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............................................................................................................................

FR(o1I2E, BCREE), BENEMEE, FEE, 4
S5 N—AME, FOIMmME, #ERKB, I bICFUT
#, BUME, TORCHES

8t S i AFAIREIT S -3 | BLIEIRE R, FRIEEHIE (Alagille ERE), ETHER
BRMERRTT 5 - MHERREFR, ¥ bV P RIBIE, Wilson &, #E
RA®sO% b= X, JBRE, RREFES, EBRRE

FFoLAg S -7 | BBRAE, A%, BER, MEEHORAE, IBEPHEE, Bk
BER

*EEREYILELZ1.5mg/dl
HBLNE EER /BEERCUIELZ0.15
** familial hemophagocytic lymphohistiocytosis

k%6 b‘i?%ﬁﬂ)ﬁ’fé

| ]
VEREUIVE AR | e R
1 1
O Bt FFHHERE (ALT, AST, LDH OE5fH)

FEhT &0 b ANRGE TSR EZRE S it L,
KB % vascular spider & £ 5 o FFE % fil s
FTHEEL TWABEIE, FRESETL T
B E NG, MIERIEEERIRILR G MR
THETH SN B HIFE - 5 - eI £1C IR
REGUELAHEEI PV FY THERED,
RRSEREE S B TR S o W %

 BMEES ‘ L |
*ﬁﬁ*ﬁﬁ%&ﬁ EERY EEE-UBRERY
Crigler-Najjar fE{REF ‘ l
FEHIE B?ﬂlﬁﬂf yGTP, é'ﬁﬂ,ﬂ.‘}‘f&
[ |
l Edkf- 18R EERE BfE
I |
& Bl - IS
l B WAL ARE 4
HI =X MAE RESEHEARIE
$iER (BLIR) %—‘:’-D*‘/':/ma}i Alagille EAREF
SMFTRL (REMAEEE) HER JEREMRMERBAS I D E
TORCHES AIRZBYAL IV IpLRUTR SN RIBEE
&= B BUAT ¢ Rotor fE{& R IRARUTR
FHL* o294 I Dubin-Johnson fEEES HEHINMERTREE
FERATI/OT—IZ TFIIAIR T EREET AR S EE BaERRIE
IpARUTRR SOOI FOYAIVAR BEREMEFRIBTS-HE ai- PFRITS L RAREE

® 1 ILRHRME TSN 3REOBEHOEDH (HASL" 2003 & h—EHE)

Jo MBI oM TIRENEBICR S D, LT
HIEEELR EETVLTHEAEHERT 5, €Y
WEYRIEY—arRxea—50 L) Rtaz B
%, MiMETIE, BEYNVEYBIUHEEELYY)
VEYDOWEE E BT, ALT, AST, yGTP, JB
rHEE, Mg (LRgEs) OMEZTI.
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ik 6 PRLIBONE

*ERERCUNESZ1.5mg/dL
HBNE EER/ BEREUNES20.15

|%@&ﬂqu}uq/ﬁm {} ** Wilson iRDRFE 4 s LIE

!

FHBEERS (ALT, AST, LDH OE{E)
|

RMMEEE
%m&ﬁﬁﬁégﬁ ‘
Glibert fE#
Crigler-Najjar fE{E8 BERM
RIS Wilson 7% l
Al m%g&
&Y L
BHEFTE (BEFL£E280)
I I XPERF 4%
BOREMEFA
Wilson #5 **
i ignddzcnd R
TSR ORI
MERW AR TFEII1IZR
IpALRYTR I FOYLILR

1
ERELEBERS

l
vGTP, #8718k
I

f 1
ERE-BBRERY =il

|
B{bfEaE A
BRI HERAE
BFHEZE EHRE
RBeMfE BER
FENERFREE EFEA
IPOCRYTER Alagille fEf&E
Dubin-Johnson fE{EEE ERRERTES
Rotor fEERS IpNILRYTRR
ETHEREMTARBEAS-BE BgREE
RIEREMEFAREAS-8E ar- PFIIT S RIBIE

B2 EL&£H%6PALURICHSNAIREDBEHO®EDS (A" 2008 & bh —Hez)

B RELTRES LV RBOERIBH

1. REERASHAE

REYIVE VEICHFRECHEELEY L E Ut
1.5 mg/dL ML L& RT DS M RETH Y,
JBH S o tiAih 5 YT 5, 7, BEYLE
YIS EDAEHELY Y VE OEEH 15% L L
Thiud, BECY VY VEMEHTT2, oh
W2 & o THREPASHIE D& # TEFITIT ) o

2. AMFT2

ARIZBU 23 ey A0HE S 2R
2ORELOFMEIL e v BUICHEE L 4T
BT ENEETH D, bhvbhid, #BE
JWVEYH30mg/dL BLE, P YRAT IF—
%% 1000 IU/mL LL E, PT LAt 60% ki % 2
DU M THE R, BEME~SEA T TA S
EEHERL T A,

VEGEER

WEHZ ELTHREEZEIIDbEY, Z0TFHD

SFEEFETHD, LI, BEEECYNE VERD
HMEYVEVMETIFREARLERLE ST
NTWBEY, LEZEFRENRITFTH-TD
METHRETH B,

1 PAZCEEERALORLI LD LIl
bY, TOREALEBARRETHD, Li
L, &9 LichehicBEmeiE R e RFLL L
VEERTVWALWEEMNDY, LLTHEDLL
BEICEBEYNEEEBEY Y VE Vv REST
Bo 72, B2 A TLHBERLHGBEINARS
NBGETEEBT S &) BUSHHAT 5,

BAMMELRESIBE, EN0-0IcB#L%
SHMEEFIELTAAZLIIERATH S, 24
R 72V T  BEIRBIRER O 7= D1 b I
WKEETHY, BHRTBAFRE T8
WEW) ZEERBHT S, BALERELTL MK

Key Points

O L RHEMOBETE, BEMBEDTLE
MENHDZEEEZRICH <,

O HEELLTRBRSRICD B0, B
EICERT 2158 ICHEPFEABNT 3,
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- Laved, RREREO TR E 2, 2003

GADLETH D, 2) Kliegman RM, Behrman RE, Jenson HB, et al :
e % Nelson Textbook of Pediatrics, 18th ed, Saun-
ders, Philadelphia, pp1662-1680, 2004

——

X M 3) ETUEE, KO HE L NBEERRREA A K, ObE,
1) BARRIR, W, KB Bl /R AL SIS B, ppl81-185, 2009

v=a TV, 2, BHL G, #E, ppl7-18,
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j&?”é&;?”%‘é
N (e SO

NEH S s tAs [NBAER CHRE b 010
DT TH Do EHO/NEEBMOMET b AR
B0 LIRS o 8 % BN AR LS %
HIS v,

A S o] EBWT, SISk mRET
HYAEBHETUBT I LIRFEALRVER
WO FRPELBVWERS, 1 LICHEBEZ
3 PliEd i ngt, ERESEEOIETS - ik H
BN LIS UIEGET 2, 72 & 248, BRI

TR AIE

EFMMBEED 7 b — R A I L e E
ORI oIk AMETH Y, HEOHER
Alagille JEERE L BT S W -FIAH 5, T2, %
RBEICEER EBORE BEAEZFAFKIE
MESH) TRESKALY M) YRIBELH S,
ZOWED, TH EPHRIA4E) ik iluE e
9 oHDBWOMEE 2o fldbd b, T/,
FEF AL ) -y VO DIEREE LTY
DIVE VIZIEE THBH yCTP EATH { THL

£ HER - IARBICHET 3085 > BOREME

A. [BXPASHAE (Biliary atresia)
Perinatal type (80~90%),

B. Fr#ufarming & EMIEE B RE
1. EHEENOYLRS

Embryonic type (10~20%), PSC with neonatal onset

a. fETERIES BSEP &Z (PFIC Type 2, BRIC Type 2)
b. U EHEAMES MDR3 xigiE (PFIC Type 3)
c. 1 F HEaRERERY cystic fibrosis (CFTR)

