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Abstract In the past 40 years, patients with primary biliary cholangitis (PBC) have benefited from the extensive use
of ursodeoxycholic acid (UDCA) , resulting in increase of response rate and survival rate. The prognosis of PBC patients
was significantly improved. However, some patients responded poorly to UDCA and with poor long-term outcome.
Therefore, accurate diagnosis, evaluation and risk stratification based on serological and pathological characteristics of the

patients are very important for the treatment of PBC. This article summarized the progress in diagnosis and treatment

of PBC.
Key words Primary Biliary Cholangitis;

Ji O A JIE T P I A8 58 ( primary biliary cholan-
gitis, PBC) J& — A % 20 D i 42 1 I 9 38 AR I
Wi, B AT VR /NIEAE IR T 2K,z BT 2T
el FHEAL LA B RT D RERACES . 47 B I IR B2
DA R K P R o R0 A 2 ) i sy DA R ) B 7y
Lz, PBC At A i B o, LR 85 A AF IRE K
FIE PBC A 8 AR 28 AE — 7€ Y0 il P 38 ¥ 4
it A BRI R P g A Al R S RO R, 3 DY
+4E3k, 15 25 T R % A JH R ( ursodeoxycholic acid,
UDCA) 1)z W ], PBC i85 IR YT N2 R B 1
L K TR M A A7 R IR B AR 2 S —
JAE PBC AR IR T A 3035 0 o, (L8 RLG Y 7 0
FRoT R B PR R AR, TE A AR 10 4R N KA T
RHE )RS R 38 37. 4% , H I KE KA K A 45
R AR R, U AT LTS 2R X i R
BAAFRA P E AR SCR IR T T AR OC SRR, %)

DOI. 10.3969/j. issn. 1008-7125.2018. 05. 003
* AR IEE/EZ , Email ; youhong30@ sina. com

Ursodeoxycholic Acid;

Diagnosis;  Therapy

PBC 12 Wi FITA T J7 T FORT 52 1k S A — MR , LA %o
PBC il K216 B Bl
— PR AGTIR (AMA ) {752 PBC 12 W) 56 4
E4R AL AMA BHAE (R AE IR 34 AL PBC 825 Tl
J& A T e
A & R A0 MR B B SR S hy & PBC & Y
S P R A0 3 ST, L AMA BB
2L, AMA P PBC £ im0 F S ik
FIL, Hid 90% 1 PBC J% T £ 8y AMA FHE,
I AMA R EENSWREZ —. W TAYEKN
AR RE S B A 2, [ P I H T I A 7 0 A AMA L)
HERR PBC, HATIAA AMA 5 PBC {55 HE A2 T-
TSI, {EE IS K B, % UDCA 1 2% (1
PBC % 1gG-AMA JK-PETER 2% W T W, $R
PBC &1 A GHUARK T nl 58 55 %9 F J MR I7
ORI VAT I TR R 1 ) B S AT 52 5
WA BT 5 25 W IV I L 3 10 AMIA. Bk 5 o



B sy 2018 455 23 B4 5

76% ] e HE N PBC. IR & B, 1
FRHEG (ALP) IEH  AMA [HM: RFFG PBC 12K &
F AR 34E 5 AEBEBUPBC R AR RN 2% 1% |
16% 5 HANE 85 W 18 o e Putg , AMA FHPE A BERY
T A A7 R AT A, S AR AR AR RN T5%
I, AMA FHAE 2 0 2 BIBE VT AH G A Fs b e X F
AMA FAME S I IR R A Al 27 2 B0 R B 27k
P AT 4T B2 W PBC, BLAb, BOR  22 1Y I35 24 R 1k
FIESE S PBC & BE ARG, LIS BT FIBR1C 946 0 4
DI R o BGE AMA BVE B35 12 18 PBC
JE: L 2 AT B AR BRI 43 B T A2 2 T S R o

T E BPUR T B AMA B E S
VIR R S WA X

Popi i LT Z 00 B B s tEpi. PBC 4
SEMEPUZ PR 3 A% 5 8 (ANt gp210 Friak) Fit
JERY(ANFT spl00 FLiA) | i BEHTIAR Y S 4 PH R 1
PBC E MG A&, (A AMA [ 835 b vl ik
85% , H AR m R etk . WIS R B0, F el
PR L5 PBC B35 10K T 25 DI AH 56
Kt PBC ¢ SMEBUAZ BT A 18 A i B i2 W PBC 1)
EEWAE izt

B gp210 LIk 7E PBC M 3% 1 FHE 2 24
25% . Yang % % B, Tk [E PBC B Hhii gp210 41
IRPH R Ny 48. 2% , HL5 15 #1965 Pt gp210 Hrik
FHME B IR R B ™ 5, &) kB AR I
o, KIS T 22 BL gp210 HLIRIE 51697 &
FHE, UDCA IR Y7 A 305 AT gp210 $HT iR K-8 2
&Mk, PBC M i 2 s puiR B R Ky 20% ~
30% , H JB 35 PG A4 (R R e A 1T ik s e
AT REVE R o H AT R G BF 5 2 £ 4 OB
PBC 732 = 2EHY . 51 gp210 HiA B Y BE/ AT 5
VTR PUE 22 S U BH I 4 1 ik v s 780 R
(OES i, iU R

Pt spl00 HLIRTE PBC B Y BHME RN 27% ,
KELZH 14. 1% . Hit spl00 HLiKZ Wr PBC 1 Ff 5+
PRI 94% ~98% , Xz Wi AMA BPEE HA B2
B o BRUNIFREAIFSE 2425 KA 19 PBC 48/ g, Bt
spl00 HLARFIHT gp210 PRI FH M ) AMA [ 4 &
Falis W PBCY . KW BT BF 5 kB, i
spl00 FLIARZKF-FEHR 4> PBC g h 8 T, B
HE T e (Tshak $E4)) £ AHE, SR H

- 267 -

I JCHF IS UE ST spl00 Hi/K -5 B K I E
AEGME . LA, T spl00 HiiR 5 i &2 ik IR 2 Gt ik
P EEARDG SR SR T RS ik B Bk

A& BT KLHL12 $ip R Fndr HK1 Hp 42 Xt
PBC 5y BEARE S () P FP BT A4, LA P o 40 0 7 T 4
JLAZ PN D 2R A A B, 3k B Rl BT R 5 MIT3 | it
gp210 HLAFIHT spl00 PRI , AT K H =12 Wik
M, BERIE L, 29 10% ~35% () AMA [J]44% PBC
Pt KLHL12 HTfR 4T HK1 HrikpHv:, 58 ks A
IR AMA A B3 146G 1 R 42 3 & 70% /2
A (EIS IR, B TR R SHOR R
DIAAE, 3% P Al 1A 2 38 3 2 1 03 2 2 SR s, i
1% B N ARSI R X PBC B I i 2F
Tl & B, AR R A2 W T B 1 & 4 it
T

= JRHEAEIESE 2 2 W PBC 4 hRHE, TS A
L1 e A8 bR A 5 0E Jr L

JH2F 20 25 B2 4 A - JF AMA/AMA-M2 [
PEBE W LT , (A T I 75 24 IR AN 7853 B
PALIE A AR B8 8 A I R VR 58 5 0 HoAt s (an B
S VI A ARG YRR D5 P %) 5 , LA 45/
MR T I S A

2 L) PBC g B2 43 W H1 Scheuer T+ 1967 4
P T 09, RS A0 M 5 1 5 T 00, /N IR AE G A 1
3, £F 44k 305 IV 309, BFAE A3 o 12240 300 2 I A 1
MBS 22—, BRI AFERE T &
1L/ PBC g f 040 R G0, WAL 8 25 6 45 T 4F 4t
AR N R TR i 1 i S = = Iy T
FAACTEIr R 0 ~4 43 FO, TRLF4ifb; FIL, [T X 5k
I VA X 21 Ak 2, 2 i 27 Y (B] B s K3, 30 2 2F
Yk al b s B4, BFAE AL o 96k B 40 i v 5 o R O
0 ~3 47, R R P . IR L
BRI & 2 1 AT XA 5118 XA
B LR, P50 0 ~3 43, %5 RS XFR A FBI
Wor R g, BA B EZIE, 54 b5 i AE
PEHEF Ludwig 43 # F1 Scheuer 4311 , #8717 H: 5 PBC
BERKIWITE (4956 R U5H Frfg .

