&rk2-2

(G) BERE

OzL Obhbv FEEE ( ) BEBoOEERE Dkl Obv BFR @R )
JRESE RS ( ) BUEE Stage () VAR DU OFEUER
rothofERoE Ol ObY [EBREREER ( ) R
(H) ERER

CT Haf7 O2L Obbv  FITEER ( / )

il

MRI #&1T O%L Odbv METEEs ( / )

i)

EUS #&fT O2zL ObYv MITHEMER ( / )

AR

(D BEDEE

O ER vk
camostat mesilate O7z0 Obv OFH —H& mg
H{EERA O7zL ObY OFHE BELs —H& g
g —H&
HIEESE (H2 blocker or PPI) (12 L Od Y OARH B4 — A& mg
& O I RS TSR OxzL Oby OFH
g —A& mg
[ElRE — B & mg
[GERES — A& g
A LAY Ol ObY Eas ( ) = 5 BR AT Bfr
Famg ( ) i B & IRl Hifr
g ( ) & B P4 izD) BT
#EA GEliexr L) O L Ok v OFH
NSAIDs O2L O%A DEA OFH BEad —B& ng
=g = A O L OF¥A OEF OFHA mad —BE mg
F 0 O2L O%A OEA OFRA @Ead —B & mg
LB O%L Obv OFH (HEHBESHERE )
OshRE BfES [ PAHE/ R, PR L
ORBgREORL ObHY ESWL. &L OdY
WLEAR /R, B, LBENERE

(&) BH, BERE

| D% i OsymeE Oi@E%mee  ChEEmE [
(K) F#%

| D& GRicmR #  RA)  Omrt ( #®): FE( ) |
(L) BEFEE

ObFH=vy V7 /) —5 (PRSSI Oz BEORL/OHY (p.R122H ».N291I )
CSPINK1 (PSTI) Ok BEOR2L OV (p.N34S IVS3+2T>C )
D% OfORABEEETFRE  ( )

(M) BEPR L ooRRE&E 2 &% ZH \ICEREH Han

RAMBRY 20HE, I IR eSO LET, MBI AER> T&0wELE
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BEAGBNFE RS ERRBBIRITEER)

MEEREE
T PR RELAE SR i
e E BREER BERBRZEEZER/NESIF Hix

ZHIHE A EBTVRFERFREFMER HER - NEES B3
W AE FIIER AETBWIRKFERFEREZNER HER - NNEEZERFREE

MRER
FFNRBEJRAME & 12, IFAERC/NEMIEE OB 20D, ERRER & CFMEE ICIZEE |
BI2NE D&V, FFAEHHESE b OEEMED Alagille SEEEIIRRANT 5, BN R FFINRE
DipNs D% FEEFERMEFTAERDE] LS, 3453"“@‘&5?!*]}35Mﬁ’)‘f‘@ﬁé?lixﬁf‘%
Do FAER - JLRHIZAT 5 oW 2 S T RBOBRBIIZHTH Y . BENTITEE TS
BRE NG, HEGREFNEERDEDCKHERZA LT 5 HIT, kit —7 9 —%
AW THBRHEETFRIT 2T o7 (REEERARESR) . XIZTENT S ~#E2 2T 25HER -
AR, BE LR, ME» LI LZM#Es S DNA i, ETHEFEEFNET 5 - H#E
(PFIC; progressive familial intrahepatic cholestasis). ¥ b U K#BHE (NICCD; neonatal
intrahepatic cholestasis caused by citrin deficiency). 7 T ¥ — VIE{ERE, SoRMEREH R
RFEFER LTS oW ORE & 725 1B HDOBELEF DT Y Y DV TR AR 21T
o7, BEERENZIEEBEMEFNRERARE & 2B S T2 E 841 T Dubin Johnson JiEfEEE
(4Bcc2) DIRFEMERZRIE Lz, Rl 2 81&2E1e 5 BT, ABCC2ITEA~T nHEAMEDRR
'Ti’jﬁi%ffz]ﬁ L7z, B3 A &2 AT, &FEEEFERD Y, IKRBAFEIX3HICRO, B
EFASE & OERI DD, Ef CHRERAE S EREERENMTbh ., BEFEZRLIZDIL 5 4l
2 FlDHTH o7z, Neonatal Dubin Johnson JEFEEEITBEHAFAEL (0 » H). D.Bil HfE (11
mg/dL) . AST/ALT {K&f (25/16 IU/L) T3 -7z, Neonatal Dubin Johnson FEMEEEIFHA R - FLIR
HRENCRRARER., —RRE CIEERASES LENT2 2 EPARETH W BETFRBNIBEAT
H5, ARANDREFZERIL1/64, FE/MBE~T nEESHEITB LZ 1/12,000 A, LHEEENTZ,
FEIE GNP AR I JE D #1112 Neonatal Dubin Johnson SEBERENTEIET D AIGEMENRH B,

