)
\H=£;?

1 BBE#R(ductal plate) DU ET U J OEESHNEZE
. a ! BERD 2 BEOMBEAUy MROBTOHNTWS
b BEO—EHMEER U TERERA LTV
c ! IBEIFFIREOREICERDATN, BRINCEERITELT D

disease : ADPKD) % &7:% PKDI1 & PKD2, B
X O"ARPKD % 2 7:¢ PKHDI1 % E DBZFTH
D, TNHLOBEGEFEWIZ—RFEFEEID basal
bodies \CBHET 5. PRAIDEE*F T 5
ADPKD €7 V<7 A CIIFEREALONS.
7z, ARPKD 7 IVOEERE T v F TEREMEF
MR EIREBE LIB®ENH S, Joubert fEMRE
B % orofaciodigital syndrome I 257 5
OFD] OEWEHLEERTH ) —REEERD
basal bodies IZBFEL TV 3. ZhHOREICH
E L CRIBVHFROBER 7 BT 5 E A0
L, BERIERSINS EEESNTEY, FE
Mo, FFPIRREHGRIC O BRT B L BbhssY.

FFICASNS CHF ORFIEEZ+5HO 2
T\, CHF TRBEMGHEIEE THIERELZ
L £, connective tissue growth factor (CTGF) %
NG VREET O T A 7)) A O HHBITEE &
BRE(ER2DEShDTY
2.%8 B

CHF OFFiE Tid, IR TEHDIKEED /N>
NIROMMEHME 2R TE DY EMET T,
TEDIE F 72 BB L AR R TR T o
N EE RS BIRICAH T 5. RAEEER
FREE LA AT HEIKDO DPM & &&, MR
~NEERoTWD, BEOPIIRBOMBMELICH L
FIEMBERFHIIBETH 5.

FrREEOHBGIIHEEFEH THY, KELER
P TWw5D, FHRMEEREICIEEIALNE
WHTCHF EXBIEN 5.
3. %" R

Caroli #HIXREI D oA LT, BFE
BICHIBEREZ &S Led v, EAPICFa ke
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DET R ADEEIL, EITHEBEELORKENES
52 ENEN,

CHF Tl HEMEOMBA KR EB L, 9
RAOBICEEAEZ-LPRELECESL L SN
H FEEERZD, WOEREIIRINS.
DPM IZEEP LA ONDE DD, HHEALE PPk
JETTEIFER L & D ICRERIET L, MEICIXE
KBz, B-FKRATLETREIZESD
D, FHRFHEREEECL TV,

CfE R

%r&#ﬁné%%iw%%#%mﬁﬁif
MRIEVAS, S EEHTHS. OFRETTESE
rEMETAGE, QIEELRLY EHETH5E,
QRAEE, QEFEIRL EXH B2,

OFIRETCEER - b T, BRE, f/MRL
ZETRIN D, HELE LTRSS MES
FREEF S ), BRIEBMERT, HIRK FH1E
BEOSIE, NFIRIE, 77/ - ¥R EEET
5.

QOREE R B oW, RIETAEERY &
7o, RERZA, BmiE, WEE REREZELR O
LTV £/, BETHEA, EEMESA
DEFEFHONTBYVFEEYETS.

2. BHFR - MARFRR

R RECHAEICE o BICEEY 2T 5.
B, FFERSAONLZENH D, I
CEEOERMEILD., PMIRETTESE CTHRIET A
5.

EHEF 2 ITNIE-HYMNEREIEE TH
b, IBELROBICIIFEER, CUNE Y, -7V
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PKHD1(Z 4« 70X
F)

PKD1(RU I AF
1), PKD2(FRURF
> 2)

PRKCSH{~NJC 32
F), SEC63

NPHP3( 7OV AF
>/-3)

Loci12p, 1513 IFT8
(intraflagellar transport
protein)

AH11 (jouberin) [E D'
bl

TMEM67(MKS3). &
E[CCC2D2AB KU
RPGRIPTL

MKS1 [EhE#

BBS1 [Fh&H

OFDT(FDHEAT
B FIREEDZRD
basal bodies (C/FE)

Right Atrial Isomerism
Tl& GDF1

PMIGRATRY > /S~
AAYAS—1)

DPM, CHF, Garoli
b

DPM, CHF, &N
(T Caroli 7%

ARSI EERNE
(ST HEA,
FHUT CHF

CHF

CHF, Caroli 5

CHF

CHF

DPM

CHF

CHF, dilatations of
the intrahepatic
ducts

CHF. Caroli 8

DPM, CHF

bridge Medicine, 710-727, 20141/ Waik—, i #iFEH. BERTREAEE
nlm.nih.gov/omim/ 2014 48 8 B ##%) 33 X U Gene Reviews (http://www.ncbinlm.nih.gov/books/NBK 1116/ 2014 4£ 8 A ##%) %

RETLICBH L CE]

FINIIYAT725—F¥(y-GT) 2 EVEE%R

ARY. EMRETEEY S I M MURD, 5
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EEORI R
i

FRAEDZERALIC

HR Y DEBOE
i)

Z3V;

B BRSBTS H
THER

cystic renal tubular’

dysplasia
BhaEE, 7
OvE

e xU0VEB
rE

R AR5 ER e

EaT, =7
ovEg

$RTBBUEE
EEDEASER

Gl iy

23",

G HigEERS

HERMDSBREANSGD,
BER TRBEDE & O
RROBBER

FrEgia( AR e &EE UL,
SREMF o K BRI CBRE.
BIRFRM, BERE KBR
B, BENVIT

(T ADPKD & SBLIODB A
EEEITD

BEBRTOVEEDEEN,
T 19 MEICKBERE R
Y. AREREEESSD

PR TERMRBELMES
BHREND

OMIM _ECIFIRIE 22 BBYE(CH
L tay SN ARY)

Cerebellar vermis hypo/aplasia,
oligophrenia(mental retarda-
tion), congenital ataxia, ocular
coloboma, and hepatic fibrosis
DEETHD

OMIM L TIFIRTE 11 Ha(CH
BENTVS. BOBIILR
%, PR ROERE, §F
REEERSOREL ED%EX
PEDERR, SREGDERE
OMIM L TIFIRE 19 IS
B|ENTVS. WEZH, 1
7, SO ERE, IR
/: 9= Nt e

ORORI, EOBEmES
e, oA, Han

BRRMERE, situs inversus, %%
fE, SERMDIRR, PiRERR
OFEHERE ‘
BHETH, EERLUSHE,
REEE

: Chapter 41. Fibrocystic liver disease. In : Suchy FJ et al.(eds). Liver Disease in Children, 4th ed. Cam-
25:127-131, 2012, #3742 OMIM (http://www.ncbi.

