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HAERHAROY B VREBICK DHE RN

A8t S o BDERRE P E LT

FELR R A R v & —  RAREER vy — - BERRNER

M &

i 1R

F—T— N HERFE L MU RIEE TEMS, Alagille FEFE,

HEATHEFR RN PIEA D -

AR ~#HOBRREZEETHLH, TORE
MEBEIAERTFREVIERSTH 5. HrERFL
BPHRIFLREBE LTEZLNR TV A, RERY
¥ I VRZRHWESCHEL AR T 2EAEDH B, F
BB ROBNZHCEELZDIE, ¥ M) UREBICX
HFA AT D o# (neonatal intrahepatic cho-
lestasis caused by citrin deficiency, NICCD) & UlHE
BSETH B, FEHS IS NICCD g4 18 u
T oWe & TARFORKBLRMABUEEBETDH
y, O E—E{EF (SLC25A13) B TH L ARIE 11
< bV YIGE (adult-onset citrullinemia type I1,
CTLN2) L OBEFEELMBELLTEIATY
5.0 EAL 6 B NICCD O#ERH ), ZoH
TACEG LA BEBICH T ARMPEED, HrERA
A=y I TET I BIE% R0 5 TR ER
TREEBELTHEBRINTVS. ® JHEBHMTIE60
HUAO BB R CERSZOFEERESERT
2%5, A2 UToEMEHERIZT E2wordik
Thb, ZORETIE F&LUCHAERFNRAS -
WICDOWTERET 5205, ToOENBHIE LTEELRH
ERIFAET D o i, BFNIBERAEEIZ DT b iR
5.

PAERE Y M v RORHEECH

1. B¥E &R o
JRHEETHLE ) VE Y OMAPRENENT S &
ME e UC, BiBoPREN AT 2 LREO

BT (T983-8520) AT B IREFIXE %Y 2—8—8
BN ILEER Y v 7 —  RERFE
Frry— AR RERN HE HHE

WL LTRSS, BEE, YIyrve RE#rs
BERBC YL VUE S BEES Y VE Y IE
REHBRACH A HRRH S o Wi #E & JENEH D o in ik
BEIZHEsND, BEMEEYVE VIEOHE L L
Th, ABMEE, AmkeE, RBILMEE, RENR
#I8 (Gilbert JiE 5 BE B U Criggler-Najjar JEfERE), #
HEENEYY VE VIBEORE E LT, e (|
BRI, BIEEE) ROWAY FERFE &E
HROREMERE, B R oI hE), 2
o, FHBEREN S S, EEMESEY VY
fELE, BIRHBRIGE (Hi9 off) &) 02—y
THAHH, AT otEe bbb AT FE Mt EE
(Rotor % & # & UF Dubin-Johnson fE % #)® %2 % 2
5.

FHO WIS o i, BEY 2 ETHIPRE (OF
BMEE R OIFEL) OZWIZEETH L. JHEF S
%, HAERJ. Alagille FEMERE (AGS), #ITHFRIE
AR S - # (progressive familial intrahepatic
cholestasis, PFIC) OfM@BIZ T, HREMETL
THENEELT 2 APV EIZM TR %
V. ORI, REY ¥ 3 URSER (2 VR,
IR, B ORTSOMEENERE) »¥F
Y & s, B >WHOMAETIE, mPHREI NV
Yy, BERACYVE Y, BIEHE €5 0 KEKE
HEERTEEENET A ERL v bR b, {1
L, MEEHEME Y VY VIEE CRIBHEEEY R T
WAL, BT A oo, FIREWTLE
B 5, EIRERFSERNICOAEL, HraR—a
HEEABIFERCEST S 7 P —AMEOHRKTL H
5. WIRERAE, HEO0 (100%), HEE7 (68%),
Hit 14 (16%) TRHHN L. BT 2R HIRE
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FAED 1 5% 3FERBAGANEKRE SR TnE.

2. BT -
FAERREOILERCR, ABASEE R AT
e CEERE ) VY LR R RTINS
HLH7:0, FHZEENEECYVE VIEXRE SR
Afetksd s, HELMBROBELIIC, BbL
WIS, EERCY ALY JERIET S, EER
VY CEA 15mg /100ml % 8 2 5 5 TR
I oWEERY, BRBREEHERESTO R EEY
DOEMFGICI, BEMY ) LY Y ED 15mg /100ml LLF A
WE STV ). 1) - OB & L CliERIBH R
HRTH M, HBIIEH D -1 (physiologic cholestasis)
DEFHLETHD.P
TAHBRIIIBITER A IR L, ABoILEBIZEY
WHEALT 5. Lo L, IHERO M S s~ D1
A, RN TOEE, e 5 BRIRE~ OBk
MR RN CH O, [EHRET S o] 2T
A TIIBET (G, BRE, BREE, SH,
FOOEIIRERE, EEERIE, 73 F—Y)amb b,
WM R E A R 9 o #2885, MigRBH R
fEIL A 1% 6~8 8 F & {E (40~50umol/L ) % ik L,
ZOBKTL, £Z6PHTRERAL L (K10
pumol/L) & #%2%.™

3. IR & I VY RZIEET D oY1 >
BB IBENTCa L AT a— VR OKIRE & iz
IENVERERL, BHOWRIUIE LTS, o T
W) oW TIRIBE D O ORRITRNAMET L, IEIE R
CHREMMARSHBT S, BEtey 3 VidEhe
IS B 720, RBEBELY Y 3V RZEIZIET
DOMDHFHEERET IR D,
FERBRUILRBEHMOV Y IV DRIEE LT, ¢
L9 (BHES, < AWEL%, —EEE, YV UiE
FI, BNV AMIE), €I VKRZEELT,
M (BEBAHM, BT Him, #EEmm) 2%
5. WoT, ¥FIVDRUVEYI VK RZERZED
TRHEE, BH ) o WOREEEF 2y 2 THZ N
HETHD. BUET) W TRIBELY Y I~ Al
BTPROONLD, MBELYY IV EDETICHEL
BETELZY. ¥¥IVERI)VBEREMENDE
ZZHhTwa, MELSY I ABRESICa Vb
O— V&5, ¥4IV EEOa Y -Vl
AT KBRS 2 LEE T, BEEN S as
LZMMEBMVHAEFTOEERIIE Y IVERZEEZLD
NTWw3.% %3 yERZTE, 2B IES
RS OIRT - W2k, /DREH, BREeEEELR D
MEFEHREIRDONE 2@

4. BRLoREE, BIMEE, SRR
BIREE, BERERLINVY GHENR) 7L

HIERE 111 (12), 2007

F—z 2T 5504LYFENLEEREOEIN (BT
Hlogm, FRoO¥O - KL PELTKRYTHS.

LaL, #FEREEOEBE, BAMEE Yy vK
RZIESEDOMEY D 5.

JAH ) o8 T, HitEE (Y e y) oRE~
DOHEIE T & 5 WIS O - D IR T BENHE S 1
. LaL, BRICEEHaENETh, otk
PIKEBELZREKL, —RIEEHEO LD CBHEINS
FEPIASH 5% (1 B E —BRIL L AL ERT S &
IKABMEAEMELT2), SEICEIREEELATH
b, F7z, B o WHEEOBA L, BE M)
HELTWA0, ToREMBEE»EEL, KA
BELERTALELLNTVS, ) —DODEEL
KAV M, ARCHFIVEEOREMEICHETT 21
BT, FICRIKEOEEZ RO LW L TH 5.

BAMEEO—-HBOEFTIX, HERFECI VL S
MEOMW, BEHEMCYALY Y, MEMNS VAT IT—
¥, GGTP 2SmEfia /R L, GBI ERAS [ FRAYH
I oM] DL AXVERZ CREZRTIEND 5.
IO DREFITIE, BRELREORET b BHEOR D
FE o RoF (0 IRV

BRI D o &R TR E

FAER - ARMIFREORREIZHTHS (K1),
WEE LTI, F—ICREEEERB T ONLD, R
o oW EES, BEN - REMERRENSI L L
THEETHAH. FHAERFE, NICCD, IRERHAE. Ala-
gille IEREHPFEELKBTH 5.

1. #iA R %

1) EFE

FARLE, DHFAERBICRELLEEZORD
LT, LFER2PHDNICER S FRBET
I oWT, EMEEIEIAAMULEEREL, £d6n
BURIZHE#T 2, IKA®GME (F3RERE) B
CBREEREED, 2)MEEN I SEMBEIT £ 0%
ZRDZENE, 3)REKESE, BuniE, ME %
DD 4 B PERISE H B VIZ &GRSR R L LI
o ZRBEODOEBE EEHENTVS (BAL
s g BT EHERYENT 2 T RF BT S - i IR AR 389,
BRI 50 4E).

