IR FEAR T 2R F) 9 R

FIE', R4S (LR EZ RS IR EE 2B,
BB b YR, B 210029)

AR R AT 98 SORRIRY T IR A B T R BN BT 98,
PR R 112%~8%"", SPEM AR % B, R
K, AR TS BT, N A IR B R R oy e D TR
RSN B4, FUG 22, 7 g A R 1 AR
JoUEE o DR i Rt v A IR 2R T 58 (I R T 2, Rk T4
R B G I RO TR HH Bt T v AR it e 1 ) AL

IR 28 SCRR AR R G, 2 & B R PR 5 1k
IR TE R A3 wh A CEl B HE S5 1 3 300 I s
AF o BHY TR SR 64N HFR A M M H AR o
1R BEEL BT & BYR

WAL 98 ok BOR U 52 (2%~ 8%, AR K /T 43
IREEME . At WRETE . A8 et SRR,

L1 mAwAT K HRL 28 [ AT 4 3 n] 5]k pe T 7
L, B2 B D Lok s R R IE Y O 48 DL R
BRI R Z 0, A, TS R 18R
PR IR 5 DL ST R 22 0, TR

1.2 2 AT I PR 407 2 H i 300 IE ) B2 iR
Ko FELErR B2y, Wih A TE 5. HARESEH ] 38
JHAR A5 IR A o FE A L 1) m SO 5405 1) 2 01T
PLERLZ . PLE 2. PuIsi 2y, e 255

1.3 IBAT VAT A £ RURG PR3 2 ) R AR T A
25% M PRS0 AT 5 O N BB TR AR,
AR,

1.4 dESR MR AR AEYRMINEYHRAN (intrahepatic cholestasis
of pregnancy, 1CP) J&—FP7ELE Y T LA th I 5 K B 9e A
PSRRI, W TAEgR T e . B, ICPW
AR, WRES . R R, Mgz, ma%nm
FA Ko HATRE AL 2K DA e s I s e il A Qe s .
S BV B U VE I TR I EA , ZRIEREE N R R
AR S I PR R Y

1.5 A& LB R 5 %y M0 5 S0 AR 3L
RIEEW 2, FEAHEA S %% TR (autoimmune
hepatitis, AIH)  JSURVENHT A8k (primary biliary
cirrhosis, PBC) . JsUk VER{L AR %8 (primary sclerosing
cholangitis, PSC) KA B ESLEHIE. E£ESLEHIT
1, LAAIH-PBCH A Z UL, {EAIHEKPBCE# 1 /510%".
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1.6 K#aFmstEHR KWIEBMIMNEFE (total parenteral
nutrition, TPN) HJ A MHIHAA, TPN-SEHI T AIHL
AN YIRS, AT RE S VIR IR BT L i RS
B S TNP IR BRI 547 06
2 KwRHLH

MM A2 B o3 e R, AT AT — AN IR L I i)
TR P EOH A E R T R R it AN AR
R A, HIFAS AR SEVRARER T, 1 — i 24
REM LBl AR L RE, Py A AT BN 5 5 IBAE
PR A0 KT 6 3 6 % R A KT oS R H
B AR ALE CREA WA, KEUEAE SO0 A G 41 JE
ER SO A R AR S . I R R T R L
WA BN RT3 IR T B 2E 25T
3 iR BEEIBT KBTS T

