yeT YUUTBIBATDH, YTO UMCIOIIAACA Y IMallMEHTOB C 16X TUNICPIIUTIA ACM U
MOJKET BJIMATH Ha ONPCACIIICMBIC YPOBHU 3JICKTPOJIHUTOB (B 0COOCHHOCTHU Ipyu UCIIOJIb30BAHHUHU

KOCBCHHEIX MCTOAOB I/ISMepeHI/IH), MpUBOJAA K JIOJ)KHOMY CHHIXCHHUIO UX 3HAYCHHUH Midhat S Farooqi ,

Ibrahim A HashimA Woman with Primary Biliary Cirrhosis and Hyponatremia Clinical Chemistry, Volume 61, Issue 8, 1 August 2015, Pages
1028-1031, https://doi.org/10.1373/clinchem.2014.229773

Pexomenayercss manueHTaM ¢ npeanoaaraeMbiM U ycTaHoBJeHHbIM IIBX BbInoJIHeHHe
KO0AryJIorpaMMbl, BKJIIOUYAIOIIEH MeKIyHAPOIHOEe HOPMAJIM30BAHHOE OTHOIIEHHE H\HJIU
NMPOTPOMOMH JJIsl OLEHKH THKeCcTH 3a0oJieBaHusl, GQyHKIUHM NMeYeHN U KOCBEHHOH OIEeHKH
PHCKa KpPOBOTeYeHHs\TpoM003a
Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D,

Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management
guidelines. Gut. 2018 Sep,;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060, PMCID: PMC6109281.

OwunbKa! HeAOHVCTMMbIVI ob6beKT FUNEPCCbINIKU. Sultana, H.; Komai, M.; Shirakawa, H. The Role of Vitamin K

in Cholestatic Liver Disease. Nutrients 2021, 13, 2515. https:/doi.org/10.3390/nu13082515 OwnbKa! Hegonyctumbliii

06beKT FMNEePCCbINIKWU. Ben-Ari Z, Panagou M, Patch D, Bates S, Osman E, Pasi J, Burroughs A. Hypercoagulability in patients with

primary biliary cirrhosis and primary sclerosing cholangitis evaluated by thrombelastography. J Hepatol. 1997 Mar;26(3):554-9. doi:
10.1016/s0168-8278(97)80420-5. PMID: 9075662.

YpoBeHb yoequTeJIbHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJLCTB 4)



Kommenmapuu. Ha panneit cragum I[1bX mabGoparopHble TMOKa3aTeNd MPOKOATYIISINH,
AHTHUKOATryJIAIUU U (bI/I6pI/IHOJ'II/I3a OCTarOTCA B MPEACTIaX HOPMBI . Reshetnyak VI, Maev IV. Pathophysiology of
biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71. https://doi.org/10.37349/edd.2023.00024 Ho Yy 4acCTu

NalEeHTOB MOXXCT BO3HUKATHL T'HIICPKOATYJIALMA, Ben-Ari Z, Panagou M, Patch D, Bates S, Osman E, Pasi J, Burroughs

A. Hypercoagulability in patients with primary biliary cirrhosis and primary sclerosing cholangitis evaluated by thrombelastography. J Hepatol.
1997 Mar;26(3):554-9. doi: 10.1016/s0168-8278(97)80420-5. PMID: 9075662.
[Ipu pa3Butum mnedenoyHoi HegoctaroyHoctd npu [IBX oTmewaercss cHuKeHHE cHHTE3a

TUTa3MEHHBIX ()aKTOPOB KOATYJSAIMH, YTO HAXOAUT OTpaxkeHue B MOBBIIEHUH MHO Vsamwm BT,

Jpankuna O.M., Maesckas M.B. u ap. Kiuaudeckue pexkomennanuu "Lluppos u ¢ubpo3 mnedeHm» (IPOSKT PEKOMEHIALMI Ha caiTe
https://www.rsls.ru/ru) 2025: 175. Reshetnyak VI, Maev IV. Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis.
2023;2:149-71. https://doi.org/10.37349/edd.2023.00024

Cnenyer yuuthiBaTh, 4To mnpu mno3gaux craausax [IBX mnoseimenne MHO Moxer ObITh

PE3YIbTATOM HE CHHOKCHUA (1)yHKI_II/II/I IICYCHHU, a ):[e(i)I/II_H/ITa ButamMuHa K Sultana, H.; Komai, M.; Shirakawa,

H. The Role of Vitamin K in Cholestatic Liver Disease. Nutrients 2021, 13, 2515. https://doi.org/10.3390/nu13082515

VY Hekoropsix manueHToB ¢ IIBX cHmkeHne OenoKCHMHTE3HpyIomeld (YHKIUU TenaTOIMTOB
MPUBOJIUT K CHIDKEHHUIO cuHTe3a (hakTopoB cBépThiBanms KpoBH (11, VII, IX, X u XIII) B MeHbIICH
CTEIIEHH, YeM €CTECTBEHHBIX aHTUKOAryJsHTOB (mpoTeuHa S, nporenHa C u/uiu aHTUTPOMOUHA

IIT), 9T0 MOXET CIOCOOCTBOBATH IMOBBIIIEHHOMY TPOMOOOOPA30BAHUIO Reshetnyak VI, Maev IV.

Pathophysiology of biochemical signs of primary biliary cholangitis. Explor Dig Dis. 2023;2:149-71. https://doi.org/10.37349/edd.2023.00024

Pexomenayercst BceM manueHTaM ¢ npeanoJaraeMsiM IIBX ¢ measro nupgepeHumnanbHOM
AUATHOCTMKH NPOBECTH CKPHHHMHIOBBIC CEPOJIOTHYECKHE HCCICA0BAHUS VIS MCKIKYCHUS
BUpYcHBIX renatutoB B u C: onpenenenne antureda (HbsAg) Bupyca renarura B (Hepatitis
B virus) B kpoBu, cyMMapHbIe aHTHUTea KiaccoB M u G k sizepHomy anTureny (anti-HBc-
cymmapHbie) Bupyca renatuta B (Hepatitis B virus) B kpoBH; cymMMapHble aHTHTeJa
kiaccoB M u G (anti-HCV IgG u anti-HCV IgM) k Bupycy renatura C (Hepatitis C virus)
B KPOBH.

European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary

biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

Yposenb yoeaureabnocTu pekoMenaauuii C (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJIbCTB 4)

Pexomennyercsa mnanumeHntam ¢ IIBX BbINOJIHMTH HCCJIEJOBAHHE YPOBHS 001Iero
X0JIeCTepPHHA, X0JIeCTEPUHA JIMNMONPOTEMHOB BhIcOKOM miuoTHocTu (JIIIBII), xosectepuna
JMNONPOoTeMHoB HM3K0H mioTHoctu (JIIHIL), TpuriauuepuaoB B KpPOBU /I BbISBJIEHHUS

HApYLIEHUI JTUIUIHOTO 00MeHa.



Hirschfield G.M., Dyson J.K., Graeme J.M.A. et al. The British Society of Gastroenterology/UKPBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018; doi: 10.1136/gutjnl-2017-315259 \\/Longo, M. Crosignani, A. Battezzati, P.M. Hyperlipidaemic state and
cardiovascular risk in primary biliary cirrhosis Gut. 2002; 51:265-269].

Yposenb yoeaureabnocTu pekoMenaauuii C (YpoBeHb JOCTOBEPHOCTH A10KA3aTEJIbCTB 4)

K'ommenmapuu. FI/IHGPHI/IHI/I,Z[CMI/IH ABJISACTCA THIHWYHBIM IIPOABJICHHUEM XOJIECTasa. YPOBCHL

TUnuAoB B chiBopoTke ToBbIMIeH y 80% mnauueHtoB ¢ [IBX jrongo, M. Crosignani, A. Battezzati, P.M.

Hyperlipidaemic state and cardiovascular risk in primary biliary cirrhosis Gut. 2002; 51:265-269].

Xapaktep nmunuaHbeIX HapymeHnid npu [IbX otnudaeTcss OT TaKOBOTO NMPU APYTHX COCTOSHUSX.
XapakTepHO MOBBIIICHHE OOMIETO XOJECTEPHHA, KOTOPHI HE MMEET HETaTHBHOTO BIUSHHS Ha
KapAHOBaCKYJISIPHBIA pHUCK y MAMEHTOB € ITbX Allocca M., Crosignani A., Gritti A. et al. Hypercholesterolaemia is not
associated with early atherosclerotic lesions in primary biliary cirrhosis. Gut. 2006; 55: 1795-1800. Ha paHHeﬁ cTaaun 116X
noBermaercst cogepxkaane JIIIOHIT u JITTHIL, u 3naunTensHo moBbimraercst JIIIBIL. Tlo mepe
nporpeccupoBanus 3a0oneBanus yposenb JIITHIT moxker yBenmmuuBatecs, a JINIBII - camkaercs
(H0 octaercst nosbitieHHbIM). YacTh u30brTouHOTO JIITHIT mpu IIBX coctouT m3 anomanbHOMN
JUIIOTIPOTEUHOBOW YaCTHUIIBI (JUITOTPOTENHA X), KOTOpast Oorara CBOOOJHBIM XOJECTEPUHOM U
dbochomunuaaMu U sIBISIETCS aHTUATEPOTCHHBIM. Y POBEHD TPUIIIUIIEPHIOB OOBIYHO HOPMATbHBIH

NN CJCTrKa NOBBIIICH. [Jahn, C.E. Schaefer, E.J. Taam, L.A. Lipoprotein abnormalities in primary biliary cirrhosis. Association with

hepatic lipase inhibition as well as altered cholesterol esterification Gastroenterology. 1985, 89:1266-1278; Allocca, M. Crosignani, A. Gritti, A.
Hypercholesterolaemia is not associated with early atherosclerotic lesions in primary biliary cirrhosis Gut. 2006, 55:1795-1800].Maillette de Buy
Wenniger L., Beuers U. Bile salts and cholestasis. Dig Liver Dis. 2010, 42: 409—418.

Knnnudyeckoe 3Ha4YeHHE HMMEET TO, YTO IIOCKOJIBKY Yy MAIIMEHTOB C IIbX mnosblIeH
npeumyiectseHHO ypoBeHb JIIIBII, Ho ne JIIIHII, y HUX He BO3HHMKAaEeT MOBBIIIEHHOTO PUCKA
CMEPTHU OT aTePOCKIIEPOTUUCCKUX 3a00JICBaHMN (B OTIIMYUE OT MAIUCHTOB C TUIICPIUIHIEMUCH

oe3 HBX) Longo M., Crosignani A., Battezzati P.M. et al. Hyperlipidaemic state and cardiovascular risk in primary biliary cirrhosis. Gut.

2002; 51:265-269.\ Allocca M., Crosignani A., Gritti A. et al. Hypercholesterolaemia is not associated with early atherosclerotic lesions in primary
biliary cirrhosis. Gut. 2006; 55: 1795-1800.

Onenka cepredHo-cocyaucTeix puckoB npu [1bX u runepaunuaemMun paccMoTpeHa B paszeiie

2.6.3. «Ctpatuduxanus puckoBy.

He pexomenayercs mpu IIBX B pyTHMHHOH KJIMHHYECKOH NPAKTHKe MCHOJb30BATh
naﬁopaTopHue NATEHTOBAHHbIE M HENATEeHTOBAHHbIE TeCThl /JIi HEeHHBA3HBHOM
AHATHOCTHKH (puldpo3a

European Association for the Study of the Liver Electronic address: easloffice@easloffice.eu; Clinical Practice Guideline Panel; Chair:; EASL

Governing Board representative:; Panel members: EASL Clinical Practice Guidelines on non-invasive tests for evaluation of liver disease severity

and prognosis-2021 update. J 2021 Hepatol. 75(3):659—689. doi: 10.1016/j.jhep.2021.05.025 \\\ Danis N, Gunsar F, Yilmaz F, Nart D, Turan I,



Karasu Z, Ersoz G, Akarca US, Ozutemiz O. Performance of non-invasive fibrosis markers in biopsy-proven liver disorders. Hepatol Forum. 2024

Nov 29;6(1):16-21. doi: 10.14744/hf.2024.2024.0024. PMID: 40255951; PMCID: PMC12008458.

YpoBenb yoeauteabHocTH pekoMenaanuii B (YpoBeHb 10cTOBEPHOCTH 10KA3aTeIbCTB 3)

Kommenmapuu. HewHBazuBHbIE 1a0OpaTOpHBIE TECThI s JAMATHOCTHKU (HOpo3a
IIMPOKO NPUMEHSIOTCS IPU MHOTHUX 3a0oJeBaHusx rnedeHu, Ho npu [16X ux amarHocTudeckas
LEHHOCTh crnopHa. [IperMmymiecTBEHHO Ha HEOONBIIMX BBIOOPKAaxX H3y4aaach BO3MOXHOCTh
ucnonb3oBanus npu 16X s cragmpoBaHMs M OLEHKM NMPOTHO3a TAaKUX HETATEHTOBAHHBIX
TECTOB Kak: MHAEKC Gpubpo3a Ha ocHOBE YeThipeXx pakTopoB (FIB-4), nanekc coornomenus ACT
k Tpombortam (APRI), FibroTest, Tect noBeimennoro ¢pubdpo3a neuenn (The Enhanced Liver

Fibrosis, ELF) .

The diagnostic performance of non-invasive fibrosis markers for predicting fibrosis in primary biliary cholangitis patients December 2024
Turkish Journal of Clinics and Laboratory 15(4) DOI: 10.18663/tjcl.1594235 \\\ Li Y, Zhang MJ, Wang XH, Li SH. Novel noninvasive indices
for the assessment of liver fibrosis in primary biliary cholangitis. Biomed Rep. 2023 Nov 13;20(1):1. doi: 10.3892/br.2023.1689. PMID:
38222865; PMCID: PMC10784874. \\\\ Danis N, Gunsar F, Yilmaz F, Nart D, Turan I, Karasu Z, Ersoz G, Akarca US, Ozutemiz O.
Performance of non-invasive fibrosis markers in biopsy-proven liver disorders. Hepatol Forum. 2024 Nov 29;6(1):16-21. doi:
10.14744/h£.2024.2024.0024. PMID: 40255951; PMCID: PMC12008458. \\\Wang, Zhongfeng PhDa; Liu, Xu PhDa; Xu, Hongqin PhDa; Qu,
Limei PhDb; Zhang, Dezhi PhDc; Gao, Pujun PhDa,*. Platelet count to spleen thickness ratio is related to histologic severity of primary biliary
cholangitis. Medicine 97(7):p €9843, February 2018. | DOIL: 10.1097/MD.0000000000009843 \\\\Friedrich-Rust M, Rosenberg W, Parkes J,
Herrmann E, Zeuzem S, Sarrazin C. Comparison of ELF, FibroTest and FibroScan for the non-invasive assessment of liver fibrosis. BMC
Gastroenterol. 2010 Sep 9;10:103. doi: 10.1186/1471-230X-10-103. PMID: 20828377; PMCID: PM(C2944336. \\\Mayo MJ, Parkes J, Adams-
Huet B, Combes B, Mills AS, Markin RS, Rubin R, Wheeler D, Contos M, West AB, Saldana S, Getachew Y, Butsch R, Luketic V, Peters M, Di
Bisceglie A, Bass N, Lake J, Boyer T, Martinez E, Boyer J, Garcia-Tsao G, Barnes D, Rosenberg WM. Prediction of clinical outcomes in
primary biliary cirrhosis by serum enhanced liver fibrosis assay. Hepatology. 2008 Nov;48(5):1549-57. doi: 10.1002/hep.22517. PMID:
18846542; PMCID: PMC2597274. \\Wang, Zhongfeng PhDa; Liu, Xu PhDa; Xu, Hongqin PhDa; Qu, Limei PhDb; Zhang, Dezhi PhDc; Gao,
Pujun PhDa,*. Platelet count to spleen thickness ratio is related to histologic severity of primary biliary cholangitis. Medicine 97(7):p 9843,
February 2018. | DOI: 10.1097/MD.0000000000009843 \\\ Alempijevic T, Krstic M, Jesic R, Jovanovic I, Sokic Milutinovic A, Kovacevic N,
Krstic S, Popovic D. Biochemical markers for non-invasive assessment of disease stage in patients with primary biliary cirrhosis. World J
Gastroenterol. 2009 Feb 7;15(5):591-4. doi: 10.3748/wjg.15.591. PMID: 19195061; PMCID: PMC2653350.\\\ Martinez, Melissa MD1;
Lammert, Craig MD2; Chalasani, Naga MD, FACG2; Vuppalanchi, Raj MD2. Role of FibroScan® and FIB-4 for the Diagnosis of Cirrhosis in
Patients With Primary Biliary Cirrhosis: 2060. American Journal of Gastroenterology 110():p S866, October 2015.\\ lllentyauna A.®.,
[Inpokosa E.H., MBamkun B.T. HenHBazuBHbIe METO/IbI MAarHOCTUKH (Gpubpo3a reueHu y 60JIbHBIX NEPBUYHBIM OUIIMAPHBIM LIUPPO3OM H
[EPBUYHBIM CKJIEPO3UPYIOLIUM XOJIaHTHTOM: POJIb HENPSIMBIX CHIBOPOTOYHBIX MAPKEPOB. POCCULICKULL JICYPHAL 2ACMPOIHMEPONIOU,
eenamonocuu, kononpokmonozuu. 2016;26(3):52-63. https://doi.org/10.22416/1382-4376-2016-26-3-52-63

CunraeTcs, YTO CBIBOPOTOUHBIE TECTHI U OLCHKH (PrOpo3a JOIKHBI UMETh 001aCTh IO

ROC—KpHBOﬁ 0,85—0,90, Alempijevic T, Krstic M, Jesic R, Jovanovic I, Sokic Milutinovic A, Kovacevic N, Krstic S, Popovic D.
Biochemical markers for non-invasive assessment of disease stage in patients with primary biliary cirrhosis. World J Gastroenterol. 2009 Feb

7;15(5):591-4. doi: 10.3748/wjg.15.591. PMID: 19195061; PMCID: PMC2653350, HO 1pu I1BX m3yuaBiimecst TecTsl He
JOCTHTAIOT YKa3aHHBIX 3HAUYEHHH B OOJBIIMHCTBE HCCieoBaHMi. COOTBETCTBEHHO, OHH MOTYT
UCTIOJIb30BaThCsl Ul OPHUEHTHUPOBOYHOro craaupoBaHus [IBX Toibko mpu HEIOCTYIHOCTH
WHCTPYMEHTAIBHBIX MeTO/10B (Amactorpadun). Hanbonee m3ydens npu [I6X tectet APRI u ELF

(cm. Taxoke pazaen 2.6.3. Ctpatudukaiys puckoB)

Pexomennyercs y manmenToB ¢ IIBX Ha cragum I onpenenssiTs 00beM 10MOJHUTEIBHBIX

Ja0OPATOPHBLIX M HMHCTPYMEHTAJIbHBIX 00C/Ie0BaHMH B COOTBETCTBHU C AKTYyaJbHOM



BepcHell KJIMHMYeCKHX pexoMenmamuii 715 2 "Huppod m ¢uopo3 mnevenu" pis

CBOCBPEMECHHOI'0 BbIIBJICHUSA 0CJI0KHEeHH I

HUBamxun B.T., Jdpankuna O.M., MaeBckas M.B. m ap. Kmmnnmdeckme pexomengamum "Lluppos m ¢udpo3 mneuenm» (Mpoekt

pexoMenaanmii Ha caiite https://www.rsls.ru/ru) 2025: 175.

YpoBeHsb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB J)

2.3.2. UMMVYHOJ0rH4YecKasi IMArHOCTHKA

PexkoMenayeTcsi y NalyeHTOB ¢ NOBbIIeHHeM aKTUBHOCTH LIl @D B cHIBOPOTKE KPOBH
H\HJIH APYIrUMH NPU3HAKAMHU XPOHHYECKOro xoJieCras’a BBIIOJHUTDH MCCJICI0BAHUE
CHIBOPOTOYHOI0 YPOBHSI AHTUMHMTOXOHAPHAIBbHBIX aHTUTE] (AMA niu AMA-M2)
IJ TUarHocTUKH u  auddepenumnanbHoii guarHoctuxku I[IBX. HcciaenoBanme
BBINIOJIHAETCA METOI0M HenpsiMoil peakuuu uMMmyHopawopecuennun (HPU®P) na
TKAHEBOM KOMILJIEKCe KPHOCPe30B TMeYeHH/NMOYKHU/KeadyaKa JIadopaTopHBIX
KMBOTHBIX (AHArHocTH4YecKuil TUTP =>1:160) uiam MeTroaoM MMMYHOGEpPMEHTHOIO

aHaJIn3a (H(I)A) [Hu S, Zhao F, Wang Q, Chen WX. The accuracy of the anti-mitochondrial antibody and the M2 subtype

test for diagnosis of primary biliary cirrhosis: a meta-analysis. Clin Chem Lab Med. 2014, 52: 1533—42. DOI: 10.1515/cclm-2013-
0926.\\European Association for the Study of the Liver. EASL clinical practice guidelines: The diagnosis and management of patients
with primary biliary cholangitis. J Hepatol. 2017,;67:145-72. doi: 10.1016/j.jhep.2017.03.022.\\\ Lindor KD, Bowlus CL, Boyer J, Levy
C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases.
Hepatology. 2019;69(1):394-419. doi: 10.1002/hep.30145.\\\ Hsawxun B.T., [lupoxoea E.H., Maeeckass M.B., I[lasnos 4.C.,
Hlugppun O.C., Maes U.B., Tpyxmanos A.C. Kiunuueckue pexomendayuu Poccutickoii eacmposnmeponrocuyeckoi accoyuayuu u
Poccuiickoeo obwecmsa no uzyuexur0 nedeHu no OUdeHOCHuKe U AedeHuro xonecmasa. Poccutickuil scypran eacmposnmepono2u,
eenamonozuu, kononpokmonoauu. 2015;25(2):41-57. \\\ Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher
S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of
Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018;67(9):1568-1594. doi:
10.1136/gutjnl-2017-315259. \\\ You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS,
Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH,
Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the
diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022;16(1):1-23. doi: 10.1007/s12072-021-10276-
6.\\\ You H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H,; Chinese Society of
Hepatology, Chinese Medical Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin
Transl Hepatol. 2023,11(3):736-746. doi: 10.14218/JCTH.2022.00347.\\\ Bowlus CL, Gershwin ME. The diagnosis of primary biliary
cirrhosis. Autoimmun Rev. 2014;13(4-5):441-4. DOI: 10.1016/j.autrev.2014.01.041.\\\ Younossi ZM, Bernstein D, Shiffinan ML, Kwo
P, Kim WR, Kowdley KV, Jacobson IM. Diagnosis and management of primary biliary cholangitis. Am J Gastroenterol. 2019;114(1):48-
63. doi: 10.1038/s41395-018-0390-3. PMID: 30429590.\\\ Musioz-Sanchez G, Pérez-Isidro A, Ortiz de Landazuri I, Lopez-Gomez A,
Bravo-Gallego LY, Garcia-Ormaechea M, Julia MR, Vifias O, Ruiz-Ortiz E, On Behalf Of The Geai-Sei Workshop Participants. Working
algorithms and detection methods of autoantibodies in autoimmune liver disease: a nationwide study. Diagnostics (Basel).

2022;12(3):697. DOI: 10.3390/diagnostics12030697.].

YpoBeHb  y0enMTENbHOCTH  pekoMeHaamuii A  (YpOBeHb  JIOCTOBEPHOCTH
a0Ka3aTeJabCTB — 1)

Kommenmapuu: CreiBopoTounble AMA SBISIOTCS OCHOBHBIMH HWMMYHOJIOTHYECKUMU

Mapkepamu [16X, oOHapyskeHHe UX BXOAUT B JuarHoctudeckue kpurepuu [16X, a Takxke ciryxut



MPEIUKTOPOM €ro pa3BuTus 3a 5-10 et 10 KIuHUYecKoW ManudecTanuu 3a007CBaHUS [European

Association for the Study of the Liver. EASL clinical practice guidelines: The diagnosis and management of patients with primary biliary
cholangitis. J Hepatol. 2017;67:145-72. doi: 10.1016/j.jhep.2017.03.022.\\\ Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary
Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019,;69(1):394-419. doi:
10.1002/hep.30145.\\\ Bowlus CL, Gershwin ME. The diagnosis of primary biliary cirrhosis. Autoimmun Rev. 2014;13(4-5):441-4. DOI:
10.1016/j.autrev.2014.01.041.\\\ Yamagiwa S, Kamimura H, Takamura M, Aoyagi Y. Autoantibodies in primary biliary cirrhosis: recent progress
in research on the pathogenetic and clinical significance. World J Gastroenterol. 2014;20(10):2606-12. doi: 10.3748/wjg.v20.i10.2606.\\\ Ellez
HI, Danis N, Akarca US. Evaluation of patients with positive anti-mitochondiral antibody and normal alkaline phosphatase levels for primary
biliary cholangitis. Acta Gastroenterol Belg. 2024,87(2):282-286. doi: 10.51821/87.2.12041.\\\ Li H, Liu S, Wang X, Feng X, Wang S, Zhang Y,
Zhang F, Wang L, Xu T, Li Y. Prediction of primary biliary cholangitis among health check-up population with anti-mitochondrial M2 antibody
positive. Clin Mol Hepatol. 2025;31(2):474-488. doi: 10.3350/cmh.2024.0416.].

AMA — rereporeHHasi Tpymia ayTOAHTHUTEN, PEarupyrOmUX C Pa3IHYHBIMU OCIKaMH,
pAacIIoNIOKEHHBIMHA Ha BHYTPEHHEH M HapyXHOM MeMmOpaHax mutoxonapuit (M1-M9). J{ns 16X
xapakTepHbl cyoTunsl AMA, HanpaBieHHbIe TIPOTUB OenkoB M2, M4, M8 u MO. I1pu [IBX AMA
BBIPA0ATHIBAIOTCS TMPEHMYIIIECTBEHHO K AHTHICHY BHYTPEHHEH MeMOpaHbl MUTOXOHIpUA M2,
npenacrasisionieMy coboir E2-cyObenmuuuily mupyBaTaeruaporeHazHoro komiiekca (PDH-
E2/M2), BXOZSIIETO B COCTaB JACTHAPOTEHA3HBIX KOMIUIEKCOB 2-0KCUKUCIOT (2-OADC). AMA-
M2 (AMA k PDH-E2/M2) — natorHoMOHMYHBIHA, HamOoinee crenuuunbiii mapkep I[16X,

BeTpeyatonuiics y 90-95% nanueHToB ¢ TaHHBIM 3a00JIEBAHUEM [Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo

M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology.
2019;69(1):394-419. doi: 10.1002/hep.30145. \\\ Yamagiwa S, Kamimura H, Takamura M, Aoyagi Y. Autoantibodies in primary biliary cirrhosis:
recent progress in research on the pathogenetic and clinical significance. World J Gastroenterol. 2014;20(10):2606-12. doi:
10.3748/wjg.v20.i10.2606.\\\ Leung KK, Hirschfield GM. Autoantibodies in primary biliary cholangitis. Clin Liver Dis. 2022;26(4):613-627. doi:
10.1016/j.¢ld.2022.06.004.].

[Ipoune pasznoBuanoct IIbX-accomumpoBaHHblx AMA  pacmo3HalT  Jpyrue
koMmoHeHThl 2-OADC (E2-cyObenunuily okcormyTaparaeruaporenasnoro kommiekca (OGDC-
E2), E2-cy0penunuIly IeruaApOreHa3HOro KOMIUIEKCa 2-OKCHKUCIIOT C Pa3BETBICHHOW LETBIO
(BCOADC-E2), Elo-cyobemunniny u E3 - cBsspiBatomuii 6enok PDH), ojHako BBISBISIOTCS

PEXKE, HEM AMA-M2 [Bowlus CL, Gershwin ME The diagnosis of primary biliary cirrhosis. Autoimmun Rev. 2014;13(4-5):441-4. doi:

10.1016/j.autrev.2014.01.041.\\\ Yamagiwa S, Kamimura H, Takamura M, Aoyagi Y. Autoantibodies in primary biliary cirrhosis: recent progress
in research on the pathogenetic and clinical significance. World J Gastroenterol. 2014;20(10):2606-12. doi: 10.3748/wjg.v20.i10.2606.\\\ Muiioz-
Sanchez G, Pérez-Isidro A, Ortiz de Landazuri I, Lopez-Gomez A, Bravo-Gallego LY, Garcia-Ormaechea M, , Julia MR, Visias O, Ruiz-Ortiz E,
On Behalf Of The Geai-Sei Workshop Participants. Working algorithms and detection methods of autoantibodies in autoimmune liver disease: a
nationwide study. Diagnostics (Basel). 2022;12(3):697. doi: 10.3390/diagnostics12030697.\\\ Bogdanos DP, Invernizzi P, Mackay IR, Vergani D.
Autoimmune liver serology: current diagnostic and clinical challenges. World J Gastroenterol. 2008, 14 (21): 3374-87. doi: 10.3748/wjg.14.3374.].

[TepBuuHOE (CKpUHUHTOBOE) HcciieioBaHne AMA B CHIBOPOTKE KPOBH OOBIYHO BBIMOJIHIETCS
metogoM HPU® ¢ ucnone3oBaHueM B KauecTBe CyOcTpaTa TKAHEBOIO KOMILIEKCa KpUOCPE30B

MEYCHH/TIOUCK/)KETyTKa KPBIC (MBILICH) Axexcandposa E .H ., lopodees A .C ., Hosuros A A ., Candaep 10 T, Canues K

A BMHHMMKaﬂ E.B. ﬂl{aé‘HOCmu'-leCKOe 3HAUEHUe MEMOO08 BbISGNCHUS aHmuMumoxoudpua/leblx anmumell npu nepeutHoM 6wmapHOM

xoaaneume . Knunuueckas nabopamopnas ouacnocmura. 2023; 68 (11): 666-671 . DOI: https.//doi .org/10 .51620/0869-2084-2023-68-11-666-

671 AHTUMUTOXOHIpHaTbHBIC aHTHUTENa TIpU [IBX MOTyT OBITH BBISIBICHBI HA TPOWHOM CyOCTpaTe
MIeYCHU/TIOYKHU/KETyIKa KPBICHI, OJaroaaps XxapakTepHoMy CBsi3bIBaHHI0O AMA B

NPOKCUMAJIbHBIX MMOYCYHBIX KaHAJIbIaX U SIHUTCIINU KCJIC3 XKCJIyIKa, v IalMCHTOB C



MOJIOKHUTEIBHBIMA Pe3yJIbTaTaMi CKpUHUHTOBOTO onpenencans AMA B HPU® moxer ObITh
BBITIOJTHEHO BhIsiBIIeHUE criennuyaHbIX 7151 [IBX AMA-M2 noarBepkIarouMi METOIaMU
TBepA0(}a3HOTO MMMYHHOTO aHanu3a Ha ocHoBe MDA, ummynobnora (Ub),
XEMHUITIOMUHUCIIEHTHOTO ¥ MYJIBTUIUIEKCHOTO UMMYHHOTO aHanu3za (XJIMA u MUA), nanbonee

qacCTO — C IIOMOIIBIO NDA [European Association for the Study of the Liver. EASL clinical practice guidelines: The diagnosis and
management of patients with primary biliary cholangitis. J Hepatol. 2017;67:145-72. doi: 10.1016/j.jhep.2017.03.022.\\\ Lindor KD, Bowlus CL,
Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases.
Hepatology. 2019;69(1):394-419. doi: 10.1002/hep.30145.\\\ Mufioz-Sanchez G, Pérez-Isidro A, Ortiz de Landazuri I, Lopez-Gomez A, Bravo-
Gallego LY, Garcia-Ormaechea M, , Julia MR, Viiias O, Ruiz-Ortiz E, On Behalf Of The Geai-Sei Workshop Participants. Working algorithms
and detection methods of autoantibodies in autoimmune liver disease: a nationwide study. Diagnostics (Basel). 2022;12(3):697. doi:
10.3390/diagnostics12030697.\\\ Damoiseaux J, Andrade LEC, Carballo OG, Conrad K, Francescantonio PLC, Fritzler MJ, Garcia de la Torre
1, Herold M, Klotz W, Cruvinel WM, Mimori T, von Muhlen C, Satoh M, Chan EK. Clinical relevance of HEp-2 indirect immunofluorescent
patterns: the International Consensus on ANA patterns (ICAP) perspective. Ann Rheum Dis. 2019; 78(7):879-889. doi: 10.1136/annrheumdis-
2018-214436.\\\ Sebode M, Weiler-Normann C, Liwinski T, Schramm C. Autoantibodies in autoimmune liver disease-clinical and diagnostic
relevance. Front Immunol. 2018;9:609. doi: 10.3389/fimmu.2018.00609.\\\ \\ Gaiani F, Minerba R, Picanza A, Russo A, Melegari A, De Santis
E, Trenti T, Belloni L, Peveri S, Aloe R, Ferrari C, Laghi L, de'Angelis GL, Bonaguri C. Optimization of laboratory diagnostics of primary
biliary cholangitis: when solid-phase assays and immunofluorescence combine. J Clin Med. 2022;11(17):5238. doi: 10.3390/jcm11175238.].

[lo manubiM MeTaananmuza 24 KU (Bkmrovan 2992 nanuentos ¢ [16X, 18 467 - ¢ npyrumu
3a00JeBaHMSAMHI TICUCHH M 3J0POBBIX JHI]), oOHapyxkeHne AMA/AMA-M2 pa3nuaHbIMU
Metonamu (HPU®D, DA, UB) mpu IIBX xapakTepn3zoBanoch BBICOKHUMH TOKa3aTelsIMU

yyBcTBHTENBHOCTH (84,5%) u cneuduunoctu (JC) (97,8%). [Hu S, Zhao F, Wang O, Chen WX. The accuracy of
the anti-mitochondrial antibody and the M2 subtype test for diagnosis of primary biliary cirrhosis: a meta-analysis. Clin Chem Lab Med. 2014,

52: 1533-42. DOIL: 10.1515/cclm-2013-0926.). CXOJIHBIE TIOKA3aTeIM YyBCTBUTEIBHOCTH M CHELU(PUYHOCTH
AMA B HPU® na TkaHeBbIx cpezax © AMA-M2 metonom MDA, no3BosnsaoT ucrnonb3oBats MOA

HE TOJIBKO B Ka4YC€CTBC MOATBCPKAAOIIETO, HO U CKPUHUHI'OBOI'O TECTA [Hu S, Zhao F, Wang Q, Chen WX. The
accuracy of the anti-mitochondrial antibody and the M2 subtype test for diagnosis of primary biliary cirrhosis: a meta-analysis. Clin Chem Lab
Med. 2014, 52: 1533—42. DOI: 10.1515/cclm-2013-0926.\\\ Gaiani F, Minerba R, Picanza A, Russo A, Melegari A, De Santis E, Trenti T, Belloni
L, Peveri S, Aloe R, Ferrari C, Laghi L, de'Angelis GL, Bonaguri C. Optimization of laboratory diagnostics of primary biliary cholangitis: when
solid-phase assays and immunofluorescence combine. J Clin Med. 2022;11(17):5238. doi: 10.3390/jcm11175238.\\\ Anexcanoposa E.H.,
Hopogpees A.C., Hosurkoe A.A., Canonep FO.I., Camues K.I., Bumnuyxas E.B. Juacnocmuueckoe 3nauenue Memooos GblsGleHUs:

AHMUMUMOXOHOPUATILHBIX AHMUMEN NPU NePEUYHOM bunuaprom xonaneume. Knunuueckas nabopamopnas ouaenocmuxa. 2023; 68 (11): 666-671.

doi: https//doi.org/10.51620/0869-2084-2023-68-11-666-671.]. BbIgBaeHHe  AMA-M2 metogoM nuHeiHoro Wb,

HUMCIOUICTO BBICOKYIO CHGI_II/I(I)I/I'-IHOCTL, HO Ooee HU3KYIO YYBCTBUTCJIBHOCTL IO CPAaBHCHUIO C
I/I(DA, MNPUMECHACTCA JId MNOATBCPKACHHUA IIOJIOXKUTCIIBHBIX PE3YJIBTATOB CKPUHUHIOBOI'O

uccnenoBannss AMA B HPU® npu HEOOXOAUMOCTH [Saito H, Takahashi A, Abe K, Okai K, Katsushima F, Monoe K,

Kanno Y, Ohira H. Autoantibodies by line immunoassay in patients with primary biliary cirrhosis. Fukushima J Med Sci. 2012;58(2):107-16. doi:
10.5387/fms.58.107. \\ Yamagiwa S, Kamimura H, Takamura M, Aoyagi Y. Autoantibodies in primary biliary cirrhosis: recent progress in research
on the pathogenetic and clinical significance. World J Gastroenterol. 2014;20(10):2606-12. doi: 10.3748/wjg.v20.i10.2606.\\\ Anexcanopoea E.H.,
Jlopoghees A.C., Hosuxos A.A., Canonep IO.I., Canues K.I., Bumnuyxasa E.B. Jluacnhocmuueckoe 3nauenue memooos 6bli6leHUs
AHMUMUMOXOHOPUATLHBIX AHMUMEN NPU NePEULHOM bunuaprom xoaaneume. Knunuueckas rabopamophas ouacnocmuka. 2023, 68 (11): 666-671.

doi: https://doi.org/10.51620/0869-2084-2023-68-11-666-671.].

Ecnu nammenty 6put0 BeimonneHo HPU® nHa knerounoii muann HEp-2, To Hanmuue AMA

MOKET OBITh TPETIOIOKECHO 6arofaps MUTOXOHAPUANLHOMY/PETUKYNAPHOMY OKPALIMBAHUIO LIATOMAA3MbI



(THI cBeYEHHSI UUTOIIIA3MATHYECKHUM, MUTOXOHApHUaIbHbINA - AC-21 B COOTBETCTBUU C
HOMEHKJIaTypoii MekayHapoJHOro KOHCEHCyca 0 MaTTepHAaM aHTUHYKJI€apHbIX aHTUTE

(International consensus on ANA patterns - ICAP), nuarsoctudeckuii TUTP >1:160 Damoiseaus J,

Andrade LEC, Carballo OG, Conrad K, Francescantonio PLC, Fritzler MJ, Garcia de la Torre I, Herold M, Klotz W, Cruvinel WM, Mimori T,

von Muhlen C, Satoh M, Chan EK. Clinical relevance of HEp-2 indirect immunofluorescent patterns: the International Consensus on ANA

patterns (ICAP) perspective. Ann Rheum Dis. 2019; 78(7):879-889. doi: 10.1136/annrheumdis-2018-214436. CXomHBIH ¢ AMA THII
CBEUCHHSA JIEMOHCTPUPYIOT U APYTHE IIUTOTIA3MAaTUIECKUE AyTOAHTUTENA, HAPUMED, aHTUTENa

K KapAUOJUIINHY. Arexcandposa E .H ., Jlopogpees A .C ., Hosuxoe A .A ., Canonep 1O .I" ., Canues K .I"., Bunnuyxas E .B .
Juaznocmuueckoe 3nauenue Memooos bis6IeHUs AHMUMUMOXOHOPUATLHBIX AHIMUMEN NPU REPEUYHOM bunuaprom xoaraneume . Knunuueckas

nabopamopnas ouaznocmuka. 2023; 68 (11): 666-671 . DOI: https://doi .org/10 .51620/0869-2084-2023-68-11-666-671 Briasienune
anTuTeN ¢ momoisio HPU® nenecoodbpaszHo moaATBepkIaTh aHTHICH-CIICITU(PUICCKUMU

TectaMu, B ToM unciie MDA, naitH-0JI0TOM WM IMMYHOXEMUITIOMUHECTICHIIUCH.

Crnenyet yuynuThIBaTh, uTO ypoBHU AMA 1 AMA-M2 B CBIBOPOTKE KPOBH HE KOPPETUPYIOT

C aKTHBHOCTBIO U THKeCThIo TeueHus 11bX [Czaja A.J. Autoantibodies as prognostic markers in autoimmune liver disease.
Dig Dis Sci. 2010; 55 (8): 2144—61. DOI: 10.1007/s10620-010-1268-4.].

OnucaHo HECKOILKO MUHOPHBIX cyOTHIOB AMA, KpoMe Toro AMA BCTpevaroTcs y psijia
OOJIBHBIX C JIMMUTUPOBAHHOW ckiepojepMueii. OnpeneneHue apyrux cyotumnoB AMA, B ToM
gucne, antuten kK OGDC-E2, BCOADC-E2, Ela u E3-csa3biBatomiemy Oenky PDH, a takke
aHTUTENl K pekoMOMHaHTHOMY aHTureHy MIT3, conepkamemMy HMMYHOJOMUHAHTHBIE YYacCTKH
PDH-E2, BCOAD-E2, OGDC-E2, ocymectrnsiercs ¢ momoripio MDA, XJIMA u Ub u 00b14HO

HE Tpe6yeTc2 B pyTHHHOﬁ KIIMHUYECKOH MPAKTUKE [Bowlus CL, Gershwin ME The diagnosis of primary biliary cirrhosis.

Autoimmun Rev. 2014,13(4-5):441-4. doi: 10.1016/j.autrev.2014.01.041.\\\ Bogdanos DP, Invernizzi P, Mackay IR, Vergani D. Autoimmune liver
serology: current diagnostic and clinical challenges. World J Gastroenterol. 2008; 14 (21): 3374-87. doi: 10.3748/wjg.14.3374.\\ Mufioz-Sanchez
G, Pérez-Isidro A, Ortiz de Landazuri I, Lopez-Gomez A, Bravo-Gallego LY, Garcia-Ormaechea M, Julia MR, Viiias O, Ruiz-Ortiz E, On Behalf
Of The Geai-Sei Workshop Participants. Working algorithms and detection methods of autoantibodies in autoimmune liver disease: a nationwide
study. Diagnostics (Basel). 2022;12(3):697. doi: 10.3390/diagnostics12030697.\\\ Gaiani F, Minerba R, Picanza A, Russo A, Melegari A, De Santis
E, Trenti T, Belloni L, Peveri S, Aloe R, Ferrari C, Laghi L, de'Angelis GL, Bonaguri C. Optimization of laboratory diagnostics of primary biliary
cholangitis: when solid-phase assays and immunofluorescence combine. J Clin Med. 2022;11(17):5238. doi: 10.3390/jcm11175238.\\\
Anexcanoposa E.H., Hopogees A.C., Hosuxos A.A., Canonep FO.I. Aymoanmumena npu aymoummyHHblx 3a0071e6aHUsX nevenu (0630p

numepamypot). Knunuueckas nabopamopnasn ouaenocmuxa. 2023; 68 (8): 464-474. doi: https://doi.org/10.51620/0869-2084-2023-68-8-464-

474.\\ Anexcanoposa E.H., /lopoghees A.C., Hosukos A.A., Canonep FO.I"., Canues K.I'., Bunnuyxas E.B. Juaenocmuueckoe 3naueHue memooos
BbIABNICHUS AHMUMUNMOXOHOPUATLHBIX AHMUMEN NPU NePeUtHOM OuruapHom xoaaneume. Knunuueckas nabopamopuas ouaenocmuxa. 2023; 68

(11): 666-671. doi: https.//doi.org/10.51620/0869-2084-2023-68-11-666-671.].

e Pexomenayercs y AMA-HeraTuBHBIX MNAaNMEeHTOB ¢ mnpeanojaraembiMm IIBX
BBINOJIHUTH omnpeneaeHne cbiBOPOTOYHbIX IIBX-cienupuyecKnx aHTHHYKJIeapHbIX
anTurea k spl00 u gp210 meronom HPU® Hna kierounoid JuHum HEp-2
(ompenesienne coaep;kaHusi aHTUTe K aHTUreHaM siapa kiaeTtku u JHK, sinepHbie

Tunbl cBeyeHusas AC-6 u AC-12, nuarnoctudyeckue TUTphl >1:160) ¢ mocsexyomum



BBINIOJIHCHUEM HMMyHOﬁJ’IOTI/IHFa B KadecTBe¢ MNOATBEpPKAAOIEro Tecra IJas

auarnoctuxku IIBX

[Hu SL, Zhao FR, Hu Q, Chen WX. Meta-analysis assessment of GP210 and SP100 for the diagnosis of primary biliary cirrhosis. PLoS
One. 2014,9(7):e101916. doi: 10.1371/journal.pone.0101916.\\ Zhang Q, Liu Z, Wu S, Duan W, Chen S, Ou X, You H, Kong Y, Jia J.
Meta-analysis of antinuclear antibodies in the diagnosis of antimitochondrial antibody-negative primary biliary cholangitis.
Gastroenterol Res Pract. 2019;2019:8959103. doi: 10.1155/2019/8959103.\\\ European Association for the Study of the Liver. EASL
clinical practice guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017;67:145-72.
doi: 10.1016/j.jhep.2017.03.022.\\\ Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice
Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019;69(1):394-419. doi: 10.1002/hep.30145.\\\
HUsawxun B.T., [lupoxoea E.H., Maesckas M.B., [lasnos 4.C., lugpun O.C., Maes U.B., Tpyxmanoe A.C. Knunuuecxue
pexomenoayuu Poccutickoii 2acmposnwmeponozuyeckoil accoyuayuu u Poccuiickozo obwecmea no uzyuexuro nevequ no OUazHOCmuKe
u eweHuio xoarecmasa. Poccutickuil srcypran eacmposnmepoaozuu, cenamoaocuu, koronpokmonoauu. 2015;25(2):41-57. \\\ Hirschfield
GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D,
Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. \\\ You H, Ma X, Efe C, Wang G, Jeong SH,
Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou
J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh D.J, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka
A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int.
2022;16(1):1-23. doi: 10.1007/s12072-021-10276-6.\\\ You H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z,
Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese Medical Association. Guidelines on the diagnosis and management of
primary biliary cholangitis (2021). J Clin Transl Hepatol. 2023;11(3):736-746. doi: 10.14218/JCTH.2022.00347.\\\ Bowlus CL,
Gershwin ME. The diagnosis of primary biliary cirrhosis. Autoimmun Rev. 2014,13(4-5):441-4. DOI: 10.1016/j.autrev.2014.01.041.\\|
Younossi ZM, Bernstein D, Shiffman ML, Kwo P, Kim WR, Kowdley KV, Jacobson IM. Diagnosis and management of primary biliary
cholangitis. Am J Gastroenterol. 2019;114(1):48-63. doi: 10.1038/s41395-018-0390-3. PMID: 30429590.\\\ Musioz-Sanchez G, Pérez-
Isidro A, Ortiz de Landazuri I, Lopez-Gomez A, Bravo-Gallego LY, Garcia-Ormaechea M, Julia MR, Vifias O, Ruiz-Ortiz E, On Behalf
Of The Geai-Sei Workshop Participants. Working algorithms and detection methods of autoantibodies in autoimmune liver disease: a

nationwide study. Diagnostics (Basel). 2022;12(3):697. DOI: 10.3390/diagnostics12030697.].

e YpoBeHb Yy0enUTENbHOCTH PpekoMeHaamuii A  (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeabLCTB — 3)

KommenTapun: Y mnammentoB c¢ [IBX obnapyxkeHo Oosnee 60 THIOB ayTOaHTHUTEN, HO

TUIIs HeKoTopble cumtarorcs creruduaasivu s [16X. Hapsny ¢ AMA k HEM OTHOCSTCS

anTuHykineapusie antutena (AHA), koropeie Hampasiensl npu [IBX k cremuduyeckum

MUIICHSIM. BakHeHIIMMU 71 JUAarHOCTUKM SABJISIOTCS aHTHHYKJIEApHBIE aHTHUTENa K

MeMOpaHHOMY Oelok sinepHoi mopsl gp210 u npyroit — saepubiM anTUreHy sp100. Hu SL, Zhao FR, Hu
Q, Chen WX. Meta-analysis assessment of GP210 and SP100 for the diagnosis of primary biliary cirrhosis. PLoS One. 2014 Jul 10;9(7):¢101916.
doi: 10.1371/journal.pone.0101916. PMID: 25010534; PMCID: PMC4092088.\\\ Arexcanoposa E.H., /lopogpees A.C., Hosukose A.A., Canonep

FO.I". Aymoanmumena npu aymoummyHHbIX 3a601e6aHusx neuenu (0630p aumepamypot). Knunuueckas nabopamopras ouacnocmura. 2023; 68

(8): 464-474. doi: https.//doi.org/10.51620/0869-2084-2023-68-8-464-474.].

Y AMA-ceponeratuBHbix OonbHbIX [IBX antunykneapusie anturena k spl00 u\wim

gp2 10 BrIgBIsIIOTCH B 20-35% CIIYYACB [Bowlus CL, Gershwin ME. The diagnosis of primary biliary cirrhosis. Autoimmun Rev.

2014;13(4-5):441-4. DOI: 10.1016/j.autrev.2014.01.041.\\\ Yamagiwa S, Kamimura H, Takamura M, Aoyagi Y. Autoantibodies in primary biliary
cirrhosis: recent progress in research on the pathogenetic and clinical significance. World J Gastroenterol. 2014;20(10):2606-12. doi:
10.3748/wjg.v20.i10.2606.\\\ Czaja A.J. Autoantibodies as prognostic markers in autoimmune liver disease. Dig Dis Sci. 2010, 55 (8): 2144-61.
DOI: 10.1007/s10620-010-1268-4. \\\ Zhang Q, Liu Z, Wu S, Duan W, Chen S, Ou X, You H, Kong Y, Jia J. Meta-Analysis of antinuclear antibodies
in the diagnosis of antimitochondrial antibody-negative primary biliary cholangitis. Gastroenterol Res Pract. 2019,2019:8959103. doi:
10.1155/2019/8959103.\\\ Haldar D, Janmohamed A, Plant T, Davidson M, Norman H, Russell E, Serevina O, Chung K, Qamar K, Gunson B,
Hansen B, Richter A, Trivedi PJ, Hirschfield GM. Antibodies to gp210 and understanding risk in patients with primary biliary cholangitis. Liver



Int. 2021 Mar;41(3):535-544. doi: 10.1111/liv.14688. PMID: 33022821. Paiixenvcon K.JI., Mumenvenux V.A., 3y6apesa A.C., /lynaesa H.B.,
byneaxosa T.B., Jlanun C.B., bapanosckuii A.FO., Tomonan Apee A. BCTPEYAEMOCTb AYTOAHTUTEJI Y BOJIBHbIX C
AVTOUMMYHHbBIMU 3ABOJIEBAHUAMU IIEYEHU 1 XPOHUYECKHUM T'EITATUTOM C. Meouyunckas ummynonoeus. 2013;15(4):351-
360. https://doi.org/10.15789/1563-0625-2013-4-351-360

AmnTutena k gp210 pacno3HaloT HHTETpalbHBIM MeMOpaHHBINA 0enok gp210 kKoMIuIeKca si/IepHbBIX
MOp, BKITIOYAOIIIETO TaKkKe HyKJIeonopuH p62, peuentop tamuauHa B (LBR) u

TPAHCJIIOIUPOBAHHYIO IIPOMOTOPHYIO 00J1aCTh (Tpr) [Czaja A.J. Autoantibodies as prognostic markers in autoimmune

liver disease. Dig Dis Sci. 2010, 55 (8): 2144—61. DOI: 10.1007/s10620-010-1268-4. \\\ Mufioz-Sanchez G, Pérez-Isidro A, Ortiz de Landazuri I,
Lopez-Gomez A, Bravo-Gallego LY, Garcia-Ormaechea M, Julia MR, Viiias O, Ruiz-Ortiz E, On Behalf Of The Geai-Sei Workshop Participants.

Working algorithms and detection methods of autoantibodies in autoimmune liver disease: a nationwide study. Diagnostics (Basel).

2022;12(3):697. DOI: 10.3390/diagnostics12030697.. B HP® na HEp-2 xnerkax anturena k gp210
UICHTU(QHUIUPYIOTCS B BUAE SICPHOTO MEMOPAHHOTO TOUYeYHOTO cBeuyeHus (marrepH AC-12);
takxke Hep-2 xnerok (ICAP AC-21). cnionb30BaHie KOMIUIEKCA TKAHEBBIX CyOCTpaTOB
TIO3BOJISIET TAK)KE BBISIBUTH JIPYTUE CEPOTOTHIECKHE MapKephl ayTONMMYHHBIX 3a00JIeBaHHIA
MIEYCHH, B YaCTHOCTH aHTUTeNA rmagkuM Meimiam (AI'MA), anTuTena K MUKpOCOMaM MeYeHH-
nouek (aHTu-LKM), 4To BaskHO /17151 MOCTAaHOBKH JTMarH03a NEPEKPECTHBIX CUHAPOMOB
(ITBX\AUT). Ilpu ucnonbp3oBaHUU MepeBUBacMON KiIeTOYHOH TnHUM HEp-2 MoryT ObITh Takke
BBISIBJICHBI JIPYTHE TUIIBI CBeUCHHS XapakTepHbie aist [IBX, B ToM unciie MHOKECTBEHHBIC TOUKU
B sipe (ICAP AC#6) u Toueunsiii MemOpannsiii sijepubiil (ICAP AC#12), xapakTepHble JTst
antuten k Sp-100 u gp21,0 cooTBercTBeHHO. OmpeneneHue JaHHBIX ayTOAHTUTEN

ocyniecTBIsieTcs mocpeacTBoM moarsepxkaatonmx rectoB (Ub, UDA) [Damoiseax J, Andrade LEC,

Carballo OG, Conrad K, Francescantonio PLC, Fritzler MJ, Garcia de la Torre I, Herold M, Klotz W, Cruvinel WM, Mimori T, von Muhlen C,
Satoh M, Chan EK. Clinical relevance of HEp-2 indirect immunofluorescent patterns: the International Consensus on ANA patterns (ICAP)
perspective. Ann Rheum Dis. 2019; 78(7):879-889. doi: 10.1136/annrheumdis-2018-214436. \\\ Murioz-Sanchez G, Pérez-Isidro A, Ortiz de
Landazuri I, Lopez-Gomez A, Bravo-Gallego LY, Garcia-Ormaechea M, Julia MR, Vifias O, Ruiz-Ortiz E, On Behalf Of The Geai-Sei Workshop

Participants. Working algorithms and detection methods of autoantibodies in autoimmune liver disease: a nationwide study. Diagnostics (Basel).

2022;12(3):697. DOI: 10.3390/diagnostics12030697.]. AHTHTENa K sp100 pearupyroT ¢ AAepHBIM aHTUT€HOM
sp100 u npu onpeneneanu meronoM HPU® na HEp-2 kieTkax mposiBISIOTCS B BUAE MATTEpHA

AC-6 (MHOXECTBEHHBIEC TOUKH B AJPE) [Damoiseaux J, Andrade LEC, Carballo OG, Conrad K, Francescantonio PLC,

Fritzler MJ, Garcia de la Torre I, Herold M, Klotz W, Cruvinel WM, Mimori T, von Muhlen C, Satoh M, Chan EK. Clinical relevance of HEp-2
indirect immunofluorescent patterns: the International Consensus on ANA patterns (ICAP) perspective. Ann Rheum Dis. 2019; 78(7):879-889.
doi: 10.1136/annrheumdis-2018-214436. \\\ Czaja A.J. Autoantibodies as prognostic markers in autoimmune liver disease. Dig Dis Sci. 2010; 55
(8): 2144—61. DOI: 10.1007/s10620-010-1268-4. \\\ Murioz-Sanchez G, Pérez-Isidro A, Ortiz de Landazuri I, Lopez-Gomez A, Bravo-Gallego LY,
Garcia-Ormaechea M, Julia MR, Viias O, Ruiz-Ortiz E, On Behalf Of The Geai-Sei Workshop Participants. Working algorithms and detection
methods of autoantibodies in autoimmune liver disease: a nationwide study. Diagnostics (Basel). 2022;12(3):697. DOI:

10.3390/diagnostics12030697.].

B MeTaananuse nokasaHo, 4To oOHapyskeHHe aHTUTeN K gp210 ¢ MOMOIIBIO0 Pa3IUUHBIX
MeTto10B nMMmyHHOTO aHanu3a (HPU® na HEp-2 knerkax, UDA, 1b), paBHO Kak U BEHISBICHHE
antuten k spl00, xapaxrepusyeTcs HHM3KOH YYBCTBUTEIBHOCTBIO (23,0%) M BBICOKOM

CHGHI/I(i)I/I‘IHOCTBIO (97,0%) [Zhang O, Liu Z, Wu S, Duan W, Chen S, Ou X, You H, Kong Y, Jia J. Meta-Analysis of antinuclear

antibodies in the diagnosis of antimitochondrial antibody-negative primary biliary cholangitis. Gastroenterol Res Pract. 2019;2019:8959103. doi:



10.1155/2019/8959103.]. [Ipn aToM UDA 1 Ub obnamaeT HECKONBKO OONbIIEH YYBCTBHTEIHHOCTHIO H

cneruduuHocThio 10 cpaBHeHHIO ¢ HPU® na HEp-2 kneTkax [Muwioz-Sinchez G, Pérez-Isidro A, Ortiz de

Landazuri I, Lopez-Gomez A, Bravo-Gallego LY, Garcia-Ormaechea M, Julia MR, Viiias O, Ruiz-Ortiz E, On Behalf Of The Geai-Sei Workshop

Participants. Working algorithms and detection methods of autoantibodies in autoimmune liver disease: a nationwide study. Diagnostics (Basel).

2022:12(3):697. DOI: 10.3390/diagnostics12030697.. IIpu TIBX coBMecTHO ¢ anturenamu Kk spl00 moryt
OTpeAeNAThCS aHTUTeNna K Oeidkam  mpoMuenonurapHoro Jeiikoza (PML, spl140),
XapaKTePU3YIOIIHUECs CXOIHBIM TUIIOM sifiepHOTO cBeueHus (AC-6), HO X KITMHUYECKOE 3HAUCHUE

HCACHO [Yamagiwa S, Kamimura H, Takamura M, Aoyagi Y. Autoantibodies in primary biliary cirrhosis: recent progress in research on the

pathogenetic and clinical significance. World J Gastroenterol. 2014,;20(10):2606-12. doi: 10.3748/wjg.v20.i10.2606. \\\ Damoiseaux J, Andrade
LEC, Carballo OG, Conrad K, Francescantonio PLC, Fritzler MJ, Garcia de la Torre I, Herold M, Klotz W, Cruvinel WM, Mimori T, von Muhlen
C, Satoh M, Chan EK. Clinical relevance of HEp-2 indirect immunofluorescent patterns: the International Consensus on ANA patterns (ICAP)
perspective. Ann Rheum Dis. 2019; 78(7):879-889. doi: 10.1136/annrheumdis-2018-214436. \\\ You H, Ma X, Efe C, Wang G, Jeong SH, Abe K,
Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang F'S, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O,
Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical
practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022;16(1):1-23. doi: 10.1007/s12072-
021-10276-6.].

Takxe npu MBX BcTpeyatotca romorerHbiv (ICAP AC-1), ueHTpomepHbIli (ICAP AC-3) n menkorpanyaspHsbivi (ICAP AC-
4) unel AHA. Y 16% AMA-HeraTtuBHbIX nanueHToB ¢ IIBX BBIABISIFOTCS aHTUTENA K HEHTpOMEpPaM

(HampaBieHHbIE MPOTUB IIEeHTpOMepHBIX HykeonpoTrenHoB, CEN)-A, B, C). [Yamagiwa S, Kamimura H,

Takamura M, Aoyagi Y. Autoantibodies in primary biliary cirrhosis: recent progress in research on the pathogenetic and clinical significance.

World J Gastroenterol. 2014;20(10):2606-12. doi: 10.3748/wjg.v20.i10.2606.\\\ Czaja A.J. Autoantibodies as prognostic markers in autoimmune

liver disease. Dig Dis Sci. 2010; 55 (8): 2144-61. DOI: 10.1007/s10620-010-1268-4.], B HPYI® "a HEp-2 xneTkax naHHbIE
ayTOaHTHTEJa MHAYIUPYIOT SJCPHBIN IEHTPOMEPHBIN TuT cBeueHus (marrepa AC-3), k

noarBepxkaaomuM tectaM otHocaTes MDA, Ub, XJIMA u MUA [Damoiseaux J, Andrade LEC, Carballo OG,

Conrad K, Francescantonio PLC, Fritzler MJ, Garcia de la Torre I, Herold M, Klotz W, Cruvinel WM, Mimori T, von Muhlen C, Satoh M, Chan

EK. Clinical relevance of HEp-2 indirect immunofluorescent patterns: the International Consensus on ANA patterns (ICAP) perspective. Ann

Rheum Dis. 2019; 78(7):879-889. doi: 10.1136/annrheumdis-2018-214436.]. [Ipn IIBX oOHapy>keHHE aHTHTEIN K
LEHTpPOMEpPaM UMEET OIPaHUUEHHYIO LIEHHOCTh, TAK KaK 3TH aHTUTEJIA SABJLIOTCS
JUarHOCTHYECKUMU Mapkepamu psga AN3, acconunpoBannbix ¢ [1bX (mumuTupoBaHHas

cUCTeMHas ckiepoaepMust, cuHapoM PeiiHo, Oone3ns Lllerpena) [pamoiseaux J, Andrade LEC, Carballo OG,

Conrad K, Francescantonio PLC, Fritzler MJ, Garcia de la Torre I, Herold M, Klotz W, Cruvinel WM, Mimori T, von Muhlen C, Satoh M, Chan
EK. Clinical relevance of HEp-2 indirect immunofluorescent patterns: the International Consensus on ANA patterns (ICAP) perspective. Ann
Rheum Dis. 2019; 78(7):879-889. doi: 10.1136/annrheumdis-2018-214436. \\\ Czaja A.J. Autoantibodies as prognostic markers in autoimmune
liver disease. Dig Dis Sci. 2010; 55 (8): 2144—61. DOI: 10.1007/s10620-010-1268-4.].

Omnucadpl HOBBIC JOMOJHHUTEIBHBIC HMMYHOJIOTHUYCCKHUC MapKEPbI I[IbX - anTHTEna x

Kelh-like 12 u Hexokinase-1, gactora ux obHapyxeHus: cocTaBisieT 10-35% You H, Ma X, Efe C, Wang

G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC,
Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia
J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022;16(1):1-23.

doi: 10.1007/s12072-021-10276-6/, HO UX JUATHOCTUYCCKOC M IPOrHOCTUYCCKOC 3HAYUCHHUC HYKIACTCSA B

YTOYHCHMHU [You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM,

Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA,
Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary



biliary cholangitis. Hepatol Int. 2022;16(1):1-23. doi: 10.1007/s12072-021-10276-6.\\\ Arexcanoposa E.H., Hopogees A.C., Hosukos A.A.,
Canonep FO.I'. Aymoanmumena npu aymoummyHnublx 3aboneeanusx neuenu (063op numepamypbt). Knunuueckas nabopamophas ouazHocmuka.

2023; 68 (8): 464-474. doi: https://doi.org/10.51620/0869-2084-2023-68-8-464-474.].

Pexomenayercst paccMoOTpeTh HCCJIeI0BaHHue CHIBOPOTOYHOI0 YPOBHS
ummyHorao0yaunos M (IgM) y nanuentoB ¢ mpeanosaraembiM IIBX ¢ meabio ero

AUATHOCTUKHU, €CJIN IPYTrUX JaHHBIX HEA0CTATOYHO AJIfl MIOCTAHOBKHA JUArHO3a

[European Association for the Study of the Liver. EASL clinical practice guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017;67:145-72. doi: 10.1016/j.jhep.2017.03.022. \\Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M.
Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology.
2019,;69(1):394-419. doi: 10.1002/hep.30145.\\\ Younossi ZM, Bernstein D, Shiffman ML, Kwo P, Kim WR, Kowdley KV, Jacobson IM.
Diagnosis and Management of Primary Biliary Cholangitis. Am J Gastroenterol. 2019 Jan;114(1):48-63. doi: 10.1038/s41395-018-0390-
3.\ Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D,
Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018,67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. \\\ You H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X,
Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese Medical Association. Guidelines on the
diagnosis and management of primary biliary cholangitis (2021). J Clin Transl Hepatol. 2023;11(3):736-746. doi:
10.14218/JCTH.2022.00347. ].

YpoBeHb  yOeauTeNbHOCTH  pekoMeHaanuii B  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJNbCTB — 3)

Kommenmapuu:  XapaktepHoit  ocobennocthto [IBX  sBisercs  yBenmuueHue
KOHIIEHTPAIM! WMMYHOTJIOOYJIMHOB, ocoOeHHO IgM, B chiBopoTke kpoBu. Y OonbHbIX [1BX
OTMEUYEHO TIOBBINIEHHWE CHIBOpOTOUYHBIX ypoBHer IgM m IgG (2,4 BI'H wu 1,16 BI'H,

COOTBCTCTBGHHO) A  Poupon R, Chazouilléres O, Balkau B, Poupon RE. Clinical and biochemical expression of the histopathological

lesions of primary biliary cirrhosis. UDCA-PBC Group. J Hepatol. 1999 Mar;30(3):408-12. doi: 10.1016/s0168-8278(99)80098-1. PMID:
10190722.

[MonuknonanpHas runeprnpoaykuus IgM mpu [IbX umeer Hecrienuduyeckuii xapakrep,

HE OTpaXXa€T HAJIMYHUC Yy MAIUCHTOB ayTOAHTHUTE KJlacCa IgM [Hirschfield GM, Dyson JK, Alexander GJM,

Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British
Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018;67(9):1568-1594. doi:

10.1136/gutjnl-2017-315259.]. BrisiBiieHne IOBBIIICHUS IgM CUUTACTCA HACTOPAXUBAIOUINM IIPHU3HAKOM,

KOTOPBIN MOXET MO3BOJIUTH 3a110A03pHTh 116X, HO HE OTHOCHUTCS K TNarHOCTUYECKUM KPUTEPHSIM.
EASL 2018

Ilockonbky yBenuueHue KoHUEHTpauuu IgM He BXOAMT B YHCIIO JUArHOCTUYECKUX
KpUTEpHEB 3a00JIEBaHHS, €TO OIpe/eNIeHre He TpeOyeTcsl B THITMYHBIX cirydasx. Ho oHO Moxker

OBITH IOJIC3HO B AUArHOCTUYCCKU-CIIOKHBIX CHYUAAX [Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH,

Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of
Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018;67(9):1568-1594. doi: 10.1136/gutjnl-
2017-315259.].

o PexoMeHyeTcst BLINOJIHUTD HCC/IeI0BAHNE YPOBHSI MMMYHOIJ100y/1MHOB Kiaacca G

W/Miad Y-rjo0yJIMHOB B CHIBOPOTKE KPOBM Y NALMEHTOB ¢ MpeANoJaraeMbiM WJIH



yctaHoBjdeHHbIM 165X n nmoBbimennem AJIT > 5 BI'H, nian He oTBeyaoniuM Ha Tepamnuio,

a9 BeigBiaenus IIBX\AUT

[Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial
issue / K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International Autoimmune Hepatitis Group // J.
Hepatol. —2011. — Vol. 54, Ne 2. — P. 374-385.].

YpoBenb  yOeautesnHoctd  pexomengamuii C  (YpoBeHb  /10CTOBEPHOCTH

JI0KAa3aTeJbCTB 5)

Kommenmapuu: Jlnarnoctuka [IBX\AUI' onucana B moapoOHO ommcaHa B paszzaene 2.6.2.1

«Amnarnoctuka BapuantHoro [1I6X (ITBX\AU, TTBX\ICX)»

Pexomenayercss paccMmorpers y nmanueHToB ¢ IIBX BbINoJIHeHHe HCCIEA0BAHMS
YPOBHSI HMMYHOIJIOOYJMHOB Kjacca G B CHIBOPOTKE KPOBH U ONpeieJIeHHe ChIBOPOTOYHBIX
NBbX-cnenndunyeckux anTHHYKJIeapHbIX aHTHTea gp210 meromom HPU® na kieTrounoit
auaun HEp-2 (ompepesieHue copepskaHus aHTUTeJ K aHTUreHam siapa kierku u JJHK,
saepHblii THN cBedyenusa AC-12, guarHoctudeckuid turp =>1:160) ¢ mnocaexyrommum
BbINIOJIHEHHMEM MMMYHOOJIOTHHIA JAJsl CTPATH(PUKALUM PUCKA He(JIArONPUSITHOIO TeYeHUs

IBX

Levels at Diagnosis Are Associated With Worse Prognosis of Patients With Primary Biliary Cholangitis. Liver Int. 2025
Apr:45(4):e70074. doi: 10.1111/liv.70074. PMID: 40125885. OIMGKa! HeaonycTMmbIii 06BEKT rMNepPCCbINKU. Huang

C, Han W, Wang C, Liu Y, Chen Y, Duan Z. Early Prognostic Utility of Gp210 Antibody-Positive Rate in Primary Biliary Cholangitis: A Meta-
Analysis. Dis Markers. 2019 Oct 13;2019:9121207. doi: 10.1155/2019/9121207. PMID: 31737133; PMCID: PMC6815635.

YpoBenb yOenuteJbHOCTH pexkoMenaamuii B (YpoBeHb /10CTOBEpPHOCTH

JI0KAa3aTeJbCTB 3)

Kommenmapuu: lossienue yposas ceiBopoTounoro IgG mpu I1BX - mpornoctuuecku
HeOnaronpusTHeIN npu3Hak. OHo yacTo HaOmoaeTcs npu 16X ¢ BeipaxkenHbM Grudpozom/LII1.
[Ipu orcyrcTBum LII, mo maHHBIM PEeTPOCTIEKTUBHOTO aHalu3a AaHHBIX 675 mauuentoB ¢ [1BX,
MOBBIIEHHBIN chiBOpoTouHBI 1gG (ocobenno cBbimme 1,5 BI'H) cBs3zan ¢ Gomee ObICTphIM
MPOTpecCHpOBaHUEM 3a00JIEBaHUSI M TOBBIIICHHON BEPOSTHOCTHIO CMEPTH, BCIEACTBUE

3a00JIeBaHNM TTIEYEHH Rigopoulou EI, Lygoura V, Gabeta S, Gatselis N, Giannoulis G, Dalekos GN. Increased IgG Levels at Diagnosis

Are Associated With Worse Prognosis of Patients With Primary Biliary Cholangitis. Liver Int. 2025 Apr;45(4):e70074. doi: 10.1111/liv.70074.
PMID: 40125888.

3HavyeHue nosbiieHus 1gG B nuddepeHnnanbHON AMArHOCTUKE OINIPEeNseTcs TeM, UTo

OHO sBNsieTCSl ogHUM W3 KputepueB auarHo3oB AUID wimu [IBXNAWI. cCanorep 10T, Bunnuyran E.B,

Paiixenvcon KJI., Heawxun K.B., baykux C.H., Anexcanoposa E.H., A60ypax manos /I.T., A6oyreanuesa /I.1., baxymun HU.I., Byesepos A.O.,
Bopobves CJIL., I'epacumosa O.A., Horeywuna A.U., )Kypaenresa M.C., Hnvuenxo JLIO., Kapes B.E., Kopouanckaa H.B., Knapumckas H.JI.,



Kapnayxoe H.C., Jlanun C.B., Jlugzan M.A., Maesckas M.B., Map uenxo H.B., Hexpacoea T.II., Huxumun U.I"., Hosuxoe A.A., Catighymounos
P.I", Ckazvisaesa E.B., Ciomkun B.E., [Ipawnosa M.K., Xaiime nosa T.1O., Xomepuxu C.I". Juacnocmuka u neyenue nayueHmos ¢ aymoumMmyHHbIM
eenamumom (coznawenue cneyuanucmos). Poccuiickuil scypnan eacmposnmeponocuu, 2enamonocuu, koronpokmonozuu. 2024,;34(6):100-119.

https://doi.org/10.22416/1382-4376-2024-34 6-100-119

VYBenuyeHue ChIBOPOTOYHOM KOHUEHTpanuu aHTutenl K gp210 mporHo3upyer pa3BUTHE
TSDKENOro MHTep(helCHOro renaTuTa W JOOYJSPHOTO BOCHAJCHHS, SBISETCS (HaKTOPOM pHUCKA
mporpeccupoBanusi OONE3HW IO THUMY TedeHoyHoW Hemoctarounoctn (OLN=33,77), wu
ACCOUMUPYETCA C TAKCIIBIM XOJICCTA30M [Czaja A.J. Autoantibodies as prognostic markers in autoimmune liver disease. Dig
Dis Sci. 2010; 55 (8): 2144-61. DOI: 10.1007/s10620-010-1268-4.]. 110 MaHHBIM MeTaaHanu3a, BKIIOYMBIIEro 737
mameHToB ¢ [IbX, BeisBnenune antuten K gp210 TOMOXKHUTENFHO KOPPEITUPOBAIO C
HEeOIaronpUATHBHIMU UCXOJJaMH U PAa3JIMYHBIMU BapuaHTaMu nporpeccuposanus [1bX, ocobenHo

C IIEYCHOYHOH HCIOCTAaTOYHOCTBIO. Huang C, Han W, Wang C, Liu Y, Chen Y, Duan Z. Early Prognostic Utility of Gp210

Antibody-Positive Rate in Primary Biliary Cholangitis: A Meta-Analysis. Dis Markers. 2019 Oct 13;2019:9121207. doi: 10.1155/2019/9121207.
PMID: 31737133; PMCID: PMC6815635.

[ToBplmeHHEe ypoOBHEH aHTUTEN K MEHTpoOMepaM B ChIBOpoTKax OombHBIX [IBX
COIIPOBOXkKAAETCsl OBICTPBIM (OPMHUPOBAHHEM I€YEHOUHOH HEAOCTATOYHOCTH, YBEJINYEHUEM
aktTuBHOCTH II®D, TOKENBIM NOBPEKIECHUEM JKEIYHBIX IPOTOKOB IIPU THUCTOJIOTHYECKOM

HCCJICA0BAHNH, BO3pACTAHUCM YaCTOTbI PA3BUTUA Ir [Czaja A.J. Autoantibodies as prognostic markers in autoimmune
liver disease. Dig Dis Sci. 2010; 55 (8): 2144—61. DOI: 10.1007/s10620-010-1268-4.].

[Moxpo6Gree cm. pasmen 2.6.3. Ctpatudukanus pucka.

24 HNHCTpYMeHTAJIbHbIE JHATHOCTHYECKHE HCCIeN0BAHUA

HHCcTpyMEeHTaIbHbIE METOABI HCCIEOBAaHHS HE MMEIOT OOJBIIOrO 3HAYEHUs JUIs
nuarHocTHkH cooctBeHHO [1BX, mockombKy 3T0 3a00IeBaHIE HE UMEET CIIEIIM()UIHBIX TPU3HAKOB
IIPY BU3YaJIU3UPYIOLUIUX HCCIIEIOBAHUSIX.

[Ipu I1IbX Bmsyanmusupytomme weronsl (Y3U, KIT,MPT) wmoryr BbIsIBUTH
HecrenupUuHble N3MEHEHUs, OOJNBIIMHCTBO M3 KOTOPBIX HAOJIOJAETCs Ha MO3HUX CTAUIX U
npu  ¢opmupoBanmu  L[[I: remaromeranmio, TETEPOTCHHOCTh NAPEHXUMBI  IICYCHH,
nuMdageHonaTrio B 001aCTH IEUSHOYHO-IBEHAIIIATUIICPCTHOM CBA3KH, HEPOIIOPIIHOHAIEHOCTh
JI0J1eH TIeYeH! BCIIEACTBUE COYETAHUs] CETMEHTAapHOW aTpoduu W/ WiK runepTpoduu, n3MeHeHue
CUrHasia B 00JaCTH BOPOTHOW BEHBI (CHMIITOM TIEPHIIOPTAILHOTO TaJ0), IEPUIIOPTATBHBIA OTEK,
M3MEHEHHE KOH(QUTYpallid TPEUMYIIECTBEHHO BHYTPHIICYCHOYHBIX BTOPHYHBIX IKEITIHBIX
MPOTOKOB, PACIIMPEHUE BOPOTHOM BEHBI, CIUICHOMETAJHIO, MOPTOCHCTEMHBIC KOJIJIaTepaly,

ACHUT. Zhang Y, Zheng T, Huang Z, Song B. CT and MR imaging of primary biliary cholangitis: a pictorial review. Insights Imaging. 2023

Oct 26;14(1):180. doi: 10.1186/s13244-023-01517-3. PMID: 37880457; PMCID: PMC10600092.



WNHctpymentaneable  Metoasl npu  IIBX  HampaBineHsl NpeUMMYHIECTBEHHO Ha
i depeHnnanbHy0 JMarHOCTUKY, YTOUHEHHE CTaJuM 3a00JeBaHUs M CTPAaTH(PUKALMIO PUCKA,

BEISIBIICHHE ocnokHeHuH [11BX.

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D,
Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060, PMCID:

PMC6109281. OwnM6Ka! HeponycTMmMblii 06beKT rMNepPCCbINKWN. Sy AM, Ferreira RD, John BV. Hepatocellular
Carcinoma in Primary Biliary Cholangitis. Clin Liver Dis. 2022 Nov;26(4):691-704. doi: 10.1016/j.cld.2022.06.011. PMID: 36270724.
OwunbKa! HegonyctTMmblt 06BEKT rMNEPCCbINKWN. Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary
Cholangitis: 2018 Practice Guidance From the American Association for the Study of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb
25:15(1):1-2. doi: 10.1002/cld.874. PMCID: PMC7041951. OlIMGKa! HeaonycTMMbIii 06bEKT runepccbiIKU. EASL
Clinical Practice Guidelines: management of cholestatic liver diseases. J Hepatol. 2009 Aug;51(2):237-67. doi: 10.1016/j.jhep.2009.04.009. Epub
2009 Jun 6. PMID: 19501929. OlIMGKa! HeaonycTMmMbIii 06beKT runepcCbiNIKU. Zhang Y, Zheng T, Huang Z, Song B.

CT and MR imaging of primary biliary cholangitis: a pictorial review. Insights Imaging. 2023 Oct 26;14(1):180. doi: 10.1186/s13244-023-01517-
3. PMID: 37880457; PMCID: PMC10600092.

PexoMenayercsi BceM ManMeHTaM ¢ MpeanoJaraeMbiM WiH ycranoBjdeHHbIM [IBX
BbINOJHUTDH Y3U OpromHoii no1ocTu KOMILIEKCHOe 1JIs1 AU depeHIHATbHON TMATHOCTUKH

C BHCIICYCHOYHBIM X0J1€CTa30M, BbISIBJICHHUSA OCJIOJKHEH U 1 ROMOpﬁI/I)_IHbIX COCTOSIHMH.

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D,
Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060, PMCID:

PMC6109281. OwnbKal HegonyctumMblii 06 beKT rMNePCCbINKWU. European Association for the Study of the Liver. EASL

Clinical Practice Guidelines: management of cholestatic liver diseases. J Hepatol. 2009 Aug;51(2):237-67. doi: 10.1016/j.jhep.2009.04.009. Epub
2009 Jun 6. PMID: 19501929. \\\Zhang, Y., Hu, X., Chang, J. et al. Ultrasound imaging findings in primary biliary cholangitis. BMC Gastroenterol
23, 448 (2023). https://doi.org/10.1186/s12876-023-03083-w

YpoBenbs yOenuTenbHOCTH pekoMeHaamuii B (YpoBeHb [gocToBepHOCTH
J0KA3aTeJIbLCTB 2)

Kommenmapuu: HewnBasuBHas BU3yaJau3alnudga TII€YCHHU W IKCIYHBIX IIPOTOKOB
00s13aTeNIbHA JUIsI BCEX ITAIIMCHTOB C OHOXUMHUYECKAMU IMpU3HaKaMMu XoOJi€CcTa3a IpUu HEACHOM
JANar"Ho3e (I/IJ'H/I COMHCHUSIX B HCM) IJI BBIIBJICHUA BHYTPH- WJIM BHCIICUCHOYHOI'O paCHIMPCHHUA

KCJTUYHBIX ITPOTOKOB UJIK O4YaroBbIX HOpa)KeHI/Iﬁ ICYCHHU. European Association for the Study of the Liver. EASL Clinical

Practice Guidelines: management of cholestatic liver diseases. J Hepatol. 2009 Aug;51(2):237-67. doi: 10.1016/j.jhep.2009.04.009. Epub 2009
Jun 6. PMID: 19501929

Crenuduieckux yrnbTpa3ByKoBbiXx mnpu3HakoB [IBX He cymectByerT. [Ipu
yJIBTPa3ByKOBOM HccieoBaHuU y manueHToB ¢ [IBX MokeT OBbITh BBISBIEHO IOBBIIIEHUE
9XOT€HHOCTH CTEHOK BOPOTHOM BEHbl B COYETAaHMM C TIOSABJIEHHEM T'MIIO3XOI'€HHBIX
NEPUNOPTAIbHBIX U3MEHEHUH. a TakKe yBEJIIMYEHHUEM Pa3MepoB JIEBOH oM meueHH (mepesHe-
3aaanid paszmep Oomee 90 mm). [ns 16X BakHO MMEHHO COYETaHWE M BBIPAXKEHHOCTH JaHHBIX

MPU3HAKOB, KOTOpask KOPPENIHpPYeT C THUCTOJIOTMYECKOW cTaaued 3aboneBaHus, HO HE HUX



N30JIMPOBAHHOC BBIABJICHUE. Zhang, Y., Hu, X., Chang, J. et al. Ultrasound imaging findings in primary biliary cholangitis. BMC

Gastroenterol 23, 448 (2023). https://doi.org/10.1186/s12876-023-03083-w YacTto npu IIbX BbIsBISIETCS YBCJIIMYCHUC

NEPpUITIOPTAIbHBIX J'II/IM(I)aTI/I'-IeCKI/IX Y3JI0B. Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher

S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-
PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018 Sep,67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub
2018 Mar 28. PMID: 29593060; PMCID: PMC6109281.

Ha mno3mmeit cragmm II6X VY3W mo3Bomsier BbIsiBUTH npm3Haku [III (Takme kak
OYyTpHUCTBIN Kpall IeueH ), CIUICHOMETAJIHIO, MOPTATbHYIO THIepTeH3u0. Ho ocHOBHOe 3HaueHue
Y3U na atoui craanu - CKpUHUHT ['T[P Sy AM, Ferreira RD, John BV. Hepatocellular Carcinoma in Primary Biliary Cholangitis.
Clin Liver Dis. 2022 Nov;26(4):691-704. doi: 10.1016/j.c14.2022.06.011. PMID: 36270724.(cM. Paznen 4.2 Habmtonenue)

Kemunple kKaMHU SIBISIOTCS 4acToil Haxonkoi y mamueHtoB ¢ [IBX u oObryHO
KJIIMHUYECKH HE TPOSBIAIOTCS (OeccMMNTOMHAs JkenmyHokameHHas Oonesnb, JKKB). Crenyer
OTMETHUTb, YTO BBISIBJICHUE XOJIEUUCTONUTHA3a Y TaureHToB ¢ [IBX npuBoAUT HHOT A K TOMY, YTO
nmernHo JKKB Heo0OCHOBaHHO paccMaTpWBaeTCsi KaK MPHYMHA XOJIECTa3a, YTO SIBISIETCS

npu4arHON no3aHe quarHocTtuku [1bX . Hirschfield GM, Dyson JK, Alexander GIM, Chapman MH, Collier J, Hiibscher S,

Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-
PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub
2018 Mar 28. PMID: 29593060; PMCID: PMC6109281.

V3U no3BosIsieT BBISIBUTH TPU3HAKU OTJCNIbHBIX TAPEHXMMATO3HBIX 3a001€BaHU TeueHn
(TakMxX Kak >kKMpoBas OoJie3Hb IEeueHH), KOTopble MoryT comyTcTtBoBaTh IIBX nnm Tpebyror

IlI/I(b(pCpCHI_II/Ia]_II/II/I C HUM. Danielsson O, Vesterinen T, Arola J, Aberg F, Nissinen MJ. Coexistence of metabolic-associated fatty liver

disease and autoimmune or toxic liver disease. Eur J Gastroenterol Hepatol. 2024 Jul 1;36(7):961-969. doi: 10.1097/MEG.0000000000002785.
Epub 2024 Apr 26. PMID: 38829946; PMCID: PMC11136267.

B weGompmom wmccnmenoBaHWM  ONGHEHHBIE TMpu  Y3M  pasmepbl  cele3eHKH
MCTIONB30BaKCh Juisa cTagupoBanus [16X. CooTHomenune konmdecTBa TpoMOouToB (N/mMm3)/m
TONIIUHBI cele3eHKH (MM) mokasano xopommue pesyiabTarel - AUROC  0.939, nns cragum mo

Scheuer >11I; u 0.968 - mst ctagum IV. Wang, Zhongfeng PhDa; Liu, Xu PhDa; Xu, Honggin PhDa; Qu, Limei PhDb; Zhang,
Dezhi PhDc; Gao, Pujun PhDa,*. Platelet count to spleen thickness ratio is related to histologic severity of primary biliary cholangitis. Medicine

97(7):p 9843, February 2018. | DOI: 10.1097/MD.0000000000009843 Ho stor MeTom HemocTaTOYHO H3Yy4CH, YTOOBI

PEKOMEHIOBATH €T0 JUIsl pyTUHHOW MPaKTHKH.

PexoMenayercsi y oTAebHBIX NanueHToB ¢ npeanogaaraembiM I1BX pacecmorpers
BbinosiHeHue MPT opranos OpromHoii nosnoctu B coueranun ¢ MPXIII s nekiiroyeHus

NEePBUYHOI0 CKJIEPO3HPYIOLIEr0 X0JaAHTUTAa WM APYTUX 3a00/1eBaHu sKeTUYHBIX MyTei.

Zhang Y, Zheng T, Huang Z, Song B. CT and MR imaging of primary biliary cholangitis: a pictorial review. Insights Imaging. 2023
Oct 26;14(1):180. doi: 10.1186/s13244-023-01517-3. PMID: 37880457; PMCID: PMC10600092.

YpoBenb yOeauteabHocTH pexoMeHaanmuii C  (YpoBeHb /10CTOBEPHOCTH

J0KA3aTeJIbLCTB 2)



Kommenrtapuu. /leranpHas xonmaHruorpaduyeckas OLUEHKa JKETIHOTO JepeBa MMEET
BakHoe 3HaueHue mis auddepennmanum [16X ¢ [ICX, [gG4 cBs3aHHBIM XOJaHTUTOM H
BTOPUYHBIMHU CKJIEPO3UPYIOIIMMH XOJAHTUTaMH, NPU KOTOPBIX MOKHO BBIBUTH CHEIM(UYHBIE

I 9TUX 3a00JIeBaHUI MIPU3HAKU  Angulo P, Pearce DH, Johnson CD, Henry JJ, LaRusso NF, Petersen BT, et al. Magnetic

resonance cholangiography in patients with biliary disease: its role in primary sclerosing cholangitis. J Hepatol 2000,33:520-527. Zhang Y,
Zheng T, Huang Z, Song B. CT and MR imaging of primary biliary cholangitis: a pictorial review. Insights Imaging. 2023 Oct 26;14(1):180. doi:
10.1186/513244-023-01517-3. PMID: 37880457; PMCID: PMC10600092 Zhang Y, Zheng T, Huang Z, Song B. CT and MR imaging of primary
biliary cholangitis: a pictorial review. Insights Imaging. 2023 Oct 26;14(1):180. doi: 10.1186/s13244-023-01517-3. PMID: 37880457; PMCID:

PMC10600092. [Ipu BoIABIeHMH Ha Y3U pacmmpeHus KemdHbIX NPOTOKOB mpoBeneHne MPXIIT

00s13aTENBHO. Zhang 'Y, Zheng T, Huang Z, Song B. CT and MR imaging of primary biliary cholangitis: a pictorial review. Insights Imaging.

2023 Oct 26;14(1):180. doi: 10.1186/s13244-023-01517-3. PMID: 37880457; PMCID: PMC10600092

o Pexomenayercs y nauueHToB ¢ [IBX BBINOIHATH TPAH3MEHTHYIO 3JIACTOMETPHUIO NIeYEeHH
(TJ) npu K0CTYMHOCTH MeTOAA AJsl ompeAeeHMs] MCXOAHBIX MOKa3aTeJiell JKeCTKOCTH
NeYeHn (IJ1s1 aJbHeero X MOHUTOPHMPOBAHMSA) € IEJIbI0 OLEHKH CTATUM 3200JICBAHNS H

CTPATH(PUKALMYM PUCKA OCJI0KHEHUI U He0IaroNPHUATHBIX HCXO0/A0B

Corpechot C, Carrat F, Gaouar F, Chau F, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Schramm C, Pares A, Olivas
1, Eaton JE, Osman KT, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Abbas N, Trivedi P, Thorburn D, Saffioti F, Barkai L,
Roccarina D, Calvaruso V, Fichera A, Delamarre A, Medina-Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M, Invernizzi P, Cristoferi
L, van der Meer A, de Veer R, Zigmond E, Yehezkel E, Kremer AE, Deibel A, Dumortier J, Bruns T, Grofle K, Pageaux GP, Wetten A, Dyson J,
Jones D, Chazouilléres O, Hansen B, de Lédinghen V; Global & ERN Rare-Liver PBC Study Groups. Liver stiffness measurement by vibration-
controlled transient elastography improves outcome prediction in primary biliary cholangitis. J Hepatol. 2022 Dec;77(6):1545-1553. doi:

10.1016/j.jhep.2022.06.017. Epub 2022 Jun 28. PMID: 35777587. OwMBGKa! HegonycTumbli 06BEKT runepccbiiKu.

Manzo-Francisco LA, Aquino-Matus J, Vidana-Pérez D, Uribe M, Chavez-Tapia N. Systematic review and meta-analysis: Transient elastography

compared to liver biopsy for staging of liver fibrosis in primary biliary cholangitis. Ann Hepatol. 2023 Jul-Aug;28(4):101107. doi:
10.1016/j.a0hep.2023.101107. Epub 2023 Apr 23. PMID: 37088420 \\\Cristqferi L, Calvaruso V, Overi D, Vigano M, Rigamonti C, Degasperi E,

Cardinale V, Labanca S, Zucchini N, Fichera A, Di Marco V, Leutner M, Venere R, Picciotto A, Luca M, Mulinacci G, Palermo A, Gerussi A,
D'Amato D, Elisabeth O'Donnell S, Cerini F, De Benedittis C, Malinverno F, Ronca V, Mancuso C, Cazzagon N, Ciaccio A, Barisani D, Marzioni
M, Floreani A, Alvaro D, Gaudio E, Invernizzi P, Carpino G, Nardi A, Carbone M, Italian PBC Registry. Accuracy of Transient Elastography in
Assessing Fibrosis at Diagnosis in Naive Patients With Primary Biliary Cholangitis: A Dual Cut-Off Approach. Hepatology. 2021 Sep; 74(3):1496-
1508. doi: 10.1002/hep.31810. Epub 2021 May 28. PMID: 33724515, PMCID: PMC8518641

YpoBeHb  y0eaMTeJHbHOCTHM  peKkoMeHAauMiik A  (YpPOBeHb  JI0CTOBEPHOCTH

JaokazaTejabHocTH 1)

Kommenmapuu: TO B HacTos11ee BpeMs SIBJIAETCS OCHOBHBIM HEMHBA3UBHBIM METOJIOM
oueHkH pudbpo3za neuenu npu [16X, ee pe3ynabpTaThl KOPPEIUPYIOT ¢ TUCTOIOTUIECKOM cTaaneit

3a00JIEBAHNS U €T0 IPOTHO30M Cristoferi L, Calvaruso V, Overi D, Vigano M, Rigamonti C, Degasperi E, Cardinale V, Labanca

S, Zucchini N, Fichera A, Di Marco V, Leutner M, Venere R, Picciotto A, Luca M, Mulinacci G, Palermo A, Gerussi A, D'Amato D, Elisabeth
O'Donnell S, Cerini F, De Benedittis C, Malinverno F, Ronca V, Mancuso C, Cazzagon N, Ciaccio A, Barisani D, Marzioni M, Floreani A, Alvaro
D, Gaudio E, Invernizzi P, Carpino G, Nardi A, Carbone M, Italian PBC Registry. Accuracy of Transient Elastography in Assessing Fibrosis at
Diagnosis in Naive Patients With Primary Biliary Cholangitis: A Dual Cut-Off Approach. Hepatology. 2021 Sep;74(3):1496-1508. doi:

10.1002/hep.31810. Epub 2021 May 28. PMID: 33724515, PMCID: PMC8518641 OwmnbKa! Hegonyctumblii 06bekT



TUMNEePCCbINKWN. Corpechot C, El Naggar A, Poujol-Robert A, Ziol M, Wendum D, Chazouilleres O, et al. Assessment of biliary fibrosis by

transient elastography in patients with PBC and PSC. Hepatology. 2006,43:1118-1124 Corpechot C, Carrat F, Poujol-Robert A, Gaouar F,

Wendum D, Chazouilleres O, et al. Noninvasive elastography-based assessment of liver fibrosis progression and prognosis in primary biliary
cirrhosis. Hepatology. 2012:56:198-208 OwimnbKa! HegonycTumblii 06EKT rMNEpPCCbINKWU. Corpechot C, Carrat F,

Poujol-Robert A, Gaouar F, Wendum D, Chazouilleres O, et al. Noninvasive elastography-based assessment of liver fibrosis progression and
prognosis in primary biliary cirrhosis. Hepatology 2012;56:198-208. Gomez-Dominguez E, Mendoza J, Garcia-Buey L, Trapero M, Gisbert JP,
Jones EA, et al. Transient elastography to assess hepatic fibrosis in primary biliary cirrhosis. Aliment Pharmacol Ther 2008,;27:441-447. Park
DW, Lee YJ, Chang W, Park JH, Lee KH, Kim YH, et al. Diagnostic performance of a point shear wave elastography (pSWE) for hepatic fibrosis
in patients with autoimmune liver disease. PloS one 2019;14: 0212771. [189] Koizumi Y, Hirooka M, Abe M, Tokumoto Y, Yoshida O, Watanabe
T, et al. Comparison between real-time tissue elastography and vibrationcontrolled transient elastography for the assessment of liver fibrosis and

disease progression in patients with primary biliary cholangitis. Hepatol Res 2017;47:1252—1259.

[To maHHBIM MeTaaHaM3a NpU AUarHocTuke Gudpo3sa s cTaaun F3 4yBCTBUTEIHHOCTh
T3 cocraBuia 68% u cnenuduanocts 92%, a g craauu F4 - 90% u 94%, cOOTBETCTBEHHO.
Cpenaue mOporoBhIe 3HAYCHUS JKECTKOCTH rieueHu st ctaauu F3 cocraBumm 9,28 klla, a s

craagun F4 — 15,2 kIla Manzo-Francisco LA, Aquino-Matus J, Vidafia-Pérez D, Uribe M, Chavez-Tapia N. Systematic review and

meta-analysis: Transient elastography compared to liver biopsy for staging of liver fibrosis in primary biliary cholangitis. Ann Hepatol. 2023 Jul-

Aug;28(4):101107. doi: 10.1016/j.a0hep.2023.101107. Epub 2023 Apr 23. PMID: 37088420.

B mHOTO1IICHTpOBOM HCCeoBanny narueHToB ¢ [1bX, paHee He MoydaBIIuX Je4YCHUS,
oTpesieNieHbl TMOPOTOBBIE 3HAYEHUS >KecTKocTh medenu (<6,5 u >11,0 klla), mo3Bomstomiye
muddepeHIUpoBaTh OTCYTCTBUE Wi Hamuune Gubposa y manmeHToB ¢ [IBX mpu mocranoBke
nuarno3a. llpu >KecTKOCTH TEYeHH, HAXOJSAIIUMCS MEXKAY OTHMH JIByMS TOPOTOBBIMHU

3HAUYCHUAMHU, TOYHOC CTAAUPOBAHUC METOJOM TS HEeBO3MOXKHO. Cristoferi L, Calvaruso V, Overi D, Vigano M,

Rigamonti C, Degasperi E, Cardinale V, Labanca S, Zucchini N, Fichera A, Di Marco V, Leutner M, Venere R, Picciotto A, Luca M, Mulinacci
G, Palermo A, Gerussi A, D'Amato D, Elisabeth O'Donnell S, Cerini F, De Benedittis C, Malinverno F, Ronca V, Mancuso C, Cazzagon N, Ciaccio
A, Barisani D, Marzioni M, Floreani A, Alvaro D, Gaudio E, Invernizzi P, Carpino G, Nardi A, Carbone M; Italian PBC Registry. Accuracy of
Transient Elastography in Assessing Fibrosis at Diagnosis in Naive Patients With Primary Biliary Cholangitis: A Dual Cut-Off Approach.

Hepatology. 2021 Sep;74(3):1496-1508. doi: 10.1002/hep.31810. Epub 2021 May 28. PMID: 33724515; PMCID: PMC8518641 TEM HE
MEHEE Ha OCHOBAHMHU BBILIEYKA3aHHOI'O MCCIEAOBAaHUs, B HACTOsIIEE BpEeMs B KIMHUYECKOU
NpaKkTUKe s crafguid (BBIpaXCHHOCTH (GUOpo3a)  CIEAYyeT IOJIb30BAThCsS OKPYTJICHHBIM

IMOPOIr0BBIM ITOKA3aTCIIEM 9, 3 kI 1a Manzo-Francisco LA, Aquino-Matus J, Vidafa-Pérez D, Uribe M, Chavez-Tapia N. Systematic
review and meta-analysis: Transient elastography compared to liver biopsy for staging of liver fibrosis in primary biliary cholangitis. Ann Hepatol.

2023 Jul-Aug;28(4):101107. doi: 10.1016/j.a0hep.2023.101107. Epub 2023 Apr 23. PMID: 37088420.

Ba)l(HO, 4TO MHACKC MacCChI TCJia U J'Ia60paTOpHI>IC IoKasaTeCJin COCTOAHHA ICUYCHU HC

BIsTH Ha pe3ynbTarhl T mpu [1BX. Cristoferi L, Calvaruso V, Overi D, Vigand M, Rigamonti C, Degasperi E, Cardinale V,

Labanca S, Zucchini N, Fichera A, Di Marco V, Leutner M, Venere R, Picciotto A, Luca M, Mulinacci G, Palermo A, Gerussi A, D'Amato D,
Elisabeth O'Donnell S, Cerini F, De Benedittis C, Malinverno F, Ronca V, Mancuso C, Cazzagon N, Ciaccio A, Barisani D, Marzioni M, Floreani
A, Alvaro D, Gaudio E, Invernizzi P, Carpino G, Nardi A, Carbone M; Italian PBC Registry. Accuracy of Transient Elastography in Assessing
Fibrosis at Diagnosis in Naive Patients With Primary Biliary Cholangitis: A Dual Cut-Off Approach. Hepatology. 2021 Sep;74(3):1496-1508. doi:
10.1002/hep.31810. Epub 2021 May 28. PMID: 33724515; PMCID: PMC8518641



o Pexomenayercsi nanuedTaM ¢ IIBX npu HegoctynHocTy T BBINOJIHATH TOYEYHYIO WM
MHOTOMEPHYK CIABHUIOBOJIHOBYIO 3JjacTorpaguio (nmpu JOCTYNHOCTH 3TOr0 MeTOAAa) JIsl
ompeneJieHHsl HCXOMAHBIX IOKa3aTeded JKeCTKOCTH IeYeHH M JaJbHeimero Mx

MOHMTOPHUPOBAHUA B IPOUECCE JICUYCHUHA [Schulz M, Wilde AB, Demir M, Miiller T, Tacke F, Wree A. Shear wave

elastography and shear wave dispersion imaging in primary biliary cholangitis-a pilot study. Quant Imaging Med Surg. 2022 Feb;12(2):1235-1242.
doi: 10.21037/qims-21-657. PMID: 35111619; PMCID: PMC8739107.
YpoBeHb  y0eauTedbHOCTH  pekoMeHaamuii B  (ypoBeHb  J10CTOBepHOCTH

JI0Ka3aTeJbCTB 4).