2) BRI -MEMR-ZH - AHE-AE-B
@ - T

BRIRfR L LCid, #0908, RO, BEaR FE
W, €& 3 DRZERE E¥ Iy KXRZHE HhEH
MARZRDAL, LrL, HoHrIomRFEARY
BIEAIZE 4 79%, 37% CADLN BT XV
KEREIBZE SRRV,
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HEATHER BN PR 9 -
FIC1 KAESE

BSEP R
MDR R84
BT ERACH B
3B-hydroxy- A5-C27-

EBHET Y 7 BAERE
v b)Y RZIE (NI
BRARHRE

PR E

AT b — AULE,
Zofl

TNTT LT YT

R~ O b

Y UosEE NS E
PR 53 Wh R BRI BB T 5
Yot (RFRHET P
IR HIB ROMAE, IR BHYE
MeE, ®¥, VAT
FA AT IA NV
az¥yF—u AN
HKEANVA, BHE
FEVTI AR, B

A WVA

Z D1
TR
F i FEBAEVERT PR
FHEEN—T A
RS2
5 NN AHIN
Familial erythropha

Yav 7y, KR,

PR NI BAME  (Alagille SEFETF)

A4 -3-oxosteroid 5p-reductase R {EfE

Niemann-Pick 5% type C, Gaucher 58, Wolman #§, FEIERICHRE

SR IFMERE, Caroli 7

Down fEf%#, Trisomy E, Leprechaunism

PFIC1 (Byler %)

BRIC1 (B REMERPIIREH 9 - 86)
PFIC2/BRIC2

PFIC3

steroid dehydrogenase/isomerase KiBfE

CCD), #EWF oy vluiE IR, Arginase RIBIE

ROERWHE, WEW IV E
U 7Y U RIBIE, B,

— Y R, Zellweger fEERE
EHIEH D o# (Aagenaes SEMRH)
TR T AE

Ul

2, BEIA WA, BRIAVRATA VA,
A, Ta—%A4 )X, HPV BI§
g A VA, HHV 6, HIV

W, FEHR

I

gocytic lymphohistiocytosis
IS RE, ZEYE

BARRE LT, BREELOR YV E VIE,
IR ER M % A0 5. iE P 7 v AT 37— EfH,
BB R TG A & EEHEPN Z R AR X TR
RV BEROBE 2R ILIE GGTP RED
ERCE AN, BEMICEATAREPBESN
% (M1, 2)." Mg ALP HIZ LA $52%, —#O%E
PICIEMERT I LAH S (F: FEHNITARE, X
BREOEVEFTCEDOOND). MF) KR TOT A -
Xkt zRy.® gOV ey 7RICE ST
“HRBBoOFRRCT, Ei(ETaF eI ) o
W EHET 5. BL, SEORNEN) -WERT
FEFICIREBIRTIBE & v, M, JHEMSET
WD CTRWEBDOBIRARNENLZ LVH L. K
BT WA TR L SICIFSRE AR S N D

A5, PR S o AR E RS EICEBE TE V.
FRARgiE, IR o W%, EMiatkEtE PR E
e Ll e 205, BN 2O 5581
W, fREERR A, e, PIMROIMEERF (FIR/AIER
EHY R E L. ENBWHTEELOE, AN -
WGBS, BIREEE), MEMEFmIRERAE
(Alagille fEfEH:) TH 5.

GHRE L LTI, MRRGE, BREMEY & 3 Y RZIE,
IS H 5. BEIEREREOBENIEZLALETD
D, EHEAEFERCHENSHECEDLNS.

BEOE—IFE - BETHAH. HETE, 7=/
N Y —ORGEHERIN TR W EE D RERR
SR, FRICHEA ). BETE, YWY FEF
v a—VE (10mg/kg/day ) DIxEINERENSL. I8
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BT NBERAS & A R R DB MiFGGTP
O JHEH#E @ #HAER%

BHY Y I VRZE (VA VD, VE, VK), #Bicy
YIVKRZECEERT S, KEMNAR, 573/
BRIE(FR S >, AFF=V), BAS Y b —AIME
B, i BHI vy (hERmEEI LY,
AMERE IV, BAYE - 73 VBABREEAI L
Z13h) 2EIRT 5,

HHERFEOL L, At 3~6 5 B DRI #5130
KLU, LA SO ERAE SRS, L L—
AT REIBIET . H5VIEHEITELL
THFHEREDVTRLER VD 5. IO BT,
—RANZIE, IERIENE (BB oFRIIRTTH D
B, RIEEOFHREITNRTH B, AIFH GER M 100
B ORET T, 120 B, 94 Blo BIR CHSRE T 5
BHLNTHDE. ™ LA L, 2 LR R IS ERS
THE, 2 PHIEIEATE S L 22 AT ae B v il L
7z (BMERFSE). 2 BICIdBmEsss, 16 ciam
R AL CRIR A6 2H) LTwa.
FRARE (L, FAL) CIIFBMASER 2 5.

3) FAERNLOMES

(1) FERFEDOFRIEIZRD ?

PRI RO SRS, IHERASE & MR (1/10,000
W) Tho7eds, 4, RPEIZH 5. 1996 4E 0
WES T, JHEMBUEICHEL, 33% ORD1ED S
n, EREAToER, BEOWE BARTOHES
WEOHERFELTEZLNS©

HAVNERH# SRS $111% 125
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Biliary Atresia Neonatal Hepatitis
2 JHGERS & HAERITAOENSH 1% GGTP
DAY ZEAL 39

OO IHEMM Ao FAERFL

(2) BERIFRA a— VEMNEET% ?

Frik I 5 0 AR (R E AT 2 L S b h
TE, AIBNIRZ 5. 1964 FOMETIE, SW
BYEL MR R D15 % R 3EBIZ 7/22(31%), ™ 1996
ETIE21/62(33%) & 2 &EOK 1/3 128 E v, »
FEEMBEI R OMBEII VDO BRI 5D 2
VIS RO R & TR TR KIS 2 HH 7%, 1996
EOWRETTIE, BRI CKIERGHEED) D% % F$ R
236/62 (9%) DT WAE (BHE 1), #BE, ol
HOKIAI;HNICCD TH A Z LA SIS h:.

Bt VR S O BRIR (5 & BRI I 46 0 LR 15 %
RTHHE E LT, MEEgiE (AIDS, #8%), w4
W AEH(HPV, HHV-6), BERH@EHEREL—TR),
HEH BRI, 4 BRKEENRE SN TS,

(3) #A BB 4 1

B RIS ORISR 2R L, PR8I
M RDBEZRTEEDOKE - FEZHES T2 H
T, #2560 61 - JREEASESRE 32 4 (H# 30~
60) DHHMAIEEBEHRE L7z (1998). % Mkk#9FT B
TAERAL WA LR chEcofiEok
I, HERASACIMIRI OB B4 - B LI E =
KEHEECRO ONZED, ATEVFY Y OREIE
MICEBEEICRS Sz, IREFEERS <
by, FERFRTEHEIRDON, 2OKIHE
KIEPHBRCTH Y, FBRIIAT YT Y oikEsBzDd
Ohil:. ZORGF - -FNEYFu—y2m0ar¥
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BE 1 PAEREROIFAERE : A) IS o B8 (37%, HE s, x200). B) Bl
PERFZ620 (33%, HE %ets, x400). C) JRINNFE! (16%, HE %efa, x200). D) JF#M

(13%, HE Zufn, x100).

F—¥oa I HEBSUE THRO T, FARR R THEE
FEI2288 5 1 (10/60 vs 0/32, p<005), KMDIFHZ
FRBT2LDEEZ OGN FOBEKRGEIFHNTDH
b, —EWIEERTES - oM, EEAME ZHE
7B MV ¥, AFFy, ALF Y,
FOYY, T WTIZv, TEFZ, VYY),
REMIARR, ¥ IV KRZE BF 77 b—AMIE
(BIAE) I EH SR B9, 2 ORI %
DFRAD—> b UTHRBREIE R b, HAHE
Mg — 7 — 2OV TORENLR SN TOHR
P B AT ETIE, R R R OB PASAE 1
WL, FE27YF oM FPTYAT) Y
DA, bI v AT ) YHFHELRD, FAERAE
s b= AL OENSHAMEE 2o 7oA, R
FOBAIEBOEM TH B Z &, NTHMERAIREEIEN: - 3
BN TH LI &S, ZOMoRMCEERED
WA R S Y

4) FAERRFEORA

(1) #aRHE
FHERIREE SRR MEEL 5 256, T
EEBEIC L 2 RS IMBLL, B2 (ishemic
hepatitis) 251 XI5, —MRIICIFREEL 10 B L
WL, BEREEOGHERTHLLENTE
7z. L L, Vajro & 384 BIRFCH IR - itk
B O(HENRE) OBKRGEZRL4AEREL, #
A BARE 3 B S 0 97 A WA PP S - B DRIE O
—OTHhoEWEL. 20 1 FICFRRFORE

Miibh, BT EORIBRZ ST A, iE
FS VAT YT I ASTEM DN — ¥ 2R
L, liLi% GGTP O flin' B S h T 5 (120~61510/
L). #0#KF L LTRPEOROEEE, 5 Wikt
i ATP ORIBIZ £ AW ORIHEZ HNT
W5, FOBOKBIZRIFT, ®EIZ62»AUA, I
HWiEsRERIE 1 HEDNIERLLLTYSE.®

(2) FIEBSRE

Jacquemin S, FiAERIFROE < OFEH (81/92,
88%) Tatk R OB O FEIEY (A RKIEIZ))
BEDHLNDL I LN, HERIFEOBRE LTHEHE
SO FBMEFEMAREATH S LIRBL TS,
T HEAMRATHEAT S 7= 70 Bib 63 B0 (90%) T
OEMEEZE, 1760 (24%) THHR~ORWLE
BB X NTWD, TS OREBNTIFBIY 2 R
HEOHEBE R LT 5L, BNHTEETH o 72 51 Flf
4101 (80%) Tix, ML I NE oSy (HiEwl~
9) & #iZIiE GGTP o (H#h2~3) & LAEOWH
REOCEEMSBEINR TS, WHid, HAERFL
13 THESe ] DSEIRT 5D 5 VI RIEDRR TR
S, UTOBEGERTH A LBNTWS @ DIHT T
Dk, 2) AN R VEROERNLD S VIZZIEEE,
3) BRELC & AHFEE, 4 BOSERMBOERIE.
ERFFRBMOETE L LT FERONEINLS 5 Wi
FMEEIF S RN TR, %S4 7823 HEHIR
a4 LT oS mARML, o md & 5o
AHEI DI BEEZONS. TOKRE RS WITR
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HANRHES# M $111%  $12%5

# 2 NICCD DR & A &

PO HE 7 #0E
=BG B RRIE (BRH - #)

R BE 7 T B
A RERAREM AR

K& [ e *

K i

BT 2 b— RIE/ AR
% o-fetoprotein IiKE

BT Ve T M

It RIGEE, BEM S o8, ~N®YF) Vin#, IFRMEL)

NRBHEY Yy IV RZERE (930D, ¥¥3VK)

ZHEETI/BME (X bV Y, AFF=y, ALF=y, Fudviip)

TOED BFRRICT, 8, BT o, 208 Bk, ISR RANSSEEE SARLE)

FREREFRCE I IZRZ 270 FFAROWRELZ G0 L TV REMNSSH 2

DL, SHZMROFRICE B, ZmF~0REE
DEMFS L FEREE (ishemic-reperfusion injury) %
lEEIL, TOBELMBTLIODEEZ LS.

