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Neonatal intrahepatic cholestasis caused by citrin deficiency (NICCD)
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BV TSR AR OHRE 2 R LT 5, F9 80%
DFFEFITIE, MMEEYALE O (HE 1~2) &
&SI GGTP DM (Hif 2~3) & BARED ik
BIXUOEHLIBEINTVS, s 0HHE,
5, FARHRIITIFA DERT 2 BSed 2 01k
RIFOMH TR, UTOEASNTH S Ll
RENTWS ¢ 1) o K HE (IR
o), i) AME LREEOEImS 2 i Z
H:5E QUGR, KFEED), i) BUMEE I & 2 H8
2 iv) RIS AR 0 MRIE (BT 4 ARG 45,
TRFIRACE) . FAE WA OMIT & LT, ME
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HFlE % /3 £ S 29 2 SRAE % /i U C o s HF A s g
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ZOEEZMET 2 0 LEZONTHEY, &
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2. NICCD OJSE - RIEWF

S ORIEFE T, bR B T 2HERF D
RG2S T EEER L LT3, 927 b—2
Wi, WA v o (1 ) 72 EASEE A
BELThHIenTEL, LrL, YFY KA
Iz &k % NICCD O ¥ iz L h, NICCD sl -
LB ) - it AR 2 R 2 AU
HELTHEST s Tw YN, @Eahs b
NICCD OGN H O, DO/ L 7 HEsic
T 2EHmPEED, MR RAZ2 )= T
TET I/ BRI E B BEE TR ER T RE
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NICCD ORED OREFICIZT > b A Y Il %
PEADS, ¥ b)) VIMSEE IR ASS HEE T (T
> MY VIfE, CTLNL) & SLC25A18 #fET (3
R RIERE) OREIC I N, BRI, AT
fiE A b L) S HnfE (CTLNZ) & NICCD 2434
SNTWn3,

HAANTIX 1/69 DT SLC25A13 DERD
REFNFERIN, COHE»OIEINZL
Bk A (] allele 1ICAREE T % H D homo-
zygote 72 5 OV IC compound heterozygote) O 5H/E
i% 1/19,000, FHOAEERERLE U CEHE
THB, HARANEG TIZLER[ 1] : 81deld & &
O] D IVSII+1G>A SESEEIC R E T w»
5, LdL, OFRNIC CTLN2 KIFEDE R
EEARINCD, Q) SR (79 %) Fhii9 CTLN2 B
FHIADBVE, QNICCD TlRELEML Y
CTLN2 TR B A%V, @ CTLN2Z DEESA
DM TAD AL EOBMBRE, Bx, B
3%, FIRMAEZ & OB E LTSGR 2
TSNS S, © F T hae ARV
WA 2 ) — = Tk NICCD & 1/34,000 @
B CHREINT VS5, 1991 0 4EHHE I &
% CTLN2 OF#CiE 1/230,000, MUEFSIERDE|
BT 1/100,000 EHEBIZ NG, ZDI LD,
THFREEAGEKRDIZE A EIZ NICCD 255 &
#Z 5 bh, CTLN2 DFRFE & 2 0EE s
HHVIIBHER R EIRAHO £ ¥ TH 5121,

1) ¥ ML > Dfgei2

S PY Y (FBAGC) I, 3 hay FY PHEIK
A B EDE LK D —2TH % (aspartate-
glutamate carrier : AGC), fHEicB8iI3> 1Y~
DERFILUTTH B, OT7vEZTHLHDRES
RICEWT, I Fay P 7hoHE A~ aspartate
(Asp) #4595, PrE=T7TRIMary Y7
AT glutamate (Glu) ## T Asp £ 7%, Aspid3

Fay FY 7O AGC 241 L C Glu &R
AHEE I ERE I, MRE T ASS ISt h
%, B, Asp i Glud o 7 3/ HlEBEEEIC
DBUICAR SN BIRNET I JBRTH 525, Asp
DRFEFETH 54 ¥ ¥ 12 FERE (oxaloacetate :
OAA) IEFEELTIbary FY PTEMINED
T, Asp DAL EELTI bav FY7Ths

