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DEENEHTH. ERESOAELHS. BEEEDURINELEHE)
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QERERLBFEHEICOVTUTOVTRIZEZALET N (o)
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K BIRL-SEE LTICEARMIZREELTTEIVW BEERLVVSBEANAINSZEEH

%, —RBIZHEREBEFITE)
E ( —BICHEMESRZEFZEFD )

QI EBOEEINBEASHNTRNIZEIZDVTUTOVWTNIZE LT EH E(e)

aMEPERDERLGE . BEDHHERIZEI>TRET S

b. AN REDREREMNRRA (O—ERICHoN-RPERERLGDIEEEF VD)
cfAILMDER(RERB) ICE O TEIERISNHIENALH T ZRED KSR
dEFEENRERRESN TS

e RETFAE - XRENREZH

R EE RN

GEELTWSISEEERRZE)

EEMRETHD. A RREEEREREEANZ L,

O ERFOHEEIZODLDVTUTOWVWTNIZEZYET I &(a)

(EAEEFIX. FEEIBESNGVLOOEZWICERGEBRGR A HHLD)
aBIEFEE bEH cEEEE JTOM eHFITHL

KENTNDORABEEFMIZEHELTTEO W 7L a—LERICEYA YA OFITHES.



BIZMEREREBTHT—2EHDEE)
% ( JAGI, Notich2 WEIGFEEELELTHITOoNTLNS )

OEBEAENEIL TV IEZ DD TUTOWTNIZEZE TS5, & (b, c)

GCEELTWAEEIFEHEET)

a BB ENEEN,

b.HAE L CRER DEITE B DABMAEILHIN, IRABDT=H DB LT,

c—EDEBETEMIKEEFONDIZEIEH DN, BFEHIABRNBE, '

dABERT T HIENTREL OB ENLEBRAEINEFET D

e EEO-RMENEL

E)VBHEERICOVTL. RN BEMTHAIEN IR A TSR T HIENTTRELARERS
EITIEEOHGENIEET D,

OTRIADEEEZVEETDHICEIIODVTUTONWT NIZEEHTSH & (d)

(BEDBEEIT OGS ICELDEFN-EDEFEHEATE)

a B MERE

b IR YREFE ERO - RARE D AFEE

cBEFICTLYBRT D

dREREFERTEIEETS
eJERMNMLTEBZLELLGVEEICEEFY, £FE~OXEMNELCEL
fEEORENTL

DIBEMAERTIZBNT—FDALIZZELEWNEHZDOWTUTOWE IZE

BgLHHM BE(a)

aBFREFICLYEFHOHEITED

AIBIZHTHBEEHDOHEET:200~300 AFRE

BREGSAE - EFEREMRICILI2ERELARATBEAESEZENEFE TS

b. A TOREEZEHIIIBH TOHL RIBTOEFIRED REMDE . BERIL 100 AKiGE
FRIND

RILTGHT-BRER: (BEFEEET) OFE~OFEDRRTEETONDHE

cEZREETO>THLT BEHAHHTEGL

dEHROEZAENDY. (ESDOENS I HE

XEE. COBERTONT, EAMAEDEEELAVTREHMEO— YA ITTES

#HEZY B I EILB I TIEAL,



= BESNERRODHEE, BEEESEFITOVTOEN

DEZBHEEIZODVTUTOLWTRIZER YT S, ZE(a b)

aFRTRIASN-ZHEEHY (F£4 BRDMNEXBHERFEES

bR TIERLI-ZIEEHY (BAEMR : Tk 21~23 FE Alagille SEMEEZE BT

SoOMMEREBEOZHAIRSAUER. REFELRICEEXEHDO NV HEICET AT

cE{—BMICAVLN TS IHEESLY (HERVCERASEH: OOREHATIRSIUIZHE
BaEBAIZEAN)

dEHBEERBIFIBREREDOLELL-ZHEELLMGL

KpDESNDEREVWTNELERENTHEEZHVXEMBEROH LB REOZHEELT D,
RENEBRX THAGRITIIZDRIED T, BRIZEVLWTIELZITANON TSI EETR
TRENHYET (REDEMEHBRTERSNTW Y, ARSI UIZBEshDHE),