2. ZRBICHLIRE
. FERBE{LEEER

QO UTo

R N 2
C. BEBABCHER

. PFIC1 %= (PFIC Type 1, BRIC Type 1)

¥ MY CRBIC L BHERFARMT S - (NICCD)
U 7RFE (ex. hepatic mitochondrial DNA depletion syndrome)

1. 3-oxo-4-steroid 58~ reductase deficiency
2. 34-hydroxy-5-c27-steroid hydrogenese/isomerase deficiency

3. Oxysterol 7a-hydroylase deficiency

D. BARHORERE

1. Alagille fE4z# (Jagged 1 @{=FE%)

2. FHERMEFABEETRE

3. Ductal plate malformation (ARPKD, ADPkD, Caroli #%)

E. BBER
1. TORCHES
2. FERAETV/OT -

3. FEEBOREICL B85 - (TPN BhEATREE)

F. DEAREE (FFSRIEE AT RIERET)

PFIC : progressive familial intrahepatic cholestasis, BRIC : benign recurrent intrahepatic cholesta-
sis, ARPKD : autosomal recessive polycystic kidney disease, ADPKD : autosomal dominant

polycystic kidney disease

Fujisawa Tomoo

R T 2 S T G e Nl N b

—IFHfEEREsr  (T230-0012 HUEHHRAKTAE 3-6-1)

TEL 045-567-3000 FAX 045-576-3525 E-mail : t_fujisawa@tobu.saiseikai.or,jp
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TR RSV, ERRIC R EEA R > > 0B
BHcokdbotdbdb. 861, AYRHOR
EFALL (failure to thrive) 2*EiZI ba X FY7
REICEBFRE (mitochondrial hepatopathy)
CEBBH I ->BTHLILLBRT S, “DL
SICHEZE)PTMIHNELT, B o)
EWIHIRBBIZERLTENRTIE RV,
FERETHMAICRSNTWA L5, BH
DT - HEED A = X AT FEYEOTRE
EDICBRAICHLONICRoTwWA, ¥/, BH
) oM RTERBITEAL D B/AR, LAY
RBIIZE W, 2o THAEEFASE & (2RO
BETAabhic [MERFR] 5% OFEBHIMH
MEBELTRDONE L HIZholz FTITIE,
FER - LRBMICBIT AT S o HOREBISE
ERLEA, ZOFRTB, COEBIZHBMNEE
Ko THEIREL ol HATRER, &
NODMEH D s BOS L RRBRETHLATH
5, 2% 0, [FL] LBRDh T KBENSE

i THRIE] AORBBHICY 7 ML,

fA S - PR OBH SR EBRORE (F
ML 5 BMEE £ T) LHNBEEOREDN LD
B ~NOEEoBEEHA YO AT
C&oT, BHOERSTHH8HE, UMK
Y, AVAFU-—), Y VRENEREFNEIT
5 —#ICh o THARSL I S o ¥m$ 2 KB
Thd. TLTC, FHBEBOEMBEFRIZ G
yGTP, LAP, ALP R OB EREENEFEL,
BEAROEEMBIIZE LAP, yGTP »*HFET
50 fEH ) oENHNE, ChODBEREED
MMz 2D 55, $EREHS o
ETIHEEND Y 25 yCTP HKLERFLAE W
ENBIOBBI LB L bD B, |

BFERFEFATHLE, 2L THHEHS -
WEWVIHIREBLEB I, BRMCEHS o
KA OPN TR VWRENBRINEY L EHR
BERNLEShAZILEMBELTRTE 2V,
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HAEENRE E A E LB BEOREIC
i, JEAHREEEC L A aaM, Sl G0k
LEESHALE G & A BEME, TFEELE B
L AMME, HEDVDHD, FEROIRE TIERWDT,
FAEME R B OG & RO W EAMEIC B Lo
ZEddh, HERETCEMIROERERSNLS S
Lbbr, —F, FRTEEL, MoOmIEIES
PIBRIEICHEB SN BEEL LR v,

EOEDEER

RIS

BODDSEMT B0 N4 F N4 L ORE, W
WMUAOVET, HEREN, £80mEeSRE
16, WM, 2 X OmIRE D e BN
ALIEL B,
INOLOMETHBIICWA ShunE, 1k
WIREMES ET 2. Lo L, AEARSHT
HANERT E B HRIERS ATV 5O THEED
BISRMIRIC L > TR EE LN,

H meons: Azrsnsh

S VORLEOEHAIE LD, EoMIR (T
OFE), HomEE, BEORHHNE (HLIROHE
VEERELAEEE, ALREOHFM), 7V AV R
B2 SO 7 REDF I, FERCILR DA L
EEWLNTT B, BIEHERESLEREERBOF
»HELT, RRERKIEE & MO RY
DR DBEI R D, KEMNTRCAEERD
BEGMREOFEL DY 5, MHEEMKRET
RONERLWEHZEICLbDHD, F1ICE
DELENTREREEE L

Hez & onn

W TELRE O 5 V4 >) ICHIED %
g, Wiz L GERBIHET A 2%
o R2IHFETNEHEZR L7z MGHRE,
Rege, fEkin, BRWGGE, Y 4 v XU, JEES
ik, MER CT, EBSTHRE, & &ik T

natsw Haruki
FASEURTT ISR S &b 1 > ¥ — PR Rt
230-0012 HBHEWHRAKTRY 3-6-1)

L 045-576-3000 FAX 045-576-3525

mail : haruki-komatsu@chive.ocn.ne.jp

I RELTRESHVVEEDERIBE

1. FROVE (MMfF)
EOEDORE O L TIEICHROIIAERET S ]
CEREFRISKET AHEEE 0, ICHRARTE

LT Rk, REFICRET D HEEOFE

fEx BRI E5, FLBHRM TG IREI R4
g, ST UROBROIMAHZ B ] (3558
) UNMIBTEREE 2 BA, T LIV F— sl
LTwamiEttdd s, —F, Mg EmE
DEERIEKRDOEDTH B, FIVERATRF v
YOSy =5 BB JE S IMEDJR
e LTHEREW D, EICMmEiRAT LY
BEERRLENT 5, M & TH %S IHE
MR NG B RS LR B E R 2 0 &2 2§84
HOEHWEETH Y, MEEROEREIEET
Bo WHHHEKR 252 Crohn Wil & D KIEMEE
BUEIMMETHZES 2o, IMEEXETAL0EE
EENOLIEDN D Do IR THIA L  MFET
N EELEAONIYEEHEEREGE) —7D
B9 A%, WHREMETLLABHTELRVEAN
2NN

2. AWME
fED@ATE K THIZLE ) Hhd, bAETika 4
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£1 EOBLENTNERE

B, ﬁﬁbmﬁm(ﬁﬁﬁ
B{EEhTREILTE)

FTUAS b (GEED.
Ta-X, Ti—-~1Y—
nE

;%&%

m@@%

;@%%ﬁwﬁéﬁg~

w@@%E(ﬁ4»Zﬁﬁ% . GRS

BREHE,

%ﬁmmmnﬁrmﬁmﬁw s
KR4 ri¥)
TANABRPFELTHBY, LiL, ayydg 3. EHFEN

VAUNDOBERBRTOHBHEIC LI LiEd
%, THINRVABMET, HEZME)SHEILIFH
HRERBOFEXWRET S, HEMBMETIIKA
B~ROEBESRASND D, EFIC L - TiEW
WMOMBIZRZDHELHVEET S, HEPMN
FEVL A 60 HDHNOFEREHARITF L THEM
HLTWaE D, bHEzEDBBOETH T —

1 — FEHAWRZERom LA ST
53,

B FE LA ER B, LdisT
FERDHEFET B S RS LIE L 5 B o
&I, BB e i & 1 S B A IR a R
FALEL 125, WLFBREO—IITIZAY I N
75— EnY RIS LTV AL D5,

4. BOE
BRI B I 2L LIGL 0 R B o B RERR Y L2 R 2
RWEEZ L5,
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K2 EOBICREEHSNABANERTNEHRE

