EAZEREMAEMNES HEMRBS LRI EE (EEMRBRRIIZEEZE)
Y b U U RBEBEFICET 2ERBO RO & BICAMBGE D RIEFBHEO R ]
YRk 25 £ E (WFREHERKEE) V—Jvav S

HEF: L2548 98 (&) 14:00—17:30
BET: ATAEUCRULE BB U U—
(BEWEMETHETERFRA4THE 1ES S Tel 022-265-7740)

A=A

14:00—14:10

1. BREBEELRIRE
EMRFRRANE, UV o~F - BEHENE HpE—

14:10—14:30
2. VU U REBIEDREMT—EWE T L TOBRE DM A
REARZPAMBRITE - XEL 2 —RKEBETNAHE  EARE

14:30—14:50
3. BEHY MY U REEREORKFRE
EEERNRKEERY FEET

14:50—15:10
4 . NICCD DFgRa2 kv
fliemscmbe /ANRR KiEElE

15:10—15:30
5. CTLN2 DERRZWTELE
EMNRZFRREAR, U v~F  BERAR RIFER

(15:30—15:45) o—b—T7 LA 7

ReBIERE
15:45—16:15 R {EAERE
REARRPAEMERME - XBEL V¥ —REBETVHE
1. iPS AMERAEATZ A2y MY U RBIREICKT T 2 FTHE BT T L O/ER
FERF iPS MlaitsErT  BAREZ

16:15—16:45 R WHEE—
EMRZERRAR, UV v~F - BEHEAE
2. VY UREIEIZBIT D NAFLD RAE D7y THEERR
EMRFESR  REEEYE FUE
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FAETBRFMERME EAEREBETIRMTEE (HIaMEREIRITEEE)

T NU URIBIERE BT ARG O LR DR &
EOERIRNIE DFSIE T IAIEDBIR  WFFEHE

VR 25 R HMERESR e T L - iRk

HEE : k2641 A 31 B (&) 11:00~15:00
BT KKRART/VER 11 A5

(EREERTHRKET 1-4-1 Tel 03-3287-2921)

A BRI 2RSS BAEE R R s
(o b U > RIBEEBRFICIT 2 BRSO SO & BETRIMMIE DR E T LD R%
WoefiRsE  mEE—

EER RIBExR, BREH

BINRZEEDNEE (BEHERNE, UV o~F - BIRRARD
T390-8621 AR 3-1-1

TEL 0263-37-2673 FAX 0263-37-3427

e-mail misuzuku@shinshu-u.ac.jp
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11:00 MFHRKE HRARE HBEES—

11:10~11:40
tyiarl BYWETL EBHHBRE (D ER: & %X
11:10~11:25

1. ¥ FY URBEETT <A Ctrn/mGPD double-KO ¥ 7 R IZRBITARPBLIOMEES Y &
—)L L~UL LJRRE - TR & D REE

OfE(ERIED. A7, AT — D

REARRFAEMBIRNT - B ¥ —RKBETANEY

11:25~11:40
2. ¥ FNY URBEET /LT Z Ctro/mGPD double-KO = 7 RIZBIT 5 7V o — LEARM
DS

bORERODHE

OFILeE), 4fmns?, BEIEEY, 5 R, EARE”

KBRS SRR TR BT F R AT V| BER B R 7 R 2R SRR TR L &
NRHENET D, RAKEEMRIRRISE - Bt ¥ —RBETT L

11:40~12:25
tyar?2 BYETIL, EBRHR (D EER : MRIER

11:40~11:55

3 U R U VR T L 7 R OSSR O AT
OFRIEY | BEAMEAY . HEBITY . HTF—D, £ LATY, BEEED . FHAEEY,
% ggse?)

REARKZAEMBIFIIG - X X —REET ANV, BESUEI AR P, BIR
B RFRERE R A SR L NE 58 Y

11:55~12:10
4. FRAELY " VY v IFERRA IPS Ml E W2 iR BT T L O /ERL

f‘ﬁééﬁi‘ih‘ AV

HE D, ERE L=, ANEEA D, RIFEXY, mEE—?
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AR iPS MARRFZEAT V. EMREEFRE=NE Y

12:10~12:25

5. ¥ b Y URBEDIFHERRZ AW RIE « IBIHREEER G T ORENT

OAIEIE", AkHEs: ", FLfes?, