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B < BT 98 8 v A B R, I i b B B RVE AL AN PR B A R Je, RIE 4B
Ry PIBLUH 28 S50 B B e M C 45 20 &zl JER R W I B ZE Rl i —— 3 & g%
PR #1236 BN R S R 2 — . H S B A (autoimmune liver disease,
ATLD) RZ—H il m% B &N R RRE G, 4% 8 & Rk % (autoimmune
hepatitis, ATH). JR &AMIHVTHEIEE %6 (primary biliary cholangitis, PBC). Ji & MH:AEAk
PEAHE % (primary sclerosing cholangitis, PSCOFN 1gG4 MG AL IHAE 78 (18G4 - related
sclerosing cholangitis, [gG4 — SCO&. SEAb, iX HE 55 AT = 0 & R BN FROA R B 25 A
fiE, LLAIH - PBC HELEAMERANZE I,

B & G5 M R 21 W 70 I B 2 A AE T RS W RG 7 v] 2 2 o R T AR TR
B, XFRRACIRERE A, BaE N R F A EE IS S XA . L 5 EAME
ERGER RN TER T K. (5 E S RV K& P 78 5 5 R M BEE R, SN
B R RNn R 3R I 55 77 TH 336 % B I L

ATH DL B & e e B P40 Mo 32, IS B S PiiaBa . R AZRED G
KT AHR A, HHRZ BRI, EEAMENRAFER A, BT A=
BRI R R B A AL E bR, Hm R Wi 742 — € WA E e B & S P & TAE4
(International Autoimmune Hepatitis Group, IATHG)Z3 5T 1993 £ 1999 4l ' I 5 1
ATH [ R P12 WibRHE RIS TR 4 R 40. 2008 4E TATHG $2H 7 ATH [ fai iz ibrite, L4
HRME P EES HE WK TEMRS R, DO T FZH TR %L S22 Wi o
ARG, AN, BT ATH KBRS (BME. SR, #ifE (R, #EED. KW AR OLE.
ZH) FEREM (ERLEEE. AHMEHEN R BIEER) SR MPIAR, RN
HARK AR B, 43l RS A oK VF 2 1. 2015 48, BRIHHR %4 (European Association
for the Study of the Liver, EASL) i 7 o%T H & REMETRIIG RS BRI

PBC E EEgZma N [AIHAE, DAARARRPE. PRIZE . Ik 4 AR ek /DN IR 98 R L 7 it 26
FiAPLAR (anti—mitochondrial antibody, AMA) PHIE NSRS . 2015 4F, E PR AR A EDCETH
MR AR M ELL (primary biliary cirrhosis,PBC)”BE g Ji & PERH 14 RE A 4
(primary biliary cholangitis, PBC)”, DA AERfME S MUBOIp 4 i, A AT S 7 B 8 1R
8, [FIEF, IR PBCIX—45 5 MRFFER M, 2B SR MRS 23K, &K
FHIH SRR ST LR R A RE R B A R 9B 44 . AMA B % PBC i3 2 b v] 2 2%y =t 1
PiiPifk (antinuclear antibodies, ANA) AR (h% s BUBAXL FA BY ) BSUAEEEK G 5 IR P8
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(ELISA) A& SR (Ht spl00 ML gp210 Hufk) BHME, (HIXME Ol 75 55 HoAhIH H R FR M
FE AT S 2 Wr. A AMA FHYEAS & LLiZ I PBC, @INEFEEZME A AR, XEEEH
RIS AR WA KA — N7 HE S, #0BEFAERE REXI, AT R H &5
VRIT . RAEEAJHER (ursodeoxycholic acid, UDCA) 4542 H uifx EEIIETTF 254, *T UDCA
L AN A4 S I 2 PBC I IF RRE R I F E GG R 3R . Fa2 B2 PBC AL 5%
SEPTAE. JEAESR, T 51N T B o ) 5 A0 1 A B R B4 R 40 (GLOBE Al UK - PBC
R ) SF PBC S 2R il A2 0 e AR B AT VRAL, AIREA B TR XL R i — 2 o B
B IR (obeticholic acid, OCA) Xf UDCA RIEAER] PBC BEFE — €T . HHATAZ
o, AMATFFESHTIAN OCALER - JITROTHHFASI, MAR#— B A
IMIRERE, ARSI IR HA — &7 3 BT 0CA, EAEMHEJT H
PR 5 W A, KT PBC W7 A — S8 e Ads, AN ifiL i LG A% Z 7K
- 3] Jo% S 1% € £E AT M B BA R E Je 15 75 2L R O Y S e A R . 2017 4, EASL BT T
KT PBC B IR S BAEFE

