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Abstract

Autoimmune liver diseases (AILDs) are a group of life-threatening chronic liver diseases, mainly
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including autoimmune hepatitis (AIH), primary biliary cholangitis (PBC), primary sclerosing cho-
langitis (PSC), and AIH-PBC overlap syndrome (AIH-PBC 0S). Compared with patients with AIH or
PBC alone, patients with AIH-PBC OS have a significantly higher incidence of liver-related adverse
events such as ruptured esophagogastric varices and bleeding, ascites, spontaneous peritonitis,
liver transplantation and death, poor treatment response and more rapid disease progression; so
the timely diagnosis and proper treatment are of great importance. To date, there is still a lack of
uniform criteria for the diagnosis and treatment of AIH-PBC OS worldwide. The Paris criteria are
the most common diagnostic criteria used today. Ursodeoxycholic acid in combination with im-
munosuppressive agents is preferred for the treatment of AIH-PBC 0S, and alternative options are
also available; Meanwhile, novel drugs and promising therapies for patients with autoimmune
liver disease (AILDs) are constantly being updated.
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1. 5|8

H & %% M T % (autoimmune hepatitis, ATH). Ji & 14 A4 I 48 (primary biliary cholangitis, PBC)FH
JEUR MERE AL A IH 27 98 (primary sclerosing cholangitis, PSC)& fu & £ S bt AT 4l sl IH & B SR =8 57 5 5l
AL B & 5 2 4 AT 99 (autoimmune liver diseases, AILDs) AT BT, 2 2%~19%H 3 [FI I 878 7 FE FI A
[FFYBLE A AIH M PBC FUKFE, /N AIH-PBC HE &4 A iE(AIH-PBC 0S), AIH-PBC OS j&—F i # Il
1 E & G R E S L5 5 1E[1] [2]. BT AIH-PBC OS A—MF W, T HA 57 R ZECN/IMEAR M 52
WEFE BB A ST R BN ke, HarH 2R R g —. WHRSHEAY, AIH-PBC OS &iluil ik
RN T Dy Re s v, HR R3], Bk, AIH-PBC OS iR HHIZ WA IE#ATT & Im KR A4
SKVEME A, MO SOWIE4E ATH-PBC OS [F1i297 ki AT 4504 .

2. ATH-PBC OS HIiSHT

ATH-PBC OS &0 FAK, HADUERRIEA HE R 75, a2 b Fi . AIH-PBC OS &
ZHPIZWibRAE 2 8 “ AR, TAIHG ZE& BRI ITED RE L, Im S8R 12 W R4 Jo s
TIHAEA WP .

2.1. B32FR

BRI 2 2 (EASL)HEFE ) ATH-PBC OS 2 Wikriti2 “ MRARAE” [4] [5], X2 H AT HK2
Wiksik . 6 “ AR d, B2 W ATH A PBC HURRIESS BIE =00, 75 E590 2 5% E R I LA -2 W
FrvER, b ATH (TR 2 028 fe b FE 46 4F[2]. ATH (2 WibRME LTS : 1) MIES B ZEHALT) > 5
R IEH E _ER(ULN); 2) MR ERE A G (1gG) > 2 x ULN SIMTEPFHE ITTARASMA) B 3) AT
WEAH AR b - SRR L RN MR Dy I SRESRSEME ST % . PBC IS WidbrdE QL& : o) MG
WRFREF(ALP) > 2 x ULN 2l i y- 2 & B KB (GGT) > 5 x ULN; b)) MLiE SRR DTR st 2 ki i 3t
£-M2 (AMA/AMA-M2)f1E; ¢) FPEALZ AR BUDNICE XARE il . A3 SChkitoE,  “ EEARE” T2
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Wt ATH-PBC OS 58 5 FF 5 5 20 SN 58.46%F1 99.52% [4] [6]. AFE NN, “EERFRAE” LB,
EBERE I B S W, (E A REIRIZEE 0 AN K™ E K AIH-PBC OS B, £ S80RTT AW K AIFE Y, A
AeA R ) R F I 2R [7]. Rk, R “ RAARAE” 1211 ATH-PBC OS 13H f¥iff 7t . [EAFE R,
FE AIH-PBC OS H# ASMA BHHEREK, HIME IgG /KF > 2 x ULN EH 5 LIRS, HkiZts
HEF T2 W ] 13 50 43 8 A O ™o . RE — DT IEER 748 H . LL 40 4] AIH-PBC OS B Al
277 ) gl PBC HE NWTFERT %, W& H L 1gG > 1.3 x ULN NAniEiZ il ATH-PBC OS FIBUKEE N 60%,
FESERE N 97%, BRI TN £ 5(92%): M, LA IgG > 2.0 x ULN AbrAEZ W EA 10% 0808 E . 100%
(R S BE A 87% M PHMETRIIME 9] Wt xR E B, W5 IgG HBMEZ SN 1.3 x ULN, DUE ELHH
V2 W R B s i) R 2 A