(3) BgimsE

Vajro 6% Jacquemin 51{3, #HAERIFEOHBE® O
D LT, MIEEGE (UE) 25 Tw5s. i
MAEDEPREL LT, HHEE (FAE) PR L4 -
FAEICENTHRT 208 —BHTHE. Lil,
B PR R XA SR 5. BumsE o ik
I oI BZEOH 35O 1 T, MRS
Heib 1~9 HANCHBLT 2. BUmEICE Y = > R+
F VMR, AR R OIS T o &Y
HOWRIIHET LI EPMONTWA, TV F ¥
VYRR D 7 v -l e G L, BHEY A A
A ¥ (TNF-o, IL-6) %5, HHFEMEMKE - 2 v o8-
ML £ ICAM-L, #FHERY %~ K Mac-l D5 % B
E¥5. BRI ENZY 4 F#4 > (TNFo,
IL-6) ¥, PR O BHEE, EMIRE~OE RS
W EE L, PRI CIZPE% £ % 12 MHC Class 2
PRZ B IR, T U BROFETBLITF RO
EZBRT A, TNF-o idfBE L Lo ICAM-, i
DY H 2 F Macl BRAEWK S, FrhkoilEks
SOIBRY A, HHIRHRO T ) -5 VA NVRUE
HBRIIBELEOY A P A4~ (TNF-o, 1L-6) ftH
ziMmsE, TNFoEHRUIL1BIOBRZHE
5. ZORRE, BENETEBIEE SRS
PO L, MRS & T o B8 R % oo [
ErGlERIL, B WL s, MY

2. Y MY YRBIZEDHARBIFHIRE S o3 (neo-
natal intrahepatic cholestasis caused by citrin defi-
ciency, NICCD)

KIROFAERMFNENT S -2 40T 2482 2 1t
HUEBELTL, 797 b—2E, EBEEFOY

YHAETR 2 ERHIF o, BREATHRESNRTWS
alpha-l-antitrypsin R ZJE, BERRHETENAE (cystic fibro-
sis of the pancreas), Niemann-Pick 3% type C % o K
HBNIHD TH» 2 W IEHEI b o 7.

CTLNZ2 # &L REY 1 7 MUHEE TIE, WEX,
TERGIF, BERRRERE, FHRMEL - LSS HME S h
TV 5%, arginase deficiency # $l4h & LT, "™ Bt
I oEHOMEIIINE Thh oz L L NICCD
& ZoRRE BEERFNET D o2 AT AR
HOREHRBEERE LB SR TWE, ¥
VY VIMAE D, SLC25A13 BER L BHE, > b v
v OERE, ¥ MY Y RIBOERE, CTLN2 ORRKEG D
AEDHO OBFEABBL T W& w20 22
TUE NICCD DR BIZDWT, HRER 16 6 & B3
DRI 75 PlOHE & BT 5. 092

1) BRI/ WART R

2001 4, NICCDH»CTLNZ & Rl — o #& £ T
(SLC25A13) ERIZIDHERTHE I LAHLMITE
, BAEE TH 150 BIRI R ORI S S h Tw 5.
NICCD i, MERHRBER O ER AR ) -2 vy
(HF2 bR, AFF=V, 7227 520)H5%
ROZHEL 72 5. NICCD DERIR K& OB RO
i, R2OL5 TSN G, FEE LS FARas)
2SN E LT, I MK, BT VTS T IERET
5. NICCD DEEBTEELRDIE, ¥ MV VIlE
ZROZNZ EDH L (WARER), FEE (FLRL)
EHBAEHINE LT, HOPRET VT IERH
LETHDH MW

REONTTTIT 150 PlE A TWB D, FOHEYK
BBIOBREN T LDEN TS, BHORIEIL, #
BRYARAI )= ZR 30 61, Btk 45 B CTh 5.
BIZFRE L TR (851deld) 35 & OF 1T B (IVSI1+ 1G>
A)WSKREGHHD TV LD, B TEBEE IS



FR19FEI2H 1 H

#3 AFNICCD 75BIDBERE : AR 7 ) -2

G5 & Rt Bl oo gt 19
PHERT AR ) -
BB LT
SEPIEK 30 45
e (B &) 20110 2121
EMA GARD 385+16 391+14
. 2,533 =301 2,598 +317
MAERKE () (1,930-3.235g) (1,088-3,202g)
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F4 A I NICCDT5 61 @ B Ik

& FHEW
HH/IKABE 39
HEHINAR 11
JuboyerHoER 2
1Y [N 2
LTS 6

F5 NICCD, #ARN% BEFHSoMmiE AST RUALT O E—

Mean (SD)V
NICCD A RIF JHE A 8K
N=14 N=14 N=14
AST 1U/L 114 (73) 318 (253)* 236 (280)
ALT IL/L 56 (42) 286 (259) ** 146 (148)*
AST/ALT 21 (06) 12 (02)*** 15 (0.3)*#*x

NICCD K LCHEEDHH LD 1 *P < 05 **P <005 ***P <

0001, ****pP < 01

FEINELLEDOLNTVD (K3). HFAER AR
V- v B30 MoNRIE, AFF=r o HT
F—A211B, #5272 b—RA8Hl, 7x=NTF=V
BB, AFF VAR, AFF v T2 NVTFTZ
16, AFF=y  HF7 b—RA - Tz VT TV
10Chs. BETHE, F57 b—2ABEMEE 20 F,
AFFVIBERALTE, 722 VT Sy TRATH
5.9

TR~ AR L) — = 7N 45 Bl 42 Pl 4%
1~4PPIEBLTwa, FELEREIEE/IKAR
BTHAHY, FOENPEREFAVROLNE ().
ZOME T, FEAID, KK KX 5
#BOKBETH, Bh& 1B HREIhTnwa. 9
BH ORI 75 FloNFREERE T, IFEER Y
Ve Y, #BIBHE, GGTP o EfH, AST>ALT &1
y—v, BEH Tuture B (%) OREDR
oML, ¥ I K AT EE R F 5 50% L
TOREGIE 49 Fr 34 B1(69%), ¥ ¥ I ¥ KAKTEH &
BRFEME 10% LTS 2 Bl s hCn b, AR A
7)== v ZIEEpIEE L BB L OETIE, i
GCTP A BT CHMERL T 5 (301 164 vs
183+88IU/L ). "™ Z o=, MEHEHLBEERL, #
2 RBIO— @M E GCTP IEXMEE L Twb &L #
RATWw5h, FERAZ ) —= v FHEaETeps A
BSLBT, TR ) —= v VB 45
4EBAR LU ETH L GME). ZOEHh, BEOM
B FERIE 2 WIS S hTwad, BIFIFCid—#%1

W ALT B85 — v %R T 7%, NICCD Tl il i
AST BN DINY =V ERTIEFRESNTVS (K
5)."

2) HFHERkIE

Wiy, BeRhMERT 45, BREAMENFRHERE, FCHFZ
OXBIGEE AT, TR, FFREEILIE 1 RE T TICHE
LT A, —ETE, PIRESUE L ORI EAE R PR
FHOEBRENBEI NG (FH2).

3) VM) VIERELSERT I BRILE

RO ) > HEEREO—H T, AF A=,
FUuy UPEEERRTIENAELLH SN TV,
LaL, FRo7IBEICmE, YUY, ALG
Zy, TxZNVTI=Y, YVY, TAEZULRED
ZHET I/ BIVELEHT L, —BPIEETLHI LN
3, MBI NICCD THAZ EBHLRIIS R
72 V299 NICCD T LN B LM E 7 X/ BRILAE I,
BMWRTH LD TII R, BREFRECHALE
BETEHED LW EYDHL (F3). oHHAD—D
ELT, BILOBEHNBEIATLON /2 1CRESR
TWwh7z, BABMIBOREICHAZDEEZD
NTWab, BHFOKRL 5 HAOEH TR, ¥ ) R
AFF VIR LREOKH 108, ALtz 7O
VY, TR iR 2~ 4 EoEfEERLTC
Wa, BV MV VIEEFAERT AR Y -2 T
Rt 26 Bl CIXERNICHED SN AP, FEMER 38 fH
6 PIASIERAEER R L T B, I8



1500-(8) HA/NERERMEE $111% 125

FEH 2 NICCD (RM.) D #st% : H#& 167 TiXEWRIRHILAE (Al, HE %fa, x200),
FIRSROMAEMEILR (A2, Ag¥efs, x200), A# 12 TRkPIIRELHICEE ORRDitE
(B, HE %efs, x200), FIIRIEH 0BRSS b5 (B2, Ag fefh, x200).

