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1. B

PGS

HELTPE SR P IR H > 5 iE (Progressive familial intrahepatic cholestasis ;LA N PRIC)IE, & Yufa A
PBYEBARTE N L5 RIEDIFNIBH D S HHE THY . Z<ITFLIEH (1 k) [Z3IE T 5(1,2,3), %

FEDJFKIL, e RNl s R CThd, BUEETIC 3 FEO R 58 xR AMERSh TRy, &
G FEICE-SW T PRIC 1A, PRIC 2 A, PRIC 3 Ao 3 JiALIC SN TVA(FR 1),

PFIC(1 B4, 2 Y 3 WD Ye iR g 8 n F D A5
PFIC1 7! PFIC2 7 PFIC3 %
BAR TR 18¢21 2q24 7q21
BEiLER T ATPSBI ABCBI11 ABCB4
oo AR — 2 — FIC1 BSEP MDR3
FEELNL JFfige. NEAE /B JIF i JHF fik
k. Bk, H
JRREFIE A =X | BAEBIn T ATPSBI O | BiEE{s T+ ABCBII @ | BiEEIn T ABCB4 D&
A BARTAERTFICL O | BB TARICIVIEHE | (5145 T MDR3 O
REME T 35281280 | NIV AR—2—BSEP @ | fE2ME F 35281250,
EMBERE —HEE) | BESIORBEEOK | BMBE~LHRtSh:
i E LIE T 8 3 5 IE | FARIER K Th D, REE D B LA 3
JRIK EE 2 BN TND, e L | NEV B2 0O S im TG
PEVEFICED BT
fa . B A R 23 B A
ZATHZEDFAE R &
EZHITW5,
BTk AR T2 W+ IR B | B T2+ R B | AR 2+ R LR
2 I DI - Yt 2T - S e fh,
2. EF

PRIC OFAEZRIL, WCKTIX 5 I5 10 JTHZAEIZ 1 4 DBERERTHLEHERSIN TNDG), £, &£
FFER1E, 2010 4R IS SN - 2T RIS T DI TIX 5 5% T 50%, 20 5% T 10%FRE L R DT,
2014 1T H AN LRI 24 PO Th V- 2 EFR A I, AT 2B 501X 70 4
FRETH-oTe, Fo, A D TE72 PRIC2 B DO LB ZZ T 72 15 FEFIZ DWW TR, IFEAE DIE
B4 1 22 H05 3 D HITHIELTEHY, 2 15 FEFIH 9 FEFA A% 3 1 H ETITHZIZE > TS,
15 SEF T 11 EGIDSIFRHEASZ T 7228, Z DRI A% 4~9 AN T HITh o7, 789 3 DT
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BRI ZNEH 23 00 H L 57T 23 L 76 93 H Tdh -7, PFIC3 BIH AFIZ T 3 FilffEsREN TW5,

3.

AR Y

(1) PFIC

PRIC 83 D 65-85%1L4E% 3 7 A £TIZHIEL . A% 3-4 7 A TR BE(L T2, BERIIMmD
TiR< | HHAME CHVIEIRE E 27257, PFICL AL, PRIC2 Bl L%, 70-80%A3FESERFIZ HH 2380 . B
R EREE A D, IO IZ BRI A | SR I IEME BE B - IT 5 THY | T
2 FARIZEDIECICED, PRICL AL, PRIC2 BILH RS S i EIF B ENOIFIEZ | 1T, P2
DT ~EHEITT 203, ZOHETIEL PFIC2 BLod J5 78 PRICT AL L0 By N(1,2,3), PFIC3 BT LRI
BAENEHIE CTHRIE T DL O SIEYR IS IA JER E TRIET DB ETH 2 THDH M),

(2) BUYEKABMERTFNIEH9 >#E (benign recurrent intrahepatic cholestasis; BRIC)

B R ENTHER 2 2T 2BIE DAL MO, BYEAEPEF BT D > WiE  (benign recurrent
intrahepatic cholestasis; BRIC) &FEIZ4LCEY, PRIC1 &, PFIC2 B 2%t LC BRIC 1 % BRIC 2 &
PRI TND, AR 28 B LR B oD BE FE O AR BT A 540 TV, BRIC IZTHAEL 7214, Ry YRR
LT PRIC IZBAT I DIESI D3 & T a(1,2,3),

