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Abstract

Primary biliary cholangitis is a chronic autoimmune cholestasis disease, mainly occurring in middle-
aged and elderly women. The incidence and prevalence of PBC vary greatly in different regions and
periods. The pathogenesis of primary biliary cholangitis is still unclear, but it is generally believed that
the pathogenesis of PBC involves genetic factors, environmental factors and immune factors. At pre-
sent, in addition to Ursodeoxycholic Acid (UDCA), obecholic acid and bate drugs are approved for the
treatment of PBC patients, more new drugs and treatments are in different stages of clinical research
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1. 5|8

JEUR PERE V-1 JH T 98 (Primary Biliary Cholangitis, PBC) X #K &5 & YEIHV T MERFREAL, & —FiS: . 3E4T
PEV ARV ARV I, & R et K H B e i . PBC 2 LT 40 2 LA B2 4E 2otk
P57~ 2 IR R A A i LI R B, R 22 58 2 T Al o R e 1 B B pAAs - SRk pifk
(Anti-Mitochondrial Antibody, AMA) [1][2]. PBC #1775 BRASFE 3= A JH P /N IE A 10 18 14 S A i PR B A 1 R
ER, WEXRAE AR IRRR . FFerditl, Wk — PR RN, 24 FEUHE®(3]. PBC K
AL ARG, HATEE 7y PBC Al RENIAEIRI R . AL DR 28 DA SAMA 5 DR 2 AH AR T 23
1 H & R REL[4]. BUREM RS REY, WEMAEYS PBC MRAERBEEEBEVIBRR, W - e
W B R EEERS][6]. HAT, RELEHERR(UDCA)N PBC W EWILGIAIT 25, B IUHER(OCA)
DA DURE 254 GRE i B 5 F 25) 1E 9t UDCA R AN 58428 UDCA AN 52 1) PBC 35 1 — 40897

2. PBC HIRITIR S

PBC Mo Mies mtE, HEAMNES, EMKZHE S RBEERFITHRN—F, EBERHR
T 40~70 B EFE L[ 7). BOEMRAT IR AR, BN TR Y 5 L LG BT R R, (AAERK
TWRARAGERI I AR, 727 LRSI, Ve 5 5 Ll &k 9 2 10:1 (8], (HAEM 2 = H4EH],
TV RFH S SR B R E 41, XA RARFREE FRET X PBC B I 5312
RS IR TT o AHEL T2tk B30 PBC &5 75 Ak T s 1) 58 I B 2 Wit o, JFR A4 e 11 2B 6 B
H S8 %[9]. PBC 7EJLE FRADRIE[10]. B AR AR 28 (PBO) AR BRI A TH AT A
e 1.7 i, T BB R 5 N 14.6 61l 4810, PBC IRR 9 KA AR A A X 22 AR K,
S RHIXAHEG, A6 SE AW B R 2 (63 a1+ A 2.75 4], BRI 1.86 B, MEKN 0.84 ) Al
B RACSE NG AN 21.81 1, RN 14.59 1, WA 9.82 B E[11]. REILSEFMERIM K
RIRFRAE 2000 4F il ETHE T RE, (R IR X R R E 2000 FLICRISA K, 635, B
FANEAH X (1) PBC B 23 5E4E BT, 1955 T RE L EUHER(UDCA) A8 I AR I R i i AR 1) 32 7t
BF M AEATRAGFTEGEE . PBC 1009 28 A 03 28 B A -8 1B K i3 o, Sk B AL S8 AR 1) K 24 BA B B
Fiion, T2 PBC BEAER T RIAJL RS EE, FRE R ImREIRER12].

3. PBC B & fw¥LE]

JEURAE RET PR REVE R B AL i R s 4l B, 5 LAt B B S B PR — ., HATIACA PBC [
7 W TS 2 ERAMA R R T IS A R 2R B ANENE T L RO A B A I AE e ei S22k
S R ints, SEIRAIRE, BAREMIFA4EL . ST REIB[13] [14].
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3.1. B HRER

