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Pediart Surg Int 28 : 239-244, 2012)
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74 o EERERCIRE(C K B FTE RRE SRl
(Takahashi Y, Taguchi T, et al : Umbilical crease incision for duodenal atresia. Pediatr
Surg Int 26 : 963, 2010)

DT I—WEEETL, BEEDNT VA, DIUES, DROFY v > b
ERFy L, BELRERR NO RAZEDMEZTH. FiICHER
JEAOLZ 7 TIZDI I — DT RAY NO g A% ECMO E)& 7 & DRER
BEZRLTENDH B

T40. FanRmEE R

I

1 g - 558

o RBRMMBEAE (retinopathy of prematurity ; ROP) (& 3i#i& LD MR
MEICK Z HHEIEEETH 5,

- MRIME IXBIR, BIREDIHE 14 BE» SEMRABEIORBELT,
RO B FNEICEEYT 20 BHlT3kE 8 AET, BRITIIRA
& D RARERLIED 5 DIEHARW-D 9 HAETH 5,

@ e |

c HAEL WO BBAREEICED, ¥Eg LoRBME X7 ORRLHN
THREZEILUABENETSECS, LA -> T, HEEIHKDED
FESBEOVERITEIDRT L,
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s

RS o L ZREHH I S N AR E AT
BRI OMRIcASNEZ ETHYY, @
BOEEVY LY VEHEIZEETH S,

BHEEERCEAENEBEICEENTEELY Y L
Y UBEDORET S o@IIRE L NPT WA, £
DELETFHROLILSLWVERTH Y, MEREI
BEEY & LHERANL I ORES %
TLWHITHEHIRD SN TWBEY, ENHE
o7 B7-0, EEOFVHOLLIEIL, BB
~NOREXEELOOBET 5.

B

FLIBDREH 9 o ¥ DI #ESL T 2,500 B2
1PIREREE &N, bPRETLBRBURRER LI
MaEnz? B o HEEROR S TIZIBHEHE
BEFG2 L5, ROTHENERLRLTW
DiE Alagille FEMERE, > M) Y RIBEIWC L B HE
IBFFAIREI S - ¥ (neonatal intrahepatic cholesta-
sis cause by citrin deficiency : NICCD), #474
R I FF N RE v fE (progressive familial intrahe-
patic cholestasis : PFIC) 2 & Ca 5. HEIIARE
DL DEHAESBRB SNV, MOBEELHER
BIMERED 3% BT ) o2V, BEFT X
ER AN RS

KEDOEBIZENLDH DT ) o FETH D,
R1OII BV AP LIELIEEREN T A,

TRRELEIE

A LAET D oW IdER 258
s, LaL, FLIBROREIIHE
BLTHY, FELFANTERLST

EF TIIsEL
IBER D FEH: %
WL 7w,

416

REAHHERE LIRS, DDl SH L EEI LR
HUZJBH S s O /- b THLS.

SR EREBVIET) oWICESL A h = A L1,
FhENBELRBEBEDLN S, Alagille fE 3,
NICCD, PFICII&BIEBEZzER I/,

A RO REEREENEE Y /23013, i
RO NS PR Kupffer MG EH
L, BUNBENTY A b4 v IEEALTHS
PAR—Y—HEREETEEADLEALILE,
ZHUTRGHEICH T A ORIED—H L bEZ 5
NBY. seadul ka3 (total parenteral nutri-
tion : TPN)IZRE S BT ) o ED A A = X A
SRR EEE D RBME, BE L E, BEREOR
B, BEWEOERERZEVEESNR, HAEIXT7 1
FAFO—-VOBEERRELNL TV EY.

i, Hofr, FIEEBEIZDWT Maruo b i
UGTIAI*6 ZHRSBEHETHET5Z & &R
L., 87L& 15 Sa-pregnane-3a, 205-diol A%
FEEFOEWIMERL TR TO Vs o B
EMETLIAZLFERLTWAY,

SRR

1. #E K

EEEBILLINSESETHAN, HEE LD
ICREEBOR, BOBEWENALNS. BELTH)
HII—REFRICAZRLT(, ERTABANEE
DEBITBR o LEABESE 2TV, €¥3I K
RZEZIZHEIEFOLEMEETRIOMNEBHH
B, MOEH S >HOEELERIZEE 28R
EX1%A1)

BIE I o THERER (BRI, ERIET, W
AET, BERET, FOR AL L)AL
BemdE, BEEWNEM, &5\t Zellweger SEMEEE
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1 FEERASHE S R I NERER