Kommenmapuu: llpennonaraercs, uYTO M3MEpEHHE JKECTKOCTH TKaHU IE€YEHU
MOCPENICTBOM METOJIMK TOYSYHON M MHOTOMEPHOH CIBUTOBOIHOBOH 3mactorpadun (2D-SWE,
3D-SWE), KOTOpbIMH OCHAaIleHBl COBPEMEHHBIE YJIbTPa3BYKOBBIE aIllapaTrbl, COMOCTABHUMO C
pesynpratamu TO. OnHAKO MMEIOTCS JUIIb JaHHBIE MUJIOTHBIX MCCIEAOBAHUHM y MAIMEHTOB C

HBX, MOATBEPKAAIOIIUE ITO [Schulz M, Wilde AB, Demir M, Miiller T, Tacke F, Wree A. Shear wave elastography and shear wave

dispersion imaging in primary biliary cholangitis-a pilot study. Quant Imaging Med Surg. 2022 Feb;12(2):1235-1242. doi: 10.21037/qims-21-657.
PMID: 35111619; PMCID: PMC8739107.

PexomeHayeTcst BHIOJTHATH 330aroracTpoayoeHOCKOMUIO 0TAeJbHBIM nanueHTam ¢ IIBX
AJisd CBOEBPEMEHHOI'0O BLIAAIBJICHUSA BAPUKO3HO-PACHIMPEHHBIX BEH NMUIIECBOAA U JKEJIYyJIKAa U
OLICHKH PHCKA KpOBOTe'—leHl/lﬁ

Hu YF, Li SX, Liu HL, Du ZX, Wang SS, Chen MY, Wang L, Xiong QF, Zhong YD, Liu DX, Yang YF. Precirrhotic Primary Biliary Cholangitis

with Portal Hypertension: Bile Duct Injury Correlate. Gut Liver. 2024 Sep 15;18(5):867-876. doi: 10.5009/gn1230468. Epub 2024 Apr 16. PMID:
38623061; PMCID: PMC11391138.

Ali AH, Sinakos E, Silveira MG, et al. Varices in early histological stage primary biliary cirrhosis. Journal of Clinical Gastroenterology. 2011
Aug;45(7):66-71. DOI: 10.1097/mcg.0b013e3181f18c4e. PMID: 20856137.

YpoBeHb  y0eauTeabHOCTH  pekoMeHaamuii B  (ypoBeHb  J10CTOBEpHOCTH

JI0Ka3aTeJbCTB 3).

Kommenmapuu: Bapuko3HOe pacIIUpeHHE BEH NHIIEBOJa OOBIYHO BO3HHKACT Y
nanpeHtoB ¢ LII. Ho npu [IBX knuHMYecKkH 3HauMMas NOpTalbHAas THUIEPTEH3HUS MOXKET
BO3HHMKATh U Ha paHHEW CTanu 3a00JI€BaHUs, UTO SBISIETCS YHUKAIBHOW OCOOCHHOCTBIO U PEIKO
compoBoxaaer apyrue 6onesnn neueHu. 1" mpu pannem 16X cunraeTcst npecuHyconnaibHOH,
KOTOpast BEpPOSITHO OOYCIIOBJIICHA Y3E€IKOBOW pereHepaTHBHOHN rumepruiasueld. Pacmmpenue
BAPUKO3HBIX BEH MulleBoa 10 pa3Buths LI kak mpaBuiio BEIpa)kK€HO YMEPEHHO U HE IIPUBOJUT
K PUCKY KpPOBOTEUYEHHUIH U3 HHUX, COOTBETCTBEHHO HE HY)KIAETCS B SHIOCKONMYECKOM KOHTpOJIE.
XOTsl OIIUCAHO, YTO U Ha NOLMPPOTUUECKUX CTAAUAX MOTYT BOSHUKHYTh Takue ocnoxHeHus 11T,

KakK CIUICHOMETaJINA, THICPCIVICHU3M U OaXKC XKCITYJOYHO-KUIICYHOC KPOBOTCYCHHUC. Hu YF, Li SX, Liu



HL, Du ZX, Wang SS, Chen MY, Wang L, Xiong QF, Zhong YD, Liu DX, Yang YF. Precirrhotic Primary Biliary Cholangitis with Portal
Hypertension: Bile Duct Injury Correlate. Gut Liver. 2024 Sep 15;18(5):867-876. doi: 10.5009/gnl230468. Epub 2024 Apr 16. PMID: 38623061;
PMCID: PMC11391138.Ali AH, Sinakos E, Silveira MG, et al. Varices in early histological stage primary biliary cirrhosis. Journal of Clinical
Gastroenterology. 2011 Aug;45(7):¢66-71. DOL: 10.1097/mcg.0b013e3181f18c4e. PMID: 20856137.

Ikeda F, Okamoto R, Baba N, Fujioka S, Shoji B, Yabushita K, Ando M, Matsumura S, Kubota J, Yasunaka T, Miyake Y, Iwasaki Y,
Kobashi H, Okada H, Yamamoto K. Prevalence and associated factors with esophageal varices in early primary biliary cirrhosis. J Gastroenterol

Hepatol. 2012 Aug;27(8):1320-8. doi: 10.1111/7.1440-1746.2012.07114.x. PMID: 22414162.

Pexomenayercs nauuentam ¢ IIBX npu nocranoBke AMarH03a olleHUTh MUHEPAJIbHYI0
IUIOTHOCTh KOCTHOH TKAHW METOAOM PEHTreHOJEHCHTOMETPUM (PeHTreHOAeHCUTOMETPHs
NMOSICHUYHOI0 OT/HeJIa NMO3BOHOYHHMKA, PEHTICHOACHCUTOMETPHS NMPOKCHMAJIBHOIO OTeJa

0eIpeHHOI KOCTH) JIs CBOCBPEMEHHOT 0 BbISIBJICHUS 0CTEONOpPO3a

[Guariabens N, Cerda D, Monegal A, et al. Low bone mass and severity of cholestasis affect fracture risk in patients with primary biliary
cirrhosis.  Gastroenterology. 2010;138:2348-2356. doi: 10.1053/j.gastro.2010.02.016, Ilpawmnosa MK, Paiixenscon KJI, Kossszuna
BII. [IEPCOHAJIM3UPOBAHHBIHA T10X0H K OLEHKE MHHEPAJIBHOH IIJIOTHOCTH KOCTHOH TKAHU YV XKEHIJUH C

HEPBUYHBIM  BUJIMAPHBIM  XOJIAHTUTOM. KIIMHUYECKAA  BOJIBHHULA. 2018  [ex.;26(4):8-14]. OwubKa!

Heponyctumbii 06bEKT runepccbiNKn. 4r4sz Ownbka! HepgonyctMmblii 06beKT rMnepccbiiKu.
Danford CJ, Trivedi HD, Papamichael K, Tapper EB, Bonder A. Osteoporosis in primary biliary cholangitis. World J Gastroenterol.
2018:24(31):3513-3520. doi: 10.3748/wjg.v24.i31.3513. OWIMOKA! HegonycTMmMblii 06beKT runepccbiNKWN. Lindor KD,

Gershwin ME, Poupon R, Kaplan M, Bergasa NV, Heathcote EJ; American Association for Study of Liver Diseases. Primary biliary cirrhosis.
Hepatology. 2009 Jul;50(1):291-308. doi: 10.1002/hep.22906. PMID: 19554543.

YpoBeHb  y0eauTedbHOCTH  pekoMeHaamuii B  (ypoBeHb  J10CTOBepHOCTH

JI0Ka3aTeJbCTB 3).

Kommenmapuu: Octeonopos acconmmponad ¢ [I6X u Bcrpedaercs y 20-44% narmeHTOB,

YTO IMPUBOJUT K PUCKY KOCTHBIX IIEPCIIOMOB H3-3a XPYIIKOCTHU KOCTeH [Liu, Weinan MD; Dai, Yanling MS; Liu,

Jian MB; Lin, Jiazhong MS; Wang, Shoubao MS. Causal relationship between primary biliary cholangitis on osteoporosis: A two-sample
Mendelian randomization study. Medicine 104(27):p e43164, July 04, 2025. | DOI: 10.1097/MD.0000000000043164; Schonau J, Wester A,
Schattenberg JM, Hagstrom H. Risk of fractures and postfracture mortality in 3980 people with primary biliary cholangitis: A population-based
cohort study. J Intern Med (2023) 294:164-77. doi: 10.1111/joim.13624; Guaiiabens N, Cerda D, Monegal A, et al. Low bone mass and severity
of cholestasis  affect  fracture risk in  patients with  primary  biliary  cirrhosis.  Gastroenterology  2010;138:2348-56.

10.1053/j.gastro.2010.02.0167. MeXaHU3MBI HApYIIEHHH KOCTHOTO oOMeHa y marmeHToB ¢ [1BX cinoxHb! n
K (hakropam prcka ocrteornopo3a npu [1bX OTHOCAT KEHCKHH IOJI, MEHOTIAy3albHBIN CTaTYC,

MOKUJION BO3PACT, HU3KUW WHJIEKC MacChl Teja, o3 craauio [16X u nedunut Butamunaa D
[Guaiiabens N, Parés A, Ros I, et al. Severity of cholestasis and advanced histological stage but not menopausal status are the major risk factors

for osteoporosis in primary biliary cirrhosis. J Hepatol 2005;42:573—7. 10.1016/j.jhep.2004.11.035]. HpI/I OTCYTCTBHUH BO3PACTHOTI'O
n MCHOIIay3aJIbHOI'O (1)aKTOpOB pUCKa, TAXKECTH XOJIECTa3da W IOPAXKCHUA IICUYCHU OKa3bIBAIOT

HaunoOoibiee Biaugaue Ha cHkeHUE MIIKT /Guaiabens N, Cerdi D, Monegal A, et al. Low bone mass and severity of

cholestasis  affect  fracture risk in patients with primary biliary cirrhosis.  Gastroenterology. 2010,;138:2348-2356. doi:
10.1053/j.gastro.2010.02.016, Ilpawmnosa MK, Paiixenvcon KIJI, Koesasuna BII. ITEPCOHAJTU3UPOBAHHBIN 110/1X0/] K OLEHKE
MUHEPAJIBHOH IIJIOTHOCTH KOCTHOH TKAHHU Y XEHIUH C IIEPBUYHBIM BUJTHAPHBIM XOJIAHTUTOM. KIIMHUYECKAA
BOJIbHUILA. 2018 [Jex.;26(4):8-14].



2.5 Mopdogornyeckasi AMArHOCTHKA

B GonsmmucTBe CJIydyacB [uUarHos I[IBX wMoxker OBITh YCTAaHOBJICH Ha OCHOBAaHHUU

CEPOJIOrNYCCKUX MapKEPOB, a OuornCHs MeYeHn Tpe6yeTc;1 B IWAarHOCTUYCCKHU CJIOKHBIX CIIydasix.

European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

Bburoricus nedyeHn 00bIYHO TpeOyeTCs TOJIBKO MPU HCTUHHOM cepoHeratuBHoM [15X: manmenTam,
uMeronme JabopaTopHble U KIMHUYECKHE MPU3HAKW BHYTPUIIEUEHOYHOI'O XOJecTa3a HesCHOM
3THOJIOTUM C OTPHLATENIBLHBIMHU pe3yJbTaTaMH aHAJIN30B KPOBH Ha ayToaHTutena (AMA, aHTH-
spl00 wnmm antu-gp210). B 3TOM ciiydae THCTONOTUYECKOE HCCIEIOBAaHUE MOXKET
IIPOAEMOHCTpUpOoBaTh TUnMuHble i [16X npu3Haky, 4To MO3BONSET YCTAHOBUTH AUArHO3.

Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the
Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.

Hirschfield G.M., Dyson J.K., Alexander G.J.M., Chapman M.H., Collier J., Hiibscher S., Patanwala L., Pereira S., Thain C., Thorburn D., et al.
The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018;67:1568—1594.
doi: 10.1136/gutjnl-2017-315259.

You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA,
Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin
SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis.
Hepatol Int. 2022 Feb;16(1):1-23. doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914.

Krnaccnaeckum mopdonormyeckumu nposisieHnsMu [16X siBrsieTcst HeTHOWHBIN eCTPYKTUBHBIN
XOJIAHTHT C TOPaKEHHUEM MEXIOJIbKOBBIX M CENTAIBHBIX JKETUHBIX TPOTOKOB, (HOPMHUPYIOLITHIA
MOP(OJOTHYECKYI0 KapTHUHY, KOTOpas OOBIYHO 0003HaYaeTCsl KaK «LBETYIIHE >KEIYHbIC
npotokuy (florid duct lesion). Ot Mopdonornveckre U3MEHEHHS CKJIABIBAIOTCS U3 HECKOJIBKHX
KOMIIOHEHTOB: 1) WHTpasmuTeNuanbHas MOHOHYKJIeapHas WHQWIbTpAlys, 2) TOBPEKICHUE
OWITMApHOTO SMUTENUs W 3) HapyUICHHWE IEJOCTHOCTH (JecTpyKims) OazaabHOW MeMOpaHbI
KEITIHBIX MIPOTOKOB. B pe3ynbTare moBpexIeHus )KETIHBIX TIPOTOKOB (POPMHUPYETCS TYKTOTICHUS
Talwalkar, J. A. Primary biliary cirrhosis / J. ATalwalkar, K. D. Lindor // Lancet. — 2003. — Vol. 362, No 9377. — P. 53—61. Yacto
ucnonb3yembiit npu [IBX TepMHH «uBeTyllee NOpakeHHE KETUHBIX IMPOTOKOB)» OINUCHIBACT
OYaroBble  IMOPaKEHHs, KOTOpPblE  JEMOHCTPUPYIOT  HMHTEHCHBHYIO  BOCHAJIMTENIbHYIO

I/IH(bI/IJ'II)TpaI_II/IIO M HCKPO3 KCIIYHBIX MMPOTOKOB. Sarcognato S, Sacchi D, Grillo F, Cazzagon N, Fabris L, Cadamuro M,

Cataldo I, Covelli C, Mangia A, Guido M. Autoimmune biliary diseases: primary biliary cholangitis and primary sclerosing cholangitis.
Pathologica. 2021 Jun;113(3):170-184. doi: 10.32074/1591-951X-245. PMID: 34294935, PMCID: PMC8299325. \\| European Association for
the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol.
2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765. \\| Purohit T, Cappell MS. Primary biliary
cirrhosis: Pathophysiology, clinical presentation and therapy. World J Hepatol. 2015 May 8;7(7):926-41. doi: 10.4254/wjh.v7.i7.926. PMID:
25954476; PMCID: PMC4419097. \\\ Scheuer P. Primary biliary cirrhosis. Proc. R. Soc. Med. 1967; 60; 1257-1260. \\\ Ludwig J, Dickson ER,



McDonald GS. Staging of chronic nonsuppurative destructive cholangitis (syndrome of primary biliary cirrhosis). Virchows Arch. A Pathol. Anat.
Histol. 1978; 379; 103—112.

Bocnanmurensnpiii mapuiasTpar npu IIBX HaxoauTcs B TECHOM KOHTakTe ¢ OasaibHOU
MeMOpaHOH XOJIAHTMOLUTOB, MOJBEPralOLIMXCS MOBPEKICHUIO U THOHYIIMX, M COCTOUT M3
IUIa3MAaTHYECKUX KJIETOK, Makpo(paroB M HOIMMOP(QHOANEPHBIX JIEHKOUUTOB (OCOOEHHO
s03uHO(UI0B). CylIecTByeT 1Ba OCHOBHBIX THIIAa NEPUIIOPTAIBLHOrO (MHTEepdeiic)-renatuta npu
[IbX: a) nuMdoruTapHblii CTyMEeHYaThId HEKPO3, CXOAHBIM c mopaxeHuem npu AUI; 0)
OWIMapHBIA HEWTPOPMIBHBIA CTYNEHYaThli HEKpo3 (OOYCIIOBIICHHBI XOJIECTa3oM), C
BBIPQ)KEHHOM  JyKTYJIsIpHOM mposndepanueil. MoryT mpUCYTCTBOBaTb —AMUTEINOUIHBIE
I'paHyJIEMBEI, OOBIYHO Ha paHHeﬁ craguu 3a00J1¢BaHUs [Kaplan MM, Gershwin ME. Primary biliary cirrhosis. NEngl J
Med. 2005;353:1261-1273.] I3MEHEHHH IEYCHOYHBIX apTeprii OOBIYHO HE HAOIIOIAaeTCsI, HAPOTHB, YaCTO

OTME€UACTCA CAABJICHHUEC W OKKIIIO3HS IOPTAJIbHBIX BEHYJI BCJICIACTBUC BOCITAJIUTEILHOMN PCaKIuu.

Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance From the American Association for the
Study of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb 25;15(1):1-2. doi: 10.1002/cld.874. PMCID: PMC7041951.

Crnenyet otMeTuTh, uTo nipu [16X B OHonTaTe NIeUeHU MOTYT HAOIIOAATHCS MATOJIOTHICCKHUE
W3MEHEHUS, XapaKTEepHbIXE NI Pa3HbIX cTajguii 3aboneBaHus. Kpome Toro, Hajo yduThIBaTh
BO3MOXXHOCTh JieueOHOTO maToMopdo3a, MPOSBISIONIETOCS B OTCYTCTBHM WM cllaboi
BBIPKEHHOCTH BHYTPUIIEYEHOYHOTO XOJIeCTa3a, OOYCIIOBICHHOTO JyKTONeHHWEH Ha ¢oHe

tepanuu Y IXK.

[lpu ouenke Owonrara MOXET OBITh UCMOJB30BaHAa Jro0as W3 MHOTOYHCIICHHBIX
Mopdonornueckux knaccuduranuii [16X - mo Scheuer PJ. ,1967; Popper H, Schaffner F. 1970.
Ludwig J. 1978;.Nakanuma Y. ¢ coasrt., 2010, Wendum D. c coast, 2015 (Cwm. [Tpunoxenust)

[Scheuer PJ. Primary biliary cirrhosis. Proc R Soc Med. 1967;60:1257-1260. doi: 10.1177/003591576706001205. [DOI] \\\ Popper H, Schaffner
F. Nonsuppurative destructive chronic cholangitis and chronic hepatitis. In: Popper H, Schaffner F, editor. Progress in liver diseases. Vol. 3. New
York: Grune & Stratton, Inc; 1970. pp. 336-354. \\ Ludwig J, Dickson ER, McDonald GS. Staging of chronic nonsuppurative destructive
cholangitis (syndrome of primary biliary cirrhosis) Virchows Arch A Pathol Pathol Anat. 1978;379:103—112. doi: 10.1007/BF00432479.Nakanuma
Y, Zen Y, Harada K, Sasaki M, Nonomura A, Uehara T, Sano K, Kondo F, Fukusato T, Tsuneyama K, Ito M, Wakasa K, Nomoto M, Minato H,
Haga H, Kage M, Yano H, Haratake J, Aishima S, Masuda T, Aoyama H, Miyakawa-Hayashino A, Matsumoto T, Sanefuji H, Ojima H, Chen TC,
Yu E, Kim JH, Park YN, Tsui W. Application of a new histological staging and grading system for primary biliary cirrhosis to liver biopsy
specimens: Interobserver agreement. Pathol Int. 2010 Mar;60(3):167-74. doi: 10.1111/j.1440-1827.2009.02500.x. PMID: 20403042.]Wendum D.,
Boélle P.-Y., Bedossa P., Zafrani E.-S., Charlotte F., Saint-Paul M.-C., Michalak S., Chazouilléres O., Corpechot C. Primary Biliary Cirrhosis:
Proposal for a New Simple Histological Scoring System. Liver. Int. 2015;35:652—659. doi: 10.1111/1iv.12620.

OcHoBHBIE KiIacCU(pHKANWHU, co3maHHble B XX Beke, craaupyior [IBX mpexne Bcero Ha

OCHOBAHUM PacIPOCTPAHEHHOCTH MOPAKEHUS U BBIPaKEHHOCTH (pubpo3a:

Cramus I - OIrpaHUYCHHOC TOPTAJIbHOC BOCITIAJICHUE C UJIN 0e3 BBIPa’>KCHHOT'O IMOPAXKCHUS KCITIHBIX

IIPOTOKOB.



Cragus Il - mepunopranbHOe MOpa)KEHHE, PACTIPOCTPAHSIOMIMXCS B MEYCHOYHYIO MapEeHXHUMY,

(uHTepdeiic-renaTur)
Cranus 11l - hpopmupoBanue GpuOpO3HBIX CENT B UCXO/IC MOBPEKICHHUS MTAPEHXUMBI [ICUCHH;

Cramus IV -  ¢dopMupoBaHue 1IUppo3a MeYeHH.

KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance From the American Association for the Study
of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb 25;15(1):1-2. doi: 10.1002/cld.874. PMCID: PMC7041951.

Nakanuma et al. (2013) paspaboTtaHa cucrtemMa OLIEHKH, KOTOpas BBOAWT HOBYIO KOHIICIIIHIO
rpaganun [16X, oleHrBaeT aKTUBHOCTD XOJIAHTUTA, aKTUBHOCTH T'eTIATUTA M ONPEACIISET CTaIHIO
3a0oJieBaHMsl Ha OCHOBE Hanmuuus (UOpo3a, OTIOKEHHS OPCEHH-TOJNIOXUTEIBHBIX TPaHyl U
yTpaThl JKEeTUHBIX TPOTOKOB. CTaausi 3a00JE€BaHUS OIPENENETCS ONEHKON ABYX WIH TPEX
KPUTEPHEB: HAJIWYHE U CTeTeHb (uOpo3a, HAIMYKE U CTENEHb JTYKTONCHUHU (YTPAThl KEITIHBIX
MPOTOKOB), a TAaKKe HAIMYME M CTENCHb OTJIOKEHHS OpPCEHH-TIO3MTHUBHBIX TrpaHyid. Tperwuit
KPUTEPHId HE ABISETCS 00sI3aTEIbHBIM, TOCKOJIBKY TOYHYIO M BOCTIDOM3BOAUMYIO CTaIUI0 MOYKHO
HOJIYYUTh Ja)Ke ¢ MOMOIIBIO JABYXKpUTEpHalIbHOrO Metona. (cm. Ilpunoscenus). Jta cucrema
MPOJEMOHCTPUPOBAJIa  HAWOONBIIYI0 TPOTHOCTHYECKYIO IIEHHOCTh TI0 CpPaBHEHUIO C
OpeAbIIYIIMME  METOJaMH, C Ooyiee TOYHBIM HporHo3upoBanueM 10-meTHero wucxona

3360J’ICBaHI/I}I, OCOOEHHO B OTHOIIICHUH pa3BuUTUA UPpPO3a U €ro OCJIO)KHCHU. Sarcognato S, Sacchi D,

Grillo F, Cazzagon N, Fabris L, Cadamuro M, Cataldo I, Covelli C, Mangia A, Guido M. Autoimmune biliary diseases: primary biliary cholangitis
and primary sclerosing cholangitis. Pathologica. 2021 Jun;113(3):170-184. doi: 10.32074/1591-951X-245. PMID: 34294935; PMCID:
PM(C8299325. \\\ Harada K, Hsu M, Nakanuma Y, et al. Application and validation of a new histologic staging and grading system for primary
biliary cirrhosis. J Clin Gastroenterol 2013;47:174-181. https://doi.org/10.1097/MCG.0b013e31827234e4 10.1097/MCG.0b013e31827234e4 \\\
Kakuda Y, Harada K, Sawada-Kitamura S, et al. Evaluation of a new histologic staging and grading system for primary biliary cirrhosis in

comparison with classical systems. Hum Pathol 2013;44:1107-1117. https://doi.org/10.1016/j.humpath.2012.09.017

10.1016/j.humpath.2012.09.017 Ho oHa Tpyao€MKa 1J1sd UCII0JIb30BaHMs, Tpe6yeT I[OHOHHHTCHLHOP‘I OKpaCKHu

MaTepHuaia OpCEHHOM.
Cuctema oueHku, npemmoxkennas Wendum D. ¢ coaBt., omenuBaer GuOpo3, TyKTONCHHIO U
UHTEP(EHCHBIN TeNaTUT MO OTISIFHOCTH M TOKa3aja XOPOIIyI0 KOPPEISIIHIO ¢ JTa00paTOPHBIMHU

IIOKa3aTCIIsIMU COCTOAHUSA IICUYCHU. Wendum D., Boélle P.-Y., Bedossa P., Zafrani E.-S., Charlotte F., Saint-Paul M.-C., Michalak

S., Chazouilléres O., Corpechot C. Primary Biliary Cirrhosis: Proposal for a New Simple Histological Scoring System. Liver. Int. 2015;35:652-659.
doi: 10.1111/1iv.12620.

. PexomengoBano npu mnoao3peHur Ha IIBX nanueHty ¢ j1adopaTopHbIMH
NPU3HAKAMH  X0JIeCTa32a  BBINOJHHTHL OHONCHIO TE€YEHHM C IaTOJIOro-
AaHATOMHMYECKHM HCCJIeJOBAHUEM MAaTepHaJa TKAHU IeYeHHM IJIsl NMOCTAHOBKHU

AUarHo3a B Tex ciaydasax, €CJId JUHarHod3 HEBO3MOKHO IOATBEPAUTH



CEPOJIOTUYCCKMMHU MCCICA0BAHUAMU HJIA TpCﬁyETCﬂ BBISAIBUTH COYCTaHHOC

3a00J1eBaHHE NMEeYEeHH

Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance From the American
Association for the Study of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb 25:15(1):1-2. doi: 10.1002/cld.874. PMCID:
PMC7041951.

European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with
primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

Yposens  yOeaurenbHocTH  pexoMeHaaumii C  (YypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: CornacHO KpUTEpHUSIM MTOCTAHOBKH AuarHo3a (cM. pazaen 2.6 Kpurepuu
YCTaHOBJICHHUS AMArHO3a), y MalueHTa C MOCTOSHHBIM moBbimeHHeM LD u oTpuuaTenbHBIX
pe3yibTaTax HCCIEeNIOBaHUS Ha ayTOaHTUTeNa TpeOyeTcs Mop(dOoJIOTHUECKOe MOATBEPIKICHUE
nuarno3a. K apyrum cuTyanusiM, KOrja MaTooro-aHaTOMHYECKOE HCCIEJOBAHHME MarepHhala
TKaHH IIeYE€HU MOKET MOTPeOOBATHCS OTHOCSTCS: HepaBHee noBbimeHue LD (menee 24 Hen.) npu
MO3UTUBHBIX ayTOAHTHUTENAX; CIIyyaH, KOT/la aJbTepHATUBHbIE IPUUNHBI 3a00JI€BaHUS HE YAAJIOCh
YCTaHOBHTH\CKIIIOYNTh HEWHBA3WBHBIMH MeTofamu; mpu coderanun I[IbX ¢ npyrumum

3a00JIEBAaHMSIMH [IEYEHN WIN CUCTEMHBIMH 3a00JIEBAHUSIMH. European Association for the Study of the Liver. EASL
Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi:

10.1016/j,jhep.2017.03.022.  Epub 2017 Apr 18. PMID: 28427765. I'mctonorudeckas nuarHoctuka AUID
OCYILIECTBISETCA B paMKaxX CTaHIAapTU30BAHHOTO MOP(OJIOrMYECKOro MCCleOBaHHUsA OuonraTta
MI€YEHU U1 CBETOBOM MUKPOCKOINHUH, OOBIYHO BKJIIOYAET CJICAYIOIIUE TMCTOJIOIMYECKUE OKPACKH:
a) TeMaTOKCWJIMH U 303uH, 0) PAS-peakuus, B) PAS-peakmms ¢ ammnaszoii, ) mo Maccony
(Masson) u (wnu) mo Ban I'm3ony (VanGison). OCHOBHOH cHeKTp MOPQOIOTHIECKON
maddepeHnmanbHOl  TUArHOCTUKM Tpu monxo3peHnn Ha [IBX BKiIOUaeT JeKapcTBEHHEBIE
MOpPaXXCHHUSI TICYCHU (XOJCCTATUYCCKUA W CMEIIAHHBIA THI), OWIMApHYI0 OOCTPYKITHIO,
CapKoWI03, AayTOMMMYHHBIH TeMaTUT, MEPBUYHBIA CKIepo3upyromuii xomanrutr, ABCB4-

):[e(i)I/IL[I/IT, IgG4—3&6OJ’ICBaHI/IC Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice

Guidance From the American Association for the Study of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb 25;15(1):1-2. doi: 10.1002/cld.874.
PMCID: PMC7041951. \\\

° Pexomenayeress npu noao3penuu Ha IIBX/AUI (BapunanTHass ¢opma AU,
NMepeKPecTHbIii CHHAPOM) BBINOJHHUTL OHONCHIO TEe4YeHHM C MaToJO0ro-
AHATOMHYECKMM HCCJIeJOBAHMEM MaTepUaia TKAHU NeYeHH AJIsl MOCTAHOBKM

AUarHo3a v OomnpeacjJeHUusi TAKTUKH JICUCHHUSH [Boberg K.M., Chapman R.W., Hirschfield G.M.,

LohseA.W., Manns M.P., Schrumpf E. International Autoimmune Hepatitis Group. Overlap syndromes: the International
Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol. 2011;54(2):374-385.

https://doi.org/0.1016/1.thep.2010.09.002.

Ipoexm xaunuueckux pekomendayuii “Aymoumynnviu cenamum’’ (6 newamu)




YpoBenbs  yOeaureabHOocTH  pexkoMeHgamumii C  (YpoBeHb  [10CTOBEPHOCTH

JI0KAa3aTeJbCTB 5).

Kommenmapuu: Broissnenne komnonenta AUI npu 16X BaxHO ¢ TOUKM 3peHUs ONpeeIeHNs
nokasanuii Kk ummyHocynpeccuBHoit Tepanuu (UCT). dnsa quarnoctuku AUL B pamkax
BapHaHTHOTO CHHIPOMA C XOJIECTATHIECKUMU 3a00ieBaHUAMH, B ToM uncie ¢ [16X,

00513aTeIBbHO BBIMOJIHEHHUE OHOTICUU TTEYEHH C THCTOJOTHUECKUM HCCJIICAOBAHUCM OuonTaToB

[Boberg K.M., Chapman R.W., Hirschfield G.M., Lohse A.W., Manns M.P., Schrumpf E. International Autoimmune Hepatitis Group. Overlap
syndromes: the International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol. 2011;54(2):374-385.

https://doi.org/0.1016/j jhep.2010. 09.002.] .
[MTpu I1bX MoryT HabIrOMaTHCS MPU3HAKH JIETKOTO MHTEp(delic-renmaTuTa, Kak OMMCAHO BHIIIE,
yT0 He sBiserca npusHakoMm AU, [TonoOnbie nampenTs! xopomo otBevaoT Ha Y XK u He

TpC6YIOT HaszHaueHnuss UCT [Milkiewicz P., Krawczyk M., Wunsch E., Ponsioen C., Hirschfield G.M., Hubscher S.G. Primary
Sclerosing Cholangitis With Features of Autoimmune Hepatitis: Exploring the Global Variation in Management. HepatolCommun.

2020;4(3):399-408. hitps://doi.org/10.1002/hep4.1467. Harmare yMEepeHHOT0 U TsKeIoro uHrepdenicHoro
rernaTuTa B OnonraTax rnedeHu onpezaenser komnoneHT AT n nokazanus k HazHauennro UCT

[Baberg K.M., Chapman R.W., Hirschfield G.M., Lohse A.W., Manns M.P., Schrumpf E. International Autoimmune Hepatitis Group. Overlap
syndromes: the International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol. 2011,;54(2):374-385.

https://doi.org/0.1016/j.jhep.2010.09.002. //// Kuiper E.M., Zondervan P.E., van Buuren H.R. Paris criteria are effective in diagnosis of

primary biliary cirrhosis and autoimmune hepatitis overlap syndrome. Clin Gastroenterol Hepatol. 2010,;8(6):530-534.
https://doi.org/10.1016/j.cgh.2010.03.004. /// Trivedi P.J., Hirschfield G.M. Review article: overlap syndromes and autoimmune liver disease.

Aliment Pharmacol Ther. 2012;36(6):517-533. https://doi.org/10. ]11I/jA]365—203620]2.05223.):.] .

PexkomMenayercsi paccMOTpeTh BbIINOJTHEHHE OMOIICHM IeYeHHU € MaToJ0r0-aHATOMHUYeCKUM
HCCJICAOBAHUEM MaTepHa/ia TKAHU NEYCHU Yy OTACJBbHBIX MAIIUCHTOB C INOBBIIICHHBIM
ypoBHeM AMA B oTcyTcTBHE Ja00paTOpHBIX Npu3HakoB xojecrasa (I{® <1,5 BI'H) u ¢
(¢paxropamu pucka pazputusa [IbX 1 BpisgB/eHns JoKInHNYecKkoi popmbl ITBX

Duan W, Chen S, Li S, Lv T, Li B, Wang X, Wang Y, Zhao X, Ma H, Ou X, You H, Jia J. The future risk of primary biliary cholangitis (PBC) is
low among patients with incidental anti-mitochondrial antibodies but without baseline PBC. Hepatol Commun. 2022 Nov,;6(11):3112-3119. doi:

10.1002/hep4.2067. Epub 2022 Aug 23. PMID: 35998274; PMCID: PMC9592779. OwmnbKa! Heponyctumbii 06beKT

rTMNepccbisiku. [Primary biliary cholangitis with normal alkaline phosphatase: A neglected clinical entity challenging current guidelines /

B. Terziroli Beretta-Piccoli, G. Stirnimann, J. Mertens [u np.] // Journal of Autoimmunity. — 2021. — T. 116. — Primary biliary cholangitis with

normal alkaline phosphatase. — C. 102578..

Yposenv yoeoumenvnocmu pexomenoayuit B (Yposenv oocmosepnocmu doxazamenscme 4)

Kommenmapuu: B uccnenosannu y 80% AMA-M?2 nojoKUTeNbHBIX NAlIUEHTOB, HE UMEBIIUX

noBbrmeHus LD, BeisiBieHs1 Mopdonorundeckue npu3Haku [1BX [Primary biliary cholangitis with normal alkaline



phosphatase: A neglected clinical entity challenging current guidelines / B. Terziroli Beretta-Piccoli, G. Stirnimann, J. Mertens [u ap.] // Journal

of Autoimmunity. —2021. — T. 116. — Primary biliary cholangitis with normal alkaline phosphatase. — C. 102578..

Jns AMA-NO3UTUBHBIX TAIMEHTOB, OTHOCSIIMUXCS K TPyIIe BbICOKOro pucka paszputus [IBX
(’KeHIIMHBI CPEIHET0 BO3pacTa WM cTaplie, pOACTBEHHUKH NTEPBOi cTeneHn poacTBa 00mbHbIX [16X),
BBINOJIHEHHE OMOTICHH ITEYeHH Il paHHEH JUAarHOCTHKH Iiesiecoo0pa3Ho 0e3 meproia JUIMTEeIHHOTO

Ha6J'I}O,Z[eHI/I$[. [You H., Duan W., Li S., et al. Guidelines on the diagnosis and management of primary biliary cholangitis. Clin. Transl.
Hepatol. 2023; 11 (3): 736-746.  Duan W., Chen S., Li S., et al. The future risk of primary biliary cholangitis (PBC) is low among patients with

incidental anti-mitochondrial antibodies but without baseline PBC. Hepatol. Commun. 2022; 6 (11): 3112-311]. ITo JaHHBIM KI/L
pacnpoctpaneHHOCTh AMA 'y poxacTtBeHHUKOB -6 ctemeHu poxactBa mnamueHToB ¢ [IBX
cocrapisieT 13,1 (B cpaBHenuu ¢ 1 % y 3m0poBbix rozaeit) [Ipu stom pacmpoctpanenHocts AMA
Y JKEHIIIMH ObIJIa BBIIIE, 9YeM Y MYXYHH (COOTBETCTBEHHO y cectep (20,7%), matepeit (15,1%) u
nouepeit (9,8%)), a y opatbeB (7,8%), otioB (3,7%) u ceiHOBel (0%)). Unentuduxanus u
nocjenyronee TIIATeNFHOE JWHAMHYECKOe HAONIOJeHHe 3a POJCTBEHHHUKAMHU 1-i cTermeHu

poactsa nanuenToB ¢ [1bX no3Bonunm ocymecTBUTh paHHIOW TUarHoCTUKY 1IBX /razaridis KN, Juran
B.D., Boe G.M., et al. Increased prevalence of antimitochondrial antibodies in first-degree relatives of patients with primary biliary cirrhosis.

Hepatology. 2007; 46 (3): 785-792.] Jpyrum ¢axtopom pucka pazsutus [IbX sBIsSIOTCS BHENEUEHOUHBIC

AMN3 Pprince MI, Ducker SJ, James OF. Case-control studies of risk factors for primary biliary cirrhosis in two United Kingdom populations.

Gut. 2010 Apr;59(4):508-12. doi: 10.1136/gut.2009.184218. PMID: 20332522. \\\ Parikh-Patel A, Gold EB, Worman H, Krivy KE, Gershwin ME.
Risk factors for primary biliary cirrhosis in a cohort of patients from the united states. Hepatology. 2001 Jan;33(1):16-21. doi:
10.1053/jhep.2001.21165. PMID: 11124815. \\\ Corpechot C, Chrétien Y, Chazouilléres O, Poupon R. Demographic, lifestyle, medical and familial
factors associated with primary biliary cirrhosis. J Hepatol. 2010 Jul;53(1):162-9. doi: 10.1016/j.jhep.2010.02.019. Epub 2010 Mar 31. PMID:

20471130.

Pexomennyercs npu MOA03PEeHNH Ha HbX paccMoTpeTh BbINIOJIHEHHE
HMMYHOTHCTOXUMHYecKOro ucciaenopanusi (UI'X-ucciaenoBanme) Omonrara medeHW IJIs
00HApY:KeHUsI MOPaKEHHSsI KeJTUYHBIX MPOTOKOB U MPU3HAKOB IPYTruX 3a001eBaHU MeYeHH
B INATHOCTHYECKH CJIOKHBIX H HeONpPe/AeJIeHHBIX CJIy4asix JJs BbiaBaeHus: npusnakos [16X

u/nan ero tupgepeHIMATbHON THATHOCTHKH.

Hsu M, Ju JY, Pearson MM, Yu L, Swanson PE, Yeh MM. IgG and IgM Immunohistochemistry in Primary Biliary Cholangitis (PBC) and
Autoimmune Hepatitis (AIH) Liver Explants. Am J Clin Pathol. 2022 Dec 1;158(6):770-773. doi: 10.1093/ajcp/aqacl01. PMID: 36048887.
B.E.Kapes, H.B.Mapuenxo, JLK.Ilanweosa, F0.B.Jlo63un, A.FO.bapanoeckuti dkcnpeccus bel-2 6 mxanu newenu nayuenmos ¢ aymoumMmyHHbIMU
3abonesanuamu nevenu uxporuveckum cenamumom C. JKypnan ungpexmonoeuu— 2013. — T.5, Ne 4. — C.14-19.

Liu HL, Yang AY, Xiong QF, Zhong YD, Liu DX, Huang P, Feng XN, Zhang Y, Yang YF. Aberrant cytokeratin 7 expression by hepatocytes can
predict the ductopenia grade in primary biliary cholangitis. BMC Gastroenterol. 2022 Nov 2;22(1):443. doi: 10.1186/s12876-022-02538-w. PMID:
36324070; PMCID: PMC9628093.

Ypoeenv yoeoumenvnocmu pexomenoayuit B (Yposenv oocmoseprnocmu ookazameibcme 4)
Kommenmapuu: Ilpn tunmunoir wmopdomormueckoit kaprue [IBX MI'X-okpammBanue
OronTaToB HE TPeOyeTCs, HO MOKET OBITH MOJIC3HO B IUATHOCTHYECKU CIOKHBIX CIy4asX U MPU

maddepeHnmanbHON TUarHOCTUKE. AHOMaNIbHAsl DKCTPECcCHsl NUTOKEpaTHHA 7 TemaTolHTaMHu



(CK7+) sBnsieTcss OTIMYUTEIBHON dYepTod 3a00ieBaHMI, COMPOBOXKIAIOIIUXCS XOJECTAa30M,

0COOEHHO Ipu JyKTOIICHUU

Liu HL, Yang AY, Xiong QF, Zhong YD, Liu DX, Huang P, Feng XN, Zhang Y, Yang YF. Aberrant cytokeratin 7 expression by hepatocytes can
predict the ductopenia grade in primary biliary cholangitis. BMC Gastroenterol. 2022 Nov 2;22(1):443. doi: 10.1186/5s12876-022-02538-w. PMID:
36324070; PMCID: PMC9628093.

[Tpu UI'X-uccnenoBanre TKaHEBBIX CPE30B C IUTOKepaTHHOM-7 (cytoceratin-7, CK7) mo3Bomnser
O00BEKTUBU3UPOBATh XapaKTep IMOPAKEHUS TEMaTOIMTOB M CTENCHH BOBJICYCHHS B IIPOLECC
J00YAPHBIX M HOPTAJIbHBIX JKEIYHBIX TPOTOKOB U MOBBICUTH 3(p(PeKTHBHOCTH MOPHOIOrHYECKON
maddepeHnmanbHO TUarHOCTHKKM 3a0oseBanHmii medeHn. AoeppantHas skcnpeccus CK 7

rEMnaToLMUTAMU MOXET MpECcKa3aTh creneHb AyKToneHur npu 116X, Liu HL, Yang AY, Xiong OF, Zhong YD, Liu

DX, Huang P, Feng XN, Zhang Y, Yang YF. Aberrant cytokeratin 7 expression by hepatocytes can predict the ductopenia grade in primary biliary
cholangitis. BMC Gastroenterol. 2022 Nov 2;22(1):443. doi: 10.1186/s12876-022-02538-w. PMID: 36324070, PMCID: PMC9628093.

Hns muddepenmmansroit auarnoctuku [16X, AUT u [IBX/AUI npemnaranock HCIOIb30BaHNE

UMMYHO()EHOTUTITMPOBAHUS TIA3MAaTHIECKUX KIIETOK (BbIsBieHue 1gG 1 IgM MO3UTHBHBIX) Moreira

RK, Revetta F, Koehler E, Washington MK. Diagnostic utility of IgG and IgM immunohistochemistry in autoimmune liver disease. World J
Gastroenterol. 2010 Jan 28;16(4):453-7. doi: 10.3748/wjg.v16.i4.453 W\ Hsu M, Ju JY, Pearson MM, Yu L, Swanson PE, Yeh MM. IgG and IgM
Immunohistochemistry in Primary Biliary Cholangitis (PBC) and Autoimmune Hepatitis (AIH) Liver Explants. Am J Clin Pathol. 2022 Dec

1;158(6):770-773. doi: 10.1093/ajcp/aqacl0l. PMID: 36048887. WU OLICHKA SKCIIPCCCHUU bcl-2. B.E.Kapes, H.B.Mapuenxo,

JI.K.Ilanveosa, FO.B.Jlobsun, A.FO.bapanosckuii Dxcnpeccus bel-2 6 mkanu nevenu nayuenmos ¢ aymouMMyHHbIMU 3A601e6aHUAMU NeYeHU U

xponuyeckum eenamumom C. JKypnan ungpexmonocuu— 2013. — T.5, Ne 4. — C.14-19.

Hns muddepenunammu ¢ 1gG4-cBa3anHbIM 3a007€BaHUEM MOXKET Takke TpeboBaThCs

ouorcus II€4YCHHU, B TOM YHCJIC HFX-HCCJ’IGI{OB&HI/ICM MaTCpuaa. /[: Lohr JM, Beuers U, Vujasinovic M, Alvaro
D, Frokjeer JB, Buttgereit F, Capurso G, Culver EL, de-Madaria E, Della-Torre E, Detlefsen S, Dominguez-Muiioz E, Czubkowski P, Ewald N,
Frulloni L, Gubergrits N, Duman DG, Hackert T, Iglesias-Garcia J, Kartalis N, Laghi A, Lammert F, Lindgren F, Okhlobystin A, Oracz G,
Parniczky A, Mucelli RMP, Rebours V, Rosendahl J, Schleinitz N, Schneider A, van Bommel EF, Verbeke CS, Vullierme MP, Witt H; UEG guideline

working group. European Guideline on IgG4-related Digestive Disease — UEG and SGF Evidence-based Recommendations. United European

Gastroenterol J. 2020 Jul;8(6):637-666. https://doi.org/10.1177/2050640620934911 ////]. Cne;[yeT YUYUTBIBATh, YTO OIIMCAHBI

ciydan couetanus [16X u IgG4-cBsa3anHOro 3a00JI€BaHUS Kim DW, Noh HY, Han SH, Noh MH. Liver cirrhosis

progression in a patient with overlapping IgG4-related sclerosing cholangitis and primary biliary cholangitis. // Korean J Pancreas Biliary Tract.
Published online April 30, 2025. doi:10.15279/kpba.2025.30.2.87 Takasumi M, Miyata M, Kuroda M, Terashima K, Abe K, Takahashi A,
Kobayashi H, Tazaki K, Watanabe H, Ohira H. Overlap of IgG4-related Disease and Primary Biliary Cirrhosis Complicated with Autoimmune
Thrombocytopenia. Intern Med. 2016;55(10):1387-92. doi: 10.2169/internalmedicine.55.6202. Epub 2016 May 15. PMID: 27181554.

2.6 Kpurepuu yCTAHOBJICHUS JHATHO3a

2.6.1 Kputepun vcranosJjgenns nuaraosa I1bX

PexomeHnayercs 111 ycTaHOBJIeHMs nanueHTaMm auarnosa IIbX ucnosb3o0BarTh cieaywime
KPUTEPUH:

a) MoBbIIIEHHE AKTUBHOCTH cbiBOpoTouHOil LIId>1,5 BI'H B TeueHue 00s1ee 24 Heneb,
COINPOBO:KIaI0NIeecH NOBbIeHneM akTuBHOCTH I'T'T;

0) natorHoMoHMYHbIe ayToaHTuTeNa (AMA\AMA-M2, n\uiu antu-sp 100 u\vuiam anTu-

gp210);



B) Tunn4HbIe A5 [IBX rucrosiornyeckne npusHaky (HerHOMHBIN AeCTPYKTHBHBIN
XOJIAHTMT, YTPaTa MeKI0/1bKOBBIX KeJIYHbIX IPOTOKOB).

,Z[J'lﬁ NMOCTAHOBKHM JHATHO3a JOCTATOYHO BBISIBUTD 2 KpuTepus.

Lindor KD, Gershwin ME, Poupon R, Kaplan M, Bergasa NV, Heathcote EJ. Primary biliary cirrhosis. Hepatology. 2009;50:291-308. doi:
10.1002/hep.22906

Lindor, Keith D.™!; Bowlus, Christopher L.?; Boyer, James®; Levy, Cynthia’; Mayo, Marlyn’. Primary Biliary Cholangitis: 2018 Practice
Guidance from the American Association for the Study of Liver Diseases. Hepatology 69(1):p 394-419, January 2019. | DOI: 10.1002/hep.30145
EASL Clinical Practice Guidelines: management of cholestatic liver diseases. J Hepatol. 2009;51:237-267. doi: 10.1016/j.jhep.2009.04.009
Bowlus CL, Gershwin ME. The diagnosis of primary biliary cirrhosis. Autoimmun Rev. 2014 Apr-May; 13(4-5):441-4. doi:
10.1016/j.autrev.2014.01.041.

You H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H, Chinese Society of Hepatology, Chinese
Medical Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun
28;11(3):736-746. doi: 10.14218/JCTH.2022.00347.

YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii B (YpoBeHb J0CTOBEPHOCTH A0Ka3aTeJbCTB 1).

Kommenmapuu: K xpurepnusam 116X oTHOCAT HIXKecIeAYOIITE.

EASL Clinical Practice Guidelines: management of cholestatic liver diseases. J Hepatol. 2009;51:237-267. doi. 10.1016/j.jhep.2009.04.009
Lindor, Keith D.; Bowlus, Christopher L.*; Boyer, James®; Levy, Cynthia®; Mayo, Marlyn’. Primary Biliary Cholangitis: 2018 Practice Guidance
from the American Association for the Study of Liver Diseases. Hepatology 69(1):p 394-419, January 2019. | DOI: 10.1002/hep.30145

Lindor KD, Gershwin ME, Poupon R, Kaplan M, Bergasa NV, Heathcote EJ. Primary biliary cirrhosis. Hepatology. 2009;50:291-308. doi:
10.1002/hep.22906

1) nossienue yposHs LD 6onee 1,5 BI'H B Teuenue Gonee 24 Henenb, KOTOPOE HE MOXKET
OBITH OOBSICHEHO IPYTUMH 3200JICBAaHUSMHU.

[Tpu knaccuueckom tedennu [1bX I[P mocTossHHO MOBBIIEHA (TTPU OTCYTCTBUH JICUCHUS ), U
U1l IOCTAHOBKY JIMarHo3a Heo0X0IMMO MUHUMYM JIByXKPaTHOE BBISBIICHHE €€ MOBBIIICHUS B
teueHue 24 nepens. [leuenounoe npoucxoxaenue LI{P noareepkaaeTcs 0JHOBPEMEHHBIM
noBeIIeHueM ['T'T EASL Clinical Practice Guidelines: management of cholestatic liver diseases. J Hepatol. 2009,;51:237-267. doi:
10.1016/j.jhep.2009.04.009 TIpr 3TOM TOJIKHBI OBITH UCKIIFOUEHBI APYTUE MPUIUHBI X0JIeCcTa3a

(Hampumep, BHENEYEHOUHBINA X0JI€CTa3 ¢ MOMOIIbIO BU3YaTU3UPYIOLIUX UCCIIEIOBAHUN); You H,

Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese Medical
Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun
28;11(3):736-746. doi: 10.14218/JCTH.2022.00347.

2) nanmnune AMA/AMA-M2 unu apyrux cnenududecknx ayroantuten kK [16X (antu-spl00 win
anTu-gp210) (cm. pazgen 2.3.2. UMMyHOIOrn4ecKasi IMarHoCTHKA);
3) TUCTOJIOTHYECKHUE TIPU3HAKH HETHOWHOTO IECTPYKTUBHOTO XOJIAHTHTA U JECTPYKIHH

MCIKIOJBbKOBBIX JKCITYHBIX ITPOTOKOB. Lindor, Keith D.* 1; Bowlus, Christopher L.2; Boyer, James3; Levy, Cynthia4; Mayo,
Marlyn5. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology

69(1):p 394-419, January 2019. | DOI: 10.1002/hep.30145 (CM. paznen 2.5 Mopdomormyeckasi TMarHOCTHKA).
ITpu Hanmuuuy kpuTepueB a) u 6) A nocraHoBkH AuarHosa [1bX Ouorncust neyenu He

TpebyeTcsl.

2.6.2. JImarHocTuka B 0cO0BIX rpynmnax



2.6.2.1 Inarnoctuka BapuantHoro [IBX (IIBX\AUTI', IIBX\IICX)

Pexomennyercs manuentam ¢ IIBX, ¢ HeOOHOKPATHBIM MOBBILICHHEM aKTHUBHOCTH AJIT>S5
BI'H w/man He oTBeyamImMM HAa Tepamnuio, Ha3HAYATH 00cJie0BaHHe JJIf HMCKJIIOYEeHHSA

papuaHTHOro cuiapoma IIBX/AHUI u npyrux 3a0os1eBanuii neyeHu

[European Association for the Study of the Liver (EASL). EASL Clinical Practice Guidelines: The diagnosis and managneement of patients with
primary biliary cholangitis/// Journal of Hepatology. — 2017. - Vol. 67. — P. 145-172].

Yposenb yoeauteabHocTu pekoMenaauuii C (YpoBeHb JOCTOBEPHOCTH 0KA3aTEJIbCTB 5)

Kommenmapuu: Ilanmentel ¢ [IBX MOryT HMMeTh YMEpPEHHOE TOBBIIMICHHE AaKTUBHOCTH

TpaHCaMHHA3, KOTOpoe OOBIYHO mojymaeTcst Koppekiuu Ha ¢one teparuu Y AXK /Christensen E,

Neuberger J, Crowe J, Portmann B, Williams R, Altman DG, et al. Azathioprine and prognosis in primary biliary cirrhosis. Gastroenterology
1986,90:508-509./47] Poupon R, Chazouilleres O, Balkau B, Poupon RE. Clinical and bio-chemical expression of the histopathological lesions
of primary biliary cirrhosis, UDCA-PBC Group. J Hepatol 1999;30:408—412;  Corpechot C, Poujol-Robert A, Wendum D, Galotte M,

Chretien Y, Poupon RE, et al. Biochemical markers of liver fibrosis and lymphocytic piecemeal necrosis in UDCA-treated patients with

primary biliary cirrhosis. Liver Int 2004;24:187-193,]. IIpoBefieHre oOcnenoBanue ans uckmoueHust AUD
MOKa3aHO MpHU JJIUTEIBHOM MOBBIICHUU AKTUBHOCTU TpaHcamMuHa3 >5 BI'H, a Takxe mioxom

OTBCTC Ha TCPAIIMIO B TCUCHUC 6-12 MECSALIEB [European Association for the Study of the Liver (EASL). EASL Clinical

Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis/// Journal of Hepatology. — 2017. - Vol. 67. — P.
145-172].

VY nanmenToB ¢ AMA anTHTeNna 0OHapyxuBaroTcs y 8-12% ciryuaeB 6€3 THCTOIOTHYECKUX

IMPU3HAKOB MOBPCKACHUA WIN IMOTCPH KCITYHBIX IPOTOKOB /[Czaja AJ, Carpenter HA, Manns MP. Antibodies to

soluble liver antigen, P4501ID6, and mitochondrial complexes in chronic hepatitis. Gastroenterology 1993;105:1522-1528.]. Omu nayuenmuol
omeeuatom Ha ummyHocynpeccustyio mepanuio AU, u I1IbX y nux ne passusaemcs [O'Brien C, Joshi S, Feld JJ, Guindi M, Dienes HP, Heathcote
EJ. Long-term follow-up of antimitochondrial antibody—positive autoimmune hepatitis. Hepatology 2008;48:550-556.]. [losmomy

HanuHaTmaneAMA y marmmenToB ¢ AUI, BeposSTHO, HEIOCTATOYHO [JIS TOCTAHOBKM UArHo3a
IBX. Tloka3anueMm Juist mpoBeAeHUs oOcieaoBanus nmaueHToB ¢ AUT s uckmouenust 16X
sBisgercs npu AV noBeiieHne akTUBHOCTH J1ab0paTOpHBIX MapkepoB xonectasa (111D >2 BITH,

w/umu ['TT >5 BITH), a Takke 11oxoil OTBET HA UMMYHOCYIIPECCUBHYIO T€PAIIUIO. Boberg KM, Chapman

RW, Hirschfield GM, Lohse AW, Manns MP, Schrumpf E, et al. Overlap syndromes: the International Autoimmune Hepatitis Group (IAIHG)

position statement on a controversial issue. J Hepatol 2011;54:374-385]

ITocranoBka mumarmosza IIBX\AWI' Bo3MOXHA TOIBKO B KOMIUIEKCE C IaHHBIMU
TUCTOJIOTMYECKOTO HCCIENOBaHUS, TaK KaK HAINYUE YMEPEHHOTO U TSHKEJIOTO «IIOTPaHUYHOTO»
renaruta B Ouonrtarax nedenu narnueHtoB ¢ [IBX onpenensier teuenne AWID u mokazaHust K

Ha3HaA4YCHUIO HMMYHOCYHPCCCHBHOﬁ TCPAIIUU [Kuiper EM, Zondervan PE, van Buuren HR. Paris criteria are effective in

diagnosis of primary biliary cirrhosis and autoimmune hepatitis overlap syndrome. Clin Gastroenterol Hepatol 2010,8:530-534; Boberg KM,
Chapman RW, Hirschfield GM, Lohse AW, Manns MP, Schrumpf E, et al. Overlap syndromes: the International Autoimmune Hepatitis Group

(IAIHG) position statement on a controversial issue. J Hepatol 2011;54:374-385.]. [I09TOMY BBIIIOJTHCHUC OMOIICHH TIEYEHHU

IIpU NIOAO03PCHUM Ha IIBX\AUI o6s3aTensHO Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis

Group (IAIHG) position statement on a controversial issue /K. M. Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International



Autoimmune Hepatitis Group // J. Hepatol. — 2011. — Vol. 54, No 2. — P. 374-385. Lohr JM, Beuers U, Vujasinovic M, Alvaro D, Frokjcer JB,
Buttgereit F, Capurso G, Culver EL, de-Madaria E, Della-Torre E, Detlefsen S, Dominguez-Muiioz E, Czubkowski P, Ewald N, Frulloni L,
Gubergrits N, Duman DG, Hackert T, Iglesias-Garcia J, Kartalis N, Laghi A, Lammert F, Lindgren F, Okhlobystin A, Oracz G, Parniczky A,
Moucelli RMP, Rebours V, Rosendahl J, Schleinitz N, Schneider A, van Bommel EF, Verbeke CS, Vullierme MP, Witt H; UEG guideline working
group. European Guideline on 1gG4-related digestive disease - UEG and SGF evidence-based recommendations. United European Gastroenterol

J. 2020 Jul;8(6):637-666. doi: 10.1177/2050640620934911 Minaga K, Watanabe T, Chung H, Kudo M. Autoimmune hepatitis and 1gG4-related

disease. World J Gastroenterol. 2019 May 21;25(19):2308-2314. doi: 10.3748/wjg.v25.i19.2308 (CM. pa3aci 2.5

Mopdoornyeckas JUArHOCTHKA).

He pexomenayercsi y NalWeHTOB ¢ MOJ03PeHHEM Ha BapPHAHTHBIN CHHAPOM
HBX\AHUI'_ucnosb30BaTh ynpoueHHble fuarioctudeckue kpurepuu AUIT TAIHG (E.M.

Hennes ¢ coasrt., 2008) 1151 BbIsiBJ1eHUus1 Komnonenra AU

[Boberg KM, Chapman RW, Hirschfield GM, Lohse AW, Manns MP, Schrumpf E, et al. Overlap syndromes: the International Autoimmune
Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol 2011;54:374-385.].

Yposenb yoeauteabnocTu pekoMengauuii C (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJIbCTB 5)

Kommenmapuu: Inarnoctryeckue mkansl g [16X ¢ npusnakamu AUL He BanuaupoBaHbl. ITO
OOBSCHSETCS MPEkKAE BCEro CXOXKECThIO J1a0OPaTOPHBIX, CEPOJOTHUECKUX U MOP(OIOrHIECKUX
npu3HakoB 3a6oneBanuil. Tak npu I1bX y 4acTi manmeHTOB MOTYT MOBBIIIATHCS TUTPHI AHTUTEI
u ypoBeHb Ig(G, BXopsmme B CTaHAApTHBIE IIKajdbl AuarHocTUKU AWI, uro 3arpyanseT

NOCTAHOBKY AMWATrHO3a [Vergani D, Alvarez F, Bianchi FB, Cancado EL, Mackay IR, Manns MP, et al. Liver autoimmune serology:

a consensus Sstatement from the committee for autoimmune serology of the International Autoimmune Hepatitis Group. J Hepatol 2004,41:677—

683./52] Invernizzi P, Lleo A, Podda M. Interpreting serological tests in diagnosing autoimmune liver diseases. Semin Liver Dis

2007;27:161-172]. Tlaprkckue Kpurepuu (CM. Jaiiee) mokasanu 0osee BEICOKYI0 9yBCTBUTEIBHOCTh U

crenuUIHOCTb B CpaBHEHUH ¢ nuarHoctuaeckumu mkagamu AUL npu 16X ¢ npuznakamu AUT
Kuiper EM, Zondervan PE, van Buuren HR. Paris criteria are effective in diagnosis of primary biliary cirrhosis and autoimmune hepatitis overlap

syndrome. Clin Gastroenterol Hepatol 2010,8:530-534. Taxum 06pa30M, IMPUMECHCHUE CTaHAAPTHBIX IHKaJl

muarnoctukr AUIT He 1ienecooOpa3Ho y MaHUeHTOB ¢ BapuaHTHBIM cuHApoMmoM [1BX u AUT

[Boberg KM, Chapman RW, Hirschfield GM, Lohse AW, Manns MP, Schrumpf E, et al. Overlap syndromes: the International Autoimmune
Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol 2011;54:374-385.].

Pexomennyercs nist nmaraoctuku [IBX/AUT ucnonb3oBats «I[lapmkckue kpurepum» (1o
Chazouilleres O, c coaBT. 1998), BKiIIOUaIOLINE OLIEHKY YPOBHS CbIBOPOTOYHBIX AJIT, LI|®D

ITT), IgG, nanuune AMA, ATMA n mopdoaorudeckue JaHHbIe.

LiuF., Pan Z.G., Ye J., et al. Primary biliary cirrhosis-autoimmune hepatitis overlap syndrome: simplified criteria may be effective in the diagnosis
in Chinese patients. J Dig Dis. 2014,;15:660-668 Chazouilleres O, Wendum D, Serfaty L, Montembault S, Rosmorduc O, Poupon R. Primary biliary
cirrhosis-autoimmune hepatitis overlap syndrome: clinical features and response to therapy. Hepatology 1998;28:296-301 Mack C.L., Adams D.,
Assis D.N., Kerkar N., Manns MP., Mayo M.J., Vierling J.M., Alsawas M., Murad M.H., Czaja A.J. Diagnosis and Management of Autoimmune
Hepatitis in Adults and Children: 2019 Practice Guidance and Guidelines From the American Association for the Study of Liver Diseases.
Hepatology. 2020; 72(2): 671-722. doi: 10.1002/hep.31065 77  \\Chazouilléres O., Wendum D., Serfaty L., Montembault S., Rosmorduc O.,
Poupon R. Primary biliary cirrhosis-autoimmune hepatitis overlap syndrome: clinical features and response to therapy. Hepatology.

1998,28(2):296-301. https.//doi.org/10.1002/hep.510280203.



YpoBenb yoeauteabHoCTH pekoMeHaanuil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2)

Kommenmapuu: “Tlaprxckue KpUTepun” ITUATHOCTUKU COOTBETCTBYIOT OINPEAEICHHUIM KaXKI0T0
u3 auarHo3oB [16X u AUI" u mo3BonsroT uaeHTUGUIMPOBATh MAIIMEHTOB C BOCMAIUTEIHLHBIM

komnoHeHToM AW, xotopeiMm nokazana UCT [Chazouilleres O, Wendum D, Serfaty L, Montembault S,

Rosmorduc O, Poupon R. Primary biliary cirrhosis-autoimmune hepatitis overlap syndrome: clinical features and response to therapy.
Hepatology 1998,;28:296-301] [Boberg KM, Chapman RW, Hirschfield GM, Lohse AW, Manns MP, Schrumpf E, et al. Overlap syndromes: the
International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue. J Hepatol 2011,;54:374-385; Kuiper EM,
Zondervan PE, van Buuren HR. Paris criteria are effective in diagnosis of primary biliary cirrhosis and autoimmune hepatitis overlap syndrome.

Clin Gastroenterol Hepatol 2010;8:530-534].

CoriacHO UM, AMAarHO3 MOXKET OBITH YCTAaHOBJICH MPHU COOMIONEeHNH 2 U3 3 KPUTEPHEB B

KaXXIIOM ITYHKTE:

Kpurepun 116X:
1) yposenb L@ >2 BI'H, w/unu yposens [ TT >5 BI'H;
2) HaJIM4YUe aHTUMUTOXOHIPHAIBHBIX aHTuTeN (AMA);
3) xapakTtepHas Mopdolornieckas KapTHHA - THUIIWYHBIE MOBPEKICHUS

KEJITYHBIX MPOTOKOB («IIBETYLINE) KEITYHbIE IIPOTOKN);

Kputepun AU (m0mKHBI OBITH COOTIOIEHBI 2 U3 3 KPUTEPHUEB):

1) ypoBeHb ceiBopoTouHOr AJIT>5BI'H;

2) ypoBeHb chiBopoTouHOro IgG>2BI'H win Hanuuue aHTUTEN K TIaJKUM
Mmermam (ATMA);
3) THCTOJIOTMYECKasi KapTHHA YMEPEHHOI'O MM TSXKEJIOro «IIOrPaHUYEHOro

rérnaTtuTta» (HepI/IHOpTaHbHHC Win TCPHUCCIITAJIbHBIC J'II/IMq)OI_II/ITapHBIC CTYIICHYATLIC

HEKpO3bI) B OuonTare.

CornacHo opuruHajgbHbIM “IlapmKCKUM KpUTHEpUSX~® [UIsI TOCTAHOBKM JTMArHO3a
JOCTaTOYHO 2-X JIFOOBIX KPHUTEpUEB U Kaxkaoro 3aboneBanus. Ho, ¢ ygeTom, 4TO OCHOBHOE
3Ha4YeHHWEe B auWarHoctuke u BeIOope sedenus it [IBX\AUI sBasercs mopdomormueckas

KapTUHA, TUCTOJIOTMYECKUI KPUTEPHUH SIBISIETCS 00s13aTEIbHBIM.

“Ilapmxckue KpUTEpUU~  UMEIOT BBICOKYIO CHEIM(PUUYHOCTH, HO YMEPEHHYIO
qyBCTBUTEIBHOCTHIO, UTO OOYCIIOBICHO BO3MOKHBIM HCKITIOYEHHEM MAIlMEHTOB C BapHAHTHBIM

CUHAPOMOM C MCHEC BBIPA)KCHHBIMU IPU3HAKAMU XOJICCTA3a. [Liu F., Pan Z.G., Ye J., et al. Primary biliary

cirrhosis-autoimmune hepatitis overlap syndrome: simplified criteria may be effective in the diagnosis in Chinese patients. J Dig
Dis. 2014,15:660-668] M. Graf, C. M Lange, M. M Langer et al. Primary Biliary Cholangitis (PBC)-Autoimmune Hepatitis (AIH) Variant
Syndrome: Clinical Features, Response to Therapy and Long-Term Outcome J Clin Med. 2023 Nov 11,12(22):7047. doi: 10.3390/jcm12227047

B cBs3u ¢ atum W. Zhang ¢ coast. (2018) mpenjoxeHa HOBasi CUCTEMa JUATHOCTUKH

AUI/TIBX, oHa mmeer Ooiiee BBHICOKYIO UYBCTBHTEIBHOCTH M CHEUU(UYHOCTH B CPAaBHEHUH C



“HapI/DKCKI/IMI/I KpI/ITepI/IHMI/I” [Zhang W, De D, Mohammed KA, Munigala S, Chen G, Lai JP, Bacon BR. New scoring classification
for primary biliary cholangitis-autoimmune hepatitis overlap syndrome. Hepatol Commun. 2018 Feb 20,2(3):245-253. doi: 10.1002/hep4.1148.

M. [Ipunoxenue). OgHako qaHHas KiaccuuKanys TpyaHA IS IPAKTHUECKOTO UCIIOIb30BAHUS.
Taxke HexkoTopble Mopdororuueckue Kputepun AWI, mnpenctaBneHHble B JaHHON

KJ1accU(UKAIMU, TI03kKe ObUIM OTBEPrHYThI Kak Npu3Haku AWI [Lokse AW, Sebode M, Bhathal PS, Clouston AD,

Dienes HP, Jain D, Gouw ASH, Guindi M, Kakar S, Kleiner DE, Krech T, Lackner C, Longerich T, Saxena R, Terracciano L, Washington K,
Weidemann S, Hiibscher SG, Tiniakos D. Consensus recommendations for histological criteria of autoimmune hepatitis from the International AIH
Pathology Group: Results of a workshop on AIH histology hosted by the European Reference Network on Hepatological Diseases and the European
Society of Pathology: Results of a workshop on AIH histology hosted by the European Reference Network on Hepatological Diseases and the

European Society of Pathology. Liver Int. 2022 May;42(5):1058-1069. doi: 10.1111/liv.15217 ] B HaCTOsAICEC BpPEMA
knaccupukamms W. Zhang c coast. (2018) He BKIIOYEHAa B KIMHUYECKHE PEKOMEHIALNU

BE€AYIIHUX TI'€IIaTOJIOITHYCCKUX accounaunﬁ, HO HCHOJIB3YCTCA B KIIMHUYCCKHUX HCCICIOBAHUAX

[A.E.C. Stoelinga, M.Biewenga et al. Diagnostic criteria and long-term outcomes in AIH-PB variant syndrome under combination therapy, Joost

P.H.JHEP Reports, 2024, 6, 1-11].

PexoMeHnayercsl y manMeHTOB ¢ yCTaHOBJeHHBIM quarHo3oMm I1BX, He oTBeyaromux
HA CTAaHAAPTHYI0 TEPalHI0, a TAKXKe INPH OBICTPOM NPOrpecCHpOBAHNM 3a00JIeBaHMA
paccmorpers BbinojHeHune MPXIIT' w1 aasi MCKJIOYeHUs] BapHAHTHOIO CHHAPOMAa C

HBX\ICX.

[S. Mago, GY Wu. J Clin Primary Sclerosing Cholangitis and Primary Biliary Cirrhosis Overlap Syndrome: A Review. Transl Hepatol. 2020 Aug
24;8(3):336-346. doi: 10.14218/JCTH.2020.00036].

YpoBeHsb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEIbCTB J)

Kommenmapuu: TlanmeHTamM ¢ OTCYTCTBHEM OTBETa Ha TEpalHio, a TaKkKe OBICTPBIM
MpOrpeccupoBaHueM 3a00JIeBaHMs CIEAYyEeT paccMOTpeTh Bompoc o mposeaeHnu MPXIIT mms
uckiroueHus BapuantHoro cuaapoma [IbX m TICX, a takke ¢ menbio auddepeHIraIbHO
JMAarHOCTHKH JIBYX ayTOMMMYHHBIX XOJIECTaTHYECKUX 3a00JIeBaHUI NIEUCHH, BBISIBICHUS IPYTUX

IIPUYHH X0JIECTA3A /S. Mago, GY Wu. J Clin Primary Sclerosing Cholangitis and Primary Biliary Cirrhosis Overlap Syndrome: A Review.
Transl Hepatol. 2020 Aug 24,8(3):336—346. doi: 10.14218/JCTH.2020.00036].

B cBsi3u ¢ mnoxoit m3ydeHHocThio BapuaHTHOW (opmbl IICX u [1BX, Bpaun mOMKHBI
MNPUMEHSTh HHIAUBUAYAIbHBIN MOAX0 MPH JUArHOCTHKE 3a00J1€BaHuUs Y MOJAOOHBIX MALUEHTOB.

OTCyTCTBYIOT €OMHBIE KpUTEpUH IUarHocTHKH BapuantHod ¢(opmer [IBX u TICX.
HaunOonee TOUHBIMM MPEACTABISIIOTCA KPUTEPUH, OCHOBAHHBIE HA AMAarHOCTUYECKUX MPHU3HAKAX

KJIaCCUYECKUX (bOpM IIBX u IICX [S. Mago, GY Wu. J Clin Primary Sclerosing Cholangitis and Primary Biliary Cirrhosis
Overlap Syndrome: A Review. Transl Hepatol. 2020 Aug 24,8(3):336-346. doi: 10.14218/JCTH.2020.00036] :

Jlnarnos ycrtaHaBiIMBaeTcs MalMeHTaM, KoTopble umerot 2 u3 3 kpurepues [1bX:
1) cunapom xonecTta3a B OMOXUMHUECKOM aHAJIU3€e KPOBH Oojiee 6 MecsieB
2) oOHapyXeHHE aHTUMHUTOXOHIpHANBbHBIX aHTUTen wWinm [IbX-cnemmpuyeckux

anTusiiepHbix antuten ANA (antu-gp210 w/unu antu-sp100)



3) rucrtonoruyeckas KapTHHA, TOJXyYeHHas TNpH OWONCUHM TeYeHH (AEeCTPYKTHBHBIN
XOJIAHTUT) — BBIIOJIHACTCS IPU OTCYTCTBUM QHTHUTEJ WK st (U PepeHnnanbHOoN AUarHOCTUKU

u

- xonauruorpadudeckue npuznaku [1CX.

Baxxno ormetnTh, uTOo OKOJO 2% manmeHToB ¢ IICX mmeror AMA-aHTUTENA [Kunuxo-

MOp(i)OJlOZM'-teCKue xapakmepucmuKku u 0COOEHHOCMU COYEMAHHO20 MeYeHUs. NepeuUvHoco CKIepo3upyrweco xoraneuma u 60CnaiumenbHblx

3abonesanuti kuweynuka. Ilazenko E.B, 2023. On pecypc, pesicum oocmyna: https://disser.spbu.ru/zashchita-uchenoj-stepeni-spbgu/853-pazenko-

ckaterina-viadimirovna-2.html], 9TO HE BCETIA ABIsETCA BapuaHTHBIM cuHApoMoM [TCX\IIBX.
2.6.2.2 IluarnocTuka cepoHeratusHoro I1bX

K oco6oit popme [TBX «AMA-HeratuBHbIi [15X)» OTHOCATCS MAMEHTHI ¢ KITMHHYECKOH
KapTHHOW 3a00JeBaHMS W TUCTOJIOTUYECKUMH HM3MEHEHHSMH TICUYCHH, HWIACHTUYHBIMU
kimaccnyeckoit  popme «AMA-nosutuBHBE [IBX», HO ¢ OTCyTCTBHEM CcrhelM()UIECKUX

CBIBOPOTOUHBIX AMA, KOTOpBIE HE BRIABISIFOTCA ¥ 5—10 % TaIMEHTOB /. Garselis NK, Dalekos GN. Molecular

diagnostic testing for primary biliary cholangitis. Expert Rev Mol Diagn. 2016;16(9):1001-1010. doi: 10.1080/14737159.2016.1217159.

1Granito A, Muratori P, Quarneti C, Pappas G, Cicola R, Muratori L. Antinuclear antibodies as ancillary markers in primary biliary cirrhosis.
Expert Rev Mol Diagn. 2012;12(1):65-74. doi: 10.1586/erm.11.82. , (a 10 HEKOTOPBLIM JaHHBIM Yy 15%) [Chen S, Duan W, Li M,

Li S, Lv T, Tian Q, et al. Prognosis of 732 ursodeoxycholic acid-treated patients with primary biliary cholangitis: A single center follow-up study
Sfrom China. J Gastroenterol Hepatol. 2019;34(7):1236—1241. doi: 10.1111/jgh.14521].
[Juliusson G, Imam M, Bjornsson ES, Talwalkar JA, Lindor KD. Long-term outcomes in antimitochondrial antibody negative primary biliary

cirrhosis. Scand J Gastroenterol. 2016,51(6):745-752. doi: 10.3109/00365521.2015.1132337].

[Ipu orpunarensHbiOM pe3ynabTaToMe aHann3a Ha AMA\AMA-M2 nuarnos [1bX momxeH ObITh

OCHOBAaH Ha TUIUYHBIX Matojgorudeckux npusHakax [IbX /Ozasian E., Efe C., Gokbulut Ozaslan N. The diagnosis of
antimitochondrial antibody-negative primary biliary cholangitis. Clinics and Research in Hepatology and Gastroenterology. 2016,40(5):553-561.

Doi:  10.1016/j.clinre.2016.06.001]. B ostux cirydasax LICJ'I€COOO6p8.3HO OIIpCICJICHUC CHCI_[I/IQ)I/I‘ICCKI/IX

AHTUHYKJICAPHBIX ayToaHTuTed — aHTH-gp210 u autu-spl00 [Hu SL, Zhao FR, Hu O, Chen WX. Meta-analysis

assessment of GP210 and SP100 for the diagnosis of primary biliary cirrhosis. PloS One. 2014 Jul 10;9(7):e101916. Doi:
10.1371/journal.pone.0101916. PMID: 25010534, PMCID: PMC4092088.].  [Working Subgroup (English version) for Clinical Practice
Guidelines for Primary Biliary Cirrhosis. Guidelines for the management of primary biliary cirrhosis: the Intractable Hepatobiliary Disease Study
Group supported by the Ministry of Health, Labour and Welfare of Japan. Hepatology Research. 2014,44:71-90. Doi: 10.1111/hepr.12270].

(cm. Takke 2.3.2 UmmyHosmorndeckas guarnoctrka). Coo0maercs 0 BO3MOXKHOCTH JTIOCTHIKEHUS

0oJiee BEICOKOM YYBCTBUTCJIIBHOCTH, UCIIOJIb3Ys KOM6I/IHaLII/IIO OTUX ABYX MAPKEPOB /32, Xiao H., Chen

J., Xie X., Liu Y., Li F. Diagnostic significance of autoantibodies in patients with primary biliary cirrhosis. Journal of Peking University (Health
sciences) 2012;44(2):209-214 37 Hirschfield G. M. Diagnosis of primary biliary cirrhosis. Best Practice & Research Clinical Gastroenterology.
2011;25(6):701-712. Doi: 10.1016/.bpg.2011.10.005].

Ot ayTOAaHTHUTCJIA, B 0COOEHHOCTHU aHTI/I-gp210, ACCOLUMUPOBAHbI C TAKECIBIM TCUYCHUCM

3a00JIeBaHNs U HC6HaFOHpI/IﬂTHLIM HUCXOOAOM [Nakamura M. Clinical significance of autoantibodies in primary biliary

cirrhosis. Seminars in Liver Disease. 2014;34(3):334-340. Doi: 10.1055/s-0034-1383732. [DOI] [PubMed] [Google Scholar] 12.Yamagiwa S.,

Kamimura H., Takamura M., Aoyagi Y. Autoantibodies in primary biliary cirrhosis: recent progress in research on the pathogenetic and clinical

significance. WorldJournal of Gastroenterology. 2014;20(10):2606—2612. Doi: 10.3748/wjg.v20.i10.2606]



[To nanHBIM MeTaananu3oB, aHTH-gp210, u anTH-sp100 06s1a1aI0T BHICOKOH CHENN(UIHOCTHIO,

HO HU3KOW YyBCTBUTEIBHOCTBIO B MUarHocTuke [1bX. [HuSL, Zhao FR, Hu O, Chen WX. Meta-analysis assessment of

GP210 and SP100 for the diagnosis of primary biliary cirrhosis. PloS One. 2014 Jul 10;9(7):e101916. Doi: 10.1371/journal.pone.0101916. PMID:
25010534; PMCID: PMC4092088] [Zhang Q, Liu Z, Wu S, Duan W, Chen S, Ou X, You H, Kong Y, Jia J. Meta-Analysis of Antinuclear Antibodies
in the Diagnosis of Antimitochondrial Antibody-Negative Primary Biliary Cholangitis. Gastroenterol Res Pract. 2019 Jun 10;2019:8959103. Doi:

10.1155/2019/8959103. PMID: 31281353; PMCID: PMC6590611] 1l03TOMy HX omIpeleneHue B CHIy HHU3KOH
YyBCTBUTEIHHOCTH HE MOXKET MPUMEHSTHCS sl uckiroueHus [16X, HO BhICOKas cienupuIHOCTh
MO3BOJIIET UCIIOIB30BaTh IS MOATBEpkIeHUs auardosa [1bX.

BeusiBienne  [IBX-crenmmduuecknx  aHTHHYKICApHBIX ~ ayTOAHTUTEN HE  MOXKET
rapaHTUpOBaTh TNPAaBWIBHOCTH auarHo3a IIbX paxke y DAnMEHTOB € XOJIECTATHYECKUMH
OMOXMMHYECKUMU ToKazaresiMu. [Ipu Habmogenun 3a 155 mamueHTaMu C IMOJIOKHUTEIbHBIM
pe3yibTaToOM Ha crieudHuyYecKre aHtuTeNna | MoBbIIeHHBIM ypoBHeM L@ w/mmm ITT O6pum
BBISIBIICHBI JIPYTHe TPUYHMHBI 3a0osieBaHus, B ToM uyncie 100 mamueHToB ¢ 3a00ieBaHUSIMU
reyeHu, He cBsa3anHbiMu ¢ [1BX, u 55 manpeHToB ¢ 3a00/1eBaHUSIMU, HE CBSI3aHHBIMH C IICYEHBIO,
YTO MO3BOJMJIO CHAEJaTh BBIBOA O HEOOXOAMMOCTH TIHIATEIbHOTO IMOUCKA KOHKYPUPYIOIIHX

OTHOJIOTHYCCKUX q)aKTOPOB 1 1O BO3BMOXXHOCTHU CBOCBPEMCHHOI'O JICUCHUA. [Zeng X, Lv T, Li S, Chen S, Li B,

Lu Z, Wang Y, Ou X, Zhao X, You H, Duan W, Jia J. Patients with AMA/anti-sp100/anti-gp2 10 Positivity and Cholestasis Can Manifest Conditions
Beyond Primary Biliary Cholangitis. J Clin Transl Hepatol. 2025 Mar 28,13(3):200-206. Doi: 10.14218/JCTH.2024.00374. Epub 2025 Jan 17.]

2.6.2.3. AMA-n03MTUBHOCTD 0€3 OMOXUMHYECKMX U3MEHEeHUI

«M3omupoBanHas AMA  DO3UTHBHOCTB» - COCTOSIHME, KOTOpPOE OIpPEAEIAETCS
BbIsiBJIeHHEM AMA B CBIBOPOTKE KPOBH B JUATHOCTUYECKOM THUTPE MPU OTCYTCTBUHU KIIMHUYECKHUX
U J1abOpaTOpHBIX NPHU3HAKOB XosecTaza. AMA-NO3UTHBHbIE MAIMEHThl 0€3 KIMHUYECKUX
nposieiennit  [IBX w  mabGopaTOpHBIX TPU3HAKOB XOJecTa3za MPEICTABISIOT  OOJBIIYIO

reTepOreHHyIo [0 COCTaBy IpyIily, TpeOyouryo 1udphepeHIMPOBAHHOIO NOAXO0A. [You H, Ma X, Efe

C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang F'S, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA,
Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M,
Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022
Feb;16(1):1-23. Doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914]

PexoMenayercsi mpu BbISBJIEHHM HW30JMPOBAHHOTO mNOBbIeHuss AMA B oTcyrcTBHe
CHH/IPOMA X0JIeCTa3a NPOBOANTH pPeryJisipHblii MOHMTOPUHT (onpeneenne L@ uI'T'T 1 pa3
B roi) 1A cBoeBpeMeHHOro BbifiBjeHusi IIBX u npm oOHapy:keHUM OHOXMMHUYECKHX

Npu3HaKkoB xoJiectasa (mospimenne P u/mau I'T'T) npoBecTH nepeoneHKy 1Mar{osa.
European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. Doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani
RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh D.J, Lesmana LA, Sollano J, Lau G,
Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary
cholangitis. Hepatol Int. 2022 Feb;16(1):1-23. Doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914.



You H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese Medical
Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun 28;11(3):736-746. Doi:
10.14218/JCTH.2022.00347. Epub 2023 Feb 10. PMID: 36969891, PMCID: PMCI10037524.

YpoBeHb yOenuTejsbHOCTH  pekoMeHaamuii B (YpoBeHb  J0CTOBEpPHOCTH
JI0Ka3aTeJbCTB 4)
Kommenmapuu. Py iccnenoBaHuil JEMOHCTPUPYET, YTO Y 340POBBIX ULl AMA BBISBISIOTCS B

0,07- 9,9% CIIYYaCB [Mattalia A., Quaranta S., Leung P.S., et al. Characterization of antimitochondrial antibodies in health adults.

Hepatology. 1998, 27 (3): 656-661. Omagari K., Rowley M.J., Whittingham S., et al. Autoantibodies to M2 mitochondrial autoantigens in normal
human sera by immunofluorescence and novel assays. J. Gastroenterol. Hepatol. 1996, 11 (7): 610-616. Turchany J.M., Uibo R., Kivik T., et al.

A study of antimitochondrial antibodies in a random population in Estonia. Am. J. Gastroenterol. 1997; 92 (1): 124—126].. B 1996 2]. OI[HaKO,
JUTUTENbHbIC HAOMIOACHNS 32 MTO00HBIMU «3I0POBBIMMY» JIMI[AMU BBISIBUIIN UX HEOJHOPOIHOCTb.
B onHOM M3 paHHHX HCCIIEJOBaHWA Ha MPOTSHKEHUE 18 seT mpociexeHsl uctopun 0oie3nn 29
O6eccuMnTOMHBIX AMA MO3UTHBHBIX TAIIMEHTOB, Y KOTOPBIX B 40 % cilydaeB 10 JaHHBIM OHOTICHH
obu1 quarnoctupoBan [16X. 3a nepuoa HaOmoacHUS y 76% MAUCHTOB MOSBHINCH CHMITOMBI
I1bX, a 'y 83% nossimenue 1LI®. Apropsr ormernim 6onee sierkoe Tedenue [1bX y aTux 60mbpHBIX
— HHU Yy OOHOI'O M3 HUX HE pa3BWIACA LHUPPO3 NICUYCHU. [Metcalf J.V., Mitchinson H.C., Palmer J.M., et al. Natural history
of early primary biliary cirrhosis. Lancet. 1996; 348 (9039): 1399-1402]. HelaBHee OIHOLIGHTPOBOE HCCIIEIOBaHHE
nokasaio, uto Oonee 80% mnanueHTOB ¢ MONOKUTENbHBIMU AMA u HopmanbHO# LD umenu

TUCTOJIOTHUYCCKHUC ITPU3HAKHU I1BX. /Sun C, Xiao X, Yan L, et al. Histologically proven AMA positive primary biliary cholangitis
but normal serum alkaline phosphatase: Is alkaline phosphatase truly a surrogate marker. J Autoimmun. 2019;99:33-38. Doi:

10.1016/j,jaut.2019.01.005]. DTH JaHHble moaTBepxkaatorca KM, B kotopom y 30 mamuMeHToB C
nonoxkutedbHbIMU AMA n/unu [1bX-cnenuduuecknvu AHA, Ho HOpMansHBIM ypoBHeM I[P B

CBIBOPOTKE KpoBHU, B 80% cilydyaeB BBIBISUIMCH ructojoruueckue npusHaku [IBX (7eriroii BB,

Stirnimann G, Mertens J, et al. Primary biliary cholangitis with normal alkaline phosphatase: a neglected clinical entity challenging current

guidelines. J Autoimmun. 2021;116:102578. Doi: 10.1016/j.jaut.2020.102578].

B pexomengamusax APASL npennaraetcs mpu M30JIMPOBaHHOM MOBBIIEHUH AMA y OTIeNbHBIX
MaIMEHTOB (C TOBBIICHHBIM ypoBHEM IgM, BoicokuM THTpoM AMA mmm L@, 6mm3kum k BI'H)

paccMaTpuBaTh BO3MOXKXHOCTDH OHOIICUU ITeYCHU JJIAA BBISIBJIICHUSA JOKIIMHUYCCKOT'O I1IBX

You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA,
Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin
SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis.
Hepatol Int. 2022 Feb;16(1):1-23. Doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914.

You H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H,; Chinese Society of Hepatology, Chinese Medical
Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun 28,11(3):736-746. Doi:

10.14218/JCTH.2022.00347. Epub 2023 Feb 10. PMID: 36969891; PMCID: PMC10037524. BASL pexomMeHayeT MpOBOAUTH
HaOJIo/IeHNe 3a MalMeHTaMU IOJIOKUTEIbHBIMM Ha AMA ¢ HOpMalbHBIMU IE€YEHOUHBIMHU
MIOKA3aTeIsIMU CHIBOPOTKH KPOBHU C €KErOJHBIM TECTHUPOBAaHHMEM OMOXMMHUYECKUX IOKazaTeneit

JJI paHHCfI JHArHOCTHKH I1bX. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis
and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. Doi: 10.1016/j.jhep.2017.03.022. Epub 2017

Apr 18. PMID: 28427765.



I'pynner  Beicokoro pucka passutus [1BX npu AMA-NO3UTHBHOCTH, KOTOPBIM CJEIYET
paccMaTpuBaTh BBIIOJHEHHWE OMOINCHM MIE€YEHHM pAacCMOTPEHBl B Bblle B pasznene 2.5

“Mopdonorndyeckasi AUATHOCTHKA”
2.6.2.4 IluarHocTMKa MMMYHOOIIOCPEeOBAHHBIX 3200/1eBaHuii, accounnpoBaHHbIX ¢ [IBX

IIpu BO3HMKHOBEHMH MOI03PEHHIi HA Pa3BUTHE KOMOPOMIHOT0 HMMYHOOIIOCPEI0BAHHOI O
3a0oJieBanus y nanuenta ¢ [IBX noka3aHo BbInoJIHeHHe CKPUHMHIOBOI'0 00c/1e/I0BaHus U
KOHCYJIbTalusl NPO(UILHOr0 crenuaaucTa (peBMaTo/0r, SJHAOKPUHOJIOT, 1ePMAaTOJIOT,

opranbmoJior) B coorBeTcTBUM ¢ KP mo mpeanosiaraemomy 3a001eBaHHIO
European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary

biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. Doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

Yposenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenmapuu. llpu xypanuu namueHtoB ¢ [IBX co cTopoHbI nedamiero Bpada HeoOXOIUM
BBICOKMI ~ YpPOBEHb  HACTOPO)KEHHOCTM B OTHOILIEHMHM  BBIABICHMS  KOMOPOHMIHBIX
HMMMYHO3aBHUCHMBIX 3a00s1eBaHuH, B IIEPBYIO ouepenp, pPEBMaTUYECKUX,
racTPOIHTEPOIOIMUECKUX, IHAOKPUHOJIOTHYECKUX U KOKHBIX.

3armo103puTh pa3BUTHE KOMOPOHUIHON MATOJIOTHHU CIIEAYeT Ha OCHOBAHUH KIMHUYECKUX H\HJIH
71a00paTOPHBIX AAHHBIX, YKAa3bIBAIOIIUX HA Pa3BUTHE BHEMEUEHOYHOTO nopakeHus. B tabmune 2
yKa3aH CIEKTP KIMHUYECKUX MPOSBICHUH, MTO3BOJSMIOIINX 3aII0I03PUTh Pa3BUTHE KOMOPOHIHOM
PEBMAaTHYECKOW TMATOJIOTHH, accouuupoBaHHOM ¢ IIbX, W pexkoMeHayemble NEPBUYHBIE
oOciieioBaHMs, BKIIOYAIOIIME O0O0s3aTENbHYI0 KOHCYIBTAIlMIO peBMaTonora. JlampHeiiniee
o0cJetoBaHKEe TIPH TIOJJ03peHUH Ha accoruupoBanHoe ¢ [16X AU3 BhINoNHIETCS B COOTBETCTBUU

¢ KP mo cootBeTcTBYyMOMIICH HO30M0THYECKOH popme

Tabnuna 2. CekTp KIMHIYECKUX TMPOSIBICHHM, TIO3BOJISIONINX 3aII0I03PUTh pa3BUTHE
KOMOPOUTHOM peBMaTHYeCKON NMaTonoruu, acconuupoBanHoii ¢ [16X, u mnan noo6cnenoBanus
IIaouCHTOB

https://cr.minzdrav.gov.ru/preview-cr/250 3 \\AHnanbeBa JI.I1. PanHss cucTeMHast CKiepoaepMust -COBPEMEHHBIN aJrOPUTM JTHarHOCTUKU

(nexiust). Hayuno-npaxrudeckast pemaronorust. 2012;50(2):87-93. https://doi.org/10.14412/1995-4484-2012-1279 \\\
https:/www.rmmot.ru/public/uploads/RNMOT/clinical/2022/Kaun_pek_%?20tepaneBrsl_6.pdf \\ Shiboski CH, Shiboski SC, Seror R, Criswell

LA, Labetoulle M, Lietman TM, Rasmussen A, Scofield H, Vitali C, Bowman SJ, Mariette X; International Sjogren's Syndrome Criteria
Working Group. 2016 American College of Rheumatology/European League Against Rheumatism Classification Criteria for Primary Sjogren's
Syndrome: A Consensus and Data-Driven Methodology Involving Three International Patient Cohorts. Arthritis Rheumatol. 2017 Jan;69(1):35-
45. doi: 10.1002/art.39859. Epub 2016 Oct 26. PMID: 27785888; PMCID: PMC5650478.
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2.6.3. CrpaTuukauusi pUCKOB NPOrPecCUPOBAHUS U PA3BUTHUS 0CT0KHEHUI

CoBpeMeHHas OlleHKa CTpaTHU()UKALUU PUCKOB, HAIIPAaBJICHHAs Ha BBISBJICHUE MTALIUEHTOB
¢ IIBX u NOBBIIIEHHBIM PHUCKOM HPOTPECCUPOBaHUS 3a00JIE€BaHMs, BKIIOYACT YIIyOJCHHBIH
aHaJu3 JeMorpapMuecKuX JaHHbIX, KIMHUYECKUX U J1JaOOpaTOPHBIX JaHHBIX, TpoduiIel aHTUTEN,
oleHKy (pubpo3a MedYeHn ¢ MCIOIB30BAHMEM KaK MHBA3HBHBIX, TAK M HEHMHBA3MBHBIX METOJIOB,

OTBET HA JICUCHUC. Martini F, Balducci D, Mancinelli M, Buzzanca V, Fracchia E, Tarantino G, Benedetti A, Marzioni M, Maroni L. Risk

Stratification in Primary Biliary Cholangitis. J Clin Med. 2023 Sep 1;12(17):5713. doi: 10.3390/jcm12175713. PMID: 37685780; PMCID:
PMC10488776.

Pexomenayercst npn nocraHoBke quarHosa [IBX u B maapHeiiimeM B mpomecce HaA0I0IeHAS
OLICHMBATHL JeMorpaduyeckue, KIMHHYECKHe, JA0OpaTOpPHbIe MOKa3aTeld, OTBEeT Ha
Tepanuoe, CTAAuK 3a00J1eBaHUs, OIpele/iieMyl0 BbIpakeHHOCTbIO ¢udpo3a, miIsA

NPOTrHO3MPOBAHNS TeYeHHs 3200/1eBaHNs M KOPPEKIMH JeYeHus.

Martini F, Balducci D, Mancinelli M, Buzzanca V, Fracchia E, Tarantino G, Benedetti A, Marzioni M, Maroni L. Risk Stratification in Primary

Biliary Cholangitis. J Clin Med. 2023 Sep 1;12(17):5713. doi: 10.3390/jcm12175713. PMID: 37685780; PMCID: PMC10488776 OwnbKa!

HEAOHVCTMMbIﬁ 06beKT FTUNEPCCbINKWN. European Association for the Study of the Liver. EASL Clinical Practice Guidelines:

The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022.
Epub 2017 Apr 18. PMID: 28427765. \\Onofrio FQ, Hirschfield GM, Gulamhusein AF. A Practical Review of Primary Biliary Cholangitis for the
Gastroenterologist. Gastroenterol Hepatol (N Y). 2019 Mar,;15(3):145-154. PMID: 31061656, PMCID: PMC6495411.

Yposens yoeauTeabHocTH pekomMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).

Kommenmapuu: OnieHka pucka HauMHaeTcsa ¢ MoMeHTa Bepudukanmu guarHo3a [1BX. Ona
BKJIIOUAET B cebs gemorpadudeckue (hakTopsl (BO3pacT U M0d), 1a0opaTOpHbBIE TaHHbIE (BKIIIOYas
NoKa3aTeau QYHKIUH IIeYeHN ), KITMHUYECKUE U CePOJIOTHUECKUE TapaMeTphl (Takue Kak Npopuiib

aHTHUTEIT), HCMHBA3UBHYIO TMAaTHOCTUKY (PHOPO3a. LindorK.D., Bowlus C.L., Boyer J., Levy C., Mayo M. Primary Biliary

Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019;69:394-419. doi:
10.1002/hep.30145.

1. Jlemoepaghuuecxue oanmvie

1.1. Ilon. Tockonbky u3BectHO, uTo [IBX mpenmMyiiecTBEeHHO MOpa)kaeT KEHIIHH, Y MY>KYHH
YacTO JMArHo3 yCTAaHABIMBACTCS C 3aJCPXKKOHM, YTO MPUBOIUT K €ro BBIIBICHHUIO Ha Oonee
npoasuHyToit ctanuu 3aboneBanusi (LIII). Ilo cpaBHeHuio ¢ xeHummHamu y MyxxuuH c¢ [1bX
OTMEYAeTCsl MOBBILICHHBIN PUCK PAa3BUTHUA KEITYXH, OCTPOH IMEYCHOYHOH HEIOCTATOYHOCTH,
CIIOHTAHHOTO OaKTEepHAJIBHOTO MEPUTOHNUTA, TPAHCIUIAHTALIUY IEYEHU U CMEPTHOCTH, CBSI3aHHOM
¢ medeHbto. 3a0oneBaemocts ['L[P BbIe y MyxunH, He oTBeTHBIMX Ha Tepanuio Y XK, mo
CpaBHEHHUIO ¢ OTBeTHUBIIMMU Ha Tepamnuio ¢ OP= 4,44, V xenmun puck ['LIP yBennuuBaercs

nponopruruoOHaJIbHO THCTOJIOTHUYECKOU CTalun, Toraa Kak y My>K4uH FHP MOKET BOBHUKHYTbH Ha



J'IIO6OI>1 CTAOAWUW. Martini F, Balducci D, Mancinelli M, Buzzanca V, Fracchia E, Tarantino G, Benedetti A, Marzioni M, Maroni L. Risk

Stratification in Primary Biliary Cholangitis. J Clin Med. 2023 Sep 1;12(17):5713. doi: 10.3390/jcm12175713. PMID: 37685780; PMCID:
PMC10488776. \\Lindor K.D., Bowlus C.L., Boyer J., Levy C., Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American
Association for the Study of Liver Diseases. Hepatology. 2019,;69:394-419. doi: 10.1002/hep.30145. \\\Hirschfield G.M., Beuers U., Corpechot C.,
Invernizzi P., Jones D., Marzioni M., Schramm C. EASL Clinical Practice Guidelines: The Diagnosis and Management of Patients with Primary
Biliary Cholangitis. J. Hepatol. 2017;67:145—172. doi: 10.1016/j.jhep.2017.03.022.