2.2. IATHG FAFS R4S

bR B & S VeI 28 /N (ATHG) T 1993 SE42 H H T2 W ATH R W50 R 48, IFT 1999 45T
IR TAEH, TAIHG Zi60F0 R4t H T X% PBC B Al AIH-PBC OS . B FIE MBITH
IAIHG ZEE VP RAH, AMA BHIEFIA S0 IR I E 555 PBC FREHELE Tk WEH[10], X5t
Al e ATH-PBC OS £ Wi A 2 .

2.3. IATHG S RS

RTTAEIGIR SR, 2008 4F IAIHG X 2R & 10 RETEHAT 1 RED IR R2480), fifE IAIHG #145)
ARG FEW G H PR, M3E 1gG K HHZEESCE AR B R X DY 7RI [11]. — T EL AT
FOR I 83.3%[1 ATH-PBC OS £ 2 m Il i fai b i IERRI2 T, 11 16.7% 10 &3 M@ & T bR IEAf 2 T
SRS RGAMEL, RIS REAEL KT ATH-PBC OS J7 1 (0 BUS R 3w, Fr 5 A 412]. BEARTItL
W RS AR AMA FIRES, AT EARUULEE SRR R 1B &S R 0]
el i B s W, 8 B 2 A A IR IR YT 2]

2.4. NTERERN A RSEREIRET

H A0 P 4G AN D 2 3 Tl I LA 27 S R S O R i2 Wi A DL Bhi2 W ATH-PBC OS. 1T,
Zhang %£[13]LA 201 ] AILDs & WA G, i ARG R R EE kL, M AN TR BER AR R IBF K
PE¥IEE T Logistic [AIVARER FIBEHLAR MK, Logistic [BIIARA12 K ATH-PBC OS ) 7 85U Rl 57 B 43 5l
9 88.9%H 72.7%, BEALARAMAGIRL ) R B ARE S FE 53 008 94.4%F1 81.8%. Logistic [ ARSI FEAL 7R
MAR R R BT A 0 T B 2R E, N ATH-PBC OS M2 WHRAL 73 10 B RN EA TR LABE % S
JE 3T KR B RS B R BT AN BTG . (E 20T TR AR BTN, KK Logistic [H] A7 Al
BEALARAMA Y 5 ZE 2 O T I0TE . BRATEHBME, BEEAUEENY R, MaEIRREhE, §
YR N2 ATH-PBC OS [ — R A i 1 )5 1%

H #iiZ W AIH-PBC OS 1/ifilGi% £ W, BT AIH-PBC OS BR A HIE 440, S Wk iE£Em
R AT RE R AEARAL, FE ELIG R 2300038 78 1T g b AR B Ok 2 IR T PP A5 10 2008 58 A 08, B e] L,
F LWLV R G AGEA B LAFE /M2 W ATH-PBC OS, it 3% (kR T8 br AT 3 S Mg R A 1
F[14] [15].