- IBEOMAEE EICIRE

FERMERDBIRARAE

Alagille fEEEY, IEERMEFFPIIBERAME (non-syndromic
paucity of interlobular bile duct)

Caroli 5, SoRMATERIEE

BREEaEREE, BENsE

BEAE, HHRIEHIE EEY (inspissated bile), mucous plug
% - BB (BB S S URBEEN)

Claudint ZSVEEIH DI LRI LISABE RIS SRR EE L

- FFAIRES S o ftt D ER

SEFTHER A FFAREA D o HE
Type 1(Byler's disease, FIC1 %), Type 2(BSEP #5),
Type 3(MDR3 %), TJP2 SHHE
B E MR D M (Type 1)
Dubin-Johnson AEfERE (MRP2 #%), Rotor fEIREE
arthrogryposis, renal dysfunction, and cholestasis (ARG)
syndrome (VPS33B %4)
Aagenaes fif & 2¥ (hereditary cholestasis with lymph-
edema)
ALK AV F 4 P UCHOSNDAEHD o BE
Nielsen fE{REE (T U—2 S5 RA A v NMIHEND)

- REPNERE

HERANEIOV A=Y
MERMIRE R 2 ) GREIRE

- BE(ERMEZT)

AL
HA M AAODAJVACMY), BRINLRDA LR
(HSV), ZFDMDTAILZ*

et
E. coli, K. pneumoniae (NG 115 FRESEREAAE, BUINIE),
URTUTE, &%

HR - F4SR - HE
BE, MY ISXTE ISUP, MVASE
LT RRAESE, EANTSXVE

- RS

ERRIRHEEEE TE - TOEE, N T EF RIS TE (septo-
optic dysplasia), McCune-Albright IE{REE, HNF1SZR
7 ## 5 maturity-onset diabetes of the young type 5
(MODY5), Donahue fE{&EE (leprechaunism)

- (REERE

* ok

(Feldman A, et al. :

T /BRHES
FOVVIME, BXAFAZVIE

REFY A 7 IVEEIE (arginase RIBfE)

BEEDRBES
HSO—AME SWAWE EXRETVUIVIVER
i

G FriEBEkE

BRR
Nieman-Pick i (type C), Gaucher /%5
Wolman J8. A5 0~V A5 )UEHE (CESD)
LTUE B—2 201 8 cell disease). /s IZAEAE VI 5l
LR IV BY, Farber 5 IV B4
MO SR
MEDNIK fiEf&8E .
ROV RUTORE
T U RIS, IIRSEMRIE, GRACILE fEfREY
BEHEDER
K887 2/ )U CoA Bk RBESRTIRAE, E8H77 )L CoA i
KRB IRAE
NRIVFF — IR
Zelweger fiEfREE, FLRE Refsum %, ZDfth
ﬁ.ﬁ@ﬁ%‘i&ﬁﬁ
3B-KEL-A5C27 2501 RIEKEEERA VU AS— ¢
(3B-HSD)Ri8, O04-3-AFVRAF0OA RKepUF S
H—PRB, AFVATFO~IL7a-& FOFIS—ER
B, AFO-—Jba2r-E PO+ S5—~ERIE 2-methyl-
CoA-racemase CoA/amino acid N-acyltransferase 38
JVATO—)VEBMDES
Srnrth—Lemh-Opxtz FEEBE, lathosterosis, X /OB
F— RIS (3 1gD ERE)
al=-FF U TV RIBE, TatEERiEE

- HE

=
seerhDBaIRsRE
T NUTERYV N KDIBEE

- fEIRfEE

SoMEDALE, ERRE. Yavy, BRETER
9 EER (ECMO)
Budd-Chiari SiE{ZEf, BFIRERZEMRE

- RBEHEE

BREHEMENIVI—Q bUYE— 18 FUYE—, 13
MUYE—ILE), Tumer FEREE

THHOHE

FAERDMRE, HRSFMiiE, BTSFE, histiocytosis X, 37
ERIL—TR, AV RINBFEZ, T“”ﬁ_ﬁrﬁﬁifﬁ
(GVHD), BA'RFREFINE. BARIMEMBERE, systemic
juvenile xanthogranuloma, pseudo-TORCH fE{&8%, COACH
JEREF (MKS3, CC2D2A. RPGRIPILZSE), Jeune ER
2 Kabuki FE/REE

- ZOMORSET B

PURGERIES
BIRERE. STRMEPIIRIEE
BIMEDESR

CHHV-6, KE. BB, TO—DUAIR, UADAIAZE, PF/OAIVRA, DT vF—~OA VA, TFODAIUX,

JULRDAJLAB19, A-B - CEIFRA,

AMRUFEY—b, FTRIUYAOUT, SRIEEY

4th ed.. Cambridge Medicine, 101-110, 2014, ¥» %24 %)

& AR EE

T hay R TRE EFL

TR ER EVERT 5.