IR BB LN S,
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2 W
1. % &

Caroli /5 & CHF O Z Wil EEEZIIC L5 L2
HREL, WHEMZETLHIIRONS.

ERBERETIE, —I—EEOBVHEIRD /S
Y~ ERICESET S, PIRETEIETT
B EBEE Y, PRI, R T
BT ReIc 2 5. HERABEICIZNRIR, JBRY - fER
RABDBIEDHD. WIRIBENICHIV PR ASE
h, LI —RIZEHLTI—{%DH 5 central dot
sign ¥ 8752 E0H 5.

CT ®° MRI(MRCP) I B E K FEDOMHERLHED
ERELHERT L2017, LEEFERLOE
ICOARATH S,

CHF #° Caroli /i % RLH L 7-B8 1L, BWRE. BIH
7 (BIERELEM, coloboma 2 &)L, |1 IZH
BEFNREZICLEERI VAW $7- EEH
Hy )y TERET A,

2. ERIESHR

CHF & FFREZIZRE S 3%, CHF Tik
BE, WOGKRBIZEETHS. FllaFEz Lo
EHEZBESRI N, BERIEALOhZ V. KED
TWHhBEHMTHA, L ZICEREECEEE X
(primary sclerosing cholangitis : PSC) & 427
HHETH 25, PSCEIIFBEDHELRT.
non-cirrhotic portal hypertension (2> T#HE
BAEE AL NAHAIE, SOIENRETDH
5. BRGERE, BEGFR, WeEME2E23E T
4. PSC < non-cirrhotic portal hypertension T
it BICHEREET S22 L0552 JFAD
VPETHABOERIEFHAANE LTI NTHA

S

i =
BEMERVERTH S, BERICIREES
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L, BREECIEERIITFHUMEERES
fThhad, BAOPAITEM, . KESIIE-
THEVELR Y, BREELHGE TCOMNIEHIEZ
Lw? byt Fya— VEBEOHRITAHT
5. MRETEEDR NS LT ARFZ LW
A, ABETH Y A7 OFREZRES UL, JE
TR BENELBIRT 2R LH L. FRED
{6 121 PR 8 09 78 /L ¢ (endoscopic screlo-
therapy) ¥ 72 {3 & & & IR 5 #5 % 7 (endoscopic
variceal ligation/band ligation) 3% 4. H I %
DRTEERBITIAPIREIER Y v >~ M ZET
5. FEHEREITEIIN T AL PIIRE TCEE DR
FIZ2 6T, MIRMRRD %2 EWELBATE
SEENTWES,

FFRSRERIC I R IS, FPAREMRRE, HRG
HREE L E23%H 5. ARPKD BITIZHF - B2
[ HRETH S,

F BB

ABRBIUBEFET 7 F A EEZITH 2 &0
ZF L.

@k
1) FEEZ, i FABEEOREES — LB StiFES
ERREFHEE+ 70 )FrRLIc— R4
619-631, 2003
2) Arnon R, et al. : Chapter 41. Fibrocystic liver disease.
In : Suchy FJ et al.(eds). Liver Disease in Children,
4th ed., Cambridge Medicine, 710-727, 2014
3) AAEEY f: EEFHEETEEREERADEE
ZRBIESRE 201048 B, BREREAH
53 : 556583, 2011
(http://www jsn.or.jp/guideline/guideline.php 2014 4
8 A BERe)
4) -, b TR, HARBREFESFE25 0 127-131
2012
(L& —ER)



1. & #

HEAT RS FRENTFANIE 5 - i 5 (progressive
familial intrahepatic cholestasis : PFIC) %, 5L
B REH ) o MBI O JTEES & 564 L 7ok, B
DEITFHEO B T E S, —F, RUERE
HEFFAIE 9 » HEE (benign recurrent intrahe-
patic cholestasis : BRIC) I8 I L2 I3 30 [ 22
7, %ﬁﬂ"[&%&'&?&:&'%—%ﬁéksﬁﬂ. ?B‘H’%I‘.‘X‘/ﬁthﬂi
L, UIES WSSk, BPNCIESILT %
¥y — FEiEbYET,

2. 4

PFIC i, ¥HE#ETFIZLY 18»r6 38 s T

S SN (R,

E 2

FNTHD. Fro HEMMIBY 2 HEERTN
Ths.

AR - RHEEIE

PFIC Oyl BT 5 9 X CHE R ERE
BICHD B BT Y AK= S —FE 1 IRTY,
1. PFICT

FIC1 (familial intrahepatic cholestasis 1) EE %
BRIz L5, AR, B BT, JBHEE
{CBHI DD BN EZRE L TH 5 FXR (farnesoid
X receptor) DHEHB BT ELS. FTOFXR D
ET BHEE NS VAR~ —TdH B BSEP
(bile salt export pump) D SEBUET 45| 22
L, BHB0EHT 5.

2. PFIC2
BSEP HEIOREIZL 5. FHED 5 JBE P

426 .

leitEEz W CE R (Y, IEHBFERL, B
HiMHERFgETIERI L, B oz &0,
3. PFIC3

MDR3{multi drug resistance 3)PHZ > /37 @
B ks, Bidoy YEEIRRL, BHE
EDIVBENTER Y, BHEORER
PR & D BEAF LR B HIa Ol E & &5,

m A
=R,
R PRAENR

BOE, R, SRRk, ERMER LD,
PFIC], PFIC2 Cit, BT o#idtdh B2 A
6§ p-GTP A LA L7,

1. PFICI

FICI EEHOATH L, HLHE, BRErLd
FEERARCIBE CRBLT VS, 200D,
i, THI RUENEES X ORSMERAEO b1
%.