(3) HEIEMEIFNEH S >TE (intrahepatic cholestasis of pregnancy; ICP)

SEBRVERT AR TS > HiFE (intrahepatic cholestasis of pregnancy; ICP) I3, REAEDRRFER 2R e L £<
DAERREE 2 = I LI IS R D N DIEIR IR A OB T DS E TR Eh Th %, ICPDFI1/3T
ABCBLEAR T D~T RS RERBRDO LN TS, BHEDO FHIZLOD, BEAHELL TRES
TEANR TR ERHVEE LTS D, EIRICEDIFNITH o i U7z AR 2 A3 A i 554 e 55 Ui
IZEEICH S, 2oLz B EED IR~ EGIHEA ISR TEEZLN TS, FEN
B I AE AT AR HIZ 2 < b1, 36~ 38 ETO BRI NG THLHEE Z LN TS, KEIREYR
TOHIEERIT60~90% &V TV DH(1,2,3,4),

BRI FIT B,

(1) PFIC1 %

PFIC1 MUi%, FLIR MW DEIEMESE S U CRIEL (LR FEE | TR B~CEIT 5, F7 T IE, 35
e E BT 5, ZOM ARS K| FrEA9FEE(stubby fingers)& 29 %, PFICT B DO EAT4F
FICT [ZATHROIED>, BN, N, BEls. a4 Bia, B, B CHIBIL THD72 | IS - Tl
PEFRE R L Lb 1T, TAMER L TIRIOBER B A &3 28bd 5, BIRANTIERZ 2 D8E
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TIDOIFEED NGV, B AEERFARE 9 > HE (benign recurrent intrahepatic cholestasis; BRIC)
L BUERE I TWDDS, B AR T R B O EIEE O BIX MG TUV7R0N(1,2,3,5,6),

(2) PFIC2 #

PRIC2 BUDE £ 55+ BSEP I3, FIC1 LE 22D AFHIIIZ D AR BT AT D FFAMER 2 E 729 2 L id 720
23, PFIC1 (U TIHFARE~OEITIZ R, RV L G52 245, FEDOY S IR0 2 %
JETDHH BN TS, £72 PRICT AL L[EARIZ, BRIC2 BN TFEAET 5(1,2,3,5,6),

(3) PFIC3 #

PFIC3 B3 AL R BAEME A CHAE T 50 O BIE IR I IB A FE/R & CRIE T 561 THk~ C
&%, PFIC3 TiX PFICL, 2 &H720 | — AR ABTF D - it B & RAR I ik & CE e L e v
filf, #eREIT R, AST-ALT mfE&lbIZ y GTP b mEA7R97(1,2,3,4), PFIC3 (3 H AN TIZFIEN
fi 6D CH T HEH ZHIL TS,

# 2. PRICI R, 284 3 RIDFEFETBAL, Mkt . FHHER%E S
PFIC 7 i PR

-FIC1 DR BLUERAL K OVE Sk
RO 1Z2>, BN, /R, e, 2= B MAa ., BERE, B CHABLL TV
57 M ST EEEHIZ, U OREREL T RSB . <
DI IR E | B A & 2T H D,

- R R S (RETR M | REEAR PR 7

- MR AR AR
EHEEULE Y MR ER R IO AST/ALT OEfE%z %455, v GTP &
FEFELLIIRESEICEEED,

PFIC1 %Y

- BSEP FBLERNL e UMER
PFIC2 D EAT:SrF BSEP (X, TR ML Z D H I BL 57D FFAMEIR
X ZEITeVA, PRICT LTI AR 2~OH#EITIZRLS HFEDID
WM BRI 2 8 E T2 B BT D, DR, KRR ENALND, &
DAt FIURE JCHERE . 1L 2T — VB | BTl s <o IEA5 Al e D & BF
PRIC2 B MEVMEIZ R
- R R S (TR | REENR P 75
- MR AR AT
PFIC1 &[RBRICEEEE UL E S RIBEH BRI IO AST-ALT O EfEZ &
L. AFP & @l 27425, vy GTP EIZIE RS LT E S E Th b,