PBC WIRA R BAFIEIL AL Gy Y, 1 B S y% 500 (191 4 PBC) 1) 5 I s A G 328 14505 1) /S A sk
& PBC KEWfG R R . 45 K4 BT 75 (Genome Wide Association Studies, GWAS) [15] [16]F1 %5445
YHE SRR AT [ 171309, PBC 1 5y Btk 5 10 715 26 R f B Fod M S e IR AR S 5%, B4 AR T4
Kb (HLAYAL s FIE HLA A7 s 76 A S AL . 5 PBC S0 @ MEAH S REIEME HLA X3 E 45 HLA 1T 28
SAEEA18]. AT, FATHEPFR PBC W F0/NHIEAT T 5 R B 4 B2 R 2H 2555 73 #r (meta-GWAS), 456
KE 5 AKKPHBAFIFT 2 AZRAEBAF ) 10,516 G5 IHT 20,772 515F B )7 S5 DRl AL Hicahs AR 5 i i o5 1) 2 1A
R, ZEFCHE T 22 AN PBC 5 BRI 55, 1% 22 ANBIFE R A7 57 T8 etk I, GRIPAP1 1
X Jetfk B[19] [20]. FBTH GWAS BEFEEE R85 T PBC Z2ANHTHIREG LA 3, A 4% IL21. IL21R.
CD28/CTLA4/ICOS. CD58. ARID3A FlIL16 [21]. IXEEHER A7 & iR B — 20 i 1 A 1% PBC i#if%
Gy I T T3 AL ) P B

3.2. FEMAEE

Z U1 PBC WATIR W FU R I, WROR S A30Ad F JR foh ft dani HE Jeh AR 2 flk e J 7) B8SR 2p  DR B J
55 PBC 3G AN RS 3 AH OC[22]-[24] I HA— T A8 /R BEN AL 708 B, W - BE3h . B I TE T AE 20 (GM)
HER R AL R 1 AR 98 22 [RIAEAE B ) R R [6] 0 KFNBLSH 0 BEBI 2 — FUR I PBC 5 KT B8 51 2 R R
T8 e 2 [AAFAE JRBR[24]-[26]« N RN B R I U8 2 & 7R (PDC)-E2 5 KM #t B PDC-E2 2 [B] B A [FYETE,
FEARPLERLARTTR[27]0 BRI, KRAAT BB AT Rl I 23T BRI A8 SO Bk & %6 A\ 9§ PDC-E2 1) S st
ZYERIBEIN . HAR— T2 drCi o BB AR I, A BARIIAEE S PBC R AEAFTERER, Rl R 1E2H
B, MARIEFEREHE T, KRS ZBER R4 T 2 140[28].

3.3. REARBILE

PBC B#H MBI, FEAE 4 MRAL, b 51 102 PN R R B 208 52 & 1 (PDC)-E2, X
H & $i)s PDC-E2 [ 52 1 K2 PBC AJmALE| R S S, Prd bR biik(AMA) 3 224t % PDC-E2
(R F BRES & X 48[ 21], JA3) PDC-E2 F¢ PRI E 5 SR T bk A i) 9% [ B, A4% Thl. Th17 Al
WAYE T AMM7E A (Y CDA+ T iRV #E5 PBC RMRALHIA I, T 4HMIAE PBC (19 A0 LI 4y T8 6 A% O A
4, CD4+ T #1 CD8+ T Al d5 2 50 (W R AEFI K & . CDA+ T 4l ffav] LL4y A 2 AN TR, f4% Thl. Thl7.
Treg 55, IXECNVHE 8] (1)~ 2R 1 7] A ‘F 20 PBC (K. fF11, Thil F1 Th17 40 75 Wi e 75 40 i 5
41 IFN-y A1 IL-17 (A E 1495, T Treg 4H M B AT X P 280 & RLF D) 6E. CD103+id 12 T 42
FEH PDC-E2 R NiE CD8+ T 4iiffd, FXHAHE b 41 Hi(BECs) A M E1E[29]. B 4/t PBC H
EEEEEH, efnsd 8 SRt b s itiEAMA)Z 55 bR £ . B AL R Hi)E 2
BEWOE T A0, Y K% 8. £E PBC HY, [ 4R % 7 4H R PO 240 JR i 1k R 2 L 3R 3 /K ST 35 J 3 1
T, NK 4 it 20 3 T3 R IFN)-y (23 CD4+ T 4H 4 i 2 15546301, BT 4 5 1) PBC XU 4]
ARID3A 5200 WG A5 A TR A b R PR AR WA ), X 7E PBC A0 J5E A P s A 14 EL A ¢ v {1 i
TRERAR31], BT M KL PBC B 424 ARID3A BHH: 28 A 40 M 1 £ i -5 0 98 E S5 AN £F
YL B IEAR2R[32].