2. PFIC2

PRICL &G L, SEfTA°8vs, FSHER
ZWv, PI VAT IF-YRBEERT;
ERERET S,
3. PFIC3 N

p-GTP it LA+ 5. Fempsimid, 218
ANCERETLEFEETHE.

_:_:4\ Do
2 B

R = )

OumaEHE (-GTP, FEIHEE
%), OXHTRRE, OFER HRD
D, BiRZE1 IR
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FFEAER
MRP3 MRP4 OSTQ/fS
ggé iz ]
R FIC1
Jrer €3 gy EULEY P U
= BSEP
BEHEE MDRI
Orl}‘g's =5 CYP7A1
=1 MDR3 _
A4 VAT PFINAVY DUZTD—NJ_
e/

E1 FFEREELCHIDLDE S UAR—F—

BSEP | bile salt export pump, CYP ! cytochrome p450, MDR © multi dneg resistance gene,
MRP : multi drug reslstance-associated protein, NTCP : Na*/taurocholate cotransporter,
QATP . organic anion transporter, OST : organic solute transporter, FIC © familial intrahe-

patic cholestasis

(igilips © RUEIERFAIBIT ) o B0, /NBMH 43 © 1034-1037, 2011)

1 ETHEERRMEAET S o FEPFIC) DEBERTF LERE

ATP8B1

T BReHst

© 18q21

" FIC1 (jamilial intrahepatic chofestasis 1)

C PE/UVEEETU Y —E
CBF. BE. B B
L EiER~ALRE
B~
. EE
L BRETBRIENSBV
ml, BEOES - HE, BRUE
KRBT
Byler' s Bile
REBS, B BE TA
8 RRIETA

2. $RUELHR

it o LS T y-CTPH LS L &
WiEBRE LT, ATHRMEERTRE EIHITS
5.
3. REBET

Bapife, H#fEH S PFICL & PFIC2 %8503
Bt L, BEEMOIDICRHETHR
EBLEER S,

ABCB11 ABCB4
BRoksE Biakshit
7q21
. MDR3(multi drug resistance 3)PiE
BSEP (bile sait export pump) SIS
BITRESA TAATFFINLIVLSEH
o
sER~FLRH HR~EA
{EE~ES =X
hEE
SMICEZGER s
EHIEAPERT fBEmE, Bk
TSRS
"L
TR THAZL
A E

1. PAREE

TR IAES (medium chain triglyceride : MCT)
I, REEY Y I YO, VYT EY
I—WEE Tz /NVEY —LVOBERTY. &
i, M7 e TIMECER SRS 7 2 = VEEE:
? PRIC2 (283 5 A3 A & & L,

427
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2. MBAR
Bl ETHORELE LT, BouiBsE
(partial external biliary diversion : PEBD) 5% %l

EDWES 5B

BHIE

ARMI BV TO RS ADBEND Y, IF
BHOSA IV VRS EWRETH S,

iR - REATE

PFIC1 T, FIC1 &BEFRZG T {BE

R ESEBICRBL TV ALY, WS IEH
HhHE S hb L3tk b, MktEOIRMT
AP, KEEEL &/-4Y. —F, BSEP &HH
RO MMIEB LT 18, PFIC2 TR
HBDOFHIEBIFTH BT,

428-

@3k

1) Rl EEFPEY ) o mOoME. ARNH
43 : 1034-1037, 2011

2) Naoi S, et al. : Improved liver function and relieved
pruritus afrer 4-phenylbutyrate therapy in a patient
with progressive familial intrahepatic cholestasis type
2. ] Pediatr 164 : 1219~1227, 2014

3) Melter M. et al. : Progressive familial intrahepatic
cholestasis | partial biliary diversion normalizes serum
lipids and improves growth in noncirrhotic patients,
Am ] Gastroenterol 95 : 3522-3528, 2000

4) Lykavieris P, et al. : Progressive familial intrahepatic
cholestasis type 1 and extrahepatic features: no
catch~up of stature growth, exacerbation of diarrhea,
and appearance of liver steatosis after liver transplan-
tation. ] Hepatol 39 : 447452, 2003

5) Goto K, et al : Bile salt export pump gene mutations
in two Japanese patients with progressive familial
intrahepatic cholestasis. J Pediatr Gastroenterol Nutr

36 * 647650, 2003
(R EFHE)
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2, ﬁﬁﬁmm 1%:08 ﬁﬁiﬁﬂ?mz/mzﬁ

Niemann-Pick 5 C 2. Gauchera% ‘Wolman #, 7 ‘
Lo h—2ME. HSY t~-—:<1fn=“‘, iﬁfﬁ’f:%ﬁ;rﬁﬁ
fE. histiogytosis X, ai-7 25 FITYURIBE. &

E@ﬁ%ﬁé A VF 4 P INBFFEE (Indian child-
hood Clrmosis)
g4 I\)UJD':?/(JUX Bm@i&m‘ﬁ(ioﬁzx)

C BHBHEFTX. %ﬁ‘ﬁf\lb/\i@zﬁ' IR, B, 85
ﬂ_ﬁﬁ é‘ébﬁ@“:’?ﬁﬁ RRE, JULIRY A LA

B16. IVFODAIVA
BT EEREERR, RS AEER
BERE

@'%’fﬂz

w,
iﬁﬁ%
%‘%EOJ
=
ﬁ%‘-ﬁé Zellwegar ERE, EFEREETRETS o FE
%

- Wisons, SEREEIBROIRISE, =10V KU IR ESE, Aegle ERH, FRBEIE, B
' 7&% Y N URSRE(NICCD), NEZ DR —

ﬁﬁ&iﬁ %%&mmﬁ(cmm;ﬁ Down FERHTATER
#ﬁ:m?‘&‘*’rt:)
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tﬂk%5:om&ﬁ%§ ﬁ¢v$%%§ﬁ@m¢
occlusive disease : VODY), ﬁﬁ%&ﬁ&ﬁgam(venocaval
web)

#/ O, AR ’ﬁ&?ﬁﬁﬁ

ﬁﬁﬁ%ﬁ&mm&mm@ﬂ»&na EFIVA
SEHIE, %ﬁ@ﬁg

(PFIC), WSIEIEEIRITSS
Z0fl m%(EXﬁKRB&%H&)

(Suchy FI. et al.(eds) * Liver Discase in Ciiildrertllf4ph ed., Cambridge University Press. 2014, & b —ERees)

22 - Child-Pugh %8

B BL BE BSEE
&Hb
K L BDb R
BCULEY (mg/d)  1~2  2~3 8Bk
FIVTZ=(g/dL) 35BE 25~35 283K
JOrOVEVERY  70%LLE 40~70% 40% S

EAIPOEHTES. Grade A:5~6 5, Grade B : 7~
953, GradeC: 1o~15;f%

{(Pugh RN etal! Transemon of the oesophagus for bleed-
ing cesophageal varices, ‘Br ] Surg 60 : 646-649, 1973)
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MALEE L, AFP % CEA, PIVKA II b &8y
ERELEGRELADLDETRMT 5. ICG
(indocyanine green) BERIC L X 15 5D
ICC BAEH30% Ll LR SIFEENELIS.

EgRETIE, HBBTFRPLEYCT, MRIH
EHFEICHATHS. BREFR TRFROI
Fidgl, BERIIMATETHY, REAIEHR
L3, F7IgECE, PIROEICKFETSH
A0RFETHLIVEMTES. T4, FAER
PRE, BAOHFEORBIZLERTHWS, B
EFCT i, ABMiTEEOH P FAERER
ZEORMICFATHA. FUIRAMAMETLTLS
EFRDB/MEDBREEE TS,

FERIZ L 2EBRECTANMNENBO LN
HRBZE LB E N5, RIS W5 HBHE
SEERBRLTWARVWEELH Y, ¥ 20% OEH
THEBEL 229, EE, FREMICTEMELY
FETa2HEL LT, AABEREGBHER
(FibroScan®) 9 pRiEAM E 2, T/, HLHEEA
89 {¢ (diffusion weighted image : DWI)IZ & 3
functional MRI b FHE#{LOHTISHFRATH 7.
2. ERIEER

e FmACE VFEECED S 2400, B4
NEAZROESNSEFICHT 2B ERtER
shiown,

3. EEEEsH

mERES L UEIEREICTBBLRBENITT
®TH3. SHEHEORELAASDETT, £
BWHCHETHZ L TBHTShAS.

a &

FRECDETIIHIBEE TRTENTS
B, BREROHRLITI S L THEE~OLER
AT AE L LI, BREILOYELMFTES.
REVOERIE, RECELBRNELR2S
7, FRBCHTAERICOVWTRETICHES.
REERIERLSEICE, FEGSRECHER
E275. BREISNE, BBROGERNHD A
=V RRLA. -

EHICEREMIc D L, EHMTFHREBNTS
T EERABRENTANS (B, Cho0SHE
BEGTFHLYEASESL 2D, BHER - GRS

S04

HEETHS. I, FEZOBIHCERIIERAL
IZIZEMTH 2, MNEHBFOERLDS. §
AR - FLIBHANE, REEZEAIC b SR D
RELSBEERTIBHTHY, CoRYoEE
BH4DORTTHLRH[ETZRL S 5700, AL0E
BEYETA. UT, MEHEECB L RAHHE
DEFRIZDOWTRRD,
1. $BEE
FEZEORB T, FARRBERETIOL VR
Y R EEF-1 (insulin-like growth factors :
IGF-1) E4£MET L, BE+RNVE ¥ (growth hor-
mone : GH)IEHfEL 229, 7= &EHRIINL
¥-HRENFLERALTEBY, SFIRETE
100~120 kcal/kg/B O X 3 v ¥ — HRALET
HaH, ThTHLHEMNRALES, LIR|E
BT A NE—-E521TIY. FEECIE LB
BRI ANVF-D120~150% HHEL ENh5, B
9 o BRI PHIEE (medium chain tri-
glyceride : MCT) 3 V7 BRI TH S, LaL,
FFRAPLEKDL DI BIHEET, RBRBOL
HFABRMET T LS, BOKEIES
LWHESERRBRTEEIZHATEY. HICHI
BEEE—BIARShEWRIRIC ISR
2, BE»SORIIMBETELVEEPLEES
REAVEATEORSEED I LNTELVE
APV~ P ERROS 2, SBIRERET
5. BB -HBEEEICE=IYV U IFBIENK
THHH, BUKHIMLCRFREIC & > AR
T BABMET 2 WIS EE L2 A ST HY,
Kic, BERYIIVRIFTNORNEED
BETHE. ChODRIETIR, THAEES
RERE, A% - FHEE SOMEEEELT
e, +HRBERETHILENDHD. BRV—
BB EHEICIE, ERRBS I THRERES %
79, ERROBAIIE, SEREI-KERD
Bhe, KROSEIR—RKRE —XkiEEAEI R
Zn3BY, +ARFRERLELTOLHRIER
HHNEVEREEORES, FBHEOLWESL
23, kL, BiERD 15% 0BEBIIIREES
A5839,
2. BRETES, O0FviEEY
MNBORBIIKRBTHY, BFCFELLRYRF
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FRETIEBBYEN D B 720, TREBRYDT 2
FURBERLTBRETHS. HFBHLFEL
TWAIEE, BHGORENHREDLOET
FrEMIEFHIBREE 2300, FEXWHELL
TCHEHTRETHE. TNTL, YA AN
ay {4 VAR EB 74 VAZKBROGE, B
HEoMBEREIo L ) Bilik) V1 OMAERE
(posttransplant lymphoproliferative disorder :
PTLD) DY A 7 i3+ 5.

3. EPISSVME, BKOER

ARIFBETHE, BRE—BOLEHETDH
29, kMMM IVIBHHLBE N AL
FFPAET L, FAFFRIEREA & ) K
MTFPOMLETOR B LOIREERL &L,
HREBENOY A ELRDHLD, Bkar
O-LVRREETHL, REPEKTROLL &L
&H, WAMMRY L B2 AN F—-FUETS.
AHiIE, —FILE{ ORLFET 2 LRE M
—&iHmL, ¥R OBRIFTEEIME
TLTLALEBMBNOY A 257D, DS
N1 BRI LTRIONE (, RER
BEOHMENREATVEY.

