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Abstract

Autoimmune liver diseases (AILD) are chronic liver diseases caused by abnormal autoimmune
system. At present, the most prevalent AILD are autoimmune hepatitis (AIH) and primary biliary
cholangitis (PBC). If not treated promptly and effectively, it may develop to be cirrhosis. The clini-
cal manifestations of AILD are not specific, but their biochemical indexes, autoantibodies and his-
tological features can help in the diagnosis and differential diagnosis. In particular, liver histopa-
thology plays an increasingly important role in the understanding of disease.
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1. 5|8

H & %2 VE T 9% (autoimmune liver disease, AILD) & —#.H T H &%k 7 ATl B TR, RIE
52 MUk A0 0 DA B e g B B SR Y IR AN[R] - 3 B0 4 DU SI2 o 48 i 52 452 9 = 1) E B e 2 18 %% (autoimmune
hepatitis, AIH) DA IHAE b R 40 S2 470 3 1 i 1 IR 1 I 4 4% (primary biliary cholangitis, PBC)#
J R PERE AL M HAE & (primary  sclerosing cholangitis, PSC) L K b3 AT 525 79 Fh o5 07 [7] I 4776 1) 85 B 4 A AIE
(overlap syndromes, OS). 1fii AIH 1 PBC &I /& b5 WM Al 5 5 e e v . 5 K2 800 B & etk
P — R, B S R R R LR T, AR C NS 5 e R E L i
ERERTR . AR ThREREAT . 40 Il R BEETT AT T[] A5 B 1 ir - EREA R
AILD SUs i & JIRE[2], MR Z U EE b AT 78 A R 7K1 1 1) K 1 SRR 2 5 e SR A I RN R 23 7
[ A A2 ARIIT K2 AILD AHIRIR SO BCRE T THRE , HRILED ETbES. H2, T AILD 1
I R F B HphH WHR C B BA R, FERTORR3], AR RE R, 5 FEUGKR TS HIRe &
iR, WiRBEFWNE, MEEN SEEMES, JEET. BT, ASCHIEFRA L AIH Al PBC
(RO PR B 223008 B 2R AR — 2708, DU NI 2 T S 2 Wi ik 2%

2. BREREMFLAH)
2.1. R

ATH 22— P28 1) S A IS M0, oo 20 P Rs S e | Sy HU R i Sz PRk 2k 5 kg (4] ok
PANNZ RAETHERKAN LM, MECKWE S DMR. A B ) B S (5], AIH £ERCM
[ 2 1 ORI R AE 10/10 J3~25/10 JIN[6]. fEHA, HUERA M 2004 E 1) 8.7/10 5 A\ _ETH2 2016
SEI 23.9/10 J3N[7]e 25%~34%M) ATH B35 Al JREAR, AR A GE R H 20 85%LL 5 9% 57 9 £ 2 V),
FEE AT RE B wE, BN ARRE P E R IL[S]. ATH BRI 3 & A B S e VER , Qb A I IR IR 28
(10%~23%)~ B JRIG (7%~9%)« #E T I (2%~8%) « 2 KR 1 I 1 42 (2%~5%)« T 1545 & 1 (1%~4%) <
FLEEVE (3.5%) HRJE IR (3%) A1 2 Gt 1 40 BEARIE (1%~2%)25[9]. ATH (2 W F BEAR SR IR R KRB . HIURFE
PR REYE R T - RAMRIE . BORAEIFE M LR NSRS S A A (I T 2 R
SRR [ ALT R R % A R 2 5 B B [ AST /K P T 5 PA K LI 1gG Kk FE T ) BA Je— el 22 i | 5 i
AELE o

2.2, SLREEE

2.2.1. A LiEFR
ATH [FEWIAL 224865 L ALT AT AST JHEN T, 1 I el i i BR B (ALP) A p- 5 L FE S B (GGT) /K P
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IR BUR MO, B ATH B S 4R 40 LU S B4R E o 203 AR Sk AV e 17 I JE I T i