JHF P RRAE - 57 20 A (Biliary Epithelial Cells, BECs) A#E ri (1) H & %% R BLAE PBC Fu e AL Ak 4%
HEERH. fEIEWTEM T, BECs /= ERRAS, 5 E0MIRIRE S0 s (e R, PR FA0HiE
H 2 (AE2)72—# CI7HCO; ZZ#t i H, AE2 RWIRA SRR EERKE, PBC &% BECs LH] AE2
FIA TR FERFRE LR 20055, Bitt, SRR BECs, #Emififignia[33] [34]. 7E PBC,
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SR/ IMEAE B PTIA T2 701 Bel-2 3RIE T I, B 70w 32 fi& , BECs H AOA2 I 12731 Bax 1A 11, Bax/Bel-
2 LUARE 35 T iy, /N IEE 1) BECs X TR B UG N, e 28 BUMIBAE BEAT VRIS S 2T 2R [35]
PR AT L A AR BRI TR AR A B R AR, O T el i RS e A 4RI IRl U0 TNF-oc AT IL-158 {3k %
REFFEE. BEAL,  EWRANNIE AT DO AR WA Y BRSO I A R A

4. PBC BYBITIERE
4.1. =87

At 2 FHER(UDCA)Z PBC f—ZARrHEIRIT . UDCA £ (5 NRRHITERIT 2%, AERISARTT 23, 0|
RAEFNAPIET:, 1M H UDCA 24V RLF, HARKMNED, FEOFEES. K. A8 n &= e
B, WEAFEEY, WOHEE RIS E, LA RER 52 29 EI1E FH[36]. UDCA 1EHE N H M
MRIGTT 4825, EERANEFEFEN 13~15 mgkgd'e ERIMATRERE 7T B £ (EASL) 36 E BT w 0F 70 U4
(AASLD) K FHw A 58 2 (APASL) 11 PR S i e 22 WO A7 PBC I AR Bl T v 1) £ 3 3R 47 fiE
FEANRRRIAIT[37]-[39]. — Tl 43k PBC /N T Ji ) RS [E] B 14 A Z1)F 9(n = 3902) 2.7k, UDCA JR7T
A% PBC A M LT AR, ARG E RIS, DEATFE AN UDCA N FRHER)
3 [40]. ffH UDCA V&7 7l fa P AE AR B TRNYE 7 I AN TS, R IITR S JE# 47, UDCA 59712
w17 PBC BEMIAAER, WO THBHENSGEE, JHMm 7sbkdhokr g . Rif, K2 40%H) PBC &
FHAIEL T UDCA JaiRI7 RN A R [41],

4.2. —&58TT

4.2.1. BADIRBHES

BTEER(OCA) R — N3t /2 H Hi e — 4 BRSE B ZXALHE R T4 UDCA R FiA 584506 UDCA
AN 52 1) PBC 838 1 —4RI7 25%[36]. OCA A% W IR ERVEJERE X ZARFEXR) KB, ATl AHT
FAAE L T AORE, AN ATIELT4EAk[42]. E TR 64 4 INEE K PBC HBE I\ FIWFFh, W27
WIUHRRGIT 12 M HE, KK RE TR A8 12 DHAREERN 17 28381, A 3 4(17.6%)
iLE]T POISE #r#ff[43]. fE—TiX] UDCA MATEAR PBC EEMBEHLA O, S2EAEE
UDCA #1HEL, B IS UDCA A i B B T i [44]. ImPK BT OCA S WL Rl
AR EAREEE[45], HHXRFAMEZERE, BANHIHAERE. JEiRkiE, OCA WRESEUT Y6
KA ERT D RE e, SCE & A 2518 BB (FDA) BT PR 17 OCA 7 B I FHAE A6 28 2 B (s D

4.2.2. DUEFZ5H)

T S A R 1 B A0S 52 AR (PPAR) BN B I R 58 FIA% N 32 4 (o By Bl 6 AN SRAL S5, M
T R 42 L g BRI RE R AE PN O 2 R RIH& AR [46].  DURERZGWCE DIKE . ZR4L DURR) AL PPAR 3812
HIRETERAE B, HH Fi697 PBC B UL S5, 7541 DURE & —FhiZ PPAR #3077, [HR¥#4zh PPAR-
o~ PPAR-B. PPAR-J [47]. HAZEZE 2000 FHE R DU 5N T PBC EE I DR R 25M[48]. &%
E—TURR, 5 A 2R FR A T G AR R BEAIE 5, 76 B UDCA RN AS 2 1) PBC 3, 2K
HLIUURFBR A UDCA RTS8 AR N 28 B35 i T 2 BRI A UDCA 1697[49]. HA—LIX T PBC
SREETT ROR R [ A BB F(n = 3908) 73 & B, 5 Bl A UDCA #HEL, UDCA FIERHL DURFIC &
fdE R 3 PR T PBC 38 4 RIBE T SR I AH DG SE T2 3R B RS AE 1 KUK [50] -