QEEENFEHIZODLVTUTOWTNIZEZYET S, F()

AaFRTRBSN-EEESEHY

b AR TIERL-EEE T EHY

cE{—BRHICALLN TV EEE S EHY

d EEE AL

KAEZBINL-EE . FIATELARIEDHHEEAHYELZOETRLTSL,

B ( FR26 FEVNRHMRECHDHAEFBRERICS T ENLZE AR IS ERICE

FTEARARMIERDEEES EEBAFEESEBRNEFEFHILRFRBESTRIBLTWVEITSELSIC
BELTEL->TLET ) '
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AR TERAZBEVOLELEY,



TS5 — )LIEIERE

TSP — )L (Alagille) SEAREE &, /NERMBEE B AECKDIBMERT S0 (MG ERERES . &
GRS > MIE Th D, HERDERRAEKIC D2 TI&. THFE. B, L%, BERK. #AEDLT
[CRENROLNDIGEESEREMTSVO—IVEGEE. FBZEO CLED IEREFIGEETELETS
C—IVERBIEVSEEE ChoDBEREREL TIEE IRV HFEDBEGETFREEHESIESE
RELLTHRESA TS, BEAOZEFABETIE. BHEHIL 200~300 ARBELHEA ST,

2. FE
FRHEEETFELT JAGT AS 1997 £E1Z, Notch2 A 2006 I, R ENREREh, MAETIE JAGI DEE
ISkBTSU—ILERE 1 BE Notoh? [LEBTIV—LERE 2 BAEMNENELIIHoT, JAGT &
Notch2 [£&H1Z, Notch T FILIGERZEHL. COBEFEENREMOREBETROADEES
EfTIENRBAEEZLNTVSA, FEDHEMETHTH D,

3. fEIK
RO SIHESIBENETEERTHY. LIELISEEAEECHERFREENEET S, FFHEF
TlE, BEAG EXMOEBCBEENIRICIDBENH D, HFIC. RE2H THEEZTEENE
BHEEND DMERORBLELTIEREUMBIREELS . HEARECTENASEEST 2. BT
(FERBEERNMFBHNERETHD, SHIC, RE-RERE . HIREET 2 HLEORBELGEEZES
BENH B,

HEFESIRERZFON I HO 1 BRI S HEFEEICHETT 5. 8E. SO KI3%15
BLRBEICI > TRAEFENTREICAS>TE L, — A FBERLARESCEENHME /-7 74
HEAERESN TS, 452, FFRBEA T REICE>ThBIE. S EE LY M E T HICLHES
NHEMAEBELZEHEEICHO>TL S,

4. BEE
BHORETS M ORREZICHLT, BAHEAI 0P EEHE (MCT) OBMRAERERLZZRY
[CH#ET D, EACERMEICHLTEAA U XBBECEERTENAFEOLNLIGEENH D, BiS-
EMFEECHEITLRY . EAEREICEYELS QOL AMETFLASSIZIZFBIENTHhh S, EELDE
BIZDOVWTIEARFHN, BREITOVTIEEHT LPEBENDELRIEN DS,

5. %%
BEFCEICEEBBOBECEEENKRECELY.,. ChIZH--TFREELD, BADLZEHRHET
(% 24% D FEHI THFIS4E . 4% DEFI TR . 9% DES TILEHAT—TILABENERIh TULV =, £
BRIBED 49%., FZEBIEMN 26%(2BHoN,. REICHh-2B8EMLEZEEROONDIHFNEL,



O E#0HEITRELRSIE

1.