3. AIH-PBC OS HI3877

MEZ T, AIH-PBC OS 35 VAT RLZ A1l fa #B LL Bpall ATH 8¢ PBC B E H % [16]. HIGIT B
L ALT. AST. ALP. GGT. IgG. IgM EFEARIIEH RIA B Z MR IR 15 T AL SRR £ 2250
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1B R E . — B2 AIH-PBC OS, —REWAZEIGYT . (A AIH-PBC OS EWMFERIK, =
L SHATT I RTREVERF 70 I PREE ML IR E6 7 ix 2 5 e LU JE , A1 H BT ATH-PBC OS [3R77 =
F 2% AIH Ml PBC [M¥R)T7 &5 . TR HERE AE L EIHER(UDCA) 13~15 mg/kg/d T PBC & [1IHIT[5];
T ATH BBE TS, B R0 AR I 04 (Azathioprine, AZA)E Gy $0 I 771 BE 2 2 et JL TS [11].

3.1. BT AR

3.1.1. —4%i8T7

EASL FTATHG #4437 88 2 AUIHFR(UDCA) 5 e IR I7/E 9 ATH-PBC OS ¥ B & 75 %[ 5]

W P PR S 5 1) 77) S T IR SR A (I R BN 04 (AZA), IR E BB I8 ATH HVETT 7. IR () HIH]

BN — N 30~40 mg/d (81 0.5~1 mg/kg/d); 0T FESAEFIRIT I BAMARHAITI B . 1) HRIE
SR B IRBHACI) 30 mg/d 1 /&, 20 mg/d 2 J&. 15 mg/d 4 F, 4k ERAC)FIEART 15 mg/d i, 2L
PL 2.5 mg/d PRI BE T IR 2 4E R7 71 8 (5~10 mg/d); 2) 4EFRIGIT I Be: — PP ik Ik JeFa () 5~10 mg/d,
TR E N R AR e ) e A7 H A ABREIE RS 50 mg/d B2 4EHF[11].

A Hh 258 (budesonide) J& T 55 —ACHE I UM R CAWFRIESE, EAERTRE(L B, A 437 9 mg/d
CAIE B A 5k e faCle) 445 3%, m BEE 5 /0[17]. 24 ATH-PBC OS &3 AN 521K JEFA (JE)
R PR A B RS BRI G e R SRS U, AT R A R A . MO R, T
A IHIFEAL ) ATH-PBC OS FE 3, A 23 48 T g 4t [T K IMAS T B, 5OAS 7 X 6 6 5 v 87 R A b 23

Z LU 734 CIESE, UDCA G i R I BA YT 1% B UDCA BZ576 77 B Reff ATH-PBC OS 43K
i [16] [18]e — T2 HCamIBIERT FE[19] 27, R 45 SR 487 o B Ui 1% 1 & 1) ATH-PBC OS 4%, Xf
UDCA HZ53077 5iA R AFHI N Zr s T 55 B SR PRI 28 JR#0 UDCA 258 T N B2, R RS
Go AR LSRG il . BRI, T RORETE SIAHX BB 0 8, PRI RS N UDCA #2535 77 7T
U, EEMNEREE, 5 R S ) .

3.1.2. Z&5RB9T

HBE L BIRIT A RE I A G2 A BN S0 R BT ER . BREERS | AR AR A R SN, AT
W Z2IRTT T R o BRI S A7) 1 2 W B 2 E R (MMEF). AR e 5] . SRR A (CsA). IR
S(MTX). 6-FiFEME(6-MP)SE, 28 F 24 m] o438 F8 3 IR AE AL R 28 S Tl [20] [21]