20 4

B Citrulline
Methionine
Threonine
Tyrosine

3 TRV KBICLAEHARFMEN S oSS T 3 BiE
SEBFDADDT I VBAWRERERT. 42087 A TEPSY VY Y, AFF oy,
AVF oy, FuyyOfERRLTYS (G IES EREOBEE) . #4562 R UES 3
T, Y MV VIREFEEERLTWAS,

4) & E 13 49g/100ml L ETH o7z Lo L, Z0td 36T
FAERFATRIEROMERTH TH 5. BRNICH R R E R MIE (32~4.1g/100ml) 7R L7275,
FEJRIF 4 & 50T S 7z 60 Hlvh 57 Bl P & L~V ERREIRIE - A BRE ShTw v, FFHEBRG,
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1501-(9)

%6 NICCD, #4RHr%, MHEMEOIEN ) - oL 1Y

NICCD #AE R4 e 32 B 8K

N =14 N =14 N =14

BEYLE s mg/100ml 7.0 (27) 83 (23) 93 (25)*
BEEYY VY Y mg/100ml 34 (14) 54 (22)* 62 (21)*
o likan: 3 pmol/L 229 (59) 150 (50)* 121 (38)*
BIBHEY/EHEYYVE Y Ratio 77 (35) 32 N+ 21 (10)*
GGTP IU/L 181 (26) 73 (28)* 256 (46)

*NICCD L LTHEZEDHH LD P < 05

RS o, BRI, ~NEYFY VBSOS RLT
RaERL, ROOMREMRBIELN TV, &k
12 NICCD & 2 & /2. ® NICCD CiHME&E H I iE
PEHEECHEDONL, e OREFTI, 14858
A50g /100ml LT TH o7z BEREREEHL,
JFREREATEN S N7z 2 fEBICIMRE A MIE (3.7g /100
ml, 41g/100ml) BFDLNTWE, BFOXRI TS5
BIOHEMHTIE, MIFEEH 50g /100ml BUF DOIEHIE 64
il 36 1 (56%) THHTWS. W BETIIIELHET
I /B TH A aspartate (Asp) 5, ¥ MV YRIBET

IV CRET IV BIEWIREEE 2D, Asp
BA niyori 73V BOT RSy AR &L, BHA
BAEEISNTWLHREERD S EHEPINTY
5.

5) BA Ty b— AMIE - HFKE

AR o BHRBO—EICET T 7 b—All
FEEEWTHIEARMEINTELY, 20—
NICCD A TWIz e £ 2 5 h, NICCD T, &
Hoy b—AMEZBOLY, H5 7 b— ANBHE
SEREMHREETH LY FoREE LT, #RE
@ NADH @ & 4 B & @ 72 %, UDP-galactose-4-
epimerase IEMEA Il S AT REHESEH I LT
5.0 BEORI 75 FOLHTIE, hFI7 b—2A
Llmmol/L Bl EDJERIAS, 33 Bl 20 Bl (60%) TEED
b, HNBE6 B HME SN TnE P

6) R

WAD AT S iz BB 14 B &5 TR mpE i3 32
Dhdrolz® UL, et B O BB MR IE O 5
BIAsE 1 FlERE S T3 (43mg /100ml, 40mg/
100ml). ¥ IR TH 525, BiE Tl SRS
BAMH S, BETIEENED LN, HIFAE

PEREIIHH EEZ NS, §Eo T, NICCD TR
RO A, EATHEIRE (FFRRMEE, FFEZ)
BEEHENEETH A,

B ORI 75 FloEH T, Kk (<60mg /100
ml) 5 18 s 2, ¥ NICCD T 73 /E» 50
BEHECEErS LI LR EINE. RERZED
BERELEL 65, 209 b0 2 FIl CRENRE S

NTw5BD, 1HIEGIEEFICBREIR TS (R
18).

7 BT vEDTIME

FHERORES A 7 VIERERTHY, —BEOH
T YERESTMEABDLI NS D, T2, ARHT
SR EEDIREELR D, BEOT VESTESE
B,

NICCD ORZEH A 7 M 2 R EHIZIER
THhHh,Y IEBORRELS LEEG52 0L LT,
HorhkE 7 vy ED7IUEIRZD RV, NICCD T,
YA ) -V IERPITRENET VB2
THFERRE SN TWAD, Z0o 5EFTLRED
BT VESTIENRE SN T0EA, Wb
HAREIRTH B (102~196pg /100ml ). LA l2s, #
BEOET e TMIEORRKIZY MY v OBBKT R
U7 v EnTABBEORBIMEEZ TWE. 2O
i, JBFOAFBHOEHTIE, BT ¥ T T IUME
(>110pmol/L ) x#E s iz 54 Firp 3 (5%) TH
DTVBEY, WP BRMIITEERTH 5 L #HE
ERTnwap

8) A ¥

NICCD Ti3, MhEHEE ) Ve kL, B
LD S WD LA (K 6). TOMT L LTI
NICCD T, Eﬂm%ﬁOoF%mEtLTNMH
DI hayF)TANOEENEEIN T AN F—
FEADMET L, ATP RFF S IET BRI 8 e 5
ZBH7HEEZONTWS, SLIHEHRINEEIC X
DZANVF—RBPSHICEE SR, BIRAFRILL
TWAHLDEEZ TG W

Z Oth, NICCD ORRFPBRH BT, FRZATR
BEBEINRTWS (R7)  RPJEFER L Vi ofE
9 o HHEREFELANLVTHBEA, 1) a—VEE/ 7
J 54 ¥ v a— VRl (C/CDC) 3 fKfH, 2) # 3-oxo-
ATEHREE L VIR ITER. Db opr Bk, JHiTEH#E oK
P2 R L, NICCD THE S I 2 BE R H ) of
DERD—DE#EZHNTVE W

9) ZDIEIOBEE

CTLN2 REREZ S AOYRBMYBoOBEKES (F



1502-(10) HA/NBRIZESMEE #1115 $128
£ 7 NICCD DfRHfBE 1»
NICCD FHERKA  EHMEFEE
N=3 N =3 N=3
RABTEE pmol/mmolCr 11.345.1 84948 14.255.7
C/CDC 0.11-051 417-233 0.10-1.29
# 3-oxo0-Ad HITER (%) 36-7.1 6.7-236 31.8-68.3

#8 SLC25A13 #{=TFBH ORI LU DB RS

IERCTE B DRI/ BRI 26 (RKENC I 380 2 A RFRE
Zixfh)

Fhritk (Brvids P VEETRRO) ik
EHEME T VRA

TADA

HAnEBh 3R

‘B eSS4 FilE

BRREE  RRLUE/RETH/AERP TADARRE
EHERK

5 bR M SE

IMETRAY DB

R AELT

2) FHR L7AS, NICCD OF &b 750 BHE,
LR ONFIRHLBROBEKREGE (£8) 2KIIRT.

HRP O b v R L 3HRO L. 156
PHOER,Y FERKE &6 LMl #@s s h
Twa Wil A L2kadr A (14mg/
100ml), %Ki 1# 10 2 H# (40mg/100ml) ¥
V= F2RDTw5. ilioEs, MEOIENREL
Gol2BENIRIELTWA. Y B, REZEICLD
REDOBRY, RO E2 2 alsdH 52k %R
BLTw5. P BEER oM»o82
&, EITHIRE (FRMEL ITEL) s
DEELZRFO—2>THY, ZOFENEELKRL V
Neh b,

NICCD &4, 3MIFICmiE b5 v 27 39— ¥l
DEAPHEBL, FERICCTEEEOIRBIFI#HD
LN/ERERRL TS (BKE3J).

BRLZEBFEIZMOFHIY L4 5. RERHW
LOREDOHEERE, ¥—F v v kBAhEOTHE
(FE:TANRGSEVBRTVEZURBECETATY
%), B, F—X, 43, ARELRLOBRAYE - RE%
RanZiFE. NICCD #EBETh, T TIHLEI S 2
DEWHASND. P

T TRBLREORIFREL, BELIAMI»SOESE
ZHESBLEON TS TR DI XL < T,
BATOPEERPLRO] LB Tuizith e, [RoBE
B, FROFEVFERTLLDOE -0kl [ERER
T, TNTEREND LI KHBESRT, EROBEH, EX

BREBRETELAZREY S 2] 2Tt Bloxy¥
V- FRET VEZTIEFHOLOORTTEH, &7 %
TR R T REREZEZ OB DEL LD HhD
<, &5, HiThb G LOMBETBOBRICEXWLTY
BELTRETHA).

10) /L B

NICCD DW®EIIH AR LD BT 2. FEHA
(DY 74 F v a—VE, UDCA), Ry 3,
Ao b—ABREINVY, DYEVE (MCT) i3
Vo DREPERTHL. BELRIFEEL S LIE
BITIE, FEEFEME, 202 - IVh TR
PHEITI N T3, NICCD @ 1 ITid, 752 +—
ADFEGIZ &Y FFHRESBAL (856 H) L7z2%, W
Fxb Y (%152 H) CREEIRDho7-k
RESNTVE. Y #57 b—22MH (HTS -
) \CIEHMERTFOWEEXDY, B2 -2
FEDOH D ST, BWMICIIAMEHREI VY 246
A¥R&tZEzonhs. Lal, 3EREI VIR
B (184]) THHELTWAIEHNS, W BHIN
7 DRENEMD B IEHFHRICE 2 AEEBICOn
TiE, SHOBEDPULETHS.

KEBOIEPNE 1 RANICSEET S, £HEEHT7 I/ B
MifE, EHEYY VY, BIETE, GGTP, bS5V A7
3 7—¥ (AST, ALT) OB, —HKGICZ DJE
FTHHELHET S, BHECHRICEHETLZ LY
HBHH, BHEPRWIZTCHEE L T 5 & BRI
ROVWIEL, WREVSENTT2WU8METH 5. BRED
AR 75 BIOEK T, 73 B TIHEROBENTED S
NFRIZBHTH .Y L LIFBEEIET L 2E
Bl sh, A5 BX U A 10 THAED7-DF
BHEZZTTVD. Y Z20E3»0 1513 3EL XU
KEEBLZD, | RICHELL. L2 L, 2080
BRPICHEEEEY v 7k % &8, CTLN2
ELTHRIE 16, WBHEL 21T TWw5.90k:
CTLN2 TIRFHEER/TH5).

NICCD® 7 40— - 7 v 7 TEELRDIZ, 1) T
I-VORR, 2)MEGHBORETHL. BTV
ZTMSERVT TR, 4 v IV R, T A R
BLE0hoQIPEAMRFICEERNLETHS. &
BEOHEEOBHRPL 7Y va— 10% 71 ta— )



FR194E12A 1 |

1503-(11)

(A, HE #t5, x200), 3 @M% 0IRILE S BIZ S hiz (B HE Hefs, x200).