BEH

#7 200~300 A

RIEOHE
FHEEFEENRESNTLSHEFNLRFEREILREATHD)

. BhERBERTEE

KREES (BFiE. D, BRAETECEREBBITHLIN . TN TNOEEEITIECTHBE. DEFHO
AT—TIVER. MEFECEBEZECERBRENEESND)

REORE

DEGBIE-ETTOHRE. BRI, BEEEEEICLVELIBLAOEGHE-RREEICHTHEHEE
BEYE:H)

HY(BEXHBFESEKDBOZHEESLHY)

MARICKIEEERESEZAVTEEE 1 ULEEZRRET D,

O tEHiZH 5T

lAlagille fEMRBFGEBEMERETIOFHEBDOBHA ARSI BB RERBEALSICEFEH DNV

EICBI T SRR



[PSO—IVEGR IDHER

1. EEGERE
(MM REFRRICED/NERBE DR
(2)ERKRmR
@ BEit5-o0F
@ DEmESFE GREERBRERI/RLHFEVAMRTHD)
@ BHOIM (EEHEANFHMARTHSD)
@ BEOERE(BIMBAEBRINMFHMTR THD)
® HHGER

2. &0t fE
B, AREmME, BEASICTID—IVEERRICEENGEEDRD
SNBIGEELREDZHICEEZEGHR THS,

3. BEHER
MELBAREEEGEXDORERE
MERICTSC—IVEFEEEZHIAL-ELABY. ZOEGEAN
HEEAEBEEERICFELEN,
(2)Ef=F2MH
JAGT SBIEF, £-IE NOTCH2 BIZFICEREZENHD,

4. PHOHEEE
UTIZZEF200580WThhEE-IBEE. 7O IVERBEZET 4,

OH B
1D EFHEL, D, 2)0DOhrs®D5L, SEEULEEREETED,

OFHMEG, FEEETILEZEIHINERDZLLFEEREH:
< 1FERIF2IZB 70— IVERBEICHEBNGERAIEHBUELEROND,
- BHEAAKEBUHERIIFELEVREEL DD,
- BEFEWMCLEOMENEDHLOND,
LEDIBEEHDIL. 2HBULEZ®HEZTELD,



<EEESE>
FEE.L-NERE. BRE. BENNERLELED Alagille FEEHICERTHERICKYEEEZHET

Z

CNOoDEBBOEFEEDIBVTIANEATEDERRET S, BWBHFENIL. RLEEEDENVEE
EREDZIEEEEET D

<HEE>

EEE12LENERRET B,

EREEDE

® BXEE: Alagille FEIZHICER T HEKERILH LN, BEELBELLGULVKE

® FJEE1:Alagille SEIEHICERT IEKERNHYSEREETLIN. CNIZLHAELEFTOHIBONTE
ERHELLITLKEE

® EJEE2:Alagile FEIREFICEEETIEEKEKRDIZO. ABEEL. ChICKIZBEEFOFIBR N ESE
BETHRETHIN. RRDNTHMELIEZTOETHECHTHBEZECHENGULIRE

® EIEES3:Alagille SEIREICEEET HEKERK. ELIELS QOL BTERTHRBEICIVERIZERN

BRATOWSRE, FEEHICHBENLERIKE

EEEABEE UTOEEEHEEBICIYEEEZHET 5.

1.

fEit 5o DKEE
1+ FRMOCHEEREZEDNLLD
FIARETTEE (FIRMAITREOBHEBRDOHT IS 12 2013 (TET D)
@ BE-B-EFEHIRE
1+ BIREZEHLIAZHMETEEN
2+ ZHMEBIKEBEZROLA., HOOBRELSZVLD, BHOMRE - ERKEBELILIEE- B
IRENREFMREBHEEEIET . R2LUEDLD. FIEFAFICEHARKREFFAREZRDD
L0 EFERIRBOEAINICET S,
3+ ZHMERIREEZED . HOOBREZETHI0. BFEHREOEHEELNIZELS,
EfttsiREL . FREEOP TRE - EHRBLUN DR, TELTL- THEEHIKSE
HICELHRHREZEL DS THhbEE -+ 25 -Z6H - Bi5-BH - ERFRE. RUELET
Hd.
@ FFRffERE¥
1+ Pa0, NERK T 80 mmHg K. 70 mmHg LLE (SEFMR KB R M E TIX 93-95%)
2+ PaO, MEMRX T 70 mmHg Riffi. 50 mmHg L L (SE MR B REFRAMETIE 85-92%)
3+ PaO, MEMX T 50 mmHg R (SEM R  EEERAHETIE 84%LUT)
@ PIARAG S MEE (S M EEEBRA NS0 2012 FHRETHRICET S)
1+ ESWrE ¥ (the European Respiratory Society Pulmonary Hepatic Vascular Disorder Task Force
2004 Consensus Report)



