SRR (%)

KF AR AR ER
Te B8
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L R

AIENT S RYEDITF A IREHEHRIE T > T, WIR THITFALRE O F M - 3 ik - TR DOILIEZ 2 55 DA
HHETHDIL, 2], BKTCaroli disease 135 RMEFFRRHEIE 2 fE D72 VB D ZEFE L, £E9H DL Caroli
syndrome &L CTXEIZI TS, ﬁ?ﬂf“ﬁDU(Caroli)ﬁkLT?Eﬂ:éhé%O)ViCaroli syndromelZAE4 L.
FERVEFRHEIEZ LEO D DK 0 T D, ARE D PLIRIF N IBAE 1L 1T M I IE &Y E 2 & 72 Lo < il
IREYRIBEIZ 2D,

B RNV R AR IS I O T i R 42 (ductal plate malformation) 3B G- 5E AL TWA(T, 2],
BEEREOIZIZ, I Uf7eun L Caroli syndrome &7~ T REELL TROLZVDOILIZRMLRIE 1 TH
bo FDEEE R FPKHD1 O FEW X M0 Mo 35 (25 D FEE B M D — % = (primary  cilia) B 5 D basal
bodies\ZRTET D, [ ZRIEFNE | SN DI VFEE7-9 3 2R B EL Tk, x7 29 (NPHP locus®
BT B (WDRI9E (& B 572 E[3]) ) . JoubertfE & HE (JBTS locus D i&E{s 1 B i) . JeuneJiE & &f
(JATD2 locus®DIFT80IEAR - #) 7o E M E SN TV D, ZNHDOFRBDOBEIR 11T — RIEEOHEREIZBY
HLTWDEHERIS AL, PAER 325 A B W (cilinopathy) Si PR3- 5203 2[4, 3 72bb | —RilkEL
W 200 FORE D BN, T - I O SRE | AR EMEEREDRE 2L e AL
DOHD,

7e i T LR MEFER T |13 TITHR B EHR LS TODT2O BRI D RN T2, BRI D T 2 F8 M T2
IZEO R DOIEENORATLHLOTHY | JHEEOZBEFFT | JFHEBILORRR L7200V ERIN
%,

2. EF

% r&%ﬁa%%ﬂgﬁabmwuur TT<FRRBEBTHY | Fhn TR B E BRI S T/ R 3 E
O 7 /D HETR PRI R 2R AFERIZRZ W AR EITARTAAERUCBE 3 D098 ) (2 BE) FFpk27
Eﬁéliﬁﬁ(ﬁ%ﬂm%ﬁ 0-20 rﬁz)f I 4 BIDHERSTND, BUR TIXZ AR IE I CEHIEFIL
Thb,

R P R T AR S U AR B R FE AR A 7 2 )N VR 18 1 R i R ER D B ik« 8 L - AT - 1R AR IR I B 975
AR ) OINAEBIE) S 23 4F BE s T8 Va0 P A i 98 BRI 8 S5 3 0/ NSRBI A L3 R BB Ay BRI 3817
SER MO T IAUE, IR E R & Uiz /N R E S A 1 0-20 5% CTHIAE 4-9 4 Tho
=

E0, B AFFBAEAFFES ORGSR I IUE, 1964 4E205 2013 FEODLBEO R TOFBHEE] 7,474
B 15 B3 VIR SR RS AL T,

3. FRRRAY
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ZRMENE 2 G L) RICB T ORERTFOmMBEC M T DBINL VN, ERENT ORI
(OB BB DB BHDH[2],

4. FRIRPTR

JFE R DN BL AV D IRF 39113 50 VR 2 5607 AR K ClE AV, TR 23 500 %, REE L 73 i PR 1) 722 i T
BN, e RIENTRAEIE 2 (£ 5 B 1 FIIRE TTHEAES AR ISR THY | JEBIZ > THAMEIRE 23 3
THHH FINRETTHEEE DS AU D) T 52 51161, BEIGPENRAE & TR D~ Hi | B R T
95 BUILSE | BRI IEE | AT OG RREIR T 72l & A%, PINRE FUHERE TIEB b &b Tk T i, AT e
W IPYENIE 22 E 2 0 %, BAEDIBLINGIAA IR MR O & IHIERE 2 2 %, FFE 2 5 0F4
HEMRFRBAFN AR T | SR, FIERF DO LI N TFRIGREZ B D,

JFREAR LIS D [ B PR DB AL < IRIAZA - TARFH RN A R I L DIERZEI LD Z N,

5. BBELRDLRAFTH
D) ARSI EPEEED A B, E D HE NIZERIR ZZE YO8 B G = A 52 e 20, LIFL
I ductal plate malformation %75,

6.  RZHWIORBPERDRART R
1) PSS AR A e & B R A CIF N IBE OERLIRIEREE 25, <32 B SR Th D,
2) &R CT THLRME NICHUINe sURDER A (central dot sign) ZULIXLITER® %, MRI,
MRCP Tl central flow void sign T2,
3) BHEMRA TR A - A ZZ LN E0,

7. A
A, FEUER I L O R
R N N/ e ATAN
A RAZPED FEEN - R 2 P DT LR 20N
NEANZPEDNESR - B A D2 LD DD,
PR TUAESE LS PED IR T I, SIS e . P MRA i -0 . I PEIE A2 22 D 2 L3 D,

=ow N

B. Mg i
L HERBRETHNIRE OBIRIEEZ 25, ZAILRHEDERTHD,
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2. & CT CTHEEMENIZH/ N2 sUROIEFE IR (central dot sign) ZLIXLITFEO D,
MRI, MRCP TIZ central flow void sign T&H D, IZNEEHRE CHNE A BAGE2RDZENSE
/AN

C. JHELFT A
1. FRFEICHIREILREN DI, ZONEE NIZERIRZEED SRR FEEEE A DI ED LN,
LIXUIE ductal plate malformation % #+5,

D. #RIFZHr
R #Es (%5 67) TR | 2P E OB K LI > TR 2,
G AR A E 7 I BR AT L CHT P IRAE PRk Tl W T I Ko T 238 MET S8 2 R4 375
(IR PEIR EOE AR FEF 26 T Z B MERT OO NIIE KT T DIRIR I AR T ANERR EE RN T HESE |
PRV RAIARTA L OB 5[5], ),

<iWiik>
A WZETDIERONT NN AL, B 1 RSN, ABLOB EFEET D BERAZNIZHD
BAIEET D, C IIMNATIE VR FFE LW ENNLETHA,

EUEE ) HH
HAERE 2 A Eakt 542,

R A m IR ISR K 9D ER < AT 37 TR L B L LRV VIR TR,

UL A a SRR DAEIR BT DI 2 B4 203, ZAUCL D H RTEBI O Hl RO 2
MELL7RVRTE,

FUE L2 A IS IR R § DAEIR T D7 IR EL , ZHUC D H IKTE B O il RO/ 7 4 2
TR THD2N, PR W) E7213Z DT DR T2 TS LB D2 IR TR,

BEE S e YIS A DR BT L, B LI LS QOL AR F 2k 4 i AR IS LD A (T fE RS
Ko ho TODARRE ET T RN T AL 6 7R RE,

EUERE Y REIT, LU O B EEHIEEH B ICKDHIE T D,

[FEE I E A ]
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. JEH S SR RE
1+. Fife) 7R BEMERIEAZRD DD,

2. v
O MEERGEOERR (GYEIE R - IHEBRDIETART AL 2013 IZHET D, )

ﬁ%d)*rf' TR

A-1. RB(EEBRZHICLLHD)
A-2. MRIRE : RERISAHTR

B. BBit50iHAT R

B-1. EDHBRFE(TIEE

B-2. MBRE  FFHEERERE

A BT RTOFRZRHZELD

A.BOLWTIANERBHHELD

F 0 A2 AMRBORE. MECRPIEN LR, thd XEETETIMA
B-2: M;EALP, ¥ -GTP (GGT), ASTEALTDO LF
ALP: alkaline phosphatase, ¥ —~GTP (GGT): ¥ —glutamyltransferase
AST: asparate aminotransferase, ALT: alanine aminotransferase

2
5

vy

BiE |(A-1: | & BT>38°C
A-2: | RIEFTR WBC (% 1,000/ 1) <4, or >10
CRP (mg/dl) =1
B-1: |#E T-Bil=2 (mg/dI)
B-2: |FFREMRERE |ALP (IU) >1.5x STD
¥ -GTP (IU) >1.5% STD
AST (IU) >1.5%xSTD
ALT (V) >1.5x STD