EEZOND, REGBRLINC, BHEAWR, ©
YIVUYRIVLAFFERICLI Favy Y 7h
5 HIHE ~ D Asp DEREVEECTH 5, @ HEEH
O ONER T, HE Co NADH - NAD YOI
Xho, AGCEBELET S, oFh, HilED
NADH I #{¢27-9iz, I bavy Yy 7ohl
% OAA 13 Asp &7 D, AGC I & b MIUIE ~Hifin
ENBTLEPHEETHE, QY rdIW . TANRT
¥ % (malate-aspartate : MA) > v L O—H &
LT, #fE©4: L7 NADH BicSE# s bayv
R U 7Pk 9 5, AR Cld, pyruvate (Pyr)
B haryFYPIRAZDOT, ME RN
72 NADH L& 2 NADH &~ v b rowdhpy
TIrav Py 7REERSINZZENH D, HIE
WKBWTH > L bEEAR NADH & v b Lk MA
Yy bATH B, & b HFIE T mitochondorial
glycerophosphate dehydrogenase (mGPDH) @ 1
DB DT, glycerophosphate (GP) & % LI
BEAEFEELTOWRWEEZI SN TS,
Malate-citrate (MC) > + FADEBIT2 &, 7 F
IV CoA DN EBR L, IRV AHATLET
b,

2) ¥ MU CRIBOFE?R

¥ b Y VRIBRETCE, £ 1R E T NICCD
OFEIRETRT, Z0OHBIGH T L, (@R OF
IS UEED 28 208, REBESETLT
CTLN2 & UTHIET 2, ¥ MY v RESEICA LR
&R ARG, T AGC DERER 20 6 BT
5,

3) WIS - (IEFE

B AGC 3RIET 5 &, MA >+ b )SfEE &
1, NADH 2@ &/ T 555, ¥ b Y v RIE
T, ZOREEEEEL L TGP v ML MC
vr PUHMREERSEE & L CFBh L, HEHAE ISR
L 72 NADH #7034 E % AU LT v 3 AfaEasE 2
SNTw 5, KEIEHEGHRSAE UCEiET 2 MC
>y PV EHIE O NADH 24 3¢ 3
A, RERE L THIINE D 7 2 F )V CoA DERZT
&, B0 aHMEL, TS MBHTIH &
g, J7, GP¥ ¥ bz bary Py 7 Ml
K& (2 J37T § % glycerophosphate dehydrogenase
(mGPDH & ¢GPDH) CHEK X 41553, mGPDH i&
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4) HRRE D asparate DHEA]
WECIHIEMNEAET S JBBTHB Asp By b Y v
KB CTHEMAEAT I/ BIGECRRIEL 42D, Asp
WOMBT I )BOT U RNF AL, HHYE
BEPHBAEREEEL Ty WEE»D 5
(NICCD TR AR, (REIMAE, REM
MARPE I Tw3), £z, ¥ MU U RIBE
TlE, TRAX—E L THEMEZ i,
7 IS Asp P OAA BT 2 L L b,
IALF—2MHEL TS LI TnD,
NICCD T&A 55 —ifdtkd > bL Y v MfE i,
AGC OBEHEAATIC L D Asp DM T, ASS D
b ) —2DFHHETH B citrulline (Cit) SR E iz
Wb EHEEIN D, MKEO Asp IRERAH
ASS HIVH DL EMWE Fic o0 5 WD H 2
7%, CTLN2 O FFR: Y ASS HFVEE T DT 1
THTH B,

5) iMEIE O NADH O&IE

PR, EALEVEE@) I Fav
Y TIZAB I, Pyr % FLEE A~ L MHiE i
#0% NADH % NADTIc U4 2L TER\, #
D=, MIAIHIEE O NADH BT MEZ I b2
Y RY 7% T 52 257 L (NADH & v b V) %
boTWwa, 3¢, RBIEE, S OHFEICEY
TAGC REHTH L, L A3, ABEH» S OHE
Hitt T3, HIHEE T NADH * NAD* DU % #
DI, T hav Y THTEMRINLS OAA
I3 Asp & LCHink&EN 3, —F, FVu—n9
YNE b= L EOBRITCEED o DRt E, HB
OITHITE T Asp RERT 2 7- DI E OAA D
FEEDT- IS NADH ¥ v P AMBRBRIETH D,
NICCD CHIZINE 4T 7 b — A M, #7
7 b= AHBERR B RO RV I Eh 6,
MG < LF L7 NADH 345 7 b — AR
F0—2T¥H 5 UDP-galactose epimerase % [
TERBPLEEZONT VS,

6) RIBRIDLEIR & &MBT

SLC25A13 B TRE DL { OIEHDY, HH%
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™
/j /OAA yNA;\Q Lactate

o Cit  Asp  GluH* akg M@ Pyr
cylosol
mitochondria
Orn Cit cira +
Mal Asp GlwH" «KG Mal Pyr

GIu NADH

C 2KG ﬁ\OAA ./ﬁ NAD ;,,,—ooz

B2 >bY»(FFE AGC)DHE
AGC : aspartate (Asp) glutamate (Glu) carrier, MA shuttle : malate aspartate shuttle,
OAA ! oxaloacetate, Mal : malate, «KG : o —ketoglutarate, OGC : oxoglutarate carrier,
CP : carbamoyl phosphate, ORNT : ornithine (Orn) transporter, ASA : argininosuccinate,

Fum : fumarate, PC : pyruvate (Pyr)carboxylase (/i 52006 & ) B1FR)
MA Shutlle  GPshutle | | MCShuttle
Pyr Glucose — DHAP Pyr Glucose
; NAD\ - TG (
NADH _[NADH T \ap

OAA

EL » fatty acid
' L1 ona w
racetyl-CoA
Eacey 0 .

“““ T Citrate Mal

Asp Glu

cytosol

mitochondria
Citrate

\‘Acetyl CoA /I 44NAD

NADH ~~~~~~~ +[ electron transport system |<-—~— NADH

-\@/\% FADHz FAD

B3 NADH v L
GP shuttle : glycerophosphate shuttle, ¢/mGPDH : cytosol/mitochondrial GP
dehydrogenase, DHAP ! dihydroxyacetone phosphate, G3P : giycerol 3 phosphate, MC
shuttle : malate citrate shuttle, PyC . pyruvate carrier, CIC : citrate carrier, ACL : ATP
citrate lyase, TG : triglyceride (/I\#k 532006 & ) BIA)

B EFT 50, —HOESITREELZRTI L T, BF(EHEE : ©Y L EY) D% fER
H50F  REMMTARRZ Y, FBREOFEGES 75, 2L, REOHFNMH ) - M2 R 3R

THB), MFY A7 74 Y- X ZBEELEE CTREGEEZEE TSR, i, BT
2Ry, OV Y FRICE 2T HEBRORN BELOTHROECOBIRIEMI NG Z 9D

NEARE 40 8BTS 2008 561
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V. JH{LSRRE

1 NICCD DERKIRE L TIREFR

eSOV A BIE L RTIRRE /B HERER Y 2
W/REEIIR R/ ankE

ZTDE D (FREEIET, Wuwhhia, BTHM,
FEE, BROK, MM, BUHREEE, 53
B8 M5E)

WBERR ARG BT, BADS -8, NEVFYS
ks, FHRME)
ZEETI/BME(S MY, AFFHZ,
FALL, ALAZ, EH)
BEEAMEGE | REREFLVEIICRAB
P, FEERMOZBEESHL TV BEMNHB)
SE LTS o3 (EBARBMNE) /ASEEE 4
IVRZE(EZIDE EFI K

& fetoprotein ME/EH S ¥ b~ X MfE/EE
DET E =T MfE/MRnEE

FRK%

ZOTHET 5, MHET AT, L
LI HE BE SN S, FREH 9 oW
RIS RSB TE R, FEB&E, HHE
9 ofHE, FiiMaEZ Y, PR UL & L7
Kz a il %, IR %2389 2354121, NICCD
7 EORER, By, PR Mk 5 (PR
AIEBELD) 2 €2 5, I xF4=v, Fas v
DEHE, B 77 F—AMFEEBDDENH S,
fRIIRE I3 % < I3 RERR ML T, RHIE AR E VR Lhils
MEFECEO NS,

2. NICCD DR LREBKRERS LVBRKK

Em,ts)

NICCD Dl n bk, © BHEN:#E, @ %
HED R A7) = S (HS T =R, AFF
=V, 72ENT72V)BELZYRTHE, 35
12, NICCD DGR (& L QBT R) Of i
10L& I DD, FTEZE %) A2
2GS E LT, R, K, &7 V'S T IWE,
iz EnTcH 3, £7:, NICCD DEERETHE
Bho, YA vIEEZRO LI LSS
(REFLRER), MREZE(FFEA2) &l 2 fst & L
T, Ashr @7 rem 7R EFhTchrET
Hb,

1) NICCD MAF##i&

HEWilE, HEWitERFZS, RENtERFRREE, Fhuc
IHFREE DG E T, IR, FFERHEIE 1%
B E Clcgifb 3 5, —#Tid, PRSI O
Witk L PREIR O JUBIEIR i E 3Bl I N 5,
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TR, FLREE X SRS H
HaEaNTwd, ZOBA, MEFNF VAT IT7—
Y (AST, ALDHD ERZMHES,

2) Y MV MEEEC $EST I/ RILE

NICCD T, ¥ Y Y, AFF=y, Fuv
v, ALAZ VI NP I v EOSHET
T ) B DRIV T 208, BFETIRz v,
RBAFRECHINBRTRREDO RN EDH B,

3) EEAMIE

NICCD T, EEAMIE (<5.0 g/100 mi) 258D
s (F950%), ZEPIEAZ G, &5 VIdhF
TEREAIFEG & 3L 7HEF] TR E HIE (3.7~4.1 g/
100 ml) 3% 3%,

4) BHZYU b—AME

NICCD @- ¥ TIR@EA 7 7 b — AMWEDTED &
n, ANEOSHHHbLERESh TV 5,

5) {KInYE

It B X OB ORI A3 % % 1
XT3 (43 mg/100 ml, 40 mg/100 ml) , &f
HHGARHHTH 243, BiH TSN
Sh, BHETIIFEPRD SN, & HICHT SR
TRICHDEEZSND, Ld->T, NICCD T
(R HLBE % 208 2350000, TR 2 N HIaREE 535
HIERSE)ZENEETDH B,

6) 7 EZ-7MmiE

NICCD DR A 7 WM BT 5 BEiE ML
Wedhh, EREMEOIFALNS 25GE2HN L
LT, WHebhhBE7?VEZ7PAIEZRED R,
NICCD TiE, #itEl~wR « A7) —= v 75560
T, BEORT VT 7 MEICERLL LT
AT 5 (100~200 1g/100 ml), 7 DA, 5 KiEf
THREDE T v €= 7 IEIRE I T35,
WL EINEGRERTCHE, COBREDET v
EoPNBEDOREIZ, AGC DEBETE L7V
T UHBRORMAME L EZ TV 5,

7) BB -#

NICCD ~Cid, MREHRIe UL e i L,
JER A WD 5 5, ZOBF & LT,
NICCD “Cid, A3 > % &R & L, NADH
DI b ay FY PTHNOERVEEX N, 2L
F—pEEZETL, ATPKEEI R
MR 5 Z BEEE, FERHEN) oMY
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19, BRUERERHFABIUY MU URIBICKDHERMIET S ol

&2 VYNUVREBEORE: YRIDHD
BE
T (B
EEE-E5H0U - (HEHY)
Glycerol (f& %)
(/I 52006 & +) 51 )

Bex6 3 2 ME AR ((FERBMA R IC L b = 2
VX —REDE S IcEE IR, TEERSHNIL T
WAELDEEZ LN TNBO,

@ AREEE ZDFIES L OERBER S
AN Y L L ot ot AR

FRFE1 A WOIF 22 8 & OF NICCD BRIz R T
S0, HHEEEEHN - BETH B, EETIE,
T/ AN EY LD/ EIHREIN TRV
(1 WEIRE SN B2, AR ), B
T3, 7Y FF ¥ a— L (10 mg/kg/day)
DRENEREND, IBAtEE Y S Vv RZIE(E Y
SVA D, E K), EICEYIVKRIRIK
HET 5, FEMINAR, &7 38l (Fo s
Y, XFFZ), B S - AgER H g,
W, Rk SV (REEIENRE ST S v o, Sk
RKINT, T3/ EBEBRERI L Zi3h) 28R
T3,

NICCD Tk, BfE, 7AX¥=roen e rigic
X 2NBHVIEESEF S Twb, —BIvIC,
NICCD T, %ME7 3/ BIGEDOWEICER T,
MFEEE Y Ve v, BIEHEE, GGTP, + 5 v
AT &7 =¥ (AST, ALTMEASZ DIFIZi#ET 3,
IR CHARICHE T2 Z L b H 58, #HM L
W THRB IR 5 &, TBIAMEF 4358 L,
R ASMEST 3 2 WABIE D3 B D THEENBE T
» 5,

B K< HDEHEDRREEIRE Z DM -
B - Fhp

DD OFFE A WA 2¢ (100 #) oMt T,
LEMoOGHELE LT, HALQH), BEirs
Q2 HD), RS EDBH Y, B, ZolF
MAGNIEZ A LA 6 )Y, TEF
RO (A4 ClkiF s s@iit & 72 5, NICCD T
i, EREEHEZE 4 eRE SR, IRy

£ 3 SLC25A13 BIEFEEOULRIBLIBRORKS

FEBER R DRSRERT/REREIERT 48 GR#EE 1358 2 HYRTHE
TlEN)

7 hME(H 30T b EETRO)EME

EHMTLRA

Thhh

B ES RS R

BV w5 FlE

BREE  RELUB/EERTEH/UOhAYTAPAK
£t

2BELE

ShsiiE

AET Y LB

BRLAEEF (ROKLMYEF, BEAE - BEEFD)

S AEHBHEIEIEI N TV S, 46 361 1%
DT ofEflcd 2, FLUEHICPES X CliEkz &
fit L 7= NICCD @ 1 #lid, 16 sk, HEEE L &7
VESTIMEEER AL, 16w CITREMEZ T T
%9, CTLN2 Tl&, NTEZEDEHED %\ THEHH
HINTH3B,

6] fERKER, REFRIOH-FERHIE

R RN 2 0% {13, 4% 3~6 AN
HEEIEER L, 1R ITHRE O TER AL NS
65N %, HYEORERH (100 §) OETIE, 1250
A, 94 Gl B CHERIEFESE O THnE,
L L— PSR RE BT 2, H D0
B L C O HERE RN 35K 203 219,

NICCD &, [--E{5F (SLC25AIEERTH S
CTLN2 & OB MM ERERIELE L TEINTHE,
NICCD "CHSE L 72T/ CTLN2 & L CHAE
TN NIEELMEcH LY, BEETED
%, EOREZIETL, E7rem7i
TE2 &L, %207 LhERZHE LT,
CTLN2 $&4E D512 72\, CTLNZ TRITHZED
GIHEENTH B Z s, ZONTMEABEI,
NICCD # DBSLIEHTEZE & 2 VI3 it - KiEH:
HEREIER 28> & DHEFTI D EIREME DS H B, Lizhso
T, NICCD DFBREZE ik, UDEFEIRENE
HELTORop  VEELRRA > F &k 5, NICCD
T, YR b ERIEEE - fTE K O%E
BIDE SN TV B0, IFFEE (BEER) D i

NEPIR 40 RIS 2008 563
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V. H{bEskE

Do HBE, ETHERRE (P, 2 i
KIMBEAAE O BB LK FO—>TH Y, BT S
RECERT 2480H 5, ZDIEH, NICCD
TRE%B, 3MBICE N v AT I 7YoL
AAHMBL, FAEBICTOE AR 22
DIFEBIDD 5, FESCRELR EICLBEHTO
P, RIEOGERELSH 5 Z L ERBRL T3,

NICCD ®7 #a— « 7 v 7 CHEELZOE, O 7
Na—noiE, @ MESHRORFEETH S (R
2, BT VELTIMNERT TR, £ v 7Ly
Yhihis, 7 A IEEEER EDH & W 2 ik A PRI
EEBHETH 2, Bl SREOREROMN
2V F - Q0% TR =L EB% TN
b —R) DL 2 08D H 5, IR OBHR
1, AN NG NADH »%8L, NEWiBg, iR
WiopEETLESE, B7 v ETIERZ O F i
¥, 7Y tu—iid glycerol-3-phosphate {Z%
faxn, MMNE D NADH % KEICER L RESK
RIHET 2, 707 F—R LRI, —HCY
VLR ZT, ATP L ~ULAMET ¥ 2 RS H
5, CNHDEEL, QEBFEEZOSRIT
falgisd 3 L £ Z 5h 5120,

SLC25A13 BIE-1- 54 O FLYRHH UG O B GR 1%
%% TH 5 (F3), BBE HHr0EFHICE
WidaFEHrbDELTEHTHS, £CIC, KR
7 REIHIEECH B,

SCH#R

1) Nishinomiya F, Abukawa D, Takada G, et al : Rela-
tonships between clinical and histological profiles
of non-familial idiopathic neonatal hepatitis. Acta
Paediatr Jpn 38 : 242-247, 1996

2) Jacquemin E, Lykavieris P, Chaoui N, et al : Tran-
sient neonatal cholestasis : Origin and outocome. J
Pediatr 133 : 563-567, 1998

3) Moseley RH : Sepsis-associated cholestasis. Gas-
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@?d)i‘,?ﬁ‘ )i JH

FEPRE A SE D BEE, 7

s & YRR

1TV I

FLIRMIC MBTE 5 - ¥ FIE  (cholestatic jaun-
dice) R THEBELRLCRTH, W EHY
BRobT R, NHGERASEHE (biliary atresia, BA),
Ptk BAT 4455 (neonatal hepatitis syndrome,
NHS) 2z 0 kifa% i 5, & 23K
RBHE CHETIS0E D H 595 & T D 9 FRIC R
L% 3 A BUTOAREH 5 - ik EEORN
R Rd, NHS, BA wifvCIFWIE & W 4 &E
(paucity of interlobular bile ducts, PIBD) »ig5
BECRDLNhD, BIFS -WEEE 2, #F
DRFEMIE L2 IERFCER Sh w5, M
ENFEVBEERS Y A v ERTRT O
L, IR 5 o Wb BRI & 13 2> i i MR TR i i
DFELX SERL, BIBTEBMEY bk IR
"5 - #E3E (noncholestatic jaundice), %
t¥ Dubin-Johnson JEERF L D R[E % WHEK L5
B0,

STHRRYAZSEEL R TE B O R T
BA 3 0B, BEFEMrzoTRY AL
THEELHETCHD 2 LR AHMORELETH B,
NHS, PIBD 3 BA wHHUOKREYRL, o0
EHRE R BECHE CEBT S, Lk
PIBD 3 BA oBEKRGELIL, i pitfal
wEET 5B AL HBP, PIBD olts 4
BIKGYTE LXIE L TR T ENEDOEKRTY
HETHD,

I #& . 248

PIBD (3 Hla9#r LWlgECH b, T3 WRT
TELKBHLDEZB LY X F S RHEEIEH

*MERTERRARER Y 2 —NRAE
(7982 fli&i AKILAN 2-43-3)

F1 OARBMENS S @HyE
(EEMEMNOB Y A v ItE)

Idiopathic cholestatic jaundice
Hepatocellular cholestatic jaundice
Neonatal hepatitis syndrome
Ductal cholestatic jaundice
Biliary atresia
Paucity of interlobular bile ducts
Choledochal cyst
Inherited cholestatic jaundice
Familial cholestatic jaundice
Progressive intrahepatic cholestasis
Byler disease
Inborn errors in bile acid metabolism
Metabolic hepatocellular cholestasis
Galactosemia
Hereditary fructose intolerance
Hereditary tyrosinemia
Cystic fibrosis
Alpha-1-antitrypsin deficiency
Glycogen storage disease (type IV)
Zellweger syndrome
Other storage diseases
Inherited “noncholestatic” jaundice
Dubin-Johnson syndrome
Rotor syndrome
Acquired cholestatic jaundice
Sepsis
Other infections (viral, fangal)

Chemical liver injury

IhT&k,

PIBD Wil Fo & <, Fihes Stk
Ed, Tibb, MREABREDOHE & 2 7 M
B HWEERTH, ML RIET ¥ 22 0iE L
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R 2 OAWEMEN 5 - W05

3 3 Paucity of interlobular bile ducts o [d] 3 28

Neonatal hepatitis syndrome 80
Biliary atresia 72
Paucity of interlobular bile ducts 11

Infectious diseases
Choledochal cyst

Metabolic diseases

Intrahepatic biliary hypoplasia
Intrahepatic biliary atresia
Intrahepatic biliary paucity
Interlobular biliary atresia
Hepatic ductular hypoplasia
Ductular paucity

: ] 3
B1 *‘Bc@bw, FOEFCFIRER B D

/f;, ERBERRDI LV,

Tuh, Lkt CHEMZERN S, W &y
(cholangiography) AMETEZEI O/ SAH L
%, MIRBAIRE DD 2T 5 D +5
AR A LB L, 0BRSS L BRI
(laparotomy) “FARBHRFA M, BB SR —
Pz Ih T35,

PR AR AS DA O FRMC B LT, DNERIR
wH - FEELRRC, ERPOMIREE - size
W EE L, NIRRT FIIRIREL L (ratio of
interlobular bile ducts to the number of portal
area) BT 5, EFHETIL0.9~1.8TH %
%%, PIBD (Alagille syndrome) “Ci%0.0~0.4 &
WiE It a5, 1 PIBD o iyl
#hier -, PR ER oMk, Bk 32
DHH, MERFHERTE oL, BEEZIED 5
R e T (Urografin® (322) #HEAL,
+ A5~ D patency OFERR, FFIMBE, KA
FreE, IFRILVEOMENRABNR S, PIBD TF

BP9 - IO B ER, Fhlld L, Woh
FE, TRBREOMENELhEVWEELH S
(E2),

B2 HosELVREASREERR, Bo )5,
FFobBRa, + 2, SO CEEIREL TV
555 FFRIEBE (RAOER hRCEER
NBHITE,

BB A ST B REOI BT
KA RS, RichEIRREH, FFE &G 2R
L, RADZELSHEIRTW5, PIBD 1£ 0
BR B X i BEIFEY (syndromatic type) L3E
JEMERE (non syndromatic type) St b
By, BRI 5 S W, RREOVEE, IHEIR
{CIUEE, %\ i3PE%g (pulmonary artery hypo-
plasia or sterosis, PS), HEE =/&iB, HBiHER
(posterior embryotoxon) % F# & Lic &8GR
BERL, —HEA Alagille FEBE TR ¥ /o
Alagille-Watson JEBEFEE WFHRShTW5, BH
W EROBMIRH 5 - WD OERKGE bl
WA -7, EiRkE, REHEESE, R ER
B, RtkREREEAREE R Tw b (K
4

% 5 it ivbua MR Lic PIBD 16(O P #R%
Yo Alagille FEMERE 9 Bl CLED56%% Hd
5H, Alagille 51330~55% & LT\ 55,
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# 5 Paucity of interlobular bile ducts

Syndromatic paucity of interlobular bile ducts
Alagille syndrome (Alagille-Watson syndrome)

Nonsyndromatic paucity of interlobular bile ducts

Familial
Alpha-1l-antitrypsin deficiency
Zellweger syndrome
Inborn error of bile acid metabolism
Unknown inborn error of metabolism
Nonfamilial
Viral infection
Rubella
CMV
HBV
Chromosomal abnormalities
Trisomy 21
Trisomy 17-18
45, X Turner’s syndrome
Other injuries of the liver

DL (RERHD
Syndromatic type 9
Nonsyndromatic type 7
Familial
Zellweger syndrome (D
Nonfamilial (6
total 16

IL. % &

Sl Ly PIBD of¥fs 555, o0
R B Tlio v, RRERMCRERAN, iy
FAEFIYHE Sh, BERERLEZEZOR TS
N, FRBEEMORFEROASLHE, H5onElk
%E%ﬁﬁ%k%hfb%” #f- PIBD »i%itk:

AN ORI B o &, FFUA40M
M%% wHRBTHZEEELEDHES L, PIBD
DOFBEE LTHERLEORERHEINS, TO
FRE LTFER Y 4 ARG, vascular anlage
DRE, NERBERERAORS WA E
RHF LR TVBY,

Riely LA EHO BHBERT2 L A1EE
DB EIHEH; (rapidly progressive atrophy % H#E
HLTGAR, FEBR SR Ty, Alagille £
Tz BA Havat NHS SOfEafiriEn
L5, E—FR, AR PS 00X, b
Wik PS DAoL RO B, S REM A
DIFBEERE H & R0 5 BHREVWY, e b
NAEROREL » LB LTI S8 % W
n, vy ARAR LOFMAEORLE - S
T DR ERER -, DM e AR o %

AERFEL, < v AR AT RE
DREBHBHIC & b FE+ 5, FEELRE - B
LR S, B AR, NEERIRE - e
2, BB EC & 45358, toFE
13, HWABEORENLIERD B\ IFAR -
FRIBEELA OIS RORE LBE LTV Ao &
BREL, Alagille FERHOBRREELS 52T
BEZR

FEFEERR PIBD ORIt L CH oM, KA
THROGENE < D 55Y, B FHEE
4 IFFEE IR T V55, ARG Alagille fEfK
Pt LCEETh D, HEERRENM— PI
BD o4, PIBD w4#E# K 2K (glant-cell
transformation) % ¢ 5 4 0, EEEMETK S E
BT, BOIEMREOBHL AR B IEM ¥ T
IR <P, JERERBR RS LIS PIBD 1%
Ll BEBHRBC LA MEREHRCLBLD
LEZLNLN, TOBFIARHTH S,

III. R & ZORMBEXR
1. FERRBEOEKG

AR, BB > -, SRR O

MmERE CRIGEEN B) DR % %8, peripheral pul-
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monary artery stenosis, PPS), HiB S /KB, RE
WS, MREREBIL, HRRBE ISR L& BER
ELTURT, o, BESE REFORE,
BRI B R 346510 & 613 Alagille &
DI/EG® Lbhbh R Lic Alagille fEfER
DEFERFT R E R L5 28, HWEIVESR, Wi
FHBIEOHELICHEYRD 5, £ OEFHEFI
BED L CARHTHHH, FEmERLERN
k& <, BWIRGRHEE L LTI RS,
Alagille 513 19 #1796 (47%) CBEMN LS
EofgefEsE (1.Q. 60~80) DFAERRD T
L0, ZoWE, bhibhoif & oHE D
WA TH B, IR X 5 18 o RaE R
&, BUCERERIC X AR, TR S 2R
I L SFRNELSE Z DR Dh, £DEMD
WFRFEET DS H 5,

Alagille JEBREHC A DFF 5 O RO MH Ok
Wi PS ©h By, & iz b KEIRS 2 (coacta-
7 » v —UEE  (tetralogy
of Fallo)®!V .LEsdufE /R (ASD), L&
K (VSDYP ol & b %, Alagille 53 26
Birb 22 Gl DM 2 L, 13 B CRFBIIRISI
B, BEAERMEELTWBY,

Watson &3 Alagille b o itk L, &)
IRIFFIZK, arteriohepatic dysplasia DEEHTF,
PS wlFBEBE &M Ui 5 RBLLHIAZHE LT
HH, ThbOBEETOES, HRICHER, &
RGERIE, HEF /KRB L Alagille fERFELIO
HRIRBoR fEvs, FoFERELLGIR 3 flic PIBD %
D TDY, FFRMILIRD & & < FFEE
R oEk, PS LSO - RO R OHER
THiGIR bW, Alagille JEREE L b ELE
ben & Ly RVERGEE R TERMIFC L
T < %, Sherlock D#FE w3 Alagille-Watson
syndrome & LRl hT\-512,

AR GECE LTOoFRILZ Ly, bhb
NORBR L9 flTIx, 3,000g LL Bz 1 #,
2,500 g LAUF i 340C, MR E O R %A 7%
BT3B, Watson BHHER4E L7 arteriohepatic
dysplasia @ 5 % 4 I AEOFHALY A L
TWwa?,

Alagille SEEFO R TFHI, fMOMFAEAS

tion of the aorta)®,

% 6 Syndromatic type of paucity of interlobular
bile ducts o Fg K

Alagille &% HF 5
Chronic cholestasis 19/19 9/9
Characteristic 19/19 6/9
facial appearance
Cardiovascular 13/19 8/9
abnormalities
(pulmonary arterial | 9/19 6/9
stenosis)
Vertebral arch defect ; 12/19 3/9
Growth retardation | 12/19 | 9/9
Mental redardation 9/19 0/6

S WHER i LT, — M RITE & s hT
Wh A, Alagille & OHEFITiX 1981 2 Il A,
BT LTwa 8, Withd BiliE©dk - ¢
WHRTERWY, Lil, bhbhoiEfo
Beihcid, 4 I 1iE B 7IR F T, 20 4
REGIR 3N CAIR LT\Wb, ZOERD
FERARAFe > TBBED L ZATHTH BB,
Wi LT A REBRERSLT L PHREFOK
BETE 2, bhbho 9 EATTXTHN
BIsmEch h, RIENcERZEO Boyci
M2 T, o 3 IMEER W22 Tvw5, K
B, SARORE, BYL HD IR OBROMH -
FIBE (2vA+F5 3, 72/ 0EX—1t
) OFEH, KRB ENTFEOERCHS LT
WAENED, WETREFELEEbhS,
Alagille JEBEBOBHNILT O SR IBRE» S
BEEEZOLRTWEN, BEEERELRT
1 b 3 PIBD 2R3 bhigWERP, &
BERFARE O BE OERIC X b IEERA S
F3h¥, BA L2H3h, SARNBETENY
WIT SR EAL BB LY, WA OB IEH,
&Y, ARNBERET L& EThHY, BIK
B A O KITE R RS S H LR
BoREYHDLT, PEMBRELIEL LTS 2
LRI BEM T, BIET ofifb iRl SE
REBETRELOBERLBSBY,

2. ERBBOmMEE{LFHRALMER
Alagille JEEM O migd LB LTI,
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Early diagnosis and surgical intervention with biliary atresia (BA) are mandatory
for physicians. Alagille syndrome (AS) is a common neonatal cholestatic disease,
following BA and neonatal hepatitis in frequency of occurrence. The differential
diagnosis of AS in neonates is a difficult task for three major reasons: 1) the
characteristic facial appearances is still unclear, 2) cholangiograms often fail to
prove patency of extrahepatic biliary system, and 3 ) proliferation of intrahepatic bile
ducts is observed on occasion. A battery of screening tests, including vertebral X-P and
ophthamologic examination, must be performed for all cholestatic infants. Recognition
of AS would avoid unwarranted surgical procedures.
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