HEECik, BEREEOETICEIL=V -
Trv¥A7oo 7 - TV FRTO Y RAEMEL
Lo RETVRAFOVEORBIZH D, TN
FAFOYBTHHAYQ 57 b A E—BR
Lz, A¥O/ 57 by OBEIFTFLGE
7o FEEAT 52, 201349 A<y
TVY Y VrSBERRE(F VTS V)N
BB ABRERCEE LY, FRRTIME
WiEH T2, MF7NVT I VD35 g/dL Fki§

G FFistsEs

DWAERIFET I BBEAORSLMEL, miy
TNT I D25 g/dL RBOB/E, 773
YRROLHBELERTS. TATIVRER
BUKBEEL B E L HIC, BAERL T3
5. i, KEBAKSHHERZOBBTELTFRIC

SRR B, KSR (spontaneous
bacterial peritonitis : SBP) 8 /8D £ & EBRBhRE %
s, FREREORE LW Y. 172
L, B7 073 VIEL W R TIL, BREI
H5 L,

4. FFRICHIRNERES (SBP)

INBOBE YA %A, SBP i3 LiZ LIZEBE
L. BEs LTS, R, BUN Ed T
#, BEXBDE. +0OFGERMLTEN, T
RTOEFTRIBHFIRWBEL T Lal,
SERFIIZEER, L LLRDTDPLRERDOAT
bolh, BEBHCEOREADADEEL D
L HEEYET A, SBP IR &L

—h -3k, EEBEIL, BUKEREED,
Bk D BHIR>250 B/ ul (R 5)Y. REEE L
T, BiRV R, Klebsiella pneumoniae,
A7 Vv ¥HE, KW, REVHIRE, B
RENFIN TV LBESR TV, BHEL
LTRE7+ 75 a0 EFBIRENLD, SBP
2EHTHEFHRIARLLD, BRFHILEL
23, BRATIR/ v7uxdyrey/arax
ORI VERETHTEL LREEN
Tw3Y Lal, EHRSCRBEEOHBEL
BUERIC SIS T 5.

5. FEERE

FRERBOMBICOWTIRTHALRZEBF S
v, ¥, BRMOLT—-I-ILFELLV. FES

- REYIGRENKRE(RE D10, HOTFHRBEL

DEUNEETHD. MMHEREBEI L 2FE
BBTE, BEAETESL, BAETREI &
TREFEBLLTHONS, AR EEER
(glomerular filtration rate : GFR), RPEREH,
MEHNE, ZLTGFRETHICKIRAYF>C
AERIBE LS ) A TREMNR, BREELT
IERIC L o T, SBBRIFAIFRAER v

7 M (transjugulear intrahepatic portosystemic

shunt : TIPS) (X FREBOLB LB ABERIZHEL

505
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£5 BKFBICKD SBP LINBETIC LD TR
DERY

5123
>250 {8/ 1 >250 f8/1L
<1g/dL >1g/dL
>50 mg/dL <50 mg/dL
ALV > BN
1HE SALE

(Suchy FJ et al.{eds) ¢ Liver Disease in Children. 4th ed.
Cambridge University Press, 2014)

REREI TS BA% THRITEE LRV,
HAE—, FPREEROTFHREETE LY.
6. FFPERGE

HERRE bk, EELFREBRERE MR-
KIEB v v ORI THRT L EREE
2 ETAHMISEROBINCH 2, BEIL
HEMES CEELETN Y, BEEIZOWTIHE,
FEEZBRaNY, FRLLTE, TYEST
% fegz & 5 5 B E L BEMEEED EHAN
BCRB S, BMICRERT 2R3
By ABRE LT, HFHL EaHOEFE
W, R, EdE, SUECHREORE R LN
HIFLN, TN TFRETHLETHS.
BT reoTHEICH LT, BRT7T 2= TE
SN o, REIEESNEVWREOERT
R(2~3 g/kg/H)RPAFTA L i YOS
#5453, ik BE7 27RO D
Syva-RERE5TE Fr/vu-2i, K
OBPMBC L YT T F—AE TN PRI
Sipsh, BEAPH 2EEL, 7YyE=TE
EHORFZIMML TBEAT > E=7ORRE
M+ 5, BEOHEIE, PHEYHEEENT
IR MBI & 17 e H D 5.

7. FFABAEIRES, FBSMEE

M EERII BRI S 65 555, WBEMEE
AT LS IFIZE S TEL % ¢ T HMR-KER
v MEHAEMIEEHELI B IhH0E
BEGFBHRORRESE T 570, BHRR
FHETHEY, FHERR GRS + v bl
BHEEL, b—b - IT TOFRALEEIE
TL, BEESNENETT Y, CORENESY
I, T ) —ERI IR E LTER

506

B, EEMAES L CEHBETHY v F, A-
aDO #WEL, MM «y F#RHICRRETE
BLIEDS, ALROFETE, FBMLAS
SO 6~0% IR IFIREE £ 45 L TV B,
K, Bl ME T FMmIRE 2° 25 mmHg
BEEEHREN, BHRLETRIEZOTERIEB
BTH Y, MREBALEOLEETE, FE
HEEO2~85% XMimmEEICEBEL TY
B0 2y -y LTEAOER, KBl
X, LRSIk CERIIcEZ Y YL,
S MEEOEENL L TH Rosiud, BEEe
TS 7TV {TY, RIRRIERICIEEYT 2
£ RHDHD, GEBEE TR IEEORE
ETEBA, W IME DR S ERECFET 5 0
REETHE. NODEROREHRIIFBH
LAz, L2bMRISSEITL TR E 25111
BRERE LA ELLT, Ao Y-z 7%
BoTiAELAW,
8. BltEWHM, PINRETTEE

