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JEYT IR FR ( Cholestasis ) 7&+8 MH TS 1 43 Wb 5
W, LRI SMIEAS A B 37 3 A LA 5 e 14
B fig, & T A5 IE 3 B o3 A L i S0 I PR AE f5
BE IR 1 AL AT 4 O B IR T 3 A
(Intrahepatic cholestasis , IHC) FIFAMHTIRAFR, A3
THEZE X THC BISIR A THR T .

THC 246 N IR T R A G RN 5 iz B A, B 112
TETCAESEIR | (LRI 1MV P W 2 1t ( Alkaline
phosphatase , ALP ) Fl v-4% & Bt ¥ K B Gamma-—
glutamyltransferase , GGT) F+, LIF Al R A= T7 |
HEPE JREMPERFIEAE " THC 0L T AR A
495 ( Cholestatic liver diseases ,CLD) iU AH /T
PIREHIRAER Az LI PRI AR DA K ast A% AR AR
RABTHIATRSE

it —HEIR E THC 2 WA, AR
BT R T Rl AL B7EH B im R &
VTR P fe o e RIES | T AR A B 1, il 7T 5
BT ISR

1 RITHRF

THC 3 H AT i T D) i Bt , 22022 W
PRUER ARG — , ABERA—E, 7E—TA 2 520
BB IR R W0 URIS T 0 1 T e 2
A 35% B THC, b i A 1 A Ak v JIE A8 48
( Primary sclerosing cholangitis , PSC) & 67% , H &
PEVERTF 22 N 55% , & & VE R I B4 % ( Primary

DOI;10.3760/cma. j. issn. 16742397.2015. 05. 002
WAEMEH . 222215, Email ; 1jli@ zju. edu. en
SRS P IETHR BUEIZA £ K& 2. PR R BUE 2
AR FIL[T]. ARG R Y 2235 ,2015,8(5) :402406.

- LHFRILH-.

biliary cholangitis , PBC) A1 54% , 25 ¥ 1 i 461 35
53% EREYEITF 9 35% B tEIF 96 A 32% |, Al
bR 43% , FRIE—I0ETF 1 000 (1 PR B4 2
B THC BRI R, 56% 18 M R AT
REBH HMBERT , THC 19 FZFEFR ALP 3% GGT /35K &
FIEHAE LR (ULN) |, FLX S48 45 55 1 S T
LT AR R TE AR 114 2 A XU R 17 7™ A 1 f 2 1
., #AAIZS L ALP KF > 1.5 x ULN, H. GGT
IR >3 x ULN A IR R A2 Wibs i, X 48 4 I
R BE BE IR IA B & AR 3R DL A T 5T, 45
TR IRVH IR FR SR AR 35 10, 26% . 12 1 I
S IR Y & AR R B AR S 1 3G A b
FENE T, BB TE IR R & AR SR AR I PSC
(75.00% ) . 45 ® J5 B 6 4L (47.76% ) . PBC
(42.86% ) , HABAK YK Ry B8 (35.97% ) . A B
FEVERT A (30. 77% ) 2580 PE IF (28. 31% ) | 5 kG
PERF R (16.46% ) F1 4FE 0 ¥ PE Bg W5 ¥ JF 6
(2.70% ), IXEEWFGT R THC 718 P4 - 3t s
FEAE TN I 0 P30 A 4 vp 55 255 THC 617
W AR

YR A TH T IR BUAE (Intrahepatic cholestasis
of pregnancy , 1CP) & A& A 75 4 4 rh e 01 1) & DL O &
i, FEE AT F B RN 22—, B RLE
e 55 it 1 25 AR K, ZEma LB L,
FPR | A X2 1) K A R AR, 4 R 2. 3%
F13.4% , FRURIENR ICP &% K 40% ~70% ",

A LR HER K R B 3R 2 DL, 20% ~35%
ANLAT R AR BB IRER, B LT 3k 30% ~50% , 2
WESE FE G E A K AFHEKESR 1 ~4 1A,
IFIhRE B I R AL (b — e TR il a7t
JEEAE I (ol -AT) BZ SRR TR T UL
¥ioh Pizz #Y, V6 5 N Pizz B9k 1/1 600 ~
1/2 000, {E35 4 LAY 11% ~20% % A= BRI R,
T9%AH FFIRE S H , IR AR B ol AT 6= 5]
HH 5% ~18% , TE MK KA PiZz EH, B
IR FRIEA —F, A e 191 32 B A A AE LAl
FHH BARER AT, e E SR A S
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HGH . Citrin Hit [ 5 2B A2 JLTF I IR FRUE
(NICCD) (835 LA H A A 0 &2, {H f s T ST 47
SR AE R, R AR R IR AT, e g DU 4R X
(2R P TR RS ) 9/ IMEEAS T A 25 51 R
ZHs XN B B9 NICCD B 2k 4 4 5 38 ik
2.08% ",

A AR DT ER , I RS2 R PRI A AE
71 U4 1 ( Benign recurrent intrahepatic cholestasis ,

BRIC) | #1714 ZZ W P4 1T 4 1B 3 I8 FR ( Progressive

familial intrahepatic cholestasis , PFIC) | Alagille Z£&

fIE  ABCB4 it = 254 m] S EAHTHIRNR . 10% ~15%
B LRV IR AT i PFIC 5, Alagille Z7 5 fiE [E
AN IZRG I R ZH 1/70 000,

2 N

R 20 M 2 3 2 s ] oA 4 e 2 33
S RELAS 240 i 250 L 98 AR R IR A A IR AR
(1) 40 A 0 RE 7 J R 5 D0 |9 A T RS 1
(ALD) AETP9HRS PG W5 0 ( NAFLD ) % 2 P BT
2 (VH) Z5PHEIT IS 3 (DILL) | HAEAH G (k1
PE) THC 4B shE 71 THC, BRIC \PFIC ICP &
AT AR SRS PR IR | TR 2 e I 8 R PR 2 i | I
BMEPR (UG InZE & IE RIS PHZELE A1) 45 Fh
JERAT B AL, (2) B4 40 i AR vF 3R B DILL,
PBC Ji &M PSC gk &ML & (SSC) (259
PENRAESS FEAH N 50 RGP e B FA 2R B AR
(AIDS) eI HIAHSC I BRYL HEARAE R 45, (3) TR
BRI IRAR . B AR R A 259 s | A
9o BE MR B 45 o I R JFFAsE AL 56

3 mE

Sl THC RN L | T2 R R 5 40
NAA AR ) 25 B B et RS
B R AL RIS AT TS | A0 AN IR A 40
WEMHE TR HC LA,

3.1 ICP ICP J&—Fp R B L R ik i 90 , Hoafh
VI A DR R v AR B, H T IE e R e 2R
5 W IR S L Z IR AR &
S HL T o8 PO L R 28748 L HT S5 ABCB4
JEN ABCBIT JEPIA X" BUTE, A 2 % 4
ICP A e 5L B MR LRI A LR, A TN
H A 5 0l HP T K i 25 A AT BRI K

3.2 JLERHHIREL W LA - A0 A R A B
(CMV) FIS B HURGe B LS 37 . ol AT Bt

Z Zellweger ZEEAE NICCD JAHITZEEFRZESE A
MR R BAR JEANARE D KA

3.3 et BRIC  #EAT M SO0 M I E TR AR
AE 3 1 Alagille £ 5 ik A2 JLETII M PR AR T B
JHR Y R 22—

4 RFHE

JH- 448 B AT AR AR 40 L EL A B BB D AR B3 1)
IRE , A3 AR A R AN E R 14 1, 4%
F A (0 32 4, 58 AR T 04 43 0, T AR T
Tio AHTANM AN ARAS 40X AR Y T o8I Bz gy
WM A7 7 R A st 389 1] 52 o LT 4006 A9 i,
AR & A, BRI R & AR AL R F R
Fe LTy T AR TE 4 T A, AR R X R TR AR
ML AN Ik —Fh , AT RERS M ZAHLH], —BEnT 43
o P P PR e b A AR A R 3RS THC
ML AT L (1) 3 A0 55 =6 200 IR B g o it
3B B VT s i S %) S , A B B PN R 11
12 5R PRI , AARAR 5 A fih B R 3L 5538 7R (NTCP) |
ZAM DG 2(MRP2) A HLBTE Tz 2 ik
(OATP2) F1AH £k i 3 %% ( BSEP ) %536 % T %, i
MRP1 F1 MRP3 & PERG I, fuff JIH 34 12 i 5k 2 9] 2+
HE AR I 1 2 5 (2) AR B 2R e
FEE RGN R 22 28 i, fdE
[ ZZ 3, B8O s 405 W] S S5OIR T o0 WA R A B
24 1Y T IS VR 0 B 4T E A B P O R ok 20 i 55 ]
BRI S PRGN, AR IR A (3) AR A b 1y
S P Ca” " KN, A RE - HE A i A
THREL; (4) B8 1 42 58 BAVE R IR | U GE $2 T,
R A S5 )3 E RN, S B RO AL (5)
JHF PR RS ) g2 M 303405 , T 3 S P9 IR A L2,
PBC \PSC RS HIHES IV GVHD FIZ§#55