A BIRBEH

FFARREBAE & 13, FFAER T/NERREE O
B 2R, EBRER C CHAMEEIZIXEHH
BRNBDEWNS, FAEIHEE b DEMEMED
Alagille SEBERRIZBRANT 5., BB RATINRE
DRNE D% TIHEFEMEFNEERAE] &
5o FEIEGMEFAIRE A E OBFIIRHATH
bo ZIRMEE SN AFNIBERAE IS R IR
HREIR TE., T EAEREETIE, SRMEH
E (A AT TA VA, BB, B BFLRY
ANVA, HEE) . KRR 21 P Y I—,

B—F—SEERE) 2P H B, FERBAORE
BIR B, FFARTD 2 &b 5 ELLEOPIR
AR L /NERIRE S/ FIAREEEDS 0. 5 LT
(EH# 0.9-1.8) &7, LITHRMREDHK
SR AT POBL S AV B AR5 2 4
bE, |

BEEEE U LYy (D.Bil:direct bilirubin)
ﬁ%r#%#ooﬁi PR I & W
TSR R R S D, EROBRESHC
BT, BRI LVEARS, EHET
. B AT B LT OME S E T
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o BALY Iy MBEBHBHTD, HEED
AEBRBAIE H NP ILEEE N LEL 25, HEE
ECIHEREHSETE S, Ak THNEERD
iE & W S LD ER S FET D,

FEEDSF LV TOREMHHICED . £<
DORBYBFERIFRDP ML LTz, EITHEFIE
MFRNBEY 5 -8 E (PFIC; progressive
)
v R 8 fiE (NICCD; neonatal intrahepatic
cholestasis caused by citrin deficiency).
T T VIR, 5‘67’3’%55 HERARBREIER
ERdbiFonsd, FER - ALIRS uﬂﬁﬁ‘ﬁo{%
T T TRBOBRRBG i%’?’ﬁ%fﬁ) h. ZHnTiX
BoFRTAERE SRS,

&, kiR —2 % — (NGS : next
W&V ERERET
L BOBEMBNAIREL R olz, FaITNGS %
A, 1835 oo BRI LEROBIETFZ2
HEFRHARAT 4 D BB O oW SRV ZERL LT,
FEIEMRMEF R ALERAEDRE ZH 50T 2
HEYC, MEREMEE TR ZIT o7,

familial intrahepatic cholestasis).

generation sequencer) DX

B. AR A%

FEYF 9 WO EFEIL T.Bil=1. Omg/dL (T. Bil
=5mg/dL {238V T D. Bil/T. Bil=0.2) & Lz,
RBIIIH 2 o2 BT H2H4AR - 2R, B3
CERE, WE OB LMK, F - AR
#&7> 5 DNA Z HhHi, Dubin—Johnson SEERE, PFIC,
NICCD, 7 T o — VAEMREE, SER MR REHT A
FERE, IS oWORRE L RHR 1ITRT
18 HDOBETF DT Y DWW THERNICE
Wr&1T oo, MM EEIT 53, 426bp, =7 Y 1%
355 {H, @EE**ﬁ%kiﬁ%E%m%ﬂt b
BRETHETFAGHREEZBSARBES B
150 &), 18 &E{=¥. 551 7/7") o EET
AmpliSeq IZ &Y DNA 54 77 UV —%AERHKT 5,
WNAFTFIAYP—=IZLVDINATATFY—D
BELZHIETS, Ton OneTouch System (ZX Y
TP a v PR EITV, T4 75V —ZHEiE
%, lon PGM system |2 X ¥ ¥ EFGH & fR554