FEAE I (B3R G-IV. 26. PFIRREUERE £ 55
BB o5,
9. FFiziE

FANIFIE AR F AL FFBRE) 135, P —o
FRPHEREER L THME SR 5 LEEG T
{ B, BHIENIHIERE L CHATIE 2V,
ERlR - REITR

P25 BHEEE R F £ T Child-Pugh 538
PEFTH Y, 3EEFZEE L7 A Grade 90%,
B:Grade 70%. C:Graded0% & &N T35, ¥
HiZ, EEAEZ & 0 IFFEC T 5D, MELD
score & 7% 2 PELD score A% 5 & {17z, MELD
score I 4R ER 2 v k77— (United Network
for Organ Sharing : UNOS) LBV TI2EUED
FESHALBEOTEZONE, BEELOR
FEHVWLRTEY, BRTILE(HHLEATHY
5. il PT-INR, EWNEY, 2L TFF=>
DiEHP HEF SN S, hitp//optntransplanthrsa
gov/resources/MeldPeldCalculator asp?index=98
CTHEICEHET A I LATE, 15 AM g
NEEFLHNT A, —F, PELD score 1312
EEBOBRICHEREN, BEOEE - 23, &
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&, &), E')Mf/ PT-INR, TWT3I7Hb

B s i’t% http.//optn tranSplant Brsa.gov/.

r%ources/MeldPeldCalculatot asp?mdex"99 THl

HICRHET 5 Z ENTE, 16 AU EEBHT<E
EEZLGRTNSG,

B3R

1) Suchy FJ, et al.(eds) ¥ Liver Disease in Children. 4th
ed.. Cambridge University Press: 2014

2) BAREFRESR): FREMET* X }. Bl 2013

3) BAMILHMRES W) | BELALREOLDOFHE
BHAF7 o, WILH, 2011

4) AFHLBMAES W) &F@%%iﬁﬁff Ko, W

rHE, 2010
5) Pugh RN, et al. : Transection of the oesophagus for
bleeding oesophageal varices. Br J Surg 60 : 646-649.
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6) Fcrucher J ‘et al: Dxagnosis of mrr ;

elastography(FibroScan) a prosp
55 403—408. 2006 -

N Funmom}ﬂl et al, *Evaluation of thé: ‘mean and entropy
of appare' nt 'dxf{{usxonﬁcoefﬂcxent Values in chmnic
hepatius C: correfation with pathologic fibrosis: stage
and mﬂammatory activity grade, Radiology 258 : 739-
748, 2011

8) Leonis MA, et'al.: Evaluation aid management of

'end~stage liver disease in children Ga.stroentemlogy
R 134 : 1741-1751, 2008

9) Giefer MJ, et al.: Pathophysiology, diagnosis. and man-
agement of pediatric ascites. J I’edxatr Gastroenterol
Nutr 52 : 503-513; 2011

10) Koch DG, et al. : Pulmonary hypertension after liver
transplantation : casé présentation and review of lit-
erature. Liver Transpl 15 : 407-412, 2009 -
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WMEOHAETIE, FEORY. ~@$&ﬁ“
e BEFHFERE LY, B L EEBER -
9%077>>FD—A@%m.ﬁﬁ®v€@§
OWMT I LY, SFIFLMEIEHINLTY
A ZIUEBADIZR L HE, ARIZEBWTE A
THbH INLOEOMBEIIHIET 572012, F
1 17(2005) ([ BFEREINHES AL 2O
LT, BEFEEISF ST hiEmym e Cl&]
T AR ETE]I L ERT 2N EEL, 2z
LEEGYEBRTEIIAREECLIL]EEN
TWwh, ZOFERIIEDSE, 2EZHMOBHEET
EBFMHEATE S ERm SN TS, RE, FReR
B, THEOGEEL L Y 236 ER L 2Tiud,
EFHBIERR EOESHEIRT 2 Z L IERETH
%,

KIETE, K BATRIEACETEE - &
HIEOWAL, HEHERSE, ER~—T7 (>
7 OREL Owaﬁa¢a

?&m@mﬂ¢3ﬂ E&%@%#%Wﬁb
MEFLOSET APPSR SN BFREER
RIGRE & - FRIgEL R T, FHF Y%
FTAHBICHEHT L L9 Hﬂf—’—}éduw N 13
2, BABRL LK TLTELAVRAOERL
B LTHENPRFHTHHIE, EDEZMNLT
HbH, BILHFIEISIIBEBIIE-TOEFE
LEZIHILD,

1. BEOREEE

E)LE' 'li%éiﬂﬁ‘m“ﬁ)‘/, AN IV
B HET»Z &, ARYRBiEL SR
F,‘%L TWwa, ZL Q%Ffi:?, BELHEICL HFLIEIE

Tl L, 2B ARWIZETE ) 27

"1

120

PEHIELHESNLTVS , IZFLEAR Y
BFEY A7 ISR LT, £ 4B E T35
ERIFKECTTORIZEAKEDHE, ALFEE
W3 & M U C 35% BRauE & kb S Emﬁﬁﬁ

TReERINEEEEI6II63% AL Ly

¥
L. #25LHIRIAYEA 5 & LR SR C© & oo R
T RILEERLTLES.

T/ EMIERTEEMPE %, HLE BRIE,
TROBBEGIEND A A 7 H WL S 7-h5, BIE
LTSGR, BB, 2 MIHEERIR, Ellﬂl’)ﬁ, Fl
RZIRICEETE, BREROBELEG L & 2
&mKMM®%®ﬁﬂc%é&&@&ﬂ%Hﬁ@
JATBBIZLFSLTWLILETHA.

2. mErADRE, - BEIRY X ADHEIL

B 6~8 BB 7 o T, SR DIZFLEIR R 1
LAY, FABEEEL TS, £ 3~47HHE
b e, BRETHERS E VY XLADHEILL
TLAH 62HEIIEIBRICEBETVSEEAMELC
b, IFEEOCIRB LIRS, EHLI)A
L ERIE TR CERL T D,

3. BEABRADIDEDHD 10 s

EFLEE LR ORBUE, TCEORHDLFT
E7% <, ETFRMRAGER &1L, WHO/UNICEF 1
1989 (24 @ A fEFLE BT D 72 H D 10 £
Fluia L7
4. BEELBDEDH

HesLicow T, ALBIRo AR, BETH, W
R 3ESy— v, g0 A, REOEEHE
SrEEL BHOLVEDTETHIL, %%
BEOWNERRIE IS THEDL I E, H—
BHIARO WA THIERYTHH. FL
T, HiHY AL EFIZo, ARLEL S R KER
LTZZ, [EXDNIzELEV) EFIC 24N
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1. DOHaD