5 fRIE=E

IERR RSN RATRAA S e s S G
ANVETR AT, THC 750K A RIVA] 3 R80T 20 6 Al
LSRR  ARTHAERT/ N2 3 XA B4 AR A A
R SR MNP R A B A S B S R
WORTUE TSP B RN AR IR0
FERL, AT UL YA T AR P MASE B, T 4R AHAE FO 4R
EYIRIFA AR R, LA DRI/ NIEAS JE i
SEARMIISE , ZNAEAE B A RARAE 5K, AL B AT I
HRIEAE T gk, B AN IEAE I R K b b R
FIREHE | v AR A2 R . B IR AR R A RS , mT
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WEFAEARIE B, /N2 1 X4 ) DY JE 47 g LA
JEWEER 3 X S RET YE ARG s U UL . 5
2 THC P RAE XA B8R R, n] S ZUR PR AT A
o 2 AT REVE AR T 5

6 IERRAMLEERE

I 5 R R AR A 5 o AR DG G RAE RSB,
P RRJRFRAS B 0] 5 R AH DG I ARRE AR, DA K PR AR 7
TRBUME e & MAE, BETAH Z ) 2 Ok
O EARE SRR SR . BB URE S A I PR
T E A HOE R 0T BRI AR
B BB IS B A AR5

ALP Fl GGT Tt = 2 M IR B HAT RRAE PR
AT, 3 FHE BV ROR I THC, R IR FR
M35 ALP %% > 1.5 x ULN, 1IEH L5 ALP (U EE
R A PR B R BT WA R T A
HEARIMA —EM2ES, M GCT FhE TR
LRI (3 2 B . 2 LT AR AR TP
PEFIFIE R SR, GGT 388 vay b He Al T it o 30
PR R B S 7 I AR A e, (H
HAER R L BAR . GOT A6 T BT 40 M Y 6 410 AR
A Ko/ NI AS A0 M ) TOU S |, R 2B IR R AR
I3 GGT ¥F+E ( > 3 x ULN) ,{H BRIC & PFIC
B2 A R BE AR A GGT RIIEH .

NI FR G | A IR R T i DL B A R T
g3 TR AR LT 28 T i 32 B 1M (20 40 M 3 i
%) \Gilbert I35, T J1F 40 M 51 3 5 A 9 #00E, o
) 4R S5 HET A0 BRSP4
LRI T 0 BN LT R T Rl AR AT
ESANSiO] N

THC 385 7] LA 43 40 et e 0 | b e
) I AR B THC P H BN R, e
PRGBSI I R iR an
BAUR(ANA) FUFIE TR (ASMA) BT B ok
PRPTiAR (LKM) | eI 40 i i R H 5 1 B ik (Le-
1) BrebifRduiR (AMA) $it Sp100 Pk Brol itk
LRSI (SLA/LP) 1 1G4 S5 ] #5 By iff— 25 B A
2,

7 EEFENMAERE

JE RS AR A A T T I N AP BH ZE M B 1) 12
W, IS P G A R A 5 4T, 3 A PR S8 51 e
JHPS SRS 5K 0 B 375, (R AE S L ig An g Ak,
PR % BT IS 3] ) IEE S 8 A3 n] RE B I 2, i