22.2. MARERER

I s BRE A G (1gG)FI(ER) y-ERE KT TH 2 ATH FORFAETE %28 2 24028, b 1eG /KF Al b
JFF P R (T B REEE , VA YT AT BRAR 28 1E 8 ZKCF o B [ A — J50 A B BIF 7 28 W AR (4 135 1eG /K-F 2 ATH
B A AR A 2R 22 S A AT SE T PR 2R [10] 6

223. BESMEERSE

AIH 835 AR —Ph a2 il B2 AN A 1) B SR, R HUR AR A ATH 730 8 DBtz gk
(autinuclear antibodies, ANA)FIHTF-#5 W Pi4A (anti-smooth muscle antibodies, AMSA) N T[] ATH-1 %4, DLJ
JIF B ORI AR LA (antibody to liver/kidney microsome, Pi-LKM)FIHT 1 AL FF4H M7 5 51 5L P44 (anti-liver
cytolol antgen type 1, $i-LC1)AbRER AIH-2 B, B HHUARAAECEE AIH K2l (HA R 2 Wk
A, 7E4E ATH Js R 1) St E RS PR i v, B 2 /e 8 e AR Pt A I i 1 Syt i B, A 10%~15%
(1B TN S PR BE S R S R R R B,

1) AIH-1 #!

ATH-1 22 N B J L B DL 2R, |1 43 SIIAE 80% T 63% 1 A6 25 A HY ANA A1/ ASMA BH [ 12]
ANA £ ATH %05 I & e i F2 s AT rT AR bR B4, 2 W ATH BIBURFE A2 65%, 455 57 FE 2 75% [13].
AWFFCEE T ANA FIRZ R BEAT 708 K, AIH 2 DIAZSA A N 32, TR e PRI 2 2 DURRURL AL N 3, X
PRI (1 S B MR T — R B BK[14]. 24 ANA MR T 1:40 I, HRr St 5w, (RS B s i
(Bltn, >1:640)5 8 & R TS WA DCIE R TE . ASMA P SE S S P 28, Rz (il
AEAMAEA). PIE LT E AN EE)MEUEEH). £ AIH-1 8RR M s)E
[ (F-actin), M3 F-actin F04 30 B bl L2 ATH B4 SRR, W E 1 ATH-1 Y0 i35 br B VEDTIA
T 5 re i P2 1) ASMIA 5 A A 5 950 5 2 1) A A R 2R AIE 2 00 38 TE ARG o A I SV NI I B S g
FIAT ATH (2 Wie s 8K, ANA F1 ASMA S BA 5 & I BURE(43%) 7 14(99%) LA K 12 B
HERATE(74%) [15] .

PURTIEPE 05 H144 (anti-soluble liver antigen, #T SLA)Z ATH-1 B4—/NMAKE WL BB bR E,
Wk B, BRI ATH B UG AR, AR RGN 1 3.1 #45[16]. AIH-1 B4Hidm] I,
HoAth 5 B ik, andt Ak 40 i i 57 P44 (anti-neutrophil cytoplasmic antibodies, ANCA) A7 25 W i FR bl £
[ % {& 11k (anti-asialoglycoprotein antibodies, anti-ASGPR). ANCA EE 518 %, Jol R KM/ e
RICRFEY), A5 NN (c-ANCA)FIAZ A 2 (p-ANCA) W FP2EAY . J5 5 7E ATH-1 A ob () B PEAG R
K 50%~90%,  Hof i BRPTAAAS I B P ) 3 TG p-ANCA [17]. anti-ASGPR j& AIH &3 M — 28 5
Rt 3 Pk, STIGRMEE AIH I ATH AHCHURIVERIAME R & bk . th4h, anti-ASGPR
HIFEH LSS R R %Y, A E RN IR TT AR FIFE 5 o