Barker & 3%, SR A R W T UL BE AN o> 1z i
PELRBIZE DTSR AR ) v v Fo—
ADFIEDEETHH MG L, KRBV TFE
PCIRSERE e S DA B L AL S 6 SAURBIE A
% D b WA LML i 2 5 70 OIS s
LAhEWVS, ﬂ.ﬂ: A8 5 O ke PG WA 4
NDHESREL
@%%m%%%bﬁﬁwuﬁﬁ%mLEyl$
FA v o RS 26 34, OB HIEAR
W7z Tl 5 2 LAGERS 5L, Develop-
mental Origin of Health and Disease (DOHaD) K
FELTIRBENTYE, Thabt, FEHERE
W&o Th 72 b SAVBIL A (R O BREE L E IS
FTHINEARFITH Y, EOHOEHE % AU
FoTAYRY) v oy Fu— AR EEEER
EDV AT D ESINNTVD,

Z Vo 2T Y, BHEOWRI A 6 O Fe3E
HFRXPHEFE ORI L T b
2. INROAIRU w Iy RO— L

NGEE TR 6, OEECmE R
EOTIRTELIEHERIZ D D ERREAT & L T,
®al A5 0—)VIfE, & LDL-C I, =Y

7)) KifngeE, € HDL-C fifE, SIE, &4
v A 2 IE, mm}g. O, ZEABHiFsiT

Wah, SIS DORAFO—DUE DI G BE T
o Th, EhsbZ LIl L ) BIRIEILHEESRD
DA IEEICHAT A, ARTERAEEO%
OB CHEEICRI) &R b)) 7)) F,
HDL-C g, IME, (42 &ATER SALB0
FIEAIRIB ST D, ARIZBWTE, R1U
YLD &s&&ﬂ‘%d—'ﬁ’%‘mﬂa ENTnw3
3. [PEjO/ME

EIL 24 FE R - FEREOHETILY,
BMI<185 2R3 [t ]JD 20~29 0 F ik ik
72% LRIFED84% £ A LA, LHETH
21.8% L HIED 21.9% L IFEE L TH o7z 1980
FERFT LB T 6~9%, THETI12~15% Th-

ZEnEZLE, BVHEO[RE 0N

— 128 —

D % #

#F1 NREBGE~15 ) AR v oY RO—-LD
YRS
TR 80em Bk
umERET | PR 120 mg/dL BLE
ho/ERE
HOL L A5 )b 40 mg/dL 3
OUIFE | WRHBHILIE 125 mmHg )b
o/ ERS
IHFRIBIE 70 mmHg BLE

DZERIBSIE 100 mg/dL LLE

Oh'n, S~@055 2 HEEFTLHBE, NEH
AR O RO~ NGRS 5.

NEAETIE, 85 75 om DLECIBEDICEET 4T

N

(I

-\'_T

ST EE W, 20103

FRIZEEPVECH S,
4. MIRXE, MR, 'R
WIS DAL F— - BRI Y v Imigico %
WHEROBMIZT TR R, HRERE, &
HEZEOEBEOMMEDL, Bzt E¥ 5
AFREHEKRE CHMBRLTVE, S61L, Ry
T LY/ — LB, Bk, WE)AE
% EDOHFEOEERBOSE NS, BENEIL,D
THRAEFREOZEE -6 L, o208
h, HRELT RE ME PAERELBERY
HEEZLNTWBEY,
HRRAORAEE, ELEIFHE I EE ERE
B RERE IR To T, [HAREORHES
FERLIEEOHIIBWTHAEZ REL-EOE
GlELTHBLTWA, RELIE, AFExLE
Brol B, RGO LB RBEOWG, R
KUYy o DRDEE, ¥ - R - FLERE - BT
HEREDEGOAEBEXIHEDERTH S,
ZAUS & B LT 24 FERERE - FERE IO
BTIRY, HAXRERISEBOEFTTHD L
FELDHPLTOBY, SOWFETHALEELE
DLTWA, 1~6 B TIEHIE65%, I8 46%,
7~ Mﬁai%%ﬂ%jﬂﬁ%%ﬁ%%ﬁj&v
19 Al EmLED THIB123% KA
107% &Y, 20~40 ERAF L - LB EL kB,
w~mﬁu%ﬁtﬁuﬁ$ 77 7iE® S £
bob bBALEBMIZAY, AHOEFY XA
&of%ﬁékﬁttt%x%ng
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w W

[EERENIIEHIED 292%, FEALHIRD 89%
2ho, THETESSVE ZIZENDS IZEHE
D 488%, FERRIHIED 447% \iHH L |E SN T
W3, BEREEERE OBEESHEVWE ENT
Wa A, FARALGEAEOBIG B BET 5 &
DE}EDH 5.

B ARRAF S EFBEOEEL R L
AT, Wt BEGE R IR IR IR RIS X,
HARBEREIEVWBF THo72. LirL, BiKE
BHAERKZT TR, THAUNLZHE HAEER
TIE, BEVERIRER, SRR, EBNE,
EEEE, ERMEOFLERFLEY—LRED
EFEBIBLLBEELTWS, Tibb, BAXRE
PRHORRE L Z V2T, &L ARHRII 2k
ICAEELREESR->TEBY, BBERAIZZ0—
BREZEILNE. 20X ICEFEBRBOEFAL
ERBFIRRARIZHEET 2LESH D,

B L EQICETAER) A LDEELZ
T, AE#THLEADRROEALAEILL, B
BOOLOIIELFUFETHo2h, HEL ]
ATEFETLIENE Y (HAR), IAKE
PEACFE 2SO B4 OBIICERS (HE)
HEAHEA, WRAEFEDLDOIZF RAEESKEL
WKFNAATVS., ABRELXEOLEEEELR
Eh DI LU, EEBERL EEH TS
Wy,

BRY—TT4VINSFELEZTD
N4 DRBNLBAFOERIE, BEEGE

122

W &EBREAOT7 Tu—FPEETHY, EO
REHVEETHHLENTWS. WHO TR
TREEFINRTVTFEDIIH LT, FRENLE
MBI OB LI B—TT 1 v (RS,
ARV —, FOE—arE)OBRBBEER
TEDE ) RIRRTHBHDO), FELIBIZED
L) BEBEEZTVWADONPIIOWTHABRIT S
n, —EOEEITRINTA.
NRIEHORER E LT, Biconds L)%
AR~ —r 71 7L OB#EIREN,
FNEFUTEROBERHFRLIOTIEL
(. BOBREBICKB S T—EDOERYHIT
TWHENEDLH Y, SEHDBEROEFTHERNE
BB I RLbDEEZ HNBY.