FLRHEE T ity B R M i S s AN T AT

R CT K SRR X T HEE A LR 2 A
FESWI AR5 1) 2 0 L PR e I 45 iR ( MRCP)
JE N IHAE 2R G0 204 AERR IR AY . 2N BIif T
PEIBARAS 15 52 K (ERCP ) 12 W38 | 7046 U I 18 2%
A KB A NRTE A BH A4 55 48 7 T 5 MRCP #H24,
TENBH LA ET MRCP K2

8 2

THC J&— 416 PRAE AR, 75 ZEAR PR IG R A1k
SRl MR I S AR (S R CT K&
MRI) 11T 21 255 B 24 4G 25 12 Wy, o0 2 1)l ] 1
ERCP il PTC &5 it — 20w i K . THC 1 JC B 1
WS WIFRAE % ALP il GGT ZKF >1 x ULN B A]
WA WA AE THC ; (B 5 B 25 A FR B IR B IR
FIWr ST EIRYT .

RRYHRABUR ARG AL 2 AE 9 ) AR R it
Ty, BECIE R IV JIH 21 28 W B 0 vy, el L | R RS54
LUR RIS A L O RZT R AR
TR AR A3 7 WA IE o IR IR BRI, JosE IR
) THC 5]V AKP F1 GGT %, K&y 1/4
[ THC 3% AR, THC 1 7] fE RS b %
FhA A B e 28 bn st . AR A 2
WA — M, AR

A2 ) g b B AARAR K A X6 T2 Wi AR B 1)
FEO s 259 (i s O s e R s A —SBfH
THR B L F 3 S R R S 00 T (AndE g | L
HOTFBAE S B R Y ) . IR S A
A R HER AT AMBAE Y 5K nT Lk AT
JIEFE CT A1 MRI ¥4 , MRCP 2 ' /s AH I £ 48 19 42
4759, MRCP 2. 7% IH 38 28 %0 4 BH B9 o 7 1 2
ERCP,

UHE R A B S, THC 55 201 5 THC 1995
LB THC B3, S —2 ARG A 2 G 1l 35 I
RIGTEFR G, EHE KM AMA | 76 5 7% AMA
(=1/40) B PR R 1l 7% B 1% 248 = I E A B =
HAb @ Bt nl 2 PBC, %R AR B AR 24K
PPk THC A SR UL, ISR AMA A1 PBC 1 ANA [H
P, N =R TG LSRG . TS T ST
AiAs , o7 A 51 8 IR ) 15 400 5 /N LA 6 A8 1Y) R
F R THRER 22 5 BFAHSUREA R 20405 10 4>
I,

9 &YT
9.1 JBITIEN  HEERFIEINGEE , S MRE IR M 2E S5 95
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e AR IR AR AT B AR 167 R R
I R FDRHIE VA7, TR JRUR , A28 PR IRy IR
BRI G, X 254 PG RG 5 RS Y THC 1o, B B 45 24
FIIE , %F HBV 1 HVC B AT 2 AT P00
57, TCRER AR AR B AT A X ALP F GGT F
AT XEAC B, BEE THC B93E R B0 20 At 4
15, A TP R PRI AELEARTT . AR T
BESEPRIARTT 25 AT R, 7R R R b 7 S
B BRI AE AR AR R R IS B R IR
RN GOy R

9.2 ZWNRIT

9.2.1 RELSNHMAR (Ursodeoxycholic acid , UDCA )
UDCA J&—FsK AR aEtER R TR , UDCA XFiH
TR B JFBE 295, 4 PBC 1 PSC Ay R
UDCA A ZFERIMLE , FZAEE . (1) (-2 ines
M SRR FE AR FH 5 (2) HINE . 20855 1y i
THHEWIRE ; (3) WG B K PERR R AR EEAE A (4)
TR A T . AR AT A 5T 38 2 R — A AL
HIZE UDCA 3677 BRI IR B 9 bl 2 224
UDCA AT HFHAART ISR |, an et i 5
REFTIAEL BEELF it RIS Y FRER 25l
THIME Byler Ji A1 Alagille ZE&1ESE, UDCA f—Jt
FIEH 10 ~ 15mg+ kgf1 e d”! , Byler IR A Alagille o
BRI RTINS 45mge ke ™' e A7 BEMELFHEALAT
FIEH 20 ~25 mge kg™ o d7' . UDCA FiH B Ji g
ZINEEAIRIT S PBCAIH B4 A (L I1GIT
Ji o W PR L 42 R0 AR A A A R iR B
JHH% . UDCA JRYT ICP, B FEZE TR J5 JFdR il H
PIA BRI o £ BL A JRFIAYT , BGEAER , A
ERAG LB W3, B ARG L B A L At
U PR A R K AT R