IR
M3, %{b%E, /L, ESR, MFT7 IOA K A,
15 IgE, IgE-RAST

CMV pp65 HE, U L /NEEREMER, A1 a8
74— Uik

B3, MM, BAR, H‘é%é%é, IFERIRE
Clostridium difficile toxin

Q291 NVAE, PF/I91IVAHE, AYan
Ja—EOynE

MSBMEFE, CT, MRl, A9 NS o F T3 60,
B X 2

. A
‘ L8B, TERHILEARSE, BIBE, H T EIABE

bo BEIEDTTHBE L T {a, R o
AEOBVWERBIIBRNTETHA I L A TEFEICH
BLTLS) ZENEETH B, NEERAI L
BB S NIHE, DNBARSERAENTE 5
ROBL VD, BETIHELE V. LaL,
EELICRRHEZ |32 & 2 RIS HE I iR~
FANTRELER D, WHRERETREI A%
KEd, REFLBERIRETIZLICLo TR
LEREONS S EAE W,

v EZRE-or e

RS, Eotr ol S h A RBE RS
L EBIRICHAT 5. RIS, EoORUSNDIERD
AMLBET A, OTHEESEWREZ KA
A, B, BHrORBMENEY, MwkE, B
WRBE R, R, B AV ATERRER
rEBL, REOEEELENT . BHIHEE
LaWnWiaid e Kig 4 E /8 L O 2 HE
ZETHE T 5. MLV, ZROME, HEOHE
H, BEGEOFELVET, 22 % {eqiREH
RN TONRIEEERZ 2T TERT 881D

Key Points

© [DEMEE £ BENE L SRR LET
Y, LREBOBOEFEEREZ L,

@E%ﬁ%ﬁ@ﬁmmﬁﬂﬁﬁm.ﬁﬁﬁﬁ

 TEBEUERT S,

O ERIERT 5881, HIEEARSRE,I R
HBEICERLIBEHH 5,

X &
1) Troncone R, Discepolo V : Colon in food allergy.
J Pediatr Gastroenterol Nutr 48 (Suppl 2) : S89-
91, 2009
2) CukorG, Blacklow N:Human viral gastro-
enteritis. Microbiol Rev 48 : 157-179, 1984
3) Hsiao CH, Chang MH, Chen HL, et al : Universal
screening for biliary atresia using an infant stool
color card in Taiwan. Hepatology 47 :1233-
1240, 2008 4
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V. E - HED D HERZ

1. BREICHET3ERN L

CMERY Y VY S EEEE TE 1.0 mg/dL
(17 pmol/L) BLFTH Y, MFEL ) V¥ LM
2.0mg/dL %48 % &, BRERAME L Jg I
DEFREEFRDOOLND,

s TRTOFEITRIRE, ST 0, B, 45,
P DNEC R DR ), FPEPRES TH
FLTWAHAIEMEY ) VY VD 20 mg/
dLB LY En D,

cHAERE, LICABIANNIEENEE L

BHONDY, FERBUBROEEIRETH
5o
BB I THENERTAZ L
wBENEEE X5

2. AEHEBEOXE,ABAHZZL (R1)Y
cHEIRBNEECY N VOB BEREE FD
WEE (HRE) CREFSLHEICEDLNL,
YN REANESOE Y R EDANLEHDORE
HRAHEYTHY, FRESMELZ EOBNERT
NABALBRICI D E UV LICBb s h,
SHIEYURVYVYRBRIEEZELZEICLYEY N

FIENB L HIC, EIHEEFLZVOICEE Yy Eho TMHPICBITT 5,
‘ <%@§5)
~ >
! Am
JEAaREUILEY
v =
IEETETS +7PIWIED)

BITERTE

bid:1)

il ]
JHEGEUILEY

(UDTGT)-——‘
HEBNEX S <

\»'jDL’_"U/—U”.‘/

/- mEmmE
- fIAEE
------- B

EHIREE~FTPIEE---- FRIE 50
FFMEE - FTSMEH SoF (BAENEE)