1.2. Bospacm. B crapiieii rpymnmne nandeHToB (BO3pacT HA MOMEHT MOCTAaHOBKW JHMArHosa > 55
JIeT) CTaHIapTU3UPOBAHHBIH YPOBEHb CMEPTHOCTH COOTBETCTBYET IIOKa3aTeNll0 B oOIei
MOIYJISILMK, TOTJA KaK y MOJOZBIX MMAIMEHTOB YPOBEHb CMEPTHOCTH M3-3a NMPUYUH, CBS3aHHBIX C
MICYEHBIO B CEMb Pa3 BhILIE 0KHMIaeMOro. Bo3pact Ha MOMEHT NOCTAHOBKH JJMarHO3a TECHO CBSA3aH
¢ orBeroMm Ha Tepanuio Y/IXK (ot 90% cpenm mammentoB ctapmie 70 metr mo menee 50% ms
nanueHToB Mojioxke 30 JIeT) U BBDKHBAEMOCTBIO 0€3 TpaHCIUTaHTan|. MoJIo101 BO3pacT CBsI3aH
C TOBBIIIEHHBIM prUcKoM HedddekTuBHOCTH nedenusi, TII u cMepTH, TOrma Kak camble BBICOKHE

IIAHCHI XOpomero oTeeTa Ha Tepanuo Y JIXK HaOmogaroTcs y manueHToB cTapiie 65 JeT. Kubotal.,

Ikeda F., Terada R., Kobashi H., Fujioka S., Okamoto R., Baba S., Morimoto Y., Ando M., Makino Y., et al. Mortality Rate of Patients with
Asymptomatic Primary Biliary Cirrhosis Diagnosed at Age 55 Years or Older Is Similar to That of the General Population. J. Gastroenterol.

2009;44:1000-1006. doi: 10.1007/500535-009-0090-2. OuMbKa! Hegonyctumbiii 06bEKT rMNEpPCCbIIKN. Carbone M,

Mells G.F., Pells G., Dawwas M.F., Newton J.L., Heneghan M.A., Neuberger J.M., Day D.B., Ducker S.J., Sandford R.N., et al. Sex and Age Are
Determinants of the Clinical Phenotype of Primary Biliary Cirrhosis and Response to Ursodeoxycholic Acid. Gastroenterology. 2013,144:560—
569.e7. doi: 10.1053/j.gastro.2012.12.005. \\Cheung A.C., Lammers W.J., Murillo Perez C.F., van Buuren H.R., Gulamhusein A., Trivedi P.J.,
Lazaridis K.N., Ponsioen C.Y., Floreani A., Hirschfield G.M., et al. Effects of Age and Sex of Response to Ursodeoxycholic Acid and Transplant-
Free Survival in Patients With Primary Biliary Cholangitis. Clin. Gastroenterol. Hepatol. 2019,17:2076-2084.e2. doi: 10.1016/j.cgh.2018.12.028.

2. Knunuueckue ¢haxmopui

2.1.  Cummmomnwiti IIBX.  Cuwmraerca, uyto Hammuume cumnromoB [IBX  (3yx;,
c1a00CTh\yTOMIISIEMOCTh, CyXOUW CHHJIPOM H JIP.) CBHICTEIILCTBYET O XY/IIIEM IPOTHO3E, HO JIAHHBIC
0 BIUSHUHM CUMITOMOB Ha MporHo3 y manueHtoB ¢ [IbX mporuBopeunBsl. BepositHo, Hamuune
CUMITOMOB SIBJIICTCS TIOKA3aTeJIeM CTaJ M 3a00JiCBaHMs, a HE HE3aBUCUMBIM (HaKTOPOM,

OIPEACTIAIOIINM IIPOTHO3. Mitchison H.C., Lucey M.R., Kelly P.J., Neuberger J.M., Williams R., James O.F.W. Symptom Development
and Prognosis in Primary Biliary Cirrhosis: A Study in Two Centers. Gastroenterology. 1990;99:778-784. doi: 10.1016/0016-5085(90)90968-7.
OwunbKa! HegonycTMmMblit 06BEKT rMNEPCCbINIKW. Mahl T.C., Shockcor W., Boyer J L. Primary Biliary Cirthosis: Survival

of a Large Cohort of Symptomatic and Asymptomatic Patients Followed for 24 Years. J. Hepatol. 1994;20:707-713. doi: 10.1016/S0168-
8278(05)80139-4.

2.2. Accoyuuposannvie ¢ IIBX 3abonesanus

2.2.1. Bapuanmuwiti cunopom [IEX\AUT

Bapuantseiii cuagapom [IBX\AUIDT mMmeeT Xynamuid JOATOCPOYHBIH MPOTHO3 TO CPABHEHUIO C
«aucteiMm» [1BX unmun AUDT 6e3 mepekpecta: yCcKOpeHHOE MporpeccupoBanue ¢pudpo3a meyeHu

(69,6% nipoTuB 46,2%), IOBBIIIEHNE PUCKA CMEPTH, CBSI3aHHOH C MeYeHbt0, U Heooxoaumoctu TII.



Chazouilléres O. Overlap Syndromes. Dig. Dis. 2015;33:181-187. doi: 10.1159/000440831. OLuMOKa! Hegonyctumblii 06beKT

FTUMNEePCCbINIKU. Neuhauser M., Bjornsson E., Treeprasertsuk S., Enders F., Silveira M., Talwalkar J., Lindor K. Autoimmune Hepatitis—PBC

Overlap Syndrome: A Simplified Scoring System May Assist in the Diagnosis. Am. J. Gastroenterol. 2010;105:345-353. doi:
10.1038/ajg.2009.616.

Xots tepanust Y XK MokeT BBI3bIBATh OMOXUMHUYECKHI OTBET Y HEKOTOPHIX mamueHToB ¢ [IbX\-
AUI', HO OONBIIMHCTBY ManeHTOB TpeOyercs komOmHamus YJXK u mMMyHOCympeccHBHOM

TEpanuy Il CHIKSHHUST CKOPOCTH MTpoTrpeccupoBanus Gudposa.

Boberg K.M., Chapman R.W., Hirschfield G.M., Lohse A.W., Manns M.P., Schrumpf E. Overlap Syndromes: The International Autoimmune
Hepatitis Group (IAIHG) Position Statement on a Controversial Issue. J. Hepatol. 2011;54:374-385. doi: 10.1016/j.jhep.2010.09.002.

Chazouilleres O., Wendum D., Serfaty L., Rosmorduc O., Poupon R. Long Term Outcome and Response to Therapy of Primary Biliary Cirrhosis—
Autoimmune Hepatitis Overlap Syndrome. J. Hepatol. 2006;44:400-406. doi: 10.1016/j.jhep.2005.10.017.

2.2.2. Bueneyenounvie AU3
JlaHHBIE O BIMSHUM HA TPOTHO3 IPOTUBOPEUYMUBEL. Tak, B KpynmHOM peTpocnekTuBHOM KU mokaszano

HEraTUBHOE BIMSHHUE Ha BEKHBaeMOCTh coueTanus I1bX ¢ cucteMHON CKIIEpOoIepMUEH. Liu Y, Han K,

Liu C, Duan F, Cheng J, Yang S. Clinical Characteristics and Prognosis of Concomitant Primary Biliary Cholangitis and Autoimmune Diseases: A

Retrospective Study. Can J Gastroenterol Hepatol. 2021 Mar 17;2021:5557814. doi: 10.1155/2021/5557814. PMID: 33791253; PMCID:
PMC7994093. B npyrom kpynaom KU, e nokazano Bnmusare ANU3 Ha nmporuo3 [16X

Efe C, Torgutalp M, Henriksson I, Alalkim F, Lytvyak E, Trivedi H, Eren F, Fischer J, Chayanupatkul M, Coppo C, Purnak T, Muratori L, Werner
M, Muratori P, Rorsman F, Onnerhag K, Nilsson E, Heurgué-Berlot A, Demir N, Semela D, Kiyict M, Schiano TD, Montano-Loza AJ, Berg T,
Ozaslan E, Yoshida EM, Bonder A, Marschall HU, Beretta-Piccoli BT, Wahlin S. Extrahepatic autoimmune diseases in primary biliary cholangitis:
Prevalence and significance for clinical presentation and disease outcome. J Gastroenterol Hepatol. 2021 Apr;36(4):936-942. doi: 10.1111/jgh.15214.
Epub 2020 Aug 23. PMID: 32790935.4

3. Jlabopamopuvie Oantbie

3.1. bBuoxumuueckue noxazamenu

CBsi3b MeXAy akTUBHOCTBIO chiBopoToyHOW D u puckom TII u cmeptu y manmentoB c¢ 16X
SABIISIETCSL JIOTJIMHEHHOW, ¢ Oonee BbICOKMMHU ypoBHsMHU LD, ykaspBaromMMu Ha CHIKEHHE
nrancoB Ha BebkuBaHue 0e3 TII. AktuBHOCTH [1I® > 2 x BI'H Ha ucxoanom yposse (OILI = 2,13,
95% HW: 1,72-2,65) u mnocne 1 roma HaOmomenus (OUl= 2,49, 95% HAU: 2,14-2,89)
JIEMOHCTPHPOBaAJIa CaMyl0 BBICOKYIO MMPOTHOCTHYECKYIO CTIOCOOHOCTh. AKTHBHOCTD LD siBnsieTcst
Ha/Ie)KHBIM MapKepoM OTBETa Ha JieueHHe, a Oojiee HM3KHE YPOBHHU YKAa3bIBAIOT HA JIydIIWi
NPOrHO3, CHW)KEHHE CMEPTHOCTHM U Oojee mponoiDKUTeNnbHOe BbDKMBaHue 0e3  TIL
[IporHoctuueckuii moteHnuan [Ild nOMONMHUTENEHO YCHIMBAETCS, KOTJa OH KOMOWHUPYETCS C

ypOBHSIMU OMMpyOuHa win akTuBHOCTHIO [ T'T.

Lammers W.J., van Buuren H.R., Hirschfield G.M., Janssen H.L.A., Invernizzi P., Mason A.L., Ponsioen C.Y., Floreani A., Corpechot C., Mayo
M.J., et al. Levels of Alkaline Phosphatase and Bilirubin Are Surrogate End Points of Outcomes of Patients With Primary Biliary Cirrhosis: An
International Follow-up Study. Gastroenterology. 2014;147:1338-1349.¢5. doi: 10.1053/j.gastro.2014.08.029.

Corpechot C., Abenavoli L., Rabahi N., Chrétien Y., Andréani T., Johanet C., Chazouilléres O., Poupon R. Biochemical Response to Ursodeoxycholic
Acid and Long-Term Prognosis in Primary Biliary Cirrhosis. Hepatology. 2008;48:871-877. doi: 10.1002/hep.22428.

VYpoBeHb CHIBOPOTOYHOro 00mIero OwinpyOMHa WrpaeT BakKHYIO poOjib B INPOrHO3UPOBAHUU
BbDKMBAeMOCTU HanueHToB. OnHako ero 3¢(ekTuBHOCTH B CTpaTU(HMKAIMK pUCKAa B Hayaye

3a00JIeBaHUS OrpaHu4cHa, IMMOCKOJIbKY IOBBIIICHHBIC YPOBHHA 0OBIYHO HaGJ’I}OZ[a}OTCFI Ha IMO3JHUX



cramusax [1bX. O0mwuii OmmupyOuH 0071a1aeT pa3IuIHON CIIOCOOHOCTHIO TPEACKa3bIBAaTh MIPOTHO3,
Jla’ke €CIIM €ro YPOBHU HaXOJATCs B Mpejienax peepeHTHBIX 3HAU€HHI; B YaCTHOCTH, 3HaYCHUS >
0,6 x BI'H cBs13aHbI ¢ XyAIIUMU UCXOJJAMHU.

Dickson E.R., Grambsch P.M., Fleming T.R., Fisher L.D., Langworthy A. Prognosis in Primary Biliary Cirrhosis: Model for Decision Making.

Hepatology. 1989;10:1-7. doi: 10.1002/hep.1840100102. OwIMOKa! HeaonycTMmblii 06bEKT rMnepcCcbiNIKU. Goet 1.C.,

Harms M.H., Carbone M., Hansen B.E. Risk Stratification and Prognostic Modelling in Primary Biliary Cholangitis. Best. Pract. Res. Clin.
Gastroenterol. 2018;34-35:95-106. doi: 10.1016/j.bpg.2018.06.006.

Murillo Perez C.F., Harms M.H., Lindor K.D., van Buuren H.R., Hirschfield G.M., Corpechot C., van der Meer A.J., Feld J.J., Gulamhusein A.,
Lammers W.J., et al. Goals of Treatment for Improved Survival in Primary Biliary Cholangitis: Treatment Target Should Be Bilirubin Within the
Normal Range and Normalization of Alkaline Phosphatase. Am. J. Gastroenterol. 2020;115:1066—-1074. doi: 10.14309/ajg.0000000000000557.

3.2. llpogpuns aymoanmumen

Hu nanmune AMA, HM uX TUTp HE HUMEIOT NPOTHOCTHYECKOro 3HaueHus. HecmoTps Ha
OTpaHUYEHHOE KOJIMYECTBO MCCIECIOBAHUI M HEOOIbIINE pa3Mepsl BEIOOPKH, YCTAaHOBJICHO, YTO Y
AMA-oTpHLIATENIFHBIX MTAIIMEHTOB 3HAYUTENBEHO 0OJiee HHU3Kas BBDKHBAEMOCTh 0€3 OCIOKHEHUIA,
CBSAI3aHHBIX C MEYEHBIO, BKJIIOYAsl TPAHCIUIAHTALMIO MEYEHU U CMEPTh, MO cpaBHeHHIO ¢ AMA-

IIOJIOKUTCIbHBIMHU.

Dahlqvist G., Gaouar F., Carrat F., Meurisse S., Chazouilléres O., Poupon R., Johanet C., Corpechot C. Large-scale Characterization Study of Patients
with Antimitochondrial Antibodies but Nonestablished Primary Biliary Cholangitis. Hepatology. 2017;65:152-163. doi: 10.1002/hep.28859.

Owunbka! HeponycTumblii 06 bEKT rMNEepPCCbIZIKU. Marzorati S., Invernizzi P., Lleo A. Making Sense of Autoantibodies in
Cholestatic Liver Diseases. Clin. Liver. Dis. 2016;20:33-46. doi: 10.1016/j.c1d.2015.08.003. OwunbKa! HEAOHYCTMMbIﬁ 06beKT

TUMNEPCCbINKMWU. Joshi S., Cauch-Dudek K., Heathcote E.J., Lindor K., Jorgensen R., Klein R. Antimitochondrial Antibody Profiles: Are They

Valid Prognostic Indicators in Primary Biliary Cirrhosis? Am. J. Gastroenterol. 2002;97:999-1002. doi: 10.1111/j.1572-0241.2002.05620.x.

\WYamagiwa S. Autoantibodies in Primary Biliary Cirrhosis: Recent Progress in Research on the Pathogenetic and Clinical Significance. World. J.
Gastroenterol. 2014;20:2606. doi: 10.3748/wjg.v20.i10.2606. OlMOKa! HegaonycTMmbIit 06bEKT rMNepCCbINIKMU. Juliusson

G., Imam M., Bjomsson E.S., Talwalkar J.A., Lindor K.D. Long-Term Outcomes in Antimitochondrial Antibody Negative Primary Biliary Cirrhosis.
Scand. J. Gastroenterol. 2016;51:745-752. doi: 10.3109/00365521.2015.1132337. \\Wesierska-Gadek J., Penner E., Battezzati P.M., Selmi C., Zuin
M., Hitchman E., Worman H.J., Gershwin M.E., Podda M., Invernizzi P. Correlation of Initial Autoantibody Profile and Clinical Outcome in Primary
Biliary Cirrhosis. Hepatology. 2006;43:1135-1144. doi: 10.1002/hep.21172.

Hannuue antu-gp210 Ha MOMEHT MOCTAaHOBKHM JMArHo3a CBSI3aHO C Ooyiee BBICOKOW 4YacTOTOM

pasButus nedeHouHoi HegocTaTtouHocTH (OP = 5,77) u cmeptHOCTH (OP = 2,38). Huang C., Han W., Wang
C., Liu Y., Chen Y., Duan Z. Early Prognostic Utility of Gp210 Antibody-Positive Rate in Primary Biliary Cholangitis: A Meta-Analysis. Dis.

Markers. 2019;2019:1-12. doi: 10.1155/2019/9121207 ¥ gp210-TI03UTUBHBIX MALUEHTOB MPH NOCTAHOBKE JUAarHO3a
I1bX ormeuatorcst Gosiee BBICOKME MCXOAHBIE YPOBHM TpaHCAaMHHA3 M OwinpyOnHa, MOKazaTeau
KECTKOCTH Te4eHH, npesbimaromme 9,6 xlla; kpome TOro, y HuX OBUT MOBBIIMICHHBIH PHCK
CMEPTHOCTH OT BcexX MpuyuH win TpaHcanTanyu nedenu (Ol = 3,22). Takue nanueHTs Xyxe
pearupoBanu Ha nedenue YJXK (16,7% mpotus 39,3%), a naTuiaeTHss BBDKMBAEMOCTh 0e3
TPaHCIUIAHTALMK ObLIa HIKE IO CPaBHEHHIO C TeMH, y Koro asnrutena k gp210 Obum

orpuuatensHbiMu (75,7% npotus 90,4%).

Haldar D., Janmohamed A., Plant T., Davidson M., Norman H., Russell E., Serevina O., Chung K., Qamar K., Gunson B., et al. Antibodies to Gp210
and Understanding Risk in Patients with Primary Biliary Cholangitis. Liver. Int. 2021;41:535-544. doi: 10.1111/liv.14688.



O6cysxmaercs, uTo BKitodeHne anturen npotus gp2 10 B cuctems! oneHkn UK-PBC u GLOBE (cm.

z[anee) MOXKCET IMOTCHIUAJIBHO YJIYYIIHUTb UX BO3MOKHOCTU CTpaTI/I(i)I/IKaI_II/II/I PpHUCKa.

Yang F., Yang Y., Wang Q., Wang Z., Miao Q., Xiao X., Wei Y., Bian Z., Sheng L., Chen X., et al. The Risk Predictive Values of UK-PBC and
GLOBE Scoring System in Chinese Patients with Primary Biliary Cholangitis: The Additional Effect of Anti-Gp210. Aliment. Pharmacol. Ther.
2017;45:733-743. doi: 10.1111/apt.13927.

Zhao D.-T., Yan H.-P., Liao H.-Y., Liu Y.-M., Han Y., Zhang H.-P., Zhang W.-M., Huang C.-Y., Liu X.-H., Lou J.-L., et al. Using Two-Step Cluster
Analysis to Classify Inpatients with Primary Biliary Cholangitis Based on Autoantibodies: A Real-World Retrospective Study of 537 Patients in
China. Front. Immunol. 2023;13:98076. doi: 10.3389/fimmu.2022.1098076.

[Ipornoctuueckoe 3Hauenne antured k spl100 npu IIBX ocTaercs npeaMeToM NpoAoHKAIOIIEeTrocs

obCyxaeHUS.

Gatselis N.K., Zachou K., Norman G.L., Gabeta S., Papamichalis P., Koukoulis G.K., Dalekos G.N. Clinical Significance of the Fluctuation of
Primary Biliary Cirrhosis-Related Autoantibodies during the Course of the Disease. Autoimmunity. 2013;46:471-479. doi:

10.3109/08916934.2013.801461. OWMBGKa! HegonycTUMbI 06bEKT rMNEPCCbIIKU. Reig A., Norman G.L., Garcia M.,

Shums Z., Ruiz-Gaspa S., Bentow C., Mahler M., Romera M.A., Vinas O., Pares A. Novel Anti-Hexokinase 1 Antibodies Are Associated With Poor
Prognosis in Patients With Primary Biliary Cholangitis. Am. J. Gastroenterol. 2020;115:1634-1641. doi: 10.14309/ajg.0000000000000690. \\\Tana
M.M., Shums Z., Milo J., Norman G.L., Leung P.S., Gershwin M.E., Noureddin M., Kleiner D.E., Zhao X., Heller T., et al. The Significance of
Autoantibody Changes Over Time in Primary Biliary Cirrhosis. Am. J. Clin. Pathol. 2015;144:601-606. doi: 10.1309/AJCPQV4A7QAEEFEV.

Wccnenopanus B a3uaTcKoi MOMYyJIAIXK IMMOKa3aJIk 3HAYUTCIIbPHYIO KOPPEIAINIO MEXAY HATUINEM
AHTUHCHTPOMCPHBIX AHTUTCII U PA3BUTHUCM HOpTaJII:HOﬁ TUNICPTCH3UH, OaXC€ IIpU OTCYTCTBHU

IICYCHOYHOU HCIOCTAaTOYHOCTH.

Nakamura M., Kondo H., Mori T., Komori A., Matsuyama M., Ito M., Takii Y., Koyabu M., Yokoyama T., Migita K., et al. Anti-Gp210 and Anti-
Centromere Antibodies Are Different Risk Factors for the Progression of Primary Biliary Cirrhosis. Hepatology. 2007;45:118-127. doi:

10.1002/hep.21472. OwnBKa! HegonycTMmMblii 06 bEKT rMNEePCCbINIKKU. Gao L., Tian X., Liu B., Zhang F. The Value of
Antinuclear Antibodies in Primary Biliary Cirrhosis. Clin. Exp. Med. 2008;8:9—-15. doi: 10.1007/s10238-008-0150-6.

Hossle anTutena B nuarHoctuke 116X mo npenBapuTenbHbIM JaHHBIM UMEIOT IIPOTHOCTUYECKOE
3naueHne. AHTH-KLHL12 cBs3anbl ¢ ycuienuem ¢(uOpo3a MeYeHH W TMOBBINICHHEM YpPOBHS
6HHpr6I/IHa. Bauer A., Habior A., Gawel D. Diagnostic and Clinical Value of Specific Autoantibodies against Kelch-like 12 Peptide and
Nuclear Envelope Proteins in Patients with Primary Biliary Cholangitis. Biomedicines. 2022;10:801. doi: 10.3390/biomedicines10040801. AHTH-
HK1 cBs3anbl ¢ Oonee BBICOKOH BEPOSTHOCTHIO JEKOMICHCAIIMH 3a00JIeBaHMs NeueHH U Oosee

HH3KOH BEDKMBAEMOCTBIO 0€3 TTI. Norman G.L., Yang C.-Y., Ostendorff H.P., Shums Z., Lim M.J., Wang ., Awad A., Hirschfield

G.M., Milkiewicz P., Bloch D.B., et al. Anti-Kelch-like 12 and Anti-Hexokinase 1: Novel Autoantibodies in Primary Biliary Cirrhosis. Liver. Int.
2015;35:642—651. doi: 10.1111/1iv.12690. \\Rigopoulou E.I., Bogdanos D.P. Role of Autoantibodies in the Clinical Management of Primary Biliary
Cholangitis. World. J. Gastroenterol. 2023;29:1795-1810. doi: 10.3748/wjg.v29.i112.1795. \Levy C., Bowlus C.L. Role of Antinuclear Antibodies
in Primary Biliary Cholangitis. Am. J. Gastroenterol. 2020;115:1604-1606. doi: 10.14309/ajg.0000000000000765. \\Reig A., Norman G.L., Garcia
M., Shums Z., Ruiz-Gaspa S., Bentow C., Mahler M., Romera M.A., Vinas O., Pares A. Novel Anti—-Hexokinase 1 Antibodies Are Associated With
Poor Prognosis in Patients With Primary Biliary Cholangitis. Am. J. Gastroenterol. 2020;115:1634—-1641. doi: 10.14309/aj2.0000000000000690.

4. l'ucmonozuyeckue oantvie
4.1. @ubpo3 u eocnanenue. buoncus nedenn npu [1BX, BBIMOMHSAETCS NUIIL TPU ATUITHYHBIX
NposIBIICHUAX 3a0osieBaHMs (CepoHEraTuBHOE 3a00JIeBaHME, NMEPEKPECTHbIE CHUHIPOMBI), HO €€

JAaHHBIC MTPU 3TOM ONPCACIIAIOT CTAAUIO 3a00JIeBaHUs U IMpOrHo3.

Hirschfield G.M., Beuers U., Corpechot C., Invernizzi P., Jones D., Marzioni M., Schramm C. EASL Clinical Practice Guidelines: The Diagnosis
and Management of Patients with Primary Biliary Cholangitis. J. Hepatol. 2017;67:145-172. doi: 10.1016/j.jhep.2017.03.022.



®ubpo3 u Bocnasmenwe npu [IBX Moryr BO3HHMKAaTe B pa3Hble BPEMEHHBIE IPOMEKYTKH,
JEMOHCTPHUPOBATh pa3HbIe TEPAIIEBTUYECKUE OTBETH U UIMETh Pa3HOE IPOTHOCTHUYECKOE 3HAUCHUE,

OLICHKA UX IO OTACJIIbHOCTH UMECT PCUIAIONICC 3HAUCHUC.

Degott C., Zafrani E.S., Callard P., Balkau B., Poupon R.E., Poupon R. Histopathological Study of Primary Biliary Cirrhosis and the Effect of
Ursodeoxycholic Acid Treatment on Histology Progression. Hepatology. 1999;29:1007-1012. doi: 10.1002/hep.510290444.

Cuctema, mnpemioxxkeHHas Y.Nakanuma ¢ coaBT. NIpPOJEMOHCTPUpPOBaja IPEBOCXOJHYIO
MIPOTHOCTUYECKYIO IIEHHOCTh M Jydlee npejackasanue pasputuss L[II mo cpaBHenuto ¢

KJIACCHYECKUMU crcTeMaMu Mopdotoruaeckoii onenku [16X.

Harada K., Hsu M., Ikeda H., Zeniya M., Nakanuma Y. Application and Validation of a New Histologic Staging and Grading System for Primary
Biliary Cirrhosis. J. Clin. Gastroenterol. 2013;47:174—181. doi: 10.1097/MCG.0b013e31827234¢e4. \\\Kakuda Y., Harada K.,Sawada-Kitamura S.,
Ikeda H., Sato Y., Sasaki M., Okafuji H., Mizukoshi E., Terasaki S., Ohta H., et al. Evaluation of a New Histologic Staging and Grading System
for Primary Biliary Cirrhosis in Comparison with Classical Systems. Hum. Pathol. 2013;44:1107—1117. doi: 10.1016/j.humpath.2012.09.017.

4.2. Pannuii oykmonenuueckutl éapuanum. BpIsBIeHNE 3HAUUTEIBHON AYKTONEHUU MU OUOIICUU
NEYCHH BO BPEMS IEPBOHAYAILHON OICHKH MOXKET CIY)KUTh BaXKHBIM TPEAUKTOPOM ILIOXOTO

OTBETa HA cTaHAAPTHYIO Tepanuto Y JIXK 1 rucToorn4eckoro OporpecCUpOBaHUS Kumagi T., Guindi M.,

Fischer S.E., Arenovich T., Abdalian R., Coltescu C., Heathcote J.E., Hirschfield G.M. Baseline Ductopenia and Treatment Response Predict Long-
Term Histological Progression in Primary Biliary Cirrhosis. Am. J. Gastroenterol. 2010;105:2186-2194. doi: 10.1038/ajg.2010.216. \\\Carbone M.,
Ronca V., Bruno S., Invernizzi P., Mells G.F. Toward Precision Medicine in Primary Biliary Cholangitis. Dig. Liver Dis. 2016;48:843-850. doi:
10.1016/j.d1d.2016.05.023.

5. Heunsazusnvie mapxepwvl pubposa

5.1. bBuomapxkepul

Ilokazatens APRI mpu nocraHoBke [uarHo3a CBsi3aH C  MCXOJaMU - TpaHCIUIAHTaLUeH
neuenu/cMepthio (OIL = 1,95). IToporosoe 3nauenne APRI > 0,4 Ha ucXxomHOM ypOBHE SIBISIETCS
npeaukropoM TII/cMepTH U COXpaHSET CTATUCTHYECKYIO 3HAYUMOCTH 4epe3 | Toj He3aBHCHMO U

aJINTUBHO 10 OTHOUIEHUIO K 0TBeTy Ha Y JIXK.

Trivedi P.J., Bruns T., Cheung A., Li K.-K., Kittler C., Kumagi T., Shah H., Corbett C., Al-Harthy N., Acarsu U., et al. Optimising Risk Stratification
in Primary Biliary Cirrhosis: AST/Platelet Ratio Index Predicts Outcome Independent of Ursodeoxycholic Acid Response. J. Hepatol. 2014;60:1249—
1258. doi: 10.1016/j.jhep.2014.01.029.

ELF >10,0 mporno3mpyer Oojiee BBICOKYIO YacCTOTY KIMHHYECKUX OCIIOKHEHHH W XyIUIYIO

BBIKMBACMOCTbD.

Fujinaga Y., Namisaki T., Takaya H., Tsuji Y., Suzuki J., Shibamoto A., Kubo T., Iwai S., Tomooka F., Takeda S., et al. Enhanced Liver Fibrosis
Score as a Surrogate of Liver-Related Complications and Mortality in Primary Biliary Cholangitis. Medicine. 2021;100:¢27403. doi:
10.1097/MD.0000000000027403.

CeiBopotounsblii arrmotuauH Wisteria floribunda monmosxuTenbHbBI mac-2 CBSI3bIBAIONIMN OEIOK
(WFA + -M2BP) sBnsercs MHOTOOOEHIAIOIIMM TPOCTHIM HEWHBA3UBHBIM CEPOJOTHUCCKUM

MapKepoM, KOTOPBII He3aBUCHMO CBsI3aH ¢ puUOpo3oM neueHu y namueHTos ¢ [16X.

Umemura T., Joshita S., Sekiguchi T., Usami Y., Shibata S., Kimura T., Komatsu M., Matsumoto A., Ota M., Tanaka E. Serum Wisteria Floribunda
Agglutinin-Positive Mac-2-Binding Protein Level Predicts Liver Fibrosis and Prognosis in Primary Biliary Cirrhosis. Am. J. Gastroenterol.

2015;110:857-864. doi: 10.1038/ajg.2015.118. \\\Nishikawa H., Enomoto H., Iwata Y., Hasegawa K., Nakano C., Takata R., Nishimura T., Yoh K.,



Aizawa N., Sakai Y., et al. Impact of Serum Wisteria Floribunda Agglutinin Positive Mac-2-Binding Protein and Serum Interferon-y-Inducible

Protein-10 in Primary Biliary Cirrhosis. Hepatol. Res. 2016;46:575-583. doi: 10.1111/hepr.12595

5.2. Kecmxocmov neuenu. JKecTkocTh medeHH npu TD SBISETCS XOPOUIUM CYpPpPOTaTHBIM
MapkepoM (pubpo3a, UCHONb3yeTCs sl CTaAupOBaHusl 3a00JIeBaHUsl HA MCXOJHOM YpPOBHE U BO
BpEMs IOCIIEYIOIET0 HaOII0AeHUS.

European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary

cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765. OwmnbkKa!

He,qonycmmuﬁ 06beKT TMNEePCCbINIKU. Osman K.T., Maselli D.B., Idilman LS., Rowan D.J., Viehman J.K., Harmsen W.S.,

Harnois D.M., Carey E.J., Gossard A.A., LaRusso N.F., et al. Liver Stiffness Measured by Either Magnetic Resonance or Transient Elastography Is
Associated With Liver Fibrosis and Is an Independent Predictor of Outcomes Among Patients With Primary Biliary Cholangitis. J. Clin. Gastroenterol.
2021;55:449-457. doi: 10.1097/MCG.0000000000001433.

[ToBpImeHHas KECTKOCTh TIEYCHH HE3aBHCHMO CBSi3aHA C HEOIArompusATHBIMH KIMHUYSCKHUMU
ucxonamu (OIL va xaxkaprit nodasneHnsil kK[1a = 1,065) 1 moBeImaeT NPOTHOCTHYECKYTO IIEHHOCTh
OMOXMMHUYECKUX KPUTEPUEB OTBETA, OICHOK (puOpo3a, a TakKe MO3BOJISIET pa3AeIUTh MalueHTOB

Ha Irpynnbl HU3KOro, CpeaHero U BBICOKOT'O pUCKa.

Corpechot C., Carrat F., Gaouar F., Chau F., Hirschfield G., Gulamhusein A., Montano-Loza A.J., Lytvyak E., Schramm C., Pares A., et al. Liver
Stiffness Measurement by Vibration-Controlled Transient Elastography Improves Outcome Prediction in Primary Biliary Cholangitis. J. Hepatol.
2022;77:1545-1553. doi: 10.1016/j.jhep.2022.06.017.

[TokazaHo, 4TO KECTKOCTh MEUYEHH, OIleHeHHass MeTojioM T3, unu ee yBenuuenue > 2,1 klla/roxg
SBIISIIOTCS  XOPOIIMMHU TOPOTOBBIMU 3HAUEHUSIMU U TIPOTHO3MPOBAHUS pHCKa Oyaymiei

IEYECHOYHOMI ACKOMIICHCAIIUH HUJIU NEPECAAKHU IMEYCHHU Corpechot C., Carrat F., Poujol-Robert A., Gaouar F., Wendum D.,

Chazouilleres O., Poupon R. Noninvasive Elastography-Based Assessment of Liver Fibrosis Progression and Prognosis in Primary Biliary Cirrhosis.
Hepatology. 2012;56:198-208. doi: 10.1002/hep.25599.

MeTton aByMmepHo# anmacrorpaduu caBuroBod BomHbl (2D-SWE) Takke mnpomeMoHCTpUpOBaT
XOPOIIYIO KOPPEISALHUIO C THCTOJIOTHYECKUM (PUOPO30M IMEYECHN Y CMETIaHHBIX TPYIII MAIMEHTOB C

XPOHUYCCKUMHU 3a00JIeBaHUSIMH IMCYCHU, HO MCHEC M3YUYCH Yan Y., Xing X., Lu Q., Wang X., Luo X., Yang L.
Assessment of Biopsy Proven Liver Fibrosis by Two-Dimensional Shear Wave Elastography in Patients with Primary Biliary Cholangitis. Dig. Liver
Dis. 2020;52:555-560. doi: 10.1016/1.d1d.2020.02.002. OlIM6Ka! Hegonyctumblii 06BEKT rMNEePCCbINIKU. Schulz M., Wilde
A.-C.B., Demir M., Miiller T., Tacke F., Wree A. Shear Wave Elastography and Shear Wave Dispersion Imaging in Primary Biliary Cholangitis—A

Pilot Study. Quant. Imaging Med. Surg. 2022;12:1235-1242. doi: 10.21037/qims-21-657.

MP-smacrorpagusi TO3BOJISIET TOYHO BBIIBIATH MPOTPECCUPYIOMUN (HOPO3 C TOPOTOBBIM
3nauenueM 4,60 klla (monaae mox ROC-kpuBoii = 0,82), mpeBocxoasi OMOXUMHUYECKHIE TECThI, U
MOYET IPeICKa3bIBaTh NEUCHOYHYIO JEKOMIICHCALIUIO M OCIIOKHEHHUSI, CBsI3aHHBIE C revyeHbio (OLL
= 2,09). OgHako oHa ToOKa3zana Xy[uryio 3QQeKTUBHOCTH B MuddepeHIranud paHHUX CTaui

(1)1/16p03a 110 CpaBHCHHUIO C TD. Osman K.T., Maselli D.B., Idilman LS., Rowan D.J., Viehman J.K., Harmsen W.S., Harnois D.M.,

Carey E.J., Gossard A.A., LaRusso N.F., et al. Liver Stiffness Measured by Either Magnetic Resonance or Transient Elastography Is Associated With
Liver Fibrosis and Is an Independent Predictor of Outcomes Among Patients With Primary Biliary Cholangitis. J. Clin. Gastroenterol. 2021;55:449—
457. doi: 10.1097/MCG.0000000000001433.



6. Omeem na mepanuto SBISIETCS OCHOBHBIM (DaKTOPOM, BIHUSIOMIAM HA MPOTHO3. Martini F, Balducci D,

Mancinelli M, Buzzanca V, Fracchia E, Tarantino G, Benedetti A, Marzioni M, Maroni L. Risk Stratification in Primary Biliary Cholangitis. J Clin
Med. 2023 Sep 1;12(17):5713. doi: 10.3390/jcm12175713. PMID: 37685780; PMCID: PMC10488776.

CpoKku U KpUTEpHH OTBeTa MoApoOHO omnucansl B pasaene 3.1.1.3. “OneHka orBeTa Ha
Tepanuio’.

Ha »sTane nmoctanoBku auarHo3a Bo3MoxkHoO npumenenue Llkansl oxugaemoro orera Ha Y JIXK
(URS), koTopasi MCHONB3yeT PA3IMYHBIC IMPEABAPUTEILHBIC KIMHUYCCKUE W CEPOJIOTHUCCKUC
MIEPEMEHHBIC ISl BBISBICHHS MAlMEHTOB C BBICOKMM PUCKOM HEd(()EKTHUBHOCTH MOHOTEpAIuu

YI[XK Carbone M., Nardi A., Flack S., Carpino G., Varvaropoulou N., Gavrila C., Spicer A., Badrock J., Bernuzzi F., Cardinale V., et al.

Pretreatment Prediction of Response to Ursodeoxycholic Acid in Primary Biliary Cholangitis: Development and Validation of the UDCA Response
Score. Lancet Gastroenterol. Hepatol. 2018;3:626—634. doi: 10.1016/S2468-1253(18)30163-8. \\\ Yagi M., Matsumoto K., Komori A., Abe M.,
Hashimoto N., Inao M., Namisaki T., Kawata K., Ninomiya M., Fujii H., et al. A Validation Study of the Ursodeoxycholic Acid Response Score in

Japanese Patients with Primary Biliary Cholangitis. Liver Int. 2020;40:1926-1933. doi: 10.1111/liv.14534. OHHaﬁH—KaHBKYHSITopZ
https://www.mat.uniroma?2.it/~alenardi/URS.html (ara o6pamenus: 11 asrycra 2025 r.). HecMoTpst Ha TO, 4TO
URS mporiiest BHENTHIOW MPOBEPKY M MOKA3aJT BHICOKYIO TOYHOCTh, JAHHBIH WHCTPYMEHT TI0Ka HE

OBUT MHTETPUPOBAH B PEATBHYIO KITMHUYECKYIO TIPAKTHUKY.

OCHOBHBIE TTOKA3aTEIIN JUIA CTpaTI/I(l)I/IKaL[I/II/I PUCKa Ha 3TAIl€ YCTAHOBJICHWA AUarHo3a rpruBEACHbI

B Ta0mIe 3

Tadnuma 3 CrpaTudukanus pucka npu nepsudyHoM OmiamapHom xoganrurte (IIBX) nHa

HCXO/IHOM YPOBHe.

Husknii puck Bricokwmii puck
Bospact >55 ner <55 ner
ITon Kenckuit Myxckoit
Kimmanueckas Her cumniromoB 3aboneBanue c KJIMHAYECKUMH
KapTUHa CUMITOMAaMHU

Cunnpom nepekpecta AUT/TIBX

PanHwmii fykTOneHUYeCKUui BapuaHT

[Ipoduns antuten [AMA - AHTH-gp210+
AmnTunenrpomepusie anturena (ACA) +
AHtHTena k rekcokunaze-1 (HK1) +

Amntutena k 6enky Kelch-like 12 KLHL12)

+

buoxumunyeckas Hopwmanbnbrit YpOBeHB|ypoBeHb Omnnpyouna> 1x BI'H

MaHeNb ounupyonHa AxtusHocTs 111D > 2x BI'H




AxruBHOCTS LII®D < 2x BI'H |Onenka no mkane APRI > 0,54

Tucronorus OtcyrctByer  ¢udpo3  wm|IIporpeccupyromnimii (bubpo3/muppo3
nerkuii pubpos TIeYCHU
WnTtepdeiicHpii renaTut

JykxToneHus npu MoCcTaHOBKE TUArHo3a.

HeunBasuBHbie XKectrkocth ieuenu mpu TO < §

XKectkoctp meuenn npu TO> 15 xlla/
Mapkepbl puodpo3a |klla/moBbImmaercs < 2,1

noseimaercs > 2,1 klla/ron
klla/rox

ITokazatens HOBBILIEHHOTO| [TokasaTtens ELF > 10.0
- D)

¢ubpo3za neuenu (ELF) < 10,0

KecTkocTh IICYCHU Ipu Mar"auTHO-
KectkocTh IICYCHU 1pu eCTKOC cue p 0

MATHHTHO-PE30HAHCHOI pe30oHaHCHOM 3actorpadun > 4,6 klla

anacrorpaduu > 4,6 klla

VYnpasienue cTpaTU(GHULIUPOBAaHHBIMU PUCKaMu 00cyskaaercs B paszaene 3. Jleuenue

PeKOMeH)lyeTCﬂ HCI0Jb30BaTh Pe3yJbTaTbl OUECHKH KECTKOCTH NMEYCHU METOAOM TS JIsA
CTPATH(PUKALMY PUCKA HeOJIArONPUSITHBIX COOBITHH, CBA3AHHBIX ¢ 3200/IeBAHUEM IeYeHH,
y nanuentoB ¢ [IBX ¢ moporosbiMu 3Havennsamu 8 klla (nias1 cpennero pucka) u 15 klla

(11 BBICOKOT'O pHCKA).

Lam L, Soret PA, Lemoinne S, Hansen B, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Parés A, Olivas I, Londono MC, Rodriguez-
Tajes S, Eaton JE, Osman KT, Schramm C, Sebode M, Lohse AW, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Floreani A,
Abbas N, Trivedi P, Thorburn D, Saffioti F, Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre A, Sobenko N, Villamil AM, Medina-
Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M, Invernizzi P, Cristoferi L, van der Meer A, de Veer R, Zigmond E, Yehezkel E,
Kremer AE, Deibel A, Bruns T, Grofie K, Wetten A, Dyson JK, Jones D, Levy C, Tanaka A, Dumortier J, Pageaux GP, de Lédinghen V, Carrat F,
Chazouilleres O, Corpechot C; Global & ERN Rare-Liver PBC Study Groups. Dynamics of Liver Stiffness Measurement and Clinical Course of
Primary Biliary Cholangitis. Clin Gastroenterol Hepatol. 2024 Dec;22(12):2432-2441.e2. doi: 10.1016/j.cgh.2024.06.035. Epub 2024 Jul 15.
PMID: 39019421. \\Corpechot C, Carrat F, Gaouar F, Chau F, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Schramm C, Pares
A, Olivas I, Eaton JE, Osman KT, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Abbas N, Trivedi P, Thorburn D, Saffioti F,
Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre A, Medina-Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M, Invernizzi
P, Cristoferi L, van der Meer A, de Veer R, Zigmond E, Yehezkel E, Kremer AE, Deibel A, Dumortier J, Bruns T, Grofie K, Pageaux GP, Wetten
A, Dyson J, Jones D, Chazouilléres O, Hansen B, de Lédinghen V; Global & ERN Rare-Liver PBC Study Groups. Liver stiffness measurement by
vibration-controlled transient elastography improves outcome prediction in primary biliary cholangitis. J Hepatol. 2022 Dec;77(6):1545-1553.
doi: 10.1016/j.jhep.2022.06.017. Epub 2022 Jun 28. PMID: 35777587.

YpoBenb yOenuTenbHOCTH pexoMeHaamuii B (YpoBeHb [gocToBepHOCTH
a0Ka3aTeJabeTB 1)
Kommenmapuu: B pane xpynubsix KU Obina mokasaHa poJib OLEHKH JKECTKOCTH MEUEHH B TOM

4YUCJIe B IMHAMUKE JJIsl OLIeHKH nporHo3a [1bX.



KpynnHoe wMexnyHaponHoe MHOTOLEHTPOBOE PETPOCHEKTUBHOE HCCIEIOBAHUE C
yuactueM 3985 mamuentroB ¢ [IbX, HabmromaBmmxcst B 23 meHTpax B 12 cTpaHax, OICHHIIO
B3aUMOCBA3b HeOmaronpusATHbIX ucxonoB mnpu IIBX (ociiokHEHHS €O CTOPOHBI IE€YEHH,
TpaHCIUIAHTALUS NIEYEHH WM CMepTh) U pe3yibTaThl TO. XKecTkocTh neyeHn Obula He3aBUCHUMO
CBsI3aHa C HEOJAroNpUATHBIMU KIMHUYECKHMMHU MCXOAAaMU B KOTOPTax JEpUBALMU U BaJIUJALUH:
ckoppekrupoBarablie OP Ha pomomautensHbr klla cocrapmmm 1,040 u 1,042 coOTBETCTBEHHO.
[Toporoseie 3nauenus 8 klla u 15 klla onTuManbHO pa3menuiIv TPYHIbl HU3KOTO, CPEIHETO U

BBICOKOI'O PHUCKA. Corpechot C, Carrat F, Gaouar F, Chau F, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Schramm C,

Pares A, Olivas I, Eaton JE, Osman KT, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Abbas N, Trivedi P, Thorburn D,
Saffioti F, Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre A, Medina-Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M,
Invernizzi P, Cristoferi L, van der Meer A, de Veer R, Zigmond E, Yehezkel E, Kremer AE, Deibel A, Dumortier J, Bruns T, Grofie K, Pageaux
GP, Wetten A, Dyson J, Jones D, Chazouilléres O, Hansen B, de Lédinghen V; Global & ERN Rare-Liver PBC Study Groups. Liver stiffness
measurement by vibration-controlled transient elastography improves outcome prediction in primary biliary cholangitis. J Hepatol. 2022

Dec;77(6):1545-1553. doi: 10.1016/j.jhep.2022.06.017. Epub 2022 Jun 28. PMID: 35777587.

Bcem mammentam ¢ IIBX m nucannuaemueil pekoMeHAyeTCsl OLEHUTHh PUCKH Pa3BUTHSA
aTePOCKIEPOTHYECKUX CEPAEYHO-COCYAUCThIX 3a00jileBaHMii M HMX OCJOKHEeHHMHl B
coorBercTBUH ¢ KP 752 1 “Hapymenuss aunugHoro o0MeHa” IJisi CBOEBPEMEHHOIO

Ha3HaA4YC¢HHUHd JJCUCHUA

[Solaymani-Dodaran M, Aithal GP, Card T, et al. Risk of cardiovascular and cerebrovascular events in primary biliary cirrhosis: a population-
based cohort study. Am J Gastroenterol 2008;103:2784-8. 10.1111/j.1572-0241.2008.02092.x]. \\\ Esxcoe M.B., Kyxapuyx B.B., Cepeuenxo U.B.,
Anuesa A.C., Anyugpepos M.B., Anwenec A.A., Apabuoze I'.I"., Aponos [{. M., Apymionos I".I1., Axmedxncanoe H.M., Banaxonosa T.B., bapbapaw
0.JL, Foiiyos C.A., by6nosa M.I"., Boesooa M. 1., I'ancman I'.P., I'anasuu A.C., I'opusixosa H.b., I'ypesuu B.C., [edos U.H., [{pankuna O.M.,
Jlynasixos JI.B., Epecun C.A., Epwosa A.U., Upmioeca O.b., Kapnoe C.P., Kapnoe I0.A., Kauxoeckuii M.A., Kobanasa K.J]., Kosuonosa H.A.,
Komnosanos I A., Koncmanmunos B.O., Kocmauesa E.J[., Komosckas FO.B., Mapmuinos A.U., Mewxkos A.H., Hebuepuose /I.B., Hedoeooa C.B.,
Obpesan A.I"., Onetinuxog B.D., Ilokposckuii C.H., Pacuno FO.HU., Pomaps O.1I1., Cxubuykuii B.B., Cmonenckas O.I"., Cokonos A.A., Cymapokos
A.B., Qununnos A.E., Xanumos FO.11l., Yazosa U.E., [Llanownux U.U., [llecmaxoéa M.B., Axywun C.C., [Lnsxmo E.B. Hapywenus aunuonoeo
obmena. Kmunuueckue pexomenodayuu 2023. Poccutickuii kapouonoeuveckuii scypuan. 2023;28(5):5471. https://doi.org/10.15829/1560-407 1-
2023-5471

Yposenb yoeauteabHocTu pekoMenaauuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB 5)

Kommenmapuu: l'unepaunuiaemMusi, B TOM YHWCIE THIEPXOJIECTEPUHEMHUS, OOYyCIOBIEHHAs
XO0JIECTa30M cama Mo ceOe He TIOBBIIIAET PUCKU CEPACYHO—COCYAUCTHIX COOBITHI Y TTAIIMEHTOB C

IIBX. 4itocca, M. Crosignani, A. Gritti, A. Hypercholesterolaemia is not associated with early atherosclerotic lesions in primary biliary
cirrhosis Gut. 2006; 55:1795-1800]. Longo M., Crosignani A., Battezzati P.M. et al. Hyperlipidaemic state and cardiovascular risk in primary

biliary cirrhosis. Gut. 2002; 51: 265-269. COOTBGTCTBCHHO, CIICay€ET 0c000¢ BHUMAaHHE YACIATH BBIABJICHUIO
manueHToB ¢ [IbX u ATCPOrcHHbIMHA JUCIMIINACMUAMH, HAITIPUMCP MeTa0O0IUICCKUM CUHAPOMOM

(c BeICOKMM ypoBHeM xoisiectepuHa, HU3kUM ypoBHeM JIIIBII u Beicokum ypoHem JIITHII).

Hirschfield G.M., Dyson J.K., Graeme J.M.A. et al. The British Society of Gastroenterology/UKPBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018, doi: 10.1136/gutjnl-2017-315259



Bcem mamumentam ¢ IIBX B Bo3pacte 40 JieT M cTapuie npu NOCTAHOBKE IMAarHo3a
peKoMeHayeTcs HHIMBUIYAJTbHBIN pacuer 10-neTHero pucka OCHOBHBIX
ocTeonopeTu4ecKux nepejoMoB mo meroaqy FRAX mnpu HeaocTymHOCTH peHTreHOBCKOM
ACHCUTOMETPUU [JJH CBOCBPEMCHHOI'0 BbIAABJICHUA JIMI, TpeﬁleHIl/IX Ha3HaAYCHUHA

NMPOTHBOOCTEONOPETHIECKOI Tepanuu

[MIpawnosa MK, Paiixenvcon KJI, Kossizsuna BII. [lepconanusuposanmuiii n00Xo0 K OYeHKe MUHEPAIbHOU NIOMHOCIU KOCMHOU MKAHU Y HCEHUWUH

¢ nepsuyHbIM bunuapubim xoaraneumom. Knunuueckas 6onvnuya. 2018 Jex.;26(4):8-14]

Yposenb yoeauteabHocTu pekoMengauuii C (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJbCTB 3)

Kommenmapuu: OcteonieHUs W OCTEONOPO3 SBISIETCS PACHPOCTPAHEHHBIM OCIOKHEHHEM H
BcTpeuaercs: npuMepHo y 20—45% npu [1bX, yame Bcrpevaercs y nanueHToB, nepenectnx TI1

1 Yy XKXCHIIWH B ITOCTMCHOIIAY3€ U IMTPUBOAUT K PUCKY HU3KOOHEPTECTUICCKUX MIEPETIOMOB.

Seki A., Ikeda F., Miyatake H. et al. Risk of secondary osteoporosis due to lobular cholestasis in non-cirrhotic primary biliary cholangitis. J
Gastroenterol Hepatol. 2017, 32(9): 1611-1616. doi: 10.1111/jgh.13746;

Efe C., Torgutalp M., Henriksson I. et al. Extrahepatic autoimmune diseases in primary biliary cholangitis: Prevalence and significance for
clinical presentation and disease outcome. J Gastroenterol Hepatol. 2021; 36(4): 936-942. doi: 10.1111/jgh.15214

Guaiiabens N., Cerda D., Monegal A. et al. Low bone mass and severity of cholestasis affect fracture risk in patients with primary biliary cirrhosis.

Gastroenterol. 2010; 138: 2348-2356. doi: 10.1053/j.gastro.2010.02.016

K ¢akropam pucka ocreonennueckoro 3adoneBanus kocredt npu [16X oTHOCAT: KeHCKUE Mo,
MeHONay3aJbHbIH CTaTyC, HU3KUN MHAEKC Macchl Tena (M3-3a HapyIIEHUs] TOMEeOocTas3a KeTUHbIX
KHCJIOT U HEI0CTaTOYHOCTHU HOKEITYI0UHOM JKeJie3bl, HAOMI0AaeMbIX Y HEKOTOPBIX HAllUEHTOB C
I1bX), moxuioil Bo3pacT, MporpeccHpoBaHHE 3a00JCBaHMS W XPOHUYECKUH XOJIeCTa3 C
nocneaytomuM nedunuroMm ButamuHa D. VYV mamumentoB c¢ [1BX Takxke ormeuarorcst Gosee
BBICOKHE MapKepbl KOCTHOH pe30pOIuu (THIPOKCUIIPOINH B MOUYe) M 0ojee HHU3KHE MapKepbl

KOCTeoOpa30BaHMs (OCTCOKAIBIINH).

Guafiabens N., Parés A., Ros 1. et al. Severity of cholestasis and advanced histological stage but not menopausal status are the major risk factors

for osteoporosis in primary biliary cirrhosis. J Hepatol. 2005; 42: 573—577. doi: 10.1016/j.jhep.2004.11.035

Jns onenku 10-IeTHEro NMPOrHO3MPYEMOTo aOCONOTHOTO PHUCKA MEPETIOMOB CIIEIyeT
ucrons3oBaTeh mkamy FRAX, pekomenayemyio BO3, nnsi oueHku pucka MNepeIoMOB
(https://frax.shef.ac.uk/FRAX/tool.aspx?lang=rs). [lpm mOCTYymHOCTM cCleIyeT BBIOIHUTH
n3mepenne MIIKT meromom mencutomerpuu (cM. 2.4 MHCTpyMEHTalIbHBIE IHArHOCTHYECKUE
UCCIIeIOBaHMA), M 3aTeM IepecuuTaTh abcomoTHBIH puck ¢ nomompo FRAX ¢ yuetom
nokazatenst MIIKT.

3. JleueHnue, BRJIIOYad MCAUMKAMEHTO3HYIO H HEMCJIMKAMCHTO3HVIO TEepalnuio,

AUETOTEPAIINIO, 060360JII/IB3HI/IG, MCAUMIMHCKHEC TOKAa3aHUA MW TIPOTHUBONOKA3AHHMA K

IIPUMEHCHHUIO METOA0B JICUHCHUSA




3.1. KoncepBaTuBHOe Jie4eHHE
3.1.1. HemenukaMeHTO3HOE JIeUeHHE

Hemenukamentoznoe neuenue I[IBX wMano paspaboraHo. He cymectByeT HaydHO

000CHOBaHHBIX peKOMeHIaIwii o nuranuro npu [16X.

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D,
Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060, PMCID:

PMC6109281. OwmnbKal Hegonyctumblii 06 beKT runepPCCbINIKKU. Hollingsworth KG, Newton JL, Robinson L, et al. Loss
of capacity to recover from acidosis in repeat exercise is strongly associated with fatigue in primary biliary cirrhosis. J Hepatol 2010,;53:155-61.
Owunbka! HegonycTtumbiii 06BEKT rMNEPCCLINKW. You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong

Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford
D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the
diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022 Feb,;16(1):1-23. doi: 10.1007/s12072-021-10276-6.
Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914.

Pexomenayercss wuHdopmupoBats mnaumeHToB ¢ IIBX o0 wesnecooGpa3noctu
NOAJIePKAHUSA PeryJApHO (pu3NnyecKoil AKTUBHOCTH M HOPMAJLHOM MACCHhI TeJIa, 0TKa3a 0T
Ta0aKOKYpeHHS M OTPAHMYEHHE YIIOTPEOJICHUS AJIKOI0JIsl, 2 HA MO3JHUX CTAAMAX — IIOJTHOT 0
0TKA32 0T YHOTPeOJIeHUS aJIKOT0JIs1 AJIsl CHUKCHHUSI PUCKA NPOrpeccHpoBaHust 3a00/1eBaHus,

NPOoPUIAKTHKHI OCJI0KHEHUI

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D,
Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and
management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060, PMCID:

PMC6109281. OWIMGKa! HegonycTtMmbliii 06 beKT rMNepPCCbINKWN. Hollingsworth KG, Newton JL, Robinson L, et al. Loss
of capacity to recover from acidosis in repeat exercise is strongly associated with fatigue in primary biliary cirrhosis. J Hepatol 2010,;53:155-61.
Owunbka! HegonycTtumbiii 06BEKT rMNEPCCLINKWN. You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong

Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford
D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the
diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022 Feb,;16(1):1-23. doi: 10.1007/s12072-021-10276-6.

Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914. OluMOKa! HeaonycTMmbIii 06bEKT rMNepCCbINIKU. Koretz

RL, Avenell A, Lipman TO. Nutritional support for liver disease. Cochrane Database Syst Rev. 2012;5:CD008344. doi:
10.1002/14651858.CD008344.pub2. \\\Antar R, Wong P, Ghali P. A meta-analysis of nutritional supplementation for management of hospitalized

alcoholic hepatitis. Can J Gastroenterol. 2012;26:463—467. doi:10.1155/2012/945707. Own6Ka! Hegonyctumbii 06beKT

FTUMNEePCCbINIKU. Zhang XX, Wang LF, Jin L, Li YY, Hao SL, Shi YC, Zeng QL, Li ZW, Zhang Z, Lau GK, Wang FS. Primary biliary

cirrhosis-associated hepatocellular carcinoma in Chinese patients: incidence and risk factors. World J Gastroenterol. 2015 Mar 28;21(12):3554-63.

doi: 10.3748/wjg.v21.112.3554. PMID: 25834320; PMCID: PMC4375577. \\Corpechot C, Gaouar F, Chrétien Y, et al. Smoking as an independent

risk factor of liver fibrosis in primary biliary cirrhosis. J Hepatol. 2012;56:218-224. doi: 10.1016/j.jhep.2011.03.031; OwunbkKa!



He,quyCTMMblﬁ 06beKT FTMNEePCCbINKWN. Hindi M, Levy C, Couto CA, et al. Primary biliary cirrhosis is more severe in

overweight patients. J Clin Gastroenterol. 2013;47:¢28-32. doi: 10.1097/MCG.0b013e318261e65

YpoBens yoeauTeIbHOCTH pekoOMeHaluil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4).

HNmeroTcs OIrpaHNYCHHBIC TaHHBIC O HCTATUBHOM BJIMSTHHUU Ta6aKOKypeHPI5{, 1 U30BITOYHOM MacChI

Tena Ha teuenne 16X Corpechot C, Gaouar F, Chrétien Y, Johanet C, Chazouilléres O, Poupon R. Smoking as an independent risk

Sactor of liver fibrosis in primary biliary cirrhosis. J Hepatol. 2012 Jan;56(1):218-24. doi: 10.1016/j.jhep.2011.03.031. Epub 2011 May 19. PMID:
21703179., Hindi M, Levy C, Couto CA, et al. Primary biliary cirrhosis is more severe in overweight patients. J Clin Gastroenterol. 2013;47:e28-
32 Howel D, Fischbacher CM, Bhopal RS, et al. An exploratory population-based case-control study of primary biliary cirrhosis. Hepatology

2000;31:1055-60. T03TOMY TanueHToB ¢ IIBX cnegyer undopMupoBats o 1e7I€c000pa3HOCTH OTKa3a
OT TabaKOKypeHUs U HEOOXOAMMOCTH MOJAJEp KaHUsI HOPMAJIbHOM Macchl Teja, a Ha IMO3JHUX

cTaaudgax OoTKasza OT yr[OTpe6J'ICHI/Iﬂ AJIKOT'OJIA, You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y,

Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D,
Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the
diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022 Feb,;16(1):1-23. doi: 10.1007/s12072-021-10276-6.

Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914. HNmerorcs JaHHBIC O TOM, 4YTO HOTpe6J'I€HI/I€ aJIKOT'OJIsA

noBbImaet puck pazputus ' LUK npu 16X, X0Ts B ApyTrHX HCCIETOBAaHUAX ATO HE IOATBEPKAACTCS

Zhang XX, Wang LF, Jin L, Li YY, Hao SL, Shi YC, Zeng QL, Li ZW, Zhang Z, Lau GK, Wang FS. Primary biliary cirrhosis-associated
hepatocellular carcinoma in Chinese patients: incidence and risk factors. World J Gastroenterol. 2015 Mar 28;21(12):3554-63. doi:
10.3748/wjg.v21.i12.3554. PMID: 25834320; PMCID: PMC4375577. \\\\Cavazza A, Caballeria L, Floreani A, Farinati F, Bruguera M, Caroli D,
Parés A. Incidence, risk factors, and survival of hepatocellular carcinoma in primary biliary cirrhosis: comparative analysis from two centers.

Hepatology. 2009 Oct;50(4):1162-8. doi: 10.1002/hep.23095. PMID: 19585656.

[Narmentam ¢ IIBX cnegyetr moaaepxkuBath (PU3MUECKYIO aKTHUBHOCTh. 3aHUMATHCS
(bI/I?,I/I‘IeCKI/IMI/I YOPAXHCHUAMU TIPpU IIbX 66301’[3CHO, Oollee TOro MOaHHBIE MHJIOTHBIX
HUCCEIOBAaHUM  IOKa3bIBAIOT, yTO0  JedeOHas (1)I/I3KyHLTypa IIoJIC3HAa  JJIA  JICUCHMHA
CJ'Ia6OCTI/I\YTOMJ'I$IeMOCTI/I. Hollingsworth KG, Newton JL, Robinson L, et al. Loss of capacity to recover from acidosis in repeat
exercise is strongly associated with fatigue in primary biliary cirrhosis. J Hepatol 2010;53:155-61. (CM. Jajiee pasacia 3.1.3.

“CuMnTOMaTHYECKOE JICUCeHHE )

[Tanmentam ¢ 16X n nekomnencupoBanHbM LI cnenyeT npuaepKuBaTbesl MPUHITUIIOB
mutanus npu IIT xp um. [Mamuenram ¢ [IBX u  ocTeomneHHEH/ 0CTEOMOPO30OM CleIyeT
NPUACP)KUBATHCS PEKOMEHIAIMIA TI0 MMMTAHUIO0 M (PU3NIECKON aKTUBHOCTH MPU OCTEONIOPO3E [KP
ocreonopos] [larmentam c [IbX u oxxupennem n\uin HAXKBII cneayeT npuaepxuBaThCst MPUHIIUIIOB

IUTaHuA 1 UBMCHCHUA 06pa3a JKHU3HU IIPH 3TUX 3a00JIeBaHUAX [AASLD 2018]

3.1.2. JlekapcTBeHHOE JIeYeHHE
3.2.1. bazucHasn (0os1e3Hb-MOAN GUIUPYIOIIAS) TepaNus

B Hacrosee Bpemst k 06071€3Hb-MOIUPUIUPYIOIIEH Tepanuy OTHOCUTCS:



a) JeKapCTBEHHBIE cpeacTBa 1-if muann Tepammn — Y JIXK**;

0) JexkapcTBEHHBbIE CpeAcTBa 2-i W 3-U nuHMM Tepamuu — aroHUCTBl PPAR (#bubpatsr),

00eTuxoJIeBas KUCJIOTA.

bonesnp-monudunupyromee nedenue npu [IBX o0blYHO Ha3HAayaeTcs MOKU3HEHHO U
IepecMaTpuBaeTCsl MPU OTCYTCTBHM OTBETA, IMOSIBIEHHM IMPOTHUBONOKA3aHUI WM MOOOYHBIX

3¢ dekToB 0a3UCHOTO JICUCHHS.

[Tpumepno 60 % nauueHToB oTBevaroT Ha Tepanuto Y AXK** /Nevens F, Andreone P, Mazzella G,

Strasser SI, Bowlus C, Invernizzi P, Drenth JP, Pockros PJ, Regula J, Beuers U, Trauner M, Jones DE, Floreani A, Hohenester S, Luketic V,
Shiffman M, van Erpecum KJ, Vargas V, Vincent C, Hirschfield GM, Shah H, Hansen B, Lindor KD, Marschall HU, Kowdley KV, Hooshmand-
Rad R, Marmon T, Sheeron S, Pencek R, MacConell L, Pruzanski M, Shapiro D; POISE Study Group. A Placebo-Controlled Trial of Obeticholic

Acid in Primary Biliary Cholangitis. N Engl J Med. 2016 Aug 18;375(7):631-43. doi: 10.1056/NEJMoal509840]. HpenapaTLI 2-i
JIUHUM HCTIONIB3YIOTCS, KaK MPaBHIIO, JOMOJHUTENbHO K YV IXK** y manueHToB, HEe JOCTHUTTIIMX
orBeta Ha YJIXK** yepe3 rox (cm. pasmen OreHka oTBeTa Ha Tepamnuro). [lociemHue Toabl
paccMaTpuBaeTCA WHAWBUAYATHHBIA MOAXOM K JICYSHUIO M BO3MOXXHOCTHh PAaHHETO HAa3HAYCHUS
Tepanuu 2-W JIMHUW TalKdeHTaM, uMeronuM (axkTopsl pucka «He orBera» Ha Y JIXK** HO

KpUTCpuu JJist 3TOro0 HE pa3pa60TaHLI [Levy C, Manns M, Hirschfield G. New Treatment Paradigms in Primary Biliary

Cholangitis. Clin Gastroenterol Hepatol. 2023 Jul;21(8):2076-2087. doi: 10.1016/j.cgh.2023.02.005. Epub 2023 Feb 19. PMID: 36809835].

K ¢dakropam pucka Hepocratognoro orsera Ha Y JIXK** orHOoCsATCS: - MOJIOZIOM
BO3pacT; KOXXHBIN 3yJl WU HU3KUH ypoBeHb abOymuHa win Beicokue yposau AJIT, I'TT u
D no Hauana neuenus; Hanmuune antuten kK gp210; [IBX/AUL;  mykTomeHus npu
THCTOJIOTHYECKOM HCCJIEIOBAaHUM; BbIPAXKEHHBIH (UOpo3 medeHun (IpU TUCTOJIOIMYECKOM

uccienoBanuy uia 1o gaHHbeM 13) u Hanwumue L. /Kumagi T, Guindi M, Fischer SE, Arenovich T, Abdalian R,

Coltescu C, Heathcote EJ, Hirschfield GM. Baseline ductopenia and treatment response predict long-term histological progression in primary

biliary cirrhosis. Am J Gastroenterol. 2010 Oct;105(10):2186-94. doi: 10.1038/ajg.2010.216. Epub 2010 May 25. PMID: 20502446.
OwunbKa! Hegonyctumbliit 06 bEKT TMNEPCCbINKWN. Cortez-Pinto H, Liberal R, Lopes S, Machado MV, Carvalho J, Dias T,

Santos A, Agostinho C, Figueiredo P, Loureiro R, Martins A, Alexandrino G, Cotrim I, Leal C, Presa J, Mesquita M, Nunes J, Gouveia C, Vale
AHE, Alves AL, Coelho M, Maia L, Pedroto I, Banhudo A, Pinto JS, Gomes MV, Oliveira J, Andreozzi V, Calinas F. Predictors for incomplete

response to ursodeoxycholic acid in primary biliary cholangitis. Data from a national registry of liver disease. United European Gastroenterol J.

2021 Jul;9(6):699-706. doi: 10.1002/ueg2.12095. Epub 2021 Jun 8. PMID: 34102008; PMCID: PMC8280809. OuwnbKa!

HEAOHVCTMMbIﬁ 06beKr FTUNEPCCbINKWU. Corpechot C, Lemoinne S, Soret PA, Hansen B, Hirschfield G, Gulamhusein A,

Montano-Loza AJ, Lytvyak E, Pares A, Olivas I, Eaton JE, Osman KT, Schramm C, Sebode M, Lohse AW, Dalekos G, Gatselis N, Nevens F,
Cazzagon N, Zago A, Russo FP, Floreani A, Abbas N, Trivedi P, Thorburn D, Saffioti F, Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre
A, Sobenko N, Villamil AM, Medina-Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M, Invernizzi P, Cristoferi L, van der Meer A,
de Veer R, Zigmond E, Yehezkel E, Kremer AE, Deibel A, Bruns T, Grofe K, Wetten A, Dyson JK, Jones D, Dumortier J, Pageaux GP, de Lédinghen
V, Chazouilléres O, Carrat F; Global & ERN Rare-Liver PBC Study Groups. Adequate versus deep response to ursodeoxycholic acid in primary
biliary cholangitis: To what extent and under what conditions is normal alkaline phosphatase level associated with complication-free survival

gain? Hepatology. 2024 Jan 1;79(1):39-48. doi: 10.1097/HEP.0000000000000529. Epub 2023 Jul 3. PMID: 37399238.]



3.2.1.1 bazucHas (0ose3Hb-MoaMpuuMpyomas) Tepanus 1-oi JuHUA

Pexomenayercs Bcem nmanuenTtaMm ¢ [IBX nHaznavats goarocpouno YAXK** B moze 13-15

MI/KI B CYTKH VISl YBeJIU4eHHUs 0e3TPAHCIVIAHTALMOHHON BbIKHBAEMOCTH

[ShiJ, Wu C, Lin Y, Chen YX, Zhu L, Xie WF. Long-term effects of mid-dose ursodeoxycholic acid in primary biliary cirrhosis: a meta-analysis of
randomized controlled trials. Am J Gastroenterol. 2006 Jul; 101(7):1529-38. doi: 10.1111/j.1572-0241.2006.00634.x. PMID: 16863557.; Harms
MH, van Buuren HR, Corpechot C, Thorburn D, Janssen HLA, Lindor KD, Hirschfield GM, Parés A, Floreani A, Mayo MJ, Invernizzi P, Battezzati
PM, Nevens F, Ponsioen CY, Mason AL, Kowdley KV, Lammers WJ, Hansen BE, van der Meer AJ. Ursodeoxycholic acid therapy and liver
transplant-free survival in patients with primary biliary cholangitis. J Hepatol. 2019 Aug;71(2):357-365. doi: 10.1016/j.jhep.2019.04.001. Epub
2019 Apr 11. PMID: 30980847.; Harms MH, de Veer RC, Lammers WJ, Corpechot C, Thorburn D, Janssen HLA, Lindor KD, Trivedi PJ,
Hirschfield GM, Pares A, Floreani A, Mayo MJ, Invernizzi P, Battezzati PM, Nevens F, Ponsioen CY, Mason AL, Kowdley KV, Hansen BE, Buuren
HRYV, van der Meer AJ. Number needed to treat with ursodeoxycholic acid therapy to prevent liver transplantation or death in primary biliary

cholangitis. Gut. 2020 Aug;69(8):1502-1509. doi: 10.1136/gutjnl-2019-319057. Epub 2019 Dec 16. PMID: 31843787, PMCID: PMC7398464].

YpoBeHb YOeTUTEJIBLHOCTH PeKOMEHAaNuil A (YPOBeHb J0CTOBEPHOCTH I0KA3aTeJLCTB 1).

[TozutnBHOe BnusHMe YJXK** nHa Teuenue IIBX, BeposiTHO, CBSI3aHO C MHOKECTBEHHBIMHU
MEXaHU3MaMH €€ JEUCTBUS: CHI)KCHHEM IIyJia TOKCUYHBIX >KETYHBIX KHCIIOT; MOAaBICHUEM
amomnTo3a; peryisAuued  xonmanrvoueutonspuoi  Ca?*-3aBucumoit  cexpenmu  Cl-/HCOs;
HUMMYHOMOAYJIUPYIOUIUM 3(1)(1)GKTOM[ van Hooff MC, Werner E, van der Meer AJ. Treatment in primary biliary cholangitis:
Beyond ursodeoxycholic acid. Eur J Intern Med. 2024 Jun;124:14-21. : 10.1016/j.ejim.2024.01.030].T|HOJ'IFOG BpEMs
s dexruBrOCTs Y IXK** ObUTa mpeMETOM CHOPOB, MOCKOJIBKY HEKOTOpBIC METaaHalU3bl HE

MOKa3bIBAIM €€ BIMSHUS Ha Oe3TpaHCIUIAHTAIIMOHHYIO BBDKHBaeMOCTh NpU I1BX [Gong Y, Huang Z,

Christensen E, Gluud C. Ursodeoxycholic acid for patients with primary biliary cirrhosis: an updated systematic review and meta-analysis of

randomized clinical trials using Bayesian approach as sensitivity analyses. Am J Gastroenterol. 2007 Aug;102(8):1799-807. doi: 10.1111/j.1572-
0241.2007.01235.x OwKM6Ka! HeaonycTMmbIii 06EKT rMNEPCCbINIKU. Saffioti F, Gurusamy KS, Eusebi LH, Tsochatzis
E, Davidson BR, Thorburn D. Pharmacological interventions for primary biliary cholangitis. Cochrane Database of Systematic Reviews 2017, Issue

3. Art. No.: CD011648. DOI: 10.1002/14651858.CD011648.pub2. ], 9T0, BEPOATHO OBLIO PE3YIBTATOM METOAUYCCKUX
HCAOCTATKOB BKIIIOUCHHBIX B MCTaaHAJIN3bI I/ICCJ'IC,I[OBaHI/Iﬁ (HCI[OCT&TO‘IHLIG pa3MeEphI BLI60pOK,

KOPOTKHE TIepro/Ibl HaOmoneHui, Huzkue 10361 Y JIXK) /Hirschfield GM, Dyson JK, Alexander GIM, Chapman MH,

Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of
Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines. Gut. 2018 Sep;67(9):1568-1594. doi:

10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060; PMCID: PMC6109281] M TIPOTUBOPEUMIIO JAaHHBIM
peanbHOM KIMHWYECKOM MpaKTHKH, B KOTOpoH moBceMmecTHoe npuMeHeHue YJXK B mupe

MIPHUBEIIO K pe3koMy CHInKeHuto nanueHToB ¢ [IbX, kotopem TpeboBanace TII jHarms MH, Janssen OP,

Adam R, Duvoux C, Mirza D, Hidalgo E, Watson C, Wigmore SJ, Pinzani M, Isoniemi H, Pratschke J, Zieniewicz K, Klempnauer JL, Bennet W,
Karam V, van Buuren HR, Hansen BE, Metselaar HJ; European Liver and Intestine Transplant Association (ELITA). Trends in liver transplantation

for primary biliary cholangitis in Europe over the past three decades. Aliment Pharmacol Ther. 2019 Feb;49(3):285-295. doi: 10.1111/apt.15060.

Epub 2018 Dec 18. PMID: 30561112; PMCID: PMC6590354.. MeTaaHaan3, B KOTOPOM OICHHBAIUCH KPYIHBIE U
JONTOCPOYHBIE UcciefoBanus (48 MecsIeB 1 Ooiee), MoKasas MoJoKuTeNbHoe Biusaue Y JIXK**

Ha cHWkeHue nmorpeoHocTu B TII u ietanbHOCTH TpU [IBX]. ShiJ, Wu C, Lin ¥, Chen YX, Zhu L, Xie WF. Long-

term effects of mid-dose ursodeoxycholic acid in primary biliary cirrhosis: a meta-analysis of randomized controlled trials. Am J Gastroenterol.



2006 Jul;101(7):1529-38. doi: 10.1111/.1572-0241.2006.00634.x. PMID: 16863557. B 2019 r. xpymmeimee (3902

naimentoB ¢ IIbX, wmenumana mepwoaa HabmrogeHuss coctaBwia 7,8 T.) MyIbTHUIEHTPOBOE
MexayHapoaHoe wuccnenoBanre Global PBC Study Group J[lokaszano, HE3aBHCHUMYIO CBSI3b

npumenenns Y IXK** co camxennem pucka TII wmu emeptu (OP=0,46; 95 % A1 0,40-0,52, p <

0,001) o cpaBHEHHIO C OTCYTCTBHEM JICUCHHUSI [Harms MH, van Buuren HR, Corpechot C, Thorburn D, Janssen HLA,

Lindor KD, Hirschfield GM, Parés A, Floreani A, Mayo MJ, Invernizzi P, Battezzati PM, Nevens F, Ponsioen CY, Mason AL, Kowdley KV, Lammers

WJ, Hansen BE, van der Meer AJ. Ursodeoxycholic acid therapy and liver transplant-free survival in patients with primary biliary cholangitis. J

Hepatol. 2019 Aug;71(2):357-365. doi: 10.1016/j.jhep.2019.04.001. Epub 2019 Apr 11. PMID: 30980847]. Bojiee TOro, 10Ka3zaHo,
YTO JiaKe TPU HEJAOCTATOYHOM OMOXMMHUYECKHM OTBeTe mociie 1 roga nedenus YIXK**, puck

TII nan CMCPTU CHUIKACTCA [Harms MH, van Buuren HR, Corpechot C, Thorburn D, Janssen HLA, Lindor KD, Hirschfield GM,

Parés A, Floreani A, Mayo MJ, Invernizzi P, Battezzati PM, Nevens F, Ponsioen CY, Mason AL, Kowdley KV, Lammers WJ, Hansen BE, van der
Meer AJ. Ursodeoxycholic acid therapy and liver transplant-free survival in patients with primary biliary cholangitis. J Hepatol. 2019
Aug;71(2):357-365. doi: 10.1016/j.jhep.2019.04.001. Epub 2019 Apr 11. PMID: 30980847].

Baxna ncnonszyemas qoza Y JIXK**. B PKU cpaBHuBaBIIeM HU3KKE, CPETHUE U BHICOKHUE
no3el YAXK** mpu [IBX Obwio mokaszano, uto cpeansis mo3a YAXK** 13-15 mr/kr B cyTku

SABIBICTCA onmumansnoii [Angulo P, Dickson ER, Therneau TM, Jorgensen RA, Smith C, DeSotel CK, Lange SM, Anderson ML, Mahoney DW,
Lindor KD. Comparison of three doses of ursodeoxycholic acid in the treatment of primary biliary cirrhosis: a randomized trial. J Hepatol. 1999

May;30(3):830-5. doi: 10.1016/50168-8278(99)80136-6. PMID: 10365809]. B niccnenmoBanuu Global PBC Study Group
BBISBJICHA YETKas 3aBUCHMOCTh MEXJy JO30H M peakiuel, ¢ HauOONbIIeH MOJNb30H s

MAIMEHTOB, MOJTyYaBIUX aJiekBaTHYIO 03y YIXK** >13 mr/kr B cytku (OI11=0,29, p < 0,001)

[Harms MH, van Buuren HR, Corpechot C, Thorburn D, Janssen HLA, Lindor KD, Hirschfield GM, Parés A, Floreani A, Mayo MJ, Invernizzi P,
Battezzati PM, Nevens F, Ponsioen CY, Mason AL, Kowdley KV, Lammers WJ, Hansen BE, van der Meer AJ. Ursodeoxycholic acid therapy and
liver transplant-free survival in patients with primary biliary cholangitis. J Hepatol. 2019 Aug;71(2):357-365. doi: 10.1016/j.jhep.2019.04.001.

Epub 2019 Apr 11. PMID: 30980847.]. IMEIOTCSI OrpaHUYEHHBIE JJAHHBIE, CBUJCTEIbCTBYIOIIUE O TOM, YTO
noBbimeHne 10361 Y AXK** no 18-22 Mr/kr B CyTKH MOKET OBITh 3()()eKTHBHA Y MAIIMEHTOB, HE
OTBCUHAKOIIUX Ha CTAHAAPTHYI OO03Y Mpenapata [Xiang X, Yang X, Shen M, Huang C, Liu Y, Fan X, Yang L.

Ursodeoxycholic Acid at 18-22 mg/kg/d Showed a Promising Capacity for Treating Refractory Primary Biliary Cholangitis. Can J Gastroenterol

Hepatol. 2021 Jan 21;2021:6691425. doi: 10.1155/2021/6691425. PMID: 33542908; PMCID: PMC7843178]. OJTHaKO, OOBIYHO B
3THX CIydasx OOBIYHO WCTOJIB3yeTCs Tepamnusi 2-i TUHHUH, W TOBbIIIeHHbIE 10361 Y JIXK** He

MPUMCHSYOTCH [Younossi, Zobair M. MD, MPH, FACG, AGAF, FAASLDI; Bernstein, David MD2; Shiffman, Mitchell L. MD3; Kwo, Paul

MD4; Kim, W. Ray MDS5; Kowdley, Kris V. MD6; Jacobson, Ira M. MD7. Diagnosis and Management of Primary Biliary Cholangitis. The
American Journal of Gastroenterology 114(1):p 48-63, January 2019. | DOI: 10.1038/541395-018-0390-3].

YAXK** nmpumensiercst y nmanueHToB ¢ iro6oii craaueii 116X, Ho OonbHBIE HA paHHEH

craagun 3&6OJ'ICBaHI/I$I O6BI‘IHO JIyYlI€ OTBCYAIOT Ha 3TOT NPE€NApaT /[Kumagi T, Guindi M, Fischer SE, Arenovich

T, Abdalian R, Coltescu C, Heathcote EJ, Hirschfield GM. Baseline ductopenia and treatment response predict long-term histological progression
in primary biliary cirrhosis. Am J Gastroenterol. 2010 Oct;105(10):2186-94. doi: 10.1038/ajg.2010.216. Epub 2010 May 25. PMID: 20502446,
Sylvia D, Tomas K, Marian M, Martin J, Dagmar S, Peter J. The treatment of primary biliary cholangitis: from shadow to light. Therap Adv
Gastroenterol. 2024 Jul 29;17:17562848241265782. doi: 10.1177/17562848241265782. Erratum in: Therap Adv Gastroenterol. 2024 Aug

31;17:17562848241277276. doi: 10.1177/17562848241277276. PMID: 39081664, PMCID: PMC11287753]. B 10 xe BpEMsI, JAXKC



Ha mo3AHuX cranusax Y JIXK** moBeimaeT 0€3TpaHCIUIAHTAIMOHHYI0 BEDKUBAEMOCTD Harms MH, van

Buuren HR, Corpechot C, Thorburn D, Janssen HLA, Lindor KD, Hirschfield GM, Parés A, Floreani A, Mayo MJ, Invernizzi P, Battezzati PM,
Nevens F, Ponsioen CY, Mason AL, Kowdley KV, Lammers WJ, Hansen BE, van der Meer AJ. Ursodeoxycholic acid therapy and liver transplant-
free survival in patients with primary biliary cholangitis. J Hepatol. 2019 Aug;71(2):357-365. doi: 10.1016/j.jhep.2019.04.001. Epub 2019 Apr 11.

pMiD: 30980847. B nccnenoBannu Global PBC Study Group onernBanoch "uncio 00JIbHBIX, KOTOPBIX
HeoOxoaumo JeuntTh"(Number Needed to Treat, NNT - snumeMuoJIOrMdecKuil mokasaTeib
UCTIONIb3YEMBIH B OLIEHKE A(PPEKTHBHOCTH MEAUIIMHCKOTO BMEIIATEIbCTBA) IS IPEI0TBPALICHUS
onuoit TII umu cmeptu B Teuenne 5 ner. OH coctaBun ans nedenus: Y IXK** mpu 16X 11

yenoBek, B ToM unciie 4 - mpu L{I1 u 20 — 6e3 L. /Harms MH, de Veer RC, Lammers Wi, Corpechot C, Thorburn D,

Janssen HLA, Lindor KD, Trivedi PJ, Hirschfield GM, Pares A, Floreani A, Mayo MJ, Invernizzi P, Battezzati PM, Nevens F, Ponsioen CY, Mason
AL, Kowdley KV, Hansen BE, Buuren HRV, van der Meer AJ. Number needed to treat with ursodeoxycholic acid therapy to prevent liver
transplantation or death in primary biliary cholangitis. Gut. 2020 Aug;69(8):1502-1509. doi: 10.1136/gutjnl-2019-319057. Epub 2019 Dec 16.
PMID: 31843787, PMCID: PMC7398464].

[pumenenne Y AXK** npu [16X Taxke conpoBOXKIaeTCs YMEHBIICHHEM PUCKa Pa3BUTHS

BApHUKO3HOI'O0 PpAaCHIMPCHUA BCH IMHUIICBOMQA [Lindor KD, Jorgensen RA, Therneau TM, Malinchoc M, Dickson ER.
Ursodeoxycholic acid delays the onset of esophageal varices in primary biliary cirrhosis. Mayo Clin Proc. 1997 Dec;72(12):1137-40. doi:
10.4065/72.12.1137. PMID: 9413293] W CHHXXCHHUCM YPOBHA XOJCCTECpHHA JHUIIOIIPOTCUHOB HU3KOH
IJIOTHOCTH B CBIBOPOTKE KPOBMH /Balan V, Dickson ER, Jorgensen RA, Lindor KD. Effect of ursodeoxycholic acid on serum lipids

of patients with primary biliary cirrhosis. Mayo Clin Proc. 1994;69:923-929]. OiHaKko, Tepamusi Y JIXK** He ymeHbIiaer

TAaKHUC ACCOLUMUPOBAHHBIC C IIbX cuMITOMBI U COCTOSHHUS Kak CJ'Ia6OCTL/y'TOMJ'IHeMOCTI> [Lee, J.Y.,

Danford, C.J., Trivedi, H.D. et al. Treatment of Fatigue in Primary Biliary Cholangitis: A Systematic Review and Meta-Analysis. Dig Dis Sci 64,
2338-2350 (2019)._https://doi.org/10.1007/s10620-019-5457-5] Lindor KD, Janes CH, Crippin JS, Jorgensen RA, Dickson ER. Bone disease in

primary biliary cirrhosis: Does ursodeoxycholic acid make a difference? Hepatology. 1995;21:389-392]; aYTOUMMYHHBIC
TpOsIBIEHUS [AASLD 2018]. BosamoskHOoCTh ¥V IXK** Bmsate Ha 3y npu [16X criopHa, HO 0 TaHHBIM
METaaHaliu3a COYCTAaHUEC IIpf€riapara € XOJCCTUPAMUHOM H 0e3 Hero 3(1)(1)CKTI/IBHCC , HYEM

HJ'IaL[CGO[CO] '] Xu C, Yue R, Lv X, Wang S, Du M. Efficacy and safety of pharmacological interventions for pruritus in primary biliary

cholangitis: A systematic review and meta-analysis. Front Pharmacol. 2022 Oct 20,13:835991. doi: 10.3389/fphar.2022.835991. PMID:
36339545; PMCID: PMC9631940.

YAXK** o0bpr4HO XOpomo mepeHocurcs. [Ipu mioxoil mepeHOCUMOCTH CIIAyeT He
OTMEHSAThH TpernapaT NOJTHOCTHIO, a JICIUTh Ha HECKOJBKO NMPUEMOB, CHHKATh 703y, MOCTEIIEHHO

TUTPOBATH €€ 10 MAaKCHUMAJIbHO nepeHochoﬁ [van Hooff MC, Werner E, van der Meer AJ. Treatment in primary biliary
cholangitis: Beyond ursodeoxycholic acid. Eur J Intern Med. 2024 Jun;124:14-21. doi: 10.1016/j.ejim.2024.01.030. Epub 2024 Feb 2. PMID:

38307734]. Clie1yeT YUUTBIBATh, YTO CEKBECTPAHTBI )KETUHBIX KUCIOT U HEKOTOPbIE aHTALUIbl MOTYT
npensaTcTBoBaTh abcopoumn YJIXK**. Ilpm WX OIHOBpPEMEHHOM WCHOIb30BAHUU CJICTYET
pa3HOCHUTH UX mpueM Bo BpemeHu: Y JIXK** npuHuMats kak MUHUMYM 3a 1 wac 1o wim yepes 4
yaca Mocjie INpueMa JpPYrux TMpenapaTtoB /44sLp 2018. Taxoke HEOOXOAMMO MOMHMTB, YTO

OMOAOCTYNMHOCTh pa3nnuHbIX npenapatoB Y IAXK mMoxeT pasnudarsCes [Williams CN, Al-Knawy B, Blanchard

W. Bioavailability of four ursodeoxycholic acid preparations. Aliment Pharmacol Ther. 2000 Sep;14(9):1133-9. doi: 10.1046/j.1365-
2036.2000.00817.x. PMID: 10971229].



VYirydmienue ne4eHOYHbIX TecTOoB rpu Tepanuu Y JIXK** 00praH0 HaOmoaeTcs B Te4eHne
HECKOJBKHUX He/lelb, a 90%-ynydunenue oObIYHO POUCXOIUT B TEUCHHE 6-9 MecsIIEB [ AASLD 2018].

(CM. pasaein «O1eHKa oTBeTa Ha nequHe»)

B mHacrosmiee Bpemsi HET JOCTaTOYHBIX KIMHHYECKHX JTaHHBIX, YTOOBI PEKOMEHIOBAThH
npodunaktuaeckoe npumenenue Y JIXK** Tompko npu MoJ0KHUTETBHOM pe3ysbTaTe aHaIn3a Ha

AMA rvou H, Duan W, Li S, Lv T, Chen S, Lu L, Ma X, Han Y, Nan Y, Xu X, Duan Z, Wei L, Jia J, Zhuang H; Chinese Society of Hepatology, Chinese

Medical Association. Guidelines on the Diagnosis and Management of Primary Biliary Cholangitis (2021). J Clin Transl Hepatol. 2023 Jun 28,;11(3):736-
746. doi: 10.14218/JCTH.2022.00347. Epub 2023 Feb 10. PMID: 36969891; PMCID: PMC10037524.

KKb wacto comyrctByer IIBX. Cornmacuo “UncTpykimu mo mnpumeneHuto ..” YJIXK**
KaJmbIH()UIIMPOBAHHBIE KOHKPEMEHTHI KETIHOTO MY3BIPs SBISIOTCS NMPOTHUBOIOKA3aHHEM K ee
MPUMEHEHHUIO, HO 3Ta MO3HIHUS CBsi3aHa ¢ nmpuMeHeHneM Y JIXK** mis nmuronnsa KOHKpEeMEHTOB.
HakoruieH n0cTaTOYHBINA OMBIT, TOKa3bIBAOIIWN Oe3omacHocTh mpuMmeHeHus YIXK** npu

oeccumnTomMuor JKKB cH Mexmues, C.P. A6oynxakos, [J.C. Bopoun, K.JI. Paiixenvcon, H.H. Bemwesa c coaém. Bonpocui
Kaaccugurayuu, oua HoCMuKU U 6e0eHUs. NAYUeHMo8 ¢ buuapHvim ciaddxcem (coenauenue cneyuaaucmos) PMOK 2025 DOI: 10.32364/2587-

6821-2025-9-*-0, 4TO TIO3BOJIACT IMPOAOJDKATH €€ IIPUCM IIpU IIbX wu KaJ'II)I_II/I(bI/II_[I/IPOBaHHbIX

KOHKpPEMCHTAX.

He pexoMeHnayercsi Ha3HaA4YaTh IIIOKOKOPTHKOWABI M MMMYHO/JENPECCAHTHI MANMEHTaM ¢
IIBbX, He wuMewWMM JAPYrHX ayYTOMMMYHHBIX 3a00/ieBaHMii, B CBSI3H € HH3KOH
3¢ ¢pextuBHocTHIO NpU [IBX 1 no6ounbiMu 3pdexramu

[Molinaro A, Marschall HU. Why Doesn't Primary Biliary Cholangitis Respond to Immunosuppressive Medications? Curr Hepatol Rep.
2017;16(2):119-123. doi: 10.1007/s11901-017-0345-y. Epub 2017 Apr 27. PMID: 28706773, PMCID: PMC5486599].

Yposens yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0Ka3aTelbCTB 5).

I'moxoxoptuxonsl (I'K) m mMMyHoOAenpeccaHThl HE UCTIONIB3YIOTCS Ul JICUeHHsS COOCTBEHHO
[IBX, HecMoTpst Ha TO, YTO B HEOOJIBIIIOM MCCIIEZIOBAHNN KOMOWHAIMS TpeaHN30I0Ha ¢ Y JIXK**
MOKa3blBala IO3UTUBHOE BIMSHUE Ha THCTOJOTMYECKHE TMapaMeTpsl B CPaBHEHHH C

yI[XK**[Leuschner M, Giildituna S, You T, Hiibner K, Bhatti S, Leuschner U. Ursodeoxycholic acid and prednisolone versus
ursodeoxycholic acid and placebo in the treatment of early stages of primary biliary cirrhosis. J Hepatol. 1996 Jul;25(1):49-57. doi: 10.1016/s0168-
8278(96)80327-8. PMID: 8836901. Mitchison HC, Bassendine MF, Malcolm AJ, Watson AJ, Record CO, James OF. A pilot, double-blind,
controlled 1-year trial of prednisolone treatment in primary biliary cirrhosis: hepatic improvement but greater bone loss. Hepatology. 1989

Oct;10(4):420-9. doi: 10.1002/hep.1840100405]. OIHAKO, YYUTHIBag HEOOXOIMMOCTH [UIUTEIBHOTO JICUECHUS
3aboneBanus, ' K cunranuck HenoAXoIAIIMME B CBETE pUCKa PA3BUTHS 1OJITOCPOUHBIX TTOOOUHBIX
3 PEKTOB, MPEXK/IE BCETO YCYTyOJICHHUS OCTEONOPO3a, KOTOPHIN SBISETCS YaCThIM OCIIOKHEHUEM
I1BX, a B kauectBe 'K BbIOOpa paccmarpuBaics MperMyIIECTBEHHO #0YIeCOHU, 00IaaaroInit

HU3KOH 6I/IOI[OCTy1'[HOCTBIO [Leuschner M, Maier KP, Schlichting J, Strahl S, Herrmann G, Dahm HH, Ackermann H, Happ J,

Leuschner U. Oral budesonide and ursodeoxycholic acid for treatment of primary biliary cirrhosis: results of a prospective double-blind trial.



Gastroenterology. 1999 Oct;117(4):918-25.  doi:  10.1016/50016-5085(99)70351-3. PMID: 10500075]. Ho, B mame6o-
KOHTpoaupyemMoM jBoiiHoM cienom PKU, BkmrouaBIieM ManMeHTOB, HE OTBETUBIIMX Ha
YAXK**, HazHaueHue #0y/iecOHUIa HE MPUBOJIUIO K TUCTOJIOTHUECKOMY YIYUIICHHUIO, XOTS U

CHW)XAJIO YPOBCHb H_ICD [Hirschﬁeld GM, Beuers U, Kupcinskas L, Ott P, Bergquist A, Farkkild M, Manns MP, Parés A, Spengler U,

Stiess M, Greinwald R, Prols M, Wendum D, Drebber U, Poupon R. A placebo-controlled randomised trial of budesonide for PBC following an
insufficient response to UDCA. J Hepatol. 2021 Feb;74(2):321-329. doi: 10.1016/j.jhep.2020.09.011. Epub 2020 Sep 17. PMID: 32950590].

Kpowme Toro, #0yaeconu 1 Tak:ke MOKeT MPUBOJUTH K cHIKkeHnto MITKT y oTiensHBIX HaliueHToB

¢ IIBX [Rautiainen H, Firkkili M, Neuvonen M, Sane T, Karvonen AL, Nurmi H, Kirkkiinen P, Neuvonen PJ, Backman JT.

Pharmacokinetics and bone effects of budesonide in primary biliary cirrhosis. Aliment Pharmacol Ther. 2006 Dec;24(11-12):1545-52. doi:
10.1111/5.1365-2036.2006.03155.x. PMID: 17206943].

Psn mpenapaToB, OTHOCAIIMXCS K HMMMYyHoOAemnpeccaHTaMm, Obm1 ucciemoBan mpu  I1BX
(#azaTronpuH, #xmopamOyIWII, #IUKIOCTIOPUH, #METOTpeKkcaT, #MUKo(deHomata Mo(eTnit), HO
BCE OHM OKAa3aJHCh JINOO ManodpQeKTHBHBIMHU, THOO0 HEID(PHEKTUBHBIMH, JIMOO MOTEHIMATHHO

OINIaCHBIMU N HC PECKOMCHAYIOTCA K IPUMCHCHUIO IIPHU I1BX [Molinaro A, Marschall HU. Why Doesn't Primary Biliary
Cholangitis Respond to Immunosuppressive Medications? Curr Hepatol Rep. 2017;16(2):119-123. doi: 10.1007/s11901-017-0345-y. Epub 2017

Apr 27. PMID: 28706773; PMCID: PMC5486599]. He3(1)(1)eKTI/IBHBIMI/I npu IIbX B OMIOTHBIX HUCCICO0OBAHUAX

0OKa3aJIUCh TAKXKEC #pI/ITYKCI/IMa6 n #yCTeKI/IHyMa6 Hirschfield GM, Gershwin ME, Strauss R, Mayo MJ, Levy C, Zou B,

Johanns J, Nnane IP, Dasgupta B, Li K, Selmi C, Marschall HU, Jones D, Lindor K; PURIFI Study Group. Ustekinumab for patients with primary
biliary cholangitis who have an inadequate response to ursodeoxycholic acid: A proof-of-concept study. Hepatology. 2016 Jul;64(1):189-99. doi:
10.1002/hep.28359. Epub 2016 Jan 14. PMID: 26597786. Tsuda M, Moritoki Y, Lian ZX, Zhang W, Yoshida K, Wakabayashi K, Yang GX,
Nakatani T, Vierling J, Lindor K, Gershwin ME, Bowlus CL. Biochemical and immunologic effects of rituximab in patients with primary biliary
cirrhosis and an incomplete response to ursodeoxycholic acid. Hepatology. 2012 Feb;55(2):512-21. doi: 10.1002/hep.24748. PMID: 22006563;
PMCID: PMC12168494.

I'K 1 umMmmyHOAenpeccanTbl MOTYT ObITh Mctionb3oBaHbl Tipu [IBX/AUD unm couetanun [16X c

apyrumu AN3. Y ux BeIOOp omnpeienseTcss KOMOpOUIHOCTHIO. [Ipy 3TOM clieyeT yIuThIBaTh, 9TO

JUI METOTpeKcaTa MOKa3aHo MO3UTUBHOE BIMSHUE Ha Xojectatndeckuil 3y npu [1bX [Xuc, YueR,

Lv X, Wang S, Du M. Efficacy and safety of pharmacological interventions for pruritus in primary biliary cholangitis: A systematic review and

meta-analysis. Front Pharmacol. 2022 Oct 20;13:835991. doi: 10.3389/fphar.2022.835991. PMID: 36339545, PMCID: PMC9631940].

#byneconun He mcnonbdyercs y mamueHToB ¢ [IBX u LI w/mnm mopTambHON TrUNEpTeH3UEH,

MOCKOJIbKY MOBBIMIACT PUCK TPOMOO30B B CUCTEME BOPOTHOU BEHBI [Hempfling W, Grunhage F, Dilger K, Reichel

C, Beuers U, Sauerbruch T. Pharmacokinetics and pharmacodynamic action of budesonide in early- and late-stage primary biliary cirrhosis.

Hepatology. 2003 Jul;38(1):196-202. doi: 10.1053/jhep.2003.50266. PMID: 12830002].
3.2.1.2 ba3ucnas (60J1e3Hb-MOAMPUIMPYIOIIAS) Tepanus 2-0i JUHAH

Ecnm nanment B Teuenue 6 wnu 12 mec He oTBeTHN Ha Tepanuio Y JIXK** B anexBaTHoii 103€ (CM.

Paznen* Ouenka oTBeTa Ha Tepanuio”, ClIelyeT pacCMOTPETh TEPAIHIO 2-01 JTMHUAU

Pexomennyercss manmentam ¢ IIBX 6e3 nexkommnencupoannoro III, He oTBeTHBIIMM Ha

Tepanuio YJIXK** miau c¢ HemepeHocuMmocthbio YJAXK** nHaznauaTre #¢puOparsl nis



YBEINYCHUSA 6e3TpaHCHJIaHTaIII/IOHHOI7[ BBIKUBAEMOCTH, CHHIKCHHUSA  BbIPAKCHHOCTU

(pub6po3a u KynupoBaHus 3yaa

[Khakoo NS, Sultan S, Reynolds JM, Levy C. Efficacy and Safety of Bezafibrate Alone or in Combination with Ursodeoxycholic Acid in Primary
Biliary Cholangitis: Systematic Review and Meta-Analysis. Dig Dis Sci. 2023 Apr;68(4):1559-1573. doi: 10.1007/s10620-022-07704-4. Epub 2022
Sep 30. PMID: 36180756.; Tanaka A, Hirohara J, Nakano T, Matsumoto K, Chazouilléres O, Takikawa H, Hansen BE, Carrat F, Corpechot C.
Association of bezafibrate with transplant-fiee survival in patients with primary biliary cholangitis. J Hepatol. 2021 Sep;75(3):565-571. doi:
10.1016/j.jhep.2021.04.010. Epub 2021 Apr 18. PMID: 33882268., de Vries E, Bolier R, Goet J, Parés A, Verbeek J, de Vree M, Drenth J, van
Erpecum K, van Nieuwkerk K, van der Heide F, Mostafavi N, Helder J, Ponsioen C, Oude Elferink R, van Buuren H, Beuers U; Netherlands
Association for the Study of the Liver-Cholestasis Working Group. Fibrates for Itch (FITCH) in Fibrosing Cholangiopathies: A Double-Blind,
Randomized, Placebo-Controlled Trial. Gastroenterology. 2021 Feb;160(3):734-743.e6. doi: 10.1053/j.gastro.2020.10.001. Epub 2020 Oct 5.
PMID: 33031833, Liu Y, Guo G, Zheng L, Sun R, Wang X, Deng J, Jia G, Yang C, Cui L, Guo C, Shang Y, Han Y. Effectiveness of Fenofibrate in
Treatment-Naive Patients With Primary Biliary Cholangitis: A Randomized Clinical Trial. Am J Gastroenterol. 2023 Nov 1;118(11):1973-1979.
doi: 10.14309/ajg.0000000000002238. Epub 2023 Mar 9. PMID: 36892506.; Ding D, Ren P, Guo G, Liu Y, Yang C, Zheng L, Jia G, Deng J, Sun
R, Wang X, Zhou X, Shang Y, Han Y. Fenofibrate normalizes alkaline phosphatase and improves long-term outcomes in patients with advanced
primary biliary cholangitis refractory to ursodeoxycholic acid. Gastroenterol Hepatol. 2023 Nov;46(9):692-701. English, Spanish. doi:
10.1016/j.gastrohep.2023.01.001. Epub 2023 Jan 9. PMID: 36632973.; Guoyun X, Dawei D, Ning L, Yinan H, Fangfang Y, Siyuan T, Hao S, Jiaqi
Y, Ang X, Guanya G, Xi C, Yulong S, Ying H. Efficacy and safety of fenofibrate add-on therapy in patients with primary biliary cholangitis refractory
to ursodeoxycholic acid: A retrospective study and wupdated meta-analysis. Front Pharmacol. 2022 Aug 30;13:948362. doi:
10.3389/fphar.2022.948362. PMID: 36110537; PMCID: PMC9468667.; Saeedian B, Babajani N, Bagheri T, Shirmard FO, Pourfaraji SM.
Efficacy and safety of PPAR agonists in primary biliary cholangitis: a systematic review and meta-analysis of Randomized Controlled Trials. BMC
Gastroenterol. 2025 Apr 8;25(1):230. doi: 10.1186/512876-025-03821-2. PMID: 40200180; PMCID: PMC11980239.; Shen N, Pan J, Miao H,
Zhang H, Xing L, Yu X. Fibrates for the treatment of pruritus in primary biliary cholangitis: a systematic review and meta-analysis. Ann Palliat
Med. 2021 Jul;10(7):7697-7705. doi: 10.21037/apm-21-1304. PMID: 34353058.; . Lin, W., Wang, Jx. & Liu, Yj. Optimal drug regimens for
improving ALP biochemical levels in patients with primary biliary cholangitis refractory to UDCA: a systematic review and Bayesian network

meta-analysis. Syst https://doi.org/10.1186/s13643-024-02460-0985; Grigorian AY, Mardini HE, Corpechot C, Poupon R, Levy C. Fenofibrate is

effective adjunctive therapy in the treatment of primary biliary cirrhosis: A meta-analysis. Clin Res Hepatol Gastroenterol. 2015 Jun;39(3):296-
306. doi: 10.1016/j.clinre.2015.02.011. Epub 2015 Apr 14. PMID: 25882906].

YpoBeHb yOeauTeILHOCTH peKOMeHIaAuNi A (YPOBEHb 10CTOBEPHOCTH 10KA3aTeIbCTB 1).

@ubpaThl SBISIOTCS arOHUCTAMU SNEPHBIX PEHENTOPOB, AKTHBHPYEMBIX TpoiudeparopaMu
nepokcucoM (PPAR). PPAR yuacTtBytor B perymsiuuu meTabonu3ma JMIKIOB, YIJICBOJOB U
0eJIKOB, SHEPTreTUIECKOM METa0O0IM3ME, PETYIUPYIOT KIETOUHYIO MU (EPEHIIMPOBKY U pa3BUTHE
BocnanutenbHoro oreeta. CymectyeT Tpu noarumna: PPAR anbda (o), PPAR nenpra (8) u PPAR
raMMa (y), KOTOpBIE IO-Pa3HOMY OJKCIIPECCUPYIOTCS B OpraHax M TKaHSIX M aKTHBUPYIOT
pa3nnyHble CUTHaJIbHbIE MyTH. PaznuuHble #QuOpaThl SBIAIOTCS B MEPBYIO OYepe/ib JIUTaHAaMU

PPARG0, KOTOpbIE IPEUMYIIECTBEHHO SKCIPECCUPYETCS B IEUCHU [Hayes CM, Gallucci GM, Boyer JL, Assis DN,

Ghonem NS. PPAR agonists for the treatment of cholestatic liver diseases: Over a decade of clinical progress. Hepatol Commun. 2024 Dec
20;9(1):e0612. doi: 10.1097/HC9.0000000000000612.].

HaubGonee wusyuen mnpu IIBX »ddexr #OesadudOpara, man-aronncra PPAR (He
3apeructpupoBad B P®). B mmanebo-kontpomupyemom PKUW BEZURSO #6e3zadubpar B
komOuHammu ¢ YIXK y mamueHToB ¢ HENMOJIHBIM OTBETOM NpH NpUeMe B TeueHHe 24 Henenb
npuBen kK HopMmanuzanuu L®P, amuHOTpaHcdepas, bunupyOorHa U MPOTPOMOMHOBOTO MHIEKCA Y

31% mamuentoB (B cpaBHeHMu 9% mnammeHtoB B rpymme mwiane6o (p < 0,001). Ipu stom



meananHoe cHikeHue L® na 60% Habmronanock yxe depes 3 mecsma iedeHus. Yposens LD
HOpManu3oBajcs y 67% NanueHToB, NOJy4aBIINX JedeHue #0e3adudpar, no cpaBHeHuIo ¢ 2% B
rpynme miaane6o. Kpome toro Habmronanoch no3sutuBHoe BiausHue Ha cumnromsl [1BX (3yx,

yTOMJ'IHCMOCTL) N HCMHBA3MWMBHLBIC ITOKAa3aTCIIN (1)I/I6p03a NCYCHU [Corpechot C, Chazouilléres O, Rousseau A, Le

Gruyer A, Habersetzer F, Mathurin P, Goria O, Potier P, Minello A, Silvain C, Abergel A, Debette-Gratien M, Larrey D, Roux O, Bronowicki JP,
Boursier J, de Ledinghen V, Heurgue-Berlot A, Nguyen-Khac E, Zoulim F, Ollivier-Hourmand I, Zarski JP, Nkontchou G, Lemoinne S, Humbert
L, Rainteau D, Lefévre G, de Chaisemartin L, Chollet-Martin S, Gaouar F, Admane FH, Simon T, Poupon R. A Placebo-Controlled Trial of
Bezafibrate in Primary Biliary Cholangitis. N Engl J Med. 2018 Jun 7;378(23):2171-2181. doi: 10.1056/NEJMoal714519. PMID: 29874528].

Honrocpounoe npumeHenue #0e3adubpara (5 ner) B vccleA0BaHUM C MAPHBIMH OUOTICHSMH,
nmokasajo, 4yto y 48 % mammeHToB AocTuTancs perpecc ¢pudposza, a nois mamueHtoB ¢ LIT

cHuzmnach ¢ 19% 1o 3% uepes 5 aet (p < 0,001) [Sorda JA, Gonzalez Ballerga E, Barreyro FJ, Avagnina A, Carballo P,

Paes de Lima A, Daruich J. Bezafibrate therapy in primary biliary cholangitis refractory to ursodeoxycholic acid: a longitudinal study of paired
liver biopsies at 5 years of follow up. Aliment Pharmacol Ther. 2021 Nov;54(9):1202-1212. doi: 10.1111/apt.16618. Epub 2021 Sep 29. PMID:
34587309].

ITo nanHBIM MeTaaHaIn3a IpUMeHeHue #0e3apubdpara B KaueCTBE MOHOTEPAITMH WU B COUETAaHUU
¢ YAXK ynyumaeTt OHoXxuMHUYECKHE TIOKa3aTenu neueHn y nanueHToB ¢ [1bX, Ho ero BnusiHue Ha

CMCPTHOCTD, OCJIO)KHCHHUSA CO CTOPOHBI IMEYCHU N KAYCCTBO KMU3HU OCTACTCSA HEU3BECTHBIM [Khakoo

NS, Sultan S, Reynolds JM, Levy C. Efficacy and Safety of Bezafibrate Alone or in Combination with Ursodeoxycholic Acid in Primary Biliary
Cholangitis: Systematic Review and Meta-Analysis. Dig Dis Sci. 2023 Apr;68(4):1559-1573. doi: 10.1007/s10620-022-07704-4. Epub 2022 Sep

30. PMID: 36180756. B TO ke Bpems uccienoBaTenu u3 SnoHuu, rae #GubpaTsl HCIOIB3YIOTCS B
nedennn 16X c¢ 2000 r., mpoaeMOHCTPUPOBAIN B KPYITHOM KOTOPTHOM wHccieaoBanuu (3908
MaIMEeHTOB, B TOM yHciie 746 yenoBek npunumanu Y JIXK** +#06ezadubpar B cpesiHem B TeueHue
6,8 ner) cHwKeHHue oOILIel CMEPTHOCTH, CMEPTHOCTH, CBSI3aHHOM C 3a00JI€BaHUSIMM NEUCHU U

HOTpe6HOCTI/I B TII [Tanaka A, Hirohara J, Nakano T, Matsumoto K, Chazouilléres O, Takikawa H, Hansen BE, Carrat F, Corpechot C.

Association of bezafibrate with transplant-free survival in patients with primary biliary cholangitis. J Hepatol. 2021 Sep;75(3):565-571. doi:
10.1016/j.jhep.2021.04.010. Epub 2021 Apr 18. PMID: 33882268].

B PKU tepamus Y IXK+#dpenodpudbpat HauBHBIX manuenToB ¢ 16X nmpuBoamia Kk T0CTHXEHUIO

orBera Ha Tepanuio B 81.4% cnyuaes (B cpaBHeHnu ¢ 64.3% npu monoteparuu Y AXK) / Liu ¥, Guo

G, Zheng L, Sun R, Wang X, Deng J, Jia G, Yang C, Cui L, Guo C, Shang Y, Han Y. Effectiveness of Fenofibrate in Treatment-Naive Patients With
Primary  Biliary ~Cholangitis: A Randomized ~ Clinical Trial. Am J Gastroenterol. 2023 Nov 1;118(11):1973-1979. doi:
10.14309/ajg.0000000000002238. Epub 2023 Mar 9. PMID: 36892506]. Kpome mozo, 6bL10 noKasaHo eiusHue KOMOUHUPOBAHHOU mepanii
VIIXK u ¢henopubpamom na besmpancnianmayuonnyio svidgcusaemocms [Ding D, Ren P, Guo G, Liu Y, Yang C, Zheng L, Jia G, Deng J, Sun R,
Wang X, Zhou X, Shang Y, Han Y. Fenofibrate normalizes alkaline phosphatase and improves long-term outcomes in patients with advanced

primary biliary cholangitis refractory to ursodeoxycholic acid. Gastroenterol Hepatol. 2023 Nov;46(9):692-701. English, Spanish. doi:

10.1016/j.gastrohep.2023.01.001. Epub 2023 Jan 9. PMID: 36632973]. 110 maHHBIM MeTaaHanu3a IPH OTCYTCTBHUU
orera Ha Tepanuio YJXK, noGaBmnenne k Hel #(eHoduOpara 3HAYUTENHLHO CHHXKAET

na6opaT0pHLIe IIOKa3aTeCJIu, B TOM 4YUCJIC I_HCD [Grigorian AY, Mardini HE, Corpechot C, Poupon R, Levy C. Fenofibrate

is effective adjunctive therapy in the treatment of primary biliary cirrhosis: A meta-analysis. Clin Res Hepatol Gastroenterol. 2015 Jun;39(3):296-
306. doi: 10.1016/j.clinre.2015.02.011. Epub 2015 Apr 14. PMID: 25882906[CO2] ].



BaxxHbIM JONIOTHUTENBHBIM 3¢ deKToM #PUOpaToB ABISETCS CIIOCOOHOCTH KYIHPOBATh XOIECTaTHUECKHN
3y [Reig A, Sesé P, Parés A. Effects of Bezafibrate on Outcome and Pruritus in Primary Biliary Cholangitis With Suboptimal Ursodeoxycholic

Acid Response. Am J Gastroenterol. 2018 Jan;113(1):49-55. doi: 10.1038/ajg.2017.287. Epub 2017 Oct 10. PMID: 29016567. OwubKa!

HEAOHVCTMMbIﬁ 06beKT r1 NepPCCbINIKWU. de Vries E, Bolier R, Goet J, Parés A, Verbeek J, de Vree M, Drenth J, van Erpecum

K, van Nieuwkerk K, van der Heide F, Mostafavi N, Helder J, Ponsioen C, Oude Elferink R, van Buuren H, Beuers U; Netherlands Association
for the Study of the Liver-Cholestasis Working Group. Fibrates for Itch (FITCH) in Fibrosing Cholangiopathies: A Double-Blind, Randomized,
Placebo-Controlled Trial. Gastroenterology. 2021 Feb;160(3):734-743.¢6. doi: 10.1053/j.gastro.2020.10.001. Epub 2020 Oct 5. PMID:

33031833. OWIM6Ka! HepgonycTUMbIA 06 bEKT rMNepPCCbIZIKMU. . Khakoo NS, Sultan S, Reynolds M, Levy C. Efficacy
and Safety of Bezafibrate Alone or in Combination with Ursodeoxycholic Acid in Primary Biliary Cholangitis: Systematic Review and Meta-

Analysis. Dig Dis Sci. 2023 Apr;68(4):1559-1573. doi: 10.1007/510620-022-07704-4. Epub 2022 Sep 30. PMID: 36180756]. (CM. Pasnen

3.1.3. CumnTomMaTHIeCcKOE JICUCHHUE).

CornacHo BHIIIICTIPUBEICHHBIM UCCIIEIOBAHUSM, MIPU XOpollei nepeHocumoctu Y JIXK**
#dubpaTsl Ha3HAYAIOTCSI JOMONHUTENBHO K Y JIXK**. MoHOTepanus HCoNb3yeTcs JIUIIb TPH
Henepenocumoctu Y JIXK**. Komounamus Y JIXK+#hubpar 00b19HO XOPOIIO MEPEHOCUTCSI, HO
3a(hUKCHPOBAHO HEKOTOPOE MOBBILIEHUE TOOOUHBIX 3((EKTOB B CPABHEHUU C MOHOTEpanuei

Y AXK**, mpenMyImecTBeHHO B BUI€ PUCKA MUOTIATUU B PaOIOMHOIIN3A [Corpechot C, Chazouilléres O,

Rousseau A, Le Gruyer A, Habersetzer F, Mathurin P, Goria O, Potier P, Minello A, Silvain C, Abergel A, Debette-Gratien M, Larrey D, Roux
O, Bronowicki JP, Boursier J, de Ledinghen V, Heurgue-Berlot A, Nguyen-Khac E, Zoulim F, Ollivier-Hourmand I, Zarski JP, Nkontchou G,
Lemoinne S, Humbert L, Rainteau D, Lefévre G, de Chaisemartin L, Chollet-Martin S, Gaouar F, Admane FH, Simon T, Poupon R. A Placebo-
Controlled Trial of Bezafibrate in Primary Biliary Cholangitis. N Engl J Med. 2018 Jun 7;378(23):2171-2181. doi: 10.1056/NEJMoal714519.

PMID: 29874528]. B crcTemaTrueckom 0030pe, BkarounBmeM 37 KU, onucana Hu3Kas yactora

HEI)KENATEIbHBIX SBJICHUI IIpyu TEpANNU XOJIECTaATUICCKUX 3a00JICBaHUH #(1)I/I6paTaMI/I [Carrion AF,
Lindor KD, Levy C. Safety of fibrates in cholestatic liver diseases. Liver Int. 2021 Jun;41(6):1335-1343. doi: 10.1111/1iv.14871. Epub 2021 Mar

18. PMID: 33751787]. Ilo JaHHbIM METaaHaJIi3a HE 3a(I)I/IKCI/IpOBaHO 3HAYHMMOT'O ITIOBBIIICHUSA HEXKEIATCIIbHBIX

SIBIICHU TepaIuy Mpu UcIoyib30Banum #PpuopatoB npu [16X Zhang H, Li S, Feng Y, Zhang Q, Xie B. Efficacy of fibrates
in the treatment of primary biliary cholangitis: a meta-analysis. Clin Exp Med. 2023 Sep;23(5):1741-1749. doi: 10.1007/s10238-022-00904-2].

Tem He MeHee, pu Ha3HaYeHUU #(HUOpaATOB TPeOyeTCss KOHTPOIb TTOKA3aTeNei COCTOSHHUS
nedeny, MpimeyHoi Tkanu (KPK) 1 ¢pyHknmm modek (KpeaTHHUH) Yepe3 HECKOIBKO Heelb

II0CJIC Ha4YaJia JCYCHUS [van Hooff MC, Werner E, van der Meer AJ. Treatment in primary biliary cholangitis: Beyond
ursodeoxycholic acid. Eur J Intern Med. 2024 Jun;124:14-21. doi: 10.1016/j.¢jim.2024.01.030. Epub 2024 Feb 2. PMID: 38307734].

Crnemyet cobmro1aTh OCTOPOKHOCTB TIPH OJTHOBPEMEHHOM MIPUMEHEHUH #(PUOpaToB u
WHTAOUTOPOB 3-THIPOKCH-3-METHITYTapHI-KOPH3UM A-peayKTa3sl (CTATHHOB) U3-32

NOTCHUHAJIIBHBIX JICKAPCTBCHHBIX B3aMMOJCHUCTBUM U TOBBIIICHUS PpHUCKa MUOTIATHH [van Hooff MC,

Werner E, van der Meer AJ. Treatment in primary biliary cholangitis: Beyond ursodeoxycholic acid. Eur J Intern Med. 2024 Jun;124:14-21. doi:
10.1016/j.¢jim.2024.01.030. Epub 2024 Feb 2. PMID: 38307734].

[TockoJIbKy CpOKH KOHTPOJIS IMOKa3aTesei 0e30MacHOCTH Ha TaHHOW Tepanuu uMeHHO i 16X
HE pa3paloTaHbl, CIEAYyeT PYKOBOJCTBOBATHLCS CPOKAMU KOHTPOJSI M TMapameTpaMd OTMEHBI

npernapara, UCIoIb3yeMbIMU NPH Ha3HaYeHUU (pUOPATOB MPU MMIEPTPUINIULEPUIEMUH [Exor M.B.,

Kyxapuyk B.B., Cepruenko 1.B., AnmueBa A.C., Aunudepo M.B., Anmenec A.A., Apadumze I'.I'., Aponos J[.M., Apyrionos I'.I1., AxmepKaHoB



H.M., Banaxonosa T.B., Bap6apau O.JI., Boiinos C.A., ByoxHosa M.I"., Boesoga M.U., l'ancrsn I'.P., Tanssuu A.C., Iopusikosa H.B., I'ypeBuu
B.C., lenos U.H., Ipankuna O.M., ynnakos [.B., Eperun C.51., Epmosa A.1., Uptiora O.b., Kapnos C.P., Kapnos F0.A., KaukoBckuit M.A.,
Kobamnasa JXX./I., Kosnonosa H.A., Konosasnos I'.A., Koncrautuuos B.O., Kocmauesa E.JI., Korosckas F0.B., MaptsiHoB A.W., Memkos A.H.,
Heb6uepumze J1.B., Hemoroma C.B., O6pesan A.I'., OmneiinukoB B.D., Ilokposcknit C.H., Paruno 0.1., Poraps O.I1., Cxubuukuii B.B.,
Cwmonenckas O.I'., CokonoB A.A., Cymapoko A.b., ®umunmos A.E., Xamumos 10.111., Yazosa U.E., Hlanomuuk U.1., lllectakoBa M.B., Skymmx
C.C., Ulnsaxro E.B. Hapymenus numuaHoro obmena. Kimaudeckue pexomenpmaumu 2023. Poccuiickuil KapHOJOTMYECKUH KypHAIL.

2023;28(5):5471. https://doi.org/10.15829/1560-4071-2023-5471].

CenextuBHble aronuctel PPAR: snadubpanop (aronuct PPAR-0/8) u cemagenmap (aroHuct
PPAR-3 ) mokasanu BeICOKYIO 3¢ dekTuBHOCTS mpu [16X, M03BOIMB JOCTHYL OTBETA HA TEPATTHIO

y ucxonHbIX HeoTBeT4MKOB Ha Y JIXK cooTBeTcTBEHHO B 67% 1 51 % ciydaeB [Hirschfield GM, Bowlus

CL, Mayo MJ, Kremer AE, Vierling JM, Kowdley KV, Levy C, Villamil A, Ladroén de Guevara Cetina AL, Janczewska E, Zigmond E, Jeong SH,
Yilmaz Y, Kallis Y, Corpechot C, Buggisch P, Invernizzi P, Londofio Hurtado MC, Bergheanu S, Yang K, Choi YJ, Crittenden DB, McWherter
CA; RESPONSE Study Group. A Phase 3 Trial of Seladelpar in Primary Biliary Cholangitis. N Engl J Med. 2024 Feb 29;390(9):783-794. doi:

10.1056/NEJMoa2312100. Epub 2024 Feb 21. PMID: 38381664. OwnbKa! Hegonyctumbii 06bEKT rMnepccbiaiku.

Kowdley KV, Bowlus CL, Levy C, Akarca US, Alvares-da-Silva MR, Andreone P, Arrese M, Corpechot C, Francque SM, Heneghan MA,
Invernizzi P, Jones D, Kruger FC, Lawitz E, Mayo MJ, Shiffman ML, Swain MG, Valera JM, Vargas V, Vierling JM, Villamil A, Addy C, Dietrich
J, Germain JM, Mazain S, Rafailovic D, Taddé B, Miller B, Shu J, Zein CO, Schattenberg JM; ELATIVE Study Investigators’ Group; ELATIVE
Study Investigators' Group. Efficacy and Safety of Elafibranor in Primary Biliary Cholangitis. N Engl J Med. 2024 Feb 29;390(9):795-805. doi:

10.1056/NEJM0a2306185. Epub 2023 Nov 13. PMID: 37962077]. DTU IIpeNapaThl 3aperucTpUpPOBaHbl Ul JICUEHUS
[IBX B psige cTpaH, HO oKa He 3apeructpupoBanbl B PO. Eme onun cenextuBHbIi aronnct PPAR

(1/’)/ - caporiimrasap rnokasaja CXOAHbIC PE3YJIbTAThI B UCCIICAOBAHUN 2-1 (1)33]31 [Vuppalanchi R, Caldwell SH,

Pyrsopoulos N, deLemos AS, Rossi S, Levy C, Goldberg DS, Mena EA, Sheikh A, Ravinuthala R, Shaikh F, Bainbridge JD, Parmar DV, Chalasani
NP. Proof-of-concept study to evaluate the safety and efficacy of saroglitazar in patients with primary biliary cholangitis. J Hepatol. 2022

Jan;76(1):75-85. doi: 10.1016/j.jhep.2021.08.025. Epub 2021 Sep 4. PMID: 34487750]. CenekTuBHBIE aroHUCThl PPAR, mpu
WX JIOCTYMHOCTH, MOTYT OBITh HCIIONB30BaHBl Kak anbTepHaTuBa #pubpatam. HenaBuuit
MeTaaHallu3, OIICHUBABIIWN 3(PQPEKTUBHOCTL MpemapaToB 2-i JUHUHM paHXUApPyeT HuX (B
komOuHarmu ¢ Y JIXK) no noreHnmansHoi 3pGeKTHBHOCTH (B MOPsAKE YOBIBAHMS) CIIETyIOIUM

oOpa3zom: anmapubpaHop, caporauTo3ap, cenaaenmnap, #oezaduodpar, #penoduodpar, OBXK [Lin, .,
Wang, Jx. & Liu, Yj. Optimal drug regimens for improving ALP biochemical levels in patients with primary biliary cholangitis refractory to UDCA:

a systematic review and Bayesian network meta-analysis. Syst Rev 13, 46 (2024). https://doi.org/10.1186/s13643-024-02460-0], OTHAKO

):[perﬁ ME€TaaHAJIN3 OTAACT NPEUMYIICCTBO CapOorjiMuTasapy [Gadour E, Miutescu B, Bashir H, Ali A, Alanzi S, Al-
Shahrani AA, Almuhaidb A, Mohamed S, Abaalkhail F, Kuriry H, AlQahtani MS. Efficacy and Safety of Novel Oral Anti-Cholestatic Agents for

Primary Biliary Cholangitis: Meta-Analyses and Systematic Review. Pharmaceuticals (Basel). 2025 May 8;18(5):697. doi: 10.3390/ph1 8050697.] .

3.1.2.1. ba3ucHas (60s1e3Hb-MOIH (PUIIMPYIOIIAs) Tepanus 3-ei JTHHUN

Tepanus 3-elt TMHUU paccMaTPUBAETCS Y MAMEHTOB, HE OTBETHBILUX HA TEPAIUIO 2-0M JTMHHH.

Pexomenayercss manuentam ¢ IIBX 0e3 LI, He orBetmBmimM Ha Tepanmui YIXK mu
#puOparamMum WJIM € HX HeNepPeHOCHMOCTHLI) PacMOTPeTh Ha3HauYeHUHe O00eTHUX0JIeBOM

kuca0Thl (OBXK) 11 yBesimuenns 0e3TPAHCIJIAHTAIMOHHON BHIXKIBAEMOCTH [Nevens F, Andreone

P, Mazzella G, Strasser SI, Bowlus C, Invernizzi P, Drenth JP, Pockros PJ, Regula J, Beuers U, Trauner M, Jones DE, Floreani A, Hohenester S,



Luketic V, Shiffman M, van Erpecum KJ, Vargas V, Vincent C, Hirschfield GM, Shah H, Hansen B, Lindor KD, Marschall HU, Kowdley KV,
Hooshmand-Rad R, Marmon T, Sheeron S, Pencek R, MacConell L, Pruzanski M, Shapiro D; POISE Study Group. A Placebo-Controlled Trial of
Obeticholic Acid in Primary Biliary Cholangitis. N Engl J Med. 2016 Aug 18;375(7):631-43. doi: 10.1056/NEJMo0al1509840. PMID: 27532829.;
Murillo Perez CF, Fisher H, Hiu S, Kareithi D, Adekunle F, Mayne T, Malecha E, Ness E, van der Meer AJ, Lammers W1J, Trivedi PJ, Battezzati
PM, Nevens F, Kowdley KV, Bruns T, Cazzagon N, Floreani A, Mason AL, Parés A, Londofio MC, Invernizzi P, Carbone M, Lleo A, Mayo MJ,
Dalekos GN, Gatselis NK, Thorburn D, Verhelst X, Gulamhusein A, Janssen HLA, Smith R, Flack S, Mulcahy V, Trauner M, Bowlus CL, Lindor
KD, Corpechot C, Jones D, Mells G, Hirschfield GM, Wason J, Hansen BE; GLOBAL PBC Study Group and the members of the UK-PBC
Consortium. Greater Transplant-Free Survival in Patients Receiving Obeticholic Acid for Primary Biliary Cholangitis in a Clinical Trial Setting
Compared to Real-World External Controls. Gastroenterology. 2022 Dec;163(6):1630-1642.e3. doi: 10.1053/j.gastro.2022.08.054. Epub 2022 Sep
20. PMID: 36150526].

YpoBeHb YOeTUTEJIBLHOCTH PeKOMEHAaNMil A (YPOBEHb J0CTOBEPHOCTH I0KA3aTeJLCTB 1).

OBXK — mpou3BoAHOE XEHOJC30KCHUXOJIEBOM KHCIIOTHI, arOHUCT (DapHE30UIHBIX PEIEeNTOPOB
(FXR). DOt penentopbl SBISIOTCS BAKHEHIIUM PETyJIATOPOM OOpa3OBaHMS KETId U
JHTEPOTENATUUECKON LUPKYJISIUHN, UTPAIOT PEILAIOLIYIO0 POJIb B TOMEOCTA3€ KEITIHBIX KUCIOT U
perenepanuu medeHd. Mogynupys aktuBammid FXR w omocpenoBaHHOE BBICBOOOXKICHUE
¢akropa pocta ¢udpodmactoB 19 (FGF-19), OBXK perynupyer cMHTE3 U CEKPEIHIO JKETIHBIX
KHCJIOT M I3MEHSIET X COCTaB. BiusiHue Ha CHHycOUJanbHbIE KJIETKH YHIOTEIHS IEYCHHU U KIIETKU
Kyndepa obecneunBaeT NpoTUBOBOCIATIUTEIBHOE U aHTUPHOPOTHUECKOE JIeHiCTBHE Mpenapara.
Mexaam3mbl aeiictBust OBXK w YIXK** npunnunuansHo pasnuusbl, Tak kak YJIXK

MPAKTHUYCCKH HC BJIMUACT HA FXR [Murillo Perez CF, Fisher H, Hiu S, Kareithi D, Adekunle F, Mayne T, Malecha E, Ness E, van

der Meer AJ, Lammers WJ, Trivedi PJ, Battezzati PM, Nevens F, Kowdley KV, Bruns T, Cazzagon N, Floreani A, Mason AL, Parés A, Londofio
MC, Invernizzi P, Carbone M, Lleo A, Mayo MJ, Dalekos GN, Gatselis NK, Thorburn D, Verhelst X, Gulamhusein A, Janssen HLA, Smith R,
Flack S, Mulcahy V, Trauner M, Bowlus CL, Lindor KD, Corpechot C, Jones D, Mells G, Hirschfield GM, Wason J, Hansen BE; GLOBAL PBC
Study Group and the members of the UK-PBC Consortium. Greater Transplant-Free Survival in Patients Receiving Obeticholic Acid for Primary
Biliary Cholangitis in a Clinical Trial Setting Compared to Real-World External Controls. Gastroenterology. 2022 Dec;163(6):1630-1642.e3. doi:
10.1053/j.gastro.2022.08.054. Epub 2022 Sep 20. PMID: 36150526.\\\ Younossi ZM, Bernstein D, Shiffman ML, Kwo P, Kim WR, Kowdley KV,
Jacobson IM. Diagnosis and Management of Primary Biliary Cholangitis. Am J Gastroenterol. 2019 Jan;114(1):48-63. doi: 10.1038/s41395-018-
0390-3. PMID: 30429590].

B nBoitHom cnenom PKUW y marnueHToB ¢ HeajekBaTHBIM oTBeToM Ha Y JIXK** mnm c
HenepeHocuMocThio Y JIXK** oTBer Ha Tepanmro (orieHeHHbIH Kak cHIbkeHne [P 1o 1,673 BI'H
1 He MeHee 4eM Ha 15% OT WCXOMHOTO YPOBHS, a TaKKe HOPMAalIbHBIA YPOBEHH OOIIETO
OnnnpyOrHa) HaOII0JaJICs Y 3HAUUTEIBHO OOJIBILIET0 YMCIa NAllMeHTOB B rpynnax 5 mr (46%) u
10 mr (47%) OBXK, uwem mpu npueme mnanedo (10%). Ilpu 3ToM 3HAYUMBIE pPA3IUUHSL

(bl/IKCI/IpOBaJ'II/ICL YKE 4Cpe3 2 HCICJIN ITprUeMa Impenaparta [Nevens F, Andreone P, Mazzella G, Strasser SI, Bowlus C,

Invernizzi P, Drenth JP, Pockros PJ, Regula J, Beuers U, Trauner M, Jones DE, Floreani A, Hohenester S, Luketic V, Shiffman M, van Erpecum
KJ, Vargas V, Vincent C, Hirschfield GM, Shah H, Hansen B, Lindor KD, Marschall HU, Kowdley KV, Hooshmand-Rad R, Marmon T, Sheeron
S, Pencek R, MacConell L, Pruzanski M, Shapiro D; POISE Study Group. A Placebo-Controlled Trial of Obeticholic Acid in Primary Biliary
Cholangitis. N Engl ] Med. 2016 Aug 18;375(7):631-43. doi: 10.1056/NEJMo0al509840. PMID: 27532829] .

[To cpaBuennio ¢ YJIXK,** xomOounanus OBXK+Y JIXK** camkaeT 15-1€THIOI0 KyMYyISITUBHYIO

3a00J1€Ba€MOCTh JEKOMIICHCUPOBAHHBIM IUPPO30oM (¢ 12,2% 10 4,5%) n yBenmuuBaet 1 5-neTHIO0



BBDKMBaeMoCTh 0e3 TpaHcruantanuu (¢ 61,1% 1o 72,9%), cHmkaeT 4acToTy TpaHCIUIAHTALUU
nevyenn (¢ 4,5% no 1,2%) u cMepTHOCTH, CBA3aHHYIO C MedeHbto (¢ 16,2% no 5,7%), a Takxke a

taxoke yactory pa3BuTust ['LIP (¢ 9,1% 10 4,0%) [Samur S, Klebanoff M, Banken R, Pratt DS, Chapman R, Ollendorf DA,

Loos AM, Corey K, Hur C, Chhatwal J. Long-term clinical impact and cost-effectiveness of obeticholic acid for the treatment of primary biliary

cholangitis. Hepatology. 2017 Mar;65(3):920-928. doi: 10.1002/hep.28932. Epub 2017 Jan 17. PMID: 27906472].

B 10 ke Bpemsi, moctpeructpanuonHoe mianebo-konTponupyemoe PKH COBALT He
MOATBEpANIO paHee mMokazaHHyo 3¢dektuBHOocTh OBX mpu I1BX, HO B HeM HaOmOAaIOCh
(YHKIMOHAIBHOE PACKPHITHE JAHHBIX W TEPEXO/] MAMEHTOB Ha JPYTYI0 Tepanuio, 0COOCHHO B

rpynmne rmaue60, 9TO CTAaBUT IO COMHCHHUEC €T0 PE3YJIbTAaThl [Kowdley KV, Hirschfield GM, Coombs C, Malecha

ES, Bessonova L, Li J, Rathnayaka N, Mells G, Jones DE, Trivedi PJ, Hansen BE, Smith R, Wason J, Hiu S, Kareithi DN, Mason AL, Bowlus CL,
Muller K, Carbone M, Berenguer M, Milkiewicz P, Adekunle F, Villamil A. COBALT: A Confirmatory Trial of Obeticholic Acid in Primary
Biliary Cholangitis With Placebo and External Controls. Am J Gastroenterol. 2025 Feb 1;120(2):390-400. doi: 10.14309/ajg.0000000000003029.

Epub 2024 Aug 14. PMID: 39140490; PMCID: PMC11774195]. OTKpBITOE€ HCCJIEIOBAaHME C  BHEIIHUMHU
KOHTPOJIbHBIMH TPYTIIIaMH TTOKA3aJI0 TP 6-JIETHEM HAONIOIEHUN CHIDKEHHE pricka cmeptd u TI1

Ipu TCpaIun OBbX [Mun'llo Perez CF, Fisher H, Hiu S, Kareithi D, Adekunle F, Mayne T, Malecha E, Ness E, van der Meer AJ, Lammers

WI, Trivedi PJ, Battezzati PM, Nevens F, Kowdley KV, Bruns T, Cazzagon N, Floreani A, Mason AL, Parés A, Londofio MC, Invernizzi P,
Carbone M, Lleo A, Mayo MJ, Dalekos GN, Gatselis NK, Thorburn D, Verhelst X, Gulamhusein A, Janssen HLA, Smith R, Flack S, Mulcahy V,
Trauner M, Bowlus CL, Lindor KD, Corpechot C, Jones D, Mells G, Hirschfield GM, Wason J, Hansen BE; GLOBAL PBC Study Group and the
members of the UK-PBC Consortium. Greater Transplant-Free Survival in Patients Receiving Obeticholic Acid for Primary Biliary Cholangitis in
a Clinical Trial Setting Compared to Real-World External Controls. Gastroenterology. 2022 Dec;163(6):1630-1642.e3. doi:

10.1053/j.gastro.2022.08.054. Epub 2022 Sep 20. PMID: 36150526]. B KPYITHOM PETPOCHCKTHBHOM HCCICAOBAHUUN
npuem OBX ONpuBOANJII K CHHXXCHHIO PpHCKa TOCHUTAIM3AllMHM 110 IIOBOAY MMeYCHOYHOM

nexomnencauuy, TII win cmeptu Ha 63% B peanbHON KIMHUYECKOM MPAKTHKE [Brookhart MA, Mayne TJ,

Coombs C, Breskin A, Ness E, Bessonova L, Chu YJ, Li J, Fried MW, Hansen BE, Kowdley KV, Jones D, Mells G, Trivedi PJ, Hiu S, Kareithi
DN, Wason J, Smith R, Seeger JD, Hirschfield GM. Hepatic real-world outcomes with obeticholic acid in primary biliary cholangitis (HEROES):
A trial emulation study design. Hepatology. 2025 Jun 1;81(6):1647-1659. doi: 10.1097/HEP.0000000000001174. Epub 2025 Jan 3. PMID:
39630028; PMCID: PMC12077331].

Ycunenne u nossienue 3yaa npu npueme ObBXK HabmogaeTcst 6ojee 4eMm y MOJTOBUHBI

IIAaIIMCHTOB H ABJISICTCA OCHOBHOH HpH‘iHHOfI OTMCHBEI IIPEIIapaTa [Nevens F, Andreone P, Mazzella G, Strasser SI,

Bowlus C, Invernizzi P, Drenth JP, Pockros PJ, Regula J, Beuers U, Trauner M, Jones DE, Floreani A, Hohenester S, Luketic V, Shiffman M, van
Erpecum KJ, Vargas V, Vincent C, Hirschfield GM, Shah H, Hansen B, Lindor KD, Marschall HU, Kowdley KV, Hooshmand-Rad R, Marmon T,
Sheeron S, Pencek R, MacConell L, Pruzanski M, Shapiro D; POISE Study Group. A Placebo-Controlled Trial of Obeticholic Acid in Primary

Biliary Cholangitis. N Engl J Med. 2016 Aug 18;375(7):631-43. doi: 10.1056/NEJMoal 509840. PMID: 27532829]. [I0 JdaHHBIM
MertaaHamsa, OBXK 5-10 mMr/10 mMr B cpaBHEHUIO ¢ TUIae00 acCOIMUPOBAHA C BEICOKUM PHCKOM
paseuruss 3yaa (OP=1.43 / OP=1.79) wu cepbe3Hblx HexenaTenbHbIX siBiaeHmid (OP=3.82/

OP:267), Giannini EG, Pasta A, Calabrese F, Labanca S, Marenco S, Pieri G, Plaz Torres MC, Strazzabosco M. Second-Line Treatment for
Patients With Primary Biliary Cholangitis: A Systematic Review With Network Meta-Analysis. Liver Int. 2025 Jan;45(1):e16222. doi:

10.1111/1iv.16222. PMID: 39720853; PMCID: PMC11669080. 3apCFI/ICTpI/IpOBaHHbIC clydaun CCpBéSHOFO TMOpaXCHUA
NEYCHU, MNPUBCAIICTO K MeUY€HOYHON JIEKOMIICHCAIUM WM TeYEHOYHONH HEAOCTaTOYHOCTH Ha

¢ore mpuema OBXK, mpuBenmu k Ttomy, uro mpu LIl sTor mpemapar wucmomszyercs c



OCTOPOXXHOCTBIO, a mnpu zAexommencupoBanHoM LII (xkmacc B u C mo Yainpa-Ilsio) —

IMPOTHUBOIIOKA3aH [Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary biliary cholangitis: 2021 practice guidance update from

the American Association for the Study of Liver Diseases. Hepatology. 2022 Apr;75(4):1012-1013. doi: 10.1002/hep.32117. Epub 2021 Dec 20.
PMID: 34431119].

OBXK cnenyer HazHauaTh TeMm namueHTtaMm ¢ [IbX, xorjga apyrue BO3MOMKHOCTH IS
JedeHust ucuepranbl. Tepanuio HaYMHAKOT ¢ IpUeMa JA03bl 5 MI' OJTUH pa3 B I€Hb, KOTOPYIO MOXKHO

MNOCTCIICHHO YBCJIMYMBATL OO MaKCUMallbHOM 10361 10 MT B JICHbB.

PexoMenayercsi paccMoTpers HasHaueHue TpoiiHoil Tepamuu Y AXK**+OBXK+#¢uopar y
nauueHToB ¢ IIBX 0e3 nekomnencuposannoro LI B ciay4yasix, ecjin He JOCTUTHYT OTBET HA

Tepanum 2-i JIMHUHU OJIS JOCTHKEHHUS OTBETA [Lam L., Carrat F., Smets L., Berg T., Carbone M., Invernizzi P., Leroy

V., Trivedi P., Cazzagon N., et al. Combination of Fibrates with Obeticholic Acid Is Able to Normalise Biochemical Liver Tests in Patients with

Difficult-to-Treat Primary Biliary Cholangitis. Aliment. Pharmacol. Ther. 2021;53:1138-1146. doi: 10.1111/apt.16336]

YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii B (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJBCTB 2).

[MosBunmch nmaHHBIE O TpoitHON KomOmHHMpoBaHHOW Tepanmmu YAXK**+OBXK + #¢uopar,
KOTOpasi paccMaTpuBaeTcsi Kak Tepamusi 3-d nuHuu. Ilo cpaBHEHMIO ¢ JIBOMHOW Tepamuei,
TpoiiHas Tepanus Oblia cBs3aHa co 3HauuTeNbHbIM cHIKeHHeM 1D (OIL=3,4 ans gqoctrxkeHus
HopMmaibHoro yposast ILI®). Ecnu B kauecTBe Tepanuu 2-it nuann Beictynana ObXK, To addekr
KOMOMHaIMu ObUI BhINIE, a KpOME TOr0 HaOII0Jlaoch yMEHblIeHHe 3yaa (0ojee BbIpakeHHOE,

4YeM B TpYIIIe, B KOTOPO# Tepanueit 2-i JIMHUY CITy>KUinn #GuopaTsl) [Soret P.-A., Lam L., Carrat F., Smets L.,

Berg T., Carbone M., Invernizzi P., Leroy V., Trivedi P., Cazzagon N., et al. Combination of Fibrates with Obeticholic Acid Is Able to Normalise
Biochemical Liver Tests in Patients with Difficult-to-Treat Primary Biliary Cholangitis. Aliment. Pharmacol. Ther. 2021;53:1138-1146. doi:
10.1111/apt.16336].

3.1.2.3. OneHKa 0TBETA HA TePaINHUIO.

Oxono 30-40% mnanuentoB c¢ IIBX AeMOHCTpUPYIOT HEAOCTATOYHBIN OMOXMMHUYECKUI
OTBCT Ha YHXK** M OCTAaIOTCA B I'pynne pUCKa MpPOrpeCCUupoOBaHUA 3a00J1eBaHUsA 10 MO3THUX
CTﬁ,I[I/IfI, BKJIIOYas MUPPO3 [Gatselis NK, Goet JC, Zachou K, et al. Factors associated with progression and outcomes of early stage
primary biliary cholangitis. Clin Gastroenterol Hepatol. 2020;18:684-692.¢6. doi: 10.1016/j.cgh.2019.08.013]. NmMmerorcs pas3ian4ius B
otBeTe Ha Teparmio YIXK** B 3aBucuMocTH OT BO3pacTa, pachl ¥ THCTOJIOTHYECKON CTaIuH Ha

MOMEHT TOCTaHOBKH auarHo3a [TBX [Carbone M, Mells GF, Pells G, Dawwas MF, Newton JL, Heneghan MA, et al. Sex and

age are determinants of the clinical phenotype of primary biliary cirrhosis and response to ursodeoxycholic acid. Gastroenterology. 2013;144:560—

9 e567; quiz e513-564; Rabiee A, Polanco NAP, Vara AF, Levy C. Hispanic patients with primary biliary cholangitis have decreased access to care

compared to non-Hispanics. J Clin Transl Hepatol. 2020;8: 391-6]. MOJOJIOH BO3pacT, TsDKENBIH GUOPO3 HA MOMEHT

HaydaJia JCUYCHHUA U My)KCKOﬁ noJ1 MOryT OBITH CBSI3aHBI ¢ OOJIee HU3KUM OTBETOM Ha JICUCHHE [



Murillo Perez CF, Hirschfield GM, Corpechot C, Floreani A, Mayo MJ, van der Meer A, et al. Fibrosis stage is an independent predictor of outcome
in primary biliary cholangitis despite biochemical treatment response. Aliment Pharmacol Ther. 2019;50:1127-36; Cheung AC, Lammers WJ,

Murillo Perez CF, van Buuren HR, Gulamhusein A, Trivedi PJ, et al. Effects of age and sex of response to ursodeoxycholic acid and transplant-

free survival in patients with primary biliary cholangitis. Clin Gastroenterol Hepatol. 2019;17:2076-84. e2072] .

C uenbio BeIsiBIICHUST HeoTBeTYMKOB Ha Y JIXK** u ompenenenus mokazaHuil ajisi Hadana
Tepanuu 2-0d JTMHUU OBLIO pa3paboTaHO M OMPOOMPOBAHO HECKOJBKO MPOTHOCTHYECKUX IIIKAI

(cm. Tabnuna 3, [punoxenune I).

Tabmuna 3 Hlkans! onienku oTBeTa Ha Tepanuto Y XK y mamuentos ¢ [16X

Bpems onenku orBeTa
M xanst OueHuBaemMble NapaMeTpbl
HA Tepanuio (Mecsibl)
JuxoToMuyecKkHe MKAaIbl
1P < 3,0 x BI'H,
[Mapmx [ ACT <2,0xBI'H,
ounnpyoun < BI'H

Id u ACT <1,5xBI'H

[Mapwx 11 12 ounupyoun < BI'H
bapcenona Cauxenue LD > 40% win Hopmanuzanus LD
Hopmanuszauus  aHoManbHOro  OumnMpyOHHa
Porrepnam
u/unu anbOyMHuHa
Maiio ‘ HId <2 x BI'H
Oxume Cuamxenue I'TT > 70% wnu sHopmanuzanus I'T'T
ToponTO 24 I < 1,67 x BI'H

Cuctembl HEMTPEPHIBHOM OLIEHKU
Bospact npu nHawane tepanuu. YposeHpb 11D,
GLOBE OunnpyOrHa, abOyMHHA U TPOMOOITUTOB Yepes3
12 12 mecsnes Tepanuu
ba3oBsIii ypoBeHb anp0yMHuHa B TPOMOOIIUTOB.
UK-PBC Yposens D, oumupyouna u ACT (umu AJIT)

yepe3 12 mecsies Tepanuu

Pexkomenayercss nposoauth oueHky orBera Ha YJIXK Bcem manuentam ¢ IIBX B
3aBHCUMOCTH OT cTaguu 3a00/1eBaHuA U GaKTOPOB PUCKA “He-0TBeTa”: a) yepe3 12 mecsineB

0T HaYaJIa JedeHus s panHel craguu IIBX n He uMeoUX (PAKTOPOB PHCKAa € MOMOIUBIO



mkanbl Hapmxk-1I; 0) 4yepe3 6 mecsaneB Tepanuum Aaa mo3aHeil cragum IIBX w/mam ¢
HeOaronpusaATHRIMU GakTopamMu pucka ¢ nomMombio mkaabl [Hapuwxk-1. s yrounenus
NMOKA3aHU K TIPOBEJCHUI0 Tepanuu 2-0H JIMHUM PpPeKOMEHAyeTCsl pPaccMOTpeTh

JAOMOJHUTEILHO oneHKY Mo mKajge GLOBE. Kimura N, Takamura M, Takeda N, Watanabe Y, Arao Y, Takatsuna M,

Takeuchi S, Abe H, Setsu T, Kamimura H, Sakamaki A, Kamimura K, Tsuchiya A, Terai S. Paris I and Rotterdam criteria are the best predictors

of outcomes in patients with primary biliary cholangitis in Japan. Hepatol Int. 2021 Apr;15(2):437-443. doi: 10.1007/s12072-021-10163-0. Epub
2021 Apr 16. PMID: 33861397. OluM6Ka! HegonycTMmbii 06BEKT rMNepPCCbIZIKU. Corpechot C, Chazouilléres O, Poupon

R. Early primary biliary cirrhosis: biochemical response to treatment and prediction of long-term outcome. J Hepatol. 2011 Dec;55(6):1361-7. doi:
10.1016/j.jhep.2011.02.031. Epub 2011 Apr 13. PMID: 21703194.

Zhang LN, Shi TY, Shi XH, et al. Early biochemical response to ursodeoxycholic acid and long-term prognosis of primary biliary cirrhosis:
results of a 14-year cohort study. Hepatology. 2013;58:264-272; \\\Efe C, Tascilar K, Henriksson I, et al. Validation of risk scoring systems in
ursodeoxycholic acid-treated patients with primary biliary cholangitis. Am J Gastroenterol. 2019;114:1101-1108; \\\EASL clinical practice
guidelines: the diagnosis and management of patients with primary biliary cholangitis. J Hepatol 2017;67:145-172]. \\Gazda J, Drazilova S,
Gazda M, Janicko M, Koky T, Macej M, Carbone M, Jarcuska P. Treatment response to ursodeoxycholic acid in primary biliary cholangitis: A
systematic review and meta-analysis. Dig Liver Dis. 2023 Oct;55(10):1318-1327. doi: 10.1016/j.dld.2022.12.010 \\\Marenco-Flores A, Rojas
Amaris N, Kahan T, Sierra L, Barba Bernal R, Medina-Morales E, Goyes D, Patwardhan V, Bonder A. The External Validation of GLOBE and
UK-PBC Risk Scores for Predicting Ursodeoxycholic Acid Treatment Response in a Large U.S. Cohort of Primary Biliary Cholangitis Patients. J

Clin Med. 2024 Aug 1;13(15):4497. doi: 10.3390/jcm13154497. PMID: 39124763; PMCID: PMC11312962.

YpoBeHnb yoequTeJbHOCTH pekoMeHAanuil B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB
2).
BosbmMHCTBO MCCIeI0BaHNI TEMOHCTPUPYIOT HAaUOOIBIIYIO 3HAYMMOCTD B OLICHKE OTBETa

Ha Y IXK** cerBopoTounbix [P 1 OnnmmpyOnHa [Lammers WJ, van Buuren HR, Hirschfield GM, et al. Levels of alkaline

phosphatase and bilirubin are surrogate end points of outcomes of patients with primary biliary cirrhosis: an international follow-up study.
Gastroenterology. 2014;147:1338-1349.¢5. doi: 10.1053/j.gastro.2014.08.029; Murillo PCF, Harms MH, Lindor KD, et al. Goals of treatment for

improved survival in primary biliary cholangitis: treatment target should be bilirubin within the normal range and normalization of alkaline

phosphatase. Am J Gastroenterol. 2020;115:1066-1074]. AHanu3, npoBenenHsii the GLOBAL PBC Study Group,
nokasaj, uro Hopmammzanua [® u ypoens obmiero 6mnmmpyomna <0,6 BI'H nezaBucumo
CBSI3aHBI ¢ 00Jee HU3KUMH TIOKa3aTeNIIMA CMEPTHOCTH, CBSI3aHHOH C TIEUYEHBIO, U MOTPEOHOCTH B

TII o cpaBHEHMIO C paHee OIyOIMKOBAaHHBIMH U UCIIOIb3YEMBIMU KPUTEPUAMU (Ta0I) [Murillo Perez

CF, Harms MH, Lindor KD, et al. Goals of treatment for improved survival in primary biliary cholangitis: treat- ment target should be bilirubin

within the normal range and normalization of alkaline phosphatase. Am J Gastroenterol 2020;115:1066—1074].

Hoctmwxenne ueneBbix 3HaueHui 1P B KIMHUUECKON MpaKTUKe HE BCEerAa NOCTHXKHMO U
ObUIO TOKa3aHo, 4yTo BbDKUBaeMocTh Oe3 TII y mammentoB c panned cragueit [1BX u
nocTkeHneM K 12 mecsmam tepanun ypoBHei LD <1,5x BI'H, a OunmpyOuna B mpenemax

HOPMBI, CYIIECTBEHHO HE OTJIMYAETCS OT TAKOBOM y KOHTPOJIBHON 340POBOM MOMYJISALNMN [Lammers

W1J, van Buuren HR, Hirschfield GM, et al. Levels of alkaline phosphatase and bilirubin are surrogate end points of outcomes of patients with

primary biliary cirrhosis: An international follow-up study. Gastroenterology 2014;147:1338-49].

Mkaner omenku [lapwk [ w Tlapmx Il sBistorcs Hambonee TOYHBIMH KM IIMPOKO
UCTIOJIb3YEMbIMU KPUTEPUSMH OHOXMMUYECKOIO OTBETa Yy MALMEHTOB, COOTBETCTBEHHO C

no3aauM [1bX (ctagus HI-1V) unu pannum [1IBX (ctamus I-1I). [Corpechot C, Abenavoli L, Rabahi N, Chretien



Y, Andreani T, Johanet C, et al. Biochemical response to ursodeoxycholic acid and long-term prognosis in primary biliary cirrhosis. Hepatology.

2008;48:871-7]. (cM. [Ipunosxenue)

BosbIIMHCTBO IIKa7d OIEHWBAIOT OMOXMMHYECKHHA OTBET mociie 12 MecsleB JedeHHs
YAXK**, xora nHexoropsie KM 1eMOHCTpUPYIOT SKBHBAJICHTHYIO MPOTHOCTUYECKYIO IIEHHOCTD

orneHku otBera Ha YJIXK yxke mocie 6 MecsIeB JEUCHUS [Zhang LN, Shi TY, Shi XH, et al. Early biochemical

response to ursodeoxycholic acid and long-term prognosis of primary biliary cirrhosis: results of a 14-year cohort study. Hepatology. 2013;58:264—
272; Angulo P, Lindor KD, Therneau TM, et al. Utilization of the Mayo risk score in patients with primary biliary cirrhosis receiving
ursodeoxycholic acid. Liver. 1999;19:115-121].

B kpynmaom KU 6b110 niokazano, uto u3 235 manuentos ¢ IL[® > 1,9 x BI'H Ha 6 mecsue
npuema Y/IXK 210 yenosek (89%) He 1ocTUrian OMOXMMHUYECKOTO OTBETA COTTIACHO KPUTEPHUSIM
POISE (II® < 1,67xBI'H u 6mmmpy6oun < 1,0xBI'H) k 12 mecsamam je4eHus ¥ MOTIH OBITH
BBISABJICHBI PAHCEC [Murillo Perez CF, loannou S, Hassanally I, et al. Optimizing therapy in primary biliary cholangitis: Alkaline
phosphatase at six months identifies one-year non-responders and predicts survival. Liver Int. 2023; 43: 1497-1506]. B KM anmie y
HEeOOJIBIION YacTH TAalMeHTOB C HETIOJIHBIM 0TBETOM uepe3 6 Mec (<13%), ObLT OCTUTHYT OTBET

k12 MECHAIY. [Cangado GGL, Couto CA, Terrabuio DRB, Cangado ELR, Villela-Nogueira CA, Ferraz MLG, Braga MH, Nardelli MJ, Faria

LC, de Faria Gomes NM, Oliveira EMG, Rotman V, Oliveira MB, da Cunha SMCF, Cunha-Silva M, Mendes LSC, Ivantes CAP, Codes L, de
Almeida E Borges VF, de Lima Pace FH, Pessoa MG, Guedes LV, Signorelli IV, Coral GP, Levy C, Bittencourt PL; Members of the Brazilian
Cholestasis Study Group Consortium. Response to Ursodeoxycholic Acid May Be Assessed Earlier to Allow Second-Line Therapy in Patients with
Unresponsive Primary Biliary Cholangitis. Dig Dis Sci. 2023 Feb;68(2):514-520].

Cucremsr HenpepoiBHOW oueHkn GLOBE u UK-PBC npomeMOHCTpupOBaIM JIy4IIYIO
3¢ GEeKTUBHOCTh B MPOTHO3MPOBAHUU CMEPTHU WM TPAHCIUIAHTAL[MM MEYEHH 10 CPaBHEHUIO C

AUXOTOMHUYECCKUMHN MOJCIAMMU [Yang, F.; Yang, Y.; Wang, Q.; Wang, Z.; Miao, Q.; Xiao, X.; Wei, Y.; Bian, Z.; Sheng, L.; Chen,

X.; etal. The Risk Predictive Values of UK-PBC and GLOBE Scoring System in Chinese Patients with Primary Biliary Cholangitis: The Additional
Effect of Anti-Gp210. Aliment. Pharmacol. Ther. 2017, 45, 733-743; Efe C, Tasgilar K, Henriksson I, et al. Validation of risk scoring systems in

ursodeoxycholic acid-treated patients with primary biliary cholangitis. Am J Gastroenterol. 2019;114:1101-1108]. IIo JaHHbIM
MeraaHanm3a mkaidsl pucka GLOBE u UK-PBC sBnsitorcs Hambosiee MOIXOISIIUMHU IS

pearbHOTO pacrpeneNeHus Tepaniu 2-0i JTHHUHU (00eTHXoeBas Kuciora u #Gpudpatel). Gazda J,
Drazilova S, Gazda M, Janicko M, Koky T, Macej M, Carbone M, Jarcuska P. Treatment response to ursodeoxycholic acid in primary biliary

cholangitis: A systematic review and meta-analysis. Dig Liver Dis. 2023 Oct;55(10):1318-1327. doi: ]0.1016/]’.dld.2022.124010
KaHLKYH}ITOpBI OLCHKN PpHCKa IOCTYIIHBI OHJIAaliH Ha COOTBETCTBYIOIINUX BeO-caiiTax —

http://www.uk-pbc.com/resources/tools/riskcalculator/ (mata obpamenus: 07 wutons 2025 r.) u

http://www.globalpbc.com/globe (nara obpamenus: 07 urons 2025rt.).

MexayHapoaHBI MHOTOLIEHTPOBOM MeTaaHanu3, BkItodaBumiuil 4119 nmanuentos ¢ 116X,
nonmyuaBmux Y JIXK** mokazan, uro mkana GLOBE uaentuduiupoBata nanueHToB, KOTOpbIE
npoxuByT 5 u 10 net (orBeTyrku Ha Tepanuio Y IXK**) ¢ momoxxkuTenbHON MPOrHOCTUYECKON

IIEHHOCTBHIO 98% 1 88%. Lammers W1, Hirschfield GM, Corpechot C, Nevens F, Lindor KD, Janssen HL, Floreani A, Ponsioen CY,

Mayo MJ, Invernizzi P, Battezzati PM, Parés A, Burroughs AK, Mason AL, Kowdley KV, Kumagi T, Harms MH, Trivedi PJ, Poupon R, Cheung
A, Lleo A, Caballeria L, Hansen BE, van Buuren HR; Global PBC Study Group. Development and Validation of a Scoring System to Predict



Outcomes of Patients With Primary Biliary Cirrhosis Receiving Ursodeoxycholic Acid Therapy. Gastroenterology. 2015 Dec;149(7):1804-1812.e4.
doi: 10.1053/j.gastro.2015.07.061. Epub 2015 Aug 7. PMID: 26261009.

Onenku Globe 1 UK-PBC wumeror Hekoropwie orpanmyeHus. OHU HE ONpEAeIsioT
KOHKPETHOTO Topora Uil KiacCH(UKAIMA TANUCHTOB C BBICOKUM WJIM HH3KHM PHCKOM
HEeOJIaronpUATHBIX COOBITHI M HE MOTYT ObITh MCIIOJIb30BAaHbI JJIS SCKANALMK WIN J€3CKaTaluu
neueHus. B HacTosimee BpeMs OTCYTCTBYIOT —IIPOBEPEHHBIC JaHHbIE OTHOCUTEIHHO

nporHoctuaeckoit cmocoonoctu Globe n UK-PBC muis otieHKH 0TBETa Ha Tepanuio BTOPOi TMHUN
[ Carbone M, Harms MH, Lammers WJ, Marmon T, Pencek R, MacConell L, et al. Clinical application of the GLOBE and United Kingdom-

primary biliary cholangitis risk scores in a trial cohort of patients with primary biliary cholangitis. Hepatol Commun. 2018;2:683-92]. I[aHHbIC
OIICHKH HE MOTYT WACHTU(HUITUPOBAThL MaMeHToB 0e3 oTBeta Ha Y JIXK 10 Havana tepammu. J{ns
pemieHuss 3ToM  mpoOneMbl  mccaenoBaTtenbckas rpynna  UK-PBC  w wranmbsHckas
uccienosarensckas rpymmna PBC pa3paboranmu ouenky otBeta Ha Y JIXK (URS). Mogens URS,
MpoLIeIasi BHEIIHIOK NMPOBEPKY, UCTIOIB3YET KINHUYECKNE U CEPOJIOTHIECKHE TTEPEMEHHBIE 10
Havaja jJe4eHHns Ha MOMeHT nuarHocTuku [1bX, yposens 11D Ha MmoMeHT Hadana npuemMa Y JIXK,
BO3pacT NMAlMEHTa U MHTEPBAJI MEKy TOCTAHOBKOM rarHo3a u HavasoM npuema Y JIXK B romax
JUTSL BBISIBIICHHSI TAIIMEHTOB C BBICOKUM pPHUCKOM Hed(pdexkTuBHOCTH MOHOTepanmmu Y JIXK

(https://www.mat.uniroma?2.it/~alenardi/URS.html, mata obpamenus: 07 uronst 2025T.) [Carbone M,

Nardi A, Flack S, Carpino G, Varvaropoulou N, Gavrila C, et al. Pretreatment prediction of response to ursodeoxycholic acid in primary biliary
cholangitis: development and validation of the UDCA Response Score. Lancet Gastro- enterol Hepatol. 2018;3:626-34; Yagi M, Matsumoto K,

Komori A, Abe M, Hashimoto N, Inao M, et al. A validation study of the Ursodeoxycholic Acid Response Score in Japanese patients with primary

biliary cholangitis. Liver Int. 2020;40:1926-33]. H€CMOTpﬂ Ha TO, 4YTO URS IIPpOLICIT BHCIIHIOIO IIPOBEPKY H
MokKasaJl BBICOKYIO TOYHOCTD, JIaHHBIN HHCTPYMCHT HC OBLI HHTCTPHUPOBAH B PCAJIbHYIO

KIIMHUYCCKYIO ITPAKTHKY.

Ha cerogus HeT [aHHBIX O MPOTHOCTUYECKOW JIOCTOBEPHOCTH HCIOJIB30BAHUS
TpaJMIIMOHHBIX IIKAJ OTIeHKH oTBeTa Ha Y JIXK** myis onpeiesicHrs 0TBETa Ha TEPAITUIO 2 THHHH.
Ha ocHoBe nanubix utanesHckux npocnekTUBHBIX Koropt RECAPITULATE (441 nanuent) u
IBER-PBC (244 nauuenTa) 6b11a pa3paboTaHa 1 IpoIia BHEIIHIOK BATUIAINIO CUCTEMAa OLEHKU
oreera Ha Tepamuto OBXK (OCA Respons Score, ORS), koTopasi y4UTBIBAE€T CHIBOPOTOYHBIC
cypporatHeie Mapkepsl nporuosza I1bX, Hamuuue koxkHoro 3yaa u LIl mo Havama Tepamuu c
omuuoHanbHbIMH  JaHHbIMA LI[® wu Owmmpyoun ©Ha 6 wMecaue Tepamun OBXK

(https://ocaresponsescore.github.io/calculator/) [De Vincentis A, Ampuero J, Terracciani F, et al. Development and

Validation of a Scoring System to Predict Response to Obeticholic Acid in Primary Biliary Cholangitis [published correction appears in Clin
Gastroenterol Hepatol. 2025 Feb;23(2):381. doi: 10.1016/j.cgh.2024.11.001.]. Clin Gastroenterol Hepatol. 2024;22(10):2062-2074.el1.
doi:10.1016/j.cgh.2024.05.008].

3.1.3. CuMnTOMATHYECKOE JeUeHHe




3.1.3.1. JleueHHe KOKHOI'O 3V/Ia

Koxnpiii 3yn - oauH w3 Hauboyiee TSHKENBIX CHMITOMOB y manueHToB ¢ I1BX,
OKa3bIBAIOIINX HauOOJIbIIEE BIMSHUE HA KAUEeCTBO KHU3HU U TPEOYIOLIUHA CTYIEHYaTOro Moaxoa

C IPUOPHUTETOM HCIIOJIb30BaHMS CPE/ICTB, UMEIOIINX JoKa3aHHbIN 3 dekT o nanHbM PKU [Ebhohon

E. et al., Efficacy of therapies for cholestatic pruritus: a systematic review and meta-analysis, Therapeutic Advances in Chronic Disease, 2023,

10.1177/17562848231172829].

Baxnoe MecTo B 00JErYeHHH CHMIITOMOB 3yJda UMeCT Hed)apMaKOJ'IOFI/I'-ICCKI/Ie MCTOBI.

CJ'ICI[YCT PCKOMCHAOBATH MAITUCHTAM C 3YOM:

- peryispHBIA yXOJ 32 KOXKE€H C HCIOJB30BAHHUEM CMSTYAIOLIMX CPEACTB (3MOJICHTOB);

European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary

biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

- u30erathb NEeperpeBaHusaA MU pasaApaxXCHUA KOXU: HCIOJIb30BAThH IMPOXJIAJHYKO BOAY HJIA
BaHH\IlyHIa; HE pAacCTUpaTb HUHTCHCUBHO KOXY IIPpU YMbIBAHUHU (HC HCIIOJIB30BaTh KECTKHUC
MOYaJIKH, 36pa3I/IBHBI€ Cpe,I[CTBa); HE noceuIaTb CaAyHbI U 63HI/I; HEC HMCIIOJIB30BAaTh TCIIBIC OJCs1a,
TECHYIO OACKIAY, OACIKIY U3 IICPCTU; HC IPUMCHATH KOMIIPECCHI CO JIbAOM U (bHTonpenapaTaMH

(pOMaI_IIKa HT. 1'[.); HCIIOJIB30BaTh MATIKMC HCUICIOYHBIC MBIJIa U MacJjia JJIsd ,I[yma/BaHHBI;
- KOPOTKO NOACTpUT'aTh HOI'TH AJIA MUHUMU3AILIUN 3chopnaum71;

- AJA oOJyerueHus 3yda MOXHO NPHUMCHATHL BaHHBI C paCTBOPOM CO/bl, OXJIQXKXAAIOIIHUE I'CIIN C

MCHTOJIOM. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients
with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765. Diill

MM, Kremer AE. Evaluation and Management of Pruritus in Primary Biliary Cholangitis. Clin Liver Dis. 2022 Nov;26(4):727-745. doil:

10.1016/5.c1d.2022.06.009. PMID: 36270726.

HpI/I AJIUKTHUBHOM paCLIéCLIBaHI/II/I/ 3aBUCUMOCTH OT paC‘léCBIBaHI/ISI MOXET IIOMOYb KOHCYJIbTallUuA
IICHXOJIOT'A. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients
with primary biliary cholangitis. ] Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765. Ha
(bOHe XPOHHUYCCKOTO 3yJa 1 TpaBMaTU3aI[UU KOKH BCICACTBUEC paCUCChIBAHUA MOTI'YT pa3sBUBATHCA
KOXHBIC I/IHCI)CKI_II/II/I 1 BTOPHUYHBIC KOXKHBIC 3a00JIeBaHs (TaKI/IX Kak prpI/IFO) - B OTHUX ClIy4dasax

Tp€6y€TCH KOHCYJIbTallud ACPMATOJIOTA Ilodecyxa ysnoparas y MAalMEHTOB C TEPBUYHBIM OHIMAPHBIM XOJAHTHTOM.

Sxy6osckuit A.B., [pamnosa M.K., Hukudoposa D.A. COopHHK HaydHBIX cTareil mo Marepranam X MexIyHapoJHOW Hay4HO-IIPAKTHYECKOM

KoH(pepeHIH. AKTyaJbHbIe IPOOIeMbl HayKu U TexHUKU. MiHHOBatuka. Yacts 3. Ya, 2023 c. 34-41

DddexrusHocTs YIXK** B kynupoBanuu KoxHOTo 3yaa criopsa (cm. 3.1.2.1.1. Tepamus 1-
OH JTMHHUM). Y YacTH MAIMEHTOB 3yJ] MOXKET YCHIUBAThCs Npu rcnoib3oBannu OBXK u Tpedyer

U3MCHCHUA O03bI NIIN TOJTHON OTMEHBI IperiapaTa [Nevens F. et al., A Placebo-Controlled Trial of Obeticholic Acid in



Primary Biliary Cholangitis, New England Journal of Medicine, 2016, 10.1056/NEJMoal509840; Kowdley K.V. et al., A randomized trial of
obeticholic acid monotherapy in patients with primary biliary cholangitis, Hepatology, 2018, 10.1002/hep.29569].

BBungy dacToro ymnoMHWHaHUS B JHUTEPATYPE M CaMOCTOSITENIBHOIO HCIOJIB30BAHMS
MalMEHTaMM C 3yJOM CleIyeT OTMETUTb, 4YTO INpOoTHBOAieprudyeckue cpercrtsa — HI-
TMCTaMHHOBBIX PELIENITOPOB OJIOKATOPbl HE YMEHBINAIOT XOJIECTATUYECKUH 3yJ, HO MOTYT
yJIy4iaTh COH. VX Mcmosib30BaHHE HOCUT Cyry0O CUMNITOMATHUECKUI XapakTep U He 00ianaeT

JI0Ka3aHHOU 3((PEKTUBHOCTBIO MPU JeUueHUH 3ya y nauueHToB ¢ [IBX [Miiler C. et al., European Journal of

Gastroenterology & Hepatology, 1998, 10.1097/00042737-199810000-00010; O’Donohue J.W. et al., Alimentary Pharmacology & Therapeutics,
2005, 10.1111/5.1365-2036.2005.02430.x].

B HeKapCTBeHHOﬁ TEpalinn BbIPAKCHHOI'O KOKHOI'O 3yla IIPHUHAT CTyl'IeH‘IaTBIﬁ AJITOPUTM.

PaccmarpuBaroTcs ciemnyronie JeKapCTBEHHBIE CPEICTBA H METOMBI:
1) 1-a nunua mepanuu 3yoa:
a) Cexgecmpanmsl dcenunvix Kuciom. (B HACTOSIIEE BpeMs HE 3aperucTpupoBaHbl B PO)

e  Xonecmupamun. JlokazaTtenpHas 0a3a OrpaHHMYeHa HEOONBIIMMH HCCIICIOBAHUSAMHU H
0030pamMH, HO BO MHOTHX CTpaHax IIpernapaT CUUTaeTcs CPEACTBOM 1-0if  nuHUM  1pu

JICUCHHUU KOKHOTO 3y/1a y MAMEHTOB C [IbX [Tandon P. et al., The efficacy and safety of bile acid binding agents,
opioid antagonists, or rifampin in the treatment of cholestasis-associated pruritus: a systematic review, American Journal of

Gastroenterology, 2007, 10.1111/1.1572-0241.2007.01200.x]. Ba’>KHO OTMETUTB, YTO XOJIECTUPAMUH HE CTOUT
Ha3HauaTh coBMecTHO ¢ Y JIXK (TpebyeTcs pa3HOCHTH IPUEMBI IO BPEMEHH) T. K. JaHHBIE
mpemnapaTbl UMEIOT CBOMCTBO yMeHbIIEHUs B3auMHON »¢dektuBHOCTH, a Y/IXK -
npenapat 1-oit nuauu npu neyenuu [16X.

o Konecesenam He pEKOMEHIOBaH K NPUMEHEHHIO JUIA JICYEHHS] KOXHOTO 3yJa M He
yYMEHbINAJ BBIPAKEHHOCTh 3yAa mo AaHHbIM PKWM, HecMOoTpss Ha CHMXKEHHE YpPOBHS

KCITYHBIX KHCJIOT [Kuiper EEM.M. et al., The potent bile acid sequestrant colesevelam is not effective in cholestatic pruritus:

results of a double-blind, randomized, placebo-controlled trial, Hepatology, 2010, 10.1002/hep.23821].

0) aronuctsl PPAR

- #Oubpamu (asnsarowuecs bazucuou mepanueti 2-s1 muans nipu [16X) BeIcOk0d G EKTHBHEI
B JICYCHUHU XoyecTaTuueckoro 3yxaa. [lpu atom #6e3adubpar Oonee rddexTuBeH, ueM

#(beﬁocbn6paT Shen N, Pan J, Miao H, Zhang H, Xing L, Yu X. Fibrates for the treatment of pruritus in primary biliary

cholangitis: a systematic review and meta-analysis. Ann Palliat Med. 2021 Jul;10(7):7697-7705. doi: 10.21037/apm-21-1304. PMID:
34353058.

- Cenexmusnvie aconucmovl PPAR: »napubpanop (aronuct PPAR-0/0) m cemagenmap
(aronuct PPAR-6 ) - mo nanasiM PKU mokassIiBatoT BEICOKYIO 3(h()eKTUBHOCTH B JICUCHUHT

KOYKHOT'O 3yJa [Hirschﬁeld GM, Bowlus CL, Mayo MJ, Kremer AE, Vierling JM, Kowdley KV, Levy C, Villamil A, Ladrén

de Guevara Cetina AL, Janczewska E, Zigmond E, Jeong SH, Yilmaz Y, Kallis Y, Corpechot C, Buggisch P, Invernizzi P, Londofno



Hurtado MC, Bergheanu S, Yang K, Choi YJ, Crittenden DB, McWherter CA; RESPONSE Study Group. A Phase 3 Trial of Seladelpar
in Primary Biliary Cholangitis. N Engl J Med. 2024 Feb 29;390(9):783-794. doi: 10.1056/NEJMo0a2312100. Epub 2024 Feb 21. PMID:
38381664. \\\ Kowdley KV, Bowlus CL, Levy C, Akarca US, Alvares-da-Silva MR, Andreone P, Arrese M, Corpechot C, Francque
SM, Heneghan MA, Invernizzi P, Jones D, Kruger FC, Lawitz E, Mayo MJ, Shiffman ML, Swain MG, Valera JM, Vargas V, Vierling
JM, Villamil A, Addy C, Dietrich J, Germain JM, Mazain S, Rafailovic D, Taddé B, Miller B, Shu J, Zein CO, Schattenberg JM;
ELATIVE Study Investigators’ Group; ELATIVE Study Investigators' Group. Efficacy and Safety of Elafibranor in Primary Biliary
Cholangitis. N Engl J Med. 2024 Feb 29;390(9):795-805. doi: 10.1056/NEJMo0a2306185. Epub 2023 Nov 13. PMID: 37962077]
.Elafibranor Long-Term Efficacy and Safety and Impact on Fatigue in Primary Biliary Cholangitis: Interim Results From the Open-
Label Extension of the ELATIVE Trial Up to 3 Years. Gastroenterol Hepatol (N Y). 2024 Dec;20(12 Suppl 12):3-4. PMID: 39897512;

PMCID: PMC11784550. DTH Tpenaparthl 3apeructpupoBansl A gedenus [1IbX B paae ctpan, HO

Ha MoMeHT co3aanus KP He 3apeructpuposansl B PO.
2) 2-s1 TUHMS TEpanuu 3yaa
a) #Pugamnuyun

o 90(heKTUBHOCTh TMONTBEpXkJAEHA IO MaHHBIM pa3nuuaeix PKU y manmeHTtoB c

XO0JIECTATUYECKUM 3yA0M, BKIFOUast [IBX [Ghent C.N., Carruthers S.G., Treatment of pruritus in primary biliary

cirrhosis with rifampin. Results of a double-blind, crossover, randomized trial, Gastroenterology, 1988, 10.1016/0016-5085(88)90442-
8; Bachs L. et al., Comparison of rifampicin with phenobarbitone for treatment of pruritus in biliary cirrhosis, The Lancet, 1989,
10.1016/S0140-6736(89)91608-5; Podesta A. et al., Treatment of pruritus of primary biliary cirrhosis with rifampin, Digestive Diseases
and Sciences, 1991, 10.1007/BF01300759; Tandon P. et al., American Journal of Gastroenterology, 2007, 10.1111/.1572-
0241.2007.01200.x].

3) 3-a aunus mepanuu 3y0a
a) OnuoudHvle AHMaA2OHUCH bl

o #Hanmpexcon 25-50 Mr/cyT mokaszan KIMHHYECKH 3HAYMMOE CHIDKEHHE JIHEBHOTO H
HOYHOTO 3yAa 1o AaHHbIM PKH; BO3MOXeEH NMpexXoasiIuil «CHHAPOM OTMEHBI OITMOHIOB»
B Hayajie TEpaIluy B CBA3HU C YEM CIEAyEeT HAaUMHATh C HU3KUX 103 U Jajlee HHIUBUYaIbHO

HO,I[6I/IpaTB TCPAITUIO [Wolfthagen F.H. et al., Oral naltrexone treatment for cholestatic pruritus: a double-blind, placebo-

controlled study, Gastroenterology, 1997, 10.1053/gast.1997.v113.pm9322521; Terg R. et al., Efficacy and safety of oral naltrexone
treatment for pruritus of cholestasis: a crossover, double blind, placebo-controlled study, Journal of Hepatology, 2002, 10.1016/S0168-
8278(02)00318-5].

o #Hanoxcon ymeHbIIaN KOXHBIM 3yJ M 4acTOTy ‘“‘nouechiBaHuii” mo aanHeiM PKU.
Bo3M0OXHO BHYTpHOOJIHHUYHOE NpUMEHEHHE B (opMe B/B MH]Y3UH C TOCIETYIONINM

NnepEexXoa0M Ha nepopaanLH?I IIPHUEM [Bergasa N.V. et al., Effects of naloxone infusions in patients with the pruritus

of cholestasis: a double-blind randomized placebo-controlled trial, Annals of Internal Medicine, 1995, 10.7326/0003-4819-123-3-
199508010-00001].

0) Cepomonunepauyeckue cpedcmaa

o #Cepmpanun 75-100 wmr/cyr: mo manabiM PKW mnpomemMoHCTpHpOBan CHUKEHHE

BBIPQXEHHOCTH 3y/1a U YIIy4YIIeHHE KadyeCcTBa )KU3HU; 0COOeHHO 3(h(peKkTHBeH y manueHToB



C COMMYTCTBYHOIIUMH CUMIITOMaMHU TpeBOFI/I/ JACTIPECCHUU [Mayo M.J. et al., Sertraline as a first-line treatment
for cholestatic pruritus, Hepatology, 2007, 10.1002/hep.21553].
8) #Onoancempon: pe3ynbTaThl €ro MPUMEHHUS MPOTHBOPEUUBEI, @ 3(PQPEKT Ha 3y, BEPOSTHO,

BEChbMa YMepeHHBIﬁ u KpaTKOBpeMCHHBIﬁ [Miiller C. et al., Treatment of pruritus in chronic liver disease with the 5-HT3

antagonist ondansetron: a randomized, placebo-controlled, double-blind cross-over trial, European Journal of Gastroenterology & Hepatology,
1998, 10.1097/00042737-199810000-00010; O’Donohue J.W. et al., A controlled trial of ondansetron in the pruritus of cholestasis, Alimentary
Pharmacology & Therapeutics, 2005, 10.1111/j.1365-2036.2005.02430.x].

8) Kombunuposannvie npenapamvl - WMEIOTCS JaHHblE O IO3UTHMBHOM BIUSHMH Ha
XOJIeCTaTUYECKUH 3yJ]] (PUKCHPOBAaHHON KOMOMHAIMM MHO3MHA + MEIJIIOMHUHA + METHOHMHA +

HUKOTUHAMUJa + HHTapHOﬁ KHACJHOTBI* *  Cremsmax B.B., KoBanenko A.JI., KosnoB B.K. DddekruBHocTh npenapara

«peMakKcoil, pacTBOp i MH(Y3WiD» B Tepamuu OOJBHBIX C CHHIPOMOM BHYTPHIICYEHOYHOIO XOJIECTa3a NMpPH XPOHHYECKHX JUBdY3HBIX

3a00sieBaHUSAX NeYeHH/ DKCIepUMEHTaIbHAS U KIIMHIYecKast racTposHTeposorus. 2018;(4):89-98.

4) pe3epsHbvie Memoobl

o Oxcmpakxopnopanvhvie memoov: (ansOymuHOBBIH auanu3/MARS wu  np.) wMoryr
YMEHBIIATH pe(bpaKTepHLIﬁ 3y 1 10 JaHHBIM CUCTEMATUYCCKUX O630pOB, Ho manHele PKU
110 3TUM METOAAaM OI'PAHHUYCHBI [Dervout C. et al., Efficacy of Treatments for Cholestatic Pruritus: A Systematic Review
and Meta-analysis, Acta Dermato-Venereologica, 2022, 10.2340/actadv.v102.310]. (cM. Pazgen®**). ®doroTtepanus
HMECT OrpaHUYCHHYIO J10Ka3aTCJIbHYIO 68.3y U MOXET pacCMarpuBaTbCd Kak
OKCIICpUMEHTAJIbHAA OIIIUA IIPH HeSCb(i)CKTI/IBHOCTI/I JICKApCTBCHHBIX ME€TOI0B, HO JaHHBIX
KpaﬁHe MaJIO [Decock S. et al., Cholestasis-induced pruritus treated with ultraviolet B phototherapy: an observational case series

study, Journal of Hepatology, 2012, 10.1016/S0168-8278(12)00345-5].
5) TpchngaHmauuﬂ nevenu - MoKasaHa Ipu pE3UCTCHTHOM TAXKEIOM KOKXKHOM 3yJI€ (CM. Pasnen

3.2.1 -TpancnnaHTaIys eYeHN)
6) Ilepcnexmugnvie Hanpasnenus @ 1e4eHuu 3y0a.:

o Hneubumopwr ruweunoco mpancnopmeépa oicenunvix kuciom (i(apical sodium-
dependent bile acid transporter, m3BecTHOoro Takxke kak IBAT — ileal bile acid
transporter) - 3aperHCTPUPOBAaHBl B pslA€ CTpPaH JUIA JICYCHUS OTACIHHBIX
XoJiecTaTudeckux 3aboneBanuii W wm3ydatorcss mnpu  [IBX. Onu OnokupyroT
pealdcopOIHIo JKETUHBIX KHCIOT B TEPMUHAIBHOM OT/EJIE MOAB3A0IIHON KUIIKH, TeM
CaMbIM yMEHbIIIasg SHTEPOrenaTH4yecKyl0 PELUPKYISIIUI0 B MEYEHb M yBEIHMYUBAs
9KCKPELHMIO KETYHBIX KHCIOT ¢ KajioM. B kauecTBe ocHOBHOro no6o4yHoro 3¢ ¢dexra
ormcana nuapesi. B PKU 2 ¢da3br muaepukcudat u BommkcuoaT, HO He Mapaiukcadat
cHWKanu KoxHbed 3yn npu IIBX. B Oyaymem oHM BeposSTHO MOTYT CTaTh

CHUMIITOMAaTHYECKUMH CPEJICTBAMH IS JICUCHHST pepaKTepHOTO KOKHOTO 3y [Hegade

V.S. et al., Effect of ileal bile acid transporter inhibitor GSK2330672 on pruritus in primary biliary cholangitis: a randomized,



double-blind, placebo-controlled, phase 2a study, The Lancet, 2017, 10.1016/S0140-6736(17)30319-7; Levy C. et al., GLIMMER:
A Randomized Phase 2b Dose-Ranging Trial of Linerixibat in Primary Biliary Cholangitis Patients With Pruritus, Clinical
Gastroenterology and Hepatology, 2023, 10.1016/j.cgh.2022.10.032; Hirschfield, G. M., Bowlus, C. L., Jones, D., Kremer, A. E.,
Mayo, M. J., Tanaka, A, ... & Levy, C. (2025). Gs-011 linerixibat significantly improves cholestatic pruritus in primary biliary

cholangitis: results of the pivotal phase 3 glisten trial. Journal of Hepatology, 82, S4-S5. https:/doi.org/10.1016/s0168-
8278(25)00303-4].Mayo MJ, Pockros PJ, Jones D, Bowlus CL, Levy C, Patanwala I, Bacon B, Luketic V, Vuppalanchi R,
Medendorp S, Dorenbaum A, Kennedy C, Novak P, Gu J, Apostol G, Hirschfield GM. A Randomized, Controlled, Phase 2 Study
of Maralixibat in the Treatment of Itching Associated With Primary Biliary Cholangitis. Hepatol Commun. 2019 Feb 1;3(3):365-
381. doi: 10.1002/hep4.1305. PMID: 30859149; PMCID: PMC6396374.Heneghan, M., Shiffman, M., Weinstein, D. F., Ankoma-
Sey, V., Assy, P. N., Chiang, D., ... & Kowdley, K. V. (2025). Os-059 volixibat for the treatment of cholestatic pruritus in primary

biliary cholangitis: an adaptive, randomized, placebo-controlled phase 2b trial (vantage): 28-week interim results. Journal of

Hepatology, 82, S44-S45. https://doi.org/10.1016/s0168-8278(25)00374-5]. OAHAKO HCO6XOI[I/IMBI I[aJ'IBHCﬁHIPIC

PKHA [Xu C. et al., Efficacy and safety of therapies for primary biliary cholangitis: a systematic review and meta-analysis,

Frontiers in Medicine, 2022, 10.3389/fmed.2022.9631940;

Pexomennyercsa nanuentam ¢ IIBX 6e3 nexkomnencupoBannoro LI ¢ TaKeabIM KOKHBIM

3yJA0M Ha3Ha4yaThb #GuoOpaThl A KyNUPOBaHUS 3y/1a, YJIYyYLIEHHs Ka4eCcTBAa KM3HH

Corpechot C. et al., A Placebo-Controlled Trial of Bezafibrate in Primary Biliary Cholangitis, New England Journal of Medicine, 2018,
10.1056/NEJMoal714519].

Shen N, Pan J, Miao H, Zhang H, Xing L, Yu X. Fibrates for the treatment of pruritus in primary biliary cholangitis: a systematic review and meta-

analysis. Ann Palliat Med. 2021 Jul;10(7):7697-7705. doi: 10.21037/apm-21-1304. PMID: 34353058.

YpoBeHb yOeauTeILHOCTH peKOMeHIAUMH A (YPOBeHb 10CTOBEPHOCTH JI0KA3aTeJbCTB 1.

[To nannbM Metaananmuza #pubpatel (7 KU, 382 nanmenra ¢ [16X) MoryT 3HaUMTENEHO
obnerunts cumntomsl 3yna npu [IBX (OP=6,52). [Ipu sTom #6e3adubpat Gonee addexTrBeH,

yeMm #(1)6HO(1)H6paT Shen N, Pan J, Miao H, Zhang H, Xing L, Yu X. Fibrates for the treatment of pruritus in primary biliary cholangitis:

a systematic review and meta-analysis. Ann Palliat Med. 2021 Jul;10(7):7697-7705. doi: 10.21037/apm-21-1304. PMID: 34353058.

Pexomennyercs manuentaMm ¢ IIBX 0e3 nexkommencupoBannoro LIl ¢ TskeJabIM KOXKHBIM
3yJA0M Ha3HA4YaTh #pruaMnuuH B HHAUBUAYAJIbHO-IoA00panHoi 103e 150-300 mr 2 p\cyT

B Te4yeHue 2-24 Mec. 1JIs1 €ro KyYINUMPOBAHUSA M NMOBLIIICHUA KAY€CTBA XKU3HU [Ghent C.N., Carruthers

S.G., Treatment of pruritus in primary biliary cirrhosis with rifampin. Results of a double-blind, crossover, randomized trial, Gastroenterology,
1988, 10.1016/0016-5085(88)90442-8; Bachs L. et al., Comparison of rifampicin with phenobarbitone for treatment of pruritus in biliary cirrhosis,
The Lancet, 1989, 10.1016/S0140-6736(89)91608-5, Podesta A. et al., Treatment of pruritus of primary biliary cirrhosis with rifampin, Digestive
Diseases and Sciences, 1991, 10.1007/BF01300759; Tandon P. et al, American Journal of Gastroenterology, 2007, 10.1111/j.1572-
0241.2007.01200.x].

YpoBeHnb y0eauTebHOCTH pekoMeHaanuii B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 2.

[To naHHBIM MeTaaHaIM30B, pUGaMIUIMH 3((EeKTUBHO 00Jer4aeT KOXHBIA 3Yy1,

BEI3BaHHBIN XOJIECTA30M [Tandon P, Rowe BH, Vandermeer B, et al. The efficacy and safety of bile acid binding agents, opioid



antagonists, or rifampin in the treatment of cholestasis-associated pruritus. Am J Gastroenterol. 2007;102:1528-1536 \\\. Khurana S, Singh P.

Rifampin is safe for treatment of pruritus due to chronic cholestasis: a meta-analysis of prospective randomized-controlled trials. Liver Int.
2006;26:943-948]. Ero addexruBrocTs nipu [16X mokazana B HeOonbiiux PKU [Ghent CN., Carruthers S.G.,

Treatment of pruritus in primary biliary cirrhosis with rifampin. Results of a double-blind, crossover, randomized trial, Gastroenterology, 1988,
10.1016/0016-5085(88)90442-8; Bachs L. et al., Comparison of rifampicin with phenobarbitone for treatment of pruritus in biliary cirrhosis, The
Lancet, 1989, 10.1016/S0140-6736(89)91608-5; Podesta A. et al., Treatment of pruritus of primary biliary cirrhosis with rifampin, Digestive
Diseases and Sciences, 1991, 10.1007/BF01300759; Tandon P. et al, American Journal of Gastroenterology, 2007, 10.1111/j.1572-

0241.2007.01200.x]. Tlpeamonaraercs, 4To puaMIHUINH B3aUMOACHUCTBYS C SACPHBIM NMPErHAHOBHIM
PELEenTOPOM UHAYLHUPYET -THAPOKCUIMPOBAHUE JKETUHBIX KUCIIOT Hofmann AF. Rifampicin and treatment of
cholestatic pruritus. Gut. 2002 Nov;51(5):756-7. doi: 10.1136/gut.51.5.756. PMID: 12377823; PMCID: PMC1773428. PexomMeHyemas
HavajbHas 103a pudammuuuHa cocTtaBiuser 150 Mr aBa pa3za B CyTKH. Y TanMEHTOB 0Oe3
aJICKBaTHOTO OTBETA J103a MOXKET OBITh yBenmndeHa 10 600 MI/CyTKH. (APASL clinical practice guidance: the

diagnosis and management of patients with primary biliary cholangitis. Hepatology International 2022;16:1-23, European Association for the Study
of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017

Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Aprl8. PMID: 28427765., AASLD]. Cnez[yeT IIOMHUTB, 4YTO
pI/I(l)aMHI/ILII/IH MOXKET BBI3BIBATH JICKAPCTBEHHOC IOBPEKACHUEC ITICUCHU, TEMOJIMTUYCCKYIO aHEMUTIO
1 IMOBPEKIACHUEC TMOYCK, a TaAKKE BJIMATH Ha MeTab0JIU3M U aKTHBHOCTH HEKOTOPLIX IpeTriapaToB
[APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatology International
2022;16:1-23]. PI/I(baMl'[I/II_II/IH TaK)Xe BIMSACT Ha MeTaboiam3M BHTamMuHa K M MOXKeT IPpUBOOUTE K

ITIOBBIIIICHUTO MHO, 0CcO00EHHO IIPpA KCJITYXC European Association for the Study of the Liver. EASL Clinical Practice
Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi:

10.1016/}.jhep.2017.03.022. Epub 2017 Aprl8. PMID: 28427765. I103TOMY HEOOXOIMMO KOHTPOJIUPOBATH TIOOOYHBIE
spdextsl pudpammunrHa. EASL pexoMeHAyeT KOHTPOJIMPOBaTh ChIBOPOTOYHBIE MOKa3aTeld
COCTOSIHUSI TIeUeHH yepe3 6 u 12 Hesenp mociie Havyala mpreMa rpernapara Wid MOBBIIICHUS T036I.

HpI/I MOSIBJICHUH OOOYHBIX 3(1)(1)GKTOB IpUEM IIperiaparta MpEKPaaCTCs. European Association for the Study
of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017

Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Aprl8. PMID: 28427765. bezomacHoCcTh pI/Iq)aMHI/ILII/IHa npu

nekomneHcupoaHHoM L{I1 He uzydanace.

Pexomennyercs y nanuentoB ¢ IIBX 0e3 nexomnencupoBanHoro LI ¢ Taxeabim
KOKHBIM 3yJAOM paccMoTpeTh Ha3HadyeHue #Haarpexcona 25-50 wmr/cyr npu
Hed(p(peKTUBHOCTH NPOTUBO3YAHON Tepanuu 1-0ii U 2-0i JMHUM JJIA YJYUYLIEHUS KayecTBa

KU3HHU

olfhagen F.H. et al., Oral naltrexone treatment for cholestatic pruritus: a double-blind, placebo-controlled study, Gastroenterology, 1997,
10.1053/gast.1997.v113.pm9322521; Terg R. et al., Efficacy and safety of oral naltrexone treatment for pruritus of cholestasis: a crossover, double
blind, placebo-controlled study, Journal of Hepatology, 2002, 10.1016/S0168-8278(02)00318-5

YpoBeHnb yOeauTebHOCTH pekoMeHaanuii B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 2.



B ve6ompmmx PKU 2-4-nenenpHbIi Kype HanTpeKcoHa OblT 2pPEKTHBEH IPU XOJIECTATUIECKOM

3yae 0e3 HEraTMBHOTO BIIMSHUSA HAa TEUEHHE OCHOBHOT'O 3a00JICBaHUSI. Terg R. et al., Efficacy and safety of oral

naltrexone treatment for pruritus of cholestasis: a crossover, double blind, placebo-controlled study, Journal of Hepatology, 2002, 10.1016/S0168-
8278(02)00318-5 Wolthagen FH, Sternieri E, Hop WC, Vitale G, Bertolotti M, Van Buuren HR. Oral naltrexone treatment for cholestatic pruritus:
a double-blind, placebo-controlled study. Gastroenterology. 1997 Oct;113(4):1264-9. doi: 10.1053/gast.1997.v113.pm9322521. PMID: 9322521.

VY deTBepTH NAaLMEHTOB HAOMIOJAIUCH MOOOUYHBIE 3(PQEKTh, COOTBETCTBYIOIIUE CHHAPOMY

OTMCHBI OITMAaTOB, IPCUMYIHNECTBCHHO TPAH3UTOPHBIC. Wolthagen FH, Sternieri E, Hop WC, Vitale G, Bertolotti M, Van

Buuren HR. Oral naltrexone treatment for cholestatic pruritus: a double-blind, placebo-controlled study. Gastroenterology. 1997 Oct;113(4):1264-
9. doi: 10.1053/gast.1997.v113.pm9322521. PMID: 9322521. \\

Pexomenayercs y nanuenToB ¢ [IBX 0e3 nekomnencuposannoro LI ¢ TaxkeabIM KOKHBIM
3yAoM paccMoTpeTh HazHaueHue #CeprpaamHa 75-100 mr/cyt npu Hedd(PeKTHBHOCTH

NPOTUBO3YAHOH Tepanuu 1-0ii ¥ 2-0if TUHMHU A yJYUIIEHUs Ka4ecTBA )KM3HU

Browning J, Combes B, Mayo MJ. Long-term efficacy of sertraline as a treatment for cholestatic pruritus in patients with primary biliary cirrhosis.

Am J Gastroenterol. 2003 Dec;98(12):2736-41. doi: 10.1111/j.1572-0241.2003.08662.x. PMID: 14687826.

Mayo MJ, Handem I, Saldana S, Jacobe H, Getachew Y, Rush AlJ. Sertraline as a first-line treatment for cholestatic pruritus. Hepatology. 2007
Mar;45(3):666-74. doi: 10.1002/hep.21553. PMID: 17326161.

YpoBeHb y0eTUTEJIBLHOCTH peKoOMeHAanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 2).

B ne6onpmmx PKU npuem cepTpanuua, B ToM uncie 0osiee 6 Mec B 03¢ 75-100 Mr ymeHbIan

KOXKHBIH 3y 1Ipu I1BX. Browning J, Combes B, Mayo MJ. Long-term efficacy of sertraline as a treatment for cholestatic pruritus in
patients with primary biliary cirrhosis. Am J Gastroenterol. 2003 Dec;98(12):2736-41. doi: 10.1111/j.1572-0241.2003.08662.x. PMID: 14687826.
Owunbka! HepgonycTMmblii 06BEKT rMNEPCCbINKU. Mayo MJ, Handem I, Saldana S, Jacobe H, Getachew Y, Rush Al

Sertraline as a first-line treatment for cholestatic pruritus. Hepatology. 2007 Mar;45(3):666-74. doi: 10.1002/hep.21553. PMID: 17326161.

Pexomenayercs y nauueHToB ¢ [IBX u [IBX\AUT" ¥ Tsi2Ke1bIM KOKHBIM 3Y/I0M PacCMOTPETh
Ha3HaUYeHNe #(PUKCHPOBAHHOM KOMOMHAIMM HWHO3MHA + MerJIOMHHAa + MeTHOHMHA +
HUKOTHHAMHUAA + SIHTAPHON KHUCJOTHI** (BHyTpUBeHHO KameiabHo mo 400,0 ma 1 pa3 B

CyTKI/I) AJ YMEHbIIECHUS BBIPAKCHHOCTH CUMIITOMA

Crenbmax B.B., Koanenko A.JI., Koznos B.K. DddexruBrocts npenapara «Pemakcoi, pacTBop aj1s HHPY3Uii» B Tepanuu 60JIbHBIX C CAHIPOMOM
BHYTPHUIICYCHOYHOI'O X0JIECTa3a NPU XPOHUIECCKUX ;m(bcbywmx 3a00JIeBAHHUSX MTEYEHH. SKCHepl/lMeHTaHLHaﬂ Y KIIMHUYECKas raCTpOdOHTEPOJIOTHUA.
2018;(4):89-98.

Yposenb yoeauteabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3ATeIbCTB 4).

B wnebGonpmom cpaBHuTenbHOM KU, MOCBSIIEHHOM BHYTPUIICYEHOYHOMY XOJIE€CTa3dy IIpHU
pa3nuYHBIX 3a00JIeBaHUIX NIeueHH, U BKiIodaBiieMy namueHToB ¢ [1bX, [IBX\AUI', nHaznauenne
#(1)I/IKCI/IpOBaHHOI71 KOMOMHAIIMM HMHO3MHA + MEIVIIOMHHA + METHOHMHA + HHUKOTHHaMuga +
STHTapHOM KHUCIOTHI (BHYTpuBEeHHO KameiabHO mo 400,0 mu 1 pa3 B cyTtku, B TeueHue 11 mHeil)

MPUBOJWIO K YMEHBLICHHIO 3yaa Y 76 % manueHToB.



3.1.3.2 Jleuenne c1a00CTH\YTOMJISIEMOCTH

CnabocTh\yCcTal0CTh\yTOMIIIEMOCTh  CUMTACTCS OJHUM U3 Hauboliee 4YacThIX |

HU3HYPAOIIUX CUMIITOMOB IIbX u He KOppeIHMpyeT € NMOKAa3aTCJIsIMU aKTUBHOCTHU 3a00JIeBaHUs.

Lynch EN, Campani C, Innocenti T, Dragoni G, Biagini MR, Forte P, Galli A. Understanding fatigue in primary biliary cholangitis:
From pathophysiology to treatment perspectives. World J Hepatol. 2022 Jun 27;14(6):1111-1119. doi: 10.4254/wjh.v14.i6.1111.
PMID: 35978669, PMCID: PMC9258253.

OObeKkTHBH3AIMA CHMIITOMa MOXKET TMOMOYb IPHMEHEHHE ONMPOCHUKOB. Paspaboran
CTIENIMaTN3UPOBAHHBIA OMPOCHUK MO OIEHKE KadecTBa Xu3HM marueHToB ¢ I1BX - PBC-40,

BKJTFOYAFOIIUH JOMCH, szqalomnﬁ CJ'Ia6OCTB\YTOMJ'I}I€MOCTb, Jacoby A, Rannard A, Buck D, Bhala N, Newton JL,
James OF, Jones DE. Development, validation, and evaluation of the PBC-40, a disease specific health related quality of life measure for primary

biliary cirrhosis. Gut. 2005 Nov;54(11):1622-9. doi: 10.1136/gut.2005.065862. Epub 2005 Jun 16. PMID: 15961522; PMCID: PMC1774759, HO
OH He BamuaupoBaH B PD. Moxet ObITh ncronp3oBana lllkama onenku ycramoctu (FATIGUE

ASSESSMENT SCALE, FAS), anantupoBannas ayst npuMenenusi B PO (cm. [Ipunoxenue I'.)

Bbuxobynarosa JL.@., Kyrnybaes M.A., and Axmazneesa JI.P.. "[lIkana oneHku ycTamoct (HEpeBOJ Ha PYCCKUi SI3BIK), afanTalis M OLEHKA
MICUXOMETPHYECKUX CBOICTB B CTal[MOHApaX KJIMHHUK HEBPOJIOTHHU 1 Tepanun MeauuHCKHid BecTHHK bamkoprocrana, vol. 7, no. 1,2012, pp. 37-
42.

CTpyKTypHUpOBaHHbII MOAX0 IpU O0pbOE ¢ renaToreHHoM Cl1adoCThI0 YTOMIIIEMOCTBIO
BkitogaeT anroput™ TrACE - mo HayampHBIM OyKBaM aHTIIMICKHX CIoBocodeTanuil : a) Treat the
Treatable - meunth BhIeunBaeMoe (anemmuio, aeunut Butamuna I, 3yn u ap.); Ameliorate the
Amelioratable - cmsiTuaTh cMsiTyaecMoe (HapyIIeHUs! CHA, Jenpeccus u Ap.); Cope - CrpaBiaThes
(cTpaTernn—KONIHHTH, TOAJCPKAHNE CONUANBHBIX CBs3eH, (M3NUECKUe YIpakKHEHHUS U JHETA);
Empathise - OMIIATHUs, IOHUMAHUC OKPYKAIOIHUMM (Swain MG, Jones DEIJ. Fatigue in chronic liver disease: New insights
and therapeutic approaches. Liver Int. 2019 Jan;39(1):6-19. doi: 10.1111/1iv.13919. Epub 2018 Aug 10. PMID: 29935104.

[TareHTOB HEOOXOIMMO KOHCYJIBTUPOBATH U MOJACP)KUBATh X B pa3paboTKe cTpaTerui
coBlazaHusg ¢ OTod mpobiemoil. PexkoMeHAyIOTCs CTpaTerud pPUTMHYHOIO  IMOAXOJa
(MCTIOIB30BAHUE «JOCTYIHOW 3SHEPrHMM» € MaKCUMaJbHOW 3((EKTUBHOCTBIO) U CTpaTETUH
IUTAHUPOBAHUS BPEMEHHU (IIOCKOJIBKY CHUMIITOM OOBIYHO YCHJIMBAeTCs K KOHIlYy AHA, TpeOyeTcs
NEPEHOC OCHOBHBIX 3a/1au Ha Oosiee paHHee BpeMs). HeoOxoanMo crnocobcTBOBATH MOBBIILICHHUIO
OCBEJIOMJICHHOCTH M TOHMMaHMs 3TOr0 CHUMIITOMAa CO CTOPOHBI YJIEHOB CEMBU WU JIUI,

OCYIICCTBIIAIOINMX YXOMI Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, CollierJ , Hiibscher S, Patanwala I,

Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-
PBC primary biliary cholangitis treatment and management guidelines. Gut . 2018;67:1568—1594. doi: 10.1136/gutjnl-2017-
315259 Lynch EN, Campani C, Innocenti T, Dragoni G, Biagini MR, Forte P, Galli A. Understanding fatigue in primary biliary
cholangitis: From pathophysiology to treatment perspectives. World J Hepatol. 2022 Jun 27;14(6):1111-1119. doi:
10.4254/wjh.v14.i6.1111. PMID: 35978669; PMCID: PMC9258253.



BaxxHpIM siBIsieTcs monaep)kaHue (u3nMueckoi akTMBHOCTH. B otkpeitom KU - 12-
HejelbHAs IporpaMMa JIOMallHUX YHOpPaXKHEHUH (BKJIIOYaBLIas a’poOHbIE U CHIIOBBIE

pra)l(HCHI/IH) 3HAUUTENBHO CHWXKaJIa cl1aboCThb Inpu IIBX. Freer A, Williams FR, Durman S, Hayden J, Armstrong

MJ, Trivedi PJ. A home-based exercise programme attenuates fatigue in primary biliary cholangitis: Results from the EXCITED clinical trial. JHEP
Rep. 2024 Sep 6;6(12):101210. doi: 10.1016/j.jhepr.2024.101210. PMID: 39640219; PMCID: PMC11617285.

CraHnapTU30BaHHBIE TICHXO- WM TIOBEICHYECKHE BMENIATENbCTBA IMOKA HE ITOKA3aJd
ycroituuBoro s¢dexra mo manaeiM KU; nokasarenpHas 6aza orpaHmueHa. BaxxHoe 3HaueHHe
uMeeT MOJJAep)KaHHe TUIMEHbl CHAa, KOPPEKIMsS COMYTCTBYIOLUIUX COCTOSHUM (aHemus,
THIIOTHUPEO3, )lenpeccnﬂ/TpeBora, aITHOE€ BO BpEMA CHa). [Lee J.Y. et al., Digestive Diseases and Sciences, 2019,
10.1007/510620-019-5457-5]. (SpringerLink) 'T€panus 3yJla W HOpMalu3alMs CHAa OINOCPEAOBAHHO CHMXKAET
JHEBHYIO YCTaJOCThb U COHJIHMBOCTb, HO HpsAMoro 3¢ddexra Ha crabocTh\yTOMISEMOCTh HE

IIOKA3aHO [Lee J.Y. et al., Digestive Diseases and Sciences, 2019, 10.1007/s10620-019-5457-5].

Bo3MOXHOCTH ~ MEAMKaMEHTO3HOW  Tepanmuud i OOpOBI  C  BBIPAKEHHOU
cimaboctpo\yTomisieMocTsio mipu [1BX orpanndensl. BombIIMHCTBO M3y4aBIIMXCS TPENapaToB B

PKW He mpoeMOHCTPHPOBAIH KIMHHYECKH 3HAYMMOTO0 3 dekra: #MOoTadUHII [Silveira M.G. et al, A
Randomized, Placebo-Controlled Clinical Trial of Efficacy and Safety: Modafinil in the Treatment of Fatigue in Patients With Primary Biliary

Cirrhosis, American Journal of Therapeutics, 2017, 10.1097/MJT.0000000000000387], CEJICKTHBHBII I/IHFI/I6I/ITOp O6paTHOFO

3axXBaTa CCPOTOHUHA #q)HyOKCGTI/IH [Talwalkar J.A. et al., Fluoxetine for the Treatment of Fatigue in Primary Biliary Cirrhosis:

A Randomized, Double-Blind Controlled Trial, Digestive Diseases and Sciences, 2006, 10.1007/s10620-006-9397-5]; [ter Borg P.C.J. et al.,

Fluvoxamine for Fatigue in Primary Biliary Cirrhosis and Primary Sclerosing Cholangitis: A Randomised Controlled Trial, BMC Gastroenterology,

2004, 10.1186/1471-230X-4-13]. , #OHI[aHCGTPOH [Theal J.J. et al., A Randomized, Controlled Crossover Trial of Ondansetron in Patients

With Primary Biliary Cirrhosis and Fatigue, Hepatology, 2005, 10.1002/hep.20698], #pI/ITYKCI/IMa6 [Khanna A. et al., Rituximab Is

Ineffective for Treatment of Fatigue in Primary Biliary Cholangitis: A Phase 2 Randomized Controlled Trial, Hepatology, 2019,
10.1002/hep.30099].

Baszucueie npenaparsl - YJIXK** OBXK - He Bimustitor Ha ciiaboctsb Tipu [TBX Jones DE, Bhala

N, Goldbratt J et all. Four year follow up of fatigue in a geographically defined primary biliary cirrosis patient cohort. Gut 2006; 55: 536-541 Lee
JY, Danford CJ, Trivedi HD, Tapper EB, Patwardhan VR, Bonder A. Treatment of Fatigue in Primary Biliary Cholangitis: A Systematic Review

and Meta-Analysis. Dig Dis Sci. 2019 Aug;64(8):2338-2350. doi: 10.1007/s10620-019-5457-5. Epub 2019 Jan 10. PMID: 30632051. TII

CHMKACT BBIPAXKCHHOCTH CJ'Ia6OCTI/I\yTOMJ'IH€MOCTI/I, HO HE€ KyIMPYET €€ NOJIHOCTBIO Lee JY, Danford CJ,
Trivedi HD, Tapper EB, Patwardhan VR, Bonder A. Treatment of Fatigue in Primary Biliary Cholangitis: A Systematic Review and Meta-

Analysis. Dig Dis Sci. 2019 Aug;64(8):2338-2350. doi: 10.1007/510620-019-5457-5. Epub 2019 Jan 10. PMID: 30632051. FIMetOTCSI
o0Ha1e)KMBaIOIIME JaHHbIE O BIMAHUU 1adudpaHopa (10 JaHHBIM MIPeBapUTEIbLHON OLEHKH 3-

netHero K1) u ceranakcu6a (mo nanabiM 2 Gazbl KN) [invernizzi P. et al., Impact of setanaxib on quality of life

outcomes in primary biliary cholangitis in a phase 2 randomized controlled trial, Hepatology Communications, 2023,
10.1097/HC9.0000000000000301] Elafibranor Long-Term Efficacy and Safety and Impact on Fatigue in Primary Biliary Cholangitis: Interim
Results From the Open-Label Extension of the ELATIVE Trial Up to 3 Years. Gastroenterol Hepatol (N Y). 2024 Dec;20(12 Suppl 12):3-4.

PMID: 39897512; PMCID: PMC11784550. B HeOombiroMm KU1 moka3ano no3utuBHEIN 3P dekT miazmoooMeHa

[Wunsch E, Kruk B, Snarski E, Basak G, Krawczyk M, Milkiewicz P. Plasmapheresis in the treatment of chronic fatigue in patients with primary



biliary cholangitis. Pol Arch Intern Med. 2021 Feb 26,131(2):205-207. doi: 10.20452/pamw.15690. Epub 2020 Nov 25. PMID: 33236867].

(cm. Pazmen 3.3 MHOe nedeHne - 3KCTPOKOPITOPATEHBIE METO/IBI).

Pexomennyercs manmumentam c¢ I[IBX u BbIpamkeHHO# c€JIa00CTHIO\yTOMJIIEMOCTBIO

HA3HAYATh AJeMETHOHUH** [IUIl ee JeYeHHUs] U YJIy4llleHUs KauyecTBAa JKU3HH.

Paiixenscon K.JI., Konopawuna 3.A. Adememuonun 8 ievenuit nOBbIUEHHOU YMOMIAEMOCIU/CIa00CMY Npu 3a601e8aHUAX NedeHU.:

cucmemamuyeckuii 0630p // Tepanesmuueckuii apxus. - 2019. - T. 91. - Ne2. - C. 134-142. doi: 10.26442/00403660.2019.02.000130 \\Wunsch E,

Raszeja-Wyszomirska J, Barbier O, Milkiewicz M, Krawczyk M, Milkiewicz P. Effect of S-adenosyl-L-methionine on liver biochemistry and quality
of life in patients with primary biliary cholangitis treated with ursodeoxycholic acid. A prospective, open label pilot study. J Gastrointestin Liver
Dis. 2018;27(3):273-9. doi: 10.15403/jgld.2014.1121.273.icz

YpoBenb  yOenuTeqbHOCTM  pekoMeHaanuid B (ypoBeHb  J0CTOBEepHOCTH

J0KA3aTeJIbCTB 3

A,HGMCTI/IOHI/IH* * CHHMIKACT rernaToreHHyro CJ'Ia6OCTB\yTOMJ'IﬂCMOCTI> pu Pa3INYHbIX

3a00JIEBAHUAX TIEYEHH Pasivemvcon K.JI, Konopawuna 2.4. A0ememuonun 6 nevenuu nogbluleHHOU YMOMAAEMOCMU/C1abocmy npu

3abonesanusx newenu: cucmemamuueckuti 0630p // Tepanesemuueckuti apxue. - 2019. - T. 91. - Ne2. - C. 134-142. doi:

10.26442/00403660.2019.02.000130 \\\ Fiorelli G et al. S-adenosylmethionine in the treatment of intrahepatic cholestasis of chronic liver disease:

a field trial. Current Therapeutic Research 1999; 60(6): 335-348 B oTkppiToM KM mpuem anemernonmna** 1200
mr/cyT nipu [IBX mpuBO U K CHUKEHUIO TE€NAaTOTeHHON cIab0CTH\yTOMIISIEMOCTH U YITYUILIEHUIO
MoKa3aTesiei KauecTBa XKU3HU Yepe3 3 Mec., OHO COXPaHsIOCh U TI0 pe3ylibTaTaM Bcero Kypcea (6

MeC.) 110 pe3yJibTaTaM OLCHKHU CIICHUAJIN3UPOBAHHBIX OIIPOCHUKOB. Wunsch E, Raszeja-Wyszomirska J, Barbier

O, Milkiewicz M, Krawczyk M, Milkiewicz P. Effect of S-adenosyl-L-methionine on liver biochemistry and quality of life in patients with primary
biliary cholangitis treated with ursodeoxycholic acid. A prospective, open label pilot study. J Gastrointestin Liver Dis. 2018;27(3):273-9. doi:
10.15403/jgld.2014.1121.273.icz

AHaoruyHbIC TaHHBIC IMOJYYCHBI paHCC B OTCUCCTBCHHBIX HCCJIICAOBAHUMAX [Ilompivosa C.[1., Hanunckas

M.IO. Ouenka sddexruBHOoCcTH mpernapara [entpan y OOJBHBIX XpOHHYECKMMH JIU((Gy3HBIMH 3a00JCBaHUSMH NEYCHH C CHHAPOMOM
BHYTpUIIEYEHOUHOr0 Xosecrasa. Kimmunueckas memununa. 1998;76(10):45-8. \\\ Paiixenscon K.JI., Murensriuk ¥Y.A., 3ybapesa A.C., MapueHKo

H.B., CemenoB H.B., bapanosckuii A.}O. IIpMHOMIIBI ¥ NMEPCIIEKTHUBBI JICUYCHUS MEPBHYHOIO OMJIMAPHOIO LUPPO3a. DKCIEPHUMEHTANbHAS W

xmHmeckan ractposureponorns, 2012;3:90-5 . B HEeOompImom perpocnextTuBHOM KW mpu mapeHTepaibHOM
NPUMEHEHUU ajieMeTHoHuHa** B nosze B no3e 800 mr/cyt, 78% mnammentoB ¢ I1bX ormernnun

Cy@bCKTI/IBHoe CHUXXCHHUC CJ'I36OCTI/I\yTOMJ'I}I€MOCTI/I Paiixenscon K.JI., Mutensriuk V.A., 3ybapeBa A.C., Map4eHko

H.B., CemenoB H.B., Bapanosckuii A.}O. IIpMHOMIIBI ¥ NMEPCIEKTHUBBI JICUCHUS MEPBHYHOIO OWJIMAPHOIO LHUPPO3a. DKCIEPHUMEHTANbHAS W

KIIMHUYecKas racrposnteposorus. 2012;(3):90-5.

3.1.3.3 Tepanus cyxoro CHHIAPOMA

CuHIPOM CYXOCTH CIHM3HCTBIX 000JOYEK («CYXOH CHHAPOM», CHHAPOM Sicca) pazHOU

CTENEHU BBIpaK€HHOCTH U Jokanu3auuu npu [16X peructpupyercs ¢ yacroroit 28-70% ciyuaes

[Floreani A, Scaffidi M, Coco B, Giannini EG, Labanca S, Bonaiuto E et al.; Italian Foundation for Research in Hepatology (FIRE). Primary
biliary cholangitis: perception and expectation of illness.  Dig Liver Dis. 2022; 54(9):1230-1233. Daza J, Espinosa-Montagut N, Kautz A,
Langenbacher D, Hetjens M, Siegel F, Ebert MP, Teufel A. Symptom Reporting in Patients with Primary Biliary Cholangitis: Higher Burden of

Symptom Detection Using an Interactive App. Dig Dis. 2025;43(2):170-178.], YTO CYHICCTBCHHO Yalll€, 4YCM IIPU MHOTHUX



ApyTrux SaGOﬂeBaHI/IHX IICYCHM /Li S, Li A, Ruan F, Zhang W, Chen J, Huang C, Jie Y. Evaluation of the Clinical Characteristics of
Dry Eye Secondary to Different Types of Liver Diseases. Ophthalmol Ther. 2023, 12(5): 2493-2503.]. YV 0OJBIIMHCTBA HaImueHTOB
CYXOﬁ CHUHIAPOM HOCUT HCCHCI_IPI(i)I/I‘-IeCKHﬁ XapaKTEP U HE YKIAAbIBACTCA B KPUTECPUU IEPBUIHOTO
CuHApOMa UlerpeHa [European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and
management of patients with primary biliary cholangitis. J Hepatol. 2017, 67(1):145-172.]. Baxno OTMECTUTH, YTO CIICHHUAJIBHO
CIUIaHUPOBAHHBIX HCCIEAOBAHMN IO JIEUEHHIO cyxoro cuHapoMa mpu IIBX HeT, murupyemsle
HWKEC JAHHBIC OKCTPAIOJIHUPOBaHbI C KU na mopensx cuHapoma I_HerCHa n CUHJApOMaA CYXOCTH

CIIM3UCTHIX, HE MMEIOMMX oTHomeHud K I1BX.

Pexomennyercst y nanueHToB ¢ IIBX aKTHBHO BBIABJIATH NPOSIBJICHHUS CYX0r0 CHHApPOMA U
IPM ero HAJIMYHUM HANPABJATH K BpadaM-cHenHAIHCTaM (0(TaJIbM0JI0Ty, THHEKOJIOLY,

JAepMAaToJIOry, PeBMATOJIOTY) IJI1 MOA00pa JieUeHUsl

[European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017, 67(1):145-172.],

Yposens yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTelbCTB 5).

Pexomenayercss mammentam ¢ IIBX M cyxuM CHHAPOMOM peryJsipHO HPHMEHSThb
YBJIA:KHAOIIME U CMSArYamliue cpelcTBa (3IMOJIEHTHI) HAPYKHO C LeJbI0 MOAJEepP:KAHMSA

BOJAHO-JIUNIMIHOTO 0ajaHca, 0apbepHbIX PYHKUMIT KOXKH

[European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017; 67(1):145-172.]

Yposenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB 5).

Kommenmapuu. 11pn I1bX Hanbosee 4acTo perucTpUpyIOTCS CyXOCTb IJ1a3 U/HIU CyXOCTh BO PTY

[Watt FE, James OFW, Jones DEJ. Patterns of autoimmunity in PBC patients and their families. QJM 2004;97:397-406. Mang FW, Michieletti
P, O’Rourke K, Cauch-Dudek K, Diamant N, Bookman A, et al. Primary biliary cirrhosis, sicca complex, and dysphagia. Dysphagia 1997;12:167—

170.], peXe CyX0il CHHIPOM IpPOSBISIETCS CyXOCTBIO BIIArajuila U Hanbosiee peiko - aucdarueit

[Mang FW, Michieletti P, O 'Rourke K, Cauch-Dudek K, Diamant N, Bookman A, et al. Primary biliary cirrhosis, sicca complex, and dysphagia.
Dysphagia 1997;12:167-170. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management

of patients with primary biliary cholangitis. J Hepatol. 2017; 67(1):145-172]. 1lpu Bemennn mnanueHtoB ¢ I1BX
HEOOXOJMMO CIICHHAILHO CIipalliBaTh O CHMIITOMAaX CYXOCTH W HalpaBJIATb K OIIBITHBIM
HpOCbI/IJ'IBHBIM CIICHUAJINCTAM  [European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis
and management of patients with primary biliary cholangitis. J Hepatol. 2017; 67(1):145-172.], IOCKOJIBKY HaCTOTAPETUCTpALIUN

«CYXO0Tro CHHApPpOMa) B OKCIICPTHBIX LICHTpax B 14 pas BBILIC, YEM B KIMHAYECKON MPAKTUKE [Wiegand

J, Franke A, Miiller T, Stein K, Bantel H, Giinther R et al. Sub-optimal therapy of patients with primary biliary cholangitis (PBC) in the real-life
stetting of the German PBC cohort. Z Gastroenterol. 2024; 62(11):1931-1942.].



HamuearTam ¢ IIBX m kcepodranbMueil MOXKHO PEKOMEHIOBATH TIJIa3HbIe KAaIlJIH,
cogepxkamue runpomesiody (MckyccTBeHHble cJjie3bl W JApyrue HHIM(pQepeHTHbIe
npenaparsl #), mo 1-2 kane B Kaxablii rj1a3 4-8 pa3 B CyTKH, IPA HE00X0AMMOCTH — KaKAbIN

Jac 1Jisdt YMCHbUICHUA CYXOCTH CJAMBMCTBIX IJIA3 [European Association for the Study of the Liver. EASL Clinical

Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017, 67(1):145-172. Lindor KD,
Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver
Diseases. Hepatology. 2019; 69(1): 394-419.].

Yposens yoeauTeapbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0Ka3aTelbCTB 5).

Kommeumapuu. C KOHKPETHBIMU PCKOMCHAAIUAMMU I10 JICHCHUIO «CYXOr'0 CHHApPOMa» CICOAYET
O3HAaKOMHTBHCS B CIICIHAIM3UPOBAHHBIX pPEKOMEHAANUsAX 1o cuHapomy LlerpeHa /Poccuickue
KauHudeckue pekomenoayuu. Peemamonoeus / E. JI. Haconog - Mockea: DOTAP-Meoua, 2017; 464.] CYH_[CCTByeT HeJIBIﬁ CIIEKTp
0(hTaTbMOIOTHUECKUX MAaHUMYJSIIAN UIS JICYCHUS «CYXOTO TJazay (OJOKUpOBAHME CIIE3HBIX
TOYEK CHWIMKOHOBBIMH 3arjiylIKaMH, TEPMHUYECKOEC NPWKHATAHUE TMepuepudeckoil 30HbBI
poroBulbl JJIsi YMCHBUICHUA APCHUPOBAHUA CJIE3bI, MaCCaXXK BEK WM IIPUMCHCHHUE CIICIIUATIbHBIX
HpI/I60pOB C UHTCHCHUBHBIM HMITYJIBCHBIM CBETOM HWIIHU CHUCTEMOU TEemI0oBOM myJibCaluu 1Jid
YIydlI€HUS COCTOSHUSA MeNOOMHEBBIX KEJIE3, NTPUMCHCHUC CIICHHUAJIBHBIX KOHTAKTHBIX JIMH3,
NpeaAHa3sHAUYCHHBIX IJIS KOHLCHTPALUU BJIark HAl CKﬂepaMI/I) [Mavragani CP, Moutsopoulos HM. Conventional
therapy of Sjogren’s syndrome. Clin Rev Allergy Immunol. 2007;32:284-291.]. HpI/I CHUHAPOMC CYXOro IJasa
MpEANOYTUTECIIBHO NPUMEHCHUEC 6€3peLI€HTypHBIX #rnasHeIX Kamellb C FHHpOMCJ’IJ’IOSOﬁ
(I/ICKYCCTBCHHHC CJIE3BI U JIPYrue I/IH,I[I/I(I)(bCpCHTHLIC HpenapaTbI), IMOKPBIBAIOMINX POrOBUIY U
KOHBIOHKTUBY. O030p 43-x PKU (3497 y4acTHHKOB C CHHAPOMOM CYXOTO TJIa3a) MOKa3aj, YTo

Oe3penenTypHble Iia3Hble Kariu 0e30macHbl U d3PMEKTUBHBI . Pucker AD, Ng SM, Nichols JJ. Over the counter

(OTC) artificial tear drops for dry eye syndrome. Cochrane Database Syst Rev. 2016 Feb 23;2(2):CD009729. doi:
10.1002/14651858.CD009729.pub2. PMID: 26905373, PMCID: PMC5045033.

Hamuenram ¢ IIBX u pedpaxrepHoii KcepodTagbMHueil peKOMEeHIyeTCS COBMECTHO €
Bpa‘lOM-O(l)TaJ'leOIIOFOM PacCMOTpPEThL Ha3HAYCHHE I'JTa3HBIX KalleJib € III/IKJ'IOCHOPI/IHOM#

0,05% mo 1 xamuie 1Ba pa3a B AeHb B TedeHHe 12 HegeIb VIS YIYYIICHHS] Ka4ecTBa KU3ZHH

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the
Study of Liver Diseases. Hepatology. 2019; 69(1): 394-419, Tatlipinar S, Akpek EK (2005) Topical ciclosporin in the treatment of ocular surface
disorders. Br J Ophthalmol 89(10):1363—1367].

Yposens yoeaurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTelbCTB 5).

Kommenmapuu. DdHeKTUBHOCTh XOIUHEPTUUYECKUX NpPEnapaToB MPH CUMIITOMAaxX CyXOCTH BO
pPTy U riazax npojemMoHcTpupoBana B PKU, HO naHHBIE MpenapaTsl aCCONUUPOBAHBI C YaCTHIMHU

MOOOYHBIMHU 3(1)(1)€KT3MI/I, TaKMMU KaK TOIIHOTA, IMOTJIMBOCTH, YYAIICHHOC MOYCUCITYCKAaHUC,

T'OJIOBOKPYXKXCHHUEC U NUAPCH. Vitali C, Minniti A, Pignataro F, Maglione W, Del Papa N. Management of Sjogren’s Syndrome: Present



Issues and Future Perspectives. Front Med (Lausanne) 2021;8:676885. doi: 10.3389/fined.2021.67688.  [Tsifetaki N, Kitsos G, Paschides CA,

Alamanos Y, Eftaxias V, Voulgari PV, et al. Oral pilocarpine for the treatment of ocular symptoms in patients with Sjogren’s syndrome: a

randomised 12 week controlled study. Ann Rheum Dis 2003;62:1204—1207. ] Cpe,Z[I/I UMMYHOZICIIPCCCAHTOB HaI/I6OHBHIy10
s dexTuBHOCTh Npu cuHapome lllerpenanokasan pexum BBeneHus 0,05% nukinocnopusa no 1

KaIruie JiBa pa3a B ICHb B TCUCHUC 12 HEACIb [Rao AT, Gupta A, Chauhan T, Basu S, Batra N, Sharma N, Sangwan VS, Gupta

V, Mukherjee S. Efficacy and safety of 0.05% micellar nano-particulate (MNP) cyclosporine ophthalmic emulsion in the treatment of moderate-to-

severe keratoconjunctivitis sicca: a 12-week, multicenter, randomized, active-controlled trial. BMC Ophthalmol. 2023; 23(1): 121.].

B xauecTBe nepcreKTUBHOH albTepaHTHBHOM TEPAITUH PACCMAaTPHBACTCS TOMMYESCKIA peOaMuImg
(e 3apeructpupoBaH B P®), yBennuuBaromuii CEKpeLUI0 MyLUHA Ha IOBEPXHOCTH IJia3a,
YMEHBIIasE TeM caMbIM CyXocTh. B meraanammze 12 KW 2% rnasmple kammm pebGamummna
AOCTOBEPHO IMTPEBOCXOAUITN 3(1)(1)GKTI/IBHOCTB HUCKYCCTBCHHBIX CJIE3 /Chiu CW, Tam KW, Lin IC. Safety and efficacy
of rebamipide compared to artificial tears for the treatment of dry eye: a systematic review and meta-analysis. BMC Ophthalmol. 2025;25(1):317.],
OJTHAKO JUTMTEIIHOCTH 4-X HENEeNBHOTO Kypca JICYCHHS MOXKET OBITh HemocTaTtodHa, d(Qext

AOCTOBEPHO HApACTACT IIPHU YBCIUYCHUU MJIUTCIBHOCTU JICUCHUA 10 12 HeeNb [Yan YL, Chang JY, Ling
XR, Xue CY. Effects of Rebamipide for Dry Eye on Optical Quality and Efficacy: A Systematic Review and Meta-Analysis. J Ocul Pharmacol Ther.

2024,40(10):629-637.]. B OKCIIEPUMCEHTAJIBHBIX HCCJICIOBAaHHAX IMOKa3aHO, YTOIICPOPAJIbHOC BBCIACHUC
pe6aMI/mI/ma 1o AaBJIATIO IIpOrpeCCUpOBaHUC Oose3nu LHerpeHa u CHHMIXAJIO
YPOBEHBBOCTIATUTENLHBIX ITUTOKKMHOB, BKimtouas UJI-6, dakrop Hekposza omyxon- o u WUJI-17 B
CJIFOHHBIX KE€JIC3aX [Jin-Sil P, Sun-Hee H, SeungCheon Y, JeongWon C, Kyung-Ah J, Mi-La C, Sung-Hwan P. Immune modulation by
rebamipide in a mouse model of Sjogren's syndrome via T and B cell regulation. Immunol Lett. 2019, 214: 1-7.], 4 TAKK€ YBCJIMIHUBAJIO
BBIpa6OTKy CJIE3HOU KHUOAKOCTHU W CIYOHBI [Kohashi M, Ishimaru N, Arakaki R, Hayashi Y. Effective treatment with oral
administration of rebamipide in a mouse model of Sjogren's syndrome. Arthritis Rheum. 2008;58(2):389-400.]. B rmaue60-
koHTponupyemoM KHnepopaneHblii mpueM pedaMumnuna TpUBEN K 3HAYUMOMY YBEITHUYCHHIO
CCKpeUIrHU CIIE3HOH KHUJIKOCTH U CJIIFOHBI B TCUCHHUC 8 HEACIb, HO HC IMOKa3aJl IPpEUMYIICCTB HAQ

rmaueGo [Sugai S, Takahashi H, Ohta S, Nishinarita M, Takei M, Sawada S, Yamaji K, Oka H, Umehara H, Koni I, Sugiyama E, Nishiyama
S, Kawakami A. Efficacy and safety of rebamipide for the treatment of dry mouth symptoms in patients with Sjogren's syndrome: a double-blind

placebo-controlled multicenter trial. Mod Rheumatol. 2009;19(2):114-24.]. Tem He MCHEC, B OTCUYCCTBCHHBIX
PEKOMEHOANUAX T10 JICYEHUIO CHUHpOMa LHerpeHa TaGJ’ICTI/IpOBHHHﬁ p€6aMI/IHI/IZ[ PEKOMEHOOBaH

B 103€ 100 mr x 3 pasa B AC€Hb [Poccuiickue knunuueckue pexomendayuu. Pesmamonoeus / E. JI. Haconoe - Mockea: I'DOTAP-

Meoua, 2017; 464.].

BarunanbHbie YBJIAKHUTCIIN MOI'YT OBITH TMOJIC3HBI U HE MMPOTHUBOIIOKA3aHbI C MMO3ULINI
NaToJIOTUMU IICHYCHHU, HO HCIOJIB30BAHHUEC KPEMOB C OJOCTPOIrCHAMU IIpHU IIBX w™oxer OBITh

PEKOMEHAOBAHO 'MHECKOJIOI'OM TOJIBKO 1O COTJIACOBAHUIO C JICHYAITUM BPAYEM /European Association for the
Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol.
2017; 67(1):145-172.]. BO3H€ﬁCTBH€ Ha MI/IKpO6I/IOM BJIarajuiia ¢ IIOMOMIBIO TOIMMYECKUX CPEACTB
CHaKTO6aKTepI/IﬂMI/I MOKET OKa3aTh JOIIOJTHUTCIIBHOC ITOJIOKHUTCIBHOC ,I[Cf/iCTBI/IC [Godha K, Tucker KM,

Biehl C, Archer DF, Mirkin S. Human vaginal pH and microbiota: an update. Gynecol Endocrinol. 2018,34:451-5.].



Pexomennyercss mammentam ¢ I[IBX w#  kcepocTomMuedl peryJsipHO NpPOBOIUTH
npo¢ecCHOHATBHYI0 IHTHEHY MOJIOCTH PTA, a TAK/Ke HANPABJIATH OT/IeJbHbIX NAIMEHTOB €
IIBX Ha KOHCYJIbTAIMIO K CHEHHAJNCTY-NAPAJAOHTOJIOrY AJdsl KOPPEKIHMH CXeMbI
HH}II/IBI/IL[yaJIBHOﬁ TUMIrdeHbl MOJIOCTH pPTa nanMeHra ¢ mejablo HpO(l)I/IJIaKTPlKI/l H JIedeHus

BOCIHAJIUTEJILHBIX 3200/1€eBaHH mapoaoHTa.

Ocobennocmu cmoMamono2uecko2o cmamyca 60IbHbIX ¢ NePeUHbLIM OuruapHbvim Xonaneumom. / Xoxaosa, A.P.; Pobakuosze, H. C, Paiixenbcon
KJIL, Knyp, M.B.; Jlasmsan, H.P.: HHCTUTYT CTOMATOJIOI' MU, Ne 1(106), 2025, cmp. 86-88. \\ Knunuueckue pexomenoayuu « Xponuueckuii
napodonmumy (K05.3) Ymeepocoenvr [locmanoenenuem Nel Cogsema Accoyuayuu obwecmeennvix ob6vedunenuii « Cmomamonocuveckas

Accoyuayus Poccuuy om 20 oexabps 2024 2o0a; \\ . Knunuueckue pexomenoayuu «IIpocmoii mapeunanvruiii euneusumy (K05.10) Ymeepoicoenwvl
IHocmanoenenuem Nel Cosema Accoyuayuu obwecmsennvix 06veounenuti « Cmomamonocuueckas Accoyuayus Poccuuy om 20 dexabps 2024
200a \\ European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with
primary biliary cholangitis. J Hepatol. 2017; 67(1):145-172

YpoBeHsb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJLCTB 5)

Kommenmapuu. Kpome CHIKEHHS KadyecTBa XH3HH, CYXOCTh B TOJOCTH pTa CIHOCOOCTBYET
Pa3BUTHIO BOCTIAJHUTEIBHBIX 3a00JI€BaHNI MapagoHTa U JAPYTHUX 3a00JEBaHUI OPraHOB POTOBOI
MIOJIOCTH. YCTaHOBJICHA B3aUMOCBS3b MEXIy INUTENbHOCTBIO TedeHus IIBX, kcepocrommuew,
TUTHEHW YECKUM COCTOSHHEM IOJOCTH PTa, YBEIMYEHUEM KOJWYECTBA I'PAMOTPHULATENIBHBIX

MHUKPOOPraHu3MOB M CTCIICHBIO ITOPAXKCHHUA IMAPOJOHTA OcobeHHOCTH CTOMATONOTHYECKOTO CTaTyca GONBHBIX ¢

NEePBUYHBIM OWIMApHBIM XoaaHrutoM. / Xoxnosa, A.P.; Pobakuose, H. C, Paiixenscon, K,JI, Kuyp, M.B.; Jaemsan, H.P.: HHCTUTYT
CTOMATOJIOI'MH, Ne 1(106), 2025, cmp. 86-88. Maxeesa U.M., Jopowuna B.FO., Apaxensn M.I. «Kcepocmomus u cpedcmea, obnezuaioujue

ee npossnenusy, Cmomamonoeus. 2013;5(3):12-13].

B KH napononTut y nanmentos ¢ I11bX perucrpupoaics B 98 % cirydaes, U3 HUX B TPETH
- TSDKEJIOW CTENEHH, W COMPOBOXKAAICS YBEIMYAHHEM KOJMYECTBA NAapaJOHTOTEHOB IO
cpaBHeHHIO ¢ KoHTposeM. Kpome Toro, mpu 16X oOHapykeHa BBICOKasi pacIpOCTPAaHEHHOCTD
Kapueca, KIMHOBHIHBIX NE(PEKTOB 3yOOB, MOBBIIICHHOW CTHUPAEMOCTH 3yOOB, UTO SIBISETCS
3aKOHOMEPHBIM MPOSIBIEHHEM KCEPOCTOMHUH — HEIOCTATOK CIIOHBI IeNIaeT 3yOHbIe TKaHU Oolee
CyXMMH W MEHEe DJJIAaCTUYHBIMH, B pe3yJbTaTe dYero IOBBIIAETCS WX XPYNKOCTH,

BOCIPUUMYHMBOCTh K MEXaHMYECKOMY BO3JEHCTBHUIO (HAampuUMeEp, NpHU >KEBaHUHU, HENPABUIbLHOU

YHUCTKEC 3y6OB JKECTKOM H.[éTKOﬁ n T.H.) OcoOCHHOCTH CTOMATOJOTHIECKOr0 CcTaTyca OOJIBHBIX C MEPBUYHBIM OHIMAPHBIM
xonaurutoM. / Xoxnoea, A.P.; Pobakuose, H. C, Paiixenscon, K,JI., Kuyp, M.B.; Jasemsan, H.P.: HHCTUTYT CTOMATOJIOI'MH, Ne 1(106),

2025, cmp. 86-88. \\ M.B.Jlebeoes, H.IO.3axaposa, K.H.Kepumosa, Kcepocmomus (cunopom cyxoco pma)// Becmuux Ilenzenckoeo
eocyoapcmeentoeo ynusepcumema. - 2018. - Ne3 (23). — C.19-22. \2. Cysoposa, A. A. Jleuenue nayuenmos, cmpaoaowux Kcepocmomuel ¢
NOMOWDBIO CIMUMYIAMOPOE ctoHoOmOeneHus u 3amenumenei cuionvl / A. A. Cyeoposa, A. /. Bamwipwun // Monooedjchviil uHHOBAYUOHHBII

secmuur. —2024. —T. 13, Ne S1. — C. 509-510. — EDN ARVKCD.

[MarmenTaM C JETKOM KCEPOCTOMHEH WM CHHIPOMOM ‘‘CyXoro pra”’ CTOMT H30eraTh
(akTOpOB, YCHIMBAIOMIMX CYXOCTh CIM3UCTBIX 00O0JOYEK (CyXOW WM KOHAWIIMOHUPOBAHHBIN
BO3/IYX, [UIMTENIbHAs pedyeBas Harpys3Ka, yIoTpeOleHHe CYXHX, KHUCIBIX M COJICHBIX MPOIYKTOB,
Kyp€HHUCE, aJIKOFOJIB) Maxkeesa UM., [opowuna B.FO., Apakenan M.I. «Kcepocmomus u cpedcmea, obneuaioujue ee nposeieHusny,

Cmomamonoaus. 2013;5(3):12-13]. ﬂﬂﬂ CTUMYJIAIIUN CJIIIOHOOTACJICHUSA BaAKO HOTpC6HeHI/Ie J0CTaTO4YHOI'O



KOJIMYECTBA BBIMUTOM XKUAKOCTH B TEUEHHE BCEro JHA, 0COOEHHO BO BpEMA CIbI. Taxoke
PEKOMEHAOBAHO HA3HAUYCHHUE CIIPECB HAa OCHOBE 1% s6109HOM KHCJIOTHI, )KCBATCJIbHBIC PE3NMHKH U
JICACHIIbI oe3 caxapa. Henb3s ucnonab3oBaTh KeBaTelbHbIC PE3MHKHU U JICACHIBI C COACPIKAHUEM
caxapa BBHUAY BBICOKOI'O pHUCKa pa3BUTHA Kapucca. [Tomoun B CTUMYJISIIUU CIIFOHOOTACIICHU S
TAKKE MOT'YT — 3KCTPAKT MSThI HCpC‘IHOﬁ, Karjikm ¢ COKOM JIMMOHA, a TaKXeC HAaCTOMKHU TOPbKUX

TpaB (CCJII/I HET HpOTI/IBOHOKa3aHHﬁ K HUXx HpI/IMeHeHI/IIO). 1. Cysoposa, A. A. Jlevenue nayuenmos, cmpadaiouux

Kcepocmomuell ¢ NoMOwbio CIMUMYIAMopos ciionoomoenenust u 3amenumenei cuiouvl / A. A. Cyeoposa, A. /I. bamwvipuwun // Monooeschblii

unnosayuonmwill secmuux. — 2024. — T. 13, Ne S1. — C. 509-510. \\2. M.B.Jle6eoes, U.FO.3axaposa, K.U Kepumosa, Kcepocmomus (cunopom

cyxoeo pma // Becmuux I[lensenckoeo cocyoapcmeennozo ynueepcumema. - 2018. - Ne3 (23). — C.19-22. Cnez[yeT IIOMHUTbH, YTO
AHTUTUCTAMHUHHBIC ITpETIapaThl, KOTOPHIC HaCTO HEOOOCHOBAHHO MPUMECHSIOT IIPpU I1bX u3-3a 3yaa,

MOTYT YCWJIMBATh CYXOCTb BO PTY M B TAKHX CIy4dadX UX NPUMCHCHHUE CIICAYET OIrPaHUYMNTD. [Lindor

KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of
Liver Diseases. Hepatology. 2019; 69(1): 394-419. Poccuiickue kiunuueckue pekomenoayuu. Pesmamonoaus / E. JI. Haconos - Mockea: TDOTAP-

Medua, 2017; 464.]. J1711 TPOPHIAKTUKN KCEPOCTOMHU MOTYT HUCIOJIb30BATHCS YBIAKHSIOIINE 3yOHbIC
MacTel Ha Oe3naypwicyibhaTHOW OCHOBE C JO0AaBICHWEM KCWIHTA W ajbIMHATA, & TaKXKe

HNCKYCCTBCHHBIC YBJIAXKHHUTCJIIN pOTOBOf/i IIOJIOCTHU B BUJC CIIPECB U OIIOJIACKUBATEINCH. Bacubes, 0. JI.

Oneim ucnonbsoanus 3youeix nacm 6e3 aaypuncynbgama nampusa y nayuenmos ¢ kcepocmomueti / FO. JI. Bacunves, O. H. Cuiocap, M. E.
Konomutivenxo // Cmomamonozus demckozo eospacma u npopuiakmuka. — 2015. — T. 14, Ne 1(52). — C. 62-65. — EDN TRRRRR. \\
Dppexmusnocmv npumenenus 3y6Hou nacmel R.O.C.S. PRO Moisturizing y nayuenmos ¢ kcepocmomueii / A. B. Axynoseuuy, E. B. Byzoea, A. b.

boposckas [u op.] // Knunuueckas cmomamonoeus. — 2022. — T. 25, Ne 2. — C. 138-143. — DOI 10.37988/1811-153X 2022 2 138. — EDN

pHP4sc. OwnbKa! Hegonyctumbii 06beKT runepccbiniku. [lacToii HeOOXOAMMO MOJB30BATHECS 2

pas3a B ACHb IIOCJIC €4bl HC MCHEC TPCX MUHYT. Kymx UB, Cobonesa TIO, Xpomosa EA, I'opoeesa BA, Esceesa UK,

Topoeesa MB. Dppexmusnocme npumenens 3yoHotl RACMbl HA OCHOBE KCUTUMA U ATb2UHAMA Y NAYUCHINOE C XPOHUYECKUM 2eHEPATU308AHHbIM

napodonmumom  u  caxapuuim  Oouabemom I muna, cmpadarowux  kcepocmomueun.  Ilapodommonocusn.  2021;26(1):65-71.

https://doi.org/10.33925/1683-3759-2021-26-1-65-71 CHpeI/I UCIIOJIB3YKOTCA B  TCYCHHUE OHA TII0 MEpPE

HCO6XOZ[I/IMOCTI/I. Ilonosa, A. H. Hosble nooxoodvl k cumnmomamuieckomy neuernuro kcepocmomuu / A. H. Ilonosa, C. B. Kpaiinos //
Colloquium-Journal. — 2017. — Ne 10(10). — C. 39-41. — EDN ZUFZYP.
[MTarenTaM ¢ TSHKETION KCEPOCTOMHUEH CIIeyeT TIIATEIFHO COOI0aTh TUTHEHY TTOJIOCTH

pTa ajid HpO(l)I/IJ'IaKTI/IKI/I Kapueca U OpaJIbHOT'O KAHAUAO03a [European Association for the Study of the Liver. EASL
Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017; 67(1):145-172.

Poccuiickue kiunuueckue pexomenoayuu. Pesmamonoeus / E. JI. Haconos - Mockea: TDOTAP-Meoua, 2017, 464.] .MCI[I/IKaMCHTOSHaﬂ
CTUMYJIAINA  CJIFOHOOTACICHUA  MOXKCET ObITh Ha3HAYCHA BpadoM-CTOMATOJIOI'OM. HpI/I
pe(bpaKTepHOCTI/I MOT'YT UCIIOJIB30BATHCA XOJIMHOJIUTUKHA (#HI/IJ'IOKapHI/IH), C Y4€TOM BO3MOKXHOCTH
pasBuTHA KiIacc-crieuPUIHbIX M000YHBIX 3((eKToB (TOIHOTA, TOTIUBOCTH, TPUIUBBI,
NOJINIAaKNYpPUsA, TOJIOBOKPYIXCHUC, AUAPCH) [Patil S, Sawale G, Ghuge S, Sathaye S. Quintessence of currently approved and
upcoming treatments for dry eye disease. Graefes Arch Clin Exp Ophthalmol. 2025;263(2):269-278.]. Ba)KHO, 9YTO OHH 6y,I[YT

Bq)(bCKTI/IBHbI TOJIBKO B ClIydasdaX XOTA OBbI YACTUYHOTO COXpaHCHUA MaPCHXHUMBI CJIFOHHBIX KCJIC3.

Escioxosa, C. A. Cpasnumenvhas 3¢hghekmugHocms cpedcms cmumynsayuu crionoomoenenus 6 nopme u npu kcepocmomuu / C. A. Eeciokosa, O.

A. Hnynuna, H. H. Konenvsn // Apxué knunuueckoti u skcnepumenmansvhoti meduyunot. — 2022. — T. 31, Ne 1. — C. 74-78. — EDN ZRJJUM.



K penxum mposiBIeHUsIM CyXOro CHHApoMa oTHocuTcs auctarus. [Ipeanomaraercs, 9To
aucdarus «cyxocTW» CIM3HCTOM MUINEBOJA MOXET OBbITh YCTpaHEHA CPeACTBAaMHU KOPPEKILUH
KCEPOCTOMHH, a TaKKe, TEOPETHUECKHU, peOaMUIUIOM U UCIIOJIb30BaHUEM 330(arornpoTeKTOpoOB,
CoJepKalINX I'MaTypOHOBYIO KUCIIOTY U XOHIPOUTHHA cyibdat, onHako KU B aToit o0nactu He

MMPOBOAUIINCH.

3.1.3.4 Tepanus 0CJIOKHEHHI, CBA3AHHLIX ¢ XPOHHYECKHM X0J1€CTa30M

Hamuentam ¢ IIBX u ypoBHem 25-OH Butramuua /| B kpoBu <20 HI/MJI peKOMeHIyeTCsl
Ha3HAYeHHe NepPopPaJbLHOr0 XoJeKajibludeposia i KOPpPeKUUH HApPylLIeHHMs] O0OMeHa

BUTaMuHa /[

[EASL Clinical Practice Guidelines onnutrition in chronic liver disease. J Hepatol 2019;70:172—193; Levy C, Lindor KD. Management of
osteoporosis, fat-soluble vitamin deficiencies, and hyperlipidemia in primary biliary cirrhosis. Clin Liver Dis. 2003 Nov,;7(4):901-10. doi:
10.1016/51089-3261(03)00097-7. PMID: 14594136, Trivella J, John BV, Levy C. Primary biliary cholangitis: Epidemiology, prognosis, and
treatment. Hepatol Commun. 2023 Jun 2;7(6):e0179. doi: 10.1097/HC9.0000000000000179. PMID: 37267215; PMCID: PMC10241503.].

YpoBeHb yoequTeJIbHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJLCTB 3)

Kommenmapuu. Jlepurur Butamuna /| mmpoxo pacnpoctpaneH y nauneHToB ¢ [IBX wang, 7, Peng,
C., Wang, P., Sui, J., Wang, Y., Sun, G., & Liu, M. (2020). Serum vitamin D level is related to disease progression in primary biliary cholangitis.

Scandinavian Journal of Gastroenterology, 55(11), 1333—1340. https://doi.org/10.1080/00365521.2020.1829030. B sTux clrydasax

MOKa3aHO Ha3HAYeHHWE MepopaIbHOro Xonekaabipdepona B Hackimatomieit 1o3e 400000 ME nns

AOCTHXKCHHA LEJICBOTO YPOBHIA 25(OH)Z[ Tucaposa E.A., Poocunckas JI.A., Benas )K.E., /[zepanosa JI.K., Kaponosa T.JIL,
Unvun A.B., Menvnuuenxo I'A., /ledoe H.HU. Knunuueckue pexomenoayuu Poccuiickoii accoyuayuu s3HOOKpUHOI0208 NO OUAZHOCHUKE, TeHEeHUIO U

npogunaxmure oepuyuma sumamuna D y e3pocvix. [Ipodnemvr Dnookpuronocuu. 2016,62(4):60-84. ITocne KOppCKIUn Z[eq)I/IHI/ITa
JUIS  TIoJiiepXaHusi chiBOpoTouHOro ypoBHs 25(OH)J] TpeOyeTcss MOCTOSHHBIA MpueM

npoduiaakTUaeckux 103 #xonekanbiudepona 400-2000 ME/cyT Butamunaa D3 JJIMTENBHO Trivella

J, John BV, Levy C. Primary biliary cholangitis: Epidemiology, prognosis, and treatment. Hepatol Commun. 2023 Jun 2;7(6):¢0179. doi:
10.1097/HC9.0000000000000179. PMID: 37267215; PMCID: PMC10241503, ITuraposa E.A., Poxunckas J1.5., benas XK.E., /I3epanosa JL.K.,
Kaponosa T.JI., Unbun A.B., Menbanuenko I'A., JlenoB W.M. Kimunueckue pexomenaanuu Poccuiickoil acconmanuy SHIOKPUHOJIOTOB IO

JIMarHOCTHKE, JISYeHUIo H npoduiakTuke qedpuiura Butamuna D y B3pocisix. IIpo6iemsr Dugokpunonoruu. 2016;62(4):60-84.

[Mamuentam c I1BX, >kenTyxoif W YCTaHOBJICHHBIM JCPUIIMTOM KHUPOPACTBOPUMBIX

BUTaMHHOB A, E, K H€06XOIH/IMO BOCIIOJIHUTH JAaHHBIC I[e(bI/IL[I/ITBI Jason R Phillips, Paul Angulo, Tanya Petterson,

Keith D Lindor, Fat-soluble vitamin levels in patients withprimary biliary cirrhosis, The American Journal of Gastroenterology, \\\Volume 96,

Issue 9, 2001, Pages 2745-2750, ISSN 0002-9270, https://doi.org/10.1016/S0002-9270(01)02696-X Levy C, Lindor KD. Management of

osteoporosis, fat-soluble vitamin deficiencies, and hyperlipidemia in primary biliary cirrhosis. Clin Liver Dis. 2003 Nov;7(4):901-10. doi:
10.1016/51089-3261(03)00097-7. PMID: 14594136; Trivella J, John BV, Levy C. Primary biliary cholangitis: Epidemiology, prognosis, and
treatment. Hepatol Commun. 2023 Jun2;7(6):e0179. doi: 10.1097/HC9.0000000000000179. PMID: 37267215; PMCID: PMC10241503.]



Pexomenayercssi y manueHToB ¢ IIBX M ycTaHOBJeHHBIM aMarHo3oM «QOcTeomopos»
paccMOTpeTh COBMECTHO € BPA4OM-IHI0KPUHOJIOTOM Ha3HaYeHue OucdochaHaToB U Ipyrux
NpenapaToB, BJAHMSIOIMIMX HA CTPYKTYPY M MHHEPAJIM3ALHUI0 KOCTeH, ¢ LeJbl0 CHUKEHHS

pHuCcKa ocTeomnopeTnyeckux mnepejomoB. Ha3znauenue Bbinogansiercsicoracio KP 87 4

“OcTeonopo3”.

[EASL clinical practice guidelines: the diagnosis and management of patients with primary biliary cholangitis. J Hepatol 2017;67:145-172; P,
Chair, et al.. EASL clinical practice guidelines on non-invasive tests for evaluation of liver disease severity and prognosis: 2021 update. J Hepatol
2021;75:659-689; Guanabens N, Monegal A, Cerda D, et al. Randomized trial comparing monthly ibandronate and weekly alendronate for
osteoporosis in patients with primary biliary cirrhosis. Hepatology. 2013;58:2070-2078. doi: 10.1002/hep.26466, Wolfhagen FH, van Buuren HR,
den Ouden JW, Hop WC, van Leeuwen JP, Schalm SW, Pols HA. Cyclical etidronate in the prevention of bone loss in corticosteroid-treated primary
biliary cirrhosis. A prospective, controlled pilot study. J Hepatol. 1997;26:325-330].

YpoBeHb y0eauTeJbHOCTH peKoMeHAauuil A (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJNbCTB 3).

Kommenmapuu. 1o nanaeiv PKU, mokazana s¢pdextuBaocts B ymyumennun MITKT mpu 15X

aJICHApOHATa, 1/16aH;[p0HaTa, OTUAPOHATA /Guaiabens N, Monegal A, Cerda D, et al. Randomized trial comparing monthly

ibandronate and weekly alendronate for osteoporosis in patients with primary biliary cirrhosis. Hepatology. 2013;58:2070-2078. doi:
10.1002/hep.26466, Wolfhagen FH, van Buuren HR, den Ouden JW, Hop WC, van Leeuwen JP, Schalm SW, Pols HA. Cyclical etidronate in the

prevention of bone loss in corticosteroid-treated primary biliary cirrhosis. A prospective, controlled pilot study. J Hepatol. 1997,;26:325-33 O]AB
TO XKC BpEMA 2 MeTaaHalIM3a HE BBISBUIM JOCTATOYHBIX JIOKA3aTEIbCTB BO3MOXKHOCTH

oucpochonaramu mpopUIaKTUPOBATH OCTEONOPETHUECKUE TTepesioMbl y narueHToB ¢ [IBX. /Rudic

JS, Giljaca V, Krstic MN, et al. Bisphosphonates for osteoporosis in primary biliary cirrhosis. Cochrane Database Syst Rev 2011;CD009144,
Christopher, Danford, Ghideon Ezaz, Hirsh D. Trivedi, Elliot B. Tapper, Alan Bonder, The Pharmacologic Management of Osteoporosis in Primary
Biliary Cholangitis: A Systematic Review and Meta-Analysis, Journal of Clinical Densitometry, Volume 23, Issue 2, 2020, Pages 223-236,ISSN
1094-6950, https://doi.org/10.1016/j.jocd.2019.05.003./.

bucdochonarsr ciemyer MCMoab30BaTh ¢ OCTOPOKHOCTHIO y TAIMEHTOB C BapPHKO3HBIM
pacimpeHreM BeHITUIIEBOIa, a TOOOYHBIE AP PEKTH CIeIyeT KOHTPOIMPOBAThH Y BCEX MAIMEHTOB

c IIbX [You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee

T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau
G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary
cholangitis. Hepatol Int. 2022 Feb;16(1):1-23. doi: 10.1007/5s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627, PMCID: PMC8843914].

He nmomyyeHo nOCTaTo4HO AOKa3aTeNbCTB TOrO, YTO JOOAaBKM BUTamMMHA [| M Kaiblus B
KadyecTBE MOHOTepanuu octeornopo3a yiayumaroT MIIKT wim CHWKalOT pHCK NEPEIOMOB y

IIaIIMCHTOB C IIBX [Boone RH, Cheung AM, Girlan LM, Heathcote EJ. Osteoporosis in primary biliary cirrhosis: a randomized trial of

the efficacy and feasibility of estrogen/progestin. Dig Dis Sci. 2006,51:1103-1112; Guaiiabens N, Parés A, Monegal A, Peris P, Pons F, Alvarez
L, de Osaba MJ, Roca M, Torra M, Rodés J. Etidronate versus fluoride for treatment of osteopenia in primary biliary cirrhosis: preliminary results
after 2 years. Gastroenterology. 1997;113:219-224,; Musialik J, Petelenz M, Gonciarz Z. Effects of alendronate on bone mass in patients with
primary biliary cirrhosis and osteoporosis: preliminary results after one year. Scand J Gastroenterol. 2005,40:873-874, Shiomi S, Masaki K, Habu
D, Takeda T, Nishiguchi S, Kuroki T, Ochi H. Calcitriol for bone loss in patients with primary biliary cirrhosis. J Gastroenterol. 1999,34:241-

2457. He momydeHo yOeIMTENbHBIX MAaHHBIX Y(PQPEKTHBHOCTH 3aMECTHTEIFHOW TOPMOHAIBHOM

TCpanuu JJId YIYUYHICHUA MIITK Ipu 116X [Rudic JS, Poropat G, Krstic MN et al. Hormone replacement for osteoporosis

in women with primary biliary cirrhosis. Cochrane Database Syst Rev 2011;CD009146, Danford, Ghideon Ezaz, Hirsh D. Trivedi, Elliot B. Tapper,



Alan Bonder, The Pharmacologic Management of Osteoporosis in Primary Biliary Cholangitis: A Systematic Review and Meta-Analysis, Journal
of Clinical Densitometry, Volume 23, Issue 2, 2020, Pages 223-236, ISSN 1094-6950, https://doi.org/10.1016/j.jocd.2019.05.003].

D¢ dexTuBHOCTH M Oe30MacHOCTh Tepanuu JeHocymabom npu 116X Obuta nokasaHa B MUJIOTHOM

3X—JIETHEM UCCIICOOBAHUMU [Arase Y, Tsuruya K, Hirose S, et al. Efficacy and safety of 3-year denosumab therapy for osteoporosis in

patients with autoimmune liver diseases. Hepatology. 2019,;71:757-759. doi: 10.1002/hep.30904].

Pexomenayercst nanuentam ¢ IIBX ¢ HapymeHusiMH JIMIMIHOTO O0MeHa M € CepIeYHO-
COCYIMCTBIMM PUCKAMHU Ha3HAYeHHMe rUNoJunuaeMuveckoil Tepanum corsaacuo KP 752 1

“HapyumieHust JMNUAHOr0 06MeHa”

[Longo, M. Crosignani, A. Battezzati, P.M. Hyperlipidaemic state and cardiovascular risk in primary biliary cirrhosis Gut. 2002; 51:265-269;
Floreani A, Cazzagon N, Franceschet I, et al. Metabolic syndrome associated with primary biliary cirrhosis. J Clin Gastroenterol 2015;49:57—60.
10.1097/MCG.0000000000000029].

YpoBeHb yOeauTeILHOCTH peKOMeHIauuil A (YPOBEeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 3).

Kommenmapuu: Y nammentos ¢ [I6X 1 MetabonmmueckuM CHHIPOMOM 3HAYUTEIHHO MOBHIIICH

PHCK CEPICYHO-COCYIUCTHIX COOBITHI M PUCK CMEPTHOCTH TI0 CPABHEHHIO C OOIIEH MOITyIISIieit

[Longo, M. Crosignani, A. Battezzati, P.M. Hyperlipidaemic state and cardiovascular risk in primary biliary cirrhosis Gut. 2002; 51:265-269;
Floreani A, Cazzagon N, Franceschet I, et al. Metabolic syndrome associated with primary biliary cirrhosis. J Clin Gastroenterol 2015;49:57-60.

10.1097/MCG.0000000000000029] . He MMOJIy4€HO JaHHBIX O OoJBIIIEM PUCKE TC€NAaTOTOKCHYHOCTHU

uaruoutopos ' MI'-KoA-peaykrassl y narpienToB ¢ [16X, uem B MOMyYNSINAN /4bu Rajab M, Kaplan MM.

Statins in primary biliary cirrhosis: are they safe? Dig Dis Sci 2010;55:2086-8. 10.1007/s10620-009-0988-9; Chalasani N, Bonkovsky HL,
Fontana R, et al. Features and outcomes of 899 patients with drug-induced liver injury: the DILIN Prospective Study. Gastroenterology
2015;148:1340-52. 10.1053/j.gastro.2015.03.006, Stojakovic T, Putz-Bankuti C, Fauler G, et al. Atorvastatin in patients with primary biliary
cirrhosis and incomplete biochemical response to ursodeoxycholic acid. Hepatology 2007;46:776—84. 10.1002/hep.21741; Cash WJ, O’Neill S,
O’Donnell ME, et al. Randomized controlled trial assessing the effect of simvastatin in primary biliary cirrhosis. Liver Int 2013;33:1166-74.

10.1111/1iv.12191]. I[aHHBIe CHUCTEMATHYCCKOI'O 063opa U MCTaaHaliu3a IIOKa3aJili NPOTCKTUBHOC
JIEICTBHE CTAaTMHOB HAa CHIKCHHE PUCKOB MCYCHOYHOM ACKOMIICHCAIIUH U CMCPTHOCTU IIpH

KOMIICHCUPOBAHHOM I_IH [Kim RG, Loomba R, Prokop LJ, et al. Statin use and risk of cirrhosis and related complications in patients
with chronic liver diseases: a systematic review and meta-analysis. Clin Gastroenterol Hepatol 2017;15:1521-30. 10.1016/j.cgh.2017.04.039].

OpHako BEpOATHOCTH TOJIB3bI MpUMEHEHUs HHruouTopoB ['MI-KoA-peaykraspl ¢ 1eNblO
MEPBUYHON MPODUITAKTUKN yMAMEHTOB ¢ 10-JIETHUM PHCKOM CEpAeYHO-COCYAUCTBIX COOBITHIT

meHee 10% u 6e3 TpaauIIMOHHBIXKapAHNOMETab0INIeCKuX (PaKTOPOB pHUCKa HE3HAYUTEIBHA [Force

USPST S. Statin use for the primary prevention of cardiovascular disease in adults: recommendation statement. Am Fam Physician
2017;95:Online].

KomOunupoBannas rtepanust #pubparom m YIXK** Oputa cBs3ana ¢ Ooiee gacThIMU
no6ouynbME 3 dexramu, gem monorepanus Y IXK**, Bkiarouast moBbIICHHE YPOBHSI KpeaTHHUHA

B CBIBOPOTKC KPOBH U MUAJITUIO [Yin O, LiJ, Xia Y, et al. Systematic review and meta-analysis: bezafibrate in patients with primary

biliary cirrhosis. Drug Des Devel Ther. 2015;9:5407-5419. doi: 10.2147/DDDT.S92041; Bolier R, de Vries ES, Parés A, et al. Fibrates for the
treatment of cholestatic itch (FITCH): study protocol for a randomized controlled trial. Trials. 2017;18:230. doi: 10.1186/s13063-017-1966-8].



OTCyTCTBYIOT HCCIIEIOBAHUS C TOYKU 3peHHS 0€30mMacHOCTH U 3(P(PEKTUBHOCTH TEparuu
mucaunuaeMud  33etemuOom U umHruOuTopamu  PCSK9 mnpu  IIBX. HenocraTtouHoe
MmuleuiooopazoBanue, HaOmomaemoe npu [IBX, mnoxaBmser abcopOuMi0 XOJECTEPHHA,

TUMOTETHUECKH OCIA0JSISI THITONUTTUASMUYECKUN dDDEKT I3€TUMUOA [Nemes K, Aberg F, Gylling H, et al.

Cholesterol metabolism in cholestatic liver disease and liver transplantation: from molecular mechanisms to clinical implications. World J Hepatol

2016,8:924-32. 10.4254/wjh.v8.i22.924].

3.1.3 KoHcepBaTuBHAas Tepanus B 0COOLIX FPYIIIAX

3.1.3.1 bepemennocts nmpu IIBX

Pexomenayercss uHpopMUpPOBaTH KEHIMUH JeTOpoAHOro Bo3pacra ¢ IIBX o Tom, uro
oepemennocts mpu IIBX 6e3 ILII (rucrosoruyeckass cragusa I-1II) o0b1yHO uMeeT
O0naronpusATHBIN ucxon, U Haanuue IIBX He ABJIsieTcs MOKa3aHHWEM K ee NMpepbhIBAHUIO (C

1eJbI0 IVIAHUPOBAHNUS M COXPaHeHNsI 0epeMeHHOCTH).

P.J. Trivedi, T. Kumagi, N. Al-Harthy, C. Coltescu, S. Ward, A. Cheung. Good Maternal and Fetal Outcomes for Pregnant Women With Primary
Biliary Cirrhosis. Clin Gastroenterol Hepatol, 12 (2014), pp. 1179-1185. http://dx.doi.org/10.1016/j.cgh.2013.11.030 .

YpoBenb y0enuTeabHOCTH pekoMeHaauuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)

Kommenmapuu. Y xennmn ¢ I[1bX o passurust LI1 00b14HO QepTHIIBHOCTD HE HapyIIAeTCs, U
BO3MO’KHO HACTYIIJICHUC 6Cp€MCHHOCTI/I. M. Carbone, G.F. Mells, G. Pells, M.F. Dawwas, J.L. Newton, M.A. Heneghan.
Sex and Age Are Determinants of the Clinical Phenotype of Primary Biliary Cirrhosis and Response to Ursodeoxycholic Acid. Gastroenterology,
144 (2013), DOI: 10.1053/.gastro.2012.12.005 OwMBKa! HeponyctTMmbliA O6BEKT TMNEPCCbINKU.  Floreani, A.,

Infantolino, C., Franceschet, I. et al. Pregnancy and Primary Biliary Cirrhosis: A Case-Control Study. - Clinic Rev Allerg Immunol 48, 236—

242 (2015). https://doi.org/10.1007/s12016-014-8433-7 BCpeMCHHOCTb Ppa3BUBACTCA U 6naronony11H0

3apepmaercs y 80% xenmuH ¢ I1bX, a caMonpon3BoJIbHbIE BEIKUABIIIN BCTPEYAOTCS JIMIIb Y 5%
6epemenHbIX. Y 70 % xenmuH ¢ [IBX Bo Bpemst OepeMeHHOCTH MOKa3aTelu MeYeHOYHbIX MPoo

OCTaBaJINUCh CTAOMIBHBIMU WIIH JQXKC YIYUIIAJIUCh. *©  Efe C Ozaslan E, Purnak T. Outcome of pregnancy in patients
with autoimmune hepatitis/primary biliary cirrhosis overlap syndrome: a report of two cases. Clin Res Hepatol Gastroenterol 2011; 35: 687-689.

htps://doi.org/10.1016/j.clinre.2011.06.003 - OWMO6Ka! HeaonycTumblit 06bEKT rMNEePCCbINKW.. P.J. Trivedi, T. Kumagi,

N. Al-Harthy, C. Coltescu, S. Ward, A. Cheung. Good Maternal and Fetal Outcomes for Pregnant Women With Primary Biliary Cirrhosis. Clin
Gastroenterol Hepatol, 12 (2014), pp. 1179-1185. http://dx.doi.org/10.1016/j.cgh.2013.11.030 . \\\C. Efe, E. Kahramanoglu-Aksoy, B. Yilmaz, B.

Ozseker, S. Takci, E.C. Roach. Pregnancy in women with primary biliary cirrhosis. Autoimmun Rev, 13 (2014), pp. 931-935.
http://dx.doi.org/10.1016/j.autrev.2014.05.008.

Pexkomenpyercss ungopmupoBarh xkeHUH ¢ I[IBX v nuppo3oM nedyeHd 0 NMOBLIIIEHHOM

PHCKe 0CJIO)KHeHHU I P 0epeMeHHOCTH M POAAX VISl HX NpeJ0TBPALeHUsI

[European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017; 67(1):145-172.

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeJLCTB 3)



Kommenmapuu. B xo7e TOMyISIITIOHHOTO HCCIIEIOBaHUs 00Hapy)keHo, uro L{I1, HezaBucumo ot
9THOJIOTUM, SBISETCS HE3aBHCUMBIM (DAaKTOPOM pHUCKAa HEOJArONpUATHBIX HEepUHATATbHBIX
MCX0JI0B. AHanu3 uctopuii 6one3nn 2022 6epeMeHHBIX ¢ KomrieHcupoBanHbIM L1 B cpaBHeHNHN
co 110 OGepeMeHHBIMHU KEHIIMHAMU U3 ob1uei nomymnauuu (1:5) mokasain, uyto y 2% OGepeMeHHbIX
xeHuMH ¢ LII ObuiM OClOXKHEHUs, CBsI3aHHbIE C HapylleHHEeM (YyHKIMH IEYeHH, yale ¢
MeYeHOYHOH JekomneHncanueil B anamuese (13%), yem c komnencuposannbiM LT (1,2%) (P <

0,00 1 ) Flemming JA, Mullin M, Lu J, Sarkar MA, Djerboua M, Velez MP, Brogly S, Terrault NA. Outcomes of Pregnant Women With Cirrhosis
and Their Infants in a Population-Based Study. Gastroenterology. 2020 Nov;159(5):1752-1762.e10. doi: 10.1053/j.gastro.2020.07.052. Epub 2020

Aug 8. PMID: 32781083 PETpOCIEKTHBHOE KOTOPTHOE WCCIENOBAaHHE, IIPOBEICHHOE B JIECATH
CHENMAIN3UPOBAHHBIX IEHTpax /yIsi OEpEeMEHHBIX ¢ 3a00JIeBaHUSIME TIeYeHH B BennkoOpurannm
nokasaino, yro rpu [16X u I[ICX GepeMeHHOCTh OOBIYHO TIEPEHOCHUTCS XOPOIIIO, OJHAKO KEHIINH

BaXHO MH(OPMHPOBATH O TOBHIIICHHOM PHCKE MPEKIECBPEMEHHBIX POJOB. M. Cauldwell, F. Mackie, P.

Steer, M. Henehghan, J. Baalman, J. Brennand. Pregnancy outcomes in women with primary biliary cholangitis and primary sclerosing cholangitis:
a retrospective cohort study. BJOG Int J Obstet Gynaecol, 127 (2020), pp. 876-884 DOI: 10.1111/1471-0528.16119

Pexomenayercsi 6epeMeHHBIM KeHIIMHAM ¢ no3aHeil cragueii [IBX Bo BTOpoM TpumecTpe
npoBoauTh CKpUHUHIOBYWW JI'JIC niasi cBOeBpeMEHHOr0 BbISIBJEHUS] BapHKO3HOIO

pacuIMpeHus BeH NMIIeBOoAa

Lindor K.D., Bowlus C.L., Boyer J., Levy C., Mayo M., Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for
the Study of Liver Diseases. Hepatology. 2018 Nov 6,hep.30145. DOI: 10.1002/hep.30145

Tran, Tram T MD, FACG, FAASLDI; Ahn, Joseph MD, MS, FACG2; Reau, Nancy S MD, FAASLD, FAGA3. ACG Clinical Guideline: Liver
Disease and Pregnancy. American Journal of Gastroenterology 111(2):p 176-194, February 2016. | DOI: 10.1038/ajg.2015.430

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 3).

Pexomenayercst nauuenTkaMm ¢ [IBX Bo Bpems 6epemMeHHocTH npogoskaTh npuem #Y JIXK

JIS peAoTBpameHust nporpeccuposanust IIBX.

T.T. Tran, J. Ahn, N.S. Reau. ACG Clinical Guideli Cauldwell M, Mackie FL, Steer PJ, Henehghan MA, Baalman JH, Brennand J, et al. Pregnancy
outcomes in women with primary biliary cholangitis and primary sclerosing cholangitis: a retrospective cohort study. BJOG 2020,127(7):876-884
\\\ ne: liver Disease and Pregnancy. Am J Gastroenterol, 111 (2016), pp. 176-194 http://dx.doi.org/10.1038/ajg.2015.430

YpoBeHb y0eTUTEJIBLHOCTH pekoMeHAanuii B (YypoBeHb T10CTOBEPHOCTH 10KA3aTEJAbCTB 3
Kommenmapuu. Ilpnmenenne #Y JIXK Ha mpoTsHKeHUH BCETo reproia 6epeMeHHOCTH 0€30TTacHO

JUTSA TTAITUCHTOB C 11X un Ioaa. * C. Efe, E. Kahramanoglu-Aksoy, B. Yilmaz, B. Ozseker, S. Takci, E.C. Roach. Pregnancy in

women with primary biliary cirrhosis. Autoimmun Rev, 13 (2014), pp. 931-935 http://dx.doi.org/10.1016/j.autrev.2014.05.008 | OuwnbKa!

HEAOHVCTMMbIﬁ obbeKT TUNEPCCbINKMW. - Y. Bacq, L. Sentilhes, H.B. Reyes, A. Glantz, J. Kondrackiene, T. Binder. Efficacy of
Ursodeoxycholic Acid in Treating Intrahepatic Cholestasis of Pregnancy: a Meta-analysis. Gastroenterology, 143 (2012), pp. 1492-1501

http://dx.doi.org/10.1053/j.gastr0.2012.08.004 - OwmnbKa! HegonyctTumblii 06BEKT rMnepccbiIKum. Gurung V,

Middleton P, Milan SJ, Hague W, Thornton JG. Interventions for treating cholestasis in pregnancy. Cochrane Database Syst Rev 2013:CD000493.



DOI: 10.1002/14651858.CD000493.pub2. L. Vitek, M. Zelenkova, R. Bruha Safe use of ursodeoxycholic acid in breast-feeding patient with primary
biliary cirrhosis Digestive and Liver Disease, 42 (2010), pp. 911-912 \\T.T. Tran, J. Ahn, N.S. Reau. ACG Clinical Guideline: liver Disease and
Pregnancy. Am J Gastroenterol, 111 (2016), pp. 176-194 http://dx.doi.org/10.1038/ajg.2015.430

Meraananus nokasan, uyto jeyeHue #Y JIXK He yBennuuBanso 4acToTy MEPTBOPOXKACHUN Ovadia C,
Sajous J, Seed PT, Patel K, Williamson NJ, Attilakos G, et al. Ursodeoxycholic acid in intrahepatic cholestasis of pregnancy: a systematic review

and individual participant data meta-analysis. LancetGastroenterol Hepatol 2021,;6(7):547-558U Vv MaIMUuEHTOK C HBX, KOTOPBIC
IIpoao0JIKaJIk IPUHUMATD YI[XK B TCYCHHC IICPBOIo TPUMECTpPA, HE OBUIO BBLISBIEHO HMOOOYHBIX
s dekroB s mioga. I[lpumenenne YJIXK B cyTouHoi mosuposke a0 10-15 mr / xr Bo Bpems

6CpeMCHHOCTI/I 0e30I1acHo U XOpOI1IO MCPEHOCUTCA. Cauldwell M, Mackie FL, Steer PJ, Henehghan MA, Baalman JH,

Brennand J, et al. Pregnancy outcomes in women with primary biliary cholangitis and primary sclerosing cholangitis: a retrospective cohort study.
BJOG 2020;127(7):876-884 -\\\ Mago S, Wu GY. Primary Sclerosing Cholangitis and Primary Biliary Cirrhosis Overlap Syndrome: A
Review. J Clin Transl Hepatol 2020,8(3):336-346 .

He pexomennyercs y 6epemeHHbIX keHIINH ¢ [IBX npuvensats OBXK Ha npoTs:kenun Beeit
0epeMEeHHOCTH M I'PYAHOr0 BckapM/uBaHus u ¢peHopuodpart B I TpuMecTpe OepeMeHHOCTH

AJIs1 IPe0TBPALCHHS 0CJI0KHEHUIH.

European Association for the Study of the Liver. EASL Clinical Practice Guidelines on the management of liver diseases in pregnancy. J Hepatol.
2023 Sep;79(3):768-828. doi: 10.1016/j jhep.2023.03.006. Epub 2023 Jun 30. PMID: 37394016.

YpoBeHsb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJLCTB 5)

Kommenmapuu. Ilpumenenne OBXK B Hacrosimiee BpeMs He pPEKOMEHIYETCS BO BpeMs
OepeMEHHOCTH WM B TEPHOJ JIAKTAIIMU Y JKEHIIUH W3-32 OTCYTCTBHSA JAHHBIX O 0€30MacHOCTH.
#OuOpatbl MOTYT HCIIONB30BaThCS Tocie | TpumecTpa,ecny monb3a HUX MPUMEHEHUS

NEPEBCIINBACT PUCKU European Association for the Study of the Liver. EASL Clinical Practice Guidelines on the management of liver

diseases in pregnancy. J Hepatol. 2023 Sep;79(3):768-828. doi: 10.1016/j jhep.2023.03.006. Epub 2023 Jun 30. PMID: 37394016.

Dis 2010,42(12):911-912.

Pexomenayercst OepemeHHbIM skeHIIMHAM ¢ IIBX BBINOJHATH HccCAeA0BAHUE YPOBHS
JKeJIYHBIX KHCJIOT B KpoBH M akTuBHOCTH AJIT (aHanu3 KpoBM OHOXMMHYECKHUH
o0lIeTepaneBTUYEeCKHUil), B CBSI3W C accoluanueil HX TMOBBIIIEHUS C€ PHCKOM
NpeKIeBPEMEHHBIX POAOB, AHTEHATAJIBHON I'M0e/M IUIOAA U APYTHX OCJIO0KHEHHI C HeJbI0
UX NpeAoTBpallleHUsI

Williamson C, Nana M, Poon L, et al. EASL clinical practice guidelines on the management of liver diseases in pregnancy. J Hepatol 2023; 79:

768-828. OlWIMBKa! HeaonycTMMblii 06beKT rMNepPCCbINKWN. Cauldwell M, Mackie FL, Steer PJ, Henehghan MA, Baalman

JH, Brennand J, Johnston T, Dockree S, Hedley C, Jarvis S, Khan S, McAuliffe FM, Mackillop L, Penna L, Smith B, Trivedi P, Verma S, Westbrook
R, Winifield S, Williamson C. Pregnancy outcomes in women with primary biliary cholangitis and primary sclerosing cholangitis: a retrospective
cohort study. BJOG. 2020 Jun;127(7):876-884. doi: 10.1111/1471-0528.16119. Epub 2020 Mar 8. PMID: 32012415

Yposenb yoeauteabHocTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 5)



Kommenmapuu. Habmronenne 3a sxeHmuaamu ¢ quardo3om [16X u IICX u 6epeMeHHOCTBIO Ha
cpoke >20 MONHBIX HEJENb MTOKAa3allo, YTO YacTOTa MPEXACBPEMEHHBIX poI0B cocTaBmia 28 %, 76
% W3 KOTOpHIX OBUIM CHOHTaHHBIMHU. [IpekaeBpeMeHHbIE POJbl aCCOLMHPOBAHBI C YPOBHEM

JKCJIUYHBIX KHUCJIOT B OPraHU3MC MATCPU. Cauldwell M, Mackie FL, Steer PJ, Henehghan MA, Baalman JH, Brennand J,

Johnston T, Dockree S, Hedley C, Jarvis S, Khan S, McAuliffe FM, Mackillop L, Penna L, Smith B, Trivedi P, Verma S, Westbrook R, Winifield S,

Williamson C. Pregnancy outcomes in women with primary biliary cholangitis and primary sclerosing cholangitis: a retrospective cohort study.

BJOG. 2020 Jun;127(7):876-884. doi: 10.1111/1471-0528.16119. Epub 2020 Mar 8. PMID: 32012415.  BeposTHOCTB
MEepUHATAIBHON CMEPTH MOBBILIANTACh Ha 59 % MpW MOBBILEHUH YPOBHS KEITYHBIX KUCIOT Ha

KaXXabIC 10 MKMOJIB/I1. Peizhen Zhang, Zhangmin Tan, Chuo Li, Zhenyan Han, Jin Zhou, Yuzhu Yin, The correlation between serum
total bile acid and adverse perinatal outcomes in pregnant women with intrahepatic cholestasis of pregnancy (ICP) and non-ICP hypercholanemia

of pregnancy, Annals of Medicine, 10.1080/07853890.2024.2331059, 56, 1, (2024). HpeBBIH_IeHI/Ie YPOBHA O6H_[I/IX KCITYHBIX

kucaoT A0 100 MKMOIB/T cunTaercs (hakTOpOM BBICOKOTO PHCKA aHTEHATAJIHHON THOeNy Tuioa.

Knunuueckue

Pexomenayercss manuenTkam ¢ IIBX Bo Bpems rpyaHOro BCKapMJIMBAHHMA MPOHOJIKATH
npuem YIAXK** nias npenorspamenusi nporpeccuposanns [1bX

Vitek L, Zelenkova M, Britha R. Safe use of ursodeoxycholic acid in a breast-feeding patient with primary biliary cirrhosis. Dig Liver Dis. 2010
Dec;42(12):911-2. doi: 10.1016/j.dld.2010.06.002. Epub 2010 Jul 8. PMID: 20619755 OwmnbKa! HepgonycTumblii 06beKT

FTUNEPCCbINKWU. Rudi J, Schonig T, Stremmel W. Therapy with ursodeoxycholic acid in primary biliary cirrhosis in pregnancy. Z

Gastroenterol 1996:34(3):188-191 OWIMBKa! HeaonycTMMbIA 06BEKT rMNEePCCINKWN. European Association for the Study

of the Liver. EASL Clinical Practice Guidelines on the management of liver diseases in pregnancy. J Hepatol. 2023 Sep,;79(3):768-828. doi:
10.1016/j.jhep.2023.03.006. Epub 2023 Jun 30. PMID: 37394016.

YpoBeHb yoeaquTebHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB 5

Kommenmapuu. Ilpumenenne YJIXK BO BpeMs TpyaHOrO BCKapMIIMBAHHS CUHTAETCA
0e30macHBIM JUIA pe6eHKa. de Vries E, Beuers U. Ursodeoxycholic acid in pregnancy? J Hepatol. 2019 Dec,;71(6):1237-1245. doi:

10.1016/j,jhep.2019.08.020. Epub 2019 Aug 31. PMID: 31479696. OIMBOKa! HegonycTMmblii 06bEKT rMnepccbiiKu.
Vitek L, Zelenkova M, Briitha R. Safe use of ursodeoxycholic acid in a breast-feeding patient with primary biliary cirrhosis. Dig Liver Dis. 2010

Dec;42(12):911-2. doi: 10.1016/j.dId.2010.06.002. Epub 2010 Jul 8. PMID: 20619755 OwmnbKa! HepgonycTumblii 06beKT
runepccbinku. He oOHapyxeno cnenoB Y XK B rpyaHOoM MoJIOKe mpu TipuemMe B 103e 750 mr /
CYT  Rudi J, Schonig T, Stremmel W. Therapy with ursodeoxycholic acid in primary biliary cirrhosis in pregnancy. Z Gastroenterol
1996;34(3):188-191 Jloza YJIXK mo 1500 Mr / cyT Heokas3piBaja BIUSHUS Ha COJCpPKAHHUE JKEITUHBIX

KHCJIOT B I'PYAHOM MOJIOKEC, U pa3BUTHUC ﬂeTeﬁ’ Vitek L, Zelenkova M, Britha R. Safe use of ursodeoxycholic acid in a

breast-feeding patient with primary biliary cirrhosis. Dig Liver Dis. 2010 Dec;42(12):911-2. doi: 10.1016/j.dld.2010.06.002. Epub 2010 Jul 8.
PMID: 20619755 \\KP — Buympuneuenounvlii xonecmas npu bepemennocmu — 2024-2025-2026 (27.09.2024)

PeKOMeH}IyeTCﬂ NMpoOBOAMTD BHeO'—lepe[[H()ﬁ BU3UT JAUCHAHCEPHOIrO Haﬁ.]'llO):leHl/Iﬂ n
o0caenoBanust y nauueHtok c¢ IIBX B mocieponoBom mnepuoae 1Jisi CBOEBPEMEHHOIO

BbBISIBJICHUSA YXYAIICHUSA TCYCHUSA 3a00j1eBaHusl M KOPPEKIUH JICUCHUS.



Yi Wei, Yansong Huang, Xu Wang, Lina Zhang, Kunyu Zheng, Yunjiao Yang, Yanlei Yang, Chengmei He, Lin Qiao, Yongzhe Li, Fengchun Zhang,
Li Wang, Postpartum may be a risk factor for biochemical flares in patients with primary biliary cholangitis: A single-center experience, Clinical

Rheumatology, 10.1007/s10067-025-07558-x, 44, 9, (3733-3742), (2025).

Yposenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB 4).

Kommenmapuu. HenocpeICTBEHHO TIOCJIE POJIOB JJaOOpaTOpHbIE MOKa3aTeNu (PyHKIMOHAIbHbBIX
HapymeHuid neyenu y 60-70 % mnanuentok ¢ [IBX moryT Bo3pactats, npu 3ToM Oojee 4eM y

MOJIOBUHBI pa3BUBaeTcs de novo 3y, TpeOYIOMUH CUMIITOMAaTHYECKOTO JICUCHHS  Yi Wei, Yansong

Huang, Xu Wang, Lina Zhang, Kunyu Zheng, Yunjiao Yang, Yanlei Yang, Chengmei He, Lin Qiao, Yongzhe Li, Fengchun Zhang, Li Wang,

Postpartum may be a risk factor for biochemical flares in patients with primary biliary cholangitis: A single-center experience, Clinical

Rheumatology, 10.1007/s10067-025-07558-x, 44, 9, (3733-3742), (2025), HO Ha HNPOTAKCHHUU HECKOJBKUX HCEACIb
MMOCTCICHHO CHHXXAKOTCA, BO3BpalasiCb K HCXOJHOMY YPOBHIO, OTMCYABHIEMYCSA 0

6epeMeHHOCTI/I. Holtmeier J., Leuschner M. Ursodeoxycholic acid in early pregnancy in a patient with Primary Biliary Cirrhosis
Gastroenterology & Hepatology Update 2001; 3: 1172-76. Poupon R, Chrétien Y, Chazouilleres O, Poupon RE. Pregnancy in women with

ursodeoxycholic acid-treated primary biliary cirrhosis. J Hepatol 2005; 42: 418—419. https://doi.org/10.1016/j.jhep.2004.08.029. - OwunbKa!

He,quyCTMMblﬁ 06DBEKT rn NePCCbINKNU.  Efe C, Ozaslan E, Purnak T. Outcome of pregnancy in patients with autoimmune

hepatitis/primary biliary cirrhosis overlap syndrome: a report of two cases. Clin Res Hepatol Gastroenterol 2011; 35: 687-689.
https:/doi.org/10.1016/j.clinre.2011.06.003. - \\Trivedi PJ, Kumagi T, Al-Harthy N, Coltescu C, Ward S, Cheung A, et al. Good maternal and

fetal outcomes for pregnant women with primary biliary cirrhosis. Clin Gastroenterol Hepatol 2014; 12: 1179-1185.e1171. DOI:
10.1016/j.¢gh.2013.11.030

Pexomenayercsi paccMoTperb y OepeMeHHbIX mnamueHTOK ¢ IIBX u HMHTEHCHMBHBIM
X0JIeCTATHYECKUM KOKHBIM 3yaoM B III TpumecTpe, coxpansiromuMcs Ha ¢GoHe Tepanuu

YIXK, naznauenue #pudammuuuna (300-600 Mr B 1eHb) AJ151 KyNHPOBaHUA 3y,

European Association for the Study of the Liver. EASL Clinical Practice Guidelines on the management of liver diseases in pregnancy. J Hepatol.
2023 Sep;79(3):768-828. doi: 10.1016/j.jhep.2023.03.006. Epub 2023 Jun 30. PMID: 37394016.

Yposenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 5)

Kommenmapuu. be3onacHocts pudamnunmHa B 3 TpuMecTpe OepeMeHHOCTH Toka3aHa B KU y

JKCHIIUH C BHYTPUIICYCHOYHBIM XOJICCTA30M. Geenes V, Chambers J, Khurana R, Shemer EW, Sia W, Mandair D, Elias E,
Marschall HU, Hague W, Williamson C. Rifampicin in the treatment of severe intrahepatic cholestasis of pregnancy. Eur J Obstet Gynecol Reprod

Biol. 2015 Jun;189:59-63. doi: 10.1016/j.ejogrb.2015.03.020. Epub 2015 Mar 28. PMID: 25864112.

Pexomenayercsi paccMoTperb y OepeMeHHbIX mnamueHTOK ¢ IIBX u HMHTEHCHMBHBIM

X0JeCTATHICCKUM KOKHBIM 3y/IOM IIPOBEICHHUE rma3Maq)ope3a MJISA KYIIMpOBaHUsA 3y/aa.

Alallam A, Barth D, Heathcote EJ. Role of plasmapheresis in the treatment of severe pruritus in pregnant patients with primary biliary cirrhosis:
case reports. Can J Gastroenterol2008:505-507.

YpoBeHnb yoeauTeabHOCTH pekoMeHaauuii B (YpoBeHb JOCTOBEPHOCTH A0KA3aTEJbCTB 4).



Kommenmapuu. Tlpu TsoKeIIOM 3yie MOKET OBITH TaKKe€ PAacCCMOTPEH IIa3MOOOMEH, KOTOPBIHA
3¢ GEKTUBHO CHIDKAN 3yJl B TOM UYHUCIIe y OEpeMEHHBIX JKEHIIMH, [T0Ka3aB CBOIO OE30MacHOCTh B

OTHOILLICHUU I1JIOAQA. [Heerkens M, Dedden S, Scheepers H, et al. Effect of plasmapheresis on cholestatic pruritus and autotaxin activity

during pregnancy. Hepatology. 2019 Jun;69:2707-2710. https://doi.org/10.1002/hep.30496. Epub 2019 Feb 14. PMID: 30614557;PMCID:
PMC6593664. OwnbKa! HeponycTUmbii O6bEKT TMNEPCCbINKWU. Alallam A, Barth D, Heathcote EJ. Role of

plasmapheresis in the treatment of severe pruritus in pregnant patients with primary biliary cirrhosis: case reports. Can J Gastroenterol 2008:505—
507.]

3.1.4.2 IIEX v MYK4YUH

Xots [1BX cumTaercs mpenMyIIeCTBEHHO ‘“KEHCKUM 3a0oJieBaHneM”’, B padOTax MOCIEIHUX

JeT oTMevaercs 0osee yacroe, ueM panee BolsiBiaeHUE [IBX y My UMH. John BV, ditcheson G, Schwartz KB,

et al. Male sex is associated with higher rates of liver-related mortality in primary biliary cholangitis and cirrhosis. Hepatology 2021;74(2):879—
891. Epub 2021 May 26. PMID: 33636012. m\\\mShaker M, Mansour N, John BV. Primary biliary cholangitis in males. Pathogenesis, clinical

presentation, and prognosis. Clin Liver Dis 2022;26:643—655. https://doi.org/10.1016/j.c1d.2022.06.008. Ilo JaHHBIM KN MY>KUYHUHBI

¢ [IBX B cpemHeM cTapiie, y HUX pexe HaOMI0Iar0TCs KOXKHBIN 3y]1, c1abocTh, a0 JOMUHATBHBII
TUCKOM(pOPT, OCTCONCHHUS, TUCTUIAICMHUS, a TAKKE COUCTAHHBIC ayTOMMMYHHBIE 3a00JICBaHNSI.
C Ipyroii CTOpoHBI, Hallle BBIBISIOTCS JKENTYyXa, XKeJIyJ0YHO-KUIIEYHOE KPOBOTEUYEHNUE, a TAKKE
caxapubii muabder 2-ro Tuma. [Ipu myxckom [1BX oTmeuaroTcst 60ee BRICOKHE CHIBOPOTOUHBIC
ypoBau AJIT, HIP, Ounmpybuna, Ooiee HHU3KOE YHCIO TpoMOOomuToB B Kposu. llo
HMMYHOJIOTMUECKMM [apaMeTpaM IPHUHUUIHNAIBHBIE pa3iIuuus OTCYTCTBYIOT, OAHAKO pEXe
Oo0HapyXHUBaIOTCS aHTUTENA K LIeHTpoMepaM. [ nucTonornyeckast KapTuHa XapakTepusyercs 0osee

YaCTbIM BBISABJICHUCM BBIPAXKCHHOI'O (pI/I6p033. W APPO3A. Zakharia K, Robles J, Rasor M, et al. Primary biliary
cholangitis (PBC). any differences between males and females? The Am J Gastroenterol 2019;114:51543. \\ Puck pasurus '[P y Mmy>uuH Bbiie
Natarajan Y, Tansel A, Patel P, et al. Incidence of hepatocellular carcinoma in primary biliary cholangitis: a Systematic review and Meta-analysis.
Dig Dis Sci 2021,66(7):2439-2451.

Nmerorcs ocHOBaHMS Tojarath, 4to Oojice arpeccuBHOoe TeueHue [IBX B ompeneneHHol Mepe

CBA3aHO C OTCYTCTBUCM HACTOPOIKCHHOCTU pPa3BUTHUA 3a00J1eBaHuUs Y MY’K4HH, BEAyliee, B CBOIO

o4yepcap, K 3an03;[an0171 JHAarHOCTHKC.

Myxunnsl ¢ IIbX xyxe oTBevaror Ha Tepanuio Y IXK 1o cpaBHEHUIO C JKEHITUHAMU, XOTS 3TH

AJAHHBIC IMOATBEPKAAOTCA HEC BCEMH HUCCIICNOBAHUAMU. Cheung AC, Lammers WJ, et al, Global PBC Study Group.
Effects of age and sex of response to ursodeoxycholic acid and transplant-free survival in patients with primary biliary cholangitis. Clin
Gastroenterol Hepatol 2019;17(10):2076-2084.e2.Epub 2019 Jan 4. PMID: 30616022. John BV, Khakoo NS, Schwartz KB, et al. Ursodeoxycholic

acid response is associated with Reduced mortality in primary biliary cholangitis with compensated cirrhosis. Am J Gastroenterol

2021;116(9):1913-23.

Shaker M, Mansour N, John BV. Primary biliary cholangitis in males. Pathogenesis, clinical presentation, and prognosis. Clin Liver Dis
2022;26:643-655. https://doi.org/10.1016/i.c1d.2022.06.008. HO mmoka He0CTaTOYHO JaHHBIX, YTOOBI paccMaTpuBaTh

MYKCKOU TIOJT KaK (pakrop OoJiee paHHETO Havyajia Teparuu 2-0i JTHHUH.



K ocobennoctsam Beaenus myxunt ¢ [IbX cienyer oTHecTr mOTpeOHOCTh B paHHEM CKPUHHUHTE
I'IlP (cm. Pazmen 4. HaOmonenue). [lokazarens 3a6oneBaemoctu I'LIP mpu 16X y myxunH

coctapmnseT 9,82 Ha 1000 uenoBeko-net (y xeHmuH - 3,82 Ha 1000 4eTOBEKO-TIET). Natarajan Y, Tansel

A, Patel P, Emologu K, Shukla R, Qureshi Z, El-Serag HB, Thrift AP, Kanwal F. Incidence of Hepatocellular Carcinoma in Primary Biliary
Cholangitis: A Systematic Review and Meta-Analysis. Dig Dis Sci. 2021 Jul;66(7):2439-2451. doi: 10.1007/s10620-020-06498-7. Epub 2020 Aug
2. Erratum in: Dig Dis Sci. 2021 Aug;66(8):2842. doi: 10.1007/s10620-020-06619-2. PMID: 32743773.

3.1.4.3. JleueHnne npy BLIPAKEHHOH AVKTONEHNH

I[yKTOHCHI/IH (I/I.]'II/I CUHAPOM HCYC3AIIUX KCITIHBIX HpOTOKOB) — IIaTOJIOrH4Y€CKOC
COCTOAHUC XapaKTCPHUIYIOLICCCA HOTepeﬁ MCKIOJIbKOBBIX JKCIYHBIX ITPOTOKOB B 50% u Gomee
NOPTAJIbHBIX TPAKTOB, HO,I[TBCp)KI[éHHOG TUCTOJIOTHYECKHUM 3aKIIOUEHUEM C OLICHKOM He MeHee 11
NOPTAJIbHBIX TPAKTOB. IIbX sBnsieTcs OOHUM M3 XOJECTaTUYECKHX 3a00JIeBaHUI KOTOpOC, B

KOHCYHOM CYETEC, NIPUBOJAAT K AYKTOIICHWUHU. Lv T, Yu H, Han X, Wee A, Liu J, Li M, Xu J, Hu X, Li J, Duan W, Wang T, Jia

J, Zhao X. Histopathological Features Predicting Long-term Clinical Outcomes in Patients with Vanishing Bile Duct Syndrome. J Clin Transl
Hepatol. 2023 Oct 28;11(5):1161-1169. doi: 10.14218/JCTH.2022.00039. Epub 2023 Apr 4. PMID: 37577216; PMCID: PMC10412695.