FIT ATH 8858 23077 B S e 3 7] 32 B g 8 22 E M BE(MMF), 7] A 500 mg/d FF46, & #iin&E %
1000 mg/d [11], B Fe 5] & —FhEr %+ CD4 Th KA N EERPUAER, CHTIRROEG T ATH B35
AT AN 52 R G2 AR 770 () BB 3 o /DN RIS 1) [ U R 19 00 i S ek A 9 380 SE s 28 At o B W) VR YT MR
PE ATH REE|— @ R AR LR N [22] [23] [24]. TEE A (CsAYEN—F SRR, 16 )LEFRA
ATH B, SR BT 80 IS o A M B SEIAE LRI [25].  BAR H AT FF &S (MTX)
Hl 6-37 =04 (6-MPYIE ATH [3AT7 HR N H D, H 0Tt tE AIH B3 101/ A e AR se .
Haridy Z5[26]4RiE 7 2 MTX)EABRITIAE 11 B REERTE ATH B35 R A &k, i 11 4
BENH MTX WGTT, HPH 6 £4(54.5%) R MTX 36 I A JGis 8¢ &AL iR, ZHAERZ 12 A
PSR E A 2R AL 2 A o 7F Hindorf 5 (10— BT I 0, 35 9 0t —ZRIByT 24PN 8 RAE ) ATH
BE T 6-S B EIS (6-MP)IRYT . HH A 7 £4(77.8%) 8 LI 5E A LSRR [27 ]

H AT PBC [ 2R3A 77T 2590 3 B35 B DUIHER(OCA) K DURF R 25 (AR Vs DURE . 4L DURR) (2], FERK
EEFK, OCA & HurME—3kHLH TIA77 PBC [ 4259, ] LAKGE ST UDCA AL N RAE ) PBC i3
(MR YE PBC BRI AEAGTERS, IEZZH % fHIEIX R4 (B & ) 2H 2 22 b g (28] [29]. — 285 KL, UDCA

DOI: 10.12677/acm.2023.133671 4681 I IR = =23t e


https://doi.org/10.12677/acm.2023.133671

KE

[1%

O
RS

M

KA DURR R 25 W R RE W] LASS B AEVA T PBC B3 SEBZE AL [30] [31].

3.1.3. Z£iATT

G — LR AN 2B TT A TCVE RS B AR A BB (R M v T R DA B — R AN IR T AN 52 1) R T
RETR BB =0T . R BFH IEIE AR AER ST A E AR, IRk R AR . B AT AIH
= EAR YT 2 AR Z 5 BRI A BT, P82 SR AR 4E SR 2 11] [32] [33]s

FZ PR — RN B 4IRS SZ &k CD20 5 se ik, 7E—TUNMEARTEFH, 6 4% e
We /e 5 7 By W AN 2 BROC R IR B 152 TR Z B biiayT, Hh 4 2B T HEMER34]. 1E
F—IO 22 MR 1R ATH BF AT 2 O BB AR, PR 2 8 T S AR N, D
GG &, 7 RS 2 AE[35]. SE R E B (ifliximab, IFX)& —F iR SEE T o (BT TNFa)
BT, Tz T RIE I R TT o AR S AR B SO I — AN INE AR FE[36] R B, IFX 1] LA S
1 AIH AR . 53 TR RS SRR TS 0 55 )RR 4 3R] A 1 ATH B35 R07 280, (HIFAS 2 B
A BF AT T HEAGERR37] [38]. T B B E AR, P2 BHUE BORNEE 0, 7EFF AR
R ZE BB AT, MO EE AT A SCITE (07 A s TR Bt 0 BETE IS 95 SRR B 2 O A R
SR IR G5 A% AR BT 28 o B BT = 2T VR (0 (5 F 5 R SE T S O RN TR [ R AP I R 5
5 BN A AT B — A B BE L RS, DR S e k.