£9 VMY URBEDOEE: BMEODZEERT
WEH DD 5 iRk 050

BT BRI B
FAA—N/ T/ EEE B H T —
EERA
BRI TE RS
REEBRF YT L - 7 VEERRF DU T A/
FTAEZV/ENE VB
BT BLA P LADOERENS L. BlE BTV
E7MUEE) O RHEE (FRnE B
PREL, FHRARTETRENDS.

£5% 7N b—R) OFRITHITERELELEERD
NTW5, OV EEEOREILMILEN O NADH 3%
L, IREEe, UIEHoOELELTESE, BT VT
—TEEFIERIT. 7)) a— i glycerol-3-
phosphate (2284 X, MifiE ® NADH % KEIZAER

LRESEYHETS. 707 F—ALRHIC—FHH
2 VEMLER ST, ATP LRUVAE T3 2 TR S
5. THhOHPEHEL, SHMAEFEELFIEEITER
BHbrEEZONSL (F: FHOA Y7V Y FRET
WIRETCEOEELE LT D-v v b—vdsiEdE S h, R
X [KINBOE Y L4 —VOBHTEROBELE A
BIENHLLEBRSHTVE). BE, ThForR
YL ¥ VRIS X B ABHIBIRARET S, TRIERI RS
WEshTws (9.

NICCD ¢ L7z T4 [ 493k CTLN2 & U TR
TA5h) BRERMETHE BEFTOEIS, ¥
RE®EOFFEICHETL, &7 v E-TEZSHL.
FFittig 272 160 (16 %) %BRITIE CTLNZ D ¥
OFE T . CTLN2 TRFEZOAHEHTH 5
ZEMs, 2016k NICCD B#OBESFEED 5
VIR - ROEMERRIDIEIF 280 & PR~ D AT
LE2HN1E. HEo T, NICCD O#REREDKE A ¥ b
D—2F [HETHHITEIFRE] THHI L EHR

ML,

YRV URBEOANTOESEKROEEIX 69 AL
1A, REEAEKOBEEIZ 19000 Al ALiEESH
Twh. LAaL, CTLN2 L LTHETADEBBLE
100000 A L ATH Y, EFPFRET LT TR
v, IS 2 OEREREIC L D, NICCD i LR
FIdEEE AR, —HOBESATIHEABIZED
REBAEICHY, CTLN2 E LTHEETLIEEZORN
Twa. CTLN2 OBEOEREFPHERT L LT
i, B ANXBEEOEN(RI), BEEHR O
FIEES H 5. CTLN2 ORE, BRKEBSB LUTFHR2Z R
ETLBEENDLVIEBRERFERAT L2012, &
512 NICCD % 5 Wik CTLN2 I LT 7 — & 1K
LIBNTAERETH B,

3. FOMoHA RIFAIEN ) o2 R TRE

1) BETEFRETFABEH S - #HE Progressive Fa-
milial Intrahepatic Cholestasis (PFIC)

KIEMRFAIET D o WIEDLF E LT PFIC 25H1T
Hhb (%10). PFIC EEOBMERFNET S oWz
BLT, #7M  3REOREE L D REEOFHIE
Ho-oMETHY, WhaFESHMEEERZ LS. £
OEAREL, FERCBT 2T HEBRORE,
& IR A & BRI E O R E L E R
b, ZTEBETBLIUREDPS I OOFENIIHES
nTng,®

(1) PFICL RIBIE

PFIC-1 (Byler @) & BRUEMIFAIRN S - Wi
benign recurrent intrahepatic cholestasis 1 # (BRIC-
D id, & bicgetaik 18¢21 Lidh % B— {5 FICT
(ATP8B1) DERIZL > THL A, FIC1 &HIZHF, /b
W, Bk ELBRCRIL, L S/NBICECRER
LTwA. FICI BHOKEDHEH I oz Fl &R T
BB LR, B E M oI HBLY
% Farnesoid X L& 7% — (FXR) »REEICH ST 5
ZEHFHEBMENTWS, FXR 1E BSEP (k) 2 LiH



1504-(12)

AADRMERMR $111% $125

K10 KEMEFHIET ) o SHEOBRKIR L BIEZTRE

REL FRER IR e iR il REHEET REEH HhE SEHER
Alagille syndrome /MNERJRE R 20p12 JAG1 JAG1 Notch ¥ 7'+ 0V  %HESE
AV ES, M EmERZMLE
;‘i,ﬁ:g\m%%, B, & M bo vz
FIC1 deficiency 18q21 ABC8B1 FICl ATP &7tk Z s (B
(P-type ATPase) 73I /Y VIRE /MNE - K
PFIC-1 AT, B Bk
(Byler's disease) & G-GTP {&fH
JAH# CDC 1Bl
(Byler fB#)
BRIC-1 B, Rt
HWHE - EEBEOR
MR
I & G-GTP IE ¥ ~
2R EAE
BSEP deficiency 2q24 ABCB11 BSEP (ABC) ATP &% FTEMARE
ke T
PFIC-2 AT
EMfait
i G-GTP %
BRIC-2 BUEN:, B
MDR3 deficiency 7q21 ABCB4 MDR3 (ABC)  ATP k&M FEMRE
PFIC-3 AR 2 ) o I
1iLi% G-GTP i (phosphatidylch-
fReh Yy e B oline flippase)

JAG, Jagged : FIC, familial intrahepatic cholestasis : ABC, ATP binding cassette : ATP, adenosine triphosphate ; PFIC,
progressive familial intrahepatic cholestasis | g-GTP, g-glutamyltranspeptidase ; CDC, chenodeoxycholic acid ; BRIC,
benign recurrent intrahepatic cholestasis ; BSEP, bile salt export pump ; MDR, multidrug resistance.

HROERXICEDLIBEEAIAER LT, BHBED
T=H A X —B Il MRFTHE b, HTBeR
DHHEEFHECTH 5 To-hydroxylase % BHE L T, Hllal
JEHRRRELSSERIC 2202 X, L2 R#EST 2
(B v —JE LT, Jye VYR, 7L—A
Y7 b, REITE D ATPSBI Eis¥ D% E 1% PFIC-1
#, IAEVRABIVATS LYy VERIEBRIC]
25| &I, H—DZEEH PFIC-1 & BRIC-1 DR
FRBENIDBOONLZ EDH Y, HMoBHiEE
TREFRERNVBECEEL R E2ET LD ED
5. PFIC1 OERER & U CHITHOHE, IFME,
FHRLEIE, RN (stubby fingers, BE 44),
BREE, BE%Y Y I VRZE BRESINRORE
L (¥ IVERZ) ZEPrASND. MiEGGTP
PERMBICE EE 528, BHRICTEMIRS KB
WO (Byler [Bit, BE4B) ##5H Z L 235
KTHH. EMBEEESMIRLGOMEEEIZAS
T, MIRBOBMALIIR A 1CETT 5. JBHITE
BT, 208 E CRUFAETRET 574
REDERTH 5, #3009

BRIC-1 i, EHR48E & BB ILE, HESY
YVEVIE MENI VAT IF—PRHOLAELR
T50 BREBRT 2L WIHI LY — P RET.

PFIC-1 & FARIZ M GGTP JZIZIEH TH 5. Mk
NI ERER CAELFIC D BE I Vv, Y4 VAR
B, IR, EABEEL EPRIEOFRER L. BE
Fin, BEOHERIHATHY, EROFRLIML M
HEPSE»AM, TRCHERESHTHS.

(2) PFIC2 KiE#E (BSEP KiBJE)

Betifk 2924 1.0 ABCBI1 BIZFOZERIZ L W EM
JEERIE D bile salt export pump (BSEP) HE A% 1B
L, PFIC2 BXU'BRIC2H4E U 5. FHEEMWATP
binding cassette (ABC) H T3 % BSEP i3, fa&hl
JRiHER % ATP AP ICHF MR & BAIIRE ~H% 3
LB EHSTEY, ZORFIZL - TR o
£ L%, PFIC2 TREM L BETEESPEShTW
%. PFIC-2 4%, WG CIEMBE®EES BT
Jomr L, FLEHIX MM A SR, FEEA
#ERT S, BEEEMEEMNICERSED L 12mm
TATAY PROBEHDBRED LN D, NEREE IR
W <, i GGTP IE¥ C¢H %, PFIC-2 & PFIC-1
XY LETHRL, BREICHEE - FASCBITT 5
DY, FOBWEEE DR LTV

(3) PFIC3 Ki8#E (MDR3 KIBHE)

PFIC DEREEZ 2 L 245 % GGTP MfE % /R T4
RBiZBWT, Bk 7921 £i2dh 5 ABCBL BIEFOZ
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1505-(13)

BE 4 EAEREEFART D o8 (PFIC) CTHZINA0 Y HEOTH 4A) LE
MRS OB (4B, BAIRERIHOME, MR MR 2 B Cili: S BRI
PIDIRY, Byler JiH%7R¥). Wity 74 % 2 a - WROBHLZBIVRE L E R

BNRTW5,

B hiza— FEhb MDR3 (multidrug resistance
3 EHDKIBHFH & h, PFIC-3 L fr% 7z, MDR
3EAIZEMIBEED NG D 548 ~ phosphatidyl-
choline # 5%+ 5 ATP RO ) VIR EIRABHE
(flippase) TH Y, TORFIZ L - THHFB~DY) VJF
BOPMAETERVD, I EVBR SR WETE
% detergent YEFBIC & Y IFHIIE B L ORE LR 2 BE
T 5. MDR3RIUEDBHKRBRREHTHY, HHaL
A5 a— VEEAE, BRI EFEERE, #IRICHE D IFA
W) - EETLHI LML N TV A, PFIC3 T
i3, & GGTP MEDIMICHE ) Y IRE O FE KM
DL (GF  IGERSEROH A RN o h IR E I
BWEHEFRERZ2WY.Y FHETEREH I VEMRE
¥, PIRSR B O LMERTR, MBS LR/ NEMIRE
OREATERIESR, Wb R0 5. %