5, HIEEF|T — & % CLC Genomic Workbench
~AVR— M5, ZRES (hgl9) ~FFEL
THRERS R~y V7T 5, BRES LR
DHERINZRET D, HWTERITHTHE
FfHTF %175, Human Gene Mutation Database
NBERINTNWDE T —F LR E T 5, R
RO R —HEELT FHERYFET D,
VTR & LT FREFERNZE OOV E
FEOERBE., HAEKE, BEAE, LKREL
%5 —4& (T.Bil, D.Bil, AST, ALT, GGT, # =
VAT a—), $IEMER) BRI TSEL
BE2ITo T, MIRT —Z T3S D D.Bil THE
DEEIZHE— LTz, BEIZ1L GraphPad Prism 6. 05
ZEHH L.

one-way analysis of variance @ #% Dunn’

Kruskal-Wallis nonparametric

multiple comparison test #{T-> 7z, p{& 0.05
KmEzAEE LT,

C. IEHER

B PR BN FEE R AT N BB BUAME & T S 4

T 7= [F a4 C Dubin Johnson JEMERE (4BCC2)
OFEFEMEREHRH Lz, Mo T.Bil / D.Bil
TEfEIX 25/15mg/dL, REIEBEM > F 23T,
24 BN O BB PRI % 3R 7 v o Tz, REIEBASH
DR D=, FRERBARE -+ I EIER HETT S
. MBERASITAE, RIRMICEAIZIRD 2
D3otz, MREFICIFNRERE &2, ©
D, B oI R L2 IR L7, —==2—Fk
HIERMEDOIEA 2D TWVWD, B b RERORRIE
T, T.Bil / D.Bil THfEIX 22/16mg/dL, $+AH
HiAT S, MRS REERE L 2
0%, BBt oW IRA I L., =a—
E. BAERDT, SEOBRERMEGTFRITICX
D ABCC2 WIRIEMEZE R L3R, Dubin-Johnson
SERERELZI L (K1),

FRE 2 Bl &&Te 5 BT, ABCC2WCBAE~T 1
BAEMORBEEERZRE L= (M2), 53 A,
72 NT, 2fEEEFEERS Y, IKEAMRER
3 BRI, BRT — & X RET, ERE
¥ 39 | HA{KEE 2936g, FEFE A #5 0 »» A \T.Bil
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/ D.Bil 20.9/11.0mg/dL. AST/ALT 25/161U/L,
GGT 199IU/L, #RREYTER 171 pmol/L Th o'z,
FRIEBASHIE & DR D 7 2 f] T AREHE S
FHTON. &4 24 RN OB ESRE 2R o 72
Doz, 2FCHREREEEEERERThN
7o BAFERLEZOIZSFAF 2HDOHRTH-
7o BAFEFRDRI o EFIZREEAHOR
HooMe & Tz, D.BiliX 6 » A (HF&k
) T Img/dL KW & 72 o 70, 6 BEORFMEE
BEERO-, 2 DHIZOWT, Human Genetic
Variation Browser {ZB&INTT VIEE S
BHETHL0.93% T, AARADREEEIL 1/54
LHEEENTZ (K 3),

Dubin Johnson JEMEEE & & D&t 28 B THFi&
WSO 2, NERIE Alagille JEERE
12 4] (JAGI 11 4, NOTCHZ 1 43])  Neonatal Dubin
Johnson JEMERE 5 4 (4Bcc2 5 451) . NICCD 5 4

(SLC25413 5 ). PFIC/BRIC 6 i (ATPSBI 2
fil, ABCB11 4 ) TH-o7z,

ZWT DOz 4 FBRER CRETFERIRET 21T
&, ERER., HARE, BEAB., D.Bil,
AST.ALT.GGT THEBZ%Z D= (M 4) ,Alagille
JEEREIT AST/ALT. GGT Tl (272/196 IU/L,
645 IU/L). Neonatal Dubin Johnson JEMEREEIE
BHIZEL (0 » H). D.Bil &fE (11 mg/dL),
AST/ALT {5/ (25/16 IU/L) T o> 7=, NICCD 113
FEAEL (44 A). D.Bil {&fE (2.6mg/dL) T
& o7-, PFIC/BRIC IZ GGT {XfE (17 IU/L) TH -
7o (FEIMAN H RAE) .