51



PFIC3 DMERE S D720 | IR BR 0O S IEMEAE IS LD BTS2 A . B AE A A

*MDR3 D F BT K& OVER
PFIC3 O EAE4rF MDR3 13, [T FE MO EMALERIEIZFBIL 2%
BEDOHER Sy 1 CTHDT IV NEE DO NENDIME~DOBAT 2T D, I
FEEHAE S BHARE ~E PRS2 AT B2 X MDR3 OARMEREEZ L, 7
SIVEE, AL 2T a— LRIt bE N, ZELT %, PFIC3 T,
MDR3 OHEREIR PV, BB ~C PRt S A7 B g OB LB

R 3 BRI E R DI E A Z T, IR FIEL TWDHEB X HILTND,
- MR AT
PFIC3 13FL N B IE M FE CRIE 26 D DAEIR I AEAE/RE T
FIE T DB ETHiA Th D, PFIC3 TiX PRICL, 2 L8720, — 72 18H5
SWHPELR B L FARIC MR R A CEEE VLY Al #IBH . AST-ALT &
fEEEHIZ y GTP ES mEAE =~ T,

5.

BB LI DR

(1) PFIC1

MR CIREEE ALY B BB LY AST/ALT OEfEz 23508, MiFaLA7o—L,
vy GTP flEi% EH- L7220 N(1,2,3,5,6), TR T, BEHO WA/ NERIIBE L0 EBMIBE THALILD
ZEMEHSCH D, B BAMREE CIXBAARAE NIC Byler’ s bile EFEIE D HLUHEZR AR O BERI SR
1% (PFIC2 TIEABIHIEME THD) . FICLITH 28 AUk 72 | fufZ de TN EE<dh
A

(2) PFIC2 #

PFIC2 AU D FEAT43F BSEP X, FIC1 & E ARV D AT BT DT O I AMER A & 7T 2 &30
75, PFIC1 UL L TIF AR B ~OEITIZ RS, FHEDD B IR 2 FAE T 2616 FnH 1T D,
MEMRACIX PRICT BLEFARICEBEE U AL S AR ERIS L O AST-ALT O EfEZ 23253, v
GTP X LA L7220 (1,2,3,5,6), JFALA% T, ESMAAVEIF R D FFBB LS50, 26 TRO LD
HOTIF RV, R LVITE G2 2975, S0 Ye a2 Tl 5/ AR IS 2 35 1) % BSEP
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agenesis of the ductus venosus
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Table. 1 Clinical and pathological profile of the 14 patients who underwent surgical treatment

PtNo. Gender Gen.e PET Dx. ASVSH* Age at Operative Ultrasound Macroscopji* Fl.'ozen §e::i:n P'altholofgical
Mutation* operation procedure Exam. Appearance Diagnosis diagnosis
1 M P-ABCC8 H - 6Mo. H,B + effective effective H
2 M P-ABCC8 B,T + 11Mo. B,T - effective effective B,T
3 M P-KCNJ11 B - 7TMo. B,T + effective effective B
4 F P-ABCCS B - 10Mo. B,T - effective effective B
5 F none H - 10Mo. H,B + effective effective H,B
6 M P-KCNJ11 B,T - 4Mo. B,T + effective effective B,T
7 F P-ABCC8 H + 19Mo. Enucleation(H) - effective effective H
8 M P-ABCCS8 diffuse + 23Mo. T - not effective effective T
9 M P-ABCCS B + 2Mo. Enucleation(H,B) - effective effective B
10 F P-ABCCS Not detected + 8Mo. Enucleation(H) - effective effective H
11 M P-ABCC8 H - 6Mo. H,B + effective effective H
12 M P-ABCC8 H,B - 6Mo. H,B - not effective effective H,B
- +
13 M P-KCNJ11 H 3Mo. H,B,T(85% resection) effective effective H
14 M P-ABCCS H - TMo. Enucleation(H) + not effective effective H

*: p means paternal hemi-allele mutation, **: arterial stimulation venous sampling test,*** effective means “effective to detect the focal lesion”  H: head and/or uncus, B: body, T: tail, of pancreas
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