Navajo neurchepatopathy &, 7 Y V' 7+ @ Navajo
BREXOGEREDTFHLLICHEDONIBEETHS. ¥
A BN AIHE R - EERRE, AR
Bi3) L IIETEREN ) o (IFRZE) 2505
ha. i GGTP WEME R~ T, FHEREIX, B -
R ORI (R/NBATRIERD 2R3, ARENR
JFTlid, MDR3mRNA 2"R&ELTwa Z L sh
TwaAAS, PFICS LSRG 2 IRBERL TWD, O

(4) BATHERBEEIFNIEH ) > FHEDO BB L E8

B¥E - FfEZBEMELTaLRAFI FOKRERE,
T ) NVESY =, IV FrELa—-VE (ur
sodeoxycholic acid. UDCA) HOHEE5 %4794, 20
PRE—E TR, FHERE Y I ORERSEL
HTHAH. KT, HRFENEIHE RIS OH L,
N, EEAEEN) oFHol oDy IVE
BENBEETHL., V77 v ETVIIRESHZILR
F% BRIC OfERk % HEH LT 2 L DFENDH H. H
AR 44 partial biliary diversion %, PFIC-1 B&®

KR HCBRRICAE TH B, PFICL Tld, MR
BT, B, BRFORHEEL S L ka6
EEETHIENE L, BHEEEIILTLLREFTR
V. PFIC2 X33 5 BRI RRENRLTH Y, %
{ DEFITIZIFRRMASLEL 25, PFIC2 (253 5#
SH9RHE PRFIC-1 X 0 AR TH A, PFIC3IZE
UDCA #5ZIB T 2 W2 H 5.7

2) BEIERACHIRE

JRA AR L, AR D oW oK E LT
ERONTER 2OH—EME LT 1KBCETER
(lithocholic acid, 3p-hydroxy cholenoic acid) & @ B
MASTEER Shizds, BIRHE BT 2 5 RIEZA S
Nigdpofz, @

B EBABBERETRE P BRAR R
EZah, ZOME, HFEBREEEBTIREMET S 2
WidFEE AR TREEABOBBUI LY, B o
WHELAbOEEZLND, IRHBANMERAES
R 11257 T. i, PFIC1 (Byler #%) Tidfitep
CDC D&, ® Zellweger fEREE CIIRE RS
(trihydroxycoprostanoic acid, dihyroxycoprostanoi-
cacid, varanicacid) Z#®H 5.7

(1) 3PB-hydroxy-AsC27-steroid dehydrogenase /
isomerase (3B-HSD) deficiency

Clayton &A% 1987 £\ #) D CTHE L - BB KRS
PHEEERTH S, TAEREIEMRMEZ (68),
BB 2 & BT L & 1 ) IR ML (18R
W) &R L7z 5 (B 60 H) R EEEHR
ix, 3B, 7o-dihydroxy-5-cholenoic acid & 3B, 7o, 120~
trihydroxy-5-cholenoic acid (Bl H) L7y v v
HAMchH Yy, b b—WAHE (cholic acid : CA, che-
nodeoxycholic acid : CDCA) &R - Mrp35iciih &
Nahol 2B, BT 28E, <5H KE
EROE L WEERNRD 5. MiEH CDCA



1506-(14)

HAVNERFEMEE B111% $12%

R B ERACE R B

JRFEPERR T BRI N &

3B-hydroxy-A5-Car-steroid dehydrogenase/isomerase deficiency

A 4-3-oxo-steroid 5B-reductase deficiency

Oxysterol 7 o-hydroxylase deficiency

Sodium-dependent taurocholate cotransporter protein (Ntcp) DR
7-dehydrocholesterol 7-reductase deficiency-Smith-Lemuni-Opitz FE#ERE

Sterol 27-hydroxylase deficiency-Cerebrotendenius xanthomatosis

RIS NS, CA IR (<4.3umol/L) LJH
D 5. 4 B2 S BIE S N RO E G
# (CDCA, 18mg/kg/day) BHEMEHE S L TW
Z,). 68) ~70)

Jacquemin 5%, #FrEREATE (4~46 7 H) @ 5 EH
EHMELTVD. TOBRBEULTOX ) LERHSH
. 1) PHZEMEIE % 3050 5 A IERIE BRI RME, 2)
TR v, ) RBEMY S 3 Y RZHE (VE, VK),
4) 1% GGTPEIXIER, 5) 3 L A5 0 — LI {EAE,
6) RIEEYDH 5, 7) BOEHEREE (ursodeoxy-
cholic acid, UDCA, 600mg/M*/day ) 2%, RIS
TREFETBIIEETHLZ L, BEZRDOR N
ERFHTH D EBTWS (3 Clayton & DHRERT
i & THBLL T 5). UDCA HiEBIIEH:, IFHkas
DYE - EEPBIRINTVS, FFHRE, &€
BICTIEFRRHEL 2 b W EMBEF %, EEIECil
BRI RO O R, 1HATCIREBYITFEAOGE
AL ER3FIVEMOBEG 2R LIET (3~6
), EFL TS LPNIIFELE 65%) Thotz B
DA o R E LT, 58H 2 FISENEIRE RO TW
A

Terasawa b3 2 2 H, /ARSI 22 ORIH) & #t
HLTWE. ™Y BEFSKRE,SBRMO LY Y —
FABECHD, ¥IVFIVKRIELESBHIATY
7o 1SRRI ABMOENET S - WHuHE &
O, 22 RRHICHE D HE, R IR BRI TARE
BLEZW SN TV, FHRAHOIFHNETS -, i
BHE Y I URZHE, BERFAOBNZH—DL LT
FEBEZREICB I EREETHS, BOWBT®
WEIFREOEITRHILL, BEF2BEETXLH
LThHb.

(2) A+3-oxosteroid 5p-reductase deficiency

Setchell 5%, H#s 3BT SN2 1 HBREW
HEBRAZHRELTWE. oYL XidHAL, FER
AMEs Iy KTEGICEAMREREOLZIZEDS
Ng, hFasy, AFFovidhSEORYEE
ZARL7: FEREMBEEN£oBERL, BET
B A AOEMBENBE SNz, FABMASIZX

BERRBFEHTEE Y v ) VAR OREBHER
(70-hydroxy-3-oxo-4-cholenoic acid, 7., 120-hydroxy-
3-oxo-4-cholenoic acid : 75~92%), ML #IEHERE X
37~52umol/L, FEJHITERIL CDCA TH 5. JEtH
R IERME (<2umol/L) #RLZA™

Setchell i3, Ai-3-oxosteroid 5p-reductase deficien-
cy DRpMiFEEEL LC, RPEFAHE (A-3-oxo BT
B DD T0% L% 5052 L FRBLTWA.
LorL, EBICEZHRALHERTRS Ar3-oxo JRITEED
BIMAEED S, T OBWIEEIIIEEND S, Clay-
ton & & Ar-3-oxosteroid 58-reductase deficiency & #
AON, BECHZAERLEZ 2RRZMET B L3k,
EMLEENEELE S NEHER GRzFaY »
MfE, HALEH) CHROLNLIE2WEL TS
(GE - BIEMF O 2 Ve (BMR) IFFRZE - 8% &0
T5. 3oxoAaEEROAT A FIZFCR#s D
P, ZOATUS FiE, FRERVCEE4ELSE2
M GRERIEW). LA L, Clayton 1, As-3-oxosteroid
SB-reductase AR ELRMETH L I LM OBERT
BEEFERSRT, H0VRELICKRBShED
TR RENRZ B L, Setchell 52598 2 5 R
o Ar3-oxo JEIEEDBEM (>70%) 1%, 43 L d EFEM
A+3-oxosteroid 5B-reductase deficiency ¢ 2 ¥ 125 B
TRVWERBRNTVS. ™ JETEEFICE L TREET
5, o

3) HERNEZOT =¥ A& Ar3oxo JHHHER

Shneider 5 IZFAERAEZ 07 b — ¥ 2 DEHFE
z & L 72 J& % ¥ Ar3-oxosteroid 5-reductase defici-
ency D 2Pl ME L Tn5. LaL, $koBREILEC
& % HEFE M Ar3-oxosteroid 5p-reductase deficiency O
WEEREDZER L Cd. —kIBHE A R EE R
AR W R T 3¢, @RS gkibEre 3
R H B, M, FEUESABEFTOKRE LTH
NOBRZBLEIRIY, BELRFEEIERL,
LRI Ar-3-oxosteroid 58-reductase deficiency A5 %
LT h iRz HEE SN TnE. ™

Shneider & i, 2 fEFD Western blot D % i
LTw5s.™ i 58-reductase € / 7 1 —F JLHAIZ &
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BIFFTICTC, ER 1 TIRERO—IRKIE, AEH 2 T
RINABIZ SN TW5, Sumazaki b1, FrEEAES
0 b— Y AKRIRE (H# 21, B 76 58C) OFFHER
Tid 5B-reductase DEHFEBEZRD L Z &, HIMRIFH
A 515 5 h/: RNA Bk O cDNA O Tid—o
@ single silent mutation (A753G) DAPBEINL Z
&, R EEDY Ar3-oxo IR (806%) TH Y
Setechell HAMRIE L TV ABRIRE L W35, RE
DFRH Ar3-oxo JEHTERDSERD SN B REH T, RFEN
B Otk Ar3-oxosteroid 5B-reductase deficiency %
ZZHVENRSHLZLERBLTVA.® Kimura &
13 B 36 Ar3-oxosteroid 5B-reductase deficiency D %
HE1MBRAHERS BRI zHwEL TV 5.
R Ar3-oxo NHITERIZ &K 883% % 5®, HTRA
B % SP-reductase D3 FASBE S 7z, Lol
At O RIZIRERMOEFN THBE I NLZ L2
L, COMRBREELRFEEICL 52 2K AS
oxosteroid 5p-reductase deficiency T& 5 7] R % /R
L Tw5, ™

BLE, BEZEMD B WiE kM Ac3-oxosteroid 5p-
reductase deficiency DHEFR I N TV A, T ORE
RSO 720121F cDNA ORI, & 5 \WISIFHEREIEHL
OB ERFEE R PR L, JRAP Ar3-oxo THITERPEE
OWIMETERTHLENHL LEBEbRL)S, BEFET
DEZAHRMRETH 5.