H T DR 28 AR A 2 4R 45 , H R4 3
(RIZ T O T 38 0 B2 DA R 0 1 P T 12 I A
AR H A AP — A AR vk . BT IS 2%



- 268 -

R 28 PRI TS WL, 75 S e PBC s 12 R 1iF
A B R, B R AR R A IEAS 5,
T 2 R A R I, A — E R b
EGR T AHREIR 22

TERG LN BT 56 8 1k 2 FIF 48 L AR 00085 1k B
Wi ERTET 4k 8 b, 22 46 42 R e 45 2 P Mac-2
A H A (WFAT-M2BP) /K- 54 i 2 B2 B A
Bhrm—Eth. JEAERRSE & B PBC ¥ M2BP
K55 2T i A6 72 8 5 1) KOG , M2BP K IX 40 A
[FIFL L T 2k Ak ( Metavir 31, F1 ~ F4) [ B 7B
JIFLF AR RS T b T, SR 3% JE 4k M2BP /K F
S5 M5, M2BP HHXHE =2. 0 & B IR A2
BRI A A 2 I 25 1 i, A B 38 2 A D0 4
PRI PBC H % T 4T 4 (LT B2 B = 450k K R . [
PWFFEIN A AST/PLT H{EHAS %0 (APRI) 5 iF£F 44k
Scheuer 43 345 — & A Gk, EE A B R %
B, PBC B IFL 4L TR IE Ludwig 43015 APRI
3 JFORNS #5%5 FIB4 185045 oA H 4R TC B3 5
6o DRI, DASR 380 0377 2 48 Br S it JH- 1 4 AL 2 B
PG

JFFJIASE 38 8 ( LSM) Xt PBC JIT-£F 4k 4k 11912 W7 e
HEEME, JEHE, LSM 0 T 27 4k 4k 45 BH 0 o
B RT 3% 70% LA L, 5248 % 4 15 4 40E i 48 F 1 AR
(AUC) 2k 0.87 ~0. 99, H T APRI ¥4 IfiL i 2 45
P, EL LSM K130 2575 £6 T il 503 175 0k A o6 1)
FIRT LSM S5 il 4210 TE B2 Wiz , (HAE PBC
FALW P B E D ATy K R BEAS I 58— 45
LT R e

P UDCA FRAYT I 245 T3S ARG , 20 I RT3
S AR H B vy

PER A HURR I R 254, UDCA & 32 i il
TIRYY PBC I 48, HORNU AT st £ 35 B R YUt
FUREIR AN AL S5 5 , I8 7T 4E 22 20 412 R IUEAL L K
I IR K v P 2, DT B 28 3 B AR A IR
AR, PBC f8 35 JITA Ak 2R A2 2 A8 R A A0 A ¢
ETHEFEAR, 252 RS A A 1) B8 3 ek /b, R AR
H A8 50 . UDCA A7 I &R TR 5
i 635 T (1) — K P 2R, % UDCA [ 28 R4 HIR YT
1 4EJ5 APRI SESMIE 19 10 4E I &9 KU 3% , %
UDCA R R H APRI TF43 5% 19 10 AR5 K AE X
Wk 37%

Chin J Gastroenterol, 2018, Vol. 23, No.5

FIRI, WG UDCA R 258 B s v A 70 FR T 400
F14 L 22 5 T s v 8 B v 58 07 B o, i T KRR
7 KA ST UK-PBCH”' | GLOBE #711"™! f
PR AL SR IR AL, A B TS S R
KM EFNAIT . Ak, 2 Rl FRic 5 PBC
BB PG K RIRAW RS, AU & B4k
281 UDCA JAY7 | 4EJ5 1 APRI PE50 1 5 B E Wi
AHIG, APRI P53 FHE I 0. 54 iz 25 ] vl fig 5 B T
ARSI R R B, ALP K- & & PBC &
F B LA AL S X R TS B RN AR
Mo HETRN Z 8 b 840 & X ALP 7K M3 1
BURTEAS . — T meta 43 M7 7R, L ALP IE 3 {H I
FELAY 2 A% A1 H 21 2% 1E & (B b FRAE S 541, w] f )
PBC [BFIAYT 5 AENIIBE T/ PR ML L 20
FAE 1 (CK)-18 15 2 Tl i@ P T v o] 4 o T 27 4
A A= B bRic o, A DR R B PBC
CK-18 H B M30 7K F- 7T i v 7 1M 7 i T M, A B
M65 7K T6 W (528 Ak, L 15 H 1) 07 25 B R AR 5 o
AR IC Y AT REAE S PBC HE BG40
L

RS 2 3R 7 A, I R A R
B AR R IR YT

BRI T HIE AP 9 27 4 2 A 14 45 7 U4 PBC f
BT R A 2R TT 2B W R AR HE IR T Rt — 2P
YT R SR W HEAT B IR, X UDCA R 28 B 0 f
B PBC [ E AT 4ERF UDCA HL2G3RT7 X T4 8 3
(VAT B To 50— b HRHE B0 32 11 AR ofie, AT %
ALP 1EH 1 AST< 1.5 A5 1 5 (8 b PR %) B8 35 4 3 Y
R XS B K. SR B 22 11 W 98 Hh A A — & B 43
R AT R g UDCA TR 245, 4k T %2 4 AT 2 g
B FET- SR 4 S 0, R, — B AR
JFLF Al TG RE AL HLAS & 3 B B S e v T 48 1 5
W] PBC (3% nl 4kLL4% 2 UDCA 3697, Brimfrse ™
KB, R PBC kR A8 , 5 N AR 7 0 B 4G
JE RN AR, R R TCRE R (ALP < 1. 67 £
ERA ERR HA R IR A8 1 ~ 1K
PBC M 1] A A TIRI7 . %4518 B 5 57 WS A
15, B 5 2 W58 0 LLIRAIE , (5 % T UDCA 2545 A~
A e BB AN AR A A THR AL T ) —Fh %

7N LA AL F TG A B R o — A
J7, L DL IR R S5 245 HL A o i



B sy 2018 455 23 B4 5

BRI ARSI A REIR A AT 4 A iR
fEEk & B B R IR 1Y PBC BE TS A
Ko Mok, SEEFHRATFIE 22 & A 1) PBC $5 /M 17
FH ST 245 I AR BG o7 9 A& AS (1Y PBC B,
NEEFRIERE A ALP <3 45 1F# {H L FR L AST <2 %
IEFAE ERREE LK < 1.0 mg/dL(1 mg/dL
=17.1 wmol/L) . [fij ¥ UL JHFRAMI M58 Fraw A
(1) UDCA N2 AMEH A A ALP > 1. 67 fF1EH{E
FBRERRLTER >2 5 IEE(E B bR,

XTRREIR YT & AR PBC JRAE KRN AR
1T 9o 1 JXURS: B8, 75 B0k B #E— 2B 0BT . H T I
JIRRR AT A 18 DUREAS 2549 56 1R 40 A T I R,
Ho BLILHER C F 2016 478 3% [ AR BT, 78
0 SR T A1 DA 56 v, B8 DL IE R 35 e B I 25
fI% ALP ZK-1997 %5, A0l FIR 7 o 18] 4, B2 DL R
FR FE 4L 23 4 U035 T 1T 97 350 AR AT B IESE , Ho ol
FFETAEAL TG RIS FR B 1R FIE AR B B2 L B L
DURRRREE hy 28 A BRI, LA s iR 97 e,
1t 80% 1 i I T R R, EB 43 AR A A A A
2y, WA SCERREE T 1 B85 152 UDCA B3
DURRER (5 mg/d) {697 )5 HBE T IRET R K7 8 2% T
EE R Y A BN AN, 55 DT
HRR A7 850FN 22 A PEATY 5 B8 22 A AR 9 I LASRHIE .