PSC A1 TgG4 ~ SC - ZERZ A AT A 40 rp S5 REE RO REE, T i ) ] B0 L 26 126 JEL Y 2 3R
. PSCRImIEEE, WIEHATIERE, RAKENITEAITEEYE. 60% ~ 80% ) PSC &
FERRAEME e, Horh s W Rt g% . 75 PSC IR EHt, SR LT
B S T v ELAN W] P00 Fe) ELE % 5 P 2 PR e ) RSy o AR R AT IR IB A I FE R (endoscopic
retrograde cholangiopancreatography, ERCP) Al H & vEwf VEF TS YRS OB, 7E B & Im RS
MR B EEMEM. R, ERCP L2565 /Nl L R e A e br — iR & %
2, IR IEAEA if% (nagnetic resonance cholangiography,MRC). 2017 SERRIN N 5L
2=(Buropean Society of Gastrointestinal Endoscopy, ESGE)FINGM AT <=4 H 5= F ERCP
g Bk &7 PSC ISR SG Bk FE 7. H A MG A B YT PSC 7%, M Tt B4R
Wi, FPESHEEME—RIIRIT 7k, TG4 - SCHEEHENL, ZHUEH IS HFRAE 50 ~ 60 ¥ I
PA L. FERSARTTIH, TgG4 - SC 5 PSC. MBS Jm AR e AR IUARBL. |1 T332 i 6 H SR
e CRUESMRED, SR ST MR . BEREFRIZEIAR LR ET
B2 TS AR TG PR 2 B BN . A ESMRFTF AR AT FUR A eG4 AHR ISR, Pl fo AN b
ZEIG. BRI, BRI IATT 1g64 - SC MEZEZY), {H 30%~ 50% f) E# S 1EW
FREBIFAEER. TREESZRMIRNTLEUIREAER, REBITH KR HLR T M
W - RAMRRIEDE R 2 2 L 4E CReAl A HOIRIR 2 RN LS IERLT 4R ), X
MR TR E BETRURE, TR AME. S, LSl R EE B M R AT B BE e S ML
FORBEHZ KR T E N —REXT 164 - SC BFIRIRFF A J8IT M FTUS IR 7T, 1
T G TG4 7Pl FUE I3 Hy A 1S AR DG Im R e ds, Al SE b TR E 3% .

BARIT 20 45K F B G 1 i 25 e R A SR 78 07 IS T2, (BPEIR 277
AR S EURANT B HATSRZ A RIAT R SRR, ImpRINIZ RIBTE A KA, T EY
W RE AR, 2015 4, P RERESRE Y s R F SRR SR
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AN (B S RE R IZWANGTT SR R R MR CORR IR & PERR
HRAE 28D ZWrANA T SR (FUR ARG PERRAE 2 W e T7 LR A IR IR AR M
CWIAE T IR, 1X DY LR R L ) 1E AR AT AT DA A e A ) AR A T
H & S VE I I R R R S 8 AUIS,  — MR OB R AR EAA R . R, AT 40
THRZHOREAERT T, Feal 2 BN BATREVERTFT, DU W3R B B o y% 1 01 PR
PR NIEL 5 RO 5, UL WIRHERINR Y T 5%, W& R IE 8 & Rt w2648
R SR . ER A BRI DU W, RES £, R T X MEEN e, A
Y AHOE R IE.

(1) LA H SRR ME 7 6 18RS SEMAEMEARRE, RNk RS
MEERTT . 22 L BENLGT BT TR 7T 4T W S LAl

(2) Wi B & G R AR B Sk, FFESA SRS 46 B IR B & et
i R HE SR SRS Wi AT IR A AL . @ X B & St Bt T B ath, B
SEPRTRBE R SE R 3R, 4157 ROAME 8 DU 3 RO TG 11

(3) RIFENAAE T s AR AL X AT B S S R AT R AR A, 2 E
B R B E RN R . BRLMAERENE, 1B 5 5w i R Fi i
=N

(4) HPr IR RH BT (genome wide association study, GWAS) FlfiE
OGRS E T — %S 5 RN R EGERAS M B T7 T ) & AL, AR ANBEZ
B FT BEAFCEAROK 22 7 I 15 A% 5 IR, AR R IERX 77 i i A 7o g shaa vl ik, A 0BEES
GWAS AN ARSI o ot 2 ) N B G P PR AT B AR A% 2T 8, D I B R L o A <3
HOB 2R B AE T AR R .

(5) WA B 5 et o L L E S LSRR T IR IE . R T A ATE R, JFREREAE
BT B B e e SR IR A PRI ZR, 3R 0 Rk 3 5 .

(6) HIRAIFRAEARLE B & S MR Ia T PR G RBeit T TR KRS IFRRE K&
ARG E KNG
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