SRR AT 2 DL S OB A R
TR 2 A I R IH IR R 5 S r A 4 i 7 R
FHLBTZHH (computed tomography, CT) 2552524k &
WA JCREAE BEREL S BT Y BEAE 5K, 3k T s A A P I
JHEAM IR IA R o X AR I B AT k8 sl L A Jle
N4 A% (magnetic resonance cholangiopancreatography,
MRCP) /2 Witk BT AT %5 (endoscopic retrograde
cholangiopancreatography, ERCP) /i H P 55554 2 DLW Al
WA @ WAl A P R SRAF M MY T IAAR? At P
TR TR A2 FE T HEBR AT L (005 DA 43 LB A o AEHE
BRAFAMEVIABUS UM 5 R AR ZR T S TV A2
3.1 PBC# 8 PBCULMEZ W, FEHELPHELME,
P 57 RV PE Oy 32 SR . AR AR 200945 56 [ T F 51 27 %
(American Association for the Study of Liver Diseases,
AASLD) PBC2J7 8 LA L BRHH T JIERE 58 2 2%
Association for the Study of the Liver, EASL) JHyTJAF
FFW 1297 FRpa ™Y, 9206 S K0 A i 75 Sl vk B IR S Calkaline
phosphatase in serum, ALP) F iy S I3 Pt £k ki A4 Pi 44
(anti-mitochondrial antibody, AMA) JH M2V R BH P %
CWHZ AR A, AMARRRERIYE (= 1400 , %
G A AR R M AE AR B U T W PBCIN 2 W . 45 ML AMA
I 1 A 12 W AN v 10 SR, B R RS B R AT A
Zlp o], ARSI A SN .
3.2 PSC# ¥l PSCEERLMIZ0~404 101, ZHUEH

(European



FEAT RAEVEII o IR IRREARA W BN R I N =Z 7. ¥
BRGNS ATE IR o SEU A A ] WWALP . 23 2 4% Ik
filf (y-glutamyltranspeptidase in serum, y-GT) %5 WAy T
Y ANIIE =R A & R 7 W T IVUE NG SR b a1 0 B E I 2N
(perinuclear anti-neutrophil cytoplasmic antibody, pANCA)
FBRE, R E i 22 . FRAETEPSCIRIS W 2 MM 1IN & 8
AR 2 BRI A A, R FFPAMEE 2 R, R4
ZUETTI, PSCZ R AN JH Bl [n) AT YA, BRI
R YA BT AN 50 MR RIS 18
AN AN MR, w2 A UG
3.3 AIH#9 B ATHRM LA 5400 32, W nl ki 1604
Ja, Atk Z . WARRER 2 A W] SO AR L R
AR, SEEG SR A 2 LA L S M = L I e Bk AR
HG (1gG) Jhim M2 Fr A5 HURMITE, JHFEAZ0H R 2 %
Iy TR I 9 A1 AT S an st s H AT ATHRT 43 2 K
2, LAPiEHLE (anti-nuclear antibody, ANA) . ~EIgHLIL
A (smooth muscle actin, SMA) FHTEZ K55 —5ATH;
HHERORAA PR (liver-kidney microsomal antibodies, LKM)
FHF 4l At i i i 4A  Canti-liver cytosol antibody type,
LC) PAPERE# 2 A5 2K, R RMATH AL E &S
HEWFFE R, AT PERF R PTAE (soluble liver/liver-pancreas
antibodies, SLA/LP) FFIRMIAIRE— D50 1E R SCH K.
3.4 B B RILERT AR L E & 65T
3.4.1 AIH-PBCEZLEGALINIZWT  H B 1 2R 4 Chazouilleres
SR IPBC-AIH S L5 AR KIS Wbl (I LARARHED

(DPBC: (WALP = 2 X IEW i LM Cupper limit of
normal, ULN) #i#y-GT = 5 X ULN; @ILiFAMARHE;
ONFIEHZE Bl B I 5 % .

(DAIH: WALT = 5 X ULN; @IgG = 2 X ULNZ#H
M SMAR 1 ;- @ NEA 2R 27 $i 7 v 5 5 Jt 1 T 98 B e
JEFERTE .