9.2.2 SR H & MR ( S-AdenosylL-Methionidon ,
SAMe) SAMe J& AR —Fh K IR 4y, BEA RO

I HAS IR, P AR B R A R I 2 ok B
T $275 Na ™ K -ATP BEEY: 428 440 ik
JENSSZ R (FXR mRNA ) (335 , St IE T HHEHE , M
AR IR eah, AR 2 RE I B R
FE AL TE FE RN AR T 2% , SAMe iF HAT 155 4% 8
YRR, ATLAR £ e 25 P B IR & M 576
I A, 188 o o 25308 TR 1) B, B AR M
F GRS . SAMe T FH 4% R (f 45 L 0% |
259 PR FREEVEIT 46 %) BIRE Y THC, I PRAERE
FIEEH 0.5 ~ 1.0 g/d, WL K TEST , Pt e &
PGS T LA R R B TR LA

9.2.3 HEERIHIF  HAIINE KL TRk
FE ST AR AE P T TG e e M D BE A AN B O, 7T
PP TR ek AT OhEE . B AT H S RRISHIF A R
F TR, RRGY R H R EIR, H R
5T AFh E IR 5 A THC, o =2 T A 1
T ARAE 1) BB BRI, IR i R TR TR
43 BEE AT K B B T RS K M RD i T IR
A BUICA MAE | /D08 A L R S W T N
9.2.4 B LR R R R H A S gl )
T2 ARPEIT 58 , 259 e B B eI %
JF 2l AR B A BT Ak, TR vT R R )
FAJE 30 ~40 mg/d, FEIE B I TR 5 v, il
FH—JR G A TN B 5l i p B 4524
T A 4 B 11 61 I L 200 e 5 5 v ™= A= i 28 410 il 4
JFH N7 11 e 2 4 RIDT 00 541 40 B 88, 7835 4
THC JEE BRY7 o, WO 65 I FH ] sk 2 W Bz o 38
FAY I, SRR, WA R KL

9.3 HAMMIARYT  HHREREEW W Y AT IR R R A
A, BT R SZ RAE SR, anghisim g8 95 2%  ah
MR | 5 <56 (i 37 AR5 B ) P 1 R) 3, AR T R R
HHHAIT o AR TSR P B o B R i 28
PWRHETT o n] 25 B AR AE R T k3R
Y7 o IR A LT R i R st Em AT o R
P RG% , XERIT AR EA LR L RHE
IHERAE . 29 FN 3R IR T J7 ¥ JO A i T LA T
R,

ERERALE(MALRY G B RIGESFTHA)
REE AT £0HE bk BES il SER F
ARk AT FER BRI FRE M F AR FE
EFR EAF ERT AN B E2E 0 EA
RS EBRE SRR ER R ARETF EEF B
ot R TR BE ELE IR IFH MEF S
W MET AR RRE R KK
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FiEEZSIEMIT—Fam oAb IE )= RR

HHE AR R AR S RPN R R A AN R AR £, oA R 2 e B 0 — R P IRUA) AR B BTN R . (1) A
T B B SCRB AR ISR T AR B SR 2 o SORE SO R FR FITHE R RUA b AT REAF 7S R 2 Ak (HSCRR Y 3= 28K
PEANEI AR, B SO A A 2B 28 2 PO O I2 W E R 1698 A DAL U i R SO i [ i 8 26 5C
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ST UEM] , (2) 01 SR E 23O AR R A3 BRARSCRIOAR IR, T3 WA i P2 SC e A gl Bl (3) i/
JIrAE LA B A A LTI SCR AT T — P, (4) PLBCRRAE HE 2 G 3 0 Il U5 W5 3 S A R4 BB R 0, 0 2o
FAFATAEAL B AR A B AT, 2 2 50 5% PRI RO HOR B, (5) S SCREAT — i P 15 (R R, I A0S 4R
A SRBORIFAF AR o P A A AT Ak PR T Vb T R S A e 00 T 2 2R -5 A8 U0 e A T L BB
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