D. R

AFR D Dubin-Johnson FEMERE B4 B HEEHT
1977 FEEE L OHE~W B, 121 Fl0 > HBEM
BAL T, FHRIEFR 19 5. FHENFIE 38. 8%
LERE XN TV A, Dubin—Johnson JEFEEEDEE
K LTk, BEEEIALEVEHE, hTUR
TIF—E - BEREBRFERE. R 2R
T 4 ) ASTERIE (1>80%) | JEE & o FHEHiE
E, AROBEITZEEL T 5, DIS 1TEEME
FHEHTHY ., S WX BERER L, THiX

BIFCTH 5, 1997 #|Z Dubin—Johnson JEEEE D
BEBEETS ABCC2 LRI ST, BEICHE
IRFFEDIS L5 BIBE TR SNTZDHTH B,
Neonatal Dubin—Johnson JEBEEIZHTER « T
IRHI RN ERRAEIR, — AR RE CIRERASES
LERIT AL PEETH Y BETF2WIIEH
THbH, BARANZBVWT, Dubin—Johnson JEfE
BOBEMELRT ABCC2ITB W TCEEET LD
FEERD, REFEFEIL1/54 AEEL, HE
/BE~T R EAERITR X% 1/12,000 A & HEH
STz, FLIRENTIEI 5 oS H R4 572
B, RERRHADORH 5 - T, FEEEMERFAR
B RE L 2 W S 472 E Bl i Neonatal
Dubin-Johnson JEMEEENIFIET B FREMERH B,
Sk, BETFZEBREIITZD L5120,
REIEPASH & SR CE X, RERBRE 28T b
XD ELBHFEIND, BENENZ
HE D 59, FPEEEN IEH OMEMIL Neonatal
Dubin-Johnson SEMEAE &R & 72 5,

E. #55/

AV 5 o % et HiA R - LIRS 2 18
HBETETIIER TH 5. IEEMATARE
I E D H11Z Neonatal DJS AAFEFEY 5 AT REME DS
H5,

F. BIRER

L. W3R

1) HHEkE. BEEFAENT S oW AES
E% 44:1307-1310, 2014

2) MIMEERE. ETHEREEAT AR 5 o E
(PFIC, BRIC) p426-428 /NRESEHILARATIRRA
¥ HANRRBHIGGITIRESRE Bl
TaRtt 2014

3) Ito S, Hayashi H, Sugiura T, Ito K, Ueda
H, Togawa T, Endo T, Tanikawa K, Kage M,
Kusuhara H, Saitoh  S. Effects of
4-phenylbutyrate therapy in a preterm infant

with cholestasis and liver fibrosis. Pediatr

Int. in press
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4) Togawa T, Sugiura T, Ito K, Endo T, Aoyama
K, Ohashi K, Negishi Y, Kudo T, Ito R, Kikuchi
A, Ichinori N, Kure S. Molecular genetic
dissection and neonatal/infantile hepatic
cholestasis using targeted next—generation
sequencing. J Pediatr. in press

5) Tomita H, Fuchimoto Y, Fujino A, Hoshino
K, Yamada Y, Masugi Y, Sakamoto M, Kasahara
M, Kanamori Y, Nakazawa A, Yoshida F,
Akatsuka S, Nakano M, Kuroda T. Development
and Validation of a Novel Fibrosis Marker in
Biliary Atresia during Infancy. Clin Transl
Gastroenterol. 2015 Nov 19;6:e127. doi:
10. 1038/ctg. 2015. 55. PubMed PMID: 26583502.
6) =fE F1E, BT & AE HE BN E
EW AR5, EE OBV, BHE BZE, duIl HE,
BH ERAANT T 7 MERERORBE L
0 N FRENRZEARIN DS A 20 T & o To/NRAEES
SYRTRAER O 141, A A/NEAR MRS 51(5)
905-909 (2015. 08)