(3)AIH-PBC: PBC=JiZ WiksiEh i Py I LL & ATHZ 7
T P A T [+ I B2 A 4 L B R AT 2
3.42 AIH-PSCHE B L AL S M ATH-PSCH S 55 ik 1 2
RALEPHFFEI M, LR R W . sk T
DUF LA OWIRERI: 957 s, SRS R IHE
G QMG RI: ALPHy-GT LA A 5 JE e 7% g Al 1ML i
SR AW BT, FIFAST/ALPELAE T @ H ST
W RE: FEHANAF (B SMAEMTHE; @A
SR (T ot 1 AR =S RN TTETR 01N A RSB
BAE g,
3.4.3 At PR B/ WPBC-PSCE & 454 fiE X AIH-AICHE 5
CROE, B INTTIESE .
3.5 ICP# 5l EEARSELLU T JLal: ORI ™ 5,
@ALTTF, BHITER (bile acid, BA) FFiiliid: @4 Ui)s
SETRAAAE £ 0] AT iR
3.6 Hdptiait AR e g P IRT R BUR R 2 e,
MRZGEF I Z A1 AU L. 2R EhE LR LA OIFIR
R QISEOE. EEMRE. BB, HOR. R SE
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W QLI ERALIALP. y-GTHIBATHE N ERE, % B
HRIETH R, WA dete . A SRR, RS
TFHHALP > 2 X ULNER{E (RYALT/ULNSALP/ULN
MIEAED) < 27, FPAREE 22 2 VARG 22 40 4 BT IR 1 4L
FRAE Sk 2 PRI 4004 1 2 B0 R AR R, IS W2 2R
g OHERR 105 0 Hofhms R s @ B AT Stk 20 1
A3 13 25 0 b5 L [ I P AREAE s TR 45 G i 2 C AN
AN R R BAFIEN
3.7 & gm A I K AT B AR it AR R 65 S R
W AT LR OWRREIL: WP AR ik .
L S PR O B I 5 (IR, TR IIR T I R
JEPE. K @K SR A: TBil. DBil. ALP. y-GTHY
R, A BRI B
3.8 EH IR A SRR ARG S WhEl R, O K
W s, — GBS, AREHEANREEE= 40 gd, L=
20 g/d, SRJENA KR L, LFBARE> 80 gd; @IfiIK
SR A e, FTTERER, BOA A RIEIRE . RO R
POEAE; BTSN, AR PR L T
SR, GIMIEALT. AST. y-GT. TB. PT. VL4 ik
1 (mean corpuscular volume, MCV) %5fgbr Tl . HAAST/
ALT > 2. y-GTF i~ MCVFF i A RS ks 1R A 2570
Jr XL FEbR T R R R, AN AR E TR (Hy-GT
WA, A Ti2W @RI s CTR A iR
W ©HERRME I 2E AR B G LS 2590 1 B S e 1
2, FRATRBIAESTEEO. @+ @I SISk
PEFI -
4 BB EIRTRHIETT
4.1 PBCH#76 57
4.1.1 fEZ4HR Cursodeoxycholic acid, UDCA) : HHETUDCA
JEVRITPBCIN 4254, MEAERIEA13~15my (kgd) P,
4.1.2 UDCANA RAEFHIETT . 2009 FEASLITHE R i 300
UDCAEYI % N RALE R TE AL (L2253 1~ 33D
B, AR TUDCABK A A 25 186 ~9 mg/diny .
4.1.3 MR : RS AR T 12 35 5 1 BHPBC JR 38 I A A7
/ﬁﬁ[m]o
42 ATH# 6 57
4.2.1 ATHIFRUETRTT CHE AN B, U404 FH R R Ehl Rz o
PREVRTT 1L Dok LR T S5 /)N A o5 S W R U 3 R s ARV
BIT I YERFIN . WE B SO R AR R I, B
WA T R 4 RE IR AR IR
4.2.2 JRIT RIGCRAERIETT . O ]G AHh A48,
HOCHRE, MR AL R], N, UDCA%: @
A LR W, O TAIIRILh B & G
PEZER, IR T D, TlE— P R
4.3 PBC-AIHE & G2A- IR 4976 97

