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& 4 AR %5 XA AR
BRPEA BR B AKP alkaline phosphatase in serum
B R R ULN upper limit of normal
R BLAE PR B vyGT v —glutamyltranspeptidase in serum
Bt S A A2 T AR BRIC benign recurrent intrahepatic cholestasis
AT K R PR P R AR PFIC progressive familial intrahepatic cholestasis
A5 N EUS endoscopic ultrasound
RS R R AR MRCP magnctic resonance cholangiopancreatography
Pt AT AT I iR ERCP endoscopic retrograde cholangiopancreatography
& AR IR AMA anti—mitochondrialantibody
1k B R UDCA ursodcoxycholic acid
SRR L&A SAMe S—adenosyl-L—methionine
= AR ATP adenosine triphosphate
o2 E B PE plasma exchange
TR FAE R MARS albumin dialysis
bk &b PSH plasma separate and hemoperfusion
ESV¥ S GALLE-DONAU GALLE-DONAU
FAZFAR ANA antinuclear antibody
JRA MR T AT AL AL PBC primary biliary cirrhosis
JRAMEFRACMERZ B 5 PSC primqary sclerosing cholangitis
AL % Ne sclerosing cholangitis
K v BD inflaimmatory bowel discase
W I K uC ulcerative colitis
SR AT R I AR g ICP intrahepatic cholcstasis of pregnancy
AR B ocC obstetric cholestasis
|3 2’?\’?2\% %% B RE e SFDA state food and drug administration
R R ER RIS ALT alanine aminotransferase
i o R | ET exposed time
Fri GA gestationalage
it B BA bile acid
R T HBV hepatitis B virus
AT KA A HEV hepatitis E virus
B & %05 AT X ATH autoimmunc hepatitis
E % fiL R CMV cytomegalovirus
RITA R RN A0 AST alamine transaminase
Bhair TBil total bilirubin
. 3 Sk o g7 ) 18] PT prothrombin time
T ¥ Lo 4w LR AR MCV mean corpuscular volume
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| B0 PN 0),L RIS SERY =P B =pa)
T o P W I AR e, W
FARAED BN L SE BN L FRAT SRy, W2
it 1 A R AR vy (TTD M,
227 PEFHRELE T OMYGRYETRE
T W . N ZE e, SR AT
M, MF e, AMyTAheE, A AE BE L. TR
LA, MRS, AN KK R A
Al R AL, . LRSS T, BREIRTR
JEEE . OGALLE-DONAU" & 0 — %5 4%
T O T 2 S TR, A S K
WSO |73 3 AR i 2, A A P Ay |
O UL A, "IN, GALLE-DONAUM f M 7 i)
PULARAEM, MBI E X B %MK
L RIS ) | Ryl
3 8 AR R VR TR Y
3.1 PBC

PBCEL M REINDIE Z . M (B #om
SR, PBCHIZWidr & HILAMA, |12
1190%; AMAX T2 WiPBC K TP #E1195%.
AMA — SR B0 L g% 2 OE R, W E =

(i E AR A (HFRR ) ) 2009 A 55 1 45 5 200]

1 A0 AL P, T ik e =5, kM
KZH o 0 IR I B ARFRE E 1 1 100,
Wit, EFRMAMA= 1100 X HPBCIZWT, %M
UGG B e 25 R AT 0 PR TR
W RE, M2TUAMA (H1-PDC-E2) &7 — 3k
MARHR . AR FIEANATE R D 30%KPBCE L &
I D

XFRNEZ, UL AWK AKP T =X
RIAMA (= 1:100) 0 (=) M2MAMAW]
YEHPBCHIIS W . N+ 3K 6 58 35 Ml A AR A
o (W] PR Uk TR S A Y (TTD
MR Z PBCR ST BUARS, 2 WIPBCHT 2K 1T Mk
AR M IAS KRR RS 2 B () 1gGuK
SEFE S, RS R W] Rt A ) U )
WihHG2 (1D . AMAPRYE. BINDBE 22 R & F
TOWNEE ) A BE YT, O A AT A PG
AR E DI TER (TTD .
3.1.1 PBC#7&77 (1) UDCA: KWWEFT M 5, UDCA
13~15mg/ (kged) FEPBCEENRITIER ", &)
WEICUESE, 2R ®[13~15 mg/ (kged) ]
UDCA IE# 7R J7 13 10~204 KPBCEZ A E K

% 4 UDCARYTXIPBCER KN4 NN I BTNE 1 EA FIHF 52

£ EBHAFR
5 I AR, o i B
x#  may OPCANE MEHS ) ARE LR RARY 55 MayokE it 54y
TRHA A A B b TR A B g
16 262 13~15 T3 i} ) S Bk NS (P=0.1) P<0.01
mg/ (kg - d) (1~22%) b WERF I ~2 NS (P=05) P <0001
LR F I3~ 4 P <005 NS (P=05)
17 297 Rif o A5 B 1) 68 F Bk P =0.0003 P=0.01
~ 12
(3~126R ) o TBilA=ALB EF NS (P=0.9) P =0.005
TBilfe (&) ALBF% P < 0.00001 NS (P=0.43)
18 192 5 F ¥ at 6.8 Bk P <0.001 P < 0.001
mg/ (kg-d) P4 B R 754 B AR ) Sx NS (P =0.15) P <0.001
(1.5~1434%) o e
T AT R Ak P <0.001 P < 0.001
19 292 13~15 F ¥ atEl6.1 4 Bk P < 0.0001 P =0.01
mg/ (kg - d) P AL 1E] 5.3 B T A A S R oxx NS (P=08) P < 0.0001
(1.2~215%) e
TC AR5 g Zkx P < 0.0001 NS (P=09)

E: FUDCA “RIF0AMLF R A" 45k
* CEEFAR” AR,

7697 15 B AK PG 97 37 K- F A2 i 0% B SLIE 7
ox CEA p™ B F IR B RERRAL LRKTE < 1mg/dl (17 pmol/L) ,

AKP < 3#FULNEHAST < 242ULN
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LURERCS ) ].0EL Wl X A

(2) Bz 2 I A A e s 4 A1) K B A T
IO B T AR R bR, (MATPBC A
NIRRT R PR S AR PBO K
NN P At G 40 ) 7 e M AT BT 3R
APVEARREH M | PBCIIAR M IRIT

(3) M HA: MR B35 EEEM PBC
B KA B RPRAL 5 0 Ath o I T S5ONT
o AR Ak TR AN RE T 52 W 25 R MR AT AL
F, WM v R N KRN A i N %
S5 R TR WL P M M B R T
PG T 1K EE . B ELT 5K
i£#16 mg/dl (103 ymol/L) , MELDM 4% >12""sk;
HH LA 252 IR P SR T A T SO R 4
IVEEILIR 2T L HIS: SARA

W (D PBCEL, BAELFEREL, N
f#MUDCA[13~15 mg/ (kged) ] (1) KEDRYT
CIDY o (D) T30 WA 28 AR ) 1 5 1 2 Mg f
KB, wOZERUDCA BRI (11D
IR AL P AR A v T L e Al (LD
3.1.2 X 1w a7 X UDCAZE Ak 27 W& XA I 7
&, MEnL A is s (I .
3.1.3 RHL A miE ML 2K L6 mg/dl (103
pmol/L) WP fis Wi X 38 28wl A ik ot = AN BB T 52 W)
SRACE AN AL R, wom | R T KRR
PEOMCVENE IR 5 . BN SK AR L M
OG5 = KT 20 Bz 1T MR T LR, R
AT MR (1D .
3.2 PBC-AIHEZZ&1E
32.1 PBC-AIHE & 42 S AR 5B Bk ik b
957 e T SR AR TR . PBC-ATH & & 45 & i
K12 25

% 5 PBC-AIHE

e35HTe 39

3.2.2 PBC-AIHE & 42442857497 PBC-AIHE &
Za fE W T A L - Ok M PBC R ATH R M
P AERENLAE TS R . A T PBC-ATHE & 25 m it
G TMUDCAVR YT IR ] IS A5 M G 2 41001 75
AR D282 W W PBC-ATH A & 4y
I W AT R, f RUDCAR YT 245 £
T2 KN A AE A 2R L1591 Mol 24 PBC I 5 & 45
b [

LE— T 7032 Wil o & L i W) B 2
HMUDCA &7 BRUDCA X & % 52 310 571) i 7 W
Fo, BEVS7.54, 114 MOMEMUDCAK &
U 30 EE B ATHAREE o i) YAk 7 &
(ALT < 2 x ULN, IgG < 16 g/L) , M. 4:8%%
M, FHEATT TR B4 XA S
FNZH LML PBC-AIH % 8 2 & 1L K &
&, UDCAN=HE B UM 1R T W RE R B AN vR T
UES

TA— AN R T L A P
UDCAVRIT, 3/ 3mSR H T2 AR ) A A
& WTLUIMORE K TR o 9RO AT PR ] e 7
=405 mg/ (kged) . MEIALT/K LR 4 2a
B, — AR RN AR AL .

WA - G g FHIR, ) f e RS, R
B IEBRE R Z WHEIR, MEAAATHEZ I
F T 7 P Ak I oAy AR 2 o 8 A S e 4 )
TRIT R — PR AR N G| R AR ). X TOhE R R
WRAAPIN B L, IA Ay S R R 2 AN
yRITAE A R, A MUDCATRIT KB L
WTAH JFEER) M, G w7 T
K,

WHERENK: () XTPBC-AIH® &4 & LK
VRIS W bR EAT) R E o DL 2 I b (X 2

SRR R E

PBCHR

ATHAR B

1. AP > 2 X ULN& yGT > 5 x ULN
2.AMA = 1: 100

3 FEE AR AR 7 b S LR E

1.ALT > 5 x ULN
2.1gG > 2 x ULNRFHH-FHIILh (ASMA ) Fak

3T R P B F AL KR B R S e A IR A3 5T

E: A4 EAPBCRAIHAM T HmERTE L EEL M APBC-AIHE & 43445, 5 SMEE EEAMAM A PBC-AIH

RGN A1
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% (1) @ —M4HiEPBC, BNV L IERAEF
EPBC-AIH® @ 4541k, WO XHRIT 77 RATAE %
EE (1) ; (3) XPBC-AIH M @ Zim fiE B,
B a N M UDCA OB 57 )it 802 BT 1R )7 I &
(I T %% TrHinsmiMUDCA
WRIT, AE— ARG ) CI A A, R
W I RAR R A A R, T DL b R T R
(1) o X FREKRITEL, N EEDF
=XEME R D .

3.3 PSC

3.3.1 PSCHy#4 B R PERE (L IEAE % (PSC) &
FRARNE AR N s . O e
RACTE SFRACVERL AR, BF YA ] 22 2
RS LIRSS &SI )L BURE¢7 N Tk = A fha
MM B A o H . PSCR— il BT, AeZ&m] L
R FE 5 RT AR AL PN Th RE 208

PSCHIJ IS AE, (MR IEJR K M 5%
DR, WA L, JLEEA AR
Wi, MIZWIH 98820408 . ELL80%KIPSCHE
&AERIBD, 7ERZHp izl hUC. 1XFF,
WAV PSCHEZ & — A= FE N AIBDK
P, (WIS £ A PR 5 I AR AR (B0 T
IRHFAL -

Z T PSC b 50 A £ 7% ANy A AR Y MLV 27 i
HEHTHE (AKP. yGT) WG A W] DL AR R I R
B, MRCPE(ERCPR/RFFAEPERIINE XY, AR
2 RAAS T BEPEY 9K, E A R PSCHIIRIR .
LA o, MR R ERF R & IE &,
KAk “NMEPSC CEENFE M IBDE ) 7 B
AR WAy . RN B 4k R
PEPSC AN s 0y AR B o
33.2 PSCH#74 77 (1) UDCA: UDCA =P &
WITPBCKIZY), ML A7 A PSCIR T I 1L 25
PP 90EACH] A — I /N R BS MR SR, 7
PSCHE L {11 /M10~15 mg/ (kged) 7= KIUDCA
WIT . AT R AR AR E. B
— S5 B R B RS 19974 m Lindordf 1 ik 2,
105%& B% 2 5 W ACw - 22 BRI BOPERR 7T, 88

(i E AR A (HFRR ) ) 2009 A 55 1 45 5 200]

UDCAKI B 13~15 mg/kg, MFFs: 7245, 4
SR R I L G T A S G, (R ER T
WIM A, TRER) R, MM E, M
NEZN 2R 7 i G

LI 8 GRS A ORI AN - B (SN
F219N, W7 RABIESSE, HMOZYH=N
17~23 mg/ (kged) , % R|SUDCARITAN
AAF R R A, MR R LR, S
MR HAALETUMEL, AR AL A
St 22, PR W] RE T W ST N RE I 6 R e 2 M
Ko

BAll, —DZH0150% E LRI K Em
KA RUDCA 28~30 mg/ (kged) JiN 5 KIWF7T
R WA R TR T A BRAR AR AT AT 1 DL ek
(M |S| I T UDCA R )T MAE— 26 B 0
e TTA R K A FE RO 1, 3K B R NT RS h RN Rk bk
G E TR, X R, UDCABRIERPSCANC I AT
WEZ 1 R VE A AR RS, = A= KTUDCAN]
RE) I M 07

(2) G B 0 ot 7500 T O A s 7)1 O 7 o A
WA, T2 SR 1 7 L 7 X W)k B)) 1 P S C
&5 R B0 MR . NIRRT 2 R R
60 P AP T 0 2 5 5 ) A P T AT
XL )RR TR IAL . AT Hh S PE L wMERERS IR
THRA, ZU MRS fil R OS], RN R KK
AR R o BN o 3 U TR R WX e 2540 4 2
T LA HE T oK R TT 40 M PSC

(3) ERCPMA 4% Fimd7!: 2 Wi EERCPAE L
LN MEEPSCRIIZ I R AL EE R, (M % {TERCP
BOR T TMERBEY K. PR R AL L) R e
T IR R R AL R TR B14% U F.

XN TR, N T e IR
BT TR R S T I A A R bR B Rk, B
LR E-T - W04 T5A 0 A EitN
EE W L) ST TEE KN T KR IT

@ B MR ARKNPSCE L
KE—TB, W Liemg R, /LR
L, R e T O A T R BT AR 5 A
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90%FM80%

WAEE L DR TR | SUDCA (15~20
mg/d) HE IR RIS AR b & T e AR AR AR
CL), MBRNTAERT KA (1) o
P 3 ) ¥ A L R R HEFEUDC AR W PSC— M
VRIT 2 W VE T o HE R o R A A 0 2 ) 11 7]
AEEWAE A PSCRYT W, B o ok ik
KRESR CIDD o M WM BRAS 11 T Ay |
TATRNS, N EATIE S KR (D) o MRS
L L NG IR O (DR il R ) LE% |
RS R 3 G ) AR R R R PR O I
ERRENYMFEE (LD .
3.4ICP

ICPILEFROC, MEEURFE R B, KA

3R/l ol ViR P 77 NN D974 TR SR NG R S s Y IR ) L}
THRA PO AP AR T . R _E LU PR R AF
Rz S =5\ $. PRS- NS LN (A S
W52 R T LA S WY . TCP IR A A W I ) 1 I,
PE, FAERRICPRIGIH6.5%~15.6%, HEERF
R YL R 5 1%~ 4%, WIS
KDy AERRIN, 2200 W R0 R £90.4%~2.0%,
ALK 9% 2 WP BV S R X KA
0.2%~0.8%. ICPH )" - Mrm 5Pk E, Fil)mi
ar, MRS R RILENE R, R
R LS K MR LAETS . R A e R SO R
PINiaEe Vi OE7-T- N Pk LEp e S5y I
B AT Mos SRR N BFERDY,
340 50 ALORN I LA B MRy FERAIR, A
TR Bz Ik % AT W97 LA S B 5812 TCP . A7 A
P W) PO T AT D R, A AN WY
U O W MUUS BAZK P A s (>10 pmol/L) =,
e KT - T v T 2 LR ICP R 2
DIREEE ki3 LN, P i LN W S 3l /N
FIF NS R — R, SRR R MR
AR fm W KRB L. T R I0R
WM IRELBA . 7 Jmi 6 R FF A7 AT W N D e 5
T AR YENT G, tPBC. PSC. BN
Ry IR LR e W ) IR TE

«35HTe 41

ICPIZ T R HFBRIZIT, ZORHER B MRBw . M
LLIEE WilLP S B BBV =Ry - E 2 VLR 5
fmisWr. T EHERRM i E . EB . =AM
5 MABCBAGRFRE 125 S EGNTHE, LA W&
G E B PR S VENT IR o = G A T
b 7 3 B S T IR G G e s L~ 2 R PR LI
1%, ICPLIMEG D IS . MidMNL 2 K AR
170 ymol/L (10 mg/dl) . %t MRS IE .

ICPATIR TR B S A 5 3 AT 5 R Kk SR AN

DI, 200 U ) PR 58 AS B IR A 40 57 7K
IR FATIIA A, REFERER R B ). mIEBA
T MR LT e ANDC, BAZKSE>40 pmol/L.
WRBEMFERE (ALT) KF>200 U/LTRIR
JLEERA R WA LER MBI b BAX R
(ET) / (GA) .
3.4.2 %4piss; (1) UDCA: X BMFDAYFUDCAY
NIEURMABLL 254, W] PR T VR YT I Uik = K WAICP &
EP SRR SRR ) LA WY R T,
F& 10 W MUDCA N T8 & W bR A LT KA 7T, 1FMA
UDCA [10~20 mg/ (kged) ] 1| AHICPK]— 2k ™
24P, 67% ~80%MIICP B & IE I sE . M IIRERL
. W FRRMIUDCAL K 2RI e ) LA R
KR /T2 AL, MR & RE PR LA R
AHAE . UDCAAHLEM T EEFLMTEN, (M0 4
LT RE AN, WA T R A ILUDCA N 3L
W7y UDCANRETEAEUR WINT =4~ A AR

(2) SAMe: WIRL L H R KJUDCAVETRYT
S FEIRIGE A, = NS [25 my/ (keed) ]
L FESAMe PP, SFDA B it#ESAMe M +I1CPi&R
IT o

(3) TS MUEE . 2 09 5 o L P A7 P e /N ) o
KISRNIFA =22 2], (M RT3 I 2 R e
JLE B S AT 18 o R A A (51 e R
L R T R R W A T %
Kbn (12 mg/d) N MTRIEHT R I0RIFZ, hf
ICPHR — £ iRy EM, (M%&) MR )L H LIy
AN, AVERICPIY WikymyT . GEYR3S5 N,
-3 R At &4 h %, ).
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