2. FEBK

D FIIER, FEFE—, EER, ZHEEE
WREMIG, WEHIRETF, HMmEE, RER
FEIE 5 o 99 FEBNTXT LT Ton PGM IZ &% 19
BETFEF—7 v b & LIZBRRER TN
5 31 E/NRATIRM E = 2014.7.19 KB

2) MERERE. FAEREN O oWRBRIC TS
ERHBELC TN 5 3 EMER/NERIRE
£ 2014.11.14 A&HE

3) FIlER, BrEEFE—, =EEM, Lk
WREMIG, TEPHIRET, HMEE, RER
BrAE RELIEREY 5 o 1 95 JFEFIIC K95 Ton PGM
RV R BRLC AT % 59 BIHANE
BIRFE 2014.11.19  HIK

4) Takao Togawa, Tokio Sugiura, Koichi Ito,
Takeshi Endo, Atsuo Kikuchi, Natsuko Ichinoi,
Shigeo Kure, Shinji Saitoh. Comprehensive
mutation analysis using Ion PGM in 95
patients with neonatal intrahepatic

cholestasis. American society of human

genetics. 2014. 11.18-22. San Diego

5) FIIER, K, FrEFE—, =R, 75
BE{H75. Neonatal Dubin-Johnson syndrome D
BENZIETT 5 o RS T/ RV & O T RBRERY
BLFHTITAATH S 551 B AAFEES -
HAERESS 2015.7.10 %

6) FIIER, LHELE, FiEFE—, EER, 75
FEMRYR. AR - FLRAEM 5 oW 101 #llicst L
TFREE TR 21TV, BB WIHEE 25
PR OV T ORRRIIRET 5 32 [B B A/NRAT
A gEss 2015.7.26 K7

7) Takao Togawa, Tokio Sugiura, Koichi Ito,
Takeshi Endo, Atsuo Kikuchi, Natsuko Ichinoi,
Shigeo Kure, Shinji Saitoh. Next—generation
sequencing uncovered unexpectedly high
prevalence of neonatal Dubin—Johnson
syndrome. American society of human genetics.
2015.10. 6-10. Baltimore, USA

8) Takao Togawa, Tokio Sugiura, Koichi Ito,
Takeshi Endo, Shinji Saitoh. Molecular
genetic dissection of 101 neonatal/infantile
intrahepatic cholestasis using targeted
next—generation sequencing. American
association for the study of liver diseases.

2015.11.13-17. San Francisco, USA
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F1 R —F Y —% AV R T AT

RRBET R4
1 | ATP8BI , ABCB11 , ABCB4 HEITHEFIRETFAIRH 5 - #iE
2 | SLC25A13 ¥ MU U RIBSE
3 | AKRID1, HSD3B7, CYP7BI SE R B EEE
4 | JAG1, NOTCH2 T 5 O — VIR
5 | TJP2, BAAT, EPHXI F I ARy BR
6 | ABCC2 Dubin-Johnson fEFERE

- nction-

7 | vessss e e o et

1 FFHREERAE & 2 TV /= Neonatal Dubin-JohnsonJEfEREE D [F a4

PRIt R
825

DB |5 _
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X2 Neonatal Dubin-JohnsonJEERED 54

HE/REEE BE/RAEE HE/KAGE

AST/ALT (IU/L) 18/12 - 33/20 25/16 52/27 , 44/25 33/20

BT o 2Rl

Mutation 1 c.1815+2T>A  c.1967+2T>C p.ArglO0Ter  p.ArglO0Ter p.Arg768Trp

p.Arg768Trp  p.Arg768Trp

X3 ABCCIERTEEBATE T VAEE

ABCC2 Exonl1->32

3) €.1967+2T>C 5) c. 2439+2T>C
1) R100Ter 2) ¢.1815+2T>A 4 R768 6) K961R

i i i

W709R e || [ Y1275Ter E1352Q

R7GBW - e i 3615_3843del229
C.2748 2883del136 ~ o=

2 c.1815+2T>A
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M4 BRBFFOWKT —F DL
ALGS: Alagille JEf%EE. DJS: Dubin JohnsonfEfERE, NICCD: neonatal intrahepatic cholestasis
caused by citrin deficiency, PFIC/BRIC: progressive familial intrahepatic cholestasis/ benign
recurrent intrahepatic cholestasis
AZSER s, B: D.Bil, C:HHA{RE, D: AST, E: ALT, F:GGT