a. BUHFEREOCHEICHEOLLTFIRETEELZZDD
b. FEFFFEHMBARE (mPAP)>25mmHg
c. FHIHBIAREEAE (mPCWP)<15mmHg
d. &G (PVR) >240dyne/sec/cm?

2+ mPAP A% 25 mmHg Lk 35 mmHg &

3+ mPAP A% 35 mmHg BLE

@ JEIR
1+ HfER . BE, iS55 — D8 LALBBERDDIH, BBREELLZL

2+ HOER. (BIE. OS5 ABRELELTIEDE—DHLTEHERD D
3. BE T BHEE  Alagille EEHEZRALT DI5E

D BEFEEEROMEAOEFEELAE))
R Ao oRhk B0
;L FEhE . HBNGLFEHEBLAL FEhE . BBHNER AR
1 = LR LR B BN TH R TE [T IO B ERL CRUEET
P L0, KBNS,
2 |BEEEANE . BCGEEE, —EREEY. B | B EAEHAN. BHERSES, EHOL-
gE  |FURISADAL, Wiz B AR D BTN,
3 |EY. AT EAH DAL, |ECCHARD 5, DeliEd He—SHEND
wEg  |FATHOTIG, . BEBOSb IR A S
4 o ThEoTHO BN ENER, BOTAEEED |ECTIELALRNAL, Liobd BN TS
s |FETETEGOEBLMBL R oMLY, |5 B R E T BN,
1+ FEED1BEEOEH
2+ FEED2FE-IZIEEOEH
3+ LEDA4EBEDEH
@ EEMESIVRZELEHILATO—)LISE

1.

1+ ChODRBEDEOHICEYEBEETET LSS
4. FFREEZE O HE R M T —42 85 LU Child-Pugh score

MRT—%

1+ TERODEEREN 2 RILELEROOSNLED

2. Child-Pugh score
2+ 7~9 A (Child~Pugh score Grade B)
3+ 10 g kL _E (Child-Pugh score Grade C)
EEEE
ARG | 1|7ILTEY 2.8g/dIk
BRF | 2{M:F#HREUJILEY [5.0mg/dIlE
3|AST 20087 L E
C% 5l ——
4|ALT 200E 7Lk
D%%l | 5|GGTP 200E 7Ll E




(HAMRERBARERICETIHEEOEERERENOOHRE)

Child-Pugh X7

237 15 25 3m
A L I-° m-1v°
K 7L BE hEE
Bil (mg/dl)  |<2 2-3 K

Alb (g/dI) 3.5¢< 2.8-35 <2.8
PT (%) 70%< 40-70% <40%

5. B{X;EEIFIR : Performance Status (PS)

grade performance status

0 EIER CTHEENN TE HIREDITHLEBEALRAEICLDERS.

1 BEOERNHY AEFHEISHIRERIT0, 517, BHECEBERTED HITRORSE FHLL.

2 HITRHOEYDIETTESD BFICOUNBHSNDIEHHD EHEITERND, BPDS50%LL EITERBLTIVS.
3 BORWVICHDIEEDEFTESD, LIFUEABIMSOWY, BRD50%LL EIFREEKL TIVS.