Bripaxennas agykroneHus xapaktepHa it no3aHero [IBX. Ho  Belgenstor
MPOTHOCTUYECKH HebmaronpuaTHyto Gopmy [15X ¢ paHHHM TsSHKEITBIM X0JIeCTa30M U OOMIMPHOI

HoTepei )KeTUHBIX MPOTOKOB, HO 0€3 UCXOHOr0 BhIpaxeHHOoro ¢puodpo3a win LT vu, Haitian MM"; Lv,

Tingting MD, PhD"; Li, Shuxiang MD, PhD"; Chen, Sha MD, PhD"; Li, Min PhD"; Liu, Jimin MD, PhD'; Duan, Weijia MD, PhD"; Jia, Jidong
MD, PhD"; Zhao, Xinyan MD, PhD" Clinicopathologic Features of a Rare and Underrecognized Variant of Early-stage Primary BiliaryCholangitis

With Ductopenia The American Journal of Surgical Pathology 49(3):p 265-272, March 2025. | DOI: 10.1097/PAS.0000000000002343 3toT

(beHOTI/IH 4aCTOOCTAECTCA HEOOIECHEHHBIM. Yu, Haitian MM"; Lv, Tingting MD, PhD"; Li, Shuxiang MD, PhD"; Chen, Sha

MD, PhD’; Li, Min PhD"; Liu, Jimin MD, PhD; Duan, Weijia MD, PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD" Clinicopathologic

Features of a Rare and Underrecognized Variant of Early-stage Primary Biliary Cholangitis With Ductopenia The American Journal of Surgical
Pathology 49(3):p 265-272, March 2025. | DOI: 10.1097/PAS.0000000000002343 TH)KéJ'IyIO (I)OpMy AYKTOIICHUH,
XapaKTEPU3YIOIIYIOCS  MPOTPECCUPYIOLIENH  MOTEpPE  WIM  TONHBIM  HCYE3HOBEHHEM
BHYTPHIICYEHOYHBIX )KETIHBIXITPOTOKOB TIPH PA3IHMYHBIX 3200JIEBaHISX, B IEpBYIO ouepesb [16X

TAKXE HA3bIBAIOT CHHAPOMOM HCYC3AI0IINX )KéJ'I‘IHBIXHpOTOKOB Nakanuma Y, Tsuneyama K, Harada K. Pathology

and pathogenesis of intrahepatic bile duct loss. J Hepatobiliary Pancreat Surg. 2001,8(4):303-315. doi:10.1007/s005340170002

Pannuit 16X ¢ Beipaxennoil nykronenuer B K1 BeisaBnsiercs B 9-25 % cinyvasx, Hercun,
Noureddin M, Noureddin N, et al. Longitudinal assessment of bile duct loss in primary biliary cholangitis. Am J Gastroenterol. 2022;117:2075—

2078. OwmnbKa! Hep‘OﬂyCTMMblﬁ 06beKT TUNEePCCbINKW. Vieggaar FP, van Buuren HR, Zondervan PE, et al. Jaundice in
non-cirrhotic primary biliary cirrhosis: the premature ductopenic variant. Gut. 2001;49:276-281. OLU nbkKa! Hep,onycndelﬁ

06beKT FTMNEePCCbINKW. Nakanuma Y, Hoso M, Mizuno Y, et al. Pathologic study of primary biliary cirrhosis of early histologic stages

presenting cholestatic jaundice. Liver. 1988;8:319-324. \\\ Yu, Haitian MM’ Lv, Ti ingting MD, PhD’; Li, Shuxiang MD, PhD"; Chen, Sha MD,
PhD"; Li, Min PhD"; Liu, Jimin MD, PhD'; Duan, Weijia MD, PhD’; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD” Clinicopathologic Features
of 'a Rare and Underrecognized Variant of Early-stage Primary Biliary Cholangitis With Ductopenia The American Journal of Surgical Pathology

49(3).p 265-272, March 2025. | DOI: 10.1097/PAS.0000000000002343 HO UICTUHHAA pacIpoCTpaHCHHOCTb HEU3BCCTHA,

TakK Kak OMOIICHS ITEUY€HH OOBIYHO BEITTOJIHAETCS nanmyuceHTaM AMA—HeFaTI/IBHBIM, C HCTUITHMYHBIMHU



MPOSABJICHUSMMU HMIIM INIOXUMM OTBCTOM Ha TCPAINMIO Yu, Haitian MM, Lv, Tingting MD, PhD"; Li, Shuxiang MD, PhD";

Chen, Sha MD, PhD"; Li, Min PhD"; Liu, Jimin MD, PhD'; Duan, Weijia MD, PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD,
PhD"Clinicopathologic Features of a Rare and Underrecognized Variant of Early-stage Primary Biliary Cholangitis With Ductopenia The
American Journal of Surgical Pathology 49(3):p 265-272, March 2025. | DOI: 10.1097/PAS.0000000000002343

I[MIpu panmsem [IBX ¢ nykronenueit HaOmomaercss Ooliee BBICOKHH — YPOBEHB
OMOXMMHYECKUX MapKepoB, 4acTo OoH AMA-HeraTuBeH, MOXKET MIPOTEKATH C JKENTyX0H Ha paHHUX

CTaIUAX. Yu, Haitian MM"; Lv, Tingting MD, PhD"; Li, Shuxiang MD, PhD"; Chen, Sha MD, PhD"; Li, Min PhD"; Liu, Jimin MD, PhD’;

Duan, Weijia MD, PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD” Clinicopathologic Features of a Rare and Underrecognized Variant of
Early-stage Primary Biliary Cholangitis With Ductopenia The American Journal of Surgical Pathology 49(3):p 265-272, March 2025. | DOI:

10.1097/PAS.0000000000002343 I/ICXOI[HO BBICOKHM YPOBE€HDB O6H_Iel"0 XOJIECTEpHUHA CUYHUTACTCA MapKEpOM

Hanuuus nyktoneHnuu HapaHHeil ctaguu [1BX. vy, Haitian MM'; Ly, Tingting MD, PhD*; Li, Shuxiang MD, PhD"; Chen,

Sha MD, PhD"; Li, Min PhD"; Liu, Jimin MD, PhD'; Duan, Weijia MD, PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD" Clinicopathologic
Features of a Rare and Underrecognized Variant of Early-stage Primary Biliary Cholangitis With Ductopenia The American Journal of Surgical
Pathology 49(3):p 265-272, March 2025. | Zheng L, Tian S, Yang C, et al. Hypercholesterolemia is associated with dysregulation of lipid metabolism
and poor prognosis in primary biliary cholangitis. Clin Gastroenterol Hepatol. 2024;22:1265—-1274.e19. Walker DI, Juran BD, Cheung AC, et

al. High-resolution exposomics and metabolomics reveals specific associations in cholestatic liver diseases. Hepatol Commun. 2022,6:965-979.

BripaxeHHast TyKTONEHUS MOATBEPIKIACTCS MAaTOIOT0-aHATOMHUYECKAM HCCIIEJIOBAHUEM TKaHU
nedyenu. [ 'ucromornyeckas oreHka o cucteme Y Nakanuma (cM.mipunoxenue 5I°), MOXeT OBITh
6onee mogxoxasimei st marueHToB ¢ [IBX, y KOTOphIX MOTeps JKETYHBIX MPOTOKOB SIBIISIETCS
BKHBIM TIPU3HAKOM, TMOCKOJBKY B HEW OIEHUBAECTCS MOTEPS KEMTYHBIX MPOTOKOB, HApsAy C

(huOpPO30M M HEKPOBOCTIAIUTETBHON aKTHBHOCTEIO.

JanHblii (peHOTHN TPOTHOCTHYECKH HeOnarompusTeH. Hammume ayKTONCHHH, HapsIy ¢
NOPTAJIbHBIM M MEPUNOPTAIbHBIM  (UOPO30M OTHOCUTCS K KIIIOYEBBIM  IpU3HAKaM,
XapakTepu3youmMy nporpeccupoBanue 11X, xoppeiaupyeT ¢ INIOXUM OTBETOM Ha TEpaIuio U

HETaTUBHBIM NIPOTHO30M IJISA MIALUCHTA. [Warnes T, Roberts S, Smith A, Haboubi N, McMahon RF. Liver biopsy in primary

biliary cholangitis: is sinusoidal fibrosis the missing key? J Clin Pathol. 2019,;72(10):669—-676. doi: 10.1136/jclinpath-2019-205958.; Chen S,
Duan W, Li M, Li S, Lv T, Tian Q, et al. Prognosis of 732 ursodeoxycholic acid-treated patients with primary biliary cholangitis: A single center
follow-up study from China. J Gastroenterol Hepatol. 2019;34(7):1236—1241. doi: 10.1111/jgh.14521. ; Kumagi T, Guindi M, Fischer SE,

Arenovich T, Abdalian R, Coltescu C, et al. Baseline ductopenia and treatment response predict long-term histological progression in primary

biliary cirrhosis. Am J Gastroenterol. 2010;105(10):2186-2194. doi: 10.1038/ajg.2010.216]. Jlanabpie KW, Bkmrouaromiero 118
narmeHToB ¢ [1BX, mokazamu 4To Hanmu4We CHHAPOMAa HCYE3AIONIMX JKETYHBIX MPOTOKOB Ha
MOMEHT IOCTaHOBKHM Juarnosa mpusesno B 23% caywaeB xk TII wim cmepru, B TedeHHe

nocJIeAyromux 2 JI€T. Lv T, Yu H, Han X, Wee A, Liu J, Li M, Xu J, Hu X, Li J, Duan W, Wang T, Jia J, Zhao X. Histopathological

Features Predicting Long-term Clinical Outcomes in Patients with Vanishing Bile Duct Syndrome. J Clin Transl Hepatol. 2023 Oct 28,;11(5):1161-
1169. doi: 10.14218/JCTH.2022.00039. Epub 2023 Apr 4. PMID: 37577216; PMCID: PMC10412695.

Jleuenue npu sToM Bapuante [16X He pazpaboTaHo v IPOBOIUTCS MO CTAHJIAPTHOM CXeMe.

[TockonbKy BbIpaskeHHas! JYKTONEHHs sIBIsieTCs (PaKTOpoM pricka mioxoro oteeta Ha Y XK Y,
Haitian MM"; Lv, Tingting MD, PhD"; Li, Shuxiang MD, PhD"; Chen, Sha MD, PhD"; Li, Min PhD"; Liu, Jimin MD, PhD'; Duan, Weijia MD,
PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD" Clinicopathologic Features of a Rareand Underrecognized Variant of Early-stage Primary
Biliary Cholangitis With Ductopenia The American Journal of Surgical Pathology 49(3):p 265-272, March 2025. | DOI:



10.1097/PAS.0000000000002343, np€AIIOJIAra€TCA, YTO PAHHEC I[O6aBJIeHPI€ IperapaTroB 2-0¥ TUHUH MOKET

YIAYUIIUTD MIPOTHO3 Yu, Haitian MM"; Lv, Tingting MD, PhD"; Li, Shuxiang MD, PhD"; Chen, Sha MD, PhD"; Li, Min PhD"; Liu, Jimin

MD, PhD'; Duan, Weijia MD, PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD" Clinicopathologic Features of a Rare and Underrecognized
Variant of Early-stage Primary Biliary Cholangitis With Ductopenia The American Journal ofSurgical Pathology 49(3):p 265-272, March 2025. |
DOI: 10.1097/PAS.0000000000002343.

3.1.4.4. Jleuenne 116X Ha cTaauy HPPO3a NMEYEHA

JleuebnbIe moax06! K BeneHuto manuenta ¢ [1bX mpu BeisiBnennu LI u ero ocnoxHeHuit
OCHOBBIBArOTCA Ha cooTBeTCTBYIOMUX KP «llnuppo3 u Gpubpo3 medeHm». [KP M3P® Luppos u putpos neuenu.
2025 22]. Tlpm 3TOoM ecTh oOcoOeHHOCTH U orpaHmucHus mnpu Bexenun [IBX B cragum
nekoMIleHcHupoBaHHOro I{II B cBs3M ¢ pa3BUTHEM BBIPAKEHHON AYKTOIIEHHEW M PUCKAMH

HC6J’IaFOHpI/I$ITHBIX HCXOOO0B.

Pexomennyercs y nmamuentoB ¢ IIBX n LIl npoBoauts Tepanuio YAXK nias cHukeHus
PHCKA [IEKOMIIEHCAUMHM W MNOBBIIIEHHs 0e3TPaHCIVIAHTALNMOHHON BbIkMBaemocTu. Ilpn
nexomneHcupoBanHoM LII tepamusa YIXK MoxeT cmoco0cTBOBATHh PEeKOMIIEHCALIMH, HO
TpeﬁyeT TIHATCJIBbHOI0 KOHTPOJISAA B CBA3U ¢ PUCKOM YXYAIICHUA COCTOAAHUSA.

John BV, Khakoo NS, Schwartz KB, Aitchenson G, Levy C, Dahman B, Deng Y, Goldberg DS, Martin P, Kaplan DE, Taddei TH.
Ursodeoxycholic Acid Response Is Associated With Reduced Mortality in Primary Biliary Cholangitis With Compensated Cirrhosis. Am J

Gastroenterol. 2021 Sep 1;116(9):1913-1923. doi: 10.14309/ajg.0000000000001280. PMID: 33989225; PMCID: PMC8410631. OwunbKa!

HEAOHVCTMMbIﬁ 06beKT FTUNepPCCbINNKWU. Hofer BS, Burghart L, Halilbasic E, Simbrunner B, Petrenko O, Mandorfer M,

Stattermayer AF, Trauner M, Reiberger T. Evaluation of potential hepatic recompensation criteria in patients with PBC and decompensated
cirrhosis. Aliment Pharmacol Ther. 2024 Apr;59(8):962-972. doi: 10.1111/apt.17908. Epub 2024 Feb 26. PMID: 38409879.

YpoBenb yoeauTebHOCTH pekoMeHaauuii B (YpoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB 4).

Kommenmapuu. B KU, sxnrouaBmem 501 nammenta ¢ [1bX n komnencuposannbim LI, Tepanus
VXK cBs3aHa CO CHKEHHEM YacTOThl JEKOMIIEHCAIMH, OOIIel CMEPTHOCTH, CMEPTHOCTH OT

3abo0yieBaHni MeyeHH Wi HeoOxomumoctd TI y ManmueHTOB, OTBETHBINUX Ha JICUCHHUE John BV,

Khakoo NS, Schwartz KB, Aitchenson G, Levy C, Dahman B, Deng Y, Goldberg DS, Martin P, KaplanDE, Taddei TH. Ursodeoxycholic Acid
Response Is Associated With Reduced Mortality in Primary Biliary Cholangitis With Compensated Cirrhosis. Am J Gastroenterol. 2021 Sep

1;116(9):1913-1923. doi: 10.14309/ajg.0000000000001280. PMID: 33989225; PMCID: PMC8410631. COTJIACHO MHCTPYKIIUH TI0
npumeHeHnto YJIXK, ee Ha3HaueHne Ha craguu JexkomieHcupoBaHHoro LII, kak u mpu
BBIPQXKCHHOU TEYCHOYHON HEIOCTATOYHOCTH, MPOTHUBOIOKa3aHO. [Ipu JieueHnn marmeHTOB Ha
no3aHux ctaausx [IBX kpaiine peako orMeuanuch ciaydau aekomneHcammu LI, ¢ vactuunpiM
0o0paTHBIM pa3BUTHEM Ioclie oTMeHbl. [locne mpekpalieHus Tepanmuyd OTMEYaloCh YaCTUYHOE
o0paTHOEe pa3BUTHE TPOSBICHUN JICKOMIICHCAIIUU. Uncrpyxuus YAXK IPiC IIpenamonaraercs, 4To B

3THX CIIydasix TsDKenas TyKTONeHus o0ycnoBiauBaeT ycuieHue sxentyxu Ha pone Y JAXK [Paixerscon

KJL, Mumenvenux V.A., 3ybapesa A.C., Mapuenxo H.B., Cemenos H.B., bapanosckuii A.FO.. "l[Ipunyunsl u nepcnekmugul nevenus nepeuvHo20

bunuapnozo yupposa" DKcnepumenmanvHas u KIuHu4eckas eacmposumeponoeust, no. 3, 2012, pp. 90-95.; uncmpyxyus no npumenenuio Y/IXK].



B 1o xe Bpems B KU, BxirouaBmem 42 nanuenra ¢ [1bX ¢ nekomnencuposannsiM LT 1 neuenne
YAXK B Teuenue 1 roga nokazaHa BO3MOKHOCTb pekoMneHcauu y 41,7% u 9,5% nanueHToB ¢

orBeToM Ha YJIXK wu 0e3 HEro, COOTBETCTBEHHO. Hofer BS, Burghart L, Halilbasic E, Simbrunner B, Petrenko O,

Mandorfer M, Stittermayer AF, Trauner M, Reiberger T. Evaluation of potential hepatic recompensation criteria in patients with PBC and

decompensated cirrhosis. Aliment Pharmacol Ther. 2024 Apr;59(8):962-972. doi: 10.1111/apt.17908. Epub 2024 Feb 26. PMID: 38409879.

Beposatno, nexomnencupoBanuslii LII ¢ Tskenol nykTomeHHEH B OTHAENBHBIX CIy4yasx MpHU
HapacTaHUU JKEITYXU MOXKET MOTpeboBaTh OTMEHbI MiN yMeHblleHus 103bl YIXK, HO yeTkue

KPUTEPHH JJISl 3TOTO HE pa3padOTaHEbI.

He pexomenayercs y nanueHToB ¢ IIBX u nekomnencuposanubiM III npoBoauts Tepanuzo

#puOparamm 11 peOTBPalleHUS TeKOMIIEHCANMT M He0JIaronpusiTHBIX HCX0/I0B

Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance From the American Association for the
Study of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb 25;15(1):1-2. doi: 10.1002/c1d.874. PMCID: PMC7041951. OwunbKa!

Heponyctumblii 06BbEKT rMNepPCCbINIKU. You H, Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang

D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao
JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis
and management of patients with primary biliary cholangitis. Hepatol Int. 2022 Feb;16(1):1-23. doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb
4. PMID: 35119627; PMCID: PMC8843914.

YpoBenb yoeauteabHocTH pekoMenaaunii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 5

He pexomennyercs y mammeHtoB ¢ IIBX u nexkommencupoBamnbiM IIII, a Takike ¢
komneHcupoBaHHbIM IIII U npu3HaKaMu NOPTAJILHON IrHNEPTeH3UH NPOBOAUTH TEPaNHUI0

OBXK nJ1s1 mpeAoTBpalieHUs] AEKOMIIEHCAIUN U HeOJIaronpusTHBIX HCX0A0B

Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance From the American Association for the
Study of Liver Diseases. Clin Liver Dis (Hoboken). 2020 Feb 25;15(1):1-2. doi: 10.1002/cld.874. PMCID: PMC7041951. OwunbKa!

He,quyCTMMblﬁ 06beKT rn NePCCbINKW. You H Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D,

Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH,
Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and
management of patients with primary biliary cholangitis. Hepatol Int. 2022 Feb;16(1):1-23. doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4.
PMID: 35119627, PMCID: PMC8843914.

YpoBeHb yoenquteabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJbCTB 5.

Kommenmapuu. B Hacrosimee Bpemsi #¢ubparst u  OBXK mnpoTuBomokazaHbl MpH

ACKOMIICHCHUPOBAHHOM I_IH Yu, Haitian MM, Lv, Tingting MD, PhD", Li, Shuxiang MD, PhD"; Chen, Sha MD, PhD"; Li, Min PhD";

Liu, Jimin MD, PhD"; Duan, Weijia MD, PhD"; Jia, Jidong MD, PhD"; Zhao, Xinyan MD, PhD". Clinicopathologic Features of a Rare and
Underrecognized Variant of Early-stage Primary Biliary Cholangitis With Ductopenia. The American Journal of Surgical Pathology 49(3):p 265-
272, March 2025. | DOI: 10.1097/PAS.0000000000002343; Trivella J, John BV, Levy C. Primary biliary cholangitis: Epidemiology, prognosis,
and treatment. Hepatol Commun. 2023 Jun 2;7(6):e0179. doi: 10.1097/HC9.0000000000000179. PMID: 37267215; PMCID: PMC10241503.

\\\Horwich BH, Han H. Diagnosis and Treatment of Primary Biliary Cholangitis: A Patient-Friendly Summary of the 2018 AASLD Practice
Guidance. Clin Liver Dis (Hoboken). 2021 Sep 13;18(5):255-259. doi: 10.1002/cld.1158. PMID: 34840728, PMCID: PMC860569] TaK,

AMEIOTCS CepUU HAONIOJICHUN TIOKa3bIBAIONIUE IOBBINICHHBIA pUCK jJekommeHcarwu L{I1



ncmeptHocTr Ha Qone npumeHeHuss OBXK  [Buechier M, Manka P, Bulut K, Gerken G, Kahraman A. Obeticholic Acid
Improves Cholestasis, Liver Fibrosis, and Liver Function in Patients with Primary Biliary Cholangitis with Inadequate Response to

Ursodeoxycholic Acid. J Pers Med. 2025 Feb 21;15(3):79. doi: 10.3390/jpm15030079. PMID: 40137395; PMCID: PMC11943117]. OBXK
npotuBomnoka3ana namueHTam ¢ LII ¢ kmaccom no Yaiina-IIsto B mnu C, a Takke mamueHTaM c

LIT xmacca A mpu HATUYXK TFOOBIX MPU3HAKOB TIOPTAILHOW THUIIEPTCH3UH. [Eaton JE, Vuppalanchi R, Reddy

R, Sathapathy S, Ali B, Kamath PS. Liver injury in patients with cholestatic liver disease treated with obeticholic acid. Hepatology. 2020;71:1511—
4. ; John BV, Schwartz K, Levy C, Dahman B, Deng Y, Martin P, et al. Impact of obeticholic acid exposure on decompensation and mortality in
primary biliary cholangitis and cirrhosis. Hepatol Commun. 2021;5:1426-36. ;Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary biliary
cholangitis: 2021 practice guidance update from the American Association for the Study of Liver Diseases. Hepatology. 2022;75:1012-3. ; You H,
Ma X, Efe C, Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal
DA, Sharma BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata
M, Tanaka A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int.
2022 Feb;16(1):1-23. doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914.; Trivella J, John BV, Levy
C.  Primary biliary cholangitis: Epidemiology, prognosis, and treatment. Hepatol Commun. 2023 Jun 2;7(6):e0179. doi:
10.1097/HC9.0000000000000179. PMID: 37267215; PMCID: PMC10241503; Horwich BH, Han H. Diagnosis and Treatment of Primary Biliary
Cholangitis: A Patient-Friendly Summary of the 2018 AASLD Practice Guidance. Clin Liver Dis (Hoboken). 2021 Sep 13;18(5):255-259. doi:
10.1002/cld.1158. PMID: 34840728; PMCID: PMC8605692; Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary biliary cholangitis: 2021

practice guidance update from the American Association for the Study of Liver Diseases. Hepatology. 2022;75:1012-1013] 9J1a(1)1/16paH0p
H cellazcimap TaKXKE IMOKa HE PCKOMCHIOBAHBI MalMCHTaM CACKOMIICHCUPOBAaHHBIM HH, XOTsA

NpPpEaABAPUTCIIbHBIC JaHHBIC CBUACTCIILCTBYIOT 00 nx 6e30MacHOCTH npu ]_[H [Lindor KD, Bowlus CL, Boyer

J, Levy C, Mayo M. Primary biliary cholangitis: 2021 practice guidance update from the American Association for the Study of Liver Diseases.
Hepatology. 2022;75:1012—-1013; Levy, Cynthia;, Bowlus, Christopher L. Primary biliary cholangitis: Personalizing second-line therapies.
Hepatology ():10.1097/HEP.0000000000001166, November 12, 2024. | DOI: 10.1097/HEP.0000000000001166; Trivella J, John BV, Levy C.
Primary  biliary  cholangitis:  Epidemiology, prognosis, and treatment. Hepatol Commun. 2023 Jun 2;7(6):e0179. doi:
10.1097/HC9.0000000000000179. PMID: 37267215; PMCID: PMC10241503

Pexomenayercss mammentam ¢ [IBX B cragumm LIl u medeHo4yHoil 3HuedaTonaTHei
HA3HAYATH JleYeHHe OPHHUTHHOM** M\WIM JIAKTYJ030H** MJIsI  YMEHbIUIEHUs1 MX
KJIMHHUYECKUX NMPOSIBJICHHU.

Poo JL, Gongora J, Sanchez-Avila F, Aguilar-Castillo S, Garcia-Ramos G, Fernandez-Zertuche M, Rodriguez-Fragoso L, Uribe M. Efficacy of

oral L-ornithine-L-aspartate in cirrhotic patients with hyperammonemic hepatic encephalopathy. Results of a randomized, lactulose-controlled
study. Ann Hepatol. 2006 Oct-Dec;5(4):281-8. PMID: 17151582

YpoBeHb yOeIUTEJIBLHOCTH pekoMeHaanuii B (YypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB 2.

Kommenmapuu. B PKU, BrmouaBmux mnamueHntoB ¢ [IbX, Oblma moka3aHa cxojHas
3¢ HeKTUBHOCTh OpHUTHHA™ * U TaKkTyn03b1** B teuennu [13, ¢ 6osee BhIpakeHHBIMH TOOOYHBIMU

s dexramu pu preMe NAKTYIO3bI* *. PooJL, Géngora J, Sinchez-Avila F, Aguilar-Castillo S, Garcia-Ramos G, Ferndndez-
Zertuche M, Rodriguez-Fragoso L, Uribe M. Efficacy of oral L-ornithine-L-aspartate in cirrhotic patients with hyperammonemic hepatic

encephalopathy. Results of a randomized, lactulose-controlled study. Ann Hepatol. 2006 Oct-Dec;5(4):281-8. PMID: 17151582 I[OSI)I u
MOKa3aHUsl K Ha3HaueHMIO mpemaparoB ans jedeHus [19 permamentupyrorcs KP “Huppos u

¢ubpo3 neueHun.”



Pexomennyercs manuentam ¢ IIBX u gexomnacupoBannsiM LI npoBoauTh peryssipHoe
MIATEJIBbHOEC JJ€YCHHE BLICOKOAO03HBIM PAaCTBOPOM aﬂbﬁyMl/lHa yeJl0BeKa* ¥ AJIA MIOBBIILICHUSA

BBI)KHBACMOCTH

Tan AC, Mulder CJ. Increased survival in advanced primary biliary cirrhosis patients with regular albumin infusions? Eur J Gastroenterol
Hepatol. 1999 Aug;11(8):927-30. doi: 10.1097/00042737-199908000-00021. PMID: 10514130.

YpoBeHnb y0eauTebHOCTH pekoMeHaannii B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 4.

KoMJneHmapuu. PGFYJ'I}IPHLIG I/IH(I)y?:I/II/I aJ'II:6yMPIHa MNOBBINIAOT BBIKMBACMOCTb IHNAILIMCHTOB C

ACKOMIICHCUPOBAaHHBIM ]_[H Romanelli RG, La Villa G, Barletta G, Vizzutti F, Lanini F, Arena U, Boddi V, Tarquini R, Pantaleo P,
Gentilini P, Laffi G. Long-term albumin infusion improves survival in patientswith cirrhosis and ascites: an unblinded randomized trial. World J

Gastroenterol. 2006 Mar 7;12(9):1403-7. doi: 10.3748/wjg.v12.i9.1403. PMID: 16552809; PMCID: PMC4124318,B TOM 4YHCJIC IIpHU
IIBX  Tan AC, Mulder CJ. Increased survival in advanced primary biliary cirrhosis patients with regular albumin infusions? Eur J
GastroenterolHepatol. 1999  Aug;11(8):927-30. doi:  10.1097/00042737-199908000-00021. PMID: 10514130. Hazuauenwne
BBICOKOJIO3HOI'O pacTBOpa aJ'IB6YMI/IHa yejgoBeka®* PETIIaMCHTUPYETCA KP ((CDI/I6p03 u ]_[I/IppO?:
nedern» (40 r 2 paza B HeeI0 Ha NPOTSDKEHUH NEPBBIX 2 HeAemb, 3aTteM 40 1 1 pa3 B Hepeno B
aM6YJ'IaTOprIX YCJIOBUAX MaUCHTaM C JEKOMIICHCHPOBAaHHBIM I_IH Ha NPOTAKCHUN HE MCHECC 3

MECSIIICB).

ITpu BBIsIBIEHNU NpHU3HAKOB AekomneHcanuu LI ¢ noBbimeHreM ypoBHs OunupyOuHa>
100 MKMOJIB/ JT TAMEHTOB CIIEAYET pacCMaTPUBATh KaK KaHIWAaTa Ha TPAHCIUIAHTALUIO TICUCHH

(cm. pazpen «TpaHCIUTAHTALMS ICYECHI).

3.1.3.4 JIleuenue BapuanTHoro cumapoma IIEX u AU

PexomennoBano mnpu BapuantHoM cuHapome IIBX u AWI Ha3zHauaTh JieyeHue B
COOTBETCTBHH € JOMHHHMPYHOIIMM MOP(OIO0rH4ecCKHM NATTEPHOM € Y4eTOM KJIMHMYEeCKHX

AAHHBIX JJH JO0CTUKCHUA 0TBETA HA Tepalulo.

Boberg, K. M. Overlap syndromes: The International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue / K. M.
Boberg, R. W. Chapman, G. M. Hirschfield [et al.] on behalf of the International Autoimmune Hepatitis Group // J. Hepatol. 2011. Vol. 54, No 2.P.

374-385 OWMBKa! HeponyctTumbii 06 beKT TMNEePCCbINKWU. Freedman BL, Danford CJ, Patwardhan V, Bonder A.

Treatment of Overlap Syndromes in Autoimmune Liver Disease: A Systematic Review and Meta-Analysis. J Clin Med. 2020;9(5):1449.
doi:10.3390/jcm90514491F: 3.0 O1

YpoBenb yoeauteabHocTH pekoMenaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2)

Kommenmapuu. Manast pactipocTpaHeHHOCTh BapuaHTHBIX hopM IIBX 3aTpynHser nposenenue
KPYITHBIX PaHJI0MHU3UPOBAaHHBIX UCCIIEIOBAHUM Tepanuu 3a0oneBannil. CXeMbl JeUeHUs 3a4acTylo

nonoupatorcs smnupudecku ukimouaroT I'KC, tnonmypunst, Y IXK 1 nx KoMOUHAIUY [Boberg, K. M.

Overlap syndromes: The International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue / K. M. Boberg, R. W.



Chapman, G. M. Hirschfield [et al.] on behalf of the International Autoimmune Hepatitis Group // J. Hepatol. — 2011. — Vol. 54, Ne 2. — P. 374—

385]. Mexnynaponnas rpymma mno usydennto AWD  (IAIHG, 2011) pexomengoBana

BBIOMpATHTEPANIEBTUUECKYIO TAKTHKY 110 peolaaronieMy Mop(hoJorHiyecKoMy NaTTepHY /Boberg,

K. M. Overlap syndromes: The International Autoimmune Hepatitis Group (IAIHG) position statement on a controversial issue / K. M. Boberg, R.
W. Chapman, G. M. Hirschfield [et al.] on behalf of the International Autoimmune Hepatitis Group // J. Hepatol. — 2011. — Vol. 54, Ne 2. — P.

374-385.]. HaHHa)I KOHICIIIHA OCHOBAaHa Ha THIIOTE3€ 00 OTACJIBHBIX 3a00JI€BaHUSIX CO CMEIIAaHHBIMU
ATUIMAYHBIMU KIMHUYCCKUMHU IIpU3HAKaMH B paMKaxX BapUaHTHbBIX CHHAPOMOB, a HE O

COIMYTCTBYIOLIUX 00JI€e3HIX. [Lohse AW, zum Buschenfelde KH, Franz B, Kanzler S, Gerken G, Dienes HP. Characterization of the

overlap syndrome of primary biliary cirrhosis (PBC) and autoimmune hepatitis: evidence for it being a hepatitic form of PBC in genetically
susceptible individuals. Hepatology 1999;29:1078-1084.].

PexomenaoBano namueHTaMm, KoTopble cooTBeTcTBYHOT KputTepusim O. Chazouilleres ¢
coaBT. (“Ilapu:kckum kpurtepusam”) IIBX/AUT, naznauars YAXK** B g03e 13-15 mr\kr B
xomOnHanmu ¢ UCT ¢ nesibio JOCTH/KEHHS OTBETA Ha JICYCHH e

[Chazouilleres O, Wendum D, Serfaty L, Montembault S, Rosmorduc O, Poupon R. Primary biliary cirrhosis—autoimmune hepatitis overlap
syndrome: clinical features and response to therapy. Hepatology 1998;28:296-301. OwnbKa! Hep,OI'IyCTVIMbIﬁ 06beKT

FTUNEPCCLINKMW. [Freedman, B. L. Treatment of Overlap Syndromes in Autoimmune Liver Disease: A Systematic Review and Meta-Analysis.
/ B. L. Freedman, Ch. J. Danford, V. Patwardhan, A. Bonder // J Clin Med. 135 - 2020. — Vol. 9(5). OwunbKa! Hep,OI'IYCTMMbIﬁ

06beKT rn NEePCCbINKW. [Kuiper EM, Zondervan PE, van Buuren HR. Paris criteria are effective in diagnosis of primary biliary cirrhosis
and autoimmune hepatitis overlap syndrome. Clin Gastroenterol Hepatol 2010,8:530-534.].[Stoelinga AEC, Biewenga M, Drenth JPH, Verhelst
X, van der Meer AJP, de Boer YS, Bouma G, de Vries ES, Verdonk RC, van der Berg AP, Brouwer JT, Vanwolleghem T, Lammers W, Beuers U,
Sarasqueta AF, Verheij J, Roskams T, Crobach S, Tushuizen ME, van Hoek B; Dutch Autoimmune Hepatitis Study Group. Diagnostic criteria and
long-term outcomes in AIH-PBC variant syndrome under combination therapy. JHEP Rep. 2024 Jun 14;6(7):101088. doi:
10.1016/j.jhepr.2024.101088.].

YpoBenb yoeauteabHocTH pekoMenaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2)

Kommenmapuu. Tepanua Y/IXK B crangaptaeix pis [IBX mo3zax moka3zaHa mamueHTaM C

npeodagaromuMu Mopdonoruaeckumu ipusHakamu [16X jEuropean Association for the Study of the Liver (EASL).
EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis/// Journal of Hepatology. — 2017.

- Vol. 67.— P. 145-172]. B iccliefoBaHMM JaHHOM rpynnbanueHTOB OTMEYAJICA OMOXMMUYECKHUI OTBET
Ha TCpaIruro yI[XK [Joshi S, Cauch-Dudek K, Wanless IR, Lindor KD, Jorgensen R, Batts K, et al. Primary biliary cirrhosis with
additional features of autoimmune hepatitis: response to therapy with ursodeoxycholic acid. Hepatology 2002;35:409-413.].

Ocraercs JUCKYCCHUOHHBIM BOIIPOC O HEOOXOIUMOCTH JOIMOJHUTEILHOIO HA3HAYCHHUS
YAXK k wmmyHocynpeccuBHo# —Tepamuu (MCT) mammeHtam ¢ mpeoOiamaromum
MOp(bOJ'IOFI/I‘IeCKI/IM IaTTCPHOM AUI' ©e3 na6opaT0pHI>1x IIpU3HAKOB XOJjieCTa3za, HO C
CCPOJIOTUICCKUMHA W TUCTOJOTUYECKUMU TIPHU3HAKAMU I[IbX. VYuursiBas OTHOCHUTCIIbHYIO
PEAKOCTD Pa3BUTUA HEKECIIATCIIbHBIX HBHCHHﬁ, a TaKK€ BO3MOKHBIC OTAAJICHHBIC 6HaFOHpI/IHTHH€
Bq)(bCKTLI TCpanuu, BEPOATHO, HA3HAYCHHUC YﬂXK IIOKa3aHO BCEM MalMEHTaM, KOTOPLIC
COOTBETCTBYIOT HapI/I)KCKI/IM KPUTEPUAM HBX, OCOOCHHO MOJIOIBIM 60J'IBHI>IM, Y KOTOpPBIX B

Oyny1eM CyLiecTByeT OTEHIMAIbHbBIN PUCK pa3BUTHS AYKTONICHUN U OMJIMAPHOTO LIUPPO3a [EASL

Clinical Practice Guidelines. The diagnosis and management of patients with primary biliary cholangitisq European Association for the Study of

the Liver / EASL Clinical Practice Guidelines // Journal of Hepatology 2017 vol. 67 j 145-172].



Ha ceropssmHmii 1€HP HET JOCTATOYHBIX YOSAUTEIBHBIX JaHHBIX 00 3((EKTUBHOCTH PU
[NIEX/AUWI" obeTuxoneBoit KUCIO0ThI, aroHUCTOB PPAR, (hnbpaToB, HCIIONB3YIONINXCS B KA4eCTBE
Tepamnuu 2-oi JIMHUK Kiaccudeckoro Bapuanrta [16X, ogHako OHM HCHOIB3YIOTCS IO @HAJIOTHH C
kiaccudeckoi ¢opmoii [I6X B kadecTBe Tepanuu 2-0¥ JIMHUU B Cllydae OTCYTCTBHS OTBETa Ha

TCparuro yI[XK [Stoelinga AEC, Biewenga M, Drenth JPH, Verhelst X, van der Meer AJP, de Boer YS, Bouma G, de Vries ES, Verdonk

RC, van der Berg AP, Brouwer JT, Vanwolleghem T, Lammers W, Beuers U, Sarasqueta AF, Verheij J, Roskams T, Crobach S, Tushuizen ME, van
Hoek B; Dutch Autoimmune Hepatitis Study Group. Diagnostic criteria and long-term outcomes in AIH-PBC variant syndrome under combination
therapy. JHEP Rep. 2024 Jun 14;6(7):101088. doi: 10.1016/j.jhepr.2024.101088.; Gomez E., Garcia Buey L., Molina E., Casado M., Conde 1.,
Berenguer M., Jorquera F., Simon M.-A., Olveira A., Herndndez-Guerra M., et al. Effectiveness and Safety of Obeticholic Acid in a Southern
European Multicentre Cohort of Patients with Primary Biliary Cholangitis and Suboptimal Response to Ursodeoxycholic Acid. Aliment.
Pharmacol. Ther. 2021;53:519-530. doi: 10.1111/apt.16181.].

Bomnpockl 1enecooOpa3sHOCTH M KpUTEpUSX Ul Ha3HAYCHHS HMMYHOCYIPECCHBHOI
Tepaluy, a TaKKe ee BIMSHUS Ha NMPOTHO3 MAlMeHTOB ¢ BapuaHTHBIM cuHjapomoM [1BX u AUT
ocrtatorcs npeamerom obcyxnaenus. B KU, sxmrouaBmewm 83 nmanmenta ¢ [IBX/AUT, oTcyTcTBUe
NCT y nmanyeHToB ¢ TSOKEIbIM MEPUNOPTAIBLHBIM I'€aTUTOM OBLJIO aCCOLMUPOBAHO C XYALIMM

mporHo3om no BebkuBaeMoctu 0e3 TII, B cpaBHennu ¢ manmenTamu, nonydaBimmMu UCT /puch
Autoimmune Hepatitis Study Group. Diagnostic criteria and long-term outcomes in AIH-PBC variant syndrome under combination therapy. JHEP

Rep. 2024 Jun 14;6(7):101088. doi: 10.1016/j.jhepr.2024.101088]. [TarueHTaM ¢ TAKEIBIM «MOTpaHUYIHBIM» I'€IIaTUTOM

noka3ano HazHauenue MICT [Dutch Autoimmune Hepatitis Study Group. Diagnostic criteria and long-term outcomes in AIH-PBC

variant syndrome under combination therapy. JHEP Rep. 2024 Jun 14;6(7):101088. doi: 10.1016/j.jhepr.2024.101088; Heurgue A, Vitry F,
Diebold MD, Yaziji N, Bernard-Chabert B, Pennaforte JL, et al. Overlap syndrome of primary biliary cirrhosis and autoimmune hepatitis: a
retrospective study of 115 cases of autoimmune liver disease. Gastroenterol Clin Biol 2007;31:17-25; Chazouilleres O, Wendum D, Serfaty L,
Rosmorduc O, Poupon R. Long term outcome and response to therapy of primary biliary cirrhosis-autoimmune hepatitis overlap syndrome. J

Hepatol 2006,44:400—406, Rust C, Beuers U. Overlap syndromes among autoimmune liver diseases. World J Gastroenterol 2008, 14:3368-3373]..

[Ipn yMepeHHO TSKENOM «IIOTpaHUYHOM» remature Bo3MokHoHasHaueHue MCT cpasy mocne

IIOCTAaHOBKH JHWarHo3a [Heurgue A, Vitry F, Diebold MD, Yaziji N, Bernard-Chabert B, Pennaforte JL, et al. Overlap syndrome of

primary biliary cirrhosis and autoimmune hepatitis: a retrospective study of 115 cases of autoimmune liver disease. Gastroenterol Clin Biol
2007;31:17-25; Chazouilleres O, Wendum D, Serfaty L, Rosmorduc O, Poupon R. Long term outcome and response to therapy of primary biliary

cirrhosis-autoimmune hepatitis overlap syndrome. J Hepatol 2006,44:400-406,; Rust C, Beuers U. Overlap syndromes among autoimmune liver

diseases. World J Gastroenterol 2008;14:3368-3373]. KomOuHupoBanHass Tepamusi 'K (mpenHu3oH wim
npeaHu3010H 30 MI/CYTKH C TIOCTENIEHHBIM CHI)KEHHEM B TeueHue 4 Henenb a0 10 Mr/cyTku) n
YIAXK (13-15 mr/kr/cyTkn) npeBocxoauia 1o 3pPeKTHBHOCTH B JOCTUKECHUA OHOXUMHYECKOTO

orBeta MoHoTepanuio 'KC u YV IXK y nanueHToB, cooTBeTCTBYIOMMUX “Tlapmkckum kpurepuam”
[Chazouilleres O, Wendum D, Serfaty L, Montembault S, Rosmorduc O, Poupon R. Primary biliary cirrhosis—autoimmune hepatitis overlap

syndrome: clinical features and response to therapy. Hepatology 1998;28:296-301.]. B PETPOCTIEKTUBHOM HCCJICIOBAHWHU,
prumouaBmieM 90 nanuentoB ¢ [IBX/AUTL, game Habnromancs OMOXUMUYECKUI OTBET B TPYIIIE
OONBHBIX, TONMy4aBImue KoMOmHMpoBaHHyIO Tepammio YJXK (13—15 wmr/kr/cyrku) wu HUCT
(mpenum3onon 30-60 Mr/cyTkd, a Takke B COYeTaHWMHM C azatuonpuHoM 50-150 Mr/cyTku) B

CpaBHCHUIO C MOHOTCpaHPIeﬁ YI[XK [M. Graf, C. M Lange, M. M Langer et al. Primary Biliary Cholangitis (PBC)-

Autoimmune Hepatitis (AIH) Variant Syndrome: Clinical Features, Response to Therapy and Long-Term QOutcome J Clin Med. 2023 Nov



11;12(22):7047. doi: 10.33904em12227047 ] Kpome Toro, y marmenTtoB c¢ I[IbX ¢ npmsnHakamm AWUI,
MOJTy4aBITUXKOMOMHUPOBAHHYIO TEPANUI0 OTMEYAJoCh YIydllleHHe Ta00paTOpHBIX MapKepoB,

Mokasartenei (1)I/I6p033 nmeueHu U 10-meTHErO IIPOTHO3a IO BBDKUBACMOCTU oe3 TpaHCIUIaHTallu

[Kuiper EM, Zondervan PE, van Buuren HR. Paris criteria are effective in diagnosis of primary biliary cirrhosis and autoimmune hepatitis overlap

syndrome. Clin Gastroenterol Hepatol 2010,8:530-534.].

OpHako B KPyIMHOM MHOTOLIEHTPOBOM HMCCJIEIOBaHUH, BKIIIOYaBLIeM 88 mauueHTos, 30 u3
KOTOPBIX B KadecTBe Tepanuu nepBoid auHuu nomydamn Y XK, 58 — xomOunammro YAXK u
ummyHocynpeccuBHoi Tepanuu (I'K+ a3atuonpun), y OOJbHBIX C YMEPEHHBIM «IIOTPAHUYHBIM»
renatutoM 3(QQPEKTUBHOCTL 00EMX CXeM B OTHONICHUM OWOXMMHUYECKOTO OTBETa Oblia
comoctaBumoii (80 %), Torma Kak y OOJBHBIX C TSKEJIBIM «IOIPAaHUMYHBIMY» TE€HaTUTOM

s dexTruBHOCT, MOHOTEepanuu Y JIXK Obina 3HaunmMo Huxke (14% u 71 %, COOTBETCTBEHHO) [Ozaslan
E, Efe C, Heurgue-Berlot A, Kav T, Masi C, Purnak T, et al. Factors associated with response to therapy and outcome of patients with primary

biliary cirrhosis with features of autoimmune hepatitis. Clin Gastroenterol Hepatol 2014;12:863-869.]. B cBsa3u ¢ stiMm npu
yMCpCHHOﬁ AKTUBHOCTU «IIOIPaHUYHOIO» I€laTuTa, BEPOATHO, AOMYCTHMAa aJbTCPHATHUBHAA
CXeMa: MOHOTEpaIusd YI[XK C pCHICHUEM BOIIpOCAa O Ha3HAYCHUHN HMMYHocpreCCHBHOﬁ TCpanun

qcpes3 3 Mecsila Mpru HEAOCTATOYHOM OMOXUMHYECKOM OTBETE [European Association for the Study of the Liver

(EASL). EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis/// Journal of Hepatology.
—2017.-Vol. 67.— P. 145-172]. The Asian Pacific Association for the Study of the Liver clinical practice guidance: the diagnosis and management
of patients with autoimmune hepatitis./ The Asian Pacific Association for the Study of the Liver // Hepatology International . - Vol. 15, - P. 223—
257, (2021)

Kommonent mmmynocynpeccuBHoi Tepanuu npu [IBX\AUWI' moxbupaercst coriacHO
npuHIUNAM JiedeHus, n3noxeHHbIM B KP o AUT [ceoua]. B mUTEpaTypHBIX HCTOYHUKAX UMEIOTCS
cBefieHus 00 wucnonb3oBannu B cxemaxieueHus [IBX\AUI' B kauectBe kommonenta WCT
NpeHU30JI0Ha™ ¥, MEeTHITPEIHN30I0Ha#, Oy IeCOHM 1A, a3aTHONPUHA™* U TPYyruX THOIypUHOBH,

MM®#, TakponuMyca#, TUKIOCTIOPUHAH [Stoelinga AEC, Biewenga M, Drenth JPH, Verhelst X, van der Meer AJP, de

BoerYS, Bouma G, de Vries ES, Verdonk RC, van der Berg AP, Brouwer JT, Vanwolleghem T, Lammers W, Beuers U, Sarasqueta AF, Verheij J,
Roskams T, Crobach S, Tushuizen ME, vanHoek B; Dutch Autoimmune Hepatitis Study Group. Diagnostic criteria and long-term outcomes in AIH-
PBC variant syndrome under combination therapy. JHEP Rep. 2024 Jun 14,;6(7):101088. doi: 10.1016/j.jhepr.2024.101088.].

3.1.3.5 HNMMyHOONIOCpeI0BAHHBIE 3200J1¢BAHUS, ACCONMUPOBAHHBbIE C NMEPBHYHBIM

OMJLIMAPHBIM X0JAHTHTOM

Pexomenayercsi Ha3Hayarh Tepanuio mnanueHtram ¢ IIBX U KOMOPOMIHBIMU
HMMYHOOIIOCPEIOBAHHBIMHM  3200JIeBAHUSIMU COBMECTHO € COOTBETCTBYIOULIUMH
crHeuraJucTaMu (PeBMAaToJI0I0M, YHAOKPUHOJIOIOM, /1€pMaToJI0roM, O(TaAJIBLMOJIOIOM) €
00513aTeJIbHBIM KOHTPOJIeM (PYHKUMHM NeYeHM M Y4eTOM BO3MOKHOIl renaToOTOKCUYHOCTH

NpPUMEeHsIeMbIX NPenapaTos.



Chen S, Li MQ, Duan WJ, Li BE, Li SX, Lv TT, Ma L, Jia JD. Concomitant extrahepatic autoimmune diseases do not compromise
the long-term outcomes of primary biliary cholangitis. Hepatobiliary Pancreat Dis Int. 2022 Dec;21(6):577-582. doi:
10.1016/j.hbpd.2022.05.009. Epub 2022 May 24. PMID: 35668014.

YpoBeHsb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJLCTB — 4)

Kommenmapuu. Habmronenne 3a 247 mnamumentamu ¢ [IBX ©u  KoMOpOWAHBIMH
MMMYHOOIIOCOPEIOBAaHHBIMU 3a00JI€BaHUSIMHU, B TOM umcie, cuaapomom lllerpena (CLL),
cuctemHoit ckuepogepmueit (CC), peBmartomanbiM aptputoM (PA) u ayTOMMMyHHBIMH
3a00JI€BaHMSAMH IIUTOBUIHOW JKENE3bl TOKa3ajo, 4YTO  COIYTCTBYIOUIME BHENCUYCHOYHEIC
ayTOMMMYHHBIE 3a00JIeBaHHMS YacTO BcTpedarorcs y mamueHtoB ¢ I1BX, HO He BiIMAIOT Ha

AOJITOCPOYHBIC PE3YJIbTAThl JICUCHUS [IbX. Chen s, Li MQ, Duan WJ, Li BE, Li SX, Lv TT, Ma L, Jia JD. Concomitant

extrahepatic autoimmune diseases do not compromise the long-term outcomes of primary biliary cholangitis. Hepatobiliary Pancreat Dis Int. 2022

Dec;21(6):577-582. doi: 10.1016/j.hbpd.2022.05.009. Epub 2022 May 24. PMID: 35668014.

PacripocTpaHEHHOCTD M KIIMHUYECKAst 3HAYMMOCTh BHETICUEHOUHBIX 8y TOUMMYHHBIX 3a00JIeBaHUN

HE OIEHUBAINCH B 00MbInoi koropte 1554 nmamuentoB ¢ [1bX u3 20 MexayHapoIHBIX IIEHTPOB.

Efe, M Torgutalp, I Henriksson, F Alalkim, E Lytvyak, H Trivedi, et al.
Extrahepatic autoimmune diseases in primary biliary cholangitis: prevalence and significance for clinical presentation and disease outcome
J Gastroenterol Hepatol, 36 (2021), pp. 936-942

aq)(beKTI/IBHOCTB CTaHAAPTHBIX 0a3MCHBIX IPOTUBOBOCHAJIMUTECIIBHBIX MNPEIapaToB, TapreTHBIX
CHUHTCTUYCCKUX CPEACTB, INTFOKOKOPTUKOUIOB U 'CHHO-UHXXCHCPHBIX OMOJIOTHYECKUX IpenapaToB
B OTHOHIEHMH TedyeHuss M ucxonoB IIbX wm3ydena HemocraroyHo. B 3ToH cBA3HM JedyeHHe
COIIYTCTBYIOUINX MMMYHO3aBUCHUMBIX 3a00JIeBaHUI y 6onpHBIX 16X momkHO OCYHICCTBJIATHCA
HpO(bI/IJ'IbHBIM CIIcuaJIuCTOM (peBMaTOJ'IOF, racTpoOsSHTEPOJIOT, IlepMaTOJ'IOF) B paMKax
MYJIBTUAUCHUITIMHAPHOI'O ITOAX04a B COOTBETCTBUHU C YCTAHOBJICHHBIMU ITPUHOHUIIAMU TEPAITUU U

HCﬁCTBYMMHMH KIIMHUYCCKUMHU PCKOMCHAAINUAMMU 110 JaHHBIM HO30JIOTUAM.

[IpumeHeHne NOTEHUMANbHO TIeNaTOTOKCHUYHBIX IpemnapaTroB (MeTOTpeKcaT, JedIyHOMM,
a3aTHONPHUH, HMHIMOMTOpPHI (akTOpa HEKpo3a omyxonu anbda) y mnamueHtoB ¢ [IBX wu
COIIyTCTBYIOUIMMH  PEBMAaTHYECKUMH  3a00JIeBaHMAMU  HE  sBIsSeTCs  aOCOJIIOTHO
IIPOTUBOMNOKA3aHHBIM, HO TPeOyeT TIIATeIbHOW OLIEHKH COOTHOIIECHUS I0JIb3a/PUCK U CTPOroro
MOHUTOpPHUHIa (QYHKIUM TeyeHU. PerieHne O Ha3HAuYe€HMM JAHHBIX IIPENapaTroB JOJIKHO
MPUHUMATBCS COBMECTHO PEBMATOJIOIOM U TacTPO3HTEPOJIOTOM ¢ ydeToM akTtuBHOCTH I1BX,
HaJINYMA M CTENEHH  BBIPAXKEHHOCTH  IEYEHOYHON  HEJAOCTaTOYHOCTH, AaKTHBHOCTHU
PEeBMAaTHYECKOTO 3a00JIEBaHUs U CHEKTpa €ro CUCTEMHBIX MPOSBICHHMN, a TakkKe JOCTYIHOCTU

AJIBTCPHATHUBHBIX METOAOB TCPAIIUH.

3.2 Xupypruuyeckoe JjJeyeHue

3.2.1. Jleuenune III'




Pexomennyercs y nanueHToB ¢ [IBX mpoBoauTs JiedeHne MOPTAJIBLHON T'MIIEPTEH3UN U ee
OCJI0KHEHUH B COOTBETCTBHU ¢ KJIUHHYeCKHM pexoMmenaauusam «Luppo3 u ¢udpo3

MMEeYCHI).

KP Iuppo3 u ®ubdpo3 neuenn \\\ Tsugawa K, Hashizume M, Migou S, Kishihara F, Kawanaka H, Tomikawa M, Tanoue K, Sugimachi K.
Endoscopic ligation of oesophageal varices compared with injection sclerotherapy in primary biliary cirrhosis. Eur J Gastroenterol Hepatol. 2000
Oct;12(10):1111-5. doi: 10.1097/00042737-200012100-00007. PMID: 11057456. \\\ de Franchis R, Bosch J, Garcia-Tsao G, Reiberger T, Ripoll
C; Baveno VII Faculty. Baveno VII - Renewing consensus in portal hypertension. J Hepatol. 2022 Apr;76(4):959-974. doi:
10.1016/j.jhep.2021.12.022. Epub 2021 Dec 30. Erratum in: J Hepatol. 2022 Jul;77(1):271. doi: 10.1016/j.jhep.2022.03.024. PMID: 35120736,
PMCID: PMC11090185. WONG YR, YIN XC, ZHANG W, et al. Efficacy of transjugular intrahepatic portosystemic shunt in treatment of primary
biliary cholangitis with portal hypertension[J]. J Clin Hepatol, 2023, 39(2): 333-338. DOI: 10.3969/j.issn.1001-5256.2023.02.012

YpoBenb yoeaureabHocTH pekomengauuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB 5)

Kommenmapuu. [opransnas runeprensus (I1I) siBnsieTcs cneacTBueM MOBBIIEHHOTO AABJICHUS
B BOPOTHOW BEHE IO PA3INYHBIM NPUYMHAM U CBS3aHA C KIIMHUYECKUMHU MPOSBICHUSMH, TAKUMHU
KaK CIJIEHOMETaJNs, THIIEPCIUIEHN3M, BApUKO3HOE PACIINPEHNE BEH MMUIIEBOIA U ACLIUT, a TAKXKE
pa3BuTHEM NeueHOYHOH dHIepanonaTun. [1I" sBnsercsocHOBHOM npuanHON Aexomnencarn L{I1.

. [Yasuko Iwakiri, Jonel Trebicka, Portal hypertension in cirrhosis: Pathophysiological mechanisms and therapy, JHEP Reports, Volume 3, Issue

4, 2021, 100316, J. Trebicka, T. Reiberger, W. Laleman. Gut-liver Axis links portal hypertension to acute-on-chronic liver failure. Visc Med, 34
(2018), pp. 270-275; Turco L, Garcia-Tsao G. Portal Hypertension: Pathogenesis and Diagnosis. Clin Liver Dis. 2019 Nov;23(4):573-587. doi:
10.1016/j.¢ld.2019.07.007. PMID: 31563212.]

Kak yxe orMmewanoce Bblme, g nauumeHToB ¢ IIBX xapakTepHo pa3BuTHE U
nporpeccupoBanne [IIC (B TOM dumcie ¢ pa3BUTHEM BAPUKO3HBIX BEH THIIEBOAA) MO
(dbopMHpOBaHUS LUPPOTHUECKOM TpaHCHOpMAIMKM TEYEHH, YTO CBS3BIBAIOT C pa3BUTHEM

HpeCHHyCOHHaHBHOﬁ IIOPTAJIFHON THUIICPTCH3UU. HpI/I COITOCTABJICHUU JaHHBIX H3MCPCHUA

TpaJliCHTa JABJICHHS B MEYEHOYHBIX BEHAX C PE3YJIBTATAMHM T'MCTOJIOTHYECKOTO 3aKIFOUEHUS U
KIIMHAKO-TTAa00paTOPHBIX TOKa3aTesnel ObUIo MpoaeMoHCTpupoBaHo, uto IIIT Bo3HHMKaeT Ha
panaux craausax [1BX, 3amoiro 1o MOBBIIEHUS ypPOBHS OMIMPYOMHA B CHIBOPOTKE KPOBU U

CBsA3aHA . [Warnes TW, Roberts SA, Smith A, Cope VM, Vales P, Haboubi NY, McMahon RF. Portal hypertension in primary biliary
cholangitis: prevalence, natural history and histological correlates. Eur J Gastroenterol Hepatol. 2021 Dec 1;33(12):1595-1602. doi:

10.1097/MEG.0000000000002033. PMID: 33323761.]HpI/I 9TOM ONPECACIICHUC I'PaAUCHTA IaBJICHUSA B IICYCHOYHOM

BEHE MOKET HEJJOOLEHNUBATh PacIpOCTpaHEHHOCTh U TshkecTh [1I7 y marenToB ¢ IIBX. [de Franchis

R, Bosch J, Garcia-Tsao G, Reiberger T, Ripoll C; Baveno VII Faculty. Baveno VII - Renewing consensus in portal hypertension. J Hepatol. 2022
Apr;76(4):959-974.  doi: 10.1016/jjhep.2021.12.022. Epub 2021 Dec 30. Erratum in: J Hepatol. 2022 Jul;77(1):271. doi:

10.1016/j.jhep.2022.03.024.  PMID:  35120736; PMCID: PMC11090185]  Ilo HekoTopbIM naHHBIM y 82%
norppoTrdecknx manueHtoB ¢ [1bX wabmromaercsa T, a y 34% - III' «BBICOKOTO pHCKa»

(TpamveHT JaBieHUs B IEYCHOYHON BEHE > 12 MM PT. CT.). [Warnes TW, Roberts SA, Smith A, Cope VM, Vales P,

Haboubi NY, McMahon RF. Portal hypertension in primary biliary cholangitis: prevalence, natural history and histological correlates. Eur J
Gastroenterol  Hepatol. 2021 Dec 1;33(12):1595-1602. doi: 10.1097/MEG.0000000000002033. PMID: 33323761.] B opyeom

PETPOCTIEKTUBHOM HcciefoBaHnn 'y 24,2% Onuia BeisiBiieHa [1° Ha TOTMPPOTHIECKOM CTAANH. [Hu

YF, Li SX, Liu HL, Du ZX, Wang SS, Chen MY, Wang L, Xiong QF, Zhong YD, Liu DX, Yang YF. Precirrhotic Primary Biliary Cholangitis with
Portal Hypertension: Bile Duct Injury Correlate. Gut Liver. 2024 Sep 15;18(5):867-876. doi: 10.5009/gnI230468. Epub 2024 Apr 16. PMID:



38623061, PMCID: PMC11391138]. BwpkuBaemocts 0e3 TII y mammentoB ¢ IIBX Ha panneit
THCTOJIOTHYECKON CTaJuM ¢ KIuHU4Yecku 3HauuMoi [1I" 3HaumrensHo Hmxke, yeM Oe3 Hee. Ilpu
3TOM Haubojiee 3HAUYUMBIM HEOJIAroNpUATHBIM IPOrHOCTUYECKUM  (DaKTOpoM  siBiIsiecs

CINICHOMCTAJIMs Ha PaHHUX CTAAUAX T16X. Zhang Y, Lai H, Chen J, Lai R, Lin X, Lin S, Liu B, Lin Q, Wang B, Zheng Q.
Clinically significant portal hypertension in patients with primary biliary cholangitis: Clinicopathological features and prognostic value. Ann

Hepatol. 2025 Jan-Jun;30(1):101577. doi: 10.1016/j.a0hep.2024.101577. Epub 2024 Sep 12. PMID: 39276989. OTINCaHO pa3BUTHE
peuuauBUpyromux kpoporeueHuil u3 BPB mumeBoga y manuenrta ¢ 116X B orcyrctBue LII,
KOTOpblE B KOHEYHOM WTOTE€ TMPHBEIM K HEOOXOJMMOCTH BBITIOJNHEHUS  OMNEpalyu

TPAHCHIOTYJISIPHOTO BHYTPUIMEYCHOUYHOTO mopTtocucteMHoro myHtupoBanus (TIPS). [Maikani kv,

Jesudian AB, Luo JJ, Schonfeld EA. Noncirrhotic portal hypertension in primary biliary cholangitis with coexisting CREST syndrome. Clin Res
Hepatol Gastroenterol. 2023 May;47(5):102114. doi: 10.1016/j.clinre.2023.102114. Epub 2023 Mar 24. PMID: 36967074.]

Nmerorcss nanHbie 0 TOM, 4TO paHHee Haudajo Tepanuu Y IXK** moxeT 3ameniauTh

Pa3BUTUC BAPpUKO3HOI'O paClIMPCHHA BEH MUIICBOAA Y MMAIUCHTOB C I1BX. [Kawata K, Joshita S, Shimoda S,

Yamashita Y, Yamashita M, Kitsugi K, Takatori S, Ohta K, Ito J, Shimoyama S, Noritake H, Suda T, Harada K. The ursodeoxycholic acid response
score predicts pathological features in primary biliary cholangitis. Hepatol Res. 2021 Jan;51(1):80-89. doi: 10.1111/hepr.13584. Epub 2020 Dec
12. PMID: 33080094.; Huet PM, Vincent C, Deslaurier J, Coté J, Matsutami S, Boileau R, Huet-van Kerckvoorde J. Portal hypertension and
primary biliary cirrhosis: effect of long-term ursodeoxycholic acid treatment. Gastroenterology. 2008 Nov;135(5):1552-60. doi:
10.1053/j.gastro.2008.07.019. Epub 2008 Jul 23. PMID: 18722374. Hu YF, Li SX, Liu HL, Du ZX, Wang SS, Chen MY, Wang L, Xiong QF, Zhong
YD, Liu DX, Yang YF. Precirrhotic Primary Biliary Cholangitis with Portal Hypertension: Bile Duct Injury Correlate. Gut Liver. 2024 Sep
15;18(5):867-876. doi: 10.5009/gni230468. Epub 2024 Apr 16. PMID: 38623061; PMCID: PMC11391138.]

Xupyprudeckue acrekThl JedeHnus ociokHeHui III', Takmx kak pe3nCTEeHTHBIM acIuT,
pEeMINBHPYIOIIEE KPOBOTEUCHNE U3 BAPUKO3HBIX BEH MUIIEBOIA MOAPOOHO pacCMaTpUBAIOTCS B
JEUCTBYIONNX KIMHUYECKUX pekoMeHmanusax «Lluppo3 u ¢pubpo3 nedeHn». [KP M3P® Luppos u dudpos
newenu. 2025 2. OCOOCHHOCTEH B JieueHH nanmeHToB ¢ [16X, mo cpaBHeuto ¢ npyrumu Bugamu 11,

HE UMECTCH de Franchis R, Bosch J, Garcia-Tsao G, Reiberger T, Ripoll C; Baveno VII Faculty. Baveno VII - Renewing consensus in portal

hypertension. J Hepatol. 2022 Apr;76(4):959-974. doi: 10.1016/j jhep.2021.12.022. Epub 2021 Dec 30. Erratum in: J Hepatol. 2022 Jul;77(1):271.
doi: 10.1016/j.jhep.2022.03.024. PMID: 35120736, PMCID: PMC11090185.

[MpoBenenne YHIOCKOMMYECKOTO JICUCHHS BAPUKO3HOTO PACIIMPEHHS BEH Y TAallUEHTOB C
I1bX u ocnoxxneHusasMulll” B OTCYTCTBUM LIMPPO3a YBEIUYMUBACT MPOAOJIKUTEIBHOCTD KU3HU 0€3

TPpaHCIUIAaHTAUWU NICYCHU [ Younossi, Zobair M. MD, MPH, FACG, AGAF, FAASLD'; Bernstein, David MD?; Shiffman, Mitchell L.
MD?; Kwo, Paul MD*; Kim, W. Ray MD’; Kowdley, Kris V. MD®; Jacobson, Ira M. MD’. Diagnosis and Management of Primary Biliary

Cholangitis. The American Journal of Gastroenterology 114(1):p 48-63, January 2019. | DOI: 10.1038/s41395-018-0390-3] vy IIalfMeHTOB
¢ LI npornoctuueckoro kiacca B u C mo Yainpa-I1pio ¢ BapuUKO3HBIM pacIIUPEHUEM BEH
BBICOKOTO pHCKa KOMOWHAIMS MEPOPATBHOTO KapBEAWIONA U dHIOCKOIMYECKOTO JINTHPOBAHUS
BEH IUILEBOJA AJIS NEPBUYHON NPO(UIAKTUKH BAPUKO3HOTO KpOBOTEUEHUs Oosiee F(pPeKTHBHA,

yeM JIr00as 13 3TUX TepaHI/Iﬁ 10 OTACIBHOCTMU. [Tevethia HV, Pande A, Vijayaraghavan R, Kumar G, Sarin SK. Combination

of carvedilol with variceal band ligation in prevention of first variceal bleed in Child-Turcotte-Pugh B and C cirrhosis with high-risk oesophageal
varices: the 'CAVARLY TRIAL'. Gut. 2024 Oct 7;73(11):1844-1853. doi: 10.1136/gutjnl-2023-331181. PMID: 39067870, You H, Ma X, Efe C,
Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma
BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka



A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022
Feb;16(1):1-23. doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627; PMCID: PMC8843914.]

TpaHCBIOTYIISIpHOE BHYTpUIIEUeHOUHOE nopTocucteMHoe myHtuposanue (TIPS) — meron,
MO3BOJIIOIIUAYTYUIINTh  KayeCTBO JKM3HM TMAlUEHTa C PE3UCTEHTHBIM aCLUUTOM U
PELUUINBHPYIOIMMU KPOBOTEUYECHUSIMU M3 BaPUKO3HBIXBEH MULIEBOJA U JKEIYJKa, KOTOPBIA HE

TOJIBKO CHMXXA€T PUCK ITIOBTOPHBIX KpOBOTC‘ICHI/Iﬁ, HO U IIOBBIIACTBBIXKMBACMOCTD B LICJIOM. [Albillos

A., Banares R., Gonzalez M., Catalina M.V., Molinero L.M. A metaanalysis of transjugular intrahepatic portosystemic shunt vs. paracentesis for
refractory ascites. J Hepatol 2005; 43: 990-996, Bai M., Qi X.S., Yang Z.P., Yang M., Fan D.M., Han G.H. TIPS improves liver transplantation-
firee survival in cirrhotic patients with refiactory ascites: an updated meta-analysis. World J Gastroenterol 2014, 20: 2704-2714.; Chen R.P., Zhu
Ge X.J., Huang ZM., Ye X.H., Hu C.Y., Lu G.R., et al. Prophylactic use of transjugular intrahepatic portosystemic shunt aids in the treatment of
refractory ascites: metaregression and trial sequential meta-analysis. J Clin Gastroenterol 2014; 48: 290-299; J.C. Garcia-Pagan, S. Saffo, M.
Mandorfer, G. Garcia-Tsao. Where does TIPS fit in the management of patients with cirrhosis? JHEP Reports Innov Hepatol, 2 (2020), Article
100122, 10.1016/j.jhepr.2020.100122; [de Franchis, Roberto et al. “Baveno VII - Renewing consensus in portal hypertension.” Journal of
hepatology vol. 76,4 (2022): 959-974. doi:10.1016/j.jhep.2021.12.022; Manuel Mendizabal, Guilherme Grossi Lopes Cangado, Agustin Albillos,

Evolving portal hypertension through Baveno VII recommendations, Annals of Hepatology, Volume 29, Issue 1, 2024, 101180; ﬂHirschﬁeld GM,

Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D, Walmsley M,
Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management guidelines. Gut.
2018 Sep;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060; PMCID: PMC6109281.].

PetpocniektuBHoe KU moxazano, uro TIPS B newenun [1I" npu [16X Tak xe 3¢ dexTuBHO,

kak npu LI1 BUpyCHOI 3THOJOTUU. [TONG YR, YIN XC, ZHANG W, et al. Efficacy of rransjugular intrahepatic portosystemic

shunt in treatment of primary biliary cholangitis with portal hypertension[J]. J Clin Hepatol, 2023, 39(2): 333-338. DOI: 10.3969/}.issn.1001-
5256.2023.02.012

3.2.1. TpaHcnJIaHTANMS NIEeYEHU

Tpancmmanranmss nededn (TII) mpu I1IBX BemomHseTCs C  [ETbIO  JICUCHUS
JeKoMIeHcHpoBaHHOTo 1uppo3a; '[P, a Taxke ecau HEKOTOpbIE CUMITOMBI M OCJIOXKHEHUS

camMoro 3a00JIeBaHMs HE MOAAArOTCA KOHTPOJIIO C IIOMOIUIBIO J'IeKapCTBCHHOf/i TEpanuu. Chascsa DMH,
Lindor KD. Emerging therapies for PBC. J Gastroenterol. 2020 Mar;55(3):261-272. doi: 10.1007/500535-020-01664-0..PMID: 31970467

pmcip: Pmc7026299 [lpu [IBX 1- u 5-nmeTHssa BeKuBaeMocTh nanuenTtoB nocie TII cocrapnser 93—
94% u 82-90% COOTBETCTBEHHO, a MOKa3aTeal BBDKHBAEMOCTH TPAHCIUIAHTATA COCTABJISIOT OT
85 1o 86% B Teuenue 1 roma u ot 81 1o 82% B TeueHUE S5 JNET U SABISIOTCS OJHUMH U3 CaMBIX

BBICOKHX II0 CPABHCHUIO C APYTUMH MOKA3aHUAMH K TII & Kashyap, S. Safadjou, R. Chen et al. Living donor and

deceased donor liver transplantation for autoimmune and cholestatic liver diseases: an analysis of the UNOS database, Journal of Gastrointestinal

Surgery, 2010 vol. 14, 9, pp. 1362—1369.

Pexkomenpyercs paccmorpers BbinoJiHeHue TII y nanueHToB ¢ nekomneHcupoBanHbiM II1,

BbI3BaHHBIM I1BX, 1J151 npepoTBpaleHus1 JIeTAJIBLHOI0 HCXO0/AA.

Levy C., Primary Biliary Cholangitis Guidance Update: Implications for Liver Transplantation. Liver Transpl, 2018. 24(11): p. 1508-1511.
///Lindor K.D., Bowlus C.L., Boyer J., et al., Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of
Liver Diseases. Hepatology, 2019. 69(1): p. 394-419.//European Association for the Study of The L., EASL Clinical Practice Guidelines: The
diagnosis and management of patients with primary biliary cholangitis. J Hepatol, 2017. 67(1): p. 145-172. //Martin E.F., Liver Transplantation
for Primary Biliary Cholangitis. Clinics in liver disease, 2022. 26(4): p. 765-781. ///Hnvuncrkuii U.M., Lupyrvnukosa O.M. Tpancnaanmayus
neveHu nayueHmam ¢ nepeudHsIM OUIUADHLIM XONAHSUMOM (0030p Tumepamypul). BecmHux mpancnianmono2uu u UCKyCCmeeHHvlX OpeaHO8.
2022;24(1):15-22. https://doi.org/10.15825/1995-1191-2022-1-15-22///R. Kashyap, S. Safadjou, R. Chen et al. Living donor and deceased donor




liver transplantation for autoimmune and cholestatic liver diseases: an analysis of the UNOS database, Journal of Gastrointestinal Surgery, 2010
vol. 14, 9, pp. 1362-1369.

YpoBenb yoeauteabHocTH pekoMenaauuii B (YpoBeHb 10cToBepHOCTH J0KAa3aTebCTB 1)

Kommenmapuu. B 1980-x tomax [IbX Obim ocHOBHBIM mokazanueM K TII, HO mosBieHUE
teparmu YJIXK ynydmmino Tedenue 3a0oieBaHUsS W BbDKHBAEMOCTh. [[03TOMY KOIMMYECTBO
nanueHToB ¢ [1bX ¢ gexomnencupoBanubiM LI, koTopeim TpeOyercsa TII, pe3ko cHuU3MIOCH 3a

NOCIECOAHUE ACCATUIICTUA. Khungar V. and Goldberg D.S., Liver Transplantation for Cholestatic Liver Diseases in Adults. Clinics in

liver disease, 2016. 20(1): p. 191-203. J. Lee, A. Belanger, J. T. Doucette, C. Stanca, S. Friedman, and N. Bach, “Transplantation trends in
primary biliary cirrhosis, ”Clinical Gastroenterology and Hepatology, vol. 5, no. 11, pp. 1313—1315, 2007. \\ Mijic M, Saric 1, Delija B, Lalovac
M, Sobocan N, Radetic E, et al. Pretransplant Evaluation and Liver Transplantation Outcome in PBC Patients. Can J Gastroenterol Hepatol.
2022. 22;2022:7831165. doi: 10.1155/2022/7831165. PMID: 35910038, PMCID: PMC9337972.  Huvunckui U.M., Lupyrvnuxosa O.M.
Tpancnianmayusi neuenu NAYUeHmam ¢ NePEUHHLIM OULUAPHBIM XONAH2UMOM (00630p Aumepamypsl). BECTHHK TPaHCIUIAHTOJIOTUH W

HCKYCCTBEHHBIX OpraHoB. 2022;24(1):15-22. https://doi.org/10.15825/1995-1191-2022-1-15-22

HGKOMHCHCQ.I_II/IS I_IH u HOTpe6HOCTB B TII B 0CHOBHOM BO3HHMKAET Yy NallMCHTOB, HC OTBCYAIOIIUX

Ha 63.31/ICHy}0 TCpaIuo UWink Mpu NOo3JHEM BBISABJICHUN 3a00JI€BAHUS. Carbone M, Mells GF, Pells G, Dawwas

MF, Newton JL, Heneghan MA, et al; UK PBC Consortium,; Sandford RN, Alexander GJ, Jones DE. Sex and age are determinants of the clinical
phenotype of primary biliary cirrhosis and response to ursodeoxycholic acid. Gastroenterology. 2013 Mar,;144(3):560-569.e7; quiz el3-4. doi:
10.1053/j.gastro.2012.12.005. Epub 2012 Dec 12. PMID: 23246637. \\Aguilar MT, Carey EJ. Current Status of Liver Transplantation for Primary
Biliary Cholangitis. Clin Liver Dis. 2018 Aug;22(3):613-624. doi: 10.1016/j.cld.2018.03.011. PMID: 30259857. \\\Harms M.H., Lammers W.J.,
Thorburn D., et al., Major Hepatic Complications in Ursodeoxycholic Acid-Treated Patients With Primary Biliary Cholangitis: Risk Factors and

Time Trends in Incidence and Outcome. Am J Gastroenterol, 2018. 113(2): p. 254-264. OwubKa! HeAOI’IYCTMMbIFI ob6beKT

rMNepCCbINKU. R. Kashyap, S. Safadjou, R. Chen et al. Living donor and deceased donor liver transplantation for

autoimmune and cholestatic liver diseases: an analysis of the UNOS database, Journal of Gastrointestinal Surgery,

2010 vol. 14, 9, pp. 1362—-1369

Pexomennyercst y nanuenToB ¢ IIBX u gexomnencuposanubsiM LI npoBoAuTH OLEHKY MO
mwkaje MELD-Na u npu 3HavyeHum 15 OasioB u  0oJiee HampaBJisiTb B LEHTP
TPAHCIVIAHTAIMHU JJs BHeceHuss B Jlucr oxumanusa TII ¢ menbo npenorBpamieHus

JETAJIBHOI'0 UCX0da

Zhou K, Dodge JL, Xu E, Emamaullee J, Kahn JA. Excess liver transplant waitlist mortality for patients with primary biliary cholangitis under
MELD-Na allocation. Clin Transplant. 2022 Feb;36(2):el14527. doi: 10.1111/ctr.14527. Epub 2021 Nov 16. PMID: 34731515. /Levy C., Primary
Biliary Cholangitis Guidance Update: Implications for Liver Transplantation. Liver Transpl, 2018. 24(11): p. 1508-1511.//Lindor K.D., Bowlus
C.L., Boyer J., et al., Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases.
Hepatology, 2019. 69(1): p. 394-419.European Association for the Study of The L., EASL Clinical Practice Guidelines: The diagnosis and
management of patients with primary biliary cholangitis. J Hepatol, 2017. 67(1): p. 145-172./ Martin E.F., Liver Transplantation for Primary
Biliary Cholangitis. Clinics in liver disease, 2022. 26(4): p. 765-781. ///Goyes D, Barba R, Medina-Morales E, Saberi B, Patwardhan V, Bonder
A. Waitlist mortality in patients with autoimmune liver diseases. Ann Hepatol. 2022 Nov-Dec;27(6):100742. doi: 10.1016/j.aohep.2022.100742 ///
Mijic M, Saric I, Delija B, Lalovac M, Sobocan N, Radetic E, Martincevic D, Filipec Kanizaj T. Pretransplant Evaluation and Liver Transplantation
Outcome in PBC Patients. Can J Gastroenterol Hepatol. 2022 Jul 22;2022:7831165. doi: 10.1155/2022/7831165. PMID: 35910038; PMCID:
PMC9337972.  //Mottershead M, Neuberger J. Transplantation in autoimmune liver diseases. World J Gastroenterol. 2008
7,14(21):3388-95. doi: 10.3748/wjg.14.3388. PMID: 18528936, PMCID: PMC2716593. ///Lindor K.D., Bowlus C.L., Boyer J., et al.,
Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology, 2019. 69(1): p.
394-419. ///European Association for the Study of The L., EASL Clinical Practice Guidelines: The diagnosis and management of patients with
primary biliary cholangitis. J Hepatol, 2017. 67(1): p. 145-172.

YpoBenb yOenutegbHOCTH pexkoMenaamuii B (YpoBeHb /10CTOBEpPHOCTH

JI0Ka3aTeJbCTB 2)



Kommenmapuu. Ilpornoctuueckuii kinacc LIl mo Yaing-Ilsto m mxama MELD (u eee

MO,I[I/I(bI/IKaHI/II/I), HCIIOJIB3YIOTCA IMOBCEMECTHO IJIA OIPEACIICHUSA IIPUOPUTETOB B JIMCTE OKHUIAaHUA
[Wiesner R, Edwards E, Freeman R, Harper A, Kim R, Kamath P, et al. Model for end-stage liver disease (MELD) and allocation of donor livers.

Gastroenterology  2003;124:91-96]. MELD 103BOJIIE€T NPOTHO3UPOBATH 3-MECAYHYIOJNIETAIBHOCTE Yy

NalxeHTOB C TCPMUHAJIbHBIMHA 3a00JIeBaHUSAMHU IICUCHU [Habib S, Berk B, Chang CC, Demetris AJ, Fontes P, Dvorchik

1, et al. MELD and prediction of post-liver transplantation survival. Liver Transpl 2006,12: 440—447.]. B HacTosiiiee BpeMsi IPHOPHUTET OTJAaeTCs
mkane MELD-Na [Machicao VI. Model for End-Stage Liver Disease-Sodium Score: The Evolution in the Prioritization of Liver Transplantation.
Clin Liver Dis. 2017 May;21(2):275-287. doi: 10.1016/j.cld.2016.12.014].

[Ikama MELD-Na ocHOBaHa Ha ONpeIeIeHUH JOrapu(pMUIecKOi 3aBHCUMOCTEH COIEpIKaHUS
KpeaTtuHuHa, Ounupyomna, MHO u Hatpus B cwiBOopoTke KpoBU (cM. [Ipmnoxkenne). OHna
MO3BOJISIET YTOYHUTh KPAaTKOCPOUHBIN MPOrHO3 JIETAIBHOIO UCXO0Ja M OLIEHUTh HEOOXOAUMOCTb
HaIlpaBJIEHUs] B ILEHTpP TpaHciuiaHTauuu. CyIIecTBYIOT IEKTPOHHBIE KaJbKyJATOPbI IJIs

ObIcTpOrOo pacyera: http://transpl.moscow/calc/meld, https://medicalc.pro/meld u ap.

Hakommen omeir mpumenenuss mnokasarens MELD 3.0, mpm pacdere KOTOpPOTO
HCTIONIB3YIOTCS 3HAYCHHS aJIbOYMUHA, TIOJ ¥ BO3PACT KaHIUAaTa. Ero UCmoib30BaHue MO3BOJISCT
HECKOJIbKO TIOBBICHTH TIPUOPHUTET KEHIIMH B JINCTE OXKUJAHUA (4TO BakHO mpu [1bX, yuutsiBas

€ro TeHJCPHBIE OCOOCHHOCTH) M 00JIee TOYHO OMPEACISAT NPOTHO3. Lim J, Kim JH, Lee A, Han JW, Lee SK,

Yang H, et al. Predicting Mortality and Cirrhosis-Related Complications with MELD3.0: A Multicenter Cohort Analysis. Gut Liver. 2025 May
15;19(3):427-437. doi: 10.5009/gni240584. Epub 2025 Apr 11. PMID: 40211907; PMCID: PMC12070204.

B 10 xe BpeMs B KpYITHOM HUCCJE€IOBaHUU MOKa3aHO, 4yTO oleHka no mkane MELD-Na

HEOOOUCHUBACT PUCK CMCPTH B JIMCTC OKUAAHUA JJIA ITIAITUCHTOB C IIbX mo CpaBHCHUIO C IPpYT'UMH

3a00JIeBaHUSAMH. Zhou K, Dodge JL, Xu E, Emamaullee J, Kahn JA. Excess liver transplant waitlist mortality for patients with primary
biliary cholangitis under MELD-Na allocation. Clin Transplant. 2022 Feb;36(2):e14527. doi: 10.1111/ctr.14527. Epub 2021 Nov 16. PMID:

34731515, Ilokazarens MELD He yyuThIBaeT BIUAHMA Ha TMPOTHO3 IS JKU3HU TaKUX OCIIOKHEHHM
LII, xak pEe3WCTEHTHBIH AacIWT, PEIUIUBHPYIONINE TaCTPOWMHTECTHHAIBHBIE KPOBOTEUYCHWS,
sHIedaNToNaTHsl, HAININE 3JI0KAaYeCTBEHHOTO HOBOOOpa3oBaHus meueHu. CMEPTHOCTh OOJbHBIX

[1bX B Jlucte 0XKuIaHUs BBIIIE IO CPABHEHHUIO C APYTHMH 3a00JICBAHUSAMU TICUCHH. Singal A.K., Fang

X., Kaif M., et al., Primary biliary cirrhosis has high wait-list mortality among patients listed for liver transplantation. Transpl Int, 2017. 30(5): p.
454-462.

HOSTOMy MOr'yT OBITh HCIIOJIB30BAHbI AOMOJIHUTCJIBHO PA3JIMYHBIC CUCTEMbI KOPPCKIHNU

0asioB MELD, OMpeACIACMBIC JIOKAJIbHBIMHU PEKOMCHAAIUAMU TPAHCIIJIAHTAIIMOHHOI'O LICHTpPA

Mijic M, Saric I, Delija B, Lalovac M, Sobocan N, Radetic E, etal. Pretransplant Evaluation and Liver Transplantation Outcome in PBC Patients.
Can J Gastroenterol Hepatol. 2022 22;2022:7831165. doi: 10.1155/2022/7831165. PMID: 35910038; PMCID: PMC9337972

Goldberg DS, Olthoff KM. Standardizing MELD Exceptions: Current Challenges and Future Directions. Curr Transplant Rep. 2014. 1;1(4):232-
237. doi: 10.1007/s40472-014-0027-4. Emie B XX Beke g manueHToB ¢ [IBX Obina paspaboraHa mMojenb

BBDKMBAeMOCTH Meio (BKIIIOYaeT BO3pacT, OmimpyOuH, anbOyMHUH, MPOTPOMOMHOBOE BpeMs,
HaJWM4YUe OTEKOB W TIPUEM JIMYPETUKOB) ¥  JUypeTHKoB) OH-IAWH  KaJbKyJIATOP:
www.mavoclinic.org/medical-professionals/transplant-medicine/calculators/the-updated-natural-




history-model-for-primary-biliary-cholangitis/itt-20434724 Ona MoXeT OBITH HCIOJIB30BAHA

JOIIOJTHUTCIIBHO. Jacob DA, Bahra M, Schmidt SC, Schumacher G, Weimann A, Neuhaus P, Neumann UP. Mayo risk score for primary
biliary cirrhosis: a useful tool for the prediction of course after liver transplantation? Ann Transplant. 2008;13(3):35-42. PMID: 18806733.

. Mijic M, Saric I, Delija B, Lalovac M, Sobocan N, Radetic E, et al. Pretransplant Evaluation and Liver Transplantation Outcome in PBC Patients.
Can J Gastroenterol Hepatol. 2022 Jul 22;2022:7831165. doi: 10.1155/2022/7831165. PMID: 35910038; PMCID: PMC9337972.

Grambsch PM, Dickson ER, Wiesner RH, Langworthy A. Application of the Mayo primary biliary cirrhosis survival model to Mayo
liver transplant patients. Mayo Clin Proc. 1989 Jun;64(6):699-704. doi: 10.1016/s0025-6196(12)65350-6. PMID: 2664365.

Texymue kputepuu BHecenus B Jluct oxuganus TII ans 6onpnbix [I6X ocHOBaHBI Ha olieHKe
MELD-Na >15, ypoBHe cbhIBOpOTOYHOTO OmmmpybmHa > 6 wmr/mn (> 102,6MKMONB\T) WU
MoKa3aTellb 1o 1mKane Melo > 7,8. Lindor K.D., Bowlus C.L. Boyer J., et al., Primary Biliary Cholangitis: 2018 Practice
Guidance from the American Association for the Study of Liver Diseases. Hepatology, 2019. 69(1): p. 394-419. OwubKa!
HEAOHVCTMMbIﬁ 06beKT rn NePCCbINKWN. European Association for the Study of The L., EASL Clinical Practice Guidelines: The
diagnosis and management of patients with primary biliary cholangitis. J Hepatol, 2017. 67(1): p. 145-172. OwunbkKa!
HEAOI'IYCTMMbIﬁ 06beKT FTMNEePCCbINKWU. Khungar V. and Goldberg D.S., Liver Transplantation for Cholestatic Liver Diseases

in Adults. Clinics in liver disease, 2016. 20(1): p. 191-203. OlIMBGKA! HegonycTMMbIA 06BEKT rMNEPCCbINIKU. Feng J,

XuJ.M., FuH.Y., et al., Prognostic scores in primary biliary cholangitis patients with advanced disease. World journal of gastrointestinal surgery,

2023. 15(8): p. 1774-1783.

Pexomenayercst HanpaBasaTh 60JbHBIX [IBX ¢ HHTeHCMBHBIM U pedpaKTePHBIM K Tepanuu
KOKHBIM 3y/10M B TpaHcIuiaHToorudeckuii Llenrp nis Buecenus B Jluer oxxuaanus TII ¢

HEJIbI0 YIYUYHICHUA KaYeCTBa KU3HU.

Levy C., Primary Biliary Cholangitis Guidance Update: Implications for Liver Transplantation. Liver Transpl, 2018. 24(11): p. 1508-1511.
//1//Lindor K.D., Bowlus C.L., Boyer J., et al., Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study
of Liver Diseases. Hepatology, 2019. 69(1): p. 394-419. /////European Association for the Study of The L., EASL Clinical Practice Guidelines: The
diagnosis and management of patients with primary biliary cholangitis. J Hepatol, 2017. 67(1): p. 145-172. /////Martin E.F., Liver Transplantation
for Primary Biliary Cholangitis. Clinics in liver disease, 2022. 26(4): p. 765-781.

YpoBeHsb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEILCTB 4)

Kommeumapuu. I[OHOJ'IHI/ITGJ'ILHBIM, XO0Td U PEAKHUM, ITOKa3aHHUEM SABJIICTCA pe(‘l)paKTepHBII)’I
KOXKHBIHN 3y, HE HOHH&IOHIHﬁCﬂ MCINKAMCHTO3HOMY JICUCHUIO. Levy C., Primary Biliary Cholangitis Guidance
Update:  Implications for Liver Transplantation. Liver Transpl, 2018. 24(11): p. 1508-1511. He CyHIE€CTBYCT
CTaHAAPTU3UPOBAHHBIX IIpaBUJI MJIA ONPEACICHUA IPHUOPUTETA IIPH TII gns manmWeHTOB C
XOJIECTATHICCKUM 3YI0M. HeHTpLI TpaHCIUIAaHTallUh MOT'YT pacCMaTpuUuBaThb Ka)KIbIN cnyqaﬁ

WHBUTyaJTBHO.

Eme omnnm nokaszanuem k TI1 sBisercst popmupoBanme ['LIP Ha ¢one [1bX. Ho B 3ToM
ciaydae — crmeayer — pykoBoacTBoBaThcs  KP  «Pak  medeHm — (TemaTOIEIUTIONISPHBIN)

(cr.minzdrav.gov.ru/preview-cr/1_4)



Pexomenayertcs B nepuoa Haxoxxaenns nanuenta ¢ [IBX B JIucre o:xxnpanus TII npoBoguts
aKTHBHOE BBISIBJICHHE U JieUeHHE OCI0KHEeHHI 3a00jieBanus U accouuupoBanubix ¢ IIBX

3a0oseBaHuil A yaydimeHus pesyiabtatos TII.

Mijic M, Saric I, Delija B, Lalovac M, Sobocan N, Radetic E, Martincevic D, Filipec Kanizaj T. Pretransplant Evaluation and Liver Transplantation
Outcome in PBC Patients. Can JGastroenterol Hepatol. 2022 Jul 22;2022:7831165. doi: 10.1155/2022/7831165. PMID: 35910038, PMCID:
PMC9337972.

YpoBenb yoeaureabHocTu pekomengauuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB 5)

Kommenmapuu. AccornpmpoBannbie ¢ [16X 3a0oyieBanus U ero crnenuUIecKUe OCIOKHEHUS
MOTYT OKa3aTh BIMSHUE Ha pe3ynbTarhl TII, mostoMy TpeOyeTcs WX BBISIBICHUE U JICUCHHE BO

BpEMA HaXOXICHUSA MMalUCHTa B JIucre OXUIOAHUA MijicM, Saric I, Delija B, Lalovac M, Sobocan N, Radetic E,
Martincevic D, Filipec Kanizaj T. Pretransplant Evaluation and Liver Transplantation Outcome in PBC Patients. Can JGastroenterol Hepatol.

2022 Jul 22;2022:7831165. doi: 10.1155/2022/7831165. PMID: 35910038; PMCID: PMC9337972.. TaK, OCTEONOPO3 SIBISIETCA
pacnpoctpaneHHbIM ocioxxkHenneM I[IBX. B to xe Bpems mauuentsl mocie TII ckiIOHHBI K
OCTEONECHHUHU U OCTEOIIOPO3Y, C OXKHUAAEMOH moTepeit KocTHOM TkaHu oT 8% 1o 18% B mepBbie 3—6
Mecsues nocae TII u 20% no 40% cioydaeB nepesnomoB B nepsblii rof nocie TII. IToaromy
npoduiIakTHKa U JiedyeHue octeornoposa a0 u nocie TII sBmstoTcs 00s3aTenbHBIMU B 00IEM

BE€ACHUU I1BX Mijic M, Saric I, Delija B, Lalovac M, Sobocan N, Radetic E, Martincevic D, Filipec Kanizaj T. Pretransplant Evaluationand
Liver Transplantation Outcome in PBC Patients. Can J Gastroenterol Hepatol. 2022 Jul 22;2022:7831165. doi: 10.1155/2022/7831165. PMID:
35910038, PMCID: PMC9337972.. /////C. J. Danford, H. D. Trivedi, K. Papamichael, E. B. Tapper, andA. Bonder, “Osteoporosis in primary

biliary cholangitis, ”World Journal of Gastroenterology, vol. 24, no. 31, pp. 3513-3520, 2018. /////M. M. Guichelaar, M. Malinchoc, J. D. Sibonga,
B. L. Clarke, and J. E. Hay, “Bone histomorphometric changes after livertransplantation for chronic cholestatic liver disease,” Journalof Bone
and Mineral Research, vol. 18, no. 12, pp. 2190-2199,2003. ///// K. Bjoro, B. Brandsceter, K. Wiencke et al., “Secondary osteoporosis in liver

transplant recipients: a longitudinal study in patients with and without cholestatic liver disease, "Scandinavian Journal of Gastroenterology, vol.

38  no.  3pp.  320-327, 2003. JlummpocHwKaromass —Tepamus  (CTaTHHBI)  JOJDKHA  OBITh
WHIWBUAYAIM3UPOBaHa Ha OCHOBE OICHKH PHCKA CEPIEYHO-COCYIUCTHIX 3a00JeBaHUN U
COITYTCTBYIOIIHX 3a00JIeBaHUMN M. /. Wah-Suarez, C. J. Danford, V. R. Patwardhan,Z. G. Jiang, and A. Bonder, “Hyperlipidaemia
in primary biliary cholangitis: treatment, safety and efficacy,” Frontline Gastroenterology, vol. 10, no. 4, pp. 401-408, 2019 OuwunbKa!
HEAOHVCTMMbIﬁ 06beKT FTMNEePCCbINKW. V. J. Cash, S. O Neill, M. E. O ’Donnell et al., “Randomized controlled trial assessing
the effect of simvastatin in primarybiliary cirrhosis,” Liver International, vol. 33, no. 8, pp. 1166-1174, 2013. OwunbKa!
HEAOHVCTMMbIﬁ 0b6beKT FTUMNEePCCbINKWU. M. A. Rajab and M. M. Kaplan, “Statins in primary biliary cirrhosis: are they safe?”
Digestive Diseases and Sciences, vol. 55, no. 7, pp. 2086-2088, 2010.

[TonpoOHO amarHoctrka u sedenwe ocnoxkHeHnit [IBX wu acconumpoBaHHBIX 3a005€BaHUN

onucansl B Pasnenax 2-4 nanuerx KP.

Pexomennyercsi y manmentoB ¢ IIBX mocae TII BwisgBasaTs Bo3BpatHbiil [IBX gus
CBOCBPEMEHHOI'0 HA3HAYeHUsl JIeYeHHS] HA OCHOBAHMHM CJIeIYIOLIHX IPHU3HAKOB:
KJIMHUYeCKUil M 1a00paTOPHbIii X0/1eCTa3, NOBbILIEHHE CHIBOPOTOYHOI'0 HMMYHOIJIO0YJIMHA

M, JAaHHBbIC MATOJ0T0-aHATOMHUYECCKOI0 UHCCJICA0OBAHUSA TKAHH IMICYCHU



OwnbKa! HEAOHVCTMMbIﬁ 0b6beKT TMNepCCbl/IKU. Weldemichael M.Y., Zhang D., and Lin J., Histopathological
Evaluation of Recurrent Primary Biliary Cholangitis after Liver Transplantation. Journal of Clinical and Translational Pathology, 2022.

2(3): p. 91-99. JN\Cromxun B.E., Canuenxo A.A., Onucos O.J1., et al., Bozepam aymoummyHHbix Ooae3Hell nocie mpaHcnianmayuu neyeHu.
Tpancnnanmonoeus, 2022. 14(4): p. 421-431. /////euberger J., Recurrent primary biliary cirrhosis. Liver Transpl, 2003. 9(6): p. 539-546.

YpoBenb yoeauteabHocTH pekoMenaanuii B (YpoBeHb 10cTOBEpPHOCTH 10KA3aTeIbCTB 4)

Kommenmapuu. Bosspar [I6X onpeznensercs kak MOBTOPHOE BO3HUKHOBEHHE 3a00JICBaHUS B

TPAHCIUIAHTATC NCUCHU. Neuberger J., Portmann B., Macdougall B.R., et al., Recurrence of primary biliary cirrhosis after liver

transplantation. N Engl J Med, 1982. 306(1): p. 1-4. Medina-Morales E., Ismail M., Barba Bernal R., et al., Two Decades of Liver Transplants

for Primary Biliary Cholangitis: A Comparative Study of Living Donors vs. Deceased Donor Liver Transplantations. Journal of clinical medicine,
2023. 12(20). OwMbKa! HegonycTMMblA 06BEKT rMNEPCCbINKWU. Ciomrun B.E., Camenxo A.A., Omcos O, et al.,
Bosepam aymoummynnulx 6onesneii nocrne mpancnaanmayuuneveny. Tpancnaanmonoaus, 2022. 14(4): p. 421-431. TepMI/IH «BO3BpaT»
0OYCJIOBJICH TeM, YTO MOHATHI pemuccus u peuuans i [16X He CymecTBYeT Ciomiun B.E., Camenxo
A.A., Onucos O[], et al., Bosepam aymoummynnvix 6onesneii nocie mpancnianmayuu nevenu. Tpancnaiaumonozus, 2022. 14(4): p. 421-431.
ITo nanHBIM 3apy0ekKHBIX UCTOUHUKOB "yacToTa Bo3Bparta [IBX cocrasnser ot 21 no 37% uepe3
10 net u npumepHo 40% uepe3 15 net nocne TIL. Aguilar M.T. and Carey E.J., Current Status of Liver Transplantation
for Primary Biliary Cholangitis. Clinics in liver disease, 2018. 22(3): p. 613-624. B poccuiickom KU, Bkmouasmem 50
PEIUITMEHTOR TPAHCIIaHTATa TIeYeHH, YacToTa BeisiBlicHUs [I6X B TeueHue 5-Tu jietT HaOIr0IeHUS
coctaBuiia 10%. Ciomxun B.E., Canuenxo A.A., Onucos O./1., et al., Bozepam aymoummynnwix 6one3Hetl nocie mpancniaHmayuy nedeHu.
Tpancnranmonoeus, 2022. 14(4): p. 421-431.

