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Guidelines on the diagnosis and management of primary biliary cholangitis (2021)

Chinese Society of Hepatology, Chinese Medical Association
Abstract :In 2015, the Chinese Society of Hepatology and Chinese Society of Gastroenterology issued the consensus on the diagnosis and
management of primary biliary cholangitis (PBC). In the past years, more clinical studies have been reported in the field of PBC. To pro-

vide guidance to the clinical diagnosis and management of patients with PBC, the Chinese Society of Hepatology invited a panel of experts as-

sessed the new clinical evidence and formulated the current guidelines which comprises 26 clinical recommendations.

Key words ; Primary Biliary Cholangitis; Primary Biliary Cirrhosis; Diagnosis; Therapeutics; Practice Guideline

1 HEig

J % PERE T IH 4 K ((primary biliary cholangitis, PBC, [H
PR PERE 1 SR AL ) S — R v B B fe s v T oy IE I
TR o L R 0 s BIL i o R o 4 B W, T fg s
1B PR R B B 45 TR 3R AH AR DT S B0 S e 2R AL A K
PBC 2 W7 rp B 4 2 1, Jc W Y I DR 2 3 S = 7 A Bz ik
JEPE o FL I AR W b 22 36 A R R LT B 5 1R B ( alkaline
phosphatase, ALP) | v — % % Bt % % i ( gamma - glutamyl
transpeptidase , GGT) J1f& , S 274 s & BT R A H AR (anti —
mitochondrial antibodies, AMA) FH 4 | I 15 f Bk 25 (1 M (im-
munoglobulin M, TgM ) T}, J55 B 2 45 &5 2 JF A e 1 5 38 M/
B4, RE 2 F IR (ursodeoxycholic acids, UDCA) J& 57 A
T Y 25

Syt — ARG PBC W2 RIEYT , Th AR R 28 2 i 2 43 2%
YU LK TE 2015 AERRCJFUR PENB TV AE AL 12 18RRI T
LY B EERD b, H3T T R R IR IS R 1 12 Wi FiR T 48
) 5 B TR Bl AT A PRI PRASE 5, AT 5 02 i RS
VAT o ANTEEEAIHELE B ILHE IR GRADE R GEXHIE 4 5T i N7
SREEIEA TR (K 1) o
2 RITREF

PBC R ERMESM i, vl KA T A FIE R R, SR 2s
SR R PBC I R AR R AL BRI 5L E T # 4 &
JREHF 0.23/10 J7 ~5.31/10 J5, HRER N 1.91/10 J7 ~40.2/10
T, VAR AR E K ey . TR E M2 BT AR PBC JiAT
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[AXBERERTHENRRER, 2021, 60(12) : 1024 - 1037. DOI:
10.3760/cma. j. cn 112138 —20211112 —00794]
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AR HE— T FEARA W] BERE R %7 8O A 45 2R 1Y
fiR(C) AIAERE , HAR AT el i Al 4t 2R
i Zeii
SRCLZ) BT s T T it AR O T Bl o B R T )
529  MIBCAHRE STICIE T i R AR 2 2 s R
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T RE . BT —IRZE A B A R E PBC AR N
20.5/10 J7 , 76 AR XA JE 28 — A0, AR T H AR
3 BHAFEE

7E UDCA N A YT Z i, PBC 1 B 8% 52 KB4k 4 4By
0 (1) I R AT - AMA BHE, {H AR W0k 24 18 br S W] B 5%
35 (2) TOREAR 0T A5 A W Ak 2 4 b S 0, (R0 A ) I A A
AR5 (3)REIRIY : BLZ g B R B SR 5 (4) 2R ARRE I - iy
FUI ALTE O K T R 5 I R e B A ) 10932 i
J% UDCA Byh K ek A8 1 PBC [ 9 i #2 . X} UDCA
He WAL 22 N S BT B R PBC BB, A I S AR IS M A
VT F el A B ARL ) 5 % UDCA R 25 2 A S8 2 1) T I A% A
HE AR I T T BROCRE (B & TR 4 UDCA JRYT M

PBC ‘%jé[ﬂ .
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PBC LA 22 JC W b i PRAE AR o 24 173 [ nl KM G AT A
e PRAEAR , 4873 8 W gt B = ) M B BRI PR 45 o Bt i
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HEJ , AT L BEE T Y8 FR LA K JFFBE A A S 1) I e Al R 2 B
BT HAL B B G BE PRI, AT A R A RAEAR o
5 IREFERFRFREKSE
5.1 fweAHpied DL ALP /8L GGT B B T 5l 3 84
iE, v] R TN A BR 5% & B (alanine aminotransferase , ALT ) FlI
K& R BT Z B (aspartate aminotransferase , AST) [ %% & & v &
Thig o BEBORIE R, M HLLR (F 2 HEMEAR) 4T
5, LT 1 2 1 A
52 REFhE
5.2.1 REEAFIK(AMA) M5 AMA JE2HT PBC (1555
ARG, S AMA - M, WL, 2 Wi AR 1) SEURR S R 5 )3
ik 90% ~95% ° o (R, AMAs [P At AT 0L 45 AT P9 I
ANEIR , I B B e AT 28 (autoimmune hepatitis, ATH) &4 5
RUFR AR R R TR s is RS TR S
fiE ML AR S BT LR AR
5.2.2  FAZIAK (antinuclear antibodies, ANA) K #y 50% Y
PBC B3 ANA [, 76 AMA BRI &2 W7 PBC 19 5] — EE R
B MR (FE L gp210 1 p62 S ) A% R (LA
1 spl00 fEN I35 F W HE ) XF PBC BA e itk 25
RGP W] X F AMA BAVES , $t gp210 Hidk APt splo0 i
A2kt PBC (R URREE 43310 23% 1 25% B4 S FEEAR T (433
H599% F 97% ) o AE—IHKTUBFFL v, 4L gp210 HL Ik R
spl00 Hi A [F] T BH X Fi2 W7 PBC A BAPETUNI{E 4y 100%
5.3 BgFkd  PBC RFME MR AN T WA
o RN F 2 H B2 ERIMNIT N AMIE AR BT
SRS, —CE LB R A . X AMA [T Y i v IE 2T
FUI T, LG R R IR BRI e ik R
PEATRE LR AH R4S L% ( magnetic resonance cholangiopancreatog-
vaphy , MRCP) , 58 3 25 4 B 0 17 4 L 4% 1 5 A ( endoscopic
retrograde cholangiopancreatography , ERCP) ,,

[t 3 5% ( transient elastography , TE ) B85 % 3 4 #i0p: A%,
1% ( magnetic resonance elastography, MRE ) A 3] W [ Ak fifi B, w]
P4l PBC B 9500
5.4 JRIAIEAELRF 58 PBC LR U B/
[ IHAE (RIFR/ANIBAE ) 118 PR AR L IR M B SR IR A 2 . A
] L L2 290 3523 EL T ol b B2 A 1A 25 e 5, 43 DA P P JIEL A
WS 2 PBC (RFAEYER S o 24 > 50% [ AT IX A UL/ 3
Bk EEAT /MBI, AP SO B aE % . Ludwig 4%
PBC 73 4 W1(£2),
6 ST ELAISHT
6.1 #WiArA  PBC RIS I A Wik oy ey AR
B GUER A AT LR A VAL . WA LR 3 SRARifErh iy 2 AR B
ST (1) AF7E M IR AR Y 2R A 2k 3 ( 222 ALP 0
GGT Jti) , g =k HEBR T TS0l JIF 9 R IEAE AR RE 5 (2)
AMA/AMA - M, BHPE, sCHAt PBC R 5k B S5 (41 gp210
Ui Bt spl00 HLfA) BHE; (3) A2 2= A7 AR Ak e Mkl I 1k
B RAVNEE IR IEDE
6.2 A\ Er PBC [ S8 W I A 4 LAt 4% s R T 2
MRS IR T I AR o 250 | 58 1 e 7 i Mo S5 5 e 19 JIT
SN IEAERE R, — 288 5 L CT \MRI 5 8245 4 i B 7]
K,

#& 2 PBC R Ludwig 458

Ludwig 43 FAE AR L Ry
I #: A R RAERRRFICE X, 52 810 /N R4S ) 61 LA ok
i B AL AN M TR A T, R T DS 4 L | R T

PORLAN L S A0 B0 PR 20, A B E A A L
A LA T PR 2 e, RO E P £ RE P fIE

7% (florid duct lesion)

I0 3 A8 DX A X ARAE AT R WA A /N 1A ] I

JH L e A XTI AT L2 R 3 A T RIEAE T R
T4

I BEAT PR 25 S AP HEAy™ RAIEAT X 8] DI 12 27 2 1)

4EfLI] (EYEhes

IV IFREARI] A DX 22 [R] 114 7 45 2T 2 (] B 23 Bl 1T S5 ot 1
“EIIR R

JIF AR S AR o DR 2 T IS sl A A A L e
SA% R L D RG I 45 T B 3 FIT . PBC i 5 R R
EF A0 M F 05 [ Um0 45 P 976 245 90 M A48 405 ( DILID) 45 ], 32 %8
B A B [ /NI R 5 R AL P fIEAS 46 (PSC) | TgG4
FHEVERRAE 96 B 2 L 0k B B P 74 Ml A7
FNENEIF NI RS ] | 325 % A M (A I 5 B 96 45
EHE AT AESE ) | LA B 2545905 | B A 007 200 460 2 20 i 334
HEE J JEF SRR A P A B A S 51
WEBEL L XRE R ALP H/58 GGT Tl , B MUkl
AMA Fi1/8% AMA - M, ; %f T AMA B5{ AMA - M, FAPER) 7]
HE— KA gp210 HLARFIHT spl00 Hifk. (A1)

BRI 20 T S R A: AL FS bR 3 PBC 45 Stk 1
EHiiAR(AMA AMA - M, 47 gp210 HpiA 4t spl00 $i 74 ) B
# IO I A 25 AR 12 T 06 57 , L P20 8005 K A B
TR AL HORT A ] HIrpR e AL . (AL)

WEBEL 3 AL T HEITITAZUER: (1) B e fg
RS B SRBUARBIPE % 5 (2) PBC 2825 [ i A5 A B J5i A 5
M 715 (AST 5 ALT =5 x ULN) , &I B 5 7 I A B0
(o ATHL Al 305 5 4 1 7 7 JF 46 5% DILL 45 ) 5 (3) PBC i % X
UDCA A (L RE 2 AR, (C1)

WEER 4S54 T3 SbsErb iy 2 BRI i2 Wk PBC: (1)
L VU B AR AL S I ALP R GGT F i, LR 22 i 75
HEBR TIPS a0 9 KBRS A BH 5 (2) L3 AMA/AMA - M, Ffl
1, BRI PBC 45 54 ) Bt iR gt gp210 Hifhk Hi sp100 Hifk
B 5 (3) I R T P e P A JEL A 5 01 /0N B A7 s O 1) 4
ZUEiEYE . (AD)

7 PBCHI3AFF

7.1 —#%367 UDCA J&iJF PBC 10—k 25, £ T b L
Xt B B 128 42 43 BT iiE ] UDCA (13 ~15 mg « kg™' - d™")
A] LA PBC R A A 2 48 b 28 B S HE AL, OF IE K
JIFRS M A A7 3 A BT & B UDCA (&t i /) i
(<10mg- kg ' - d™"),PBC HEIFRE 2. WL, K
BIF T Sl S TEAG B R TE JF O IR 4 UDCA #) &,
B4t UDCA(28 ~32 mg - kg™« d™") A 1 Jin x4
FIHE R 25 A PBC BE RO IG E AR 221 0 BeAh, 1E PSC B
Frg s @R, K UDCA(28 ~30 mg - kg™ - d ™) 2
T 21401 £ A 2B RS RSO B KR BRIk T AR
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IHERE UDCA 13 ~15 mg - kg ™' - d ™' JIF PBC RY7, 7l 40
VR — VTR, A S R 2 T 7 2% S 44 M , 795 2% o i)
Wz 4 ~6h,

UDCA %4 VE B F. HAR BT R, TR IE 7 18
i AR R T R o T A R T A2 B
2t B, LA RS RERH 57 25 R

®3 PBCHIEUMERAE

o AR Fif 1] AL

EEEDMrAE 12 NH ALP T [% 40% sk &2 1E

Mg BRI 6 ~H ALP <2 xULN

M I Fpe 1245 ALP <3 x ULN, AST <2 x ULN
FIMHLTZE <1 mg/dL

EETFRfE 1248 ALP <1.5 x ULN, AST <1.5 x
ULN FIHZLE <1 mg/dL

ZiLtrife 24 4H  ALP <1.67 x ULN

RERRFHRE 124N A 0 AR, HEAHIER

UK - PBC 1247 BZLAEA, /MR ; UDCA G971

o5 FIFBIHLE , ALP, ALT 5 AST;
T 5 47 10 4F (15 45 A 7R Kokt
UDCA i 25

PBC GLOBE 12 4-H  HELR4FEH, UDCA JBI7 1 5 R M

PE4r K ALP, HE M, M/ T 3
.5 4,10 AR AR A & K UDCA
RS

7.2 Z&wFH

XFF UDCA HA I 24 A 1 B8 2 K I TS 22 A 7 3R,
THE LY. EPE EA 2RI UDCA Y497 I5 2L W k2
R HbRE(F3) U Horp,m A TV RE s 1Y bRien
M2 TR M PBC( I ~ Vi) A PBC( T ~
) B AR . eAh TERT 251 R IR B , 2% i ALP =
1.67 x ULN VR R AL B2 AR B AR 7 4o R i
RIFERLL UDCA JE ST 1 AEAR AT A A £ 0 245 i I [0] 5, {545 F
F2 BIRIAYT 6 A A BRI AR HA 5 12 A A LR S
g

FIAl PBC 19 —Z3A77 254 - 20445 B DU R | DURF 2R 25 )

PAB AT H AR P85
7.2.1 R WA2EZ(OCA)  OCA J& H FifME— i B SR [E R HE IR

JTH) PBC £k 254, OCA J&— FfiF & BgE /K 1 BE T 1 2 10l
Wy R PRk JE B X 321k (FXR) 870 , 7T 00 4 AR A 45
R 38 i 5 DR 11422 36 DT 00 40 FEL VR 4 BT A1E E EGA38 Fe £
AN, FXR {5 500 al 5400 S8 QIS 4 TR fe ™

OCA W] LABIc3E X UDCA A= fb 13 25 ) 14 PBC B3 1921k
FERR R LH AR . 130T T RE L RUR 22 8 ) %) BRI PR i
B % % UDCA AR A0 I 288 % LA R R Tt 32 1 H 35, i i sk i
Ji1 OCA(10 mg 8(# 5 ~ 10 mg 754 E ) 477 AE I35 ok 38 P Ik
Al RR . TG S P RChFoE > LR Y — S ML XU T
I PRI > HAIESE OCA 1] DL B AKX UDCA AN 52 5137
BRAE PBC R ALP SIHLT % | B4 %, L)% GLOBE
1 UK - PBC 3743, I 3996 38 56 1) 0 4 W 41 20 47 ) B,
OCA 97 3 4EJ5 , 17 il PBC £5 35 i BT 2F 4k Ak 43 30 L 240 48 F
07 JIELAEE ok 2 55 T o A 35 B el AR R

OCA F) T BERINE T AR Z g, R A 303 B 77% Fi
33% ) FCHE R A A R RHRBUEE L I4h, OCA TR YT
A T 3 LI AR, L 75 2 A LA S0 XU 74
A

TR B, e R38R OCA 7T S 30 5 14 J1F i 2k
RBEFAE 2 E A SR BRI R OCA % 1845 IR
T B T AL el BTN K 245 5 Ik s
S R e R S /A ) P Y L RO L
B OCA T AR I TBE AL 28 2, 76 1 T 5L 491 T-B 4 48 2 i)
AL % W AR SR
7.2.2 WAEZEH  DURRRZGH) (AR LR EFL LR ) T E
b ek A At A 94 9 0 8T % A (PPAR) 34 428 900 o EL ¥ i 24
o Bl — T FE M R, 5 UDCA B 2534 97 M 1L,
UDCABE A 3R i DR RE 00 47 M Bic3% ALP GGT IgM &% Hith = %
TRV E B RS FE S ALT K- oG 27 25 5o AR
FEIE A R PBC B KIS M AT 2E

L D[RR TT LA ke 32 % UDCA A= Al o 25 0 4k F 3 119 2
PEAEhR o Bt — T 22 s BEHL 2B %) IR I3 0 IE S
UDCA I £ 241 DU Bt i UDCA. A= A0 25 A LR R 35 11 A 1
Fabio ALV T Bk PBC BB s FERE IR L s, H A
Fy — T3 A T80 i P A 0 F 5 % B, L UL T R A
UDCA = A4b W2 Rk A% PBC g3 (ALP=1.67 x ULN) 44 R F1 T
U 56995 98 2 ST RS L 5K

DU 2585 DL B A B 6 495 L 35 2 It A0 16 JUL IS
ThEs'? o Hesh 1 DU 25 I R SR T A LA Bk
TE TR AT g

BUA B INREAS BT FE 45 SRR, v DL 4 A AL O 4
TE PBC B A (LA 2 )5 TR AH 24 5 (s DL AR AV A0 5 2 g 2
A RIR KT 19 E 1 00 F 240 004 3 D45 R B R
FAE2G A S A R B i T LI
7.2.3 AMAsst ATHUASEIRAE 2 AUKE R B R e IE
A58 W B 1 T IR AT, DRI M 4 B RIPE R R X, A 257
B R 2 M 2 X 2R (PXR) i85 SR IR R
2 B0 T3 AR

WG 22 O BT PE BEHLY B BIF 55 5%, 5 UDCA B2 3897
ML, AL FE (6 ~9 mg/d) 4 UDCA(15 mg - kg™' - d™") fig
HUF G PBC R F IR g R B —T
NS RN B 15 PR 56 4 B A7 454 (9 mg/d) B4 UDCA
(12~16 mg - kg™« d™") AT LIk 3 0 (9 AL AL FG 5, (R AL 4127
MR e T A TR T MR PBC B R AT 3 %
JTF R L 56 i 8 HE— 2T 5T

TEREIY) PBC 3% b A i 25 1 2 B 35 T 5, T R BT
K LA T PS5 P TS RSN o BRI, S 9 7 4 b 2 4 T AT
A ARE i A
7.3 KA PBC kR 2 AFRE(L S ORI (B BUR &5
F IR K 2 ST ) LA T 55 750 ( modlel for
end - stage liver disease, MELD) $£43 > 15 43, B{ Mayo X\ & BF
Gy >T7.8 4% AT IEATIFASAE T L A, R I
AR TR AR TR AE

PBC HH T M5 K0 A 17 3 HR AP 7 — R R
Ko AT HEJG 5 4F .10 4EF1 15 4E [ PBC &2 & KU 4 31 K
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22% 21% ~37% F140% "', FFRSHIAR G AMA 45 7] #45 2% [
P, F U PBC &2 & 112 W 32 AR R 21 2024 FRAE CHE TR e A 3R
P JIEAE 58 A/ SITE VR IR A 28 ) FUIFIE2E Ao i o JF
MG R R R: F Z a4 F A E R B/ R 5 R A
TEBLE] LS B AR A R R, S e SR
AL, FFRARAR S5 B3R A AT DARROR )5 &2 % 5 (B 55 — 0
B St e S 28 00 ) 1) B B X T RS AR U A2 R A
WEW, HA e R E A MEERE D, HFBHEAE
PBC & % 0] WA B 4 0 1 A8 5 9 26 17 556 0 T By 1 ik
UDCA R A 5L F&A% PBC 1942 %,

HEREIL S:PBC HE N KWIOIR UDCA(I3 ~15 mg - kg™ - d™")
TBIT MRS — R IR . AT AR P s A M I A i i Ak, 5 &
% UDCA 5, (Al)

HEFER 6:UDCA JGYT 6 ~ 12 A~ J B R #4726 4k I 225 174 o
XHB RIS (R 2E 0 o T ~ T mp fifi ) 2 2R T A
#E.UDCA JBYT 1 4£)5,ALP Jz AST<1.5 x ULN, M JH4T &£ 1F
Wo XS E (R ~ VD) AT E A T 4R
. UDCA 3897 1 4FJ5,ALP <3 x ULN, AST <2 x ULN, jH 4T
#<1mg/dL, (B2)

R 7: %) UDCA AE Ak W 2B AN 5, W I OCA 47
WRARYY MR 5 ~ 10 mg/d, X+ H Ao R4 AFaE 4L 2R
P (IR K s B B ik i ke e 24 o 1f ) 95€ 1 T i
SEH ARSI /MR B OCA 42 101 JIF A Ak R (il
F OCA, F ™8 I 24k, (A1)

HFEEDI 8: X UDCA i 24 R AE (1 (B 3, th P B & AL DU 4
(400 mg/d) sl Akia DURR(— B 522 200 me/d) V697 A
FETFREAL SR AR AR G DURR 229 e Ab, il FH DL 2Y
Wy, R IR R 25 W o IR A B FR AR OGR4 R A
1), LU R HAAHSCRIVER . (BL)

HEFEI 9:X%F MELD 174} > 15 43 8{ Mayo ¥-43 > 7.8 435k
REEWIITE AL 2B, sl ™ S MO 1Y B, DL T TR
VAL . (C1)

HEEER 10: JFAEG F 4k 2 ffi i UDCA 3897, LU B A sl 20
PBC & % . (Al)

HEFER M 11 HAT I 980 R e PBC RS M )5 1 fe £
G R 25 R k. (C2)

7.4 A3 Ak Ao bk R 0908 7

7.4.1 2 XMNFZHMEETENRGAAELMTIEZT)
PR R, AN I JHF A0 B B G5 14 B 7 M IR s R T o 45
FHIATEREIR Y . BRI LA S Z AR B RAa RO . 2
FELMHTT 2 B UDCA (OCA JRPETT FKAKAIIGE | Y I8 37760
RPN TR EGE Z S RER Wi AT RS A AT B R I PBC B
PEIF PRy . KT HREAAE R A 0] LA PBC 4 = J1REAR 14
To—Bg5i

WFREEW 12: HAiw T = J ke a7 29, i
EEXPEI R Z S HoA R R ATV YT, WA I A B B s
P B HIE R A R MARIE %5, (C1)

7.4.2 REJE KZT0% PBC HAE H IR R, H 0 A 1 ik =
AR HRTIAST IR 25 £ AR R K I R AR
S ] 27 AR L IR 79 45 [ e S P R A A R RO
WE. AW SR AL AT e A B T28M PBC HLE 10RE

I PR 45 700 2 R e VA T B B B — SR 25, M2 70
g4 ~16 g/d BRI, FOT 574 2 , T B I K L
SRR o il G T A2 4 1 W 0 , 2% 4 445 e B2 LA 25
Pk 4 ~6 h R,

UL R BB 52 % M e, T T — R 2 A . 25
REAMT N FE BT AT R A 2 A L A R |k R R .
RIS 150 mg, 5K 2 W X T IR R, )N =
600 mgy/d o fHR A 25 7T 3™ T A0 L 788 04 2% a0 % B4R
IS A2 YA AR AR TR 2 i 2 /N T
(100 ~300 mg/d) , "5 W H@I 15 .

A BFTE S BB R 2 Z RS B T o3 0, (EL AT Bl 4
BRI . WIS LG I 36 s £ R 5 2 W, e ik v
B T IR 293 9% X T [T o 3 A 2 i MR T, 8 1 e
338 i, AR AN B I 2 o R R Ak I 25—
FEEERT H- 320K w« S, FRTE H A © gt F 7497 PBC &
F1 T PR

RERSIEHT 5 — B LIV FTIR 25 4 40 59 ) BRI 4 ol okt
FITFIRITRERE o AR FE 3 7% 2 i Ak R A1) e 1 7 50 3 988 3 7 T
FETCHH 2 5 (5 2 MU PR M )N , BT 22 Ak s 4
YO0 VF 22T I i I R 12 R k20 i A0 B £ 5 R 25
AR Z 5 A A5 I PR B 5 b % X R MR R —
TTA&&[SA—SSJ .

BEE 13 %KM (4 ~ 16 o/d) BRI RIE I — LR 250 %
N5 A 259 (JU G UDCA) [l 4 ~ 6 h IR, LAk o i
W HABZE B, (B2)

WERERR I 14 2 0602 s e T s AN T 52 993 1 £, ATk P
FE P-4 100 ~300 mg, {EL775 ™85 Wl T Dh g A8 4k , LA Kz it 2% 30
AT RE B SRR . (C2)

7.4.3 BT T XTI TIRAE A9 A TIH .
T 2% MR P o 00 sl 4 A R0 T T B T T TS 3
FERRBFh 2 M5 A O T AT R e, W22 iR A
W AR, VR K RIS I SR, T
FEINERRAEZS P 40 T S 25 7 O 7 2 bR, LA VA 43
BERLXT BRI PRI B0 E S A BB 24 490 T G 11 T IR TR, (AT
AE BT T WALL R Sk RS SRR
WEE 15 TS F A TIHRIRIT , SUR K T
FHE R = TR PG 4 26 Mk AR AN, T B 9 2R
R Sk R AR AP AR IR LA . (C1)

R 1645 1T R WA R 9 58 35 ] 22 st Ak Jy o Y 5
R s A AR 2, TG0 T S 2 70 9 PG 4 6 b 84 k1 4
W (C1)

7.4.4  Fsiar AR R PBC BE W LI KR, &
FLALAE A R0 R R A . PBC AR B R B AA 1 BB 3R
20% ~45% TERFRSHE (20 285 e P H R R R 0
Rk 25 D RS AT T PBC BB R 03677

KUBEFAERTE PBC (B P T4 il . — T 25 %2 4y
Bt R ES — 1R BURE AR £h 9T R FE A PBC AR B T KU, (H
B BT A — T RERLG IR AT R, A5 3 AR OUBE IR ER BT I
it 70 mgy/ FE R BERERR £ 150 mg/ ) A G344 PBC %
FONBEME R 1, FL2 AVl BT ol T OB IR £k 7T B 5 S50 ik i
S e I B SR O B B0 A R P DR, A I
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5 H v AR, S 7 M0 1t XU

PBC IFH I AF L EZ D Bz % XA 44 Z D
ZH VG2 D LT 25 B 2 D KOP ik E
30 ng/mlL P " x50 % ARG, HEE IR TP AR %
PRI (800 ~ 1000 mg/d) ;% FHE32 B TRB AR YT I, il A H
FMFE 500 ~ 1200 mg £5F1 400 ~800 TU 442 D, Y4k, 4642 D H
I s, HE7E 800 ~ 1200 TU/d'®~®' I gt 3 4F 1
W R IR, SRS IR T BOXT BRLAR L, $ 32 44 5 D A5 FIRE
FEZIRITIY PBC B R W,

WEBR 17 XA PBC M, Jo R4 25 I 4, B HEAT I
Wi 2 D AKCEEAS , H 300 I st KU . (C2)
WEE 18 X TELE A PBC 3, 4 H il i sl
AN FEFIEALS 800 ~ 1200 mg  4EA4= Z D 800 ~ 1000 TU, LA Fiia &
JRgiks . (C2)

HEFER I 19 B s b 8 5 AT SO R kv T (BT JB
570 mg/ JH S BERETR RS 150 mg/ H sl LM FZ25)) ;B R
A ER K R R P TR N T S R A ot RURS: . (C2)

8 #EHRIEMR

8.1 AMA M PBC [EFr3CHRIRE PBC EF 5% ~10% fy
AMA BIPES S FRERIE L R 15% . ZHF5C 0 n,
AMA B4 PBC Fil AMA FH{k PBC HA MU I AR B i B
MOBRERAUS ., HAHREINS AMA 1 PBC AU R :
R L St A B e B Ry 2T H A S AT
Y GG 5 IgM /K A ANA 45 SRR (3T gp210 $it
PRFIHE spl00 Hipfh) FHYER B i 77 s 41 bRl A I IX
JH B A B s T peah, R PR B AMA B
PBC B TCHTFIEAH G S A 1 AR AR A, RBL, S Bk e A 1R
I7 U AMA AT gp210 Ui 4T spl00 Hi 44 34 B 4 119 A B
JEC PRI BB AR A 2, M HEA T T 2 0355 A LA R T 12 7

8.2 sJEAT PBC & #4h AMA radk B R UL, I R AT
PBC 4 AMA P4 {H 2 g IE - 38 B i 27 45 7 ( ALP .GGT)
EH, A2 T PBC KB, {H7E B 15 1 75 b 2E 2 PBC
MR o 1 RSP 2 P AR R B, fE AMA
BHMEEL ALP 1E % (9 AR, PBC (19 5 4E R 5K 16% o TR
Mo g — A B RF ST R, 122 B4 AMA PR 220 F
¥ 5.8 AERBHTT X 10. 2% HEEJy PBC, 31— THHF 5Ttk
B, %26 il AMA Yk H ALP 1 % (9 PBC — 2% 3 J8 37 K3k
8.9 AERIRE X 1 (4% ) FeZ8 e Jg h PBCT

AT FE P — T B O B ST B, i 80% AMA [ HL
ALP IE# % , ZRBINIES: Ry PBC 3% — 45 e 5 3+ — 2l & o
BRI X PR Y SRR, AMA i R L IgM
T, A ALP B2 IE % FBR 20 412 H B PBC 2 B A% H 0
P, FEEENE, XTSRS ALP IE% ,(H 2258
#GCT OB T Ihe .

F AT L, XT84l AMA B {5 ALP GGT H1E% G
AN P AL 2 A 5, 203 KU B 5 T R A3 40 N
i PBC, M H AT ASBEZ W I R |G PBC, S UK L 25 A
FEAE W T I A AL 8 bR A8 A 5 X T A5 08 T 458 35 0 A A 4
1eM GGT Jhi5 & , Al % JE AT ATLH4UE K, Wi J 15 477 PBC,

X TR B PBC AR fb ki 20 41 G 4 2, B S I 45 T
UDCA Y477, W T Hal AMA FHPE, 5 % Jo A= sk 41 412 PBC

RILE , 1 TC T8I RUESE i #E UDCA TR PR TT o
HEFEE 20: (L AMA 5% AMA - M, B, EATIE A fb CRR G 2
ALP GGT) IE# . HJG Il 18 4 T 45 R 3% 4, W Gk W7
PBC, N B AF BE VAT IR R A AL HE A o X T 02 1 JH 40 36 1
PRAESE M F i  GGT Fhmi 5, Al 2% S84 T 41 20 #ar, W] )2
Z5174E PBC, (C2)
8.3 PBC-AIH & & %448

PBC Il ATH JE PRl 37 (9 B B e PE H , (A AT 78 1 481 1
HRI o E b B, vk E BRAE m Fr 2 Ry B AIH FRE Y PBC
(PBC with AIH features) 5 % PBC - AIH T &% 4 1F ( PBC -
AIH overlap syndrome) ,, Pt A 5 ,PBC - AIH E& % &
fIEAT A PBC (% HAT ATH [y 4 5 b . Smmrgs ™ ik
B, PBC - ATH H S A IEFE AL 2125 I £ 5 PBC M
1, 3R ESLEAAEF] RESE PBC Y8 RE L,
8.3.1 PBC-AIH € &4544e09#4 0 HurEPR L8 5%
— IS WThRIE . Rk P ELRERUE T BOR AT A PBC AL ATH
=TS bR U R 0 4% B (R I S AR Ak ) B AT A 2
Wi Horpr AIH 20 20 24 08 R % 2514 . PBC 2 Wi bn i 45 «
(1) IfiL3F ALP =2 x ULN {3 I3 GGT =5 x ULN; (2) I3
AMA/AMA - M, [HHE:; (3) ARG 2 A BUAILAS X RRAS 405
ATHiZ Wi AR EAL 45 (1) M 7E ALT =5 x ULN; (2) Il ¥
IgG =2 x ULNEY# [l 753108 WL 44 (anti — smooth muscle anti-
body , ASMA) A 5 (3) JFAEH S48 /R o - FEE R 2 I 4
R R I RAEIRFEAE LT 58 o

“EARUE” o ASMA PHYEEL 166G =2 x ULN 22 WitrifiZ
— fHFLE PBC 3% ASMA [HPEZBAR, H i 1gG KR
=2 x ULN' PR bR vl 2 750 P TR 1 R v A e 4L
FE] P — 30 i A P 5 S B, 16 PBC J % R (T TeG=>1.3 x
ULN ) FHE X 2K 28 B 4 PBC — ATH 5 & 27 G AiF &
BB EE Ry 60% 5 5B 97% , 1 ERARIUE” (1g6 =2 x
ULN) B8R AR 10% o L, AT TR E B 5 o TG
HIIZWT FHE TR 1.3 x ULN, Jb4h, AR ML ds - DNA
H1 AMAs [m] I B4 T T2 W PBC - AIH 8 & 45 G AERA 98%
(R SRR % (AR AL W A e — AL

THAR R A, SR E AR B9 L KA A7 00 A = bR B &
ST R /N (TATHG ) & 3R 19 ATH (B 1T 1F 43 R 58 S & 4k 7743
KiZ Wi PBC - ATH AL AEY ™, G MEN RS
FFXT ATH §5€ , JF A& T PBC - AIH B L AR B E . H
WAETTIRA R G AMA FHPE AT H |, Al REid B S48 G
TEZWIA L . TE A PE 0 RS0 AT Be i i & 28 A Ry B
W, R A LB R IRIT .
8.3.2 PBC-AIH ¥ &% 44569595 PBC - AIH EBLA1E
BTG R — 1 PBC s ATH g BiE#2™ . H
AEFR BXT T PBC - AIH & ZZ A AEMBIT I LS —F .
FIRFGE A W R o0 2R BR 2 i B A L e IS Bl R A R 41D
2450 (AN 22 2 Wy R A se S R) IR ER A) JRYT AT EGE R
FI AR R BUE 0 — T s 8] B B R,
B A2 PBC - ATH S 25 A 1E & X UDCA 253397 I
SRR IS FE B PR 2 s A I TR L T 4 R I 1
UDCA B4 S i ik RIIG 9T o
HEFEZ I 21:PBC - ATH HELZZGIEML I, B AEW & PBC =
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ZRWThRUE T B A5 09 [F] I, W6 2 ATH = 52 Wibm o b i R 2%
(1+2801+3) (1) r — o Bk 40 i i 1 5 T 485
(2) ASTs ALT=5 x ULN; (3)1gG=1.3 x ULN 5 ASMA FH#.
Forp BFHSUR A AR T — B B2 I U2 20 M R Al P A i %, 2
LRSS AIELEFM. (C2)
WEREIL 22 XA EE ST 42 (1 PBC - ATH S LSRR,
A UDCA 15 S e k) 06 9T s to nl i UDCA B 23] b
VBT, B P S A Y . (C2)
WFER 23 XA 8RR R PBC - ATH HEZ5 AL
NS HRRNGST  AL AR K PR SR 2AYT , SO BT
PERIR S TR 50 mg/ d B 0.5 ~ 1.0 ¢/d. (C2)
8.4 PBC-PSC & asrate [ 1 {5 8 1M 2 i] LAIR] o B4
4k 3 20 PBC 1 PSC (WHRAE , #x 2 2l PBC - PSC HEZEA1E, B
i SCHRACER TR 4RE . B —W4GR B T4 M ik 10
A FRARIE Y 12 il PBC - PSC #H & B3, Horh R4
WL PBC 2 , 7E#12 PBC 3 A~ J] 2 18 4R JS 2L 02 Wi &
FEAT PSCI™ L i TG 1 32 Wb A 58 A R A
PBC F1 PSC W Flr 2 9 Y 12 W7 Rl AT 12 B PBC - PSC H & 45 &
fiE. UDCA 3% 1 —ZIA 7 259, > R ATE 19 /8 % 2 i )
UDCA 750 mg/d {677, RAR 8% AT AR AT A= (L 22 i, (R K
I AR
8.5 PBC &Hdedk [N RY], RZ 5 PBC BETEEIR
WA TR , B0 FR s I A e P s R N, (H 7 5
BUAEAARAREAL s 2 KR 4B S5 JRy R B C A AL R A
BRBMICIE AR RSN ™ 7, b, BRI PBC I i iR
i AT A 0 0 O T T bk = FE 7, W] ZE LR O v 0T kA T
B AT, JFIR R AT N T T3, LAt it KU

PBC B ML YR AR T UDCA 9 SCHk R Do 78 K AT IR
I, % H 43F UDCA % 2000 mg/kg ARWEEIW] L AR LA KB
07 R 24 1l PR 24 100 £75) 0 i 81 ST P ARG R
JiE (intrahepatic cholestasis of pregnancy, ICP) Hi 3 i, 5 3 £ W
JH UDCA [y 24 B 25 44017 7 UDCA JRY7 A K4
ICP BEMILIRA, ST UDCA 7EVRZEHT 3 4> 1 2 S A8
B Bl — TS R, 16 1] PBC B 7 20 5 1 4k 4k
AR UDCA JGREJUARSCRIFE . 400 i LIRS > > 43331
PANT A58 BN 12 LR Y ARHTE IR JLAHOCRIFERT, X
LERE A, A YR IV 8] ] UDCA 1 22 P AR 52 7 R 4F
e 2B IR AE R I IR DT [A) 4k 22 {6 1§ UDCA, PAB)j 11 PBC
PRI

B T 3¢ UDCA R 57 AR o H T Bk 7 9 30 A B, AL
A DBIFFEARFBEFLH UDCA 135 o 781 2 2 2R oo W
HETEE A8 1 B2 UDCA (750 mg/d) JG 97 & B REFL IR
A IE] UDCAT™ . JIE i — T (9 38" 1 875 , UDCA 5
I (R 1500 mg/d i) XFREZLIB TR & B IF JC R, 1 H.
JLEREIFR . Mo, ABFFE? Sos 1CP g W50 i
THRRWR BE i3 T IE A, 1 UDCA AT AT B A 7L o i P 5
HRKF . P, ZLH UDCA YR Y7 AT BB L 41
WFEER 24 FiRW PBC BH AT LUE IR, B C A IR AL i ik
Jo BRI SN 1 R 3G n o A B Y % 40 75 UDCA 72 4 8k 491
(ELAE AR YR ) S22 41, W AEA A I BRI 78 43 1 15 [) 28 1) 2
fili ] UDCA, (C2)

8.6 H i PBC FEA: CHRIRIE PBC &5 2ot 5 5 L0 L il
202 100 1 (R [ BT ICREAS ST 1 Sl , otk 5
PEILEGI 6.2 ~6.9: 1. J M8 PBC AH G I PR AT AR 4k
P Z U RAE T BREES AR LB, Y R b Ttk R
¥ PBC JBFH MBS H Al A A4, R E N —TF 5%
PIRInE R 0 — I s 88 m, BrHm e K et Em . |
I, B RE N RIS E R R EA T TN, s,
HUFR KB PER PBC B3 & A4 I 40 Mje (HCC) ik 57 fa
P R v B R W HCC,
EFERRL 25 B AL PBC 3 kA4 HCC 197307 fa
HE,F& 6 AH E A& E A F/s8 & H (AFP) . (Bl)
8.7 #FAA2E Kk ey PBC R EIEIE h Z MR E BRI
JIF P/ INHAS 5 # B 3R, 5 350/ I B 58 4 B 4 30 T R A 0 B R
o W 50% LU_EICAE IX/NRAETE I gepR R IRAE I R 47
{iE ( vanishing bile duct syndrome, VBDS) , H& B4 & PBC Hi 4
AR A B T B B B LA R UDCA
FHABER R A e LR O M T ol 0 A5 R R
BUME ARSI AT S | IHAF A R E 81 M PTA PBC
BRI ImRR R —
9 FiiE

HHT, 2 UDCA #iIAYT PBC BF HIEATIS C &AW i
g, ENRIES UDCA G711 PBC 3 5 48 10 4R CHTF#
WA AEZR AN 4 78.0% ~86.7% 71.1% ~T4.3% ;5 4 HCC %
HERAN 1.62% 55 4EJAEE L R Ny 3.81% ~4.31% % .8
IS B TS 22 , B A AR IF At 4k PBC 8% 5
SETCH RS AEAT RN 77, 1% F135.9% "

UTAE SCHR IR T 3 F 2 0  KRBEA BERY GLOBE!™ Al
UK = PBCM SEAMR AT 19 0 T 5 FF B Ak 43 I M S O 6 A
TLAMERR TR PBC 55 5 4F (10 4F J2 15 4R JC B A 2 fr %
XM AR A4 T I E 0 2 E K AP g E, Sk
PR HFIAL A T Ho At g -1 GLOBE (www. globalp-
be. com/globe ) F1 UK — PBC 343 (www. uk — pbe. com) #1245
A%, T B W T - TR
HEFEE I 26 7] K A HlJ5 B %8 (40 GLOBE #7, UK - PBC £
) S PRl PBC H 4 UDCA GYT )5 IR FiUS . (C2)
10 THERFER
10.1 —BEEMBE(HTLEE) PBC BHFKEEM T LW
KU , 222 R — A MR R Ry WA kR B
PBC & —GEE AMA PHPES &5k 13, 1% , o 4f 2k 1 BH P
HREIE 20.7% " RET LS GH SR | SR A G R EORG tA R
i, RETRA PBC B — R M UEYE A 78 2, (HE U
30 % LAY PBC — A Mok B i AMA Fl ALP, X 25 R 5%
BT — KA, DS R G RES 2 N PBC, IR E RS
25T AR R IR YT BRI T
10.2 KMAM (FF4%4&97 %)  PBC BEF KW UDCA
BT, UL 3 ~ 6 A F WA AL AR A, AVTAl A= A0 L 21
O, 3 R IR BRI RE A T BB K JB y PBC — ATH 5 5 45
AR B .