4 BOEYDIEHTET BICHBDSVW RBHKELELLTNVS.

1+ PS gradel
2+ PS grade2 F£1=1& 3
3+ PS graded

BEEEHE

®
HF EEE BRIEE | BEE1 | BEEE2 | EEES
BB 5o - 1+
FE AR £ TTEESE - 1+ 2+ 3+
RER AR - 1+ 2+ 3+
IFiEEES - 1+ 2+ 3+
B EEHIR - 1+ 2+ 3+

e EFEHNTHHOITRLEROEWVEBEZSMEEELTS,
® fEHS-oMICONTIH. HBNIETEEE1UL, EEE2UENESIHITMD 4 BHDREIZK>TRES
Nn.HFLEESSEOEEITLELELAL,

<ib-mEHE>
[EEE21 U HRIERRET B,

BEEENE
® BEE:Alagille ERFICERT AL -MERRZEDLBVER. FLEThEROINEREESLNG
B U FHRZET).

e EEE1:DER-DII—DEAT—TILVREGET Alagile FEEHICERTIREMREZRD. AR



EETHEE,

® EEE2:Alagille FEEHICERT IO -MEBREDO., FREBFEITBEFELTIHE. HLIL
NYHA D BEA T I E-FMED S K EDFHIREZRDHIHE,

® FHJEE3 Alagille FEEHICERT A0 -MEREDOH NYHA DERES B TVED S EEHIREER
H55HE.

NYHA I HERESD 5
I EEBEOEREHTIRER
IE: BEOBREDTERER. FEEMALLHREIND
MEBEBEUTOSEENTERER. FARTHMAELGIREINSD
VE: SAGBIKEHHADEREFF CHEKRHKER

<BHRE>
BEEETULEZRNRET D,

BEENE

o BEH Alagille ERBICERTABEETZDHTIVES . FHEBEEZIHINBBELTEILNG

o EFE1:Alagille EREICERTAIBTEERLED.CKD BEEENBE—IMIYTIHIFORS»DEHE., -
IE Alagille SEIZ# ICREET 2B ESMECRMET R~ ADEOITEBEEST 55,

® HIEE2 Alagille EERICERTITEEFED. BERBEEEETIHS.

CKD EfEEE—hvyT



BRA E7LTLLER Fa BRTLIL | BEPLTS
(mg/8)
RBPnT = IL/Cr
(mg/gCr) 30 k& 30~299 300 BLE
=fules
B8 REBRER E® BEESR SEEaR
BRETWAY (e/8)
BiE FE&E/Crit
(g/gCr) 0.15 % 0.15~0.49 0.50 Bk
E¥TQ
Gl | = 290
EEE iz -
62 | Geat 60~89
S~ N
G3a | fmemgr | 45~59
hEE~ -
G3b | LZas 30~44
G4 | BEET 15~29
EBEETLE
G5 | (Eskp) <15
<BENMERZE>
EEE21ULEERRET D,
BEEENE

® HHEE:Alagille FEEEFHICERTIEENMNEREZROLNGE. £LEAINEROINEREESL
WES EFHREZET).

® EEE1:Alagille ERFICERIIEENNEREERD. AREETHHER. HLLEL Performance
Status D\ grade 1 THHEE

e EEE2: Alaglllerf@ﬁkﬁ.?'é"ﬁglﬂm&r*@#&) MIRER, BREL BE -BEICLIER
REDIBE—DOLULEEITIHE, HLLIE Performance Status grade2F 1= IiSG)E{ﬁSE‘@J%’]KE’& 2515

® EJEES:Alagille EIXEICER T HEENMERE D= . Performance Status grade4 D F{F;EEHHIIE
ZEROLHEE

grade performance status

0 BIEA THEEH N TE FIREDTHLAEBHEALRFICINDELS.

1 BREOIERMSHY, ES B IHIBRERITEH, 517, BH 0B TES HIALEORE, BHAL.

2 HITPHEDEYDIEFITEDD BICOULNBDBNDIEDHH D BFHEIITELRND, BPD50%LL EIFEFBLTINVS.
3 SOEUICHIEZEDIEILTESD, LILUIER AN, BED50%LL EIZREERL TS,

4 BOEYDIESTEY , BICHNBHBVY EARKELEEL TS,

X BEROEENESEOEEESBEE T ELULEIIZE L2VWETHIN, BERERLMEET S
TEMBEREFIZOWTIR, BEEEBROMRB LTS,



JEAE ML WAl B G (RERR PEIR M BT 7897 )