ek DURF & — M- BUR) PPAR-a BB ITIAPI IS 2250 Hr R, 5 UDCA HL257697 #HEL, UDCA
A AR DURR RS B8 4 M SGE BRI B R R (ALP) . p-A R4 KB (GGT)~ 1gM S H i = BE(TG)KF, {H
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XoF 2 I B e TR R R S IE B RSB AL T) /K T I G T Gi 22 2 7 517 [52]

IEHA, PP PPAR 33071 1) 22 B0 BR . = HIRE L RIS (RCT)ELAR T A 45 B+ elafibranor (PPAR-
a0 BEN ) seladelpar (PPAR-0 #&171) [53] [54]-

Zi L, UDCA WK 2R3 VURF AT 2 2 PR 21 e A RS, T A T DURE X D RE 1) 53 96 AN+ 93 4
Mo DURRRZYH WA BRI S A B AT UL T 5, B DAZB R e W IS Dhaed (s nT e, DURRER
2yt KT RO TH Y S .

4.2.3. TolthF=E

A 2R — b A R R S [ B, KR B O R RN AR R A X AR (PXR) LA 5k W s 1
H, FUIRS 2502 BT I AR (90%) 17, AT BR 1l 14 £ A= W) ) FH B2 FIAR DG BIVE FH[36]. 7RI — T
EFt 62 4% UDCA RNASE ) PBC EEINE . Bl BRI+, 2535 0L 2:1 B BEL
Sy BCHESZ BN A Hh 2 s 22 AR T, A AFRSE T 36 N H, ARIR 1) 32 B R T 2 21 2 s A
LA . ARG RER, BEMMBENRRSEEZEWAFITHS Y0, B2, MRl E ALP
I BARAT K, 35% 1 FRFH TEVRYT J5 S T ALP /KPR 584 IE AL, 1M 22 B A KX — LU A 9% [55]
RUEATH A AELE PBC 0T R IEFAEAE S, HIAE S HS O & S A R 0w b R I — 2 1k
ST J1[56]

4.3. E49%05)

A, AV B & B R in T RS H i . R 2 B — AP [ CD20 HiJs
B 4UH0 ke L PR, S H—FPTE PBC R4 PR . PBC BB LAZ ). WSS NFERI, A
WL PBC B3 m i FE I AMA @ 82 L PR 40 i 2 b o i A Rt 51 R ILIN = F3(57]. —TdA%E T
6 % PBC B AT WL TP IR Ft 2, %t UDCA N & A58 4 1 g 4352 2 77 1000 mg F| 28 g
1BIT 36 FlJE, HIMIE ALP W2 FEAK[58]. SR, BlJ5—Ti4E 14 4 UDCA MG 1k PBC & B
IR, AR BHATT R R B T 60%, (HEFEDTFTAF A AL T bR A B [59]: 3 HAE
T LARE B i o A R T AR LU X RIS AE SR 12 A H HEAT Bl U7 I AR REIE B R 28 BBt
JTRK[60]. BRI S, UM B 5 R R 28 RPi7E PBC HIRIT R0 B RN, REFMw R, H
AHEEALH

FAIMIA R (L)-12 155 IR N 5 J5 R VERE A PERR A R 1 R A2 R R K[61]. R WUAPLZE — R
[T IL-12 A1 IL-23 B pafEfiiA, CFE 00 20 44452 20 JEIR YT B 8 BEAT I T I0bR 25056 vh 3k 47 1 F
T AW EZ ) B EIRYT 28 JiJ5 ALP & FERRAIC, H &R B3 008, JF H BRI SUE B LR J8 3[62] -

5. REE

B, BUAERTER A RE A REAE 5 I 7T DL AN IR e BT TARRHERE, B AR B i A+ 20 B
i, Hok= K2 Hot X3 T ARER PBC AT A B0k PBC BN S BE VB, (H G Be i 77 it 7 RCR
KA, HAR Tk — AR PBC V27 H#R 2t — D W IE, T AHIIG T SRG 2 PBC W FE 1
& HA bR, ABIRZNLEE SEIX — H R <.
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