A AR AEAE S — R AP R S T R T, B
A W B SO0, AT AE — R b ks ALP il
JHLT Z K, SRV e PBC 2RIG5> —. T
FEFEH DR 25 v] 003 PBC R B A AL S5 Fn Al
SEPEREAR , (HAFE WL LI 7K S T 5 S AN R R o
BT REBTR 245 W) © A2 At B B G e M 5 2
Iz W AR PBC B3 17 5500 e 2 R AR IR
WFFCIE S o o o B4 1) 2 5 BT v] A5 R AR
PBC & ML 1gM  AMA Fil ALP /K3, 6] 78 5 T2
L (MSC) RS AR ARG IA Ry 2 B fo 5 M s i T A
TRITF B N BB X L TT R AR G I RO . H dit
i UDCA 5 MSC MG AR 52 Pk KL AT, v] i 5 iR
H ALP F y- 232 Bt 5% BRI ( GGT) /KPR R, 4R
MSC. B AT TR s TR 1) 22 4 IR s AR O
HHE,

+ g5

H R4 PBC A LIE A K i, {2 PBC # % 9
B A 58 4= B BH , X+ UDCA 24 R AR A 12

- 269 -

SPR i — SRR . BB WA RHE . B B PRk
FE IMIEARICE P K - AR 2 T BeoR A TS 12 Wi
BEAL 2 =6 PBC (1 R U A A AL 2 23R
JYRE ST, AR % PBC (145 BRUE A BT I S

S 3k

1 Wang L, Gershwin ME, Wang FS. Primary biliary
cholangitis in China[ J].
32 (3): 195-203.

2 Murillo Perez CF, Goet JC, Lammers W], et al; GLOBAL

Curr Opin Gastroenterol, 2016,

PBC Study Group. Milder disease stage in patients with
primary biliary cholangitis over a 44-year period: A
changing natural history[ J]. Hepatology, 2018, 67 (5):
1920-1930.

3  Harms MH, Lammers W], 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 [ J]. Am J
Gastroenterol , 2018, 113 (2) : 254-264.

4 Tang L, Zhong R, He X, et al. Evidence for the
association between IgG-antimitochondrial antibody and
biochemical response to ursodeoxycholic acid treatment in
primary biliary cholangitis [ J].
2017, 32 (3) : 659-666.

5  Dahlqvist G, Gaouar F, Carrat F, et al; French network of

J Gastroenterol Hepatol ,

Immunology Laboratories.  Large-scale characterization
study of patients with antimitochondrial antibodies but
nonestablished primary biliary cholangitis[ J]. Hepatology,
2017, 65 (1) 152-163.

6 Yang F, Yang Y, Wang Q, 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[ J]. Aliment Pharmacol Ther, 2017,
45 (5): 733-743.

7  Nakamura M, Kondo H, Mori T, et al. Anti-gp210 and
anti-centromere antibodies are different risk factors for the
progression of primary biliary cirrhosis [ J ].
2007, 45 (1) 118-127.

Hepatology,

8  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 [ J].



- 270 -

10

11

12

13

14

15

17

Hepatol Res, 2014, 44 Suppl S1. 71-90.

European Association for the Study of the Liver. EASL
Clinical Practice Guidelines: The diagnosis and manage-
ment of patients with primary biliary cholangitis [ J]. J
Hepatol,, 2017, 67 (1) 145-172.

Tana MM, Shums Z, Milo J, et al. The Significance of
Autoantibody Changes Over Time
Cirrhosis [ J ].
601-606.