Cpenuee Bpems ot T1I mo BeisiBienns Bo3Bpara [I6X cocraBmnsier 3-5,5 N€T. Nevens F., PBC-transplantation
and disease recurrence. Best Pract Res Clin Gastroenterol, 2018. 34-35: p. 107-111. Bo3Bpar IIBX MoxkeT mpuBecTtd K
YXYALICHUIO BELKUBAEMOCTH TPAHCIUIAHTATOB UPELIMITUEHTOB, HO YaCTOTa MOTEPH TPAHCILIAHTAaTa

n3-3a BO3BpaTa I[IbX Hu3kas (1-5,4%).M0ntano—Laza A.J., Hansen B.E., Corpechot C., et al., Factors Associated With
Recurrence of Primary Biliary Cholangitis After Liver Transplantation and Effects on Graft and Patient Survival. Gastroenterology, 2019. 156(1):
p.96-107 c101. OWMBKa! HegonycTMmbI 06 beKT rMNePCCbINKWN. Carrion A.F. and Bhamidimarri K.R., Liver transplant
for cholestatic liver diseases. Clinics in liver disease, 2013. 17(2): p. 345-359. CpegHee Bpemsi oT Bo3Bparta [IBX no
ACKOMIICHCAIUX WUJIK OO0 MOTEPU TPAHCIIJIaHTaTa COCTABJIACT 6-8 HET. Manousou P., Arvaniti V., Tsochatzis E.,
et al., Primary biliary cirrhosis after liver transplantation: influence of immunosuppression and human leukocyte antigen locus disparity. Liver
Transpl, 2010. 16(1): p. 64-73. OWIMBOKa! HegonycTMMbIA 06BEKT rMNEPCCbINKW. Rowe I.A., Webb K., Gunson B.K., et
al., The impact of disease recurrence on graft survival following liver transplantation: a single centre experience. Transpl Int, 2008. 21(5): p. 459-
465.

K ¢axropam pucka Bo3Bpata [1bX mocne TII oTHOCAT: MONIOI0H BO3pacT pelMIHUEHTA -

<50 net npu auarHoctukellbX unu <60 net nipu TIMontano-Loza A.J., Hansen B.E., Corpechot C., et al., Factors
Associated With Recurrence of Primary Biliary Cholangitis After Liver Transplantation and Effects on Graft and Patient Survival.

Gastroenterology, 2019. 156(1): p. 96-107 e101. ; HECOOTBCTCTBUC 110JIa JOHOPA U pCHUIIMCHTA, a TAKIKE KOPOTKOC

Bpems onepauny; Hannune y peunnuenta HLA-B60 u HLA-DRS.

Kogiso T, Egawa H., Teramukai S., et al., Risk factors for recurrence of primary biliary cholangitis after liver transplantation in female
patients: A Japanese multicenter retrospective study. Hepatology communications, 2017. 1(5): p. 394-405.



Knmangeckue nmposiinenus Bo3spatHoro [1bX menee crieruduansl, gem nposienus [16X
B pO,Z[HOfI IICYCHU. CJIa6OCTb\YTOMJ'I}I€MOCTB u 3yna Ha0TI0IA0TCS IPUMEPHO Y 10% mamueHToB ¢
BO3BpaTOM IIBX. Carbone M., Mells G.F., Alexander G.J, et al., Calcineurin inhibitors and the IL124 locus influence risk of recurrent
primary biliary cirrhosis after liver transplantation. Am J Transplant, 2013. 13(4): p. 1110-1111.

Juarnoctrka Bo3Bpata IIBX crnoxHa W JOMKHA ONHpaThCd Ha KIMHAYECKHE,
CCPOJIOTUYCCKUE M THUCTOJOTHYCCKHUE TIPU3HAKU. K xmmangecknm npuU3HaKaM OTHOCATCHA
XO0JIECTaTHYSCKUM MMaTTCPH I[I/IC(I)YHKI_II/II/I TpaHCIUIaHTaTa IIpyu YCJIOBUU IIPOBECICHUA TII mo IoBOaY
[MbX u oTcyTCTBUM OpyTrUX NPUYXH pa3BUTH qucyHKIMU TpaHcmuianTaTa. Onpenenenne AMA
HE MMEET OOJIBIIOTO 3HA4YCHHUA, TaK KaK UX YPOBCHb AMA ocraetcs noBslieHHBIM nocie TII y
OOJIBIIIMHCTBA IMMAIMUEHTOB, 4 KOPPECIAIUA MEKIY COACPKAHNECM AMA B CBIBOPOTKE U BO3BpaTHBIM
IIBX HCCYIIECTBCHHA. Manousou P., Arvaniti V., Tsochatzis E., et al., Primary biliary cirrhosis afier liver transplantation: influence
of immunosuppression and human leukocyte antigen locus disparity. Liver Transpl, 2010. 16(1): p. 64-73. HaHpOTI/IB, CBIBOPOTOYHOC
CoACpKaHUEe IgM IIp1 BO3BpaTe [15X moBBIIIEHO MO CpaBHCHHIO C NIAITUCHTAMHU oe3 HETO, [IOOTOMY
OonpeacjICHue IgM MOXKET HUCIOJIB30BATHCA IJIA BBIACIICHUA MOATPYHIBI PEHUIIMCHTOB, KOTOPBIM
ITI0Ka3aHa JUAarHoCTuydcckasda OHOIICHS TIEYEHHU Neuberger, J.. Recurrent primary biliary cirrhosis. Liver Transplantation
9(6):p 539-546, June 2003. | DOI: 10.1053/l15.2003.50096 . XapakrepHas s [IbX mykronenus mocie TII He
ABJACTCA MATOITHOMOHHWYHBIM IIPHU3HAKOM, ITOCKOJBKYMOKET BCTPECUATHCA ITPU APYTUX 0oJe3Hax
TPAHCIUIaHTaTa Inomata Y, Tanaka K. Pathogenesis and treatment of bile duct loss after liver transplantation. J Hepatobiliary Pancreat
Surg. 2001:8(4):316-22. doi: 10.1007/5005340170003. PMID: 11521176. | HICTOJOTUICCKUMU IIpU3HaKaMu BO3BpaTa
[IbX sBnstorcs: 1) muMdommazmouuTapHbelii MHOWIBTPAT B TOPTAIBHBIX TpakTax; 2)

TUM(OUITHBIE CKOTUICHUS; 3) SIUTEINONUIHBIE TPAaHYJIeMbI; 4) IOBPEKICHUE KETIHBIX IPOTOKOB.
Hubscher S.G., Elias E., Buckels J.A., et al., Primary biliary cirrhosis. Histological evidence of disease recurrence after liver transplantation. J
Hepatol, 1993. 18(2): p. 173-184. OluMBKal HeponycTMMbIiA 06beKT rUNepPCCbINKWU. Weldemichael M.Y., Zhang D., and
Lin J., Histopathological Evaluation of Recurrent Primary Biliary Cholangitis after Liver Transplantation. Journal of Clinical and Translational

Pathology, 2022. 2(3): p. 91-99. J. Neuberger npeayio’KeHO yCeporo3UTUBHBIX NMAIMEeHTOB, nepeHecmmx TI1
o noBoay I1bX cuntaTe BO3BpaT BEPOATHBIM NPH HATUYHUU 2 TUCTOJOTHYECKHUX MPU3HAKOB, a
OIIPCACIICHHBIM — 3-X I'MCTOJIOTHYECKUX IIPU3HAKOB Neuberger J., Recurrent primary biliary cirrhosis. LiverTranspl,
2003. 9(6): p. 539-546. OT€4ECTBEHHBIE aBTOPHI IIpeyIararoT onpenenaTts Bo3spar 16X Ha ocHOBaHuM
ceponoruyeckux (AMA-M2+, noBsiiieane [gM) 1 TUCTONOTHUECKUX TPU3HAKOB U UCKITIOUECHUS
APYTUX NPUUUH TUCYHKIMH TpaHCIUIaHTaTa. M cunTaTh BO3BpAT BEPOSTHBIM ITPU HAJIMYUU BCEX
CEPOJIOTMYECKUX U 2 TUCTOJOTHYECKUX MPHU3HAKOB, & ONPEICIICHHBIM - IPH HAJIMYUHU Bcex 4
THCTOJIOTHYECKUX MPU3HAKOB \\Ciotkun B.E., Camenxo A.A., Omcos OJ]., et al, Bosspam aymouvmynnoix Goesneii nocie
mpancnianmayuu nevenu. Tpancnaanmonoeus, 2022. 14(4): p. 421-431.

I[Mpu momo3penmn ©Ha Bo3Bpar [IBX mocme TII HeoOXoaummMo  MPOBOAUTH
muddepeHInanbHy0 AMAarHOCTUKY C OCTPBIM KJIETOYHBIM OTTOPXKEHHEM, XPOHHUUECKUM

OTTOPKCHUEM, HeKapCTBeHHOﬁ I'CIIaTOTOKCUYHOCTBIO, )I(I/IpOBOfl 00JIC3HBIO TpaHCIUIaHTaTa,



UIIEMHYECKON XOJaHTHONaTHEN, OUITMAPHBIMUA CTPUKTYPAMH I OTIPECIICHUS TAKTUKH JICICHH.

Weldemichael M.Y., Zhang D., and Lin J., Histopathological Evaluation of Recurrent Primary Biliary Cholangitis after Liver Transp

Pexkomenpyercs peunnuenram, nepeHecmium TII mo mosoay IIBX, Haznauate YIXK nus

npodunakruku Bo3spara IIBX B Tpancniianrare.

Li X, Peng J, Ouyang R, Yang Y, Yu C, Lin H. Risk factors for recurrent primary biliary cirrhosis after liver transplantation: A systematic review
and meta-analysis. Dig Liver Dis. 2021 Mar;53(3):309-317. doi: 10.1016/j.d1d.2020.12.005. Epub 2020 Dec 28. PMID: 33380381 /////Pedersen
MR, Greenan G., Arora S., et al., Ursodeoxycholic Acid Decreases Incidence of Primary Biliary Cholangitis and Biliary Complications After
Liver Transplantation: A Meta-Analysis. Liver Transpl, 2021. 27(6): p. 866-875

YpoBeHb yOenuTeIbHOCTH pekoMenaauuii A (YpoBeHb JOCTOBEPHOCTH 10Ka3aTeabCTB 1)

Kommenmapuu. B wmeraaHanm3ax TIOKa3zaHO, 4To mpodumakrnyeckoe npumeHenne YAXK

CHW)XAJIO YaCTOTY BO3BpaTa IIBX. Li X, Peng J, Ouyang R, Yang Y, Yu C, Lin H. Risk factors for recurrent primary biliary
cirrhosis after liver transplantation: A systematic review and meta-analysis. Dig Liver Dis. 2021 Mar;53(3):309-317. doi:

10.1016/j.d1d.2020.12.005. Epub 2020 Dec 28. PMID: 33380381

Pedersen M.R., Greenan G., Arora S., et al., Ursodeoxycholic Acid Decreases Incidence of Primary Biliary Cholangitis and Biliary Complications
After Liver Transplantation: A Meta-Analysis. Liver Transpl, 2021. 27(6): p. 866-875

B HacTosmee Bpemsi yOeQUTENbHBIX [OKA3aTENbCTB BIMAHUS TOIO WIM MHOIO peXUMa
MOJ/IEpP’KUBAIOIIEell MMMYHOCYITPECCUBHON Tepaniy (MHTMOUTOPOB KaJblIMHEBPHHA, IIpEnapaToB
MUKO(EHOJIOBOI KMCIIOTHI ¥ a3aTHOIPUHA, & TAKXKE INIIOKOKOPTUKOCTEPOUIOB) Ha PUCK BO3BpaTa

IIBX B TPaHCIUIAHTATC HE AOCTATOYHO. Manousou P., Arvaniti V., Tsochatzis E., et al., Primary biliary cirrhosis after liver

transplantation: influence of immunosuppression and human leukocyte antigen locus disparity. Liver Transpl, 2010. 16(1): p. 64-73. /////Montano-
Loza A.J., Hansen B.E., Corpechot C., et al., Factors Associated With Recurrence of Primary Biliary Cholangitis After Liver Transplantation and
Effects on Graft and Patient Survival. Gastroenterology, 2019. 156(1): p. 96-107 el01. /////Montano-Loza A.J., Ebadi M., and Mason A.L., Reply
to: "Recurrence of primary biliary cholangitis after liver transplantation: Is Tacrolimus really worse than other drugs?" and "Goodbye for good:
Stepping away from recurrence". Gastroenterology, 2019. /////Neuberger J., Gunson B., Hubscher S., et al., Inmunosuppression affects the rate of
recurrent primary biliary cirrhosis after liver transplantation. Liver Transpl, 2004. 10(4): p. 488-491. /////Gautam M., Cheruvattath R., and Balan

V., Recurrence of autoimmune liver disease after liver transplantation: a systematic review. Liver Transpl, 2006. 12(12): p. 1813-1824.

ITo naHHBIM MeTaaHaMIM3a MPUMEHEHNE TaKPOJIMMYCa MOBBIAIO0 pyuck Bo3BpaTa [IbX LiX,
Peng J, Ouyang R, Yang Y, Yu C, Lin H. Risk factors for recurrent primary biliary cirrhosis after liver transplantation: A systematic review and

meta-analysis. Dig Liver Dis. 2021 Mar;53(3):309-317. doi: 10.1016/j.d1d.2020.12.005. Epub 2020 Dec 28. PMID: 33380381,, B To xe
BpeMsA 6omee IMO3THUEC KPYITHBIC HUCCJICAOBAHUA HE IMOATBCPKIAAIOTBIIUAHUSA KaKoro-imbo us

I/IHFI/I6I/ITOpOB KaJIbIIMHECBPHHA HA BO3BpaAT IIBX van Hooff MC, de Veer RC, Karam V, Adam R, Taimr P, Polak WG,

Pashtoun H, Murad SD, Corpechot C, Mirza D, Heneghan M, Lodge P, Oniscu GC, Thorburn D, Allison M, Metselaar HJ, den Hoed CM, van der
Meer AJ; European Liver and Intestine Transplant Association (ELITA). Type of calcineurin inhibitor and long-term outcomes following liver

transplantation in patients with primary biliary cholangitis - an ELTR study. JHEP Rep. 2024 Apr 25;6(8):101100. doi:

10.1016/j,jhepr.2024.101100. PMID:  39045337; PMCID: PMCI11263784. Owmnbka! Hepgonyctumblii 06beKT

rMNepPCCbIZIKU. Aberg F, Sallinen V, Tuominen S, Helanterd I, Nordin A. Comparison of cyclosporine and tacrolimus after liver
transplantation for primary biliary cholangitis: A propensity score-matched intention-to-treat registry study. Am J Transplant. 2025 Mar;25(3):583-

593. doi: 10.1016/j.ajt.2024.10.010. Epub 2024 Oct 12. PMID: 39401668. HOKaBaHO, 4YTO IIOKa3aHO, NPUMCHCHUE

mukodenonatay nanueHToB ¢ 16X mocie TII Obuto cBsi3aHO CO CHMKEHHEM pHCKa TOTEPH



TpaHCILUIaHTaTa U CMEPTHU, HO HE BJIMAJIO HABO3BpAaT 3a00JIEBAHHUS . van Hooff MC, de Veer RC, Karam V, Adam

R, Taimr P, Polak WG, Pashtoun H, Murad SD, Corpechot C, Mirza D, Heneghan M, Lodge P, Oniscu GC, Thorburn D, Allison M, Metselaar HJ,
den Hoed CM, van der Meer AJ; European Liver and Intestine Transplant Association (ELITA). Type of calcineurin inhibitor and long-term
outcomes following liver transplantation in patients with primary biliary cholangitis - an ELTR study. JHEP Rep. 2024 Apr 25;6(8):101100. doi:
10.1016/j.jhepr.2024.101100. PMID: 39045337; PMCID: PMC11263784.

Pexomenayercss manmentam ¢ Bo3BpatHbIiM 16X mocae TII naznavars YAXK s ero

JICUCHHUS.

J.E., Qian P., Lowell JA., et al., Recurrent primary biliary cirrhosis: peritransplant factors and ursodeoxycholic acid treatment post-liver
transplant. Liver Transpl, 2005. 11(10): p. 1252-1257 /////Pedersen M. The Possible Effects of Ursodeoxycholic Acid on Recurrent Primary Biliary
Cholangitis and Biliary Complications After Liver Transplant. Gastroenterol Hepatol (N'Y). 2021 Sep;17(9):439-442. PMID: 34602910; PMCID:
PMC8475254 /////Charatcharoenwitthaya P, Pimentel S, Talwalkar JA, Enders FT, Lindor KD, Krom RA, Wiesner RH. Long-term survival and
impact of ursodeoxycholic acid treatment for recurrent primary biliary cirrhosis after liver transplantation. Liver Transpl. 2007 Sep;13(9):1236-
45. doi: 10.1002/1t.21124. PMID: 17763401. /////Henson JB, King LY. Post-Transplant Management and Complications of Autoimmune Hepatitis,
Primary Biliary Cholangitis, and Primary Sclerosing Cholangitis including Disease Recurrence. Clin Liver Dis. 2024;28(1):193-207. doi:
10.1016/j.¢1d.2023.07.009.. PMID: 37945160; PMCID: PMC11033708.

YpoBenb yoeaureabHocTH pekoMenaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)

Kommenmapuu. Jleuenune BozBpatHoro IIBX He paspabGorano. Hwmerorcs HeOombne
uccnenoanus o seueHuro YJIXK. Tak, B paboTe, BKIIOYABIICH 52 MAIMEHTOB ¢ BO3BPATOM
[MbX, u3 koTopbix 38 momyyanu Y XK B TOM uncie B HU3KHX 103aX (CpeqHss 1o3a - 12 Mr/kr/cyT

(tmamaszoH 6,7-20 MI/KI/CyT) HOIy4€HO OMOXMMMYECKOEe, HO HE T'MCTOJOIMYEecKOoe yIydlleHHe

Charatcharoenwitthaya P, Pimentel S, Talwalkar JA, Enders FT, Lindor KD, Krom RA, Wiesner RH. Long-term survival and impact of

ursodeoxycholic acid treatment for recurrent primary biliary cirrhosis after liver transplantation. Liver Transpl. 2007 Sep;13(9):1236-45. doi:

10.1002/1t.21124. PMID: 17763401, B APpyroM HCCJICIO0BaHHUU, BKIIIOYABHICEM 16 NMaguE€HTOB C BO3BpPATOM

[IbX, nomyuaBmux Y JIXK Taxke 0TMEYEHO MO3UTUBHOE BIUAHUE HA aKTUBHOCTE LD Guy JE, gian
P, Lowell JA, Peters MG. Recurrent primary biliary cirrhosis: peritransplant factors and ursodeoxycholic acid treatment post-liver transplant.
Liver Transpl. 2005 Oct;11(10):1252-7. doi: 10.1002/it.20511. PMID: 16184542; PMCID: PMC4050662.Hp0BCZ[eHI/IC

JOKa3aTCIIbHBIX I/ICCJ'ICILOBaHI/Iﬁ 3aTpYAHCHO TEM, YTO MHOI'MEC MMAIIMCHTEI ITOCJIC TII IMPEBEHTUBHO

nonyyator Y IXK.

[MosBunmch naHHBle O mpuMeHeHHH mperaparoB 2-i guauM (OBX, ¢ubpaToB) s
neuenus Bo3BpaTHoro [1bX: onu no-Buaumomy, 6ezonacusl nocie TII 1 npUBOAST K CHUKEHHUIO

OMOXMMHYECKHX IOKAa3aTelIei.

Nadir Abbas N Rebecca Mladenovic Ellina Lytvyak et al. O39 Second-line treatment in recurrent primary biliary cholangitis after liver
transplantation: an international multicentre study July 2024Gut 73 (Suppl 1):423-A23 DOI: 10.1136/gutjnl-2024-BSG.39 : BSG LIVE 24, 17-20
June 2024, ICC Birmingham

He cymectByeT pekoMeHIalMii 0 KOPPEKIUH PEKUMOB HMMYHoOcynpeccun npu Bo3Bpate 16X

Henson JB, King LY. Post-Transplant Management and Complications of Autoimmune Hepatitis, Primary Biliary Cholangitis, and Primary
Sclerosing Cholangitis including Disease Recurrence. Clin Liver Dis. 2024;28(1):193-207. doi: 10.1016/j.cld.2023.07.009.. PMID: 37945160,

PMCID: PMC11033708. OlIMGKa! HegonyctTumbli 06 beKT runepPCCbINKW. Ciomkun B.E., Camenxo A.A., Omcos O.]T,

Hospysbexoe M.C. Bosspamaymoummynnelx 6onesueii nocie mpauncnianmayuu neuenu. ITpancnaanmonoeusn. 2022;14(4):421-431.

https://doi.org/10.23873/2074-0506-2022-14-4-421-431

3.3 UHoe JieueHHE - DKCTPOKOPIOPAJIbHLIE METO/IbI




Pexomenayercss y manmentoB ¢ IIBX npu HMHTeHCMBHOM 3yde WJIM HapacTaHUM
3HuedanonaTuu, pedpakTepHbIM K Tepanud, PaccMOTpeTh IpoOBeJeHHe MeTOA0B

IKCTPAKOPNOPAJILHON Tepanuu VISl X KOPPeKIMH.

[Krawczyk M, Liebe R, Wasilewicz M, Wunsch E, Raszeja-Wyszomirska J, Milkiewicz P. Plasmapheresis exerts a long-lasting antipruritic effect in
severe cholestatic itch. Liver Int. 2017 May;37(5):743-747. doi: 10.1111/liv.13281. Epub 2016 Nov 17. PMID: 27778443]. /////Parés A, Herrera
M, Avilés J, Sanz M, Mas A. Treatment of resistant pruritus from cholestasis with albumin dialysis: combined analysis of patients from three
centers. J Hepatol. 2010 Aug;53(2):307-12. doi: 10.1016/j.jhep.2010.02.031. Epub 2010 May 7. PMID: 20580987]. /////European Association for
the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol.
2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765. /////Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo
M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019
Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.

YpoBenb yoeauteabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 2).

Kommenmapuu.  PexomeHnanuu  psAa  TenaTOJIOTHYECKUX — acCOLMAlMid  BKIIOYAOT
IKCTPAKOPIOPaJbHYI0 TEpalui0 B MOITANHBIA MHOAXOJA K JIEYEHUIO pedpaKkTepHOro K

KOHCGpBaTHBHOfI TEpAIUN XOJIECTATUICCKOT'O 3YAQ /Lindor KD, Bowlus CL, BoyerJ, Levy C, Mayo M. Primary Biliary

Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi:
10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375. \\European Association for the Study of the Liver. EASL Clinical Practice Guidelines:
The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022.

Epub 2017 Apr 18. PMID: 28427765.B TOM YuCJIC€, YKa3bIBAlOT Ha 3(1)(1)CKTI/IBHOCTB BCT”paKOPHOpaHBHOﬁ

Teparuy ¥ peKOMEH AN AMEPUKAHCKOHN acCOIMAITUY CIICIIMATUCTOB B 001acTh adepesa /Connelly-

Smith L, Alquist CR, Aqui NA, Hofinann JC, Klingel R, Onwuemene OA, Patriquin CJ, Pham HP, Sanchez AP, Schneiderman J, Witt V, Zantek
ND, Dunbar NM. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice - Evidence-Based Approach from the Writing Committee of
the American Society for Apheresis: The Ninth Special Issue. J Clin Apher. 2023 Apr;38(2):77-278. doi: 10.1002/jca.22043. PMID: 37017433.].

MexaHu3M, ¢ IOMOILBI0 KOTOPOTO METOJIUKU IKCTPAKOPIOPATbHON reMOKOPPEKIIUU YMEHbIIAET
3yA, TOUHO He nu3BecTeH. [laTodusnonorus xonectaTudeckoro 3ya CJI0KHa U TakXkKe 710 KOHIa He
n3yueHa. Hanbonee yoenuTenbHble JaHHBIE CBUIETEIBLCTBYIOT O TOM, UTO B IIATOTeHE3e 3y1a IIpU
I[IbX npuHMMAIOT yd4acTHe OKEMYHblE KUCJIOTHI M  IUPKYJUPYIOIIUH  ayTOTOKCHUH
(mm3odocdomumaza D). AyToOTOKCHH THAPOIU3YeT JIn30(pochaTnamIXoauH B TH30(pochaTHIHYIO
KHCIIOTY, KOoTOopas BozfeicTByeT Ha G-compsbkeHHbld penentop (LPARS) knetok, mepenaBas

Curaai o 3ya€ 1mo COOTBETCTBYIOIIUM HEPBHBIM BOJIOKHAM B CIMHHOM M MO3TOBOM MO3T. [Beuers U,

Wolters F, Oude Elferink RPJ. Mechanisms of pruritus in cholestasis: understanding and treating the itch. Nat Rev Gastroenterol Hepatol. 2023
Jan;20:26-36. https://doi.org/10.1038/s41575-022-00687-7. Epub 2022 Oct 28. PMID: 36307649.

Kremer AE, van Dijk R, Leckie P, Schaap FG, Kuiper EM, Mettang T, Reiners KS, Raap U, van Buuren HR, van Erpecum KJ, Davies NA, Rust C,
Engert A, Jalan R, Oude Elferink RP, Beuers U. Serum autotaxin is increased in pruritus of cholestasis, but not of other origin, and responds to
therapeutic interventions. Hepatology. 2012 Oct;56(4):1391-400. doi: 10.1002/hep.25748. PMID: 22473838]

D¢ (HeKTUBHOCTh IKCTPAKOPIIOPATBHON Tepanuu, 1O BCEH BUAMMOCTH, AacCOIMUPOBaHA C
3JMMMHALMEHN JKETYHbIX KHCJIOTH ayTOTOKCHHA M3 CHUCTEMHOTO KPOBOOOPAIICHHS, TOAABIISS

mpouecc, BBI3BIBaIOH.[HI>i 3Y I [Connelly-Smith L, Alquist CR, Aqui NA, Hofinann JC, Klingel R, Onwuemene OA, Patriquin CJ, Pham

HP, Sanchez AP, Schneiderman J, Witt V, Zantek ND, Dunbar NM. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice - Evidence-
Based Approach from the Writing Committee of the American Society for Apheresis: The Ninth Special Issue. J Clin Apher. 2023 Apr;38(2):77-
278. doi: 10.1002/jca.22043. PMID: 37017433.].



Cpean METOAMK HKCTPAKOPIOPATBHON FreMOKKOPPEKLINH, UCTIONb3YEeMbIX JIsl CHUKECHHUSA 3y1a IIPH
Xosecrase, Haubosee MCCIIEOBAaHHBIMM SIBJISIOTCS IUIa3MOOOMEH U aJlbOYMHHOBBIA TUAU3.
Knunnueckas 3¢ (pekTHBHOCTH M 6€301acHOCTb M1a3Mo00MeHa u3BecTHa Ooinee 40 1eT 1 moka3zaHa

B psaac CCpI/Iﬁ KIIMHUYCCKUX CIIYYACB [Geerdink P, Snel P, van Berge Henegouwen GP, et al. Treatment ofintractable pruritus in

patients with cholestatic jaundice by plasmaexchange and plasma perfusion. Neth J Med. 1978;21(6):239-244.

Chkheidze R, Joseph R, Burner J, et al. Plasma exchange for the management of refractory pruritus of cholestasis: a report of three cases and

review of literature. J Clin Apher. 2018;33:412-418]. B Han0oiiee KPyITHOM MPOCIIEKTUBHOM MOHOLIEHTPOBOM
KOTOPTHOM HCCJIEZIOBAaHMU IUIa3MOOOMEH MoKa3amd()(EeKTUBHOCTh B CHIDKEHMU 3yJa, YPOBHS
OmwnpyOMHa 1 aKTHBHOCTH TPAHCAMHHA3, @ TAK)KE TIOBBIIIAN KAYeCTBO KU3HUY 17 MallMeHTOB C
XPOHUYECKHUM XOJIECTa30M, pepakTepHbIM K KOHCEpBATHBHOW Tepamuu, B ToMm uucie c¢ LI,
s dexTcoxpansics B TedeHue 90 cyTok mociue npoBeaeHus adepe3Hon TePANUH [Krawezyk M, Licbe R,

Wasilewicz M, Wunsch E, Raszeja-WyszomirskaJ, Milkiewicz P. Plasmapheresis exerts a long-lasting antipruritic effect in severe cholestatic itch.
Liver Int. 2017 May;37(5):743-747. doi: 10.1111/liv.13281. Epub 2016 Nov 17. PMID: 27778443].

BaxxHo, uTo mna3zmMooOMeH 06T 6e30naceH ¥ 3PPEKTUBHO CHIXKAI 3y/] B TOM YHCIIe Y OEpeMEHHBIX

JKEHIOUH. (cm. pa306ﬂ3.1.4.1 BepeMeHHOCTB Inpu I1IBX ) [Heerkens M, Dedden S, Scheepers H, et al. Effect of
plasmapheresis  on  cholestatic ~ pruritus and  autotaxin  activity —during pregnancy. Hepatology. 2019  Jun;69:2707-2710.

https://doi.org/10.1002/hep.30496. Epub 2019 Feb 14. PMID: 30614557;PMCID: PMC6593664. OwnbKa! HEAOHVCTMMbIﬁ

ob6beKT run €PCCbINKW. Alallam A, Barth D, Heathcote EJ. Role of plasmapheresis in the treatment of severe pruritus in pregnant patients

with primary biliary cirrhosis: case reports. Can J Gastroenterol 2008:505-507.] (cm. p3zen

AMepHKaHCKasi acCOLMaIysl CIIeUATUCTOB B 00JIacTH adepesa Il Teparui X0IeCTaTHIeCKOTo
3yJla pEKOMEHIYET CICAYIONINNA PeXUM TutazMooOMeHa: o0beM 1-1,5 oObeMa mupKyIupyromei
IUIa3Mbl U KPaTHOCTH MPOBEJEHUS MPOLEAYpP - CHadaja 3 mpouenypsl (€KeHEIeNbHO WU pa3 B
JIBE HE/IENH), 3aTeM 2-4 pa3a B MecsLl Ul NOoAJIepKaHus KIMHIYeckoro agdexra. Takxke ykazaHo
YTO MPEIIOYTUTEIFHON CPEeIoi 3aMEIIICHHUS SBISETCSI M300HKOTHIECKUH 5% pacTBOp anp0yMuHa

YCJIOBECKA [Connelly-Smith L, Alquist CR, Aqui NA, Hofmann JC, Klingel R, Onwuemene OA, Patriquin CJ, Pham HP, Sanchez AP,

Schneiderman J, Witt V, Zantek ND, Dunbar NM. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice - Evidence-Based Approach
from the Writing Committee of the American Society for Apheresis: The Ninth Special Issue. J Clin Apher. 2023 Apr;38(2):77-278. doi:

10.1002/jca.22043. PMID: 37017433.]. TOKQ3aHUEM JUIS BBEJICHHUS CBEXKE3aMOPOKEHHOM IUIa3Mbl B HEPUO[
nposeeHus kypca [10 MoxeT ObITh BBICOKHH PUCK Pa3BUTHEM IeMOpPpParn4eckoro CHHApoOMa Ha

¢doHe cHIKeHHs YpoBHs (MOpHHOreHa B IUIa3Me KPOBM MALMEHTa MeHee | I/I1. [Chkheidze R, Joseph R,

Burner J, et al. Plasma exchange for the management of refractory pruritus of cholestasis: a report of three cases and review of literature. J Clin

Apher. 2018;33:412-418.]

MomnoneHTpoBoe KoropTHoe uccienoBanue Ha 13 mammenrtax I1bX ¢ 3ygoM m xpoHudeckoin
CJ1a00CTHI0\yTOMIIIEMOCTBIO NTOKa3aJI0 KIMHUYECKYI0 dpdekTuBHOCTh [10 B yMeHbIIeHHH 3y/a,

nu CHa6OCTI/I\YTOMHHeMOCTI/I [Wunsch E, Kruk B, Snarski E, Basak G, Krawczyk M, Milkiewicz P. Plasmapheresis in the treatment of

chronic fatigue in patients with primary biliary cholangitis. Pol Arch Intern Med. 2021 Feb 26,131(2):205-207. doi: 10.20452/pamw.15690. Epub
2020 Nov 25. PMID: 33236867].



B pexomeHmanmsx 3apy0eKHBIX TeNaToJIOTHIECKUX aCCOMANA YKa3bIBETCS Ha OTEHIIMATBHYTO
spdexkruBHocTs mpu [16X MeTonoB ansOyMHHOBOTO JHainM3a, TaKHX KaK MOJICKYJSPHOM
azcopbupytonieit permpkynupytomeii cuctemsl (Molecular Adsorbent Recirculating System
(MARS)) unu meToJ1 cenapanuu u afacopOouuu dhpakimoHupoBanHoi miasmel (fractionated plasma

separation and adsorption system, FPSA unu Prometheus)

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the
Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.

European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary
biliary cholangitis. J Hepatol. 2017 Jul;67(1):145-172. doi: 10.1016/j.jhep.2017.03.022. Epub 2017 Apr 18. PMID: 28427765.

Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D,
Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis].

AnbOyMUHOBBIN Main3, B OTJIMYME OT IUIa3MOOOMEHa, KOTOPBI HEM30UPATEeNbHO YalsieT BCO
IU1a3My, BKJIIOYas aHTUTENa, TOPMOHBI, HCIOJIb3YeT KOMOMHALMIO AMAIM3HOM METOAMKU C
BO3MOXHOCTbBIO yJJaJIeHHs BOJOPACTBOPUMBIX TOKCHHOB (TaKMX KaKk aMMMaK, MOUEBHHA, raMMa-
aMHHOMACIISTHOM KHUCIIOTHI, aKTUBHBIE (OPMBI KHCIOpPOIA), ¢ COPOLMOHHBIMH METOJaMHU Ha
OCHOBE YTOJIbHBIX COPOEHTOB U MOHHO-OOMEHHBIX CMOJ I yJIaJEHUs allbOyMHUH-CBS3aHHbBIX
MOJICKYJISIPHBIX CTPYKTyp (OmnmpyOuWH, KeTdHBIE KHCIOTHI , apOMaTHYECKHE aMHUHOKHCIIOTEHI,

HWHAOJIbI, MCPKaIllTaHbl, OKCHUJ a30Ta, NPOCTALUKINHBI U IlpyFHe) [La Manna G, Donati G. Coupled Plasma

Filtration Adsorption: A Multipurpose Extracorporeal Detoxification Therapy. Blood Purif. 2018,46(3):228-238. doi: 10.1159/000490234. Epub
2018 Jul 4. PMID: 29972825.

Rifai K, Hafer C, Rosenau J, et al. Treatment of severe refiractory pruritus with fractionated plasma separation and adsorption (Prometheus).
Scand J Gastroenterol. 2006 Oct;41 [Internet]. [cited 2023 Oct 13]. Available from: https://pubmed.ncbi.nlm.nih.gov/16990208//.

HeckoabKko KOrOPTHBIX MOHOLIEHTPOBBIX UCCIIEOBAaHUN MTOKa3aIN KIMHUYECKYIO 3()(heKTUBHOCTD
MARS Tepanuu. B mHanbonee kpynmHoe u3 HuX ObUI0 BKIFOYEHO 20 MAMEHTOB ¢ XPOHUYECKUMHU
XO0JIECTATUYECKMMU 3a00JIeBaHUAMU TIEUYEHU U OTTOPXKEHHUEM IEYEHOUHOIr0 TpaHCIUIaHTaTa (M3
Hux 10 nmanuentos ¢ [16X). AnbOyMUHOBBIN AMAIN3 CHU3WII CTATUCTUUECKHU 3HAYUMO 3y 'y 75%
MAlMEHTOB C pPe(paKkTepHOCTbIO K KOHCEpBAaTMBHOW Tepamuu IpU MHpOBEIEHUH 2
MIOCJIeIOBATENbHBIX MPOLEAYP B CPEIHEM C CyMMAapHOW JUIMTENBHOCTBHIO 15 yacoB, mpuyeM Ha

(hoHe 3HAYUMOTO CHIDKEHUS OoJiee ueM Ha 50% YPOBHS )KEITIHBIX KUCIIOT. Parés A, Herrera M, Avilés J, Sanz

M, Mas A. Treatment of resistant pruritus from cholestasis with albumin dialysis: combined analysis of patients from three centers. J Hepatol. 2010
[Leckie P, Tritto G, Mookerjee R, Davies N, Jones D, Jalan R. 'Out-patient' albumin dialysis for cholestatic patients with intractable pruritus.
Aliment Pharmacol Ther. 2012 Mar;35(6):696-704. doi: 10.1111/j.1365-2036.2012.04994.x. Epub 2012 Jan 20. PMID: 22260552.

PHI[ pa60T, HCCJICIOBABIINX BIIUAHUEC HA 3yl U YTOMIIAEMOCTD FCMOHep(I)ySI/II/I u l'IJ'Ia3MOH€p(I)y3PII/I
qepes COp6L[I/IOHHBIe KOJIOHKM Ha HEOOIBIINX rpymnmnax IioKa3ajiu CHHWXCHHE HX II0CJIC
BKCTpaKOpHOpaHBHOﬁ TEpaIvu 1o OUCHOYHBIM IIKaJIaM BMECTE CO CHU)KCHHUEM ypOBHCfI JKCITYHBIX

KHCJIOT. [Kittanamongkolchai W, El-Zoghby ZM, Eileen Hay J, Wiesner RH, Kamath PS, LaRusso NF, Watt KD, Cramer CH, Leung N.

Charcoal hemoperfusion in the treatment of medically refractory pruritus in cholestatic liver disease. Hepatol Int. 2017 Jul;11(4):384-389. doi:
10.1007/512072-016-9775-9. Epub 2016 Dec 8. PMID: 27933591. /////Pusl T, Denk GU, Parhofer KG, Beuers U. Plasma separation and anion
adsorption transiently relieve intractable pruritus in primary biliary cirrhosis. J Hepatol. 2006;45 https:/doi.org/10.1016/.jhep.2006.08.008 .



B Tom umcne anpOyMuHOBBINH Auanu3 sBisieTcs 3(p(GEeKTUBHBIM B CHIDKEHHN JHIE(AIONIaTHH HA
(doHe TsKeI0M NeueHOUHOM TUCPYHKIMH. Tak Mo TaHHBIM 2-X KPYITHBIX METAaHAJIU30B BbISIBICHO
CTAaTHCTUYECKH 3HAUYMMOE CHIDKEHHE BbIpakeHHOcTH 3HIEedanonatuun (OP= 0.67-0.71) npu
MPUMEHEHUU Pa3IMYHbIX CHUCTEM IMOAJACPKKH NEYEHH, BKIIOYAIOLIMX METOJbl IIa3MOOOMEHa,

FCMOHCp(by?:I/II/I n aJ'H)6YMI/IHOBOFO AUAJIN3a [Liu JP, Gluud LL, Als-Nielsen B, Gluud C. Artificial and bioartificial support

systems for liver failure. Cochrane Database Syst Rev. 2004,2004(1):CD003628. doi: 10.1002/14651858.CD003628.pub2. PMID: 14974025,
PMCID: PMC6991941. /////Alshamsi F, Alshammari K, Belley-Cote E, Dionne J, Albrahim T, Albudoor B, Ismail M, Al-Judaibi B, Baw B,
Subramanian RM, Steadman R, Galusca D, Huang DT, Nanchal R, Al Quraini M, Yuan Y, Alhazzani W; GUIDE Group. Extracorporeal liver
support in patients with liver failure: a systematic review and meta-analysis of randomized trials. Intensive Care Med. 2020 Jan;46(1):1-16. doi:

10.1007/500134-019-05783-y. Epub 2019 Oct 7. PMID: 31588983].

Opnnolt u3 npobseM accommupoBanHoil ¢ 11bX, sBisieTcst xonemudeckas HeQponaTus, KoTopas
BEPOSATHO BbI3BaHa MPSIMBIM TOKCUUECKUM 3(PPEKTOM jKeTUHBIX KHCIIOT Ha TYOYJIIpHBIH 3MUTeNunii
KaHAJIbUECB [Jamshaid MB, Igbal P, Shahzad A, et al. Acute renal failure due to bile cast nephropathy: an overlooked cause of kidney injury.

Cureus. 2020;12:¢9724. OlLUIMOKA! HegonycTMMbIii 06 beKT rMNEePCCbINKWN. Tinti F, Umbro I, D'Alessandro M, Lai S, Merli

M, Noce A, Di Daniele N, Mazzaferro S, Mitterhofer AP. Cholemic Nephropathy as Cause of Acute and Chronic Kidney Disease. Update on an
Under-Diagnosed Disease. Life (Basel). 2021 Nov 6,11(11):1200. doi: 10.3390/lifel1111200. PMID: 34833076, PMCID: PMC8620937.

OwunbKa! HeaonycTumblii 06 bEKT rMNEPCCbINKWU. Somagutta MR, Jain MS, Pormento MKL, Pendyala SK, Bathula NR,
Jarapala N, Mahadevaiah A, Sasidharan N, Gad MA, Mahmutaj G, Hange N. Bile Cast Nephropathy: A Comprehensive Review. Cureus. 2022

Mar 29;14(3):€23606.doi:10.7759/cureus.23606. PMID: 35505725, PMCID: PMC9053373] HJ’IH TCparun I[aHHOﬁ HC(l)pOHaTI/II/I

aHL6YMHHOBBIﬁ JAWaJIN3 IIOTCHIIUAJIbHO MOXCT OBITh MPUMECHEH [Sens F, Bacchetta J, Rabeyrin M, Juillard L.
Efficacy of extracorporeal albumin dialysis for acute kidney injury due to cholestatic jaundice nephrotoxicity. BMJ Case Rep. 2016 Jul

7:2016:bcr2015213257. doi: 10.1136/bcr-2015-213257. PMID: 27389722; PMCID: PMC4957002]. O,I[HaKO, ,E[aHHBIfI Ioaxon

TpeOyeT OOJBIINX KAYSCTBEHHBIX UCCIICOBAHUH.

[lepcniekTrBHO IIPUMEHEHNE CEJIEKTUBHBIX METOUK wia3mMo(uIbTpanuu u
wiasMoanauIbTpalMy  JUIsL  JIeYeHUs 3yjaa, ciaabocTH\yTOMIISIEMOCTH U IN€YEHOYHOMH
sHuedanonarun npu [IBX. B KkpymHOM KOropTHOM MHOTOLEHTPOBOM OTE€YECTBEHHOM
HCCJIEIOBAaHUM y [IAllMEHTOB C OCTPOM M OCTpOM HAa XPOHHUYECKYIO II€UYEHOYHOU
HEI0CTaTOYHOCTHIO JaHHBIE METOAMKH ITOKA3aJIH CBOIO PaBHYIO 3 (DEKTUBHOCTH ATb,OYMHHOBOMY
IMaau3y B CHIDKEHMH YPOBHS aMMMaka, OWInpyOuHa, >KETYHBIX KHUCIIOT, aMHHOTpaHcdepas,
MOYEBUHBI M KPEATUHUHA, YTO 3HAYMMO YJIYUIIAJIO COCTOSHHE NManueHToB no mkaine MELD mpu

0oJiee HU3KUX 3aTpaTtax Ha NPOBCACHUC MPOUECAYP [Coxoros A.A., Peit C.H., Anexcanopoea U.B., Ilonos A.B., I'endenv

JLJL, I'véanosa C.H., Mapuenxosa JI.B., Cyoakoeé M.B. Cpasnenue s¢ppexmos cerexmueHoti niasmogpunbmpayuu, niazmoouaguibmpayui ¢
cucmemamu MARS u Prometheus npu ievenuu neuenoyunoti neoocmamounocmu. Becmuuk anecmesuonozuu u peanumamonouu.2020;17(3):3952.

https://doi.org/10.21292/2078-5658-2020-17-3-39-52].

Pemenne o MMPpOBCACHUN BKCTpOKOpHOpaHLHOﬁ TCpaluu NPHUHHUMACTCA B HWHAUBUAYAJIbHOM
nopaake, a BBI60p METOAAa 3aBHCUT OT MapaMETpPOB COCTOSHHA IMAllMCHTAa W JOCTYIIHOCTH B

MCIAUIIMHCKOM YUPCIKIACHUU.



4. lIpoduaakTukKa, AMCNAHCEPHOE HADJII/IEHNE, PeadNIUTAIHS

4.1 Ha0ronenune

Pexomenayercss 'y manmueHToB ¢ IIBX BBINOJHATH peryiasipHblii  OCMOTP Bpava-
racTPOIHTEPOJIOra U KOHTPOJIb JA0OPATOPHBIX MOKAa3aTeseil aKTUBHOCTH 3a001eBaHUA U
0€30IaCHOCTH JieYeHHs, BKIIYAIINNA aHAIU3bI KPOBH KIMHUYECKUI U OHMOXMMUYeCKHU
o0lIeTepaneBTUYECKU VI OLEHKH OTBeTa Ha Tepalul0, BbIABJIEHUS IPHU3HAKOB
nporpeccupoBanus 3a6osesanus (1 pas B 3-6 mecsinen)|

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the

Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 300703 75.1.91E4SL 2018.9]

Yposenb yoeauteabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3ATeIbCTB 5).

Kommenmapuu: OnrumanbHble CPOKM OCMOTpa BpauoM W KOHTPOJS J1aOOpaTOpHBIX H
MHCTPYMEHTAJIbHBIX MOKa3aTesel aKTUBHOCTH 3aboisieBaHus He u3ydanuch B KU, HO 0ObIYHO
peKOMeHyeTCs UX BBINOJHATH | pa3 B 3-6 Mec B 3aBUCHUMOCTH OT HCXOJHOTO COCTOSIHUS

nmamueHra, €ro >1<an06, craagnn 3a001€eBaHus U HpOBOI[HMOﬁ TCPAIIUU [Lindor KD, Bowlus CL, Boyer J, Levy C,
Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019

Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.]. J171sl TAIIAEHTOB Ha paHHUX CTaUsX, O€3
BBIPAKEHHBIX CHUMIITOMOB, OTBEYAIOLINX Ha TEPAIHIO JOCTATOYHO ocMoTpa 1 pa3 B 6 mecsues,
ManyeHTaM Ha MO3JHUX CTaausAX 3a00JieBaHUs, C BBIPAXXCHHOH CHMITOMATHUKON Tpelyercs
ocMoTp 1 paz B 3 Mecsma, Ipu BBIPAKCHHOW CHUMIITOMATHKE, MOSIBICHHH HOBBIX Kajo0 WM
CHUMIITOMOB, HEOOXOIUMOCTH IOAOOpa TepaNiK CPOKH BU3UTA K Bpady MOTYT OBITh COKPAIIICHBI B

3aBUCHUMOCTH OT KJIUMHHYECKOMN CUTyalluu.

W3 naGopatopHbIXx ToOKazaTeneld TpeOyeTcs MOHHUTOPHUHT KIWHHUYECKOTO aHaln3a KpOBH, U
aHanmM3a KpoBU OMOXHMMHUYECKOro (0OIeTepaneBTHUECKOT0) KpoBHU. Mcciaemnyemble mapaMeTphl
OMOXMMHYECKOTO (0OOIIETepaneBTUUECKOTO) aHaIN3a KPOBH JOJDKHBI 00S3aTECIILHO BKITFOUATH
AJIT, ACT, obmumit 6unupyoun, LD, anbOyMUH [EASL Clinical Practice Guidelines: The diagnosis and management of
patients with primary biliary cholangitis. J Hepatol 2017;67:145-172. Onu MOTYT OBITh JOIIOJIHCHBI APYTrUMU
MoKa3aTeNsIMH (KpeaTwHuH, r1roko3a, MHO, kpeaTnHKMHA3a, TUIUIOTPaMMa) B 3aBUCHMOCTH OT
cTagny, OCOOCHHOCTEeW TeueHHs 3a00JeBaHUsI W Ha3HAYCHHOW Tepanmuu (cM.paszmensr 2.3
“JlabopaTopHble JAMAarHocTHYecKHe wucciaenoBanus”’, 3 “Jleyenme”). Bompockl KOHTPOJsS

J'Ia60paT0pHI:IX napamMeTpoB y MNalMCHTOB, UCIOJIb3YCMbIX IJId OLICHKHM OTBCTA HA TCPAIIUIO, U



IIOKa3aTcIn 0e301acHOCTH nmpu Ha3HAa4YCHHUHU KOHKPETHBIX JICKapCTBECHHBIX CpeacTB

paccMmaTpuBaroTcs B pasnene 3. «JleueHuey.

Pexomenayercsi y Bcex manmeHToB ¢ IIBX mpu peryJsipHbIX 0cMOTpax BbINOJHATH
NepeoleHKy JieyeOHbIX 103 M PeXKUMOB Tepanuu, a TaK:Ke OLEHMBATH NEPEeHOCMMOCTb

Tepanuu AJis }_IOCTI/DKEHI/IH\COXpaHeHI/Iﬂ O0TBETA HA JICYCHHUE U YJIYYHICHUA MIPOrHO3Aa.

Leoni MC, Amelung L, Lieveld FI, van den Brink J, de Bruijne J, Arends JE, van Erpecum CP, van Erpecum KJ. Adherence to ursodeoxycholic
acid therapy in patients with cholestatic and autoimmune liver disease. Clin Res Hepatol Gastroenterol. 2019 Feb;43(1):37-44. doi:

10.1016/j.clinre.2018.08.006. Epub 2018 Sep 13. PMID: 30219692. OwmnbKa! HegonyctTumbii 06beEKT
FTUNEePCCbINKMW.[Efe, C. Tascilar, K. Henriksson, I. Validation of risk scoring systems in ursodeoxycholic acid-treated patients with primary
biliary cholangitis Am J Gastroenterol. 2019; 114:1101-1108] OlIM6Ka! HegonycTMMblii 06BEKT rMNepCCbINIKU. [Leoni,

M.C. Amelung, L. Lieveld, F.I. Adherence to ursodeoxycholic acid therapy in patients with cholestatic and autoimmune liver disease Clin Res

Hepatol Gastroenterol. 2019, 43:37-44] 9

YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii B (YpoBeHb JOCTOBEPHOCTH 0KA3aTEJbCTB 4).

Kommenmapuu: Tlokazano, uto npuem Y JIXK B 103e Menee 13 Mr/kr Macchl Tea/cyT CBS3aH C

0oJIbIIel YaCTOTOM OTCYTCTBHUS OTBETa Ha JeueHue, NoTpeOHOCThI0 B TII 1 cMEPTHOCTBIO [Harms,

M.H. van Buuren, H.R. Corpechot, C. Ursodeoxycholic acid therapy and liver transplant-free survival in patients with primary biliary cholangitis
J Hepatol. 2019; 71:357-365; Angulo, P. Dickson, E.R. Therneau, T.M. Comparison of three doses of ursodeoxycholic acid in the treatment of

primary biliary cirrhosis: a randomized trial J Hepatol. 1999; 30:830-835]. B peanLHoﬁ KJIMHAYECKOU IIPAKTUKE Y
Kaxxgoro yerseproro nanuenra ¢ IIbX 3aperucrpupoBaHa Tepanusi HEJOCTaTOUHBIMU J03aMU
YI[XK [Efe, C. Tascilar, K. Henriksson, I. Validation of risk scoring systems in ursodeoxycholic acid-treated patients with primary biliary
cholangitis Am J Gastroenterol. 2019; 114:1101-1108]. B OTAEIBHBIX CIy4asX HEIOCTATOYHOCTb 103 MOXKET OBITh
CBsA3aHa C M3MEHEHHEM Macchl Tena nauueHTa.fB nenom, nanuents! ¢ IIbX nemoHCTpupyrOT
XOpOILIYI0 MPUBEPKEHHOCTh K Tepanmud. B mpocnekTuBHOM OTKpbiToM KU, wu3ydasmem
npuBepkeHHOCTh K Tepanuu Y JIXK mpu ayroummyHHBIX 3a0oseBanusx neuenu (32% c I16X),

TOJIBKO Y 11% MaIEHTOB BBIABJICHA HU3Kas IMPUBCPIKECHHOCTD K JICUHCHUIO. Leoni MC, Amelung L, Lieveld

FI, van den Brink J, de Bruijne J, Arends JE, van Erpecum CP, van Erpecum KJ. Adherence to ursodeoxycholic acid therapy in patients with
cholestatic and autoimmune liver disease. Clin Res Hepatol Gastroenterol. 2019 Feb;43(1):37-44. doi: 10.1016/j.clinre.2018.08.006. Epub 2018

Sep 13. PMID: 30219692.

He pexomeHnayercss aJsi KOHTPOJSI HAaJ AKTHBHOCTBIO 3200/1eBaHUSl TOBTOpPHOE
omnpeeeHUe HCXOAHO BBISIBJEHHbIX AyTOAHTHTE BO BpeMsl HA0/II0/1IeHHsI 32 MAlHEHTAMH ¢

IBX.

[Vergani D. Towards the serological diagnosis of primary biliary cirrhosis. Liver Int. 2015;35:299-301]. 9

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJLCTB 4)



Kommenmapuu: YposeHb ayToanTtutesl B KpoBH Ipu IIBX He koppenmupyeT ¢ aKTUBHOCTBIO
3a00s1eBaHus, IOITOMY HET HEOOXOJUMOCTH ONPEAETATh UX B AMHAMUKE. [Vergani D. Towards the serological
diagnosis of primary biliary cirrhosis. Liver Int. 2015;35:299-301]. K uckiroueHusIM MO’KHO OTHECTH CUTyallun
CYLIECTBEHHOI'O M3MEHEHMA KIMHMYECKUX INPOSBICHHMM, a TakkKe CIIy4al HCXOIHO
cepoHeratuBHoro IIbX, MOCKONBKY ayTOaHTHTENAa MOIYT IOSBHUTBCS B JajbHEMIIEM U

OKOHYATCJIbHO NOATBEPAUTH AUAI'HO3 [Rigopoulou El, Bogdanos DP. Role of autoantibodies in the clinical management of
primary biliary cholangitis. World J Gastroenterol. 2023 Mar 28;29(12):1795-1810. doi: 10.3748/wjg.v29.i112.1795. PMID: 37032725; PMCID:

PMC10080701.]. Ho B stmx ClIydadX IIOBTOPHOC OIIPCACJICHUSA ayTOAHTHUTEJ] HAIIpaBJICHO HC Ha

KOHTPOJIb aKTUBHOCTHU 33.6OJICBaHI/I${, a Ha YTOUHCHUEC OMarHo3a.

Pexomennyercst y manuenToB ¢ [IBX, He nMeromux 3a00/1eBaHuil NUTOBUIAHOM KeJjie3bl,
eKkeroaHo omneHunBath ypoBeHb TTI' 151 cBOeBpeMeHHOro BbISIBJIEHHS 3200JieBaHUs
I TOBHMIHOM #keJie3bl. KOHTpob QyHKIMH IIUTOBHIHOI KeJie3bl nanueHToB ¢ [IBX u yike
YCTAHOBJICHHBIMH 3200/1¢BaHUSIMH IIMTOBUIHOI KeJie3bl ONpPeAe/sieTcsl B COOTBETCTBHH C

KP mo COOTBETCTBYIOIIUM 3200/ 1eBaHUSAM Q\/Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary

Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi:
10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.].

YpoBenb yoeauteabHocTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB 5).9]

Kommenmapuu: 11bX sBnsercss (akTopoM pHCKa pPa3BUTUS ayTOMMYHHOIO THPEOUANUTA U

TUIIOTHUPEO03a Huang P, Hou Y, Zou Y, YeX, Yu R, Yang S. The Causal Effects of Primary Biliary Cholangitis on Thyroid Dysfunction: A

Two-Sample Mendelian Randomization Study. Front Genet. 2021 Dec 10;12:791778. doi: 10.3389/fgene.2021.791778. PMID: 34956333, PMCID:
PMC8703001., \\Floreani A, Mangini C, Reig A, Franceschet I, Cazzagon N, Perini L, Caballeria L, Cocchio S, Baldo V, Parés A. Thyroid
Dysfunction in Primary Biliary Cholangitis: A Comparative Study at Two European Centers. Am J Gastroenterol. 2017 Jan;112(1):114-119. doi:

10.1038/ajg.2016.479. Epub 2016 Oct 25. PMID: 27779196., YTO OIIPEACIIACT H606XOI[I/IMOCTL PETYIAPHOTO KOHTPOJIA

q)YHKL[I/II/I HIHTOBHHHOﬁ KCIIEC3BI. [Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice
Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub

2018 Nov 6. PMID: 30070375].1]

Pexomenayercsi BoINOJMHAT, Y3U opranoB OpIOIIHON MOJIOCTH W ONpede/ieHHEe YPOBHS
aabga-geronporeusa 1 pa3 B 6 Mec. I8 CBOEBPEMEHHOI'0  BbISIBJCHHA
renaToUe/UIIJISIPHOIO0 paKka M JAPYIrux ocJoKHeHMii: a) BceM myxduHam ¢ IIBX; 0) Bcem
nauueHTam ¢ IIBX u III; B) manuentam ¢ IIBX u BbIpakeHHbIM ¢GuOpo3oM (MO3IHAA

CTa[[I/lﬂ) U HEJOCTATOYHBIM OTBE€TOM Ha Tepanuio.

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the
Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375. You H, Ma X, Efe C,
Wang G, Jeong SH, Abe K, Duan W, Chen S, Kong Y, Zhang D, Wei L, Wang FS, Lin HC, Yang JM, Tanwandee T, Gani RA, Payawal DA, Sharma
BC, Hou J, Yokosuka O, Dokmeci AK, Crawford D, Kao JH, Piratvisuth T, Suh DJ, Lesmana LA, Sollano J, Lau G, Sarin SK, Omata M, Tanaka
A, Jia J. APASL clinical practice guidance: the diagnosis and management of patients with primary biliary cholangitis. Hepatol Int. 2022
Feb;16(1):1-23. doi: 10.1007/s12072-021-10276-6. Epub 2022 Feb 4. PMID: 35119627, PMCID: PMC8843914, European Association for the
Study of the Liver, Electronic address: easloffice@easloffice.eu; European Association for the Study of the Liver. EASL Clinical Practice
Guidelines: the diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017,67:145—72; Natarajan Y, Tansel A, Patel



P, Emologu K, Shukla R, Qureshi Z, El-Serag HB, Thrift AP, Kanwal F. Incidence of Hepatocellular Carcinoma in Primary Biliary Cholangitis: A
Systematic Review and Meta-Analysis. Dig Dis Sci. 2021 Jul;66(7):2439-2451. doi: 10.1007/s10620-020-06498-7; bpedep B.B., Anuxanos
P.B., Bacnenko C.C., Becconosa E.H., Hcaxos B.A., Kyoawxun H.E., Meoseoesa B.M., Muwenxo A.B., Hoepyszbexos M.C.,
Pyoaxos B.C. Cxkpunune u paumsisi OUa2HOCMUKA 2eNAMOYENIONAPHO20 PAKA U ONMUMUZAYUS MEMOO08 OUACHOCMUYECKOU
suzyanuzayuu: 0030p 1umepamypsl U 3aKa04eHue cogema 3Kcnepmos. Poccuiickuil d#CypHan 2acmposnmeponocuu, 2enamonozul,

kononpoxmonoauu. 2022;32(5):16-23. https://doi.org/10.22416/1382-4376-2022-32-5-16-231]

Yposens yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0Ka3aTelbCTB 5).

Kommenmapuu: T1P npu 16X o0bryHo passuBaercs Ha ¢oue L{I1: wacrora cocrabmser 13
ciayyaeB Ha 1000 yenoBeko-net, HO ToNbko 2,7 cinydas Ha 1000 yenoBeko-JIeT cpeu NalueHToB ¢
IIBX 6e3 HH Sy AM, Ferreira RD, John BV. Hepatocellular Carcinoma in Primary Biliary Cholangitis. Clin Liver Dis. 2022
Nov;26(4):691-704. doi: 10.1016/j.¢1d.2022.06.011. PMID: 36270724. @akTopsl pucka pa3sutus ['LIK npu [1bX taxxe

BKJIFOYAOT HAJIMYMUEC BBIPAKCHHOI'O qm6p03a " My>KCKOI71 ITIOJI. Sy AM, Ferreira RD, John BV. Hepatocellular

Carcinoma in Primary Biliary Cholangitis. Clin Liver Dis. 2022 Nov;26(4):691-704. doi: 10.1016/j.c1d.2022.06.011. PMID: 36270724 [Natarajan

Y, Tansel A, Patel P, et al. Incidence of hepatocellular carcinoma in primary biliary cholangitis: a systematic review and meta-analysis. Dig Dis

Sci. 2020;66:2439-2451]. (cM. Pazmen 3.1.4.2 IIBX y Myx4uH). MHOrOLEHTPOBOE HCCIEIOBAaHHE,
BKIIOUatolee 4565 manueHToB M3 0a3bl JAaHHBIX | J06anbHO#M rpynmel mo u3ydenuto [1BX,
Mokasajio, 4To HegoctaTouHbld oTBeT Ha YJIXK sBusercs Hambosiee 3HAYMMBIM (DaKTOpPOM,
npenckassiBaomuM pazsutue ['LUP (OLL=3,44) 7rivedi PJ, Lammers WJ, van Buuren HR, Pares 4, Floreani 4, Janssen
HL, et al. Stratification of hepatocellular carcinoma risk in primary biliary cirrhosis: a multicentre international study. Gut. 2016,65:321-9]. ITo

naraeM MeTaaHanu3a LT 1 my»xckoii o - ocHoBHEIE (hakTopsl pucka passutus ['LIP mpu [16X.

Natarajan Y, Tansel A, Patel P, Emologu K, Shukla R, Qureshi Z, El-Serag HB, Thrift AP, Kanwal F. Incidence of Hepatocellular Carcinoma in
Primary Biliary Cholangitis: A Systematic Review and Meta-Analysis. Dig Dis Sci. 2021 Jul;66(7):2439-2451. doi: 10.1007/s10620-020-06498-

7.9

CornacHO MHEHHUIO OTE€YECTBEHHBIX SKCIIEPTOB U1 CBOEBpeMEHHOro BbisiBileHus '[P Y3U
OpraHoB OpIOIIHOW TOJIOCTH B COYETaHMU C OINpPENEIEHUEM YPOBHS alb(a-poTeHHa I0JHKHO
BBIIIOJIHATBCSI BCEM IALMEHTaM, OTHOCALIMMCS K rpynnaMm pucka passutus I'LIP, B Tom uucie
mmam ¢ LI nm BeipakeHHBIM GrOpo3oM r000i atnonoruu. [Ipu yposae ADII > 20 ur/mi umu
mpu BbIsiBICHUM Ha Y3W 04aroBbIX mopa)XeHWid TedeHr pasMepoM 1—2 cM 1enecoobpasHo A
BoisiBeHns [P wa panneit cramum mpoBectu MPT ¢ remarocnermduyeckiM KOHTPACTHBIM

Cp€acTBOM — FaHOKCGTOBOﬁ KUCJIOTOM bpeoep B.B., Anuxanose P.b., Bacnenxo C.C., becconosa E.H., Hcaxos B.A.,

Kyoawxun H.E., Meodseoesa b.M., Muwenko A.B., Hospyzbexos M.C., Pyoaxos B.C. Ckpumume u pauusis OuaeHOCMUKa
2enamoyeoNAPHO20 PaKa U ONMUMU3AYUSL MemO008 OUASHOCUYECKOl U3YaANU3ayuu: 0630p Iumepamypul U 3aKuoYeHue

cosema dxcnepmos. Poccuiickuil  dcypHan  2acmposnmeponozuy, 2enamono2uu, koaonpoxmoaoeuu. 2022;32(5):16-23.

https://doi.org/10.22416/1382-4376-2022-32-5-16-231]

Pexomenayercst y nauueHToB ¢ [IBX BbINOJHATH TPaH3HEHTHYI0 dJjactomerpuio (TI) nmpu
AocTynmHocTu Metoa 1 pa3 B 1 roa Ajis OUeHKH HporpeccHpoBaHusi 3a0oJieBaHUsl U

NpoOrHo3a.



Lam L, Soret PA, Lemoinne S, Hansen B, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Parés A, Olivas I, Londono MC, Rodriguez-
Tajes S, Eaton JE, Osman KT, Schramm C, Sebode M, Lohse AW, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Floreani A,
Abbas N, Trivedi P, Thorburn D, Saffioti F, Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre A, Sobenko N, Villamil AM, Medina-
Morales E, Bonder A, Patwardhan V, Rigamonti C, Carbone M, Invernizzi P, Cristoferi L, van der Meer A, de Veer R, Zigmond E, Yehezkel E,
Kremer AE, Deibel A, Bruns T, Grofie K, Wetten A, Dyson JK, Jones D, Levy C, Tanaka A, Dumortier J, Pageaux GP, de Lédinghen V, Carrat F,
Chazouilleres O, Corpechot C; Global & ERN Rare-Liver PBC Study Groups. Dynamics of Liver Stiffness Measurement and Clinical Course of
Primary Biliary Cholangitis. Clin Gastroenterol Hepatol. 2024 Dec;22(12):2432-2441.e2. doi: 10.1016/j.cgh.2024.06.035. Epub 2024 Jul 15.

PMID: 39019421.9]
YpoBeHb y0eTUTEJIBLHOCTH peKoMeHAanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 2).

1 Kommenmapuu: V3mepenne >KECTKOCTH TEYCHH METoaoM T HMH(GOPMATHBHO UISI OLICHKH
OTBCTA HaA JICYCHUC B IIPOLECCE Ha6J'IIOI[eHI/I$[ 3a NallME€HTOM [EASL clinical practice guidelines: the diagnosis and
management of patients with primary biliary cholangitis. J Hepatol 2017;67:145—172].HapaCTaHI/IC JKECTKOCTU NCUCHU TIPU
[IbX sBnsieTcs NPEAUKTOPOM HEOIATONPHUATHOTO HMCXO0Ja, a YCIHEIIHas MeJIWKaMEHTO3Has

TCpanusa CBA3aHA C YIYUHICHHUEM XCECTKOCTU ICUYCHU Corpechot C. Utility of Noninvasive Markers of Fibrosis in

CholestaticLiver Diseases. Clin Liver Dis. 2016,20:143-158.(94). 94) Corpechot C, Chazouilléres O, Rousseau A, Guyader D, Habe rsetzer F,
Mathurin P, et al. A 2-year multicenter, double-blind, randomized, placebo-controlled study of bezafibrate for the treatment of primary biliary
cholangitis in patients with inadequate biochemical response to ursodeoxycholic acid therapy (Bezurso). J Hepatol. 2017;66:589 )Kecmxocmo
neyeHu Koppeiupyem ¢ yposHem cucmoaocuieckozo guobposa European Association for the Study of the Liver. EASL Clinical Practice Guidelines
on genetic cholestatic liver diseases. J Hepatol. 2024 Aug;81(2):303-325. doi: 10.1016/j.jhep.2024.04.006. Epub 2024 Jun 8. PMID: 38851996.
Clark VC, Dhanasekaran R, Brantly M, et al. Liver test results do not identify liver disease in adults with alpha(1)-antitrypsin deficiency. Clin
Gastroenterol Hepatol 2012;10:1278—1283. Kumpers J, Fromme M, Schneider CV, et al. Assessment of liver phenotype in adults with severe alpha-
1 antitrypsin deficiency (Pi*ZZ genotype). J Hepatol 2019;71:1272—1274. Hamesch K, Mandorfer M, Pereira VM, et al. Liver fibrosis and

metabolic alterations in adults with alpha-1-antitrypsin deficiency caused by the Pi*ZZ mutation. Gastroenterology 2019;157:705-719 e718 B
KPYIIHOM PETPOCHEKTHBHOM KN IIOKa3aHO, YTO AWHaMHKa XCCTKOCTHU IICUCHH, OLICHCHHAas T9,
B3aMMOCBsA3aHa C pPUCKOM CECPBE3HBIX CO6BITHI>1, O6yCJ'IOBJ'IeHHBIX 3a00JIeBaHUEM TIEYEHU (CMepTB,

TH, I[CKOMHQHC&I_II/I)IHH) HC3aBHUCHUMO OT OTBCTA HA JICUCHUC UJIM €T0 NPOAOJKUTCIIbHOCTH, Lam L,

Soret PA, Lemoinne S, Hansen B, Hirschfield G, Gulamhusein A, Montano-Loza AJ, Lytvyak E, Parés A, Olivas I, Londono MC, Rodriguez-Tajes
S, Eaton JE, Osman KT, Schramm C, Sebode M, Lohse AW, Dalekos G, Gatselis N, Nevens F, Cazzagon N, Zago A, Russo FP, Floreani A, Abbas
N, Trivedi P, Thorburn D, Saffioti F, Barkai L, Roccarina D, Calvaruso V, Fichera A, Delamarre A, Sobenko N, Villamil AM, Medina-Morales E,
Bonder A, Patwardhan V, Rigamonti C, Carbone M, Invernizzi P, Cristoferi L, van der Meer A, de Veer R, Zigmond E, Yehezkel E, Kremer AE,
Deibel A, Bruns T, Grofse K, Wetten A, Dyson JK, Jones D, Levy C, Tanaka A, Dumortier J, Pageaux GP, de Lédinghen V, Carrat F, Chazouilléres
O, Corpechot C; Global & ERN Rare-Liver PBC Study Groups. Dynamics of Liver Stiffness Measurement and Clinical Course of Primary Biliary
Cholangitis. Clin Gastroenterol Hepatol. 2024 Dec;22(12):2432-2441.e2. doi: 10.1016/j.cgh.2024.06.035. Epub 2024 Jul 15. PMID: 39019421.

JlocTrkeHne MoporoBOro 3Ha4YCHHUS )KECTKOCTH TieueHu >15 klla mo3BosseT naeHTUIMpPoOBaTh
MAIUCHTOB C BBICOKUM PUCKOM Pa3BUTHS HEOJATOMPUATHBIX KIMHHYECKUX COOBITHI B TCUCHUE
10 net. Y mamueHToB ¢ )KeCTKOCThIo nedeHn <8 klla prck moJo0HBIX COOBITHI OCTaeTCSI HU3KUM
(<20%) [Corpechot C, Carrat F, Gaouar F, et al. Liver stiffness measurement by vibration-controlled transient elastography im- proves
outcome prediction in primary biliary cholangitis. J Hepatol 2022;77:1545—1553].

Y Pexomennyerca y mnauueHTOB ¢ IIBX BBINOJHATH ABYMEPHYI0 CABHMIOBOBOJIHOBYIO
ajiacTorpadguio nevYeHH AJsl OIlEeHKHU MPOrpeccupoBaHus 3a00/ieBaHUs NMPH HEJOCTYMHOCTH

TO mn AOCTYIMHOCTHU YKA3AHHOI'O0 METOMAQ Patidar Y, Singh J, Chatterjee N, Mukund A, Rastogi A, Kumar G, Sharma MK.
Real-Time Shear Wave Elastography for Determining the Ideal Site of Liver Biopsy in Diffuse Liver Disease. Indian J Radiol Imaging. 2023 Aug

16;34(1):44-53. doi: 10.1055/5-0043-1771529. PMID: 38106860; PMCID: PMC10723949.9]
Yposens yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTeabCTB 4). 9]

Kommenmapuu: [Ilnarnoctnieckas 3pPpeKTUBHOCTS TOUCYHOU U IByMEPHOI CIBUTOBOBOIHOBOM
anacrorpaduu mano nzydanack npu [16X. B HeGombmioi padboTe, BKIr0UaBIiel namueHToB ¢ [16X
ee quaraoctudexas 3G pekTuBHOCTH OblIa conoctaBuMa ¢ TE mpu craaupoBaHUH M1 MOHUTOPUHTE

(1)1/16p03a HICYCHHU. Patidar Y, Singh J, Chatterjee N, Mukund A, Rastogi A, Kumar G, Sharma MK. Real-Time Shear Wave Elastography



for Determining the Ideal Site of Liver Biopsy in Diffuse Liver Disease. Indian J Radiol Imaging. 2023 Aug 16,34(1):44-53. doi: 10.1055/s-0043-

1771529. PMID: 38106860; PMCID: PMC10723949.9

Pexomenayercsi y Bcex nauueHToB ¢ [IBX paccmorpers oueHky pucka no mkajie GLOBE
€KEroJHO B TEYCHHEBCEr0 MepHoAa HAOIIOJCHHMSA VIS ONpeNeIeHHs IPOrHo3a H

CBOEBPEMEHHOI KOPpPeKIMH J1edeHust

ﬂde Veer RC, van Hooff MC, Corpechot C, Thorburn D, Invernizzi P, Lammers WJ, Janssen HLA, Battezzati PM, Nevens F, Lindor KD, Floreani

A, Ponsioen CY, Mayo MJ, Parés A, Mason AL, Kowdley KV, Trivedi PJ, Hirschfield GM, Goet JC, Bruns T, Dalekos GN, Gatselis NK, Verhelst
X, Hansen BE, Harms MH, van der Meer AJ; Global PBC Study Group. Ursodeoxycholic Acid Treatment-Induced GLOBE Score Changes Are
Associated With Liver Transplantation-Free Survival in Patients With Primary Biliary Cholangitis. Am J Gastroenterol. 2023 Jul 1;118(7):1196-
1203. doi: 10.14309/ajg.0000000000002128; Lammers WJ, Hirschfield GM, Corpechot C, Nevens F, Lindor KD, Janssen HL, Floreani A,
Ponsioen CY, Mayo MJ, Invernizzi P, Battezzati PM, Parés A, Burroughs AK, Mason AL, Kowdley KV, Kumagi T, Harms MH, Trivedi PJ,
Poupon R, Cheung A, Lleo A, Caballeria L, Hansen BE, van Buuren HR; Global PBC Study Group. Development and Validation of a Scoring
System to Predict Outcomes of Patients With Primary Biliary Cirrhosis Receiving Ursodeoxycholic Acid Therapy. Gastroenterology. 2015

Dec;149(7):1804-1812.e4. doi: 10.1053/j.gastr0.2015.07.061. Epub 2015 Aug 7. PMID: 262610091]
YpoBeHb yOeauTeILHOCTH PpeKOMeHIAUMH A (YPOBEeHb 10CTOBEPHOCTH JI0Ka3aTeJbCTB 1).9]

Kommenmapuu: B KU c yyactuem 823 manumentoB ¢ [IBX Obina mokazana motepsi HCXOJIHOTO
oTBeTa Ha Tepanuio B 13,2% ciyuyaeB, BOCCTaHOBJIEHHE OTBETA Ha JjieueHue B 14,1% ciydaes u
HEOJHOKpAaTHbIE IIOTEPU U BOCCTAHOBIEHHME OTBeTa Ha jedeHue B 0,7% B TeueHue 5 ner
HaOroIeHus [Surain B. Roberts, Woo Jin Choi et al. Loss of biochemical response at any time worsens outcomes
in UDCA-treated patients with primary biliary cholangitis, JHEP Reports, Vol 6, Issue 10, 2024, 101168, ISSN 2589-
5559, https://doi.org/10.1016/j.jhepr.2024.101168]. Y AXK**-unnynupoBannsie wu3meHenns GLOBE

aCCOUMUPOBAaHblI CBBDKUBACMOCTLIO 0e3 TII de veer RC, van Hooff MC, Corpechot C, Thorburn D, Invernizzi P, Lammers

WJ, Janssen HLA, Battezzati PM, Nevens F, Lindor KD, Floreani A, Ponsioen CY, Mayo MJ, Parés A, Mason AL, Kowdley KV, Trivedi PJ,
Hirschfield GM, Goet JC, Bruns T, Dalekos GN, Gatselis NK, Verhelst X, Hansen BE, Harms MH, van der Meer AJ; Global PBC Study Group.
Ursodeoxycholic Acid Treatment-Induced GLOBE Score Changes Are Associated With Liver Transplantation-Free Survival in Patients With

Primary Biliary Cholangitis. Am J Gastroenterol. 2023 Jul 1;118(7):1196-1203. doi: 10.14309/ajg.0000000000002128 Ilo JaHHBIM
MEXIYHAPOJIHOIO MHOI'OLCHTPOBOT'O ME€TaaHallu3a BBDKUBACMOCTDH 6e3 TII MOXXHO TOYHO
paccunuTaTh C MOMOIIBIO IIKAJIbL GLOBE, HCIIOJIb3Ys na60paTopHHe JaHHBIC, ITOJIYYCHHBIC UCPE3

2—-5 j1eT mociie JIEYEHUSI. Lammers WI, Hirschfield GM, Corpechot C, Nevens F, Lindor KD, Janssen HL, Floreani A, Ponsioen CY,

Mayo MJ, Invernizzi P, Battezzati PM, Parés A, Burroughs AK, Mason AL, Kowdley KV, Kumagi T, Harms MH, Trivedi PJ, Poupon R, Cheung
A, Lleo A, Caballeria L, Hansen BE, van Buuren HR; Global PBC Study Group. Development and Validation of a Scoring System to Predict
Outcomes of Patients With Primary Biliary Cirrhosis Receiving Ursodeoxycholic Acid Therapy. Gastroenterology. 2015 Dec;149(7):1804-1812.e4.

doi: 10.1053/j.gastro.2015.07.061. Epub 2015 Aug 7. PMID: 26261009.9]

Pexomennyercs y NMANMEHTOB c bX 0e3 0CTeonopo3a BBITIOJTHATH
PEHTreHOIeHCUTOMETPUIO (PEHTIreHOJAEHCUTOMETPHIO NOSICHUYHOTI'0 0T/1e/1a N0O3BOHOYHUKA,
PEHTTeHOIEHCUTOMETPUIO MPOKCUMAJILHOTO 0T/Aes1a Oepennoii koctu) 1 pa3 B 2 roaa, nis

CBOEBPEMEHHOI'0 BHIAIBJICHHS HAPYLICHUH MUHEPAJIbHON IIOTHOCTH KOCTHOM TKaHuU. IIpu



BbISIBJICHUM 3200JIeBaHNA KOCTell CPOKHM MNpPOBeJeHHUS KOHTPOJbHOH PEHTTeHOBCKOM
neHcuromerpun onpenessirorca KP 87 4 “Ocrteonopo3s"

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the

Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 300703 75.1.91E4SL 2018.9]
Yposens yoeauTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0Ka3aTelbCTB 5).

Pexomenayercst Bcem mnamueHtam ¢ IIBX BbINOJHATH uccienoBaHue ypoBHs 25-OH
BUTaAMHHA I[ B KpPOBH 1 pa3 B roa AJigs CBOCBPEMEHHOI'0 BBLISABJICHUA U KOPPEKIHUH €ro
aedpuuura

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary BiliaryCholangitis: 2018 Practice Guidance from the American Association for the
Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.]. OwunbKa!

HEAOHVCTMMbIﬁ 06beKT TUNEPCCbINKWU. EASL 2018. \\Wang Z, Peng C, Wang P, Sui J, Wang Y, Sun G, Liu M. Serum vitamin
D level is related to disease progression in primary biliary cholangitis. Scand J Gastroenterol. 2020 Nov;55(11):1333-1340. doi:

10.1080/00365521.2020.1829030. Epub 2020 Oct 6. PMID: 33021858.9]

YpoBenb yboeauTeabHOCTH pekoMeHAauuil B (YpoBeHb J10CTOBEPHOCTH J0Ka3aTebCTB 4).
1 Kommenmapuu: [lepunut Butamuna /| mpu 16X BeTpedaercs yacto, 0COOCHHO y TTAIIMEHTOB C

no3aauM IIBX, a Takxe u HegocTaTouHbIM OTBETOM Ha Tepanuto Y XK [Guo GY, Shi YO, Wang L, et al.

Serum vitamin D level is associated with disease severity and response to ursodeoxycholic acid in primary biliary cirrhosis. Aliment Pharmacol
Ther. 2015;42:221-230. doi: 10.1111/apt.13244; Agmon-Levin N, Kopilov R, Selmi C, et al. Vitamin D in primary biliary cirrhosis, a plausible
marker of advanced disease. Immunol Res. 2015,61:141-146. doi: 10.1007/s12026-014-8594-0; Wang Z, Peng C, Wang P, et al. Serum vitamin D
level is related to disease progression in primary biliary cholangitis. Scand J Gastroenterol. 2020;55:1333-1340. doi:

10.1080/00365521.2020.1829030]. IMEIOTCSI TAHHBIE, YTO UCXOIHBIA HU3KUI CHIBOPOTOYHBIN YPOBEHB 25—

OH Butamuna /[ accounrpoBat ¢ moxuM otBetoM Ha Tepanuto Y AXK Guo GY, Shi YO, Wang L, et al. Serum

vitamin D level is associated with disease severity and response to ursodeoxycholic acid in primary biliary cirrhosis. Aliment Pharmacol Ther.

2015;42:221-230. doi: 10.1111/apt. 13244, AWang Z, Peng C, Wang P, et al. Serum vitamin D level is related to disease progression in primary

biliary cholangitis. Scand J Gastroenterol. 2020,55:1333—1340. doi: 10.1080/00365521.202041829030].1]

Pexomennyercsi y manmeHToB ¢ IIBX u KeaTyxoil B CHIBOPOTKE KPOBH PaccMOTpPETh
onpejesieHUe B CbIBOPOTKEe KPOBM KMPOPACTBOPUMBIX BUTAMHHOB A (peTnHO.), E (anbda—
Toko(pepos) u K (punnoxuHoH) AJ1sl CBOeBPEMEHHOI 0 BhISIBJIEHUS X Aedunura

[Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the
Study of Liver Diseases. Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.]. OwunbKa!

HEAOHVCTMMbIﬁ 06beKkT TMNEePCCbINKWU. EASL 2018. \\Phillips JR, Angulo P, Petterson T, Lindor KD. Fat-soluble vitamin
levels in patients with primary biliary cirrhosis. Am J Gastroenterol. 2001 Sep,;96(9):2745-50. doi: 10.1111/j.1572-0241.2001.04134.x. PMID:

115697059

YpoBenb yoeauTeabHOCTH pekoMeHaauuii B (YpoBeHb JOCTOBEPHOCTH 0KA3aTEJBCTB 4).



Kommenmapuu: JlepuuuT XUpOpPacTBOPUMBIX BHUTAMHUHOB, BO3HUKACT MPEUMYIIECTBEHHO Yy
ITaIIUCHTOB C I_IH u X(CHTyXOﬁ. Kaplan MM, Elta GH, Furie B, Sadowski JA, Russell RM. Fat-soluble vitamin nutriture in primary
biliary cirrhosis. Gastroenterology. 1988 Sep;95(3):787-92. doi: 10.1016/s0016-5085(88)80029-5. PMID: 3396823. B KU ,I[C(bI/I]_II/IT
putaMmuHoB A, E wmu K mpu [IBX wnabmomancs y 33,5%, 1,9% u 7,8% mnauueHTOB,
COOTBETCTBEHHO. P, hillips JR, Angulo P, Petterson T, Lindor KD. Fat-soluble vitamin levels in patients with primary biliary cirrhosis. Am
J Gastroenterol. 2001 Sep;96(9):2745-50. doi: 10.1111/j.1572-0241.2001.04134.x. PMID: 11569705. CyppOFaTHLIM MapKepoM

YPOBHA BUTAMHUHA K mMoxHO cunutaTh OIIPCACIICHUEC HpOTpOM6I/IHa/MHO /[Lindor KD, Bowlus CL, Boyer J,
Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology.

2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.]. 1]

Pexomennyercs nanuentaMm ¢ IIBX, y KoTopbIX NpH NpeAlecTBYOMEM HCCIEAOBAHNN He
BBISIBJISUINCH BAPHKO3HBIE BCHBI NHIIEBOAA\KEIYAKA, BBINIOJIHCHHE
330¢aroracTpoayo/IeHOCKONMUY MPH KEeCTKOCTH MeveHH mo JaHHbIM T >12,1 klla, u\ uan ¢
KOJIMYeCTBOM TPOMOOUMTOB B mnepudepuveckoii kposu menee <150x10°n, u\wiam
aoxkazaHHbIM LII 1u11 cBoeBpeMeHHOI 0 BbISIBJICHUSI BAPMKO3HBIX BeH MUILEBOAA\ HKeayaKa
U OLIeHKH pUcKa KpoBoTeveHUii. [Ipu BbIsiBJIeHUM BAPUKO3HBIX BEeH NMUIIEBOA)\ JKeJIy/AKa, a
TaKKe y NaMeHTOB ¢ JeKkoMneHcupoBaHHbIM LIII manpHelmuii KOHTPOJIb OCYIIEeCTBISCTCS

CIKETr01HO.

Zhang Y, Huang C, Meng F, Hu X, Huang X, Chang J, Han X, Zhang T, Han J, Ge H. Non-invasive assessment of esophageal and fundic varices
in patients with primary biliary cholangitis. Eur Radiol. 2025 Apr;35(4):2330-2338. doi: 10.1007/s00330-024-11049-z. Epub 2024 Sep 11. PMID:

39261335; PMCID: PMC11914228 OlIMO6Ka! HeaonycTMMbIi 06 bEKT rMNePCCbINKW. . [Lindor KD, Bowlus CL, Boyer
J, Levy C, Mayo M. Primary Biliary Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases.

Hepatology. 2019 Jan;69(1):394-419. doi: 10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.] OwwnbkKa! HEAOHYCTMMbIﬁ
06DbeKT r'n NePCCbINKU. KP 715_2 “Luppos u ¢pubpos nevenu”

YpoBenb y0enuTeabHOCTH pekoMeHaauuii B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB 3).

Kommenmapuu: Koncencyc «baBeHo VII» pexomeHayeT s CBOEBPEMEHHOTO BBISBICHUS
KJIMHUYECKH 3HaYMMBIX NposBiaeHn# 11" BBIMOIHATE 330(aroracTpo1yoA€HOCKOIHIO MaleHTaM
¢ LII m xectkocThio medeHu 1o maHHEIM 1O >20 klla wiu KoaMYeCTBOM TPOMOOIMTOB B

nepudepuueckoit kposu Menee <150%10 °/11 [de Franchis R, Bosch J, Garcia-Tsao G, Reiberger T, Ripoll C: Baveno VII
Faculty. Baveno VII - Renewing consensus in portal hypertension. J Hepatol. 2022 Apr;76(4):959-974. doi: 10.1016/j.jhep.2021.12.022. Epub

2021 Dec 30. Erratum in: J Hepatol. 2022 Jul;77(1):271. doi: 10.1016/j jhep.2022.03.024.9Ta peKoMeHAaust otTHocutcs K L1
mo60it aTnonorun. Ho mposenennoe KU y marmenTos ¢ [16X mokazano, 9To onTUMaNbHBINA TOPOT
JUIS IPOTHO3UPOBAHMS BapUKO3HOI'O PACIIMPEHUs BEH NHILEBOJAA C UCIoyib3oBanueM 10 - 12,1

klla (turommane mog ROC-kpuBoit - 0,806). Zhang Y, Huang C, Meng F, Hu X, Huang X, Chang J, Han X, Zhang T, Han J,
Ge H. Non-invasive assessment of esophageal and fundic varices in patients with primary biliary cholangitis. Eur Radiol. 2025 Apr;35(4):2330-

2338. doi: 10.1007/5s00330-024-11049-z. Epub 2024 Sep 11. PMID: 39261335; PMCID: PMC11914228T|I[pyFI/IMI/I TIOJIC3HBIMH

HCHUHBA3WUBHBIMU MAapKEpaMu, MPCAIOIararomiiMu BapHUKO3HOC PpAaCIIMPCHUC BCH IIPpU IIbX



ABJIAETCA ILUIOIIAMU CENE3EHKH > 56,8 cM?, BhIABICHUE Npu Y3U IeueHW IEpUNOpTaIbHON

TUITIO3XOIN€HHOMH IOJIOCHI. Zhang Y, Huang C, Meng F, Hu X, Huang X, Chang J, Han X, Zhang T, Han J, Ge H. Non-invasive
assessment of esophageal and fundic varices in patients with primary biliary cholangitis. Eur Radiol. 2025 Apr;35(4):2330-2338. doi:

10.1007/500330-024-11049-z. Epub 2024 Sep 11. PMID: 39261335; PMCID: PMC11914228. , 4 TaK¥KE€ XCCTKOCTHb CCJIC3CHKH

npu BHaCTOFpa(bI/II/I >40 klla Rigamonti C, Cittone MG, Manfredi GF, De Benedittis C, Paggi N, Baorda F, Di Benedetto D, Minisini
R, Pirisi M. Spleen stiffness measurement predicts decompensation and rules out high-risk oesophageal varices in primary biliary cholangitis. JHEP

Rep. 2023 Oct 31;6(1):100952. doi: 10.1016/j,jhepr.2023.100952. PMID: 38192539; PMCID: PMC10772386.9|[Ipu panee
BBISIBIICHHBIX BEHAX MUIIEBOJA ONTHUMATbHBIC CPOKH sl BBIMOMHEHUS cienytomiein OOI/(C

ONPEACTIAOTCA BBIABJICHHBIMU HU3MCHCHUSAM. [Lindor KD, Bowlus CL, Boyer J, Levy C, Mayo M. Primary Biliary
Cholangitis: 2018 Practice Guidance from the American Association for the Study of Liver Diseases. Hepatology. 2019 Jan,;69(1):394-419. doi:

10.1002/hep.30145. Epub 2018 Nov 6. PMID: 30070375.] B coorBeTcTBHmM ¢ KP 715 2 “Ilmppo3 u ¢pubpo3 neuenun”
OOI'IC  BBIMONHSETCS €XEroJHO NamueHTaM ¢ KomneHcupoBaHHbIM LIl u  Hammuumem
BAPUKO3HBIX BEH MHILEBOAA W XKEJIyAKa W MalueHTaM ¢ JekoMiieHcupoBaHHbIM LIII BHe
3aBHCUMOCTH OT Hanuuus BB jxenyaka v MUIIEBO/IA cr.minzdrav.gov.ru/preview-cr/715_2 [Tpn Hamuaum 16X
B cramun LI ¢ nexommeHcanueil HaOmOAeHUE W TPOPHIAKTHYECKUE MEPOTNPHUITHN JTOJKHBI
mpoBoANUTHCA Kak i nanuenta ¢ L{I1 cornacHo aetictByromum KP 715 2 «uppo3 u ¢pubdpo3

neyeHm». 9|

4.2. llpopunakruka
4.2.1. llpopnaaxkruka IIBX

Mepsl npodunaktuku [IbX He paszpabotanbl. MmeroTcsi naHHBIE, YTO MOBBINICHHBIA HWHICKC
Macchl Tena crocoOctByeT pasButuio [IBX, a gocraTtounslii ypoBeHb BUTamMuHa D B KpOBHU

MPOTCKTHUPYET €TI0 PA3BUTUC Xu H, Wu Z, Feng F, Li Y, Zhang S. Lowvitamin D concentrations and BMI are causal factors for
primary biliary cholangitis: A mendelian randomization study. Front Immunol. 2022 Dec 20;13:1055953. doi: 10.3389/fimmu.2022.1055953.
PMID: 36605198; PMCID: PMC9807903. yHOTp€6J'IeHI/Ie aJIKOT'0JIsI, BUAMMO HE OKa3bIBAaCT BJIMAHHA Ha
pa3BUTUC IIBX xu H, Wu Z, Feng F, Li Y, Zhang S. Low vitamin D concentrations and BMI are causal factors for primary biliary
cholangitis: A mendelian randomization study. FrontImmunol. 2022 Dec 20;13:1055953. doi: 10.3389/fimmu.2022.1055953. PMID: 36605198;
PMCID: PMC9807903. JlaHHBIC 0 BIMsiHAM TabakoKypeHnuns Ha pasButie [1BX mpoTuBopeduBsl. Prince M,
Ducker SJ, James OF. Case-control studies of risk factors for primary biliary cirrhosis in two United Kingdom populations. Gut. 2010
Apr;59(4):508-12. doi: 10.1136/gut.2009.184218. PMID: 20332522 OwnbKa! HeaonycTumblii 06beKT runepccbisiku.
Xu H, Wu Z, Feng F, Li Y, Zhang S. Low vitamin D concentrations and BMI are causal factors for primary biliary cholangitis: A mendelian

randomization study. Front Immunol. 2022 Dec 20;13:1055953. doi: 10.3389/fimmu.2022.1055953. PMID: 36605198; PMCID: PMC9807903.T|
4.2.2 llpopuaakTuka 0CJA0KHEHH

Pexomenayercsi nH(pOPpMUPOBATH KeHIIUH B MeHonay3e ¢ [IBX u manueHTOB ¢ MO3THUM

IIBX o Mepax nmou3sMeHeHNI0 00pa3a KU3HHU, HANIPABJEHHBIX HA NMpeAOTBpPalllecHUe MOTEePH



MIIKT (¢pu3nveckne ynpaskHeHHs CBeCOBOIl HATPY3KOii, 0TKA3 0T KypeHUsl M MOTpedIeHusA

aJIKOroJst) Vit NpoQUIAKTHKH Pa3BUTHA 0CcTeonopo3a’

[Hirschfield GM, Dyson JK, Alexander GJM, Chapman MH, Collier J, Hiibscher S, Patanwala I, Pereira SP, Thain C, Thorburn D, Tiniakos D,
Walmsley M, Webster G, Jones DEJ. The British Society of Gastroenterology/UK-PBC primary biliary cholangitis treatment and management
guidelines. Gut. 2018 Sep,;67(9):1568-1594. doi: 10.1136/gutjnl-2017-315259. Epub 2018 Mar 28. PMID: 29593060; PMCID: PMC6109281].

YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii B (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJBCTB 3).

Kommenmapuu: B3amocss3b I1bX 1 octeonoposa onucana Beime. Kpome Toro, y mapeHTOB C
I[IBX umeercs Oonee BHICOKUW PUCK MAJCHUH W KOCTHBIX TEPEIOMOB, B TOM YHCIE 3a CUET
CHIDKEHUSA MBIIIIEYHOU MAaCChI 1 yCTOﬁ‘IHBOCTH [Frith J, Kerr S, Robinson L, et al. Primary biliary cirrhosis is associated
with  falls and significant  fall related injury. QJM 2010;,103:153—61. 10.1093/qjmed/hcp188]1|O6H_[I/Ie MEpBI 110
MpeIOTBPALEHHUIO TOTepr KOcTHOHM Macchl mipu [IBX ocHOBaHBI Ha 0O0IIEW3BECTHRIX (DAKTOPOB
pucKa ocTeornopo3a. ManonoJBWKHBIA 00pa3 JKU3HM, TOTPEOJCHHWE alKoroisi U KypeHHe
ACCOLMUPOBAHBI C OCTEONIOPO30M Y B3POCIIBIX [Ghifari MFA, Himawati Y, Ismail A, Murti B (2023). Meta Analysis: Effects
of Smoking, Alcohol Consumption,and Low Physical Activity on Osteoporosis in Adults. JEpidemiolPublic Health. 9(1): 25-36]. B
00IIeHAIMOHATLHOM KOPEHCKOM KOTOPTHOM HCCIIEJIOBAaHMHU C ydacTheM Oojiee 4 MITH YeIOBEK

OBLIIO TTOKA3aHO CHIYKCHUE pHUCKa OCTCOIMOPETUICCKHUX IICPCIIOMOB IIPHU OTKA3€ OT KYPCHHUS [Park, JS.,

Kang, KC., Park, SJ. et al. The positive impact of smoking cessation on fracture risk in a nationwide cohort study. Sci Rep 14, 9892 (2024).

https://doi.org/10.1038/541598-024-60301-57.  HeOnmaronpustHoenelicteue Ha  MIIKT  perynspHoro

HOTpe6J'IeHI/I$I Ja>Xe MaJIbIX O03 aJIKOI'OJIsA OBLIO MPOACMOHCTPHUPOBAHO B METAHAIU3E/Cheraghi, Zahra

& Doosti-Irani, Amin & Almasi-Hashiani, Amir & Baigi, Vali & Mansournia, Nasrin & Etminan, Mahyar & Mansournia, mohammad ali. (2019).

The effect of alcohol on osteoporosis: A systematic review and meta-analysis. Drug and Alcohol Dependence. 197.

10.1016/j.drugaledep.2019.01.025]. JlokazaTenbeTBa (P PEKTUBHOCTH pETySPHBIX (PU3UIECKUX YIPAKHESHHH
¢ oTsiromeHusiMU Ha cHbkeHue notepu MIIKT y skeHIMH B MeHoMay3e MoyydeHsl B 16-1eTHeM
MPOCIICKTUBHOM HUCCIICAOBAHUU [Kemmler W, Engelke K, von StengelS. Long-Term Exercise and Bone Mineral Density Changes
in Postmenopausal Women--Are There Periods of Reduced Effectiveness? J Bone Miner Res. 2016;31:215-222] 1 TIOATBEPKACHBI B

0630p€ TpynIibL KoxpeﬁH [Howe TE, Shea B, Dawson LJ, Downie F, Murray A, Ross C, Harbour RT, Caldwell LM, Creed G. Exercise
Jfor preventing and treating osteoporosis in postmenopausal women. Cochrane Database of Systematic Reviews 2022, Issue 3. Art. No.: CD000333.

DOI: 10.1002/14651858.CD000333.pub2]. 9|

Pexomennayercst y Bcex nmanuenToB ¢ IIBX o0ecneuynBath morpedsenue ¢ numeil M\Win B
Buge n00aBok kaabuusa 1000-1500 wmr/cyr. m Burtamuia JI3 1000 ME/cyr nas
NpoPUIAKTHKA HAPYIIEHUH KaJabIHeBOro o0MeHa.

EASL clinical practice guidelines: the diagnosis and management of patients with primary biliary cholangitis. J Hepatol 2017;67:145—-172; P,

Chair, et al. OWIMOKa! HeaonycTUMbIiA 06BEKT rMNEPCCbINIKU. European Association for the Study of the Liver. EASL

Clinical Practice Guidelines on nutrition in chronic liver disease. J Hepatol. 2019 Jan;70(1):172-193. doi: 10.1016/j.jhep.2018.06.024. Epub 2018
Aug 23. PMID: 30144956; PMCID: PMC6657019.



YpoBens yoeauteabHocTH pekoMenaanuil C (YpoBeHb JOCTOBEPHOCTH 0KA3aTeIbCTB 5).