2) AIH-2 #4

ATH-2 B EZE W T LBEMERN, s BA S Eg™ BRI A0, 5 AIH-1 B
e, VRIT R 45255 BRI EKIGIT R IL[9]). §T LKM A =F48, At LKM-1 fifk. 5t
LKM-2 iff. 1 LKM-3 fifh, Hedn LKM-1 i ATH-2 B0y 5 PEp i, I 3 BT 2 4h
43 P4502D6 (CYP2D6), UM 90%, 7E ATH H Az HZHR(K. BT CYP2D6 5 HCV S5 #Hi )75
BIEUEE, B DAZESS 2 OB 4 0 23 B G B 3 il s bt LKM-1 BUA&[18]. $t LC-1 Bk n] LAfERZY
30%M) ATH-2 B gk il 2, 2 Hept LKM-1 Jridde v 58 | pds, 1 B2 10%01 ATH B3R N
ARSI 2 e — I35 AR E[19]0 Bt LC-1 Bk 55 BTG BN FEAR DG, v 540 LKM-1 fofa A iy 3,
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AT g E
2.3. HAFHR

E PR & e M 2% /NAJATHG)PE 1993 4EfilE T AIH iR S Wit RIS 248, I+ T
1999 4FHHAT THET, (HILRGHEEH TR A . N TELS TIRIKNMH, /N 2008 4 K46 T Lk
(WA, AR VA OO AN AT D [ —T00[20] . F5 ZHE H 2, 5B R ATH RHAETE
0, AR RERRI . thoh, AT T 2OREFR B 1 20 20R0 73 B DL K 396 97 RVl 19 2
HHREREEH.

FHIHIVERT 22 ATH B SURURRAE . FFANARS 11 X B2 4k (R BR (K 22 SHARFR O “ AR 7, IR IX S8k ) BT 4
Jif 52 BN BN R IR SERR Sy ST PRI 98 o 9 RE 20 A b Ik B2 4 B R0 A P 2 4R M 2EL A, 9 mT pl G F 28/
P SIS NP 28, (B2 S SIRIE RG A RE. T FLHERT 478 ATH F 2 0L, R DA R ST 1 AT
RAVEA G R R . FL LRI R AW T2 M2, B R, WP (drug-induced liver
injure, DILI). JREEMEAFRZE([21]. BLAk, KL 33%MEHT1E XL FRA KM, AUl H R T
AN FEABEHERR AIH [22]. BUBRACIRE G500 2 T4 M 240005, HEZ i e it 726 P4l M 2E A, B ATH
4b, AIULF DILL. JREEVERT 2% . ERARHES 0 m] 0L T REVH IR R R A, AEX SR sk i) LR A
A5 ATH FH%R[23]0 NG T8 75 T 28 B (1) 9k B 40 PR ik N JHF 40 M 5 7 L B R T ol 2 485 A B8
H SRR, & ATH 15— MEREMERIL, (B 0] WL F DILL. S5 8 PRI 28 S5 AT 2O B « N IRIESS
417, #id—F0) AIH EE AL WFEAISR, BREFANMEREETRREEFANIG
(58 PRI 28 B RN B, BCBRAE IR RE G5 M I e A e A ey

3. [R& MR MHREE % (PBC)
3.1. #hA

PBC VARTHEAR N B A MR 1 A4, 2 —Fhig 2 e 1 B B S e MRV IR AR B, R ORI
WNIEAE BEAT R AR R T 28 0, TR U A 4ifl, A SEUFL LS E. PBC 24 kEam, 20T
Lk, HEHEMEZ LN 10:1, SFRERN 55 25, BREMERE L0 ETHES, WX K& R
WA 11875 Bl/E T, RIFEHF R 8.55 Bl/A T, Bim T EBA&MTH[26]. 957 A& 2 PBC i W
R LRI, HSP0RAEIFEE L. HAh, PBC MIATANRI EE A TG AR, FUIRIRR (MF A
[CHURIR R I8 W) RBMEREAIE, D WLITA RRIBIERTT R REMEDPRIEMALBESE(27]. BRI
T RI[28] PBC 2 Wi fa il /& LA R 3 TR 2 Til: 1) Ak dadnd DL ALP f1 GGT Fhm A, FEHERR A5
R 51 EE R AT A AMEERERE: 2) BTk AT {£ (anti-mitochondrial antibodies, AMA)/AMA-M2 W A4, B8
FHAMPUARBA M, G BRER BT PUIAR (BT gp210 HUAO) AL SR BUAR (T sp100 HLik)BHPE; 3) RSl
IR A Jo 12 B R M AR 58 /N IR R AE B