Norman GL, Yang CY, Ostendorff HP, et al. Anti-kelch-

in  Primary Biliary
Am J Clin Pathol, 2015, 144 (4).

novel autoantibodies in

Liver Int, 2015, 35 (2):

like 12 and anti-hexokinase 1:
primary biliary cirrhosis [ J].
642-651.
AR PR 2 R R A AR 2
PRSI G E or o3 R R PERE AL IH S 212 W A
IR ZIL(2015) [T]. IRRIFRERE 2% 35, 2016, 32
(1).23-31.

Wendum D, Boélle PY, Bedossa P, et al. Primary biliary
cirrhosis; proposal for a new simple histological scoring
system[ J]. Liver Int, 2015, 35 (2): 652-659.

Umemura T, Joshita S, Sekiguchi T, et al. Serum Wisteria
floribunda Agglutinin-Positive Mac-2-Binding Protein Level
Predicts Liver Fibrosis and Prognosis in Primary Biliary
Cirrhosis[ J ]. Am J Gastroenterol, 2015, 110 (6):
857-864.

Stasi C, Leoncini L, Biagini MR, et al. Assessment of
liver fibrosis in primary biliary cholangitis;: Comparison
between indirect serum markers and fibrosis morphometry
[J]. Dig Liver Dis, 2016, 48 (3): 298-301.

Corpechot C, Carrat F, Poujol-Robert A, et al
Noninvasive elastography-based assessment of liver fibrosis
progression and prognosis in primary biliary cirrhosis[J].
Hepatology, 2012, 56 (1) : 198-208.

Carbone M, Sharp SJ, Flack S, et al;

Consortium. The UK-PBC risk scores:

UK-PBC
Derivation and
validation of a scoring system for long-term prediction of
end-stage liver disease in primary biliary cholangitis[J].

Hepatology, 2016, 63 (3) : 930-950.

18

19

20

21

22

23

24

25

Chin J Gastroenterol, 2018, Vol. 23, No.5

Lammers W], Hirschfield GM, Corpechot C, et al; Global
PBC Study Group. Development and Validation of a Scoring
System to Predict Outcomes of Patients With Primary Biliary
Cirrhosis Receiving Ursodeoxycholic Acid Therapy [ J ].
Gastroenterology, 2015, 149 (7). 1804-1812. e4.
Trivedi PJ, Bruns T, Cheung A, et al. Optimising risk
stratification in primary biliary cirrhosis: AST/platelet ratio
index predicts outcome independent of ursodeoxycholic acid
response[ J]. J Hepatol, 2014, 60 (6) . 1249-1258.
Lammers W], van Buuren HR, Hirschfield GM, et al;
Global PBC Study Group. Levels of alkaline phosphatase
and bilirubin are surrogate end points of outcomes of
patients with primary biliary cirrhosis; an international
Gastroenterology, 2014, 147 (6):
1338-1349. €5; quiz el5.

Hayashi M, Abe K, Fujita M, et al. Serum levels of a cell

follow-up study [ J ].

death biomarker predict the development of cirrhosis-related
conditions in primary biliary cholangitis [ J]. Med Mol
Morphol, 2018. [ Epub ahead of print ]

Tanaka A, Hirohara J, Nakano T, et al; Japan PBC Study
Group (JPBCSG). Effect of deferred or no treatment with
ursodeoxycholic acid in patients with early primary biliary
cholangitis [ J ]. Hepatol Res, 2018. [ Epub ahead of
print ]

Nevens F, Andreone P, Mazzella G, et al; POISE Study
Group. A Placebo-Controlled Trial of Obeticholic Acid in
Primary Biliary Cholangitis[ J]. N Engl J Med, 2016, 375
(7): 631-643.

Quigley G, Al Ani M, Nadir A. Occurrence of Jaundice
Following Simultaneous Ursodeoxycholic Acid Cessation and
Obeticholic Acid Initiation [ J]. Dig Dis Sci, 2018, 63
(2): 529-532.

Arsenijevic A, Harrell CR, Fellabaum C, et al.
Mesenchymal Stem Cells as New Therapeutic Agents for the
Treatment of Primary Biliary Cholangitis [ J]. Anal Cell
Pathol (Amst), 2017, 2017 7492836.

(2018-03-07 Wik )