1 BREFRETIAHZIL
UDP-GT : EVIVE > UDP-7 00 O - BEiERES

Fujisawa Tomoo

THESBETRBMAREC b vy - - HASEM (T 230-0012 BAETHEBREK TR 3-6-1)
TEL 045-576-3000 FAX 045-576-3525 E-mail : t_fujisawa@tobu.saiseikai.orjp
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s U NEYRMPTIIRICEFICOVOT, 13
EAERTVT I VICHEA L RETEEEE
By 5, Thel#E GEag) By v
X 3%

s B VE VIZFRICETR, RN T
UDP-7 v 7 a Y BREBEFE (UDP-GT) 2k
DrvrurBlasshkatEoEE (3g)
BYYLVE &Ry, FMEAZESR, BT
B, aVAFu—NV, UYVRELREELHIZME
h& LCEMBE~SHE (5W) Sh, EME
Eor oMIBE, NEMEY, SOCHERRT
RIBE LY, BELAML T iBIcmH
T 5

BB ICHRE S N EER Y Y VY M
WXy ResEsh, BUREBRYYVE Y L
D, —ERIZIETER L & B, FICEBERE»S
BRI E R, MIRE B CHBICRE 2 BESE
b aEY,

s HRRENZVEEMCY Ve Y ZBREE O
BRERICLYVRT Sy oEy ) —F e h
. 5ldfEECRitshyoy ) v k5,

sy ) —FUEATHINTTEY Vi
REGTHY, ThIFERELD,

« JHERICHERIHT S - #2H 5 L EEE LYY
VWEYETTHBIIAWTELVOTEAIZ
HolZ b, FL-EERCY VY Y AMLES
WKHRL, BE2SRMNCHESh 30 TRIZ
T rEDL) BREBL LD,

I. ¥#%1 PARSHOHEE

1 PRATAHEALNSEEOKRE I FIAME
EICLAHBEHECYVE VIETH 5,
cBALPLEEOREZE) ORES TRV
B, &S EEORVEIMEE TR
WHEICERE) EREIBEDOL I REBHTH S,
ETRVEBHOBEBEORAIREOEZER YY)
VEYHIEDZ EWE Vv, BN 5 L HEIZ
B >Em»H 5.

s EHE A B 2BA I, BT VY L ofEE (Y
B/EHE) AT ThLERERET S, BEE
ZRECEHTH Y, EEHAI— N ELF)

AEAR Vold3 #FIHE, 2011

V. JER - #uEd 5 R &2k

HLTEAN L GRERET 50, ERIER
BRI LAY TH D,
cHREYNVE MEICHBRE CEBERE Y LY L8
1.5mg/dL B L2 RTORE LS CRETH
D, BB oD 5 LT 5,
CHBEYNE UEICEDLEERY Y LY L ESS
15% U ETHNITEHER Y Y VY Y EMLER
KB,

M. 1 AARZORBEONG

1. &HOFIR
T2 1 hARZTHESALNZBEDOER
DFEEERLEY,

2. BREEUNECEFERLAVEE
cBLFEOEVOEIRAMHETH S,
RAZVEREBAMEECTH S, BAFRE
T SR H OIS B EE, B2
MBI DT 2 MR LA TH 5o

3. BIMRE
s BRFLMEEE I FE L LTHILROWEIC L BT
UDP-GT DHEEL YN E VOB EERO
Mg EPHALEEZ SR TWBY,

s BAMEEIHRACEBAMICSZVERE L
T, BEOEF L LTH UDP-GT D—2Th
% UGT1Al DBIZFLHAEITGIL BB L d
—DODBEHRLEZOLNTVEY,

s BABEE CHNIIBHRERENOHREILT T
TdH ) ERMIITERILELR VD, BE YL
YV E 20 mg/dL ML ER ABR DE¥, B#EE
D—HERD A LN D & X ITITEBEMNADLE
ThH b7,

s B RFIEE LTRIMERY Y LY i
20mg/dL U FChHNIEBAFT Rz PIET2 2
LB eBEL, FhULTEBATES
BT 2H3 0, BEMEEOENBK LT
s EXWREELREN T REKBRIL Gilbert FEE
B, Crigler-Najjar SEEBE IR CTH 0, wThd
UGTIA]l D#EETFRESALNS,

s BAMFETHOHNEHALEZ T 2 LEIT 2w
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