P T
SYRIE  HTE IR - IR D - WHCATT 5 IR T AT

IOk A N 1L A ERVAVANGS SN R U FRR ] TR Y Wy

ERRE) Wk EERSERSEE S - SR OB Bd%

/N E S

WrEE &

WA - LR IBH 5 oW A X 70T RIBORRBUIZ R TH 1 | BT E T iF
MR E END, WY —o o —% AV TH AR - ?L}%HB‘# D o WHRBIC R LT
HEFRI AR T-FRAT 24T > 1o RIGUENEH D o?%%?:‘?‘é%‘sﬁﬂi’a C LR, BELFEL. W
BB L - migs 5 DNA % i, it f“ﬁiéﬁﬁih{ W‘P‘JHB M9 o WiiE (PFIC;
progressive familial intrahepatic cholestas1s) v MY U RARSE (NICCD; neonatal
T T U VEEGERE. SR MEAE

FRACH S HE 22 & IR D o WO & 72 5 19 HOBHE T DX 7 Y A2 DWW THEREIIIZ
AT 24T - T2 (WEEZE B S 7RBHE &) . SR BET : JAGI, NOTCH2, ATP8BI1, ABCBI11,
ABCB4, SLC25A15, AKRIDI1, HSD3B7, CYP7B1, TJP2, BAAT, EPHX1, ABCC2,
VPS33B, 7 7 V—/ViEWGRE 74 (JAGI6 4., NOTCH214). PFIC1 (ATPBI) 2 4.
PFIC2 (ABCI1I) 24 . NICCD (SLC25A13) 34 . Dubin-Johnson JEfERE (ABCC2)
3 A CRHIFMEER A Uiz, BV 9 O{%@ﬁ@ BRSO REMENE W E B B
W olo, BB D oW % e AR AT %3 D MERER BB T T LB T 2,

intrahepatic cholestasis caused by citrin deficiency) .

MW AHE  Fllk AEBISLRERERESSNER #HER - DNEEFSRERAE

A. FFREB

EH#E VU e (D.Bildirect bilirubin)
EEZ R EH D oWfid, E9AEMHE L
PrERFREGERICRMNEND, EEROR
FREGIZRBWN T, SEANIEE LVWIGE A E,
AEEPASH Tid, B2 BT 5 L BEIFER D
WHEENMET T2, ALV Iy PBHD
T, FEEZWC IZBRBANE + P AEEE
ERNELRD,

FEE DSy F L~V TORREMIAIC LY
L ORBYPFERFRNOMI LT,
ITHEFEMERF AR © o ¥ iE (PFIC; prog
ressive familial intrahepatic cholestasi
s). ¥ U K (NICCD; neonatal i

ntrahepatic cholestasis caused by citrin

deficiency). 7 7 ¥ — /VIEERE, RN

HEBRERFTERZENOTOND, #4E
FLRHNCEH 5 ol & E 1o TR B DR
RBIZZERTHY | BWNITITEEFIRT
FHE NS,
B, it —4 > — (NGS : next
generation sequencer) DFIFIT IV HEKF
M CELEOEEMBEMNAIREE 2 oTo, Fhx
IENGS%Z MV, BEH S oD BRI LS
BOBET & BRI T2 A 9 o
SNENVEAER LTz, BR9IX, NGSE W T,
JE D o & K TRBDOBEFEMREMED
2EBEHO T D,
B. MFRF
JEH 5 o O EFEIE T.Bil=1.0mg/dL
(T.BilZ5mg/dL (23 Tt D.Bil/T.Bil=
0.2) & L7z, MRIIMIMEH I -WE ET D5