*STD (standard): ZIEH D EFEDOT—4

@ RRIERE YLD EAE T

1+, IR RZ—RLLERAEL , £ DO RBFABINRHF S 1 22A RiGObO,

2+, JHERI ’ié%ﬁ]\ﬁ%bﬂfﬁ%ﬁf‘%i 122 A BLEAEEARTR OB O,

3+, MHERICEDBBABMFEMFE 2367 H LLEOL O Ho W T EIEMUILIEZ & L1255 &

3. MARETCHERE (PR MAT 55 OB IR D T AR T A2 2007 ([ZHET D, )
O &I H - BT IR
1+, $RE RO D15 ik Cidian,

2+, Gy EFR R A0 50, H ML OBEER 2GSy H i 7 RS - B 58 orE &1 TP ARIE T
HERE BN 125X Cb 78 F2 UL EDOLD | FAITRFRAT RERDHE D, BTk
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HOBABIICHET S,

S RS 2 3R DA% TRIRIC KD s ha— L3 W et 0, BFTEERNRE OB A h Z U HET
Do

3+, A hE— L TERVERRE A58 5,

@ JH T E AR

Wi iEs > F 2757 4T MR 15% LA EFE2ITENRIL T AaDO2 7% 15mmHg LA EA>D

1+. PaO2 A=A T 80 mmHg Aifi. 70 mmHg L _E (2% B L - % i ik 32 8 Fn % Tl 93-95%)
2+. Pa02 2VE N4 T 70 mmHg AR, 50 mmHg LA b (B 57 {85 R e 22 f Fn J Tl 85-92%)
3+. Pa02 HEWAUT 50 mmHg A (25 7 L o B2 e 58 B F Tl 84% LA T)

@ PR e i A AE O i i EAETE IR AT AR T A2 2012 FEUETRUCHES D)

2 W FLYE (the European Respiratory Society Pulmonary Hepatic Vascular Disorder Task Force 2004
Consensusu Report)

a. BYEAREBOAEIZREDL T PIIRE TEEZZR DD

b. ZZ TR B E (mPAP) >25mmHg

c. FHIENARFLAJE (cPCWP) <15mmHg

d. imE#EHT (PVR) > 240dyne/sec/cm2

2+. MR & MESE 2 W R HEAT 7~ L. mPAP 2% 25 mmHg VL E| 35 mmHg R

3+, PR &) I A 72 W 2L HE A 72 L. mPAP 2% 35 mmHg VA E

@ MINRE TCEREAE IR
1+, e, PRE, oo — 56 LITEBERD L5, 162 L2,
2+, A m, BEE, D> HInRE L EETo60E2 — Db LIUIHEEERD D,

4. BAET LR RE:

O RE#EEE (A BB HE R D A=)
1+, FRLFRD 1 FEEDFER

2+, TRERD 2 F2i 3 BEDFEHR

3+, FREED 4 BREDER
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@ REEEEDOEAEEEREEENRIT)

EE B DR

BRIDFER

FEAE . HIWNTEEAERLLGL FEAE ., HDWNEREAERLLN

1 ?(:AZAXT%#“ BHICEMKTLRIBTE | RMEROT AITEVS BICEELTEIRET

B KEND

(3354 FYRITEBELY,

2 BRICIEZFAE BURGERE, —ERIFY. H B EHREHIN. BITEESED EAHDL:

DICENRDHHIEELL,

thegg  |[ATERVLTLS.