X RFRE A LA 2 38 M RS, @i 6 AN A AT TR 75 &
AFP g, DL HCC, @S0 A 835 &40 i 2 AR IR Th g
XTI REAG R B AT B Sk, A A T ik il gk, IEAR
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P BA R SR B TR E 0L, 55 1 ~3 A A BB, IR H
SELR A ST AL U 2 ~ 3 ARG
XTI U A R BEAE I A i 4 A 3ROk
"N EESRE

SRR PBC (iR HRIUS T — e st (R UG ifd
I 7% 22 [l RIPR A

(1) [ 1 ke = H T AFERY PBC AT 2 O

(2) X THERE R PBC(HNE I ATH I RRT PBC) , A5k
ZHT UGS AR ERTA T 7 5

(3) % UDCA A=A 2 A B U HOR B 22 1 BUI A
e R REA AR, 202 4 A ) B3R T 25

(4) PBC f DR A A2 o AL, JE HEE Ml S B X0 T P9 RS L
BEIR) A By G P L 225 1A 0 3 DR 3R R 2P R A B

(5) MRIBHRER AT X PBC S A g LA A9 36377 3 A, AT
BT R B A P LAl AR AR

BUEN: R B tE Bl b B8 55 R, Dk 3
EN DR NN N T8 N N - 3

EEHEER(UERHEHRF)  RXrk (LB RF WA
FARERELAR) KT (BARERREW BT ALEE
BRAFRTS) HR(EHERAXFHBELTHEEERNR T
) R (R FERFARBERFRALH) EWMB(ZEE
ERFHF—MBERHLAHR) EMmR(ZEFERTFS—W
BERBLAR) Ent(TEEMKFRBEETERSRLE
) B YR (B AR EA KRR ALK AGE B RATR TS ) BAR
F(EHERKFEWEHELERFRFS) FRE(FEEE
KEHF—WBEERBELAR) FEL(ZEFEXRFEHF—WE
ERHAA) S$E(RETE=FCERFAR) S$E(R
REERFH—MBEREAHR) Eoh(bFTEHANKRTES
FEREFAHA) AM(EXEHRFHES —ERAEM).
EB(RERFERSE—WEERMASHEA) T4 K (F 3
EHXFEWELTARERFRT ) LEE(BGHREH XS
MELRKABEERBRENEILALERERESZHR TS F &
FFE) FAUTRFZEZHAMEFRRRAANFR) . F
FEOLHARAREBEREERA) FRA(FABEHRXFHEIL
FABERFARTC) FHL(ZEELEERFF—WRBERRB
A ARER(BAELERSE—ES P SHLAH) X R
E(FEZEXRFHF—MBERLERA) ANFX(BEERX
¥ HAN AL E RAFAZSNAL) (X)L (H AR EA K S LA
ZEERA) KNP (MAELERSF—EFPCHERLA
) R ( LS ARFERES AR ERBELAE) . FH
e (FMEARBERBE) GBS (BHREMKRFHE LT
ZRBERFRT ) BE(LEEAXFEFRMBI-FER
HAAH) BH(LEXBRFEFZREWBELFEREALRN
A) BAM(TREHRFSHEZERTHELSFRA)  BH
(LAERBREWESF —ARERBLAF) Fo(EREH
XEFZBERELEH) AEFEOLAL L ERALEEERA) .
ME(THAARERRLERERA) S ELA(FEEEXRS

F—WRBERKLAM) HRA(ZEFEXFF—WEER
HAAF) ERBE(WNRFEBERBLAHR) ZEER(L
BREFWBEIAERERA) EHT(EREFERFE WA
ERHGAA) EHAL( LEXBRPEFREEIZFERHEL
AR R (AR RXFARERIRA) Z&E (W RFEEH
E R AA) R T TRFF — BB A FRAA) 89
(LAEKFFERBMLAMN) W AEE(ETHERFRFE
SR WA B IR A AR (R T S BT RA) |
Mgt (= EFERES—WE ERIFRM) Lo (FHE
HRFHELFIEERTRTS) Kk( EEERFE
PR EBEER AL KK (T RERRFE—HEBE
MR RER(BAELERFLESF P SREA) RF
(BB ERRE — W B ER A mA) R FAEAK
FWBLFARERTRTS) A (ZEEERSE S —H
BEBHACAH) AHR(ZFFERFH—HEERHLA
H) EHE(LFAFESRXAMELRBRAYFER)

E (A RBEHRE) 2 u( AL+ 85 RARERAE
) FEE(HEEEKRSH—WBEREEMA) FRCEd
KFMEERAE LA FR(ETF LR EERTFIRNFA) F
RER(REEHXSMERELA) EHECEREEHX
Fh =W R RA) R (TR R — RERAERA)
% (BB E RARERERA) FUE( @ EHKXF R
—WMEERBALEM) BREL (GBI RFE_MBERIELA
) ZBCEHEARERSRH) BRA(RTRSTF—E
AT AL MW (W) KRB/ ERFALAHR) R (RE
T AREREEHN) MEE(RAEHXERE=REL
AR REFOLBEMKFE R —EREEAM4) AB(KEE
HARFEERNLAF) BARE(STNTE-ARERFEILA
A AL (F R R OARE AR LA S K3 b b 2
Wik, R T A AR & AL,
FIZMEER A E Y FRARAEA B E,

SE Lk 4D
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