* p<0.056, ** p<0.01

A B
*
16~ 15- . EE—
v L}
o 84 e ok v
E —
= 3 104
@ 84 A ) e
S E
s 44 -I.—- g ]
o ]
<

2. .£. -‘ ’ -}.— 3 .

G" ] T e T Y H ¥
ALGS neonatal NICCD PFICG/BRIC ALGS neonatal NICCD PFIC/BRIC
DJs pJs
¢ D
& %
4000+ 1 30004 |
25004 @
3500+ ¥ 20004
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A ':[' [
S 3000+ 5 400- v
z o = 300
& 2500- —i— ry b 3004 )
< 200 A
20004 1004 oo ";; -—i-'
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1500 ’ r ' ' 0 . = r T
ALGS neonatal NICCD PFIC/BRIC ALGS neonatal NICCD PFIC/BRIC
DJs DJS
E F s
*% E
30004 ] 20004 e
25004 e
-4 L
20001 10004 ogfs
5001 _ -
5 I 500-
,_2_, 400+ o v % 400
3004 & 3004 N
< 200- © 260
100+ E lv 1604 oe
®0 v
0 0

T L T ) ] 1
ALGS neonatal NICCD PFIC/BRIC ALGS neonatal NICCD PFIC/BRIC
DJs DJs
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BAEZBR RS EHAMRBBORITEES)

WEMEREE

JRIR BT A

MroHEE EE RS ARSI BdR

ME E

RO EEY - NEES G

MEEE

RERREWE Lic, 21

/NEOFERAAFEEDEGIRELZIT o7, —RKFAET266HD . 55 3HIDOTK
(Zi& APRI, EEBMRER EVPHAVLNT, ERARBEDEILERE
RENCERIL SN2, BIET - BERBETTRRE SN S 2b L,

A BIZEE®

UA VAR, B DREMTRER EOFRE N
B & 23 CRWRE AR ITREZE OFFEIE. B SER
TIEFEEIED 10-20%RE L SNTED, £0
BERDZITET A a—AMIEBRFAIC LSS
® (burn out NASH) &Ex b T3, —F,
INEFEIE CTIIAR TOREBILZENTE LT, £0
JRRBIZE B2 TIE72V, BWTHEEE R B RARAHRE
FER. X bay RUTHIZREDEIET 2 WRetkEds
I NSR, FESECES TS, ZhbnRE
DEELRATH D,

NIRRT B IRRRPAFEEOERE B &5
W23 B 728, JBIEFASHE LIS O /NREAREIE D Ff
JFREERED 5 B, /NEBHEEERBICET b
TWAKREDOEERELIToz, ZOHT TER
REARFEEZS ) DSEEE L BEREIFEE HE L,

B. AR AL

UTo7 v r— MAEZIT- T2,
—RIFFTAAE L, BANERZS OFE R
520 gk & A AVNRAR R B ENTERE T 5

X 262 Mgk DFF 782 MEFRIZITV Y, 2005 4£~2014
FEDMBE 10 FEHTH, 20 LT ORFRIEBH D
PRER & RhdaTz, 519 HEFR(66.4%) 7> b EIERHF b
Too JRERNBARFREZSIEG DR & 5 MR I IR
HEZITV., JMSEF OBRIER L H,

PRBEROER L, £EA B, MR BZWA,
DM OSE., FIEE, 2 EEERRE, R L
7oA (Alagille JEERE, I ha FU TR, &
U R, EITHEREEAT AT 5 o HFE.
TIP2 EFIE. S RMETBRAHETEE, Fro
VI 2 Bl T A Y — AERE Y S—B KB,
NiemannPick /5 C&l, a1l 7 F FU 7T UK
HIE. Wilson /5. H OHREMFE, BrER~E 2
nv hb—YR), FFEEEGHES EOEEE. IT
BHOFE, T, BEOHRER, BEHEOFESE
SR - BIEEIRIROME. & Lz,