4) FOMONRITFERAHRE

JHF 40 48 18 B 12 B #E ¥ % sodium-dependent tau-
rocholate cotransporter protein (Ntep) DY & #HE
XNBEFNME SN TVE, FEBRERBEELE Y 3
YREEED HH, FHBRRIEETH L. BIAHR
MAEFFAET 525, AL IR RRIB I EH TH 5.
BRI EA BRI R IR D LT A8, I - FREFICIE
TWRBHEBRAED NS, I ErS, Mk
5B~ ORI B O D AARE DV H B LHEES
hTwa, ™ LR 7 FE-HEE% GREMNE
%), BERK, HRETH, FERXSROO6Nh5. L&,
FOH, REMITR, BAEY S I Vv REEFHBAL
Twab, IfiiE GGTP IXIERE Th 5. BYIOFFHMAREZIZ
JRH ) o - BEOEMBOMBSBREINED, M
TR IR D > e ) REMIRE - LR
S, MmAIETERIEEE, PR R BRI 2R
T, WHOHRSD L VIIHESBE SRS MY

Oxysterol 7o-hydroxylase - B# 4 2 Bz T RE %
P9 A BIRH 9 - P GRE 10) B HE S hTwn b,
ZOBRE, BELRIEHD WL FAe (FHE) o
BRRRAR & R L 7298, ML fEER O 90% B 1A% 1 KER(L
JEHEEASE &, 27-hydroxycholesterol 123 LB E%
AL CYPT BETFICEREZRO R o 7205 =

1507-(15)

4 7 1Y — A oxy-To-hydroxylase {3 D T, &z
FEE (C388T) HEESINTWS. UDCA KU CA
2 X BRI D, RIS, BRI,
MR D SEEZE b & ML, R4, DN fE
AL DT PBBESIN TS 27

Smith-Lemni-Opitz fEfEHE (7-dehydrocholesterol 7-
reductase deficiency)®®, Sterol 27-hydroxylase defi-
ciency (Cerebrotendenius xanthomatosis, CTX),*
LSS R BRI N BE BN D W T EIE T 5.

4. FOMOBEME - ABHEEE

B RN ) o HORR E LT, &RE - KH
HEBRREECTH L. TNOHEFEBEO L WIFEERE,
SR 25(H A WIZBIENF2%), BHIFE LR E
S RBREEZRL, BAE B o1 VA,
BEM) &5 WIEEAIETRS L OENBHASEET
HAH. B, RTINS 2 b—AME, &EEF 2
¥ v 1dE I 8, Niemann-Pick #% type C PEETH 5.
BRERTHE IS B OW G TRET 525, AEOITHE
ENTWhY, F5 27 b—AMEERER DTS, B
RROBERREOEARE-ICEZ, FI7 F—A
EHEINIZBITLZENEETH L. #EHTOY
VIAE T8 (BRI, 2 MUBROFRE) TR OE 6
oo TWA, HARALBIICHET 2 2W%E T
BHICFRZE (FAE) WETT 595 BAERFIEDR
FaERYT, EEEEEMoEREZRL, FEEED
EMAEE L 2 5. % Niemann-Pick 7 type C DI
TR, P OBREHRZZHOTEH»NY & %57,
SEME TV, 0 BERICE D L WA, B
HFEMBORE IV AT - VI AT VILER TS
T5.

P RIFSMENRH 5 o ik X OIS BIAE

P BIF4, NICCD, PFIC, A BRABEEL LD
HERAHTEEBOBR T, AR ofe D
EABHHFEETHL, FORENERIL IREMH
&IPS BAME (Alagille EEBEIZA) TH B, JHE
B O SIES T 11 10,000, Alagille FEEREILH 1
170,000 TH 5.

1. JHEPASH

JHE AR DR H

% 4 N A% A 3 (reovirus 3, rotavirus A/C,
CMV) ®i3%, ductal plate malformation (DPM)
DHRE &N T A, Ductal plate (DP) X544 12 #EH
BT 5. Dtk DP o —EBICE R E TR S, M
MRS AN~ (remodeling) L, HEI K
T35 (HEH1IH»H). 2O remodeling DEEH LG
EE 2 MRS EOBREIZES DP @ remodeling @ 5
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HWIZL ), JEFSRE, SERUEIFMHEE, Caroli %0

RETHLEESINTVD
AR, R (R

- BB 12 8w, BRI
&) R S E RSN

BB LHEBEOBRELRLIDIITH S, D re-

modeling ZSEE SN D546, IEE 2 TR EH 5
BOMIMIHISTE T, BHO) — 7 3354, KGR
FIZLYEEOBE, MENFET L LR ST (]
4).7% oM, uy A NAREGC L By ADHE
BISEF NV T, IFNy 2 BELBYEZ R LTS
ZENFHEEINTNG.

ZH

JREPISE O M, BE D RUIZW - R TR
THfTbRLTWARWETH S, HAREERAMEMEED
FEMEIZE B L, 50~60% DIEFIAHER 60 H AR
KRR TCwaickEEoTwa,. ZORREIE,
JREFSHIE O BRI Cld, FRMICHBcA L WERZ
ZRRICEATWLEILH S,
JHEFSEOZENE, HE - HENFR - REFR
WEa EEOREZHT0% HEEOERERY
70%, ABERIZE G & W@ S NERIEH 3%, k#E
LB S NERNEED 5 L0 30% &b, BT
KRBT, BARESPIKHAEZRRTLY RS
WHEET A, BBOEAZEFIIFBEAPELTH
D, WEELZHOSEL SR UL, BUES
DORFHERNEZEE EDBITL T ARVWEIRERT 5.
At 1 AR T, BAMEE, BFEUARLE S 3
YK RERES EOBNBMPEETD 20, —ITH
HEMEHKEOMROEECTR L TEAR S 2., JHEH
BIEDZBWII BT 5 —BIFBREMEICEEA LR D 5.
mHEY X7a54 X (LP-X) & 5 Wikl GGTP
BHIBIZE L LCliE»OFHTHL (F5), 99w
& GGTP ORIIIFEBILETH 5. 4£H1
PREEMEE LERT 2H8058oohs, EFE
DME GGTP I3 EEEEL R TH, DBRT 5.
AR B UGERSE (FPar) cliEiz
AT, PIMEIGEER S HICRAT S, Lo L, il
4~5EMHE LT LT 282y -0 %
AT, SO - Wiy — i3, F—ES OB
MAERE (FHE) chBoohs (R2). HEME
EXHLEE, ERI9CINE GCTP Wi+ 5 & %
ZHNaN, JEHETIERELZSL. ZoBRKILEZX
nTwa, o
MERREIEL - REREL LCTHERTH A, &
BOBHLMERVLEL TS, BHRRELLCE, +2
R, I EY Y F, BERBFEREH TS
NBH, ZHEZOWKE, HBEMORRETRIRIN
B, THRBERENEDEECHL. JHEFHHEED
ZHTIE, BEMFERIRD BEEOBVIRETDH

HANERERME B111E $12%

2)\
\9/

[A] [B] [C]

4 Remodeling of Ductal Plate 97
Ductal plate 1354 12 BEIZ PR ELIIICHBL L
(A), ZO—IEEHEIER SN (B), PR
AHBANEE L CHEIEHET S (O).
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LP-X (mg/100mg)

Bs mEvR7us4 X LPX) & GGTPIZL %
BB PASH & B A JR I Y DRI T 9
O MEM# @ LWLk
B FRRERIE

AU, BELHTO—RINIITb LT Wi W(E~4%).
Banrv— T CRE - BENFTRESZEL LT,
mE LP-X (F/-idmiEavayra—n, ) VRE),
& GGTP o —fxid, I - EBFERE, +2
BIBTMRE, BEMIFERTBIIL T2, BRA
HMOBVEE, féﬁiﬂﬁﬁ?é*ﬁ%iﬂ)jﬁ'é. ZWATE

B LaWVIEEIIE, FETIREEED 5 WIdRRNE
AR Z T 5. DEDY A5 A2 IHEH
SERAE BT O BUBE R OHE R M 1131 100% TH
A,

2. W H % W 4 JE  Paucity of Interlobular Bile
Ducts (PLBD)

FAEAEEYE PILBD (Alagille fEf#E, AGS) &3k
SEMEYE PILBD I S Wb, IFEMSSZICE, +
PRI (>6) ZEHMET 5 0EXDH 5. PRI
3 H/NERBE RO (B/P ) OIEH#EIX 09~18
Th Y, B/P A 09 KiOH4E, FFRBERIED L
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HHS HSOERAE GA WRHEEGAE) RUKIGREREIR 6B MIBELER).

CI/NEMBEERE LB SN A, L2 LIKIR T,
AFEANERITRE WA B, TERREBA A
LCHMT 5. B/P 09 D Eoodkigid, 1ElE 38 BLL
oL EITHWS, Y HERPALRELN O AGS T
i3, B/P oo d, WAL TV BIER S 5.
6~12 AT ORE, B, HESRO b (i
LIEET 5.