@3k

1) BESBERAYS -  RERESFRMEE: B - ¥
ADOFTEH 14 F. 2007 (http//www.mhlw.go.jp/
shingi/2007/03/d1/s0314-17 pdf)

2) Barker D], et al. : Infant mortality, childhood nutrition,
and ischaemic heart disease in England and Wales.
Lancet 1 1077-1081, 1986

3) BELEGBHERERVAMNE - RAEESER T 24 £E
REfR - £EAEFROME. 2013 (http//www.
mhlw.go jp/file/04-Houdouhappyou-10904750-Kenk
oukyoku-Gantaisakukenkouzoushinka/0000032813.
pdf)

4) EH & b FLOOTARAREIIOWTEZS. H
AR EFEH IR A S ML 22 0 22-32, 2008

5) FMER. M FLbisugLLAARY 5T 1~
FORE. REOEF S5 1 313-320, 2013
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) RS

G FBEEE

b

5

B

BRE L, RO - SIE. &5k

EoBEREREIC LY, RO, B, BV

BLHEAMLT L7IREETH B, BHEFR£TIE b
5 YAT IF—YHOLA, BE) VY L IE
MU SRR RS T A e T L, ERETLIC k-
TR, SRIEHEE, & O\SERREE (FFAEREE) 2
EDfERE 2T, [RMEIEE, EEDH DIk
FEMG KRGS S D 5&9?6 TIET Y, ETETE O EIF
FEE (Wilson 7 B CLRIEMEIF e &, LAY
PIFFREZE 2 ST T 2)0FE L. It etk
WIS 3%
1. & &

EET W LFMiEIER &2 SN B IFICkE
EHE U, WFIEREB DS 8 MUPNIEE DN
REEs o7 a b oy ¥ L EE(PT) % 40%
VF. 7w Uit EREEE LI (international nor-
malized ratio : INR)M#E 15 LA E® R4 b o =i
FFR& LB 5.

2. 5 #

BEIFREE, FERESED Sy, Zwv
LISEIEEN IR CO[JEMER &, B E
P EOFHERES 2T A BB \ICHET 5. &
T ERE SRS N, WFERHIED S EIE
I EDEOFERENHET S F TOHMI? L0
AUAO &R, 11 HYES6 BURO[ES
W CGET 5. 2B, bYETIE, AEFre
DS HEHREHCTHBICERLERSE L, FEE
MEIIEL L2750 [BIERFTE]H 50
[RUEFAJEMIRLTE. TOZEPLEET
I EER NOBRKRNBIT 2 RER] L L TRER
T5.

"acute on chronic” & X .5,

R1 NEFFEEEDSE

I LDOBEDTEHHE BEEHLTEDEL
' MERERTHREELL BOLTHEDEL
| REBMIELSD3  BRSERSEDEL
I KEMETHRENDS UTHRTS
BRI TCHRRULELD, BEEULHSID,
WODIFEDETD
v ﬁww@ciom<ﬁmbum
(455 BRI UPRIED 7 —2 2 3 v 7 ({0 EkfiE,
H 4/ R4 &M 93 ¢ 212-214. 1989)

BRIFF427 A v A DEFEFFEF v U THH DA
HHGEGNI BT AR S NCED 5. 72, B ORI
HTEFTT 2 EMEEBEOE ST HOGEPNIL,
IR % SERE 9 5 BT D WTHEREIZ B O 2 KT %R
HHENLWEERIBEHFREICED TR .

PT A2%40% LTV LIZINRE 15 DT, %)
SEAEIRI B & 8 W LARE 24 78 LD BRI 1T B2 B
L ORGE % 5B B EM IR £ (late-
onset hepatic failure : LOHF) J& 22l L, [ S
TREIDEFEBE LTS .

Fr R E o B IERE 98 1E, NETIRIES5EVNE
W7 =23 ay 7k BRSO 538 )
(1989 E) # AW 5 (FR 1)Y.

wB, INh6OEREGEE, ELI5FEER S
W BBy & (JEG TR B RIS &) Gt
DI - BEEBICHT HHEMEIHRT—F > 7
TIW— T & B[ BT E&OB T 2011
KT,

B o

HAEI BT BA/NEFE S /NNE SR
RET—F v ¥ 7V —T2TFo-2EBRE

497
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(1995~2005 £€ 35 & U 2008~2010 F xR & L 71:
R 15 B U T OREFASEM) TR, BE
201 fl, 4ERIEIY 143 HOEANEF SN D
L, EERIE 150 Bl FEEMERIL 51T, BRI
FEpERl:1E3:2THhok

RIS - FREEAETE

PRI, BRI TTHEDOHVEETS

b, 70% W OFFIIEE %o THO TREER &I
%é 2WFRETRFROBAILREIZTT

¢ EM - AR ETAME TS ENbI
ﬁFﬁmHaﬁ%éé. SRBEIRT. B L URE - dbigat
DETF & 72 » TIEREREZET 5.

FFdllaig =0 AST, ALT, LDH, y-GTP
oo 2 FEEEO LRCEND, HiE,
FEREO WS XTI A 5 BRI E e~ D JE
kDS ol BEC) VY ENORETS -

Mg | CHNLA. TEREQETIZ 7O b
n/L/mﬂmﬁTﬁtiﬁﬁmmmgm#b%
FoC, aYyryTATI—E, TATIy Al
270 — e EOERTHEIUIGE, SH6IIR
. H LT, TALLMET S E=ToLk
A, YUY NECREROETICLIMEELY NV
v lo LRAHLS.

Pl A, BAROBERIBETHY, —7E
DL 13T b TOREEANRE S NAIT 2R
BEA S EET A S TS LS. Ll
@%@@@zwi BB 5 LATTERITIUL
LR R OB - HROEEER TR b2
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