(fmE i ~DELE)
“HRAEBEOZRERIVFICER L, SR IEES
bZ1T>TEY | BT LIRS IEE G OB NIE
BIZIE TERVWETHRHEZIT> TV 5,
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C. iR

—RFAEIC T 26 § DR E AR ZSE G 23 77
LI, 2055 360 _RFAERENE LN,

3BID S L, 2HNTAEK 1A TR, 16k 1
% b mATRH I (ER1), &FIEELRD
73, AAE - FERIERD TR, BET 1
% 5 2> H TRW SNTSEBI D HFBD Tz,

SRR 5 S Z RO, ERFETR. - FFER
THANZFEEGZE L0 1Hl0HL TS
oA (F2), APRI1 LI E (FFEEOHEEL &
na) 2Tz, APRI BEORER GEF
3) ITPHRET, BYO2FITTFHREEFTH-
7z (£&5),

pAL 2l & LT, Alagille fE{f&#E, PFIC, 4t
R AR ER A B B AE 1 2 B CEEFRAIIC RS &
TR, ZOMOEBFIZ OV TR EN
TWehote (R3), BrFPBRZHNTISH
TWRD Tz,

PHERETIL, TRAR Tho2ER 3 TEH:
AR, MIRETTEE. HE MM, FFHEREE,
EREEZBOS, PREFO 2HIZINED
HIFREEZRD o7z (F4),

EHIHBEIIIT> TR LT, FEELNE - JHE
IEEHISRIT TG CIRBRENEL | BUHITITE
ETholz (£5),

D.

JFREZE DKL, MK - BERE 2 R EHITH
Wrah s LtEbhd, APRL T 261 C1LE
THY ., BEZK TRV S OO BRI RTEEN
EWEIE & BT,

A% 1A TR SN 2 B0 FERBBEF T,
A% 1k b A TRW SNTEMOFHRRRRT
Holeh, TR R INI-T-Hh FEE
LB bONOHEENE, Z OFE»LIIFRETH

27,

JR AR B RE 2 (AT & s D SERARH B HEIEC
HOREMEFRPEBET 2 FREEASbh T
D, T DERABENIERREICAT b T,
BIRT - BRPW 2 BENICIT AT, ZhboR
BRRONBFEEITH D, LHL 24IIETER
HTholeZ LEBETDH L, ERABEFED
ATREMEIKE Vv h LvZauy,

JFEESE - HEESHIR L PRITRVEEZ
BT,

E. #&if
SRIOFED HIT. RERNAFEEDOZEIC
APRI Z &Mk - EHRIRE D HIRE IR
LRLERHY ., ERABEFEEZFLE T DR
DM EREBRICL TV Z & B35 % ORETRE
LB,

F. IR
1. FRCHER
L

2. FEER
L

G. SIHIBAEEAE D HHFE - B8R
(FEEET,)
1. ReaF IS
L
2. EFHRRG
mL
3.7 DAt
2L
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K 1. DUEOERETR

REBY =3 MR HEfE HE RFEEX feiE
1 6 % 1mA L HY L #L
2 5 % 1MA L HY L L
3 1% 11 DA 1®5MmA L HY HY
&K 2. DR R
fEH | ALT T-Bil D-Bil APRI | FEEPUSFRR | BEEBCTATR AR
1 56 11.2 3.2 052 | EEMAALL | HEFRAL | B5o%. MR,
Bl
2 149 134 10.3 1.91
3 279 26.8 18.9 14.1 FFEEmR
#£3. B2
fEBl | Alagile FEIZEE | SFOVFUTR | UMV RIEE PFIC TIP2EEE
1 E&PRBOIZBRSY FET8E ND ERERBIZBRST HETHE
2 ND ND ND ERERAIIZBR ST ND
3 BRERRUICBRSY | ERFRAUICERSY | BRERROIZERSL ND ND
¥ ND: BRAF LTV PFIC: [RFEMEFEME IR 5 o i
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