3.1.4. WIEHIRTT

HRT, 1% B et (AILDs) &8 & G 8. A BTS20 R IELEREAT, T AE AR T30 A AT
PABTERE AW E B . AHEFRIL, ATH 5 CD4 5P T 40HE(Tregs) AR ThREZ B %, FEOGKN T
YHARANE T T 0B e, AT BR S i 32 [39].  BAR ATH BN —Fl T 40/ S HI50%
{EFE ) B 46 5L i6 7 F B OO UE R 240, BRI B s o #0170 B 2 @ G 51 Treg 42 F1
B 4 FE 55 &2 LA BVR YT ATH (1) B B9[33]. 2 & RPTIE L —FE 4t B 4 32521 CD20 () B 41
MOFESRTTVE, 4 HF TN A HL R T e v ATH 83, GHRIJCH4T Talumab (VAY736) 52 — R B i)
BN AR IR 1 5K B 4 MOS0 Rl (BAFF) 2 AR (P SR e FE Bufk, & HHTAb T AIH [ T/ A E BREE L
RIS IARIG . 58 CD4 M T 40P (Tregs)ThE AT 2 32 BALFRAA SN 1 H: [0 4 Tregs /Nl &
I3 2 3097 AR 3 BRI A AN 38 RN 52 1 I SOIRGE I A5 [40]. HATHA 2= E F IR T AIH 1)
AEMIT I, EORRZIRVE R IHMERE Y X R AU R/ A WIR)T, (BT T B — D R A
fili o IXLLH G S IT VAT RE U ATH-PBC OS S5 VR YT SRm, A BB 1 AR A7 RN 5038 A 3 T

3.1.5. [FBEAR

XA ARK B AIH-PBC OS &35, M@ & & HME—A 80697 FB . 24 ATH-PBC OS &35 Il
REEEBHKMkpi R . wiEYERE K. B RVEREIE A BT S A BT I A S R A S A A
TR NI AN : LR MR BUEMELD)F 4 > 15 435k Child-Pugh ¥4 > 10 45 Mayo JAKL F
9 >7.8 %7, AIEEATHREAELS] [41].

3.2. ITREIFUNIEFRFITE

AIH-PBC OS B R i E BARA W2, Im KR A8 % 7 25 U IR AT 2 e bRk
H. M. b, M S SRIe = fabs, R . JHE CT 5 MRIL FHIEBE 558 1R AR S AR A 1,
FE RN, FEAERTATR B A AN, DU RN PP R RS OL. RETS I 26T R i kAR
PIRIER . — BT ROk, 75 MR IT T 5. — ST AL, 47 AIH-PBC OS B IS F I
[33]- 1gG /KPR [42] FHER SR A A I PEAT 28 [10]. SRR BB ™ 25 12 g it e AT
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EAG[42], IBATXIEFE IR IT N W 7, SEI A SR A AN AL 2R 2 G it 1) P i 2 OIS TR —FRCE G, T3
Jat . —BAELL T, ATH-PBC OS % MG T 244 3 4, BRIEAS BB SRR Jn 2 /0 54k 2
F[43].

4. ING

ATH-PBC OS J&—Fp 5 I, FImACEIR . S5 548 25 R 20 21 A0 7 250 AT N A7 E ORI 57 I
PE, WCH AT ATH-PBC OS WIS TNAFTE G 22 RME . SN AERA A2 WoRT B 1 100 mT A et i 368 4 AR 35 1 13
Ja o TABEINEAIETT RISV AT TIX R B H W CHEE, &E5IAMA, RATAHERI
AIH-PBC OS & WVGIT M. 1k UDCA BXA Sy iR xT ARG 4 ATH-PBC OS &%, A
BT Rl ikt . B0 B & S MR (AILDs) 38 T AL A T St 28R i R TAE B IE7E 3
ITHR, XU 2RI TVE A B ATH-PBC OS B GRS . (R IRR)E, HETRATX ATH-PBC OS
PRI A 2 b, T R IE LRI B T I R RSR R IR 7 7 8, FFnT R B -1 e i il
JEebR. fEARSK, FATIIRFE NI Z HOILEEE, @ SEREh YRR IR FINRITRE A AEARCH 2
FOB BT PRI AR . SR i O S B . IR g — s bR . Hi1T H 258 3%
(25467, 88 2 ATH-PBC OS & M3k .
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