T W12 WiPBC-ATHE S £5 A ME K 8 VR 9T 77 AT W
B, M7 ZE: UDCABLGBE ol siar, JLnlfgid i
Hertiayr 5 e RO E: IR SME FTUDCARYT
3AN H oA AR ) A A2 2, i A DR B o =
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R JEAME T R a6 57 B 0.5 mg/ (kg-d) , TLEIALTACEH
IR BEFFIR BT, — R R NAE6 S H LA R
4.4 PSCH#16T  HBTiAIT EEET W AR W IR E, WlRwTE
b BB Z . BRI RIEE P . B . UDCAYR
T ARG IR SR B, (AR BHUDCAR T A B
R 3R AR AT A K B A A I K Z150% 1 PSC /B3 76 1]
LA WA, AT A BBEIRIT . SN BB S VRIT AL
KRR B B (BRI D, WATFRA
7o MR AR WIPSCREE HIME— TR B -—ER
HRE,
4.51CPe96 57 ICPIRYT His B R EMRFEIER, FTEIH
THRYENS, SCEFIIRE, KA, SCRITIRS R, 2994
ST EEALE: QUDCA: JHRHARITICPINE L), Tk
rHE A e A R A A 10~20 mg/ (kged) , 43
3™ @S-JRfF-L-# 4% (S-adenosyl-L-methionine,
SAMe) : SAMest B 5 il 24 i i B BB e A T
JTICPIIZIY) . X T Fouehr gr gt /i, WA B e,
GEZ AT — EAE ] . RUDCASRHEIR T o RO A,
A IEPESAMe sl I AR TT o
4.6 B HERRT A ERMERT HR 6906 S VRTT IS S TR 1k
FFr s T o R 0259, (R B a3 oy 25 9 B T B
FIHEM . fRIF 259 i) 5 FESAMe. UDCA. i 523 bt H
Ky Z A5 IR AR ks
4.7 R KPR A AT R 6906 7 AR
BT, WCHBRE A NIRRT, ML ZEml Bk AT
TR SCEIH R BUEYT o T IE R H RR H 7 & SAMe.
UDCA. S IR p 2y 4,
4.8 AT IR A SRR ARG E T VYT IR TP TR 1
JIEAJ R T S VR TR PRI 2, VAT Sy T
FVEFECHE, IR PR IR B R, B AR 14k
HMEE TR R FIE VAT WORS M AL R L RER . 244
BIT AR 2 G WEIREEIN R . H R . BN AT IR
BRI
4.9 TPNAB X 27t 424976 977 UDCA N FFAESE K TPN i
()7 TR G FHZD R MUAE, 55 SRS AMenT 1 IAEY HL
FEARAT AN AR PE . DS TPN AR BN 2 A i s

L BT, IR R i 2 Bl R R R A R
i, HRAEIE I B 05 R H AT I, R RIT IR
s WIH AR SR A AT IR IR R ML EE 2K SO A, (H
TR VEAN I R IR A T i 2, T E— DA,
VLB i) i SR . H AT F56H I PO R TR B R 25 ) ¥
JYIEAWE, WUDCAM TIHIFPBC. PSC. ICPAEAH G
JF9s R, H X 905 1) e 2 A 6 R BB A FH 1 A T
BREE—L Vs SRS Fe R, LSO RN e kI
UDCAPRRA B DD REAT — 2o 4h, oA R ILIL i) GE 4% 5k
U S AT AT A AR s WFHU G I BRIL LA, 7EX)
UDCAFIZBANATT IR LE b R I, PR G (I R AEAR,
WikSE . Z MR AEIFE B2 R, B IR PR K
WIN AR RN Z, o B2 i) 2 e e, o

LA e AR, X T ST S R, A AR 2
RENEEW], TN AR, 5D BE S k. AT 20T
R B AR I AT S AR R s FHEAR ) 12
T-BOIX L 2y A (0 B AR Sy 7 WL EEAT e T, ds AR
P27 B e vk SR R A BE AL 6 ke 0k — 2 Bk i
RIT R N2 R 28 R S AL AAE R IR R 250697
TI BT 02— b, BRSPS R kB
BEATRE VAT R ARG IT S M BEA B2 ORI
AN HE L RIS S 7 A IO AN w8 K A BELI 3 AR T A
B RS AT RO
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