3 FRY , ARTTHEL EADT=DITAT450. [HBCTENRD S, VEHETHE—BITEND

A EREEDSBICRYENSHELS

4 WTH2 THLDBMBWEH BOTLESES |FECTIREEALRAGL, LEoBRSELTVS
B FTEITFTERGYLERDMBLFITONILY, | A BLEFETETEADRAD,

@ pEEE

1+, & SD Z2a7»-1.5SD AT
2+, R SD Aa7h-2SD LI
3+, R SD Aa73-2.5SD LAF

5. JIFHgREREEH ORI kT —# B LOYEIR

Qg7 —4

1+, TROER O MR R AT D 55 FE AN 1
2+, TRLFE D MR R A D 55 S S 2

RINDHGBOENLE D,
RANLLERBDBENLE D,

3+, TRLERDMBRADFERFE D 1 RINLLEFEDOHNLHO,

@IER

I+, TFRLR DA SUIMIEZZRD 2N B D,
2+ T ELFEDOIEAK SULIMIE O A FE D Rk

DB D,

3+ TRLR DMK SULIIED 8 B 2D D D,
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B E /KRR M FEEDORY FEEERY
migRey ey
, 3~1, . 0L 3.0
(ng,/d0) 0.3~1.2 2024 E3.0LTF o]
iR Y A
(g/d0) 4.2~5.1 3.0ZLES3. 5T 3.0 KW
(BCG &)
/R¥K
B0 13~35 5 2L E 10 ¥ 5 FKW
ZubureEyr .
BE (PT) (%) 70 #8~130 WUETOUT 40 KW
B oK — Ak BRRMEBKS Y
B E (&1) — i§: 3 j1§;: Y8
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#£1 SHERES
B oM E R 3 £ ¥ X
IR — W ) X2 s, .
I | sesuye xicms Rk, :§?ﬁ°ﬂ°rarwﬁv
B LR, KTk HiRVIEEE, °
R g contuiston RAEEBR 2,
N BoRES. I REH Y,
1 ERRETIFBTERY)
& X ICEIRRIE (WSEO XU CBRER L
LEENRHKS)
WAL EBR D70 T B0, HAD
BRI BEL RE 5,
LIZUIEREREBE ST AEREL & | DT REBHY,
VW, RERBEY HE 5, (BEFEOHBHIBZLOND
- MEIRRIE (12L& A PR TWVW3), wBa)
SERIBCCBRIR L 5 525, MAOHTRICIT | $859 137 B e,
DR, ERREZXRY (HER2ASIT
S 23),
) e
& HRIBKIST B, )
ns,
v R

FEHRBIZ S o =< IS LRV,

6. FRIEENHIBR: performance status

I+, FRERDOAIZYTLHHD

2+, FTHRROUFEFITITIZE Y T5L0
3+. FREOAIHEYTIHHD
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R & - e R ®

ER CHEBRTE, HIRERT DI L2, BRI RA¥ICSD

4 F¥Z25H0

4 BEOERRD Y, AEGWIIHIREZIT IR, $17. BHHEENT
TEHbD PR, BOFEE WELRY

¥ BITRHDEDLYVDOZ LI TEDN, KD LAMBRBERILEHHY,

Bz cx v, BHRDS5 0% ERERLTHWSHD

HOEDLYOHIBREDOZ LIXTEDHN, LIXLIEMBRLET, BF
= D5 0%UERRKLTEY ., BHTCRBA~OHHERIZIERTHBE 2

Sbd
4 | HOEDVOTLLTES MCABHELLEE L, RARKER DN,

ESORERBBERy FELCRONS b0

EREEFIE
BRE EEE BEREE?2 EREES

RB+ 5o - 1+ ND ND
GEPERRTS - 1+ 2+ 3+
BE#IRE - 1+ 2+ 3+
FFF A i 1% 3% - 1+ 2+ 3+
FA A A =5 M £ i - ND 2+ 3+
FIAREFTERERER | — 1+ 2+ ND
RS R - 1+ 2+ 3+
BRERESE - 1+ 2+ 3+
FFHgge-MxT—% | — 1+ 2+ 3+
FFH8E - iEAK - 1+ 2+ 3+
H R EEHIR - 1+ 2+ 3+

EEEHFEEOR CRLERDEVEBZXRLNEEELT S,
BEASOMICOWTIE,. HNIESEEE I LU L, EEE2UENESH(FMD 5 BB DIKEIZE->T
RESN, BT LERASOFDEEIILEEFLEL,
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9. NI
1) JRFEPERE AR J%
2) PAZEMEIRZIC KDL LR
3) ZRMNTEN
4) S RVENBEYLRAE

—_ = =

10. 5%
A. PRAFHITRIR
ATPERRAE R D P E FIE
» PR TOEE |59~ Rl # IR 1 7%
 FFF I AR R0 U A v I (563 2 S e i
B. #MEHEE(6]
-HEIRVENRAE 2 & T3 IS OV T A T B BR
IR CIERREENR WG A B E S E

1. MEEBWEROT +u—T v 7 e
1) BEHRELHDOE TRHILARDB G, SARHEROZ AL 7 &5t > TS,
2) TRIR LB AINARICEDIRE ROFRT i H 07256 365,
3) WEREOEGIHIERE LW, EHARE TR R2X 5,

12. AMICESTZREO7 yu— BT 8. 14
FERTEIRE R CPIRIE TUHERE O B A ke 3D L Eb 10, BRI E O A0 CIXT B B L0
INT U R BRI NS ST EH RO T, Fi2, R IRENE Tl &b HIWE DO MR &2 HF OV CRY  IF T
REDRNMBIN DD, RS TINEE CH Dl D&M E2EFEICT Au—L VKM ERHD,
FIMBE RO G OHIE B ZTAD,
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1. Arnon R, J.M., Perez-Atayde A, Suchy F., Chapter 41. Fibrocystic liver disease. Liver
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2. SR BRI, IR =, SERHIIFNES 1 ZENATEE I - 2 ZENATENTSEE, Caroli #,

BIEIPEFEE . IFIJEE, 2013, 66(4): p. 671-679.
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