32. IEERE
3.2.1. EiatR

PBC H3# 2 RIS PERR IR AU E ALA4E, B ALP o] A& & E % FIRM 2 (i EEFE £, X
Rt B AT RESE 6 AN H B E KA IE], 10 GGT /KPRl A E R IEHE LR 5 i E£[25]. MG E T
FETF . MHLL RAEPSIR A R IAE R, BE 5 0% 3k e vl i T e o
3.2.2. MEREHRED

MiEREERE A M (IgM)7E PBC BEFHIKTFHEA R, X—AnHBE AIH 537455,
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3.2.3. Bk

H AR T AIH 9 FPlE ALK AMA bifk, Hrh M2, M4, M8 Fil M9 IE R A5 PBC A K[29].
1M M2 VAR A Ny d BRI, 2 W R URR B AR 37 B2 W] ik 90~95%  [30]. 1 K4 50%
PBC &3 ANA ZFHIER, XA LMEJy AMA BIPER 2 PBC [ ZHUA[30]. Ttk $i gp210
PUARFIPL sp100 L&A B T4 AMA BAPEEE RIS W . A 2F NPT gp210 Hrid ki vl 4855 B8 2 UH
FRIAIT B E MR A O5[31], X —UEESARAESL. 5 AMA. T spl00 FUAFIHL gp210 Pk =%
AR PBC, JLAZWIHRE RN 94.7%, BUERMERN 83.8%, N NEAIEN—LIHEIrE[32].

3.3. AREIFS

RYE PBC Hi2 WiksvtE vl LLE HATIETERE - A R 0 . {E2XTT Al 58 AMA FTEM ATH-PBC £S5
RO AR B T AT 2 A A o T LS — TR RUASE (Bl i P4t 7533 ik W 20 207 3827 o B B8 5 AR A7 1)k
SLTRERR & BBAh, TEVPAL PBC M RIZGMIE YT R 7 T, JH2E 2R B 27 Lo 137 A= A 25 5 v fff e B e
A

PBC HIH L ZERHE I A 2 B A I MR N I 48, RO /IR B R At R B . 9k
W T P A4 6 J R [T %, 22 AN s i JEF IR A R ORI (2500 ) RNV 1) S RE 40 i 32 229 CD4+#1 CD8+ T
MG, DAREEAFER RS, XA IR S I BRI . A, SRE 4 MR T R
F R REAETEERE N 2 PBC SRR IN[34]. BEAE DR IEERE, NHEEENHAR, HEmd, [Tk
IR KR R TR R DU, I S B B A AL R AR AL ) R A=

1E4i 1) PBC 43 ¥ R 48 3B )2 Scheuer R4E[35]8k Ludwig R4i[36]. £ Scheuer K14, 18Rk
PRPERRAE 58 . AL . BOIRTE LA R 855 VeI AL 23 )2 1. I, IL IV AR MER L. SR, XL
MrB P ARG — RS, E IV bR 10 1 WEH. Ludwig 2 RS, S&iH 11 LA
MR FE S B F 4 Ak 2 PBC MERAR) R B H, 1X 2 4kE1Th Scheuer RGN —AMNEE L IN[37]. 2010
£, Nakanuma $2H 7 —FE 100 8 R 55[38], RIBLF4Elh. JHE BR[O D 22 2B BURL DTN 1943k
3, [EIRE 5] N JHA 28 15 Bl (cholangitis activity, CA)FI AT % 3G sli(hepatitis activity, HA)KR /32 . 52 /K&
GUAHLL, BT R G0 R T L Hh DA 0 1 A TS

4. 575

AILD FY AP AN B SR AT ey, (E TR Z R R PRI, U0 —#B o0 B R PR A i
AW, B E TR ARZE . BB SN TR ANBUA R RS B B PUAAI AT HEZH 32 A AT AR,
i AILD f)5- 2 WA G DU ATERG, 3 pe s R B3t T IV IR AR T, e B I AEm R, ooag
BTG
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