Kommenmapuu: Henocratounoe moTpeOieHHe KaiblMs C MHUIMICH acCOIMHUPOBAHO C Ooree

Hu3kumu nokazarenamMu MIIKT y sxkenmys ¢ [IBX jripawnosa MK, Paixenscon KJIL, Heanosa O.E., Hasapenxo JLH.,
bapanoeckuii  A.FO. Ponv numanus 6 cenese NeveHOUHOU OCMeooucmpouu npu NepeutsHoM OUIUAPHOM Yuppose KIUHUYecKds

2acmpoanmepono2us. IKCnepumenmanvuas u Kiunuveckas zacmpodumeponoaus 2015; 120 (8); 30-33]. Kakx ormedeno BBIIIIC,
nepunut ButamuHa D pacrpocTtpaHeH cpenu marmmeHToB ¢ 16X, 0coOeHHO y ManMeHTOB C
IIpOrpeCCUpPyronM 3a00/IeBaHUEM W MOXET OBITh CBS3aH C HEJOCTATOYHBIM OTBETOM Ha

TEPAITUIO [Guo GY, Shi YQ, Wang L, et al. Serum vitamin D level is associated with disease severity and response to ursodeoxycholic acid in

primary biliary cirrhosis. Aliment Pharmacol Ther. 2015;42:221-230. doi: 10.1111/apt.13244; Agmon-Levin N, Kopilov R, Selmi C, et al. Vitamin
D in primary biliary cirrhosis, a plausible marker of advanced disease. Immunol Res. 2015;61:141-146. doi: 10.1007/s12026-014-8594-0; Wang

Z, Peng C, Wang P, et al. Serum vitamin D level is related to disease progression in primary biliary cholangitis. Scand J Gastroenterol.

2020;55:1333-1340. doi: 10.1 080/00365521.2020.1829030].1]

Pexomenayercst uHpopmuposath nauueHToB ¢ [IBX 00 umMerommuxcst y Hux pakropax pucka

I'lP 1 BO3MO:KHOCTH UX MOAM(PUKALNY € HEeJbK KAaHUEePOoNpeBeHUMU Y Rong G, Wang H, Bowlus CL, et

al. Incidence and risk factors for hepatocellular carcinoma in primary biliary cirrhosis. Clin Rev Allergy Immunol. 2015;48:132—141. doi:
10.1007/512016-015-8483-x; Rigopoulou EI, Dalekos GN. Current Trends and Characteristics of Hepatocellular Carcinoma in Patients with
Autoimmune Liver Diseases. Cancers(Basel) 2021;13:1023. doi: 10.3390/cancers13051023

Yposens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0Ka3aTeabCTB 5). 9|

Kommenmapuu: K dakropam pucka ['IITP mpu 16X, oTHocAT moXwmioil BospacT, iro0Oble
NPU3HAKKA TIOPTaJbHOM THIEPTEH3UH, TPOMOOIMTOINCHHIO, MWH(EKIMI0O BUPYCOM TemaTtura B,

,I[I/Ia6€T, OXUPCHUE U yr[OTpe6J'IeHI/Ie AJIKOT'OJIA [Rong G, Wang H, Bowlus CL, et al. Incidence and risk factors for

hepatocellular carcinoma in primary biliary cirrhosis. Clin Rev Allergy Immunol. 2015;48:132—141. doi: 10.1007/s12016-015-8483-x; Rigopoulou

EI, Dalekos GN. Current Trends and Characteristics of Hepatocellular Carcinoma in Patients with Autoimmune Liver Diseases. Cancers (Basel)

2021;13:1023. doi: 10.3390/cancers13051023]. HpI/I OTOM OXHUPCHHE U yrIOTpe6J'I€HI/Ie AJIKOT'OJII OTHOCATCA K

MOU(PUIMPOBAHHBIM (pakTOpam pucka. |
4.3 PeaOuauranus

HpennonaraeTCﬂ, 9TO OOJBIIMHCTBO MMaouC€HTOB C XPOHHUYCCKHUMU 3a00JIEBAaHUSAMH TICYEHU

XOpo1mo HNEpPEHOCAT YMCPCHHYIO (1)I/I3I/I‘IGCKyIO Harpy3kKy [Ritland S. Exercise and liver disease. Sports Med.

1988;6(2):121-126. https://doi.org/10.2165/00007256-198806020-00006.\\Chauhan A., Adams D.H. Exercise alters the hepatic immunophenotype

to protect against inflammatory liver disease. Hepatology. 2018;67(5):2041-2043. https://doi.org/10.1002/hep.29657, a (1)I/IBI/I‘ICCKI/IC

YIpaXeHUsI CIIOCOOCTBYIOT CHW)KEHMIO TelaTOreHHOH cradoctu\yromisieMocTH (cM. Paszmen
3.1.1. “Hemenukamenro3noe nedyenue”) [lokazaHo, yTo naxe B TepMuHanbHOU ctanuu [1BX B
nepuon oxuaanus TII wHAMBUAYanbHO-OmOOpaHHAs nedeOHas (U3KyIbTypa  yiaydlIaeT

KapAuopeCnrupaTOpHYO BBIHOCIIMBOCTD Hallsworth K, Jopson L, Jones DE, Trenell MI. Exercise therapy in primary biliary

cirrhosis: the importance of moving while sitting on a surgical waiting list-a case study. Frontline Gastroenterol. 2016 Jul;7(3):167-169. doi:



10.1136/flgastro-2015-100672. Epub 2016 Apr 12. PMID: 27429732; PMCID: PMC4941 157.9] BaxxHoe 3HaUCHHE MOXKET UMETh

IICUXOJOTHUYCCKasA p€a6I/IJ'II/ITaLII/IH.

Pexomenayercsi paccMOTpeTh HEOOXOAMMOCTh KOHCYJILTALMH MeIMIMHCKOI0 NICHX0JI0Ta y

oTAeJbHBIX MauueHToB ¢ IIBX 1 yJay4diieHns KauyecTBa :KU3HU

Watt, Makayla'; Hyde, Ashley'; Johnson, Emily'; Wright, Gail M.%;, Vander Well, Shauna?;, Sadasivan, Chikku'; Lee-Baggley, Dayna’; Spence,
John C.*; Mason, Andrew'; Ko, Hin Hin®; Tam, Edward®; Tandon, Puneeta'. An online mind-body program improves mental health and quality of
life in primary biliary cholangitis: A randomized controlled trial. Hepatology Communications 7(11):¢0316, November 2023. | DOI:
10.1097/HC9.0000000000000316

YpoBeHb yOenuTeIbHOCTH pekoMenaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 2).

Kommenmapuu: KadyectBo xu3Hu nanueHros ¢ [1bX cHMkeHO BeaeacTBUE NPEXKAE BCETO TaKUX
CUMIITOMOB KakK 3yAd U yTomisieMocTb. [lcuxosormueckass peaOwinTanus HampaBjieHa Ha
COLMAJIbHYIO U TICUXMYECKYIO aJaNTallio MalMeHTOB K 3a00JI€BAHUIO, JICYEHUIO U M3MEHEHUIO
BCJIEJICTBHE TaKOTO 00pa3a >ku3HU. KIMHUKO-TICHXO0JI0rHYecKasi MOMOIb MOKET OJIarOIpHUsITHO
CKa3bIBaThCs HA IPUBEPKEHHOCTH NallMeHTa K jiedeHnto. B PKI nokasano, 4ro ncuxonoruyeckue
niporpammel ITpu 116X MO3UTHBHO BIMSIIOT Ha ICUXHYECKOE 30POBBE, KAUECTBO KU3HU U TSHKECTD

CUMIITOMOB Watt, Makayla'; Hyde, Ashley'; Johnson, Emily'; Wright, Gail M.%; Vander Well, Shauna?; Sadasivan, Chikku'; Lee-Baggley,

Dayna’; Spence, John C.* Mason, Andrew'; Ko, Hin Hin®; Tam, Edward®; Tandon, Puneeta'. An online mind-body program improves mental
health and quality of life in primary biliary cholangitis: A randomized controlled trial. Hepatology Communications 7(11):e0316, November 2023.
| DOI: 10.1097/HC9.00000000000003 16.

5. Opranmnszanusi OKa3aHusi MeIUIIMHCKON MOMOLIU

5.1 loka3zaHus AJ51 SIKCTPEHHOH MOCHUTATU3ANUMN B MEJUIIMTHCKYIO OPTaHU3AIUIO PU

I[bX

— nexomneHcupoBanublil L1 ¢ ocnoxuenusmu [1I" u (nnm) ¢ mpu3HAKaM# BBIPAXKEHHOM
WIM HapacTalwmeld IMeYeHOYHOW HEJOCTATOYHOCTH, TPEOYIONUMH  HE3aMeIUTEIbHON

KOpPPEKIIUHU, B TOM YHCIIE C BhIpaxeHHo [13.

5.2 lloka3zanus VI IVIAHOBOW rOCHMTAIM3ALMU B MEIUIMHCKYIO OPTAHU3ALUIO MPU

I[bX

— HE0OXOIMUMOCTh TPOBEJCHUS JHATHOCTHYECKHUX TPOLEAYp, KOTOPbIE HE MOTYT OBITh

BBINOJIHEHBI B aMOYJIaTOPHOM NOpsAKe (HanpuMep, OMOINCHS NIEUYEHH);

— HE0OXOAMMOCTh NPOBEACHUS TU(PepeHINATBHO-AUATHOCTHYECKUX MEPONPUSTUH IS
UCKITIOUCHHS JPYTUX MPUYHH TMOPAKEHHS IEYEeHH, KOTOPBHIE HE MOTYT OBITH BBHITIOJHEHBI B

amMOyaTOpHOM TOpsiIKe (HarmpuMmep, OUOTICHS TICYCHN ),



—— nexomnencanus HIT ¢ ocinoxuenusimu Il 1 meyeHOUYHOM HEIOCTATOYHOCTHIO, HE

TpeOyIOLUMMHU He3aMeUINTEIbHON KOPPEKLIUH;

— BBIPOKEHHbIC KIWHUYECKUE TIPOSABICHUSA TpuU HEdPPEKTHBHOCTH Tepamuu Ha

amMOyJIaTOPHOM JTare;

— couetanne [16X ¢ APYrUMU COCTOSHUSIMU, OCIIOXKHSIONUMH TECUCHHE 3a00JICBAHMS,
TPEOYIONMIMME  MYJIBTHIUCIUIUIMHAPHOTO BEJCHHUSA TManueHTa W (WId) KPYTrJIOCYyTOYHOTO

HaOJFOICHMS.

IIpy mnyaHOBOM TrocCHUTANIM3ALMMA, MNOKA3aHUEM K KOTOPOM SIBISETCS BBIOJIHEHUE
XUPYPTHUCCKHUX JIMATHOCTUUCCKUX MEPONPUATHH (HAIPUMEp, BBHIMOJIHCHUE OHWOTICHH TICUCHH),

rocruTaIn3anus BBITOJIHACTCA B CTaAlUOHAP XUPYPIruideCKOro HpOCbI/IJ'IH.

5.3 Iloka3aHus K BbINHMCKE MANMEHTA U3 MEAUIIUHCKONH OpraHn3anuu
— KOMIICHCAISI Pa3BUBILIMXCSI OCI0KHEHHH, MOCTYKHUBIIUX IPUYMHOMN TOCTIUTAIN3AINHY;

-. BBIIIOJTHCHHUEC 3allJIaHUPOBAaHHBIX B crannuoHape JAUArHOCTHUYCCKHUX nin

i depeHnnanbHO- IMarHOCTUIECKUX MTPOIIEITYP

— BO3MOXHOCTL IICPOPAJIBHOr0 ImNpUeMa JICKAPCTBECHHLIX CpPCACTB H OTCYTCTBUC

HEOO0XOIMMOCTH UX MapeHTEePaIbHOI0 MPUMEHEHHS Ha PEryIsipHOI OCHOBE.
5.4 Nnble opranu3aiiMOHHbIE TEXHOJIOTHHU
Koncynbrammu Apyrux crnenuanaiucToB:
— peBMAaToJIOr (IIPH COYETAaHUH C JPYTUMHU ayTOMMMYHHBIMU 3a00JI€BaHUSIMHU);
— SHAOKPHUHOJIOT (TP MOAO3PEHUH HA Ay TOMMMYHHBIA THPEOHUIUT);
— XHUpYpr Ha cTaguu AekomneHcupoanHoro L{I1 (cnemmanuct no neuenuto I1I);

— XUpPYpPr-TPaHCIUIAaHTOJIOT Ha cTaauu JAekomneHcuposanHoro LI mmm mpu OTAUD

(pemrenue Bompoca o TII);

— MEIULMHCKHUN TICUXOJIOT (HpI/I l'IOTp€6HOCTI/I B OKa3aHHM MEIHKO-TICUXOJIOTHYECKOM

TTOMOIIIH).

6. Kputepun onieHKH KadecTBa MeIMIUHCKON MTOMOIIH

Kpurepun xauecrBa Ouenka
Ne BBITIOJTHEHUS




(na/uer)

1 | BemmosaeH npueM (0cMOTp, KOHCYIIBTAIMsI) Bpada-racTposHTeposora | Jla/Her
WJIM Bpayda-TepareBTa NepBUYHbBIN

2 | BemonneH oOmumii (KITMHUYECKHUI) aHalTu3 KPOBH Ha/vet

3 | BommosiHeHBI aHAMU3 KPOBH OMOXMMHYECKHUil oOuierepaneBriyeckuit | la/Her
(amanmnamuHOTpaHc(epasa, acmapraraMuHOTpaHC(epasa, MeIodHas
tdocdataza, ramma-rayramuiITpancdepasza, oOmwmii OuTHPyOUH,
npsiMoii OrnmpyOuH, anp0yMuH), KoaryiaorpaMma (OpUEeHTHPOBOYHOE
uccienoBanue cuctemsl remocrasza) (MHO u (mnm) nporpoMOuH)

4 | Bemonneno WCCIIEOBAHNE CBIBOPOTOYHOTO ypoBus | la\net
AHTUMHUTOXOHIPHAIIBHBIX aHTUTEI

5 | IIpu orcyrctBun AMA BhIosHEHO ompeaenenue antuteln kK spl00 u | [la\uer
gp210 (ompeneneHue copepikaHus aHTUTEN K aHTUTCHAM sjpa KIETKU
u JIHK meromom HPU® na kimerounot muamn HEp-2 ¢ omenkoit
THUTIOB CBEUCHUS M\WJIU METOJ0M UMMYHOOJIOTHHTa)

6 | BeimomHeHO yIBTPa3BYKOBOE WCCIIEOBaHHE OpraHoB OptromHoi | [la/Her
NoJI0CTU (KOMILIEKCHOE).

7 | BeimonHeHa onieHka cooTBeTCTBUSA Kputepusm [1BX Ha/ner

8 | BoimonHeHO neueHne ypcoae30KCHX0IeBON KHCIOTOM* * Ha/ner

9 | BrimosiHeHa oOIlleHKa OTBETa Ha JICUYCHHE ypcoje3okcuxojenoit | Ha/ner
KHCIIOTOM depe3 6 uiu 12 MecsIeB oT Hadyalia JeUYeHUS

10 | BrimonHeHO Ha3HAYEHHE ITOBTOPHOTO OCMOTpa Bpada-Tepanesta wid | [la/Her
Bpaya oO11el NpaKTUKU WM Bpaya-racTpodHTEpoIIora

Cnmcoxk mreparypbl

Cnucox aumepamypsvl 0Oydem copmuposan nocie 6HeceHusi NpagoK Nno

pes3yrbmamam 00uWecmeeHH020 00CYHCOeHUs.

punoxenne Al. CoctaB padoueii rpynnsl mo pa3padorke U mepecMoTpy KIMHHUYECKUX

peKoOMeH A
PykoBoauTesis padoyeii rpynnbi:

1. HBamkua Brnagumup TpodumoBud — a-p men. Hayk, npodeccop, akagemuk PAH, 3aB.

kadenapoil mponeaeBTUKH BHYTPEHHUX OOJI€3HEH, racTpO’HTEPOJIOTUM U TI'eMaToJOrHU



Wucturyra wnmmandgeckoi memumuabl umenn H.B. CximdocoBckoro @T'AOY BO
«IlepBbii MOCKOBCKHI TOCYNapCTBEHHBIN MEIUIIMHCKUNA yHUBEpCUTET uUMeHu .M.
CeuenoBa» MunszapaBa Poccum (CeueHoBckwii yHuBepcutet), npesuneHT POIINII,
npe3uaeHT PI'A. KoH(IMKT HHTEpECOB OTCYTCTBYET.

Co-pykoBoauTenu padoyeii rpynnbi:

2. Jlpankmna Oxcana MuxaijoBHa — J-p Mej. Hayk, npodeccop, akaaemuk PAH,
nupektop OI'BY «HaunoHanbHBIN MEAUIIMHCKUN UCCIEA0BATEIbCKUNA LEHTP TEpPaAIlUd U
npoduiakTuaeckod MeaunuHe» Munzapasa Poccuu, npesugent POITHU3. Kounduukr
HUHTEPECOB OTCYTCTBYET.

3. Jlnaa Aaekcanap MuxailioBu4 — JI-p Mell. HayK, Ipodeccop, YICH-KOPPECIOHICHT
PAH, nupextop ®I'BHY «HayuHo-uccrnenoBaTenbCKUuii WHCTUTYT PEBMATOJOTHUU HUM.
B.A. Haconoroit», 3aB. kadempoit peBmaromorun DPI'BOY IO «Poccuiickas
MeAUIUHCKAs! aKaJleMusl HEIIPEPBIBHOTO PO ECCUOHAIBHOTO 00pa3oBaHusa» MUH3paBa
Poccumn, unen IIpasnenus u [Ipesnanyma APP. KoHQIUKT HHTEpECOB OTCYTCTBYET.

4. HaconoB EBrenmii JIbBoBUY — J-p Mell. HayK, npodeccop, akagemuk PAH, HaydHbIit
pyxoBoaurens PI'BHY «Hayuno-nccnenoBaTenbCKuii MHCTUTYT PEBMATOJIOTHHN M. B.A.
HaconoBoii», npesuneHt APP. KoH(IUKT HHTEpECOB OTCYTCTBYET.

Cexperapuat padoueil rpynmnsI:

5. Bunnunkas Enena BragmmmupoBHa — 11-p Mell. Hayk, 3aB. oTaesoM renatosiorud ['bY3
«MOCKOBCKUH KIMHUYECKHH HaydHO-TpakTHueckuid wueHTp umeHn A.C. JloruHosa
JlenaprameHTa 31paBooXpaHeHus ropoaa MockBb. KOHQIUKT MHTEpECOB OTCYTCTBYET.

6. HBamkun Koncrantun BiaagumupoBuu — 71-p Mea. Hayk, npodeccop kademps
MPONEACBTUKN BHYTPEHHUX OOJIE3HEH, TaCTPOIHTEPOJIOTUH M renaTtojoruu MHCTUTyTa
kimHndeckor Meaummbabl umenn H.B. CrximgocoBckoro ®I'AOY BO  «IlepBbrit
MOoCKOBCKHUII TOCYIapCTBEHHbIN MeOUIMHCKHM yHHBepcuTeT umeHn W.M. CeueHoBay»
Munzapasa Poccun (CeueHoBckuii Y HuBepcuteT). KoHMINKT HHTEpECOB OTCYTCTBYET

7. IpamnoBa Mapusi KoHcTaHTMHOBHA — KaHA. Mel. Hayk, jgouneHT Hayudo-
KJIMHUYECKOTO0 U 00pa30BaTeNbHOIO IEHTpAa TacTPOIHTEPOIOTMH U JAMETOJOTHU
Mequimuackoro uHcTUTyTa PI'BOY BO «Cankt-lIletepOyprekuii rocyaapcTBEHHBIN
yHuBepcuteT». KOHQIUKT HHTEpPEeCcOB OTCYTCTBYET.

8. Paiixenbcon Kapuna JleonnnoBua — 1-p Meq1. Hayk, mpodeccop HayuHo-KIMHUYECKOTO
u 00pa3oBaTeIbHOTO LEHTpa TacCTPOIHTEPOJOTHH M JUETOJIOTUM MEIMLIUHCKOIO
uacturyta OI'BOY BO «Cankt-IleTepOyprckuii rocyqapCcTBEHHBIH YHUBEPCUTETY,

npogeccop kadeaprl oOimel BpaueOHOI npaktuku (cemeinoit memuiael) PIBOY BO



«[Tepsprii  Cankr-IleTepOyprckuii TOCYAapCTBEHHBIH MEIWIMHCKHNA YHHUBEPCHUTET WM.

akaj. W.I1. ITaBnoBa» Munzapasa Poccun. KoHGIHMKT HHTEpECOB OTCYTCTBYET.

Padouas rpynna:

9.

10.

11.

12.

13.

14.

15.

AbnyaranueBa [uana MabaapoBHa — 1-p Mea. Hayk, mpodeccop, 3aB. kadenpoi
rociutanbHol Tepanuun PI'BOY BO «KazaHckuil TOCyHapCTBEHHBIM MEIUIIUHCKUIMA
yHuBepcuTeT» Munzapasa Poccun. KoH(IMKT HHTEpECOB OTCYTCTBYET.

AbaypaxmanoB dxxaman TuHoBUY — J-p Mel. Hayk, mpodeccop Kadeapbl BHyTPEHHHUX,
npodeccronanbHeIx Oosesneld u pesmaronorun PTAOY BO «llepBbrii MockoBckuid
roCyIapCTBEHHbIN MeOUIMHCKUN yHuBepcuteT nmeHu M.M. CedenoBa» Mun3npasa
Poccun (CeuenoBckuii yanBepeuteT). KOHGIMKT HHTEPECOB OTCYTCTBYET.
AaexcannpoBa Enena HukonaeBHa — 11-p MeJI. HayK, 3aB. TabopaTopreil KITMHIIECKON
ummyHosnoruu ['bY3 «MoCKOBCKHI KIMHUYECKUHA HAYYHO-TIPAKTUUECKUNA LEHTP UMEHHU
A.C. JlormnoBa /[lemaprameHTa 3apaBOOXpaHeHus Topoga Mocksb. Koupmukr
HUHTEPECOB OTCYTCTBYET.

AnmnxanoB Pyciaan borgaHoBud — 7a-p MeO. Hayk, 3aB. OTA. XUPYPTrUYECKOM
TpaHCIIaHTosiorud opraHoB u TkaHell, ['bY3 «MockoBckuil KIMHMYECKUN Hay4dHO-
npaktuueckuil uentp umeHn A.C. JloruHoBa JlemapTtaMeHTa 3paBOOXpaHEHHUs Topoja
Mocksb1». KOH(MIMKT HHTEPECOB OTCYTCTBYET.

Bbakyaun MWrops IennagbeBuy — 1a-p Men. Hayk, mpodeccop, 3aB. Kadeapoi
NPONENEBTUKY BHYTPEHHHUX OoOJie3HEH, racTposHTeposioruu u auerojorud uMm. C.M.
Pricca, ®I'BOY BO «CeBepo-3anagHsiii TocyAapCTBEHHBIA METUIIMHCKUNA YHUBEPCUTET
nmenu M. . MeunukoBa» Mun3apasa Poccun. KoHGIHKT HHTEpPECOB OTCYTCTBYET.
ByeBepoB Anekceii OneroBud — 1-p Med. Hayk, mpodeccop Kypca «I emaTomorusy,
BeAyIIM Hay4HbI COTpyIHUK oTAeneHus rematojorud ['BY3 MO «MockoBckuii
O0JIaCTHOH ~ HAYYHO-WCCIICZIOBATENILCKUA  KIMHUYECKWH  mHCTHTYT M. M.OD.
Bnagumupckoro». KoHQIIMKT HHTEPECOB OTCYTCTBYET.

BermeBa Haranss HuxonaeBna — 1-p wmen. Hayk, mnpodeccop Kadeaps
ynbTpa3BykoBoit quarnoctuka ®I'BOY 10 PMAHIIO Munzapasa Poccun, npe3uaeHt
o01epoccuiickoil o0mecTBeHHOM opraHu3anuu Poccuiickas accoruanus crenualiucToB
yibTpa3BykoBoii amarHoctuku B MeaunuHe (PACYJIM). Kouduukt wuHTEpecos

OTCYTCTBYET.



16.

17.

18.

19.

20.

21.

22.

Bopoones Cepreii Jleonn10Bu4 — KaHa. Mell. HayK, nupekTop HannonansHOTrOo nieHTpa
KJIMHUYEeCKOH MOp(OJIOTHUECKON AUAarHOCTUKY, BULe-TTpe3uIeHT Poccuiickoro obmecTna
oHKonaTosioroB. KoH(IMKT HHTEpECOB OTCYTCTBYET.

I'epacumoBa Ounbra AHaTojJbeBHAa — J-p MeJ. HayK, BEAYUIU HAy4HBIN COTPYIHUK
oTJena TPAHCIUIAHTAlMM M KJIETOYHBIX TEXHOJIOTUH, PYKOBOIUTEIh aMOYIaTOPHOIO
[EHTpa TPAaHCIUIAaHTOJIOTUH, Tenarosioru u Hepponorun PI'BY «Poccuiickuii HaydIHBIN
LEHTP PajHOJIOTHU U XUPYPIUYECKUX TEXHOJOIMH MMeHH akajemuka A.M. I'panoBa»
MunzapaBa Poccun. KoHGIHKT HHTEPECOB OTCYTCTBYET.

I'peunmuukxoBa Bacuiauca PoMmaHoBHA — acCHCTEHT Kad. MPOMNEIEBTHKN BHYTPEHHUX
00J1e3He, TaCTPOIHTEPOSIOTUN U TEeNAaTONIOTuU MHCTUTYTa KIMHUYECKOW MEAULIMHBI UM.
H.B. Cxmudocockoro PI'AOY BO «llepBbliif MOCKOBCKHH TOCYIapCTBEHHBIN
yauBepcuteT uM. .M. CeuenoBa» M3 P® (CeuenoBckuii YHuBepcurer). KoHpaukT
HWHTEPECOB OTCYTCTBYET.

Kapxoa Mapusa CepreeBHa — KaHJ. MeJA.HaykK, 3aB. OTHA. rematojiorun KinHuku
MPOTIEICBTHKA BHYTPEHHHUX OOJIE3HEW, TacTPO’HTEPOJIOTHH, Temaroisormu uMm. B.X.
Bacunenko ®I'AOY BO «IlepBblii MOCKOBCKUH TOCYJapCTBEHHBIN yYHHBEPCHUTET HM.
U.M. CeuenoBay M3 P® (CeuenoBckuii Yuuepcurer). KoHGIHMKT uHTEpecoB
OTCYTCTBYET.

HNabuenko Jioamuina FOpseBHa — 11-p Meq. Hayk, npodeccop kKadeapbl TocIuTaTbHON
Tepanuu uMeHn akaaemmka .U, CropoxakoBa MHCTUTYyTa KIMHUYECKOW MEIHUITMHEI
OI'AOY BO «Poccuiickuil HAallMOHAJIBHBIM  MCCIEAOBAaTENbCKUM  MEIUIMHCKUIM
yauBepcureta mmenn H.M. TluporoBa» MwunzapaBa Poccumn. Kondumkt wmHTEpecos
OTCYTCTBYET.

Kasiputckass Upuna JIbBoBHA — J1-p MeJ. Hayk, npod., 3aBenyromas kadempoi
TEpaIuy, TaCTPOIHTEPOIIOTHH, KapANOJIOTHU U 00mIei BpaueOHOM MPaKTUKU (CeMEHHOM
Mequimabl) OI'AOY BO «KpwiMckuii  QenepaibHblii  yHUBepcuTeT uMeHu B.U.
Bepnaackoro», HMucturyr «Meauuunckas akagemus umenn C.M. I'eopruesckoro».
KoH(IuKT MHTEpecoB OTCYTCTBYET.

Kapes Bagum EBrenseBu4 — 11-p Menl. Hayk, 3aB. HAy4HO-HCCIIEOBATENbCKUM OTIEIOM
naToMopdosorum, 3aB. 1aboparopueii naromopdonoruu knuHuku OI'BY «DenepanbHblii
HAyYHO-KIIMHUYECKH TEeHTp WHQEKIUOHHbIX Oone3Heity ®MBA Poccum, mpodeccop
Hay4Ho-KJIMHIYECKOro ¥ 00pa30BaTeIbHOIO LIEHTPa TaCTPO3HTEPOJIOTHH U I'eNaTOI0T MU
Mequimackoro uHcTUTYTa PI'BOY BO «Cankr-IletepOyprekuii rocyaapcTBEHHBIN

yHHBepcHTET». KOHMIUKT MHTEPECOB OTCYTCTBYET.



23.

24.

25.

26.

27.

28.

29.

30.

KpaBuyk lOpuii AnexkceeBuu — 1-p men. Hayk, npopeccop @PI'BBOY BO «Boenno-
MequnuHackas akagemust um. C.M. Kuposa» MunncrepctBa o0oponbl Poccuiickoit
®eneparyy. KoHIMKT HHTEPECOB OTCYTCTBYET.

KyuepsaBoiii IOpuii AnekcaHapoBH4 — KaHA. MeA. HAyK, JOLEHT, 3aBEIyIOUIUil
racTposHTeposioruueckum otaenenuemM AO UnbuHckas 601bHUIA

Jlanun Cepreii BragumMupoBuy — KaHA. Me[l. HayK, 3aB. JabopaTopreil TUarHOCTUKU
ayTOMMMYHHBIX 3aboyieBannii Haydno-meroanueckuii neHtp MunzapaBa Poccum mo
monekynsipaor  megunmue, @OIBOY  BO  «llepseiii  Cankr-IleTepOyprekmii
rOCyJapCTBEHHBIA MEAVMIMHCKANA yHHBepcuTeT uM. akan. M.II. IlaBmoBa» Mwun3gpasa
Poccun. KoHIMKT MHTEPECOB OTCYTCTBYET.

JluB3zan Mapusi AHaToJibeBHA — J-p Mel. HaykK, mpod., wieH-koppecrnonaeHT PAH,
pekTop, 3aB. Kadenpoil (akympTeTcKoil Tepanmu M ractposnreposorun ®I'bOY BO
«OMCKHMII rocylapCTBEHHBIH MEIWUMHCKMI yHHBepcuTeT» Munsapaa Poccun,
pykoBoautenb rpynnbl «Hayka» HaydHO-00pa3oBaTeIbHOIO MEIUIMHCKOIO KilacTepa
COO «Cubupckuit», TIaBH. BHEMITATHBIN cremuanucT-tepaneBT M3 PD mo COO.
KoH(IuKT MHTEpecoB OTCYTCTBYET.

MaeBckass Mapuna BuxkropoBHa — 1-p men. Hayk, npod., koHcynsTant JIJO Ne 3
YuuBepcurerckoil kanHMYeckoil 6ompHUIBI No 2, DI'AOY BO «llepBbiii MockoBckuit
rocy/IapCTBeHHbI MenunuHcKuii yHuBepcuteT M. . M. CeueHoBa» (CeueHOBCKHUIT
VYuusepcuretr) M3 PO, Bunie-npezuaent POITUII. KonpmukT HHTEpEecOB OTCYTCTBYET.
Mapuenko Haranba BaseppeBHa — KkaHJ. MeJ. Hayk, Bpad-ractposuteposior ®I'bBY
«Poccuiicknii HaydHBI LEHTP pPaAMOJIOTHM W XHPYPrHYECKHUX TEXHOJIOTMH HMEHH
akagemuka A.M. I'panoBa» MunznpaBa Poccum, nonent Haydno-kinHHUYecKoro u
00pa3oBaTEeIHLHOTO IEHTPA TACTPOIHTEPOJIOTHH U TEMAaTOJIOTUH MEIUITMTHCKOTO HHCTHTYTA
®I'bBOY BO «Cankrt-IletepOyprckuii rocynapcTBeHHbIH yHHBepcHTeT. KoOHQIUKT
HUHTEPECOB OTCYTCTBYET.

MacasHckuit Ajsekceid JleommpoBuu  — 1a-p Men. Hayk, 3aseayromuid HUWJI
peBMaTonoruu u ummyHonaronoruu OI'bY «HMULL um. B. A. Anmazoay, npodeccop
Hay4Ho-KJIMHMUYECKOro U 00pa30BaTeIbHOTO LEHTpa racTPO’HTEPOJIOTUN U AUETOJIOTHU
Mequimackoro uHcTUTyTa PI'BOY BO «Cankt-lIletepOyprekuii rocyaapcTBEHHBIN
YHUBEpPCUTET», HayuHbI KoHCYIbTaHT PI'BHY «HayuHo-nccnenoBaTenbckuii HHCTUTYT
peBMatonoruu uM. B.A. HaconoBoii. KoH(IMKT HHTEpEecOB OTCYTCTBYET.

Mextue Cadup HacpeaunoBuu — 1-p Men. Hayk, mpod..kadeapbl rocnuTaibHON

teparuu [ICTIOIMY um. W.I1.I1aBnoBa. KOHQJIMKT HHTEPECOB OTCYTCTBYET.



31.

32.

33.

34.

35.

36.

37.

38.

39.

Hukutun Urops 'enHaabeBUY — [1-p MeI. HayK, mpod., 3aB.kadeapoil rociuTanbHON
Tepanuu wM. akagemuka CropoxkakoBa [.U. neuebHoro daxynprera ®I'AOY BO
«PHUMY um. H.W. ITuporosa» Munzapasa Poccun. KoHGIHKT HHTEPECOB OTCYTCTBYET.
HexpacoBa Tarpsana IlerpoBHa — kaua. men. Hayk, goi., PI'AOY BO «llepssbrit
MocCKOBCKUI TOCYAapCTBEHHBIH MeauUUHCKHM yHuBepcutrer uM. M.M. CeueHoBa»
(CeuenoBckuit Yauepcuter) M3 PO. KoHpIMKT HHTEpPECOB OTCYTCTBYET.

OxoButhiii Cepreii BnagumupoBuu — J-p Men. Hayk, nmpod., 3aB. kad.hapMakoIOoTuu
n knmuandeckoit hapmakonornn PI'BOY BO «Cankr-IlerepOyprekuit rocyaapcTBEeHHBIN
xuMuKo-(hapmaneBTraecknii yausepcure» (CIIXDY) M3 P®. Konpaukr uHTEpecos
OTCYTCTBYET.

Ocunenko Mapuna ®enopoBHa — 1-p Mel. HaykK, mpod., 3aB. Kad. MPOMEAECBTUKU
BHYTpeHHUX  Oone3Heit  HoOBOCHOMPCKOTO  TOCYZapCTBEHHOTO  MEIHIMHCKOTO
yHuBepcuteTa. KOH(PIMKT HHTEpEeCOB OTCYTCTBYET.

Mazenko Exarepuna BaagmmmpoBHa — KaHA. Mel. HayK, Hayd.coTp. Hayuno-
KJIIMHUYECKOTO0 M 00pa30BaTeNbHOrO IIEHTpa TacCTPOIHTEPOJIOTMH M JAMETOJIOTUH
Memuimackoro uHcTUTyTa PI'BOY BO «Cankt-lIletepOyprckuii rocyaapcTBEHHBIN
yHuBepcuTeT». KOH(IMKT UHTEpEeCOB OTCYTCTBYET.

Canpuiep IOums I'puropbeBHa — KaHJ. MeA. HayK, CT. HaydH. COTp. OTAena
renaTojoruy, Bpad eHTpa Auarnoctuku 3adonesanuil meueHn MKHIL] um A C JloruaoBa
Couxkuna Eprenus CepreeBHa — KaHJ. MeA. HayK, CT. Hay4yH. COTp. ILEHTpa
JuarHocTuku 3aboneBanuii medenn ['BY3 MKHI[ umenn. A.C. Jlorunosa JI3M.
KoH(]IUKT HHTEpECOB OTCYTCTBYET.

CoxosioBa Kcenuss  CepreeBHa — accucteHT HayuHo-KiIMHWYECKOTO U
00pa3oBaTEeIBHOTO IIEHTPA TACTPOIHTEPOIIOTHH B TUETOIIOTUH METUIIMHCKOTO HHCTHTYTA
®I'BOY BO «Cankr-IleTepOyprckuii rocyqapCTBEHHBI yHUBEpCUTET». KoHQIUKT
HUHTEPECOB OTCYTCTBYET.

Ciotkun Baagumup EBrenseBuy — 1-p Mea. Hayk, nmpodeccop kadenpbl XUpypruu ¢
KypcaMH OHKOJIOTHHU, aHECTE3UOJIOIMH U PEAaHUMATOJIOIMH, SHIOCKOIINH, XUPYPruuecKon
MAaTOJIOTUH, KIMHUYECKON TPaHCIUIAHTOJOTMU U opranHoro aoHopctsa UIIIIO OI'BY
"['ocymapcTBeHHBI HayuHbld 1eHTp Poccuiickoit @Pegepannu — @DenepanabHBIf
METUIMHCKUIM Onodu3ndeckuii Haydnelii nmentp uM A. U. bypuazsnay ®MBA Poccun,
BeAyIIMI  HAy4yH. COTp. OTA. TpaHciulaHtarmu nedenn [bBY3  «Haydno-
WCCIEeIOBAaTeNIbCKUA  MHCTUTYT ckopod momomm wM. H.B. Ckiaudocockoro

JlemapramenTa 3paBooxXpaHeHus Toposa MockBey. KOH(DIMKT HHTEpECOB OTCYTCTBYET.



40. XaiimenoBa Tarbsina IOpbeBHa — KaHI. M. HayK, 3aB. OTAEJICHHEM 3a00JIeBaHUIT
neueHu ['bBY3 «MoCKOBCKUI KIMHUYECKUN Hay4dHO-TpakTH4ecKui 1eHtp umeHu A.C.
JlorunoBa JlemaprameHra 3apaBooXpaHeHus: ropoga MockBel». KoH(pnIMKT uHTEpecoB
OTCYTCTBYET.

41. Xomepuku Cepreii I'epmanoBuy — 1a-p Mea. Hayk, npod., matomopdonormueckoe
ornenenue I'bY3 «MocKOBCKHM KIMHUYECKUIA HAyYHO-pakTHYecKuid neHTp umeHu A.C.
JlorunoBa JlemaprameHra 3apaBooXpaHeHus: ropoga MockBel». KoH(pIMKT uHTEpecos
OTCYTCTBYET.

42. Xox0Ba AHHa PodeproBHa — acriupant ®I'bOY BO C3I'MY um. U.M. Meunukosa.
KoH(]IUKT HHTEpECOB OTCYTCTBYET.

43. IlllnpoxoBa Ejena HuxonaeBHa — pa-p Mea. Hayk, npod. kad. MpomeneBTHKH
BHYTPCHHUX OOJE3HEH, TacTpOIHTEpOJOruH W rematonorud uMm. B.X. Bacuienko
CeuenoBckoro YumBepcurera, YKB Ne2 CeuenoBckoro YuuBepcutera. KoHPIUKT
HMHTEPECOB OTCYTCTBYET.

44. llentyanHa AHHa DapoKoBHA — KaHJ. Mel. HayK, BEAYLIU HAyYHBIH COTPYIHHK,
PYKOBOJUTEIH nabopaTtopun IKCIIEPUMEHTAILHON u npoduIakTUIecKon
ractposHTeposioruy, Otaen (QpyHIaMEHTaJbHbIX M NPUKIATHBIX ACHEKTOB OXKUPEHMS,
OI'bY «HaunoHanbHBIA MEOUIIMHCKUA UCCJIENIOBATENbCKUM LEHTp Tepamuu W

npoduaakTuueckoi MeauuuHb Munsapasa Poccun. KoHQIUKT HHTEpECOB OTCYTCTBYET.

Hpunoxenne A2. MetonoJsiorust pa3padoTki KJIMHAYECKUX PeKOMeHTanui

KP no okazanmro MenunuHCKoH momomny manuerTaM ¢ 11X cocTtaBneHBI B COOTBETCTBHH
¢ TpeboBaHuAMHU 10 pa3pabotke KP meaumumHCKMU mpodecCHOHATHHBIME HEKOMMEPUECKUMHU
OpraHMU3aIusIMH, 4acTh 2 cTaThi 76 @enepanbroro 3akoHa oT 21.11.2011 Ne 323-d3 «O06 ocHOBax
OXpaHbl 3J0pOBbA TIpaxnaH B Poccuiickoii @enepannn», npukaza MuHHCTEPCTBA
3npaBooxpanenust Poccuiickoit @enepanuu ot 28.02.2019 Ne 1031 «O0 yTBepKACHUN TIOPSIKA U
CPOKOB pPa3pabOTKM KIMHUYECKUX pPEKOMEHIAlMi, HX MepecMoTpa, TUIOBOM (opMbl
KIMHUYECKHX pEKOMEHJIanuid M TpeOboBaHMH K UX CTPYKType, COCTaBy U Hay4dHOH
000CHOBAHHOCTH, BKJIFOUAE€MOM B KIIMHHUUYECKUE PEKOMEHIAMK UH(pOpMAMN» (C U3MEHEHUSIMU

ot 28.09.2023).

KP ocHOBaHbI Ha AOKAa3aTEIbHOM KIMHUYECKOM ONBITE, ONMMCHIBAIOLIEM JICHCTBUS Bpaya,
Mo JAWarHocTuke, mupdHepeHInaTLHON TUAarHOCTHKE, JICUCHHUIO, PEaOWIUTAIINN U TPO(HUIIaKTHKE

I1BX.



geHeBaﬂ AVIMTOPUSA TAHHBIX KJIHHUYCCKUX QCKOMeHg!a!!Hﬁ:

1. Bpau-ractposnreposor
2. Bpau-TepaneBT
3. Bpau o0mieit mpakTuky (ceMeiHbIi Bpay).

4. Bpaum [pyrux CHOEUUAIbHOCTEH, 3aHUMAIOIIMECS JUATHOCTHKOW M BEACHUEM

IalMCHTOB C HBX, a TaK)K€ aCCOUMMPOBAHHBIMU U KOMOPGI/I,HHI)IMI/I 3a00JIeBaHUSIMH.

MeaunuHckuM  pabOTHUKAM CIEyeT MPHICPKUBATHCS JaHHBIX PEKOMEHIAIUN B
NpOLECCEe MPUHATUSA KIMHUYECKUX pelIeHuH. B TO ke BpeMs pEKOMEHIAUUKW HE 3aMEHSIIOT
JUYHYIO0 OTBETCTBEHHOCTh MEAMIIMHCKUX PaOOTHUKOB MPY MPUHATHH KIMHUYECKUX PEIICHUH
Y4eTOM WHIMBHIYaAILHBIX ocoOcHHOCTeW Tedenus [IBX w MHeHws narnmeHTtoB. Hacrosime
PEKOMEHJIALIMK YYHUTHIBAIOT HAKOIUICHHBIM POCCHMCKHA W MEXIYHApOIAHBIA OMBIT BEICHUS

narueHToB ¢ [16X u 6azupytorcst Ha KP KpymHBIX renaToiornaeckux accorramii

Ta6auua 1. [1Ixana onieHkn ypoBHE# gocTOBepHOCTH MoKa3aTenbeTs (Y /1) ans metomo

JUAardsOCTUKH (,I[I/IaFHOCTI/I‘-IQCKI/IX BMCIH&TGJ'IBCTB)

YA Pacuiu¢poska

1 CrcteMaTryeckre 0030pbI UCCIIETIOBAHNI ¢ KOHTPOJIEM pedepeHCHBIM METOIOM HITH
CUCTEMAaTUYeCKUH 0030p paHAOMHM3MPOBAaHHBIX KIMHUYECKHUX HCCIEIOBaHUN C
[IPUMEHEHNEM METaaHaIn3a

2 OTaenbHBIE MCCIEIOBAaHUS C KOHTPOJEM pe(epeHCHBIM METOAOM WM OT/EIbHBIC
PaHTOMH3UPOBAHHBIC KIMHUYECKHE WCCICOBAaHUS M CHCTEMaTHYeCKHe 0030pbI
icCIeIOBaHUM  J000ro  Au3aiiHa, 3a  UCKIIOYEHHEM  PAaHIOMHU3HUPOBAHHBIX
KITMHUYECKUX MCCIIETOBAaHUM, C IPUMEHEHHEM METAaHAIN3a

3 [lccnenoBanust 0e3 TOCIIEIOBAaTEIFHOTO KOHTPONIA pedEepeHCHBIM METOIOM WIIH
IICCTICIOBAHUS. C pEePEepPeHCHBIM METOJO0M, HE SBISIOMIAMCS HE3aBHCHUMBIM OT
IICCIIEyeMOro MEeTo/ia, WM HEPaHIOMU3UPOBAHHbBIC CPABHUTEIILHBIE HCCIIEIOBAHUS,
B TOM YHCJIE KOTOPTHBIE

4 HCCpaBHI/ITCHLHHC HCCJICAOBAaHUA, OIIMCAHNUC KIIMHUYCCKOI'O Ciiydasd

5 [IMeeTcs TUIL 0OOCHOBaHHE MEXaHHM3Ma JICUCTBUS UM MHCHHUE 9KCIICPTOB

Ta6auua 2. [lIkana onieHKkH ypoBHe# qocToBepHOCTH AokazarenbeTs (Y /1) s metonoB
Mpo(UIAKTUKY, JICUCHHUS U peaduuTanuu (MpopuIakTHIeCKuX, JeUeOHbIX, peaOHINTAIIHOHHBIX

BMEIIIATEIILCTB)



YA PacmiugpoBka

1 Cuctematuueckuit 0030p PKU ¢ mpumenennem meTtaananmsa

2 Otnensabie PKI 1 cuctematnueckue 0030pbI MCCIEeA0OBaHUH JII0OOr0 Jn3aiiHa, 3a
mckimoueHneM PKU, ¢ npuMeHeHneM MeTaaHainsa

3 HepaH,I[OMI/I3I/Ip0BaHHBIe CpaBHUTECJIBHBIC UCCIICAOBAHUA, B TOM YHCJIE KOTOPTHBIC

4 HGCpaBHI/ITCJ'ILHbIC HCCIICAOBAaHUA, OIMCAHUEC KIIMHUYCCKOI'oO Cliydasa WM CEpHUU
CJIydacB, UCCIICIOBAHUSA ((Cﬂyllaﬁ — KOHTPOJIb»

5 lIMeeTcst TUIIE 0OOCHOBaHHE MEXaHU3Ma JIENCTBHUS BMEIIATEIhCTBA (,Z[OKJ'II/IHI/I‘ICCKI/IC
I/ICCJ'ICI[OBaHI/IH) HJIKM MHCHUC JSKCIICPTOB

Ta6auna 3. Illkana omeHku ypoBHeH yOeautenbHOocTH pekomeHpanmii (YVYP) mis
METOZOB TPOPHUIAKTHKH, TUATHOCTHKH, JEYCHHs W peadbmwiuramun (MpoQHIaKTHYSCKHX,

JUAarsoCTU4YCCKHUX, JIG‘-I€6HBIX, p€a6I/IJ'II/ITaI_II/IOHHBIX BMCHI&TGJ'IBCTB)

YYP Pacuiu¢poska

A CriibHasi pekoMeHJamnusi (Bce paccMaTpuBaeMble KpHTEpUH >(PPEKTHBHOCTH
UCXO[Ibl) SIBIISIIOTCSL BAXHBIMH, BCE MCCIIEJOBAaHHMS HMEIOT BBICOKOE WU
yIOBJIETBOPUTEIBHOE  METOAOJOTHYECKOE  KAdeCTBO, MX  BBIBOABI IO
MHTEPECYIOLIM UCXO0/1aM SIBJISIIOTCS COTTIaCOBAaHHBIMU)

B Y cioBHas pekoMeHaius (He Bce paccMaTpuBaeMble KpUTepuu 3(pPpeKTHBHOCTH

WCXOJBI) SIBIISIOTCSI BaKHBIMH, HE BCE HCCIECIOBAHUS WMEIOT BBICOKOE HIU
yZOBJIETBOPUTEILHOE METOJI0JOTMYECKOe KAaueCTBO M (WJIM) MX BBIBOABI IO
MHTEPECYIOLINM UCX0J1aM HE SIBJISIOTCS COITIaCOBAaHHBIMN)

C Crnabast pexoMmeHAanusi (OTCYTCTBHE J0OKAa3aTENbCTB HAJJICKAIIEro KayecTBa

BCE paccMaTpuBaeMble KpHUTEpUU APPEKTHBHOCTH (MCXOJBI) SBIISIOTCS
HEBa)KHBIMMY, BCE MCCIIEA0BAHUS UMEIOT HU3KOE METOI0JIOTHIECKOE Ka4eCTBO U
X BBIBOJIBI [0 HHTEPECYIOIUM UCXOaM He SBIISIOTCS COIVIACOBAHHBIMHU)

Iopsaxok 00HOB/IEHUSI KIMHUYECKUX PEeKOMEH 1Al

Mexannsm o6HOBNIeHUs! KP mpemycMaTpuBaeT ux cucTeMaTH4ecKylo aKkTyaan3alio — He
pexe 4YeM OJIWH pa3 B TpU roAa, a TAKXKE MpPU MOSIBICHUHM HOBBIX JAHHBIX C ITO3WULIMH
JOKa3aTeIbHOM MEIUIIMHBI [0 BOMPOCaM JUATHOCTHKH, JICYCHHUS, TNPOPUIAKTUKA U
peadWUTallMi KOHKPETHBIX 3a00JIeBaHUM, HAMYUKA OOOCHOBAHHBIX JIOTIOTHCHUI/3aMEUaHUH K

panee yrBepxkaeHHbM KP, HO He vamie 1 paza B 6 mec.



IIpunoxkenue A3. CnpaBo4Hble MATEPHAJIbI, BKJIIOYasi COOTBETCTBHE MOKA3aHUI K

NPHMMEHEeHUI0 1 POTUBOIIOKA3aHUIi, ClIOCO00B MPUMEHEHM U 103 JIeKAPCTBEHHbIX

NpenapaToB, HHCTPYKIUHU N0 PUMEHEHHIO JIeKapCTBEHHOI 0 penapara

Hannbsie KP pa3pabotanbl ¢ y4eTOM CIEAYIOIIUX HOPMATUBHO-ITPABOBBIX JOKYMEHTOB:

1. Oenepanbubiii 3akoH Poccuiickoit @enepanun ot 21.11.2011 Ne 323-03 «O06

OCHOBaxX OXpaHBbI 340pOBbsA TpaxkaaH B Poccuiickoit denepamum».

2. [Ipuxa3z MunuctepctBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 13.10.2017

Ne 804n (¢ m3menenusimu oT 12.07.2018) «OO6 yTBepKIEHUM HOMEHKIATYPHI METUIIMHCKHUX

YCIyD».

3. [Ipuxa3z MunuctepctBa 3apaBooxpanenus Poccuiickoit @eneparuu ot 05.03.2020

Ne 1481 «O BHecenunm wusMmeHenuii B pazzgen Il “HomeHknarypa MenuuumHCKUX yciayr”

HOMEHKJIATyphl ~ MEAMLUUHCKMX  YCIyr,  yTBEp)KAGHHOM  npukazoM  MuHHCTEpCTBa
3npaBooxpanenus Poccuiickoit @eaepanuu ot 13.10.2017 Ne 804w».
OcHoBHbIE penapaTsl Ajs Jedenus [1BX
Hanmenosann | IIyTh Ho3za Jlunu | CootBerctB | Ilokazanus OcHoBHbIE
e rpemnapara BBE/ICHU o ue JUISt MIPOTHUBOTIOKA3aHUS
S Tepa | MHCTPYKLUM | IPUMEHEHHUS | CO CTOPOHBI
muu | u (I'PJIC) B 3a00JICBaHUS [TCUYCHU
COOTBETCTBUH
c
WHCTPYKIUEN
I'PJIC
VIIXK** Baytps | 13-15 1-a Ha IBX mpu JlexoMIneHCHpPOBaHH
MI/KI/CYyT orcyrctBum | bt LI1
HPU3HAKOB
JIeKOMITIEHCAI]
uu
#Denopudpar | Bayrps | 145 2-1 Her — JlexoMmneHCUPOBaHH
MI/CYT it L{I1
Oobetuxoneras | Baytpp | 5-10 3-a Ha IIbX npu JekoMneHCUpOBaHH
KHCJIOTa MT/CyT OTCYTCTBUH b1 L1
NPU3HAKOB




JACKOMIICHCAIL
nn

** JlekapCTBEHHBIN Tpemapar, Bxosmuil B Pacnopsokenne [IpaButensctea PO ot 12.10.2019 Ne
2406-p (pen. ot 09.06.2023) «O06 yTBepKAeHIH TIEPEUHS KU3HEHHO HEOOXOIUMBIX U BAXKHEUIIINX
JIEKapCTBEHHBIX MPENapaToB, a TAKXKE MEPEUHEH JIeKapCTBEHHBIX MPENapaToB sl MEAUIIMHCKOTO
NPUMEHEHUS U MHUHUMAJIbHOIO aCCOPTUMEHTA JIEKaPCTBEHHBIX MPENapaToB, HEOOXOJUMBIX AJIS

OKa3aHUs MEIUIIMHCKOHU MOMOIITH.

# IlpumeHeHHe  JIEKapCTBEHHOTO  TpermapaTra B  COOTBETCTBUM C  MOKa3aTeIsIMHU
(XapakTepuCTHKaMH), HE YKa3aHHBIMH B HWHCTPYKIMH 1o ero mnpumeHeHuro (off-label),

ocymectisieTcs cornacHo denepanbHoro 3akoHa oT 21.11.2011 Ne 323-D3 ¢ uaMeHeHUSIMHU.

1

Hpuaoxenue b. Aaropurmsl JeiicTBuii Bpaua

Pucynok B1. Anroputm nedeHns NepBUYHOTO OMIIMAPHOTO XOJIaHTUTA



VAXK** 13-15 mr/kr/cyTen
(1-1 "HEES Tepanun)

l

Broxummuvecknii oTeer?
1) mpu pamnedt cragus 1 es $axTOPOB PECKA HEZOCTATOTHOIO
Ipozomsute | AA OTBeTa - OmeHKa oTBera gepes 12 mecaues (TTapma IT)
VXK == 2) s mosARel CTATHH E/ITH ¢ $aKTOpaMH PHCKA HeJOCTATOTHOTO
OTBETa — OlleHKa oTseTa Yepes 6 mecanes (Tlapmx 'GLOBE)

HET

[Toareepauts HeodxoxEMOCTs 2-H MHEHE

Tepamun onerxoil GLOBE
HIT v
MpoomssuTs | Brramsaenocts Ges TpaHCINaHTALRE
VIIXIC** cHrgeHa’
b £
AoGasuts #erodudpar,
(2- nuEnA TepanH:)
/ \.HH
Her otsera
Ecrs otser l
A 1 JoSasuts OBXK
Tipoa (3-a MeHEA TepamEH)
feveHne 1 \
Ects otseT
Her orsera 1
v TIpozomxars
VIXK** + #denodudpar - nedenne
OBXK

MMpuno:xkenne B. Uudopmanus A5 nanueHTa

VBaxxaemsbiii narment! [lepBuunbtii Onnmmapusnii xonanrut (I16X), panee n3BecTHBIN Kak
HNEepBUYHBIM OWIMAapHbI IUPPO3 MEYeHH, — ITO XpOHHMYECKoe 3alojieBaHHE IIEUYEHH,
BO3HHUKAOIIEE B pe3yJbTaTe MNPOrPECCUPYIOLIET0 pa3pyLICHHUs KEITYHBIX MPOTOKOB BHYTPHU
nieueHu. JKemdp, BIpabaTeiBaeMast IIEYECHBIO, MOCTYIIAET 110 ATUM IPOTOKAM B TOHKHH KUIICYHHUK,
IJIe CIOCOOCTBYET YCBOSHHIO KHPOB M >KHpopacTBopuMbIX BuTaMHHOB (A, D, E u K). Korma
MIPOTOKU Pa3pyIIarOTCs, KeYb CKAIUITMBACTCS B TICUYCHH, BBI3bIBAs BOCIIAJICHUE M 00pa3OBaHHE

py6uoB (pubpo3). B koHeUHOM cyeTe 3TO MOKET MPUBECTH K LUPPO3Yy MEUYEHU U CBA3AHHBIM C



HUM OCJIO’)KHEHHSM, TIOCKOJIBKY PYOIIOBasi TKAHb 3aMEIIAeT 3/I0POBYIO TKAHb IMEYCHH, a (PYHKITHS

IeUYeHH Bce OOJbIIe HapymaceTcs.

HpI/I‘lI/IHa 3a00JIeBaHNsg TOYHO HEW3BECTHA. boiblne Bcero JOKa3aTCiIbCTB CBA3U C
HpO6J’ICMaMI/I B HMMYHHOﬁ CHCTCMC - HAIlK KIICTKH-3alllUTHUKH I/IMMYHHOI>'I CHCTCMBI HAYUHAIOT
BOCIIPUHUMATL KIJICTKH JKCIUYCBBIBOAAIIUX IIPOTOKOB KaK YYXCPOAHLIE H aTAKYHOT HX, B
pe3YyJbTAaTC YCro MpOUCXOAUT BOCIAJICHHUEC W TOBPCIKACHHUC KCITUYCBBIBOAAIINX HyTCf/i. XoTts
HCpBH‘IHLIﬁ 6I/IJ'II/IapHBII71 XOJIAHTUT HE ABJIACTCA IMOJTHOCTHIO HACICACTBCHHBIM 33.60J'I€BaHPIeM, TO
€CTh 3360J’ICB3HI/I€M, BbI3BAHHBIM OIIPEACIICHHBIM 'CHETUYCCKHUM I[C(beKTOM, KOTOpHﬁ nepeaacTes
oT pOI[HTGJ'ICfI K ACTAM, IIO-BUANMOMY, CYIIECTBYCT KaKasa-TO ceMeiiHas peaAPaCIIOIOKEHHOCTD K
Pa3BUTUIO 3abonmeBanus. 116X Yalie BCTPEHACTCA B CCMbAX, I'IC OoleH JaHHBIM 3a00JIeBaHUEM

OJIMH U3 YJICHOB CCMbH.

IIbX 6e3 ne4yeHus: MPUBOIUT K HEOOpPaTUMOMY MOBpEXIeHHIO neueHu. K coxkaseHuo,
erie He pa3padoTaHo JIEKAPCTB, KOTOPBIE MOTJIH OBl MOJIHOCTHIO U3JICUNTh JaHHOE 3a00JIeBaHuE.
Opnako, cymecTBYIOT 3((EKTHBHBIE W OTHOCHUTENBHO O€30mMacHbIe MpernapaThl, KOTOpPHIE
HEOOXOUMO MPUHUMATH BCIO JKU3Hb M TMEPUOJUYCCKH OICHUBATH WX 3(P(PEKTUBHOCTD, UYTOOBI,

MpY HEOOXOIMMOCTH, BOBPEMS MIEPEHTH K CIICAYIOIIEMY BapHAHTY Tepariu.

OcHoBHoe nekapctBo ajst gedenus [1bX - ypconezokcuxonepas kucnora (Y IXK), kotopast
[IOMOI'aeT BBIBOAWTH >KE€IYb U3 NIEUEHU B TOHKMH KHIIEeYHUK. [Ipu cBOeBpeMEHHOM IIPUMEHEHUHN
VYAXK MoxeT yaydmuTbh (YHKLUUIO NE€YEHU U MPEJOTBPATUTh HEOOXOIMMOCTh B Iepecajke
MEYCHU WM OTCPOUYUTH ee mpoBedeHue. Jlroau ¢ nepBuyHbM OminapabiM xoianrutoM (I[16X)
JOJDKHBI IPUHUMATB ATOT MpenapaTt KaxX.blid JeHb B TeueHue Beel xxm3an. Y JIXK addexrnBra

OoJice ueMm Y OJIOBHUHBI MIAIUCHTOB, U O6BIUIHO, XOpOo1I0 NEPEHOCUTCA.

Jlpyrue mpemnapaThl UCIIOJIB3YIOTCA Y MALMEHTOB, KOTOPbIE HE 10CTaTOYHO pearupyroT Ha

YAXK, 1 Ha3HAYar0TCs AOTMOJHUTEIBHO K HEH.

Ecnu B pe3ynbraTe HazHauenHoro jeuenus npu [16X nocturaetcs xopommii apdext (oTBeT
Ha TEPAIUIO), TO MPOJOIKUTEIBHOCTD KU3HU CTAHOBUTCS TAKOM K€ KaK B MOIMYJISLHU (TO €CTh Y

H}Oﬂeﬁ, HC UMCIOIIIUX 3TOI'0 3360H€B3HI/I}I). Ho cumntrombl MOT'YT COXPaHATBHCA.

HaunbGomnee yacteie u MYYUTCIIbHBIC CUMIITOMBI MPH IIBX - ato 3y4, YTOMIIAIEMOCTb U

CyXOH CHHAPOM.

Cy1ecTByeT HECKOJILKO cIoco00B 00phObI ¢ 3yaoM. Ecnu y Bac 3y, HeoO6xoauMo n3derath
TOps/YMX BaHH M JyIIa, TOCJE IyIIa CMa3blBaTh KOXY YBIAKHSIOIMIMMH KpeMaMH, HAHOCHUTh

OXJIQX/IAIOIKeE TeIH (HarpuMep, ¢ MEHTOJIOM) U KOPOTKO CTpHYb HOI'TU. BriOupaiite onexay n3



HaTypaJbHBIX TKaHEH U CIeauTe 3a TEM, YTOOBI HE HAXOJNUTHCS CIHUIIKOM 9acTO Ha COJHIE. Bam
Bpad MOXCT HAa3HAYUTH MPOTUBO3YAHYIO TCpalnio, UCXOAA U3 MHAWBUAYAJIbHBIX 0COo0eHHOCTEH

Balero opraHn3Ma M Ctaauu 3a00JIeBaHMs.

Jlromm ¢ TIBX 4acTo 4yBCTBYIOT CHJIBHYIO CIa0OCTh, YTOMIISIEMOCTh, YCTAIOCTh. JTO HE
SIBJIACTCA MPU3HAKOM 3alylIEHHOCTH 3a00JieBaHUs — HWHOTAA JIOAM Ha pPAaHHUX CTagusiX
qyBCTBYIOT CHJIBHYIO YCTaJIOCTh, B TO BpeMsl Kak ApyrHe, ¢ 0osiee NpOoABUHYTHIM 3a00JI€BaHUEM,
ee He oTMe4aroT. YToOBl CHpPaBUTBCS C YCTAJOCThIO, HEOOXOAWMO TIOJHOLEHHOE U
cOajaHCUpOBaHHOE MUTaHKE, aeKBaTHbIE (PU3NUYECKHEe YIPaKHEHHS ¥ ONITUMAJIbHBIM PEeXKHUM CHa.
Hexotopeie comytcTByromue 3a0oneBaHus (3a0ojieBaHHE HIMTOBHIHOW JKENE3bl, JETpeccus,
aHeMuss M T.O) TaKKe MOTYT TMPOSABIATHCA YCTAJOCThIO. Bamnl Bpau ompenenutr HacKOJIbKO

pacIMpCHHOC 06CJ'I€I[OBaHI/Ie BaM HCO6XOI[I/IMO B CBSI3H CO CIIA0OCTHIO U YTOMJIIEMOCTBIO.

Ot CYXOCTH B TrJjiazax IOMOI'YT MCKYCCTBCHHBIC CJIC3bl, 4 CYXOCTb BO PTY YMCHbLIIAIOT

KEBATCIIbHAsA PE3UHKA WJIN JICACHIBI, a TAK)XKC HCKYCCTBCHHAA CJIFOHA.

Haquo 000CHOBAHHBIX AaHHBIX, CBUACTCIILCTBYIOIINUX O TOM, YTO Kakas-mioo KOHKpCTHas

nuerta ymydmaeT TedeHne u ncxon I1bX He nmomyueno.

Cnenyer  us3berate  ynorpeOiieHMs  OMOJIOTMYECKHM  aKTMBHBIX  J100aBOK €
UMMYHOCTUMYJIUPYIOMHAM  3((HEKTOM, JIEKapCTBEHHBIX TpaB, UIMTEILHOW  WHCOJISIINH,

HEKOTOPBIX (PU3MOTEpANeBTUUECKUX MIPOLIETYP).

TpaHCHHaHTaL{I/IH NCYCHU paCcCMATpUBACTCAd B TEX ClIy4dasaX, KOoraa MCEIHUKaMCHTO3HOC
JICYHCHUC YIKC HC CIIOCOOHO B JIOCTATOYHON CTETICHU KOHTPOJHUPOBATb TCUCHHUC 3a00/IeBaHus U
npoun30olyio CEPprE3HOC U H606paTI/IMOC MOBPCIKACHUC TICUCHU (I[CKOMHGHCI/IpOBaHHHﬁ oUuppo3

IICYCHN ).

[1IbX He sBisieTCS MPOTUBOIIOKAa3aHUEM I OepeMeHHOCTH, U manueHTku ¢ [1bX o0praHO
He WMeeT mpobieM c 3adatheM peOeHKa. PHCK OCIOKHEHH CO CTOPOHBI MaTepu W IUIOJA
HECKOJIBKO TIOBBIIIEH II0 CPABHEHWIO CO 3J0POBBIMH >KCHIIMHAMH, HO CaMONPOW3BOJIBHBIC
BBIKMJIBIIIM BCTpe4aroTcs JuIb Yy 5% OepemeHHbIX. [lanMeHTKH [OOJDKHBI HPOJOJDKATH
MIPUHUMATD YPCOAE30KCUXOJIEBYIO KUCIOTY BO BpeMsi 0€peMEHHOCTH U IPYAHOTO BCKAPMIIMBAHUS,

3TO Ge3omacHo It Oymyiiero pebeHka.

Ctporoe BbINOJIHEHHE BpaueOHBIX PEKOMEHAALMI U peryispHoe BpaueOHOe HaOIoeHNe

SABJIAIOTCA 3aJIOTOM YCIICITHOIO JICUCHHA U MMOBBIIICHHS MPOAOJIKUTCIbHOCTU XKU3HU.



punoxenue I'l-I'6. LkaJbl OEHKH, ONPOCHUKH U PYrue ONeHOYHbIe HHCTPYMEHTBI

COCTOAHUA NMANMECHTA, IPUBCICHHLIC B KIIMHUYCCKUX PCKOMECHAAUAX

Hpunoxenne I'l. Kmaccnpurxanusa crenenn tsikect LI mo Yaiiag — Tropkort — Ilblo

(Child — Turcotte — Pugh)

HaszBanme Ha pycckoM si3bike: Kimaccupukarysi cTeneHn TsHKeCTH Uppo3a nedeHn mo Yamg —

TropkoTT — IIbt0 (Child — Turcotte — Pugh).
Opurunansraoe Ha3Banue: Child — Turcotte — Pugh (CTP) score.

Ucrtounuk: Child C.G., Turcotte J.G. Surgery and portal hypertension. Major Probl Clin Surg.
1964;1:1-85; Pugh R.N., Murray-Lyon .M., Dawson J.L., Pietroni M.C., Williams R. Transection
of the oesophagus for bleeding oesophageal varices. Br J Surg. 1973;60(8):646—649.
https://doi.org/10.1002/bjs.1800600817; Durand F., Valla D. Assessment of the prognosis of
cirrhosis:  Child-Pugh versus MELD. J Hepatol. 2005;42(Suppl. 1):S100-S107.
https://doi.org/10.1016/j.jhep.2004.11.015.

Tun: mkana OIICHKH.

Hasnauenwue: onenka IMPOTrHOCTUYECKOTI'O KJjIacCa HUppoO3a ICUYCHU.

Coneprxanue (madioH):

Ilokxazarens bannsr
1 2 3
Actut Her He6onbmoit YmMmepenHsit/6onbon
OH1edanonaTs Her Hebonpmas/ymeperna | YMepeHHas/BbIpakeHHA
o s
YpoBeHb owmpyouna | <2,0 2-3 >3.0
(mr/m)




YpoBens anpbymuna (mr/m) | >3,5 2,8-3,5 <2.8

VYanunenue 1B (cek) 1-3 4-6 >6,0

Kitou (uaTepnperanms):

OO011€e€e KOJIMYeCcTBO 0aJIIIOB Kitace
5-6 A
7-9 B
10-15 C

[MosicHenus: kmacc A (XOpoIIO KOMIICHCHPOBaHHAS (DYHKIUS ITEYCHH ); BEDKUBAEMOCTD B TCUCHHUE
roga — oxojo 100%; kimacc B (BblpakeHHbIE HapyleHHUs (YHKLIUHU [€YEHH); BBIKMBAEMOCTD B
TedeHue roga — okxoijo 80%; kmace C (nexoMmeHcauus 3a0osneBaHus U (GYHKLUUHM TEYCHHM);
BBDKMBAa€MOCTb B TeueHHe Troma — okojgo 45%. Ilpu cymme OamioB <5 cpenHss

MPOJOIHKUTEIHLHOCTE Jk13HU NaruenToB 6e3 TII coctasnser 6,4 roza, a mpu cymme >12 — 2 mec.

Hpuiaoxenue I'2 Iapumxckue kpurepun AUL/IIBX

Uctounuk: Chazouilleres O., Wendum D., Serfaty L., Montembault S., Rosmorduc O., Poupon R.
Primary biliary cirrhosis-autoimmune hepatitis overlap syndrome: clinical features and response

to therapy. Hepatology. 1998;28(2):296-301. https://doi.org/10.1002/hep.510280203.

Tun: mkana ouneHku (KpUTEPUH).

Hasuauenue: quarsoctuxka AUT/TIBX.

Conepxanune (11a0JI0H):

Kputepuu I1bX npu AUT/TIEX Kputepuun AUTL npu AUT/TIBX




AxtuHOCTh 1I® > 2 BITH u (wmm) I'TT > 5 | AktuBHOCTH chiBopoTouHoit AJIT > 5 BI'H

BI'H
Yposenb cwiBopoTouHoro IgG > 2 BI'H wim

Hamnune AMA Hamnuue AIMA

XapakrepHass Mopdororndyeckass KapTuHa: | ['ucTonorudeckass KapTUHa YMEPEHHOTO WM
TUTIMYHBIE TIOBPEXKICHUS JKEITIHBIX TPOTOKOB | TSHKEIIOTO «ITOTPAHUIHOT O rernaTura
(«BeTyIIME) JKEITUHBIE IPOTOKH) (mepunopTanbHble  WIM  HEpPUCENTAJbHbIC
auM@onuTapHbIe CTyNEHYaThle HEKPO3bl) B

ouonrare

Kitou (uaTepnperanms):

Jnst mocranoBku auarHoza AUIT/TIBX TpeOyeTcs BbIIBUTH nBa Kpurepus u3z Tpex AUL m aBa

kpurepus ux Tpex [1bX.

Mpuaoxenune I'3 MELD (Model for End-Stage Liver Disease) \

Model to predict survival in patients with end-stage liver disease (Model for End-Stage Liver

Disease, MELD).

Ucrtounuk: Kamath P.S., Wiesner R.H., Malinchoc M., Kremers W., Therneau T.M., Kosberg C.L.
et al. A model to predict survival in patients with end-stage liver disease. Hepatology.

2001;33(2):464-470. https://doi.org/10.1053/jhep.2001.22172; Sharma P., Schaubel D.E.,

Goodrich N.P., Merion R.M. Serum sodium and survival benefit of liver transplantation. Liver

Transpl. 2015;21(3):308-313. https://doi.org/10.1002/1t.24063.

Tun: Moaesb OLIEHKH.
Ha3znauenwue: omeHka BBDKHBAEMOCTH TIPH 3a00JI€BAHNY TIEYCHH, ONpeeicHne mokazanuii Kk TIL
Conepxanune (11a0JI0H):

MELD = (0,957 * In (kpeaTunuH cBIBOPOTKH, MI/mi * 88,4') + 0,378 * In (6unupyOuH CHIBOPOTKH,
mr/mn * 117,104%) + 1,120 * In (MHO) + 0,643) * 10 (npu NpOBEJEHUM TEMOAMAIN3A KaK

MUHUMYM JIBX]IBI 3a MOCNEIHUE 7 JTHEH KpeaTHHUH paBHsercs 4,0 Mr/mr)

MELD-Na = MELD (opurunanshsrii) + 1,32 * (137-narpwuit) — [0,033 * MELD (opuruHanbsHbIi)

* (137-HaTpuii CHIBOPOTKH)]

In — marypansHbIi morapupm; MHO — MexayHapo1HOE HOPMATH30BaHHOE OTHOIIICHHE.



! ko3 pHIMEHT nepecyeTa KpeaTHHMHA M3 MI/UT B MKMOJIB/II.
2 koo uIMEHT nepecuera OUIMPYyOMHA M3 MI/IT B MKMOJIB/II.

3nauenuss <1 wr/mn (<88,4 Mkmonb/nm kpeatnHmHa u <17,104 MxMmonw/1 OunupyOuHa)

MPUHUMAIOTCS PaBHBIMU 1.

Kitou (uaTepnperanms):

Konmuectro 6amnos no mkane MELD u TpexmecsiuHas JeTaabHOCTS:
40 u 6onmee — neranbHOCTH 71,3%);

30-39 — nerampHOCTH 52,6%);

20-29 — nmeransHOCTH 19,6%);

10-19 — aeranpHOCTE6,0%;

<9 — neranpHOCTH1,9%.

Hpunoxenue I'4. l'acronoruuyeckue craauu IIBX (mo Scheuer P., 1967; Ludwig J, 1978):

Cragus | Mopgonornueckue 0co6eHHOCTH

1 IMOPTAJIBHOC BOCIIAJICHUE C UITU 6e3 «OBETYLIECTO MOpaXKCHUA XKETIYHBIX IIPOTOKOBY

2 HEePHUITOPTAIBHOE BOCTIaJeHHe/NHTEep(EHCHBIN rernaTHT — yBeJIMUeHNE pa3mMepa
HOPaKEHHH JI0 IEPUTTOPTATIBHBIX, C TOTPAHUYHBIM (TIEPUITOPTAIBHBIM,
uHTep(ElCHBIM) TeaTUTOM

3 MOCTOBUIAHBIN (pUOPO3

4 OWITMapHBI TUPPO3

TepMI/IH «OBETYLICC TIOPaXXCHHUC IKCIYHBIX IIPOTOKOB)» OIIMCBIBACT OYAroBbBIC IIOPAXKCHU,
KOTOPBIE AEMOHCTPUPYIOT MHTCHCUBHYIO BOCIHAJINUTEIBHYIO I/IH(bI/IJ'IBTpaLII/IIO 1 HEKPO3 KCITIHBIX

IIPOTOKOB.

Hpunoxenne I'5. Cucrema cragmposanusi [IBX nmo Nakanuma et al. (2013)

AKTHBHOCTH XpOHHYECKOT0 XoaaHrura (CA)




CA 0 (uer
AKTHUBHOCTH)

Her XOJIaHTUTA, JIETKOC MOBPEKACHUC DITUTCIIUA KCITUHBIX ITIPOTOKOB

CA 1 (cnabas
AKTHBHOCTB )

1 >KeTuHEIH IIPOTOK C ABHBIM XPOHUYECKHUM XOJIAHTUTOM

CA 2 (ymepenHnas
AKTHBHOCTB )

> 2 KEITIHBIX IMPOTOKOB C AIBHBIM XPOHHYCCKHUM XOJIAHTUTOM

CA 3 (BelpakeHHas

> 1 «uBeTyuiee» NopakeHne IPOTOKOB

AKTHBHOCTB)

AxkTuBHOCTH renatuta (HA)
HA 0 (uet Het nnTepdeiicHoro rematita 1 HET WM MUHUMAJICH JIOOYIIS pHBIN
AKTUBHOCTH) renaTuT

HA 1 (cnabas
AKTHBHOCTb )

Wntepdeiicuplii renatut B > 10 renaronurtax noapsa B 1 mopraabHOM
TpaKTe U JOOYJISIPHBIN renaTuT OT JIETKOTO 10 YMEPEHHOT0

HA 2 (ymepennas
AKTUBHOCTD )

WurepdeiicHbrit renatut B > 10 renaTonuTax mojapsia B > 2
MOPTANbHBIX TPAKTaX U JIOOYISPHBIN TENaTUT OT JIETKOTO JI0
YMEpPEHHOT'O

HA 3 (BblparkeHHast

Wurtepdeiicupiii renatut B > 20 renaronuTax noapsig B > 1/2

AKTUBHOCTD) MOPTAJIBHBIX TPAKTaX U YMEPEHHBIN JT0OYIAPHBINA renaTuT Win
MOCTOBU/THBIN/30HATBHBIN HEKPO3
Dubdpo3

Ouenka 0 Het mopransHoro ¢pubposza mwim Gudpo3
OrpaHUYeH MOPTATEHBIM TPAKTOM.

Ouenka 1 ITopTanpHblil ¥ nepunopTanbHbli Gudbpo3 +
(uOpO3HBIE IEPETOPOIKH.

Ounenka 2 MocToBoii prbpo3 ¢ BapnadeabHONI J0TBYATOM
JI€30praHu3aluei.

Onenka 3 Huppo3 neuenu.

IHoTeps :KeTYHBIX MPOTOKOB (1YKTONEHUS)
Ouenka 0 Her
Onenka 1 VY <1/3 manueHToB

Omnenka 2

V 1/3-2/3 nanueHToB




IpOrpeccupoBaHue)

Onenka 3 VY >2/3 manueHnToB

OT/10:KeHHE OPCEHH-TIOJOKUTEIBHBIX TPaHyJI
Ounenka 0 Her
Onenka 1 B ornenbHBIX nEepUNOpTaNbHBIX IeNaToluTax B

<1/3 mopTajbHBIX TPAKTOB
Ouenka 2 B HECKONBKUX NEPUIOPTATBHBIX TEMAaTOIUTaX B
1/3-2/3 mopTanbHBIX TPAKTOB
Ouenka 3 Bo mMHorux renarornurax B >2/3 nopranbHbIX
TPaKTOB
Jran 3 kpurtepust 2 KpuTepus

Cramusn 1 (6e3 0 0
MIPOrpeccupoBaHys)
Cranus 2 (yierkoe 1-3 1-2
IporpeccupoBaHue)
Cranus 3 (ymMepeHHOe 4-6 34
MIPOrpeccUpoBaHKE)
Crangus 4(Tsoxenoe 7-9 5-6

HasBanue Ha pycckowm si3pike: Cuctema cragupoBanus [IBX

Hpunoxenne I'S. llkans onenkn orBeta Ha Tepanuio Y /XK y nannenros

Bpems
OLEHKH

I xanbi oTBeTa Ha
Tepanuio
(MecsibI)

OnennBaeMble
napaMeTpsl

I[I/IXOTOMI/I‘leCRI/Ie IIKaJbI

[Mapux I 12

® < 3,0 x BI'H,
ACT<2,0xBI'H,




[Tapux 1T

bapcenona

Porrepnam

omwmpyonn < BI'H

o u ACT < 1,5
x BI'H

onnmupyouH <
BI'H

Camxenne D >
40% W1
Hopmanuzanus 1D

Hopmanuzanus
aHOMAaJILHOTO
OunupyOuHa W/MIn
anpOyMuHa

Maiio

Oxume

II® < 2 x BT'H

Cumxenune ITT >
70% W
Hopmanuzarus I'T'T

ToponTO 24

[d < 1,67 x B[H

CucreMbl HENPEPHIBHON OLIEHKU

GLOBE

12

UK-PBC

Bospact pu
Hayaje  Tepamu.
YpoBeHb D,
OunupyouHa,
anpOyMuHa u
TPOMOOLIUTOB Yepes
12 MeCALEB
Tepanuu

bazoBeiil  ypoBeHb
anpOyMHHa u
TPOMOOLIUTOB.

YpoBeHb D,
ounupyouna u ACT
(mmu  AJIT) uepes
12 MecHIIeB
Tepanuu

Ipunoxenne I'6




HasBanne Ha pycckom s3bike: [1kana ITapmxk [
OpuruHaibsHOe Ha3BaHue: Paris-1

Uctounuk: Corpechot C, Abenavoli L, Rabahi N, Chrétien Y, Andréani T, Johanet C,
Chazouilléres O, Poupon R. Biochemical response to ursodeoxycholic acid and long-term
prognosis in primary biliary cirrhosis. Hepatology. 2008 Sep;48(3):871-7. doi:
10.1002/hep.22428. PMID: 18752324.

Tum: mkana oneHK (KPUTEPHHN).

Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nanuenTtos c T1BL]

Coneprxkanue (mabnon): 1P < 3,0 x BI'H u ACT < 2,0 x BI'H u 6unupyOuH B nipesiesax HOpMbl

yepe3 12 mecaues tepanun Y XK

Kitou (uaTepnperanns): neranpubiil ucxon uinu TII Habmoganuce B 2,5 pa3a yalie y NaieHToB,
y KoTopeix 4epe3 1 rop sneyenus Obuto BeisiBieHo (D > 3 BI'H, ACT >2 BI'H unmu ypoBeHs

OmnnpyOrHAa B CHIBOPOTKE KPOBH B IIpeIeiaX HOPMEI.
Hpunoxenne I'7

HasBanne Ha pycckoM ssbike: [kama [Tapux 11
OpurunansHoe Ha3BaHue: Paris-I1

Ucrounuk: Corpechot C, Chazouilléres O, Poupon R. Early primary biliary cirrhosis: biochemical
response to treatment and prediction of long-term outcome. J Hepatol. 2011 Dec;55(6):1361-7.
doi: 10.1016/j.jhep.2011.02.031. Epub 2011 Apr 13. PMID: 21703194.

Tum: nikana olneHKH
Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nanuenTtos c I1BL]

Conepxanne (mabnon): I® n ACT < 1,5 x BI'H n 6unupyOun B npeaenax HOpMBI depe3 12

MecsieB Tepanun Y JIXK
Kitou (uatepnpetanms): yposenb LD u ACT < 1,5 x BI'H u 6unupy0Ouna B mpeenax HOpMbI

gepe3 12 MecsIieB Te4eHnsI TO3BOJISIOT BEISIBUTH MAIIUEHTOB C pAHHEH THCTOJIOTHYECKOM CTagueH,

KOTOpBIE HE HYKIAI0TCA B Ha3HAUeHUH 2-i nuHuu Tepanuu [16X
Ipuiaoxenue I'8

HasBanne Ha pycckoM sasbike: [IIkana bapcenona



OpurunansHoe Ha3BaHue: Barcelona

Hctounuk: Parés A, Caballeria L, Rodés J. Excellent long-term survival in patients with primary
biliary cirrhosis and biochemical response to ursodeoxycholic Acid. Gastroenterology. 2006

Mar;130(3):715-20. doi: 10.1053/j.gastro.2005.12.029. PMID: 16530513.
Tun: mKkaga OLeHKH
Hasnauyenue: Ouenka orsera Ha Tepanuio Y JIXK y nanuentos ¢ [1BL]

Conepxanne (mrabmon): Camkenne LD > 40% wmm nHopmanmzarust LD ot ucxoguoro uepes 12

MmecsieB Tepanun Y JIXK

Kntou (untepnperanus): cHmxenue ypoBHs LD menee, uem Ha 40% oT mcxogHoro uepes 12
MECSIIEB JIEUCHHs IMO3BOJISIET ONPENeNUTh MAalMeHTOB, KOTOPHIM HEOOXOAMMO HA3HAYUTh 2-10

smHuto Tepanuu 116X

Hpunoxenne I'Y

HasBanue Ha pycckowm s3bike: [llkana Porrepnam
OpuruHansHOe Ha3BaHue: Rotterdam

Ucrounuk: Kuiper EM, Hansen BE, de Vries RA, den Ouden-Muller JW, van Ditzhuijsen TJ,
Haagsma EB, Houben MH, Witteman BJ, van Erpecum KJ, van Buuren HR; Dutch PBC Study
Group. Improved prognosis of patients with primary biliary cirrhosis that have a biochemical
response to ursodeoxycholic acid. Gastroenterology. 2009 Apr;136(4):1281-7. doi:
10.1053/j.gastro.2009.01.003. Epub 2009 Jan 14. PMID: 19208346.

Tum: mkana oneHKH
Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nanuenTtos c I1BL]

Coneprxanne (madmnon): Hopmanu3zamnus aHoMasHOTO OMnmnpyOnHa w/nnn ans0ymuHa depes 12

MecsneB Tepanmun Y JIXK

Kimtou (wHTEpmpeTanys): IOJTOCPOYHBINA IMPOTHO3, HE3aBUCUMO OT TSDKECTH 3a00JieBaHUS,
ynydmaercs, eciau Jjedenne YJIXK npuBoauT K HOpMandM3alMd paHee aHOMAJIbHBIX

KOHIEHTpaluii OnnupyOrHa u/mim anp0yMHHa.
Hpuiaoxenue I'10
HasBanue Ha pycckowm s3pike: [llkana mnpenmnonaraemoro oteeTa Ha YIXK

Opurunansroe Ha3Banue: UDCA Response Score (URS)



Uctounnk: Carbone M, Nardi A, Flack S, Carpino G, Varvaropoulou N, Gavrila C, Spicer A,
Badrock J, Bernuzzi F, Cardinale V, Ainsworth HF, Heneghan MA, Thorburn D, Bathgate A,
Jones R, Neuberger JM, Battezzati PM, Zuin M, Taylor-Robinson S, Donato MF, Kirby J,
Mitchell-Thain R, Floreani A, Sampaziotis F, Muratori L, Alvaro D, Marzioni M, Miele L, Marra
F, Giannini E, Gaudio E, Ronca V, Bonato G, Cristoferi L, Malinverno F, Gerussi A, Stocken DD,
Cordell HJ, Hirschfield GM, Alexander GJ, Sandford RN, Jones DE, Invernizzi P, Mells GF;
Italian PBC Study Group and the UK—PBC Consortium. Pretreatment prediction of response to
ursodeoxycholic acid in primary biliary cholangitis: development and validation of the UDCA
Response Score. Lancet Gastroenterol Hepatol. 2018 Sep;3(9):626-634. doi: 10.1016/S2468-
1253(18)30163-8. Epub 2018 Jul 13. PMID: 30017646; PMCID: PMC6962055.

Tum: nikana olneHKH
Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nanuenTtos c I1BL]
Conepxanue (1radion): LId < 1,67 x BI'H uepe3 12 wenens Tepanmun Y IXK

Kitou (unteprperanus): yposenb LD Gonee 1,67 BI'H vepe3 12 mecsiieB ieueHus MO3BOIISET

OIPEICNIUTh MALEHTOB, KOTOPbIM HEOOXOJUMO Ha3HAUUTh 2-10 TuHMIO Tepanuu [1bX
Hpunoxenne I'11

HasBanue Ha pycckowm s3bike: [llkana Meiio

OpurunanpHOe Ha3BaHue: Mayo

Ucrtounuk: Momah N, Silveira MG, Jorgensen R, Sinakos E, Lindor KD. Optimizing biochemical
markers as endpoints for clinical trials in primary biliary cirrhosis. Liver Int. 2012 May;32(5):790-
5. doi: 10.1111/j.1478-3231.2011.02678.x. Epub 2011 Dec 4. PMID: 22136310.

Tum: mkana oneHKH
Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nanuenTtos c I1BL]
Copnepxanne (madnoH): camkenne D <2 x BI'H uepes 6 mecsinies tepamuun Y JIXK

Kitou (unTeprperanus): orcyrctBue cHmxeHus ypoBHs LD menee 2 BI'H uepe3 6 mecsues
JIeYeHHsI IMO3BOJISET OIPEIENIUTh MAlMEHTOB, KOTOPHIM HEOOXOAMMO HAa3HAUUTh 2-10 JHMHUIO

tepanuu [16X
Hpuaoxenue I'12

HasBanue Ha pycckom s3bike: Llkana Dxume



OpwurunansHoe Ha3zBanue: Ehime

Ucrounuk: Azemoto N, Abe M, Murata Y, Hiasa Y, Hamada M, Matsuura B, Onji M. Early
biochemical response to ursodeoxycholic acid predicts symptom development in patients with
asymptomatic primary biliary cirrhosis. J Gastroenterol. 2009;44(6):630-4. doi: 10.1007/s00535-
009-0051-9. Epub 2009 Apr 16. PMID: 19370305.

Tum: nikana olneHKH
Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nanuenTtos c I1BL]

Conepxanue (mabnon): Cumxenue I'TT > 70% wnn nopmanuzamus I'T'T uepe3 6 mecsies

tepanuu [16X

Kntou (unrepnperanusi): yposerb ['TTII 6onee 70% oT mcxoqHoro uepes 6 MecsIeB JICUEHUs

MO3BOJISIET OTIPECITUTH MAMEHTOB, KOTOPHIM HEOOX0IMMO Ha3HAYHTH 2-10 TuHHI0 Tepanuu [16X
Hpunoxenne I'13

HasBanue Ha pycckom s3bike: [lkana TopoHTO

OpurunansHoe Ha3BaHue: Toronto

Ucrounuk: Kumagi T, Guindi M, Fischer SE, Arenovich T, Abdalian R, Coltescu C, Heathcote
EJ, Hirschfield GM. Baseline ductopenia and treatment response predict long-term histological
progression in primary biliary cirrhosis. Am J Gastroenterol. 2010 Oct;105(10):2186-94. doi:
10.1038/ajg.2010.216. Epub 2010 May 25. PMID: 20502446.

Tum: mkana oneHKH
Hasnauenue: Ouenka otBeta Ha Tepanuio Y XK y nmauuenTtos ¢ I1BL]
Coneprkanue (madnon): I < 1,67 x BI'H uepes 24 mecsua tepanuu Y IXK

Kirou (uaTepnperanust): yposenb L@ Gomee 1,67 BI'H wepe3 24 mecsna JiedeHUs] TTO3BOJISET

OIPEICNINTh MALMEHTOB, KOTOPbIM HEOOXOJUMO Ha3HAUUTh 2-10 TuHMIO Tepanuu [1bX
Hpuaoxenue I' 14.
Haspanue Ha pycckom s3bike: ['mobanbHast oneHka pe3ynbraroB Jiedenus neuenu (GLOBE)

Opurunansaoe HazBanue: The GLOBE (The Global Assessment of Liver Outcomes) score for

patients with Primary Biliary Cholangitis (PBC)



Ucrounuk: Lammers WJ, Hirschfield GM, Corpechot C, Nevens F, Lindor KD, Janssen HL,
Floreani A, Ponsioen CY, Mayo MJ, Invernizzi P, Battezzati PM, Parés A, Burroughs AK, Mason
AL, Kowdley KV, Kumagi T, Harms MH, Trivedi PJ, Poupon R, Cheung A, Lleo A, Caballeria
L, Hansen BE, van Buuren HR; Global PBC Study Group. Development and Validation of a
Scoring System to Predict Outcomes of Patients With Primary Biliary Cirrhosis Receiving
Ursodeoxycholic Acid Therapy. Gastroenterology. 2015 Dec;149(7):1804-1812.e4. doi:
10.1053/j.gastro.2015.07.061. Epub 2015 Aug 7. PMID: 262610009.

Tun: mkana OIICHKH

Hasnauenwue: IIJ'I}I BbIABJICHUSA TIAUCHTOB C BbBICOKMM PHCKOM [JIA boee THIATCJIIBHOT O
Ha6J'I}O,I[€HI/IH n TCparuunu BTOpOﬁ JIMHUHU, a TaKXKXE IMallUCHTOB C HHU3KHM PUCKOM, KOTOPBLIC

MOTCHIIMATBHO MOTYT HAOJIOAThCS B paMKax MEPBUYHON MEIUITTHCKOW TOMOIIIH

Copnepxanne (madnon): GLOBE score =(0.044378 * Bo3pact Ha MOMeHT Havaja Tepanmuu Y JIXK
+0.93982 * LN(BO CKOJIBKO pa3 OMIMpyOHH MPEBBIIaeT BEPXHIO I'PaHHUILy HOPMBI Yepe3 | rof
HaOmoenus)) + (0.335648 * LN(Bo ckonbko pa3 II[D mpeBsiiaeT BEpXHIOK TPaHUIy HOPMBI
gyepe3 1 rox Habmonenwus)) — 2.266708 * Bo CKOMBKO pa3 ambOyMHWH IMPEBBIMIACT HIKHIOKO
rpaHuIly HopMbl yepes 1 rog Habmoaenus — 0.002581 * konuuectBo TpomOouToB Ha 109/L yepes

1 rox HabOmonenus) + 1.216865.

Kitou (uHTepnipeTanus): BeposiTHOCTh BekuBaHus 6e3 TII wepes 3, 5, 10 u 15 net HaOnroneHus,
BBIYMCIISIETCSI B TPOLEHTaX W CpPaBHUBAETCA CO CpEIHEH BBDKUBAEMOCTBHIO TOIYJIALINH,

COTIOCTABUMOM T10 BO3pacTy u mory. O1ieHka mpon3BoauTCs uepes rox tepammnn Y JIXK
Hpuaoxenue I' 14.
HaszBanme Ha pycckom s3bike: BemukoOpuranckuii-I1bX (UK-PBC) kanpKymsiTop mKaimsl pucka

Opurunansaoe HaszBanue: UK-PBC (United Kingdom primary biliary cholangitis) Risk Score

Calculator

Uctounuk: Carbone M, Sharp SJ, Flack S, Paximadas D, Spiess K, Adgey C, Griffiths L, Lim R,
Trembling P, Williamson K, Wareham NJ, Aldersley M, Bathgate A, Burroughs AK, Heneghan
MA, Neuberger JM, Thorburn D, Hirschfield GM, Cordell HJ, Alexander GJ, Jones DE, Sandford
RN, Mells GF; UK-PBC Consortium. The UK-PBC risk scores: Derivation and validation of a
scoring system for long-term prediction of end-stage liver disease in primary biliary cholangitis.
Hepatology. 2016 Mar;63(3):930-50. doi: 10.1002/hep.28017. Epub 2015 Oct 20. PMID:
26223498; PMCID: PMC6984963.

Twun: mkana OIICHKH



HasznaueHnme: miIs BBISIBICHHS NAIUSHTOB C BBICOKHUM PUCKOM I bonee TIDATCIBHOI'O
Ha6J'I}O,I[CHI/IH n TCparuunu BTOpOﬁ JIMHUHU, a TaKXKXE IMallUCHTOB C HHU3KHM PUCKOM, KOTOPBLIC

NOTEHIMAJIBHO MOTYT HAOIIOaThCS B paMKax IMEPBUYHON MEUIIHCKOH MOMOIIN

Coneprxanne (mabmon): 1-baseline survival function®exp(.0287854*(alp12-xuln-1.722136304)-.
0422873*(((altast12xuln/10)"-1)—8.675729006)11.4199*(In(bil1 2xuln/
10)12.709607778)—1.960303*(albxlln-1.17673001)-.4161954*(pltxlln-1.873564875))

Note : Baseline survivor function = 0. 982 (at 5 years); 0. 941 (at 10 years); 0.893 (at 15

years).

Kitou (maTEpnperamnus): A OLEHKH pUCKa (BBIPa)KEHHOT'O B MPOILIEHTAX) TOT0, YTO y MalMeHTa
c IIbX, mnomydaromero JedeHue ypconezokcuxoneBord xkucinoro (YAXK), pazoBsetcs
MEYCHOYHAS HEJJOCTATOYHOCTh, TPEOYIOIas TpaHCIUIAaHTAIlNH TIeYeHH, B Tedenue 5, 10 mwim 15 net

C MOMEHTA TIOCTaHOBKH JTAarHO3a.

Hpuiaoxenue I'-15.

Hkana ans0ymuH-0nanpyoun (ALBI)

Ha3zBanme Ha pyccKoM s3bIKe: IIKaia anbOyMuH-OmmupyouH (ALBI)
OpurunansHoe Ha3Banue: The albumin-bilirubin (ALBI) score

Ucrtounuk: Johnson PJ, Berhane S, Kagebayashi C, Satomura S, Teng M, Reeves HL, O'Beirne J,
Fox R, Skowronska A, Palmer D, Yeo W, Mo F, Lai P, Ifarrairaegui M, Chan SL, Sangro B,
Miksad R, Tada T, Kumada T, Toyoda H. Assessment of liver function in patients with
hepatocellular carcinoma: a new evidence-based approach-the ALBI grade. J Clin Oncol. 2015
Feb 20;33(6):550-8. doi: 10.1200/JC0O.2014.57.9151. Epub 2014 Dec 15. PMID: 25512453;
PMCID: PM(C4322258.

Twur: mkama oneHKH

Hazxauenwme: I[J'IH BBIABJICHHUA IAIIUCHTOB C BBICOKMM pPUCKOM IJId Oosee TIIATCIIBHOT O

HaOJIIOAEHUA

Conepxanue (madmon): 0,66 x logl0 [oOmmit OnmupyouH (MrMob)] - 0,085 x [aneOymuH (T/1)].
Ha ocHOBaHMM 3TOro pacyera MalMeHTHl MOTYT OBITH pa3JielieHbl Ha TpH kiacca: | crenens (< -

2,60), II ctenens (> -2,60, o < -1,39) u Il crenens (> -1,39).



Kirou (uaTepnipeTanys): S-neTHss cyMMapHas BbDKHBaeMocTh Oe3 mpumenenus JIT y manueHTos

I, II u III rpynn no mxane ALBI cocrasuna 97,2%, 82,4% u 38,8% cOOTBETCTBEHHO

Hpunoxenne I'16. Lllkasia OeHKH YCTAJIOCTH
HaszBanue Ha pycckom s3bike: 1lIkana oneHku ycranoctu

Opurunansraoe HazBanue: FATIGUE ASSESSMENT SCALE (FAS)

Hasnauenwue: njis BBISBICHUS U OLCHKU CUMIITOMA CJ'Ia6OCTL\YCTaHOCTB\YTOMIIHCMOCTB

Coneprxanne (mabioH)

Huxkorna Bcerna
Bormpoc

MeHs 0eCIIOKOUT
yCTaJIOCTh

51 oueHs OBICTPO yCTaIO

Sl He Aenaro MHOTO el
B TCUCHHUC OHA

1(5) 2(4) 303) 2(4) 1(5)
VYV MeHs J0CTaTOYHO
OHEPrun Ajisd
MMOBCEIHEBHOM JKU3HU

Sl gwyBCTBYIO
(uznueckoe
UCTOILEHHE

MHe TpynHO HayaTh
4T0- HUOY/Ib J1eN1aTh

Msue TpynHO Aymath
YETKO U SICHO




Korga s nenato uro-
HUOYb, 1 MOTY
JIOBOJIBHO XOPOILO
CKOHIICHTPUPOBATHCS

1 2 3 4 5
Y M€Hs HET HUKAaKOTO
KeJla- HUSl 9TO-HUOY b
JlenaTh

1 2 3 4 5
S gayBCcTBYIO
YMCTBEHHOE
HCTOILICHNE

1(5) 2(4) 3(3) 2(4) 1(5)

Kirou (uHTepmperanus): Pe3ynbraThl ONMPOCHUKA MOJCYUTHIBAIOTCS CYMMHPOBAaHHEM OallIoB,

mpu 3ToM B Tml. 4 u 10 Oanibpl HAYUCISIOTCS B OOpaTHOM Topsijike - oT 5 1o 1. 3HadeHus 1o

OMPOCHUKY MOryT Konebathcsi oT 10 mo 50 OammoB. Uem Bbllie Oaiii, TEM BBINIE CTENEHb

YCTaJIOCTH. HpI/I rokasareiie 22 0ajia U BbIIIE MOXKHO TOBOPUTH O HAJIMYWU y TAlTUCHTA

CUHApOMa IMaTOJIOTHIECKOM YCTaJIOCTH.