1) JEREEFPIEE AR (Alagille JE@ERE, AGS)

AGS &, PAEERIBE A X BB WIEH 9 o 8
ERFA BRI B RKEEREETH 5.
Watson-Alagille SEBEEDH 5 WOIZBYIRIFBIEZ R arterio-
hepatic dysplasia & BF&TH 5 (% 10). AGS B4
20p12 L2 H D JAGI EIETFOERL L {RREI
LoTHELLZEMHLMZ SN, haploinsufficiency
(EARHEOWM LY RELRT LM ST
5. JAGL iZ, MifaZE2H 5 Notchl L& 77 —I12&
BT AHYH Y K (JAGL &R #a2—FL, HEEOFRESE
BRI B 2 M B A e & A L CHlia 0 51k & 7
LTV, JREINC BT JAGT BT, L%, )
Bk, AR HEE, PSR L CIRHERER TR
LTH Y, Notch ¥ 7 F R R R L T
ERHHBEOREICES LTy sbao il sh
5. AGS EFIENFERER 1S , FHafEro#s
EREELEHLLEEZOSNTELD, BIETHENHOHE,
BFEBY (de novo JEBY) H70% & HBICHET A L
AHIB L. AGS BB B s RETEROMELE R
HEZB—E0MBEAONT, A—0LERTHTS
BEMTOBKRGILIELIZRZ>THY, Notch ¥
T FIMEEFR OBIZ T RE & LD BHBEFPRE
ERPAGSOEEEIEETHEEZEZ LN TV,
% L OIERICE, FLIBHIRUOWE, KptEz R
T 5, HHIE-AICABINORS, Zofk, Wik
T ARG H DL, WA, WIE, REEE BHalEds

Ao, IMiEELFARE CIIIEREEE (GGTP 2 &)
BIXURE Bavzxyuo—n, HEE VETeT7
4 X)) OFERL ERERT. HAERY, SEEDE
FEH TRV, RECFHL 25 0F: HERTIE
PRI VX EBBEEOZ b H D). EEPNIIEED
2, REALBENLRICE YT S, AGS OEEMIE
2, D/MEBEE OB L BRI S o, 2)K
R B IR 3 72 % Fallot IUBE 72 & .G LA R,
3) HBORE FISEATE, VWb BEREE but-
terfly vertebrae, 5.E 5A), 4) IRFHIGERE (B¥IsE
B8, posterior embryotoxon, B E 5A), 5)4FHEN
S OR <RI L7-ngEEs, TWIRAER, <IFAZZIR,
MNEL RoLH, BRELLLENO#E-728) O5H
HTHh s (F£12). Alagille 5ix, FESHEZEDS
SER 2R, BUEE D oW E &9 5 3 EERERL
EEHODLEFAEAETEBICHHEL T A, 55H
FTRTEMATHREMI2B% L T 5. Tz, Bk
DIk T JAGI ERE R L7-H10 53% 135521
HBHVERER AGS Tho 2%, 43% & 1~-2 BES
HDOIDOHRT, 4% 13 AGS DS HEL LD Do
B snTCns, oM, B OE O PREHERO
FEIRD RO D Z EHH D, 00w

Bk, 2R Allagile SEBEREOBRGRZ R LEOR
W EWEIR W % & 9 5  Hepatic nuclear factor-18
(HNF-1p) #EfETREF#RESh TS, EHERM
FEERMBEL TR0 FMEs NG ™

AGS DB W28 L WHELENIE, D4R - ALIRHITI
KRN 70 BRI RASINIERE,  2) 8B e IS MIH AT
DIEBINTFAET B (B B WISIBEEEOHM Lo
bbb, FEHAME OENPEE), 3) HAEEEE
AT & TRy, IR 2D 5 B IERIA
HHTETHDH, HHAERIL Alagille FEERE O T3
5#ED—DTH LN, T OFFREIIZEMAR T D
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# 12 Alagille SEBEH O BEFE

BB 9 - 8

HEEH

B (F& LThtk) oRy
F R - MERE CGREEREIR
i)

HER NG BT
ZOMoOME: HEE

HEEE

HREREE

2 RURGRE

iR (¥l
MmEEE (FEFEPHIm)

F R

o TWAD ™% Iz 1 BUToHERPLETR
FIRED S 5. BRI A M 2354, #ip)a
EEEHRAT S B D, HEER TS O
T RWIEE, W IIIEMSE 2L FAICR
AEDBLIEDNHDH. S 6RO BN
IFPIRE IR CH 2%, £ 3~6 »HTiE, R
RS DSIERE S 5 VIIHEDZOLNDLZ E0H 5
(7  IREMAEOR RIS EMSEOZCERTH 5%
ENZW L CHEE ). JHEHSEE OENBEC
3, FEBELSHEIIBO MR E K TH S,
FOFmIZIMZ, FAEBRREONV—F VE (W

53, MMk X-P, BREM&E) CIZIZENBZHIE TR 2
bbb,

IEHCE, B ) o WSS 5 VIZTHET B
Bl FHRBEFTHH2, AR LY BEEEEIFRET
LEFIEFERRTH Y, FLIRHICIHERE A+ 55
Bl 30~50% HERALMICHITF B A LEL T 5. BHIF
At WEH, REEE BEOHGE SK%
AEBLIURERELR L EE LT, BREMICHBH
DEISEHIWTT 5. FFFERZIEY A % M7 S W E
PITIEFR - FRHGREFRLEDARTH L0, K
VEHFEE (FMEBEWAAIEA) (S8 2
WER S hwv, F7:, EBRLAEZAETHEND
FHRARTH L. BRIAEFHOAHE Bty s
IVRZE, HA%, BA%, EBEANHIMD, R
RE) WXHEET .

2) FEREEE AT IR R A e

AGS [ 2 FFAMEIR % A L 2\ PILBD O #Fk
Thb, REOHIIZHTH Y, HBRREHOFEG
%R EDD, BBEEE L TTIRIBBEETRE, 1
THRAABREETIE, 7V 7717y F )TV UREB
JE, A P AN O 4N ABYPIER EDBL SN TWD.
COBAIIIET ) o #IEE Ak ThH Y, BF L
LTMERBEORERESEZ OND, —F, &

OABNERFERHEE $111% $12%

NEIE, & [gM IEGERE, 4 REMIRE KL & T,
—BIER S 7/ NERBRE M HEAT M S U R ¥
A, iz b Down SEMERE, 18 bU Y I —% Lok
FREE, BERMRMEE, Wiliams i #8," Zel-
weger IERRE 2 EOBEEERESC, B, EELREO
JENEGE, 2 O EMBMBEOBN Iy 3mE W, M
BAHLROBAIER S & v o 22 R i B SRR B
BELTHTFEN5,

3) ZDMORFHMERH S o B

BRI LAE D ISR ) o OmE E LT, #HE
BWRIESRDRE 25 —TH LD, JRIEHRHAR
MR R SN2 BIEEE L ZERG 2ICT5. #
B, IKE®E GF : BN EEaLH50TEETS) O
32, WM, FREMIAR, #T%oBEE,
BRIV T ANV OER, BEKRERDLZEHFITE
WIRERILZE 2 5. BUIIE L, MG IR
o WEERT. FILEIIRIE - HES G
L, SIAMICHRIBEORESPHELRDSL
L%, RIBEEEORRMEEL, AR FMH
BhAZLTHD BREFWILETERVD, JHE
Fg L Ffkic, BHFHrZEEns. FHEHoER
3, PR D S IF AT S B EE E 2
5. BIRBRZH SN TV ABEIZIE, Y % P
BAEBRI/L 2L TR S, o

WAL IR S LB AR RN SE U, B EPASHIE
& B VIZFFAIRE RAEED O BRR R % R §. Debray
HIX/NR 56 FlOT LS 2 |E L Tw5H 25, 15
B (27%) OFHAREREILERE LS EOFIZE
FNTV5E. BAEL T HOMESRDLNL. FA
Fl& FHEZ, ME GGTP OEMEIED N LD, RIE
PR ERBOEIHIME ST Wy, 25 Fir 11 616
T OMBEHIEENED 51 5. " Amedee-mane-
sme i SEFIZIME LTV DH, £ 1 ERHICHE
T AW EIE IS 3~6 » H B —REERE L, 1T
P2 AT U PRI TOEE % & B9 2 B IR
BERL TS, JEEE (414 8 2 A ~10 BIHET)
SHALHEIRE KU RE R LR L, &6 THAJEE,
6 BITHAMBE, 2 B CTIRERELRD TS, IRl
AL, AT 3B TR OBMEL SR
KA, MEMA 2RO 50, B Ed
BRIIBMTH 5. 36H 2 HICI/NEFIHEOH L, b
D 1 B TUE/NER S O R BRI BE ST
Wh, AR 6~14 A T, B PR OBAEAL,
PEER O SIERMRE, HEMAE 2RO, 26TiX
HRHEE D 5 WITFFHESED N TS, 2~9 T
X, 0 EEORRERL TS, W
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HEMNE

P IRRRY ) o W ORFFeE, HrAERIFgE & HE R R
EOENZWNOIEE Y, BHERE Y Y IV E RZHE
DL, € L TREBFERIFZE~ES, BRAIH AR
W90 % R § YR BRI RERI TP ~E Y 7
Y Ok R EORRLHBENT R 2R EEOR
~, ZLTHEETZIICE S NICCD OfEVICEN -
Pz Gtk BRI D o WOBKMEORRN S S
IZED, NICCD DFEB b2 FOTEHELDFEDL
BILL Y RELBES OO SINHLRRZH.

B INICCD 3R lcx Yy, MEREE L TOED—

ORETIENTEELL. FEOHRELSORADN
REWZI EICHOTRES L 3. fFCTBHEEA# o0&
BRLTWEEE T LABTRIES R RF2580%, (B
EloRW S, [HEREH ) >kl omel, 2L T[4
THREB ] L VIHIEZFEBRIAWEREETLAESHEY
bR REERER, LW e BRI BS
ATEE T LA KEEDARG S, BIKRFEHARF
FBEHE, BB, FERLPELYHEILAL, FLTR
KDIT A4 \WTHozSY AP LAER G Y YFF), v
D—NERER (Fro8—) KB L ETE T

X W
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