2.

B

HEROBEEIIREY) VE ¥4 5(mg/dL) ULk

- 112 -

E hRBEAREDA VA, Epstein-Barr -1 JLR
CBEER, BRRZIVI—IVEEREE, ko005 —Ib, PIVZTOL, TURORAT, 1Y

ZFPIR UDrPEDD,

Chapter 8. Approach to the infant with cholestasis. In : Suchy FJ. et al.(eds), Liver Disease in Children.

ERBEIZ VS, IRBREEIE IS TEIAYER
BLRY
BEOHEXNIETREHAT L, FIBFE

BOOIFAET T RS2 VWEREE SNPT .

TH

417



or

=
aft

HER D EMMELR, FEARICORE D7
v, R EE SR I W,

b

BB D o R A B EBITLCEY I &~
KRZEXGERTHLEVHY, RZEEXZERT
TIUETEERFIRIX 55 5. FB5TT 68 2 B i I % #ESE L
FHT2ILEPRUITHE. FHEDO I L PFIRE
BEETECORREE REREETCORE
¥ I MIVFYTHETOEY IV HTT0,

T o b= AMAE(—RIE) TORHEREI VS 2
ElzonTini sy,

1.8 &

RV DFEDA L ) — = FIZIFERELY
WEYZHZET A LAETIEREINVEVEE
BEYYVECPRHESATEY, ey LY
YEHF DAL T2V, JER/ABHEILER
s %54 (North American Society for Pediat-
ric Gastroenterology, Hepatology and Nutrition :
NASPGHAN) &, fiE+ ORI VE X 10
(mg/dL) % A2 ) ==y 7OBRELLIER
ANTBELED TS, BERYIYNVE DS
R Y LY Y {ES5(mg/dL) F TTHNIT L0
(mg/dL), #BEYNE AESLLETIZZ2D20% %
BEL LTwaY, LOWHERAZY—= 7
BERETBRENET S ERY)VE U EE
THABHBEIE R & REE L TV 256 3B B E
BEEXEZERS.

EREYINVE A EOLIERDOAZ ) —= 7 TiE
ZE S NR VAT oWEFADBRET A0, 7
AFIA y2EEET, BRHICERE L TRIE
) oWEREIENT LI LARITSHS.

A7) == THEHOBEI, —RIREBICEE
LoDMihRsE, BHBER 5 TAYRAAY
V==Y, T3 BRI, R A RERT,
+TRB R EREOD L VRRES S B T
D5,

2. ERIEZH

T [ 55 5514 3 & JE BT 48 (idiopathic neonatal

hepatitis) A% W% & LTHY RN, R1O

W

418

EENBWESNL LAY, BLZEVLAL
{7poTWwnb,

y-GTP H LIZLIETBIIERTH ), i
E%H, AST - ALT E8 & H_TREITE
£12 PFIC, MBHBEABBREELR L2 BN
U NN .
BIZFENIEELFBRTH Y, BT@REY
BRI T % RN BT L 2 E S A O N5,
IR A B CIBREE R RA T b &
TN B FEN TR Th o 728, BWHEET
Al - RRICENTE D2 561F, S%IFERS
NBAEEMED S 5.
FURGTIEBE %A H 5 L IBILEDOET T 4 k —
AME (W) & BB MAE AR &L, < A A
s == IS ENC N BBNSE L. &
H - BEEEGERET, B CETD - EE
OB SRS,

F B

0124 Ao &ETHTFFIRICERL 7 —
= PR EN, REF[EBOEFTIIEE]
EHIN b B LIl hol. THIZHEVEERS
EUANTHEROEE»HF:2 TRHICERERE
FEZTAHBNBIADEL IR D DOOHE. SHD
MELADEF NS,

@32k

1) Feldman A, et al. : Chapter 8. Approach to the infant
with cholestasis. In : Suchy FJ, et al.(eds), Liver Dis-
ease in Children. 4th ed., Cambridge Medicine, 101~
110, 2014