AR - IR, BE LR, MENOERL
7o MR E 7o XTI R D> © DNA % i,
PFIC. NICCD., 7 7 ¥V —/VIEER., &K
MEREH BB REER S, B 5 o OR
KEidELZRTI9EOERETFOT S Y
NEDOW TR IRIT 21T o 1o, MEE
1% 53,426bp., =7 Y 1X 3558, & EHE
MM RFRFREFNER b NEEFRENT
WRGHEEEZESKREES (8 150 %),
19 E=F, 551 T 7V ariEEd
AmpliSeqiZ X W DNA A 7 F U — % {ER%
ThH, NAFTTFIFAF—IZLD DNA 7
A 77V —ORBREZRMET 5, Ion
OneTouch System IZ XV =< Ta v
PCR Z{TW. A4 77V —%¥IET %, Ion
PGM system & & 0 HEES| % g5t 3 5,
B X B 5 7 — % % CLC Genomic
Workbench ~A ' R— 43, BREF]
(hgl9) ~fEFH LI-BEEIE~ S
T 5, SREY L R DEERSZRET
Do MWTERIZHTIEEMNTEIT,
Human Gene Mutation Database ~% %
INTWNET —F LEBREZT 5, HR
HOER, —HEEZH, FRERZFEET
%o
C. IR R

T IV NVEGREE T4 (JAGI 6 4,
NOTCH2 14). PFIC1 (ATPBI1) 24.
PFIC2 (ABCII1) 2 4 \NICCD (SLC25A13)
3 4. Dubin-Johnson fE&EE (ABCC2) 3
&L THRREERZBRE L (R 2),

Dubin-Johnson fEMERE DR % B 1
BTk, BRIRAIZIEAE BT N RB & WD
LR EnzREEsIN W, o T.Bil /
D.Bil THE (X 25/15mg/dL, AEEHEHE S > F
WITHIL, 24 RN OIBE Heit 2 38 0 725>

AREBASH &R D= RERBRIE +
fhr R REE S FETT S v, AREFASILT E.
AIRAIC BEFIZR O 0o 7z, MR

(TR D E & 207, £k, A5
SR 2 TR L7z, T o — R R
DEFEEZFD TS, HHFEKRORIR T,
T.Bil / D.Bil TEf&IE 22/16mg/dL, BAET
W< SHERMEIT Shu, MEREAIICN
JRERE & BB, E0%, B 5 > #iX
AR LIz, =a—Fk, BAEDT,
SEOMENEGF#ETIZL Y ABCC2 I
RIEMEER L 588, Dubin-Johnson JEERE

LW E iz,

—%. SEIOFETERFNZEHED
RS TEFOREKRFA & LT, RKE
A, HARK%. NICCD, PFIC, 77
U—VIEREE, FEEREFEE. U A VAR
B REHRB. FEIE G N RE R E
FER A
dysfunction-cholestasis syndrome 72 &'723
Hoir,

D. &

BRFHZEH O TEZ 11 lITERKDZ

J:——ﬁ(lfcio") B THRIR 2 W D B M

B SNz, SEIOBEBENEE TN
TiE, # 1/3 DRERI TEEFZWIA AT
Hotm, BEENT 7o —F CERIRK
MAEBED NV EDIZONWTIE, 5%
REMRAT SN L 72D, —T7. %9 2/3 DFEH]
TiX, BEZHZENREE CHo 72, 4
%, HEBEFEHEP LSRNV EER
TAEBLERDD, £, BEZHEICFEMN
RUVEFITH, SEOFETIEIEETR
WCERDSTEFDBH D, TD LD %
HBIZLT, &7V —F TV RAEFT
IFETH D,

~>7 A

. Arthrogryposis-renal



Dubin-Johnson JiE & #f @ ¥ T # {5
ABCC2 I\ TE BT LV OIF(EZ R
Wic, AARANOHRKZE RIS, Bt -
WS BRI L, BAERFREZHSND
JEIZ Dubin-Johnson JEMEREN — EHATF
FE4 5 ATHEVEAS R S vz, B AR RN 98 IE
@ Dubin-Johnson JE fEFEIZERRAER, —i%
A IR A & RIS 2 LIk EETH
Vi ETRTAERCH D, 4%, BT
B SRHIZ AT X D K e 0 NEE P8
EEERTE L, RERBAIE AT b D K
NI BDZ ERH/FEIND,

N5 - 5 o SRR3R 2 0 SV S i
W EWH SN o Te, MRS T
FrixHEHTHh D,
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