2) Feldman A, et al. : Neonatal Cholestasis. Neoreviews
14 : e63-e73, 2013. doi : 10.1542/neo.14-2-e63

3) Moyer V, et al. : Guideline for the Evaluation of Chole-
static Jaundice in Infants : Recommendations of the
North American Society for Pediatric Gastroenterol-
ogy. Hepatology and Nutrition. ] Pediatr Gastroen-
terol Nutr 39 : 115-128, 2004

4) Gupta NA, et al.: Chapter 3. Mechanism of bile forma-
tion and cholestasis. In : Suchy FJ, et al.(eds), Liver
Disease in Children. 4th ed., Cambridge Medicine, 24~
31,2014

5) Maruo Y, et al. : Bilirubin uridine diphosphate-gluc-
uronosyltransferase variation is a genetic basis of
breast milk jaundice. ] Pediatr 165 : 36-41, 2014
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1. Caroli %, Caroli syndrome

Caroli # 1L REDIFIIREIIRIECTH D, #
RCTRMUEDOIFTHIE DL, SEIIR, BERo
R E &5 b DOHHEITHBY . Caroli DIFA)
DFINZ B e, PIIRIBAZ o RAENF$RHESE (con-
genital hepatic fibrosis : CHF) # 9 & ® % Car-
oli syndrome, f#4>7% > % @ % Caroli disease & Fk
KTIHLIATVES, OHPETHE Carolifi& LT
Caroli syndrome * &3 5 BI04, FELIE
Caroli syndrome % CHF/Caroli #%, Caroli % +
CHF #% & & 3252 L, Caroli disease (34! Caroli
MERRLTHLEDTRE L TWAD, EREDN
PIBE AR AE O K EB 43 1d Caroli syndrome T 5.
2. FoRMEFHEHELE (CHF)

CHF \ZEE B A oML, FINRE JOAERE,
BoOEAERTERE T ABEEEREL LTE
Wmanr? S ERaESESRERRE
(autosomal recessive polycystic kidney disease :
ARPKD)(ZHES . FFMLH T, Bl L 7-ad sl
BRI E N BIRO IEE 2 Al 245 & S
59 R OMBEETR DS, ARPKD LA b
DERBEBRTER SN TS, EREEBIE
I, MWEBA L TERE LN SN, FFEY
s 2355 0% CHF & L5
5 %

DHED Caroli FRICHT 2 EFREILZ LV,
HEZL T Caroli syndrome 0 48 & Hi £ 10,000~
60000 k2 1 Ak 8 pY. CHF # &7-9HRAEL L

TH b %\ ARPKD &, 4T H 4 10,000~
40000121 Ak & a?, F7-, ARPKD OJEHEE
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2+ TdH PKHDI DZEFIEFEILN 1/70 TH 5
é:b};):i)‘

AR - fRAREEIE

1. % &

IFFPIREAE (& AR T AR 3k 4 % B4 AR (duc-
tal plate) 558434, JRERE S 1~2 BHED
M2 5 72 5 AECIREEEY T, b M T4 88
G SATERANE A by T F 2 19 e EDFEB
AL, PIRBLEZCEIRICER S 1 a2 &
HIFE & ) R oEE B L OTFRIBE B AE
EWUCHRS 2. B 12870 & FFFTER 2 & FA~
A CIEERI O TV E, ZoBRIEHAERI
bERT A, BESEDL EEERIL) T 7
AR CPIRS P L (BD 1), BR4E 20 8L ICH
AIFAIEE B L OEERBAGBRSHUGD 5.
AR NEERRS T T 5. ERERICES 2
o 7ZfBERIEY A Mo 19 0 LR
EMig L L CoWE L ko TR L ok
B, VETY Y TOEILER EORE DS IRERY
A 42 (ductal plate malformation : DPM) %34 U
hEshs,

F7OVORELKRESHENCIRE 5.
ARPKD %3 U, UL LIEIF & BICEERMERER
% M AH—BED BB % hepatorenal fibrocystic dis-
ease &\ . T4, FEEENED— KEZE (primary
cilia) \ICHd 2 HAPEML, —kikELZDH
EEEMOBETERICL Y EER, IF - BED
BEIEIPEHLRBEYADL LI NGO,
#=E97 (cilinopathy) ®—# & L T Z D BEEHTE
BEhooH B,

BhISBHFENTVLDRTERENREESRE
3% (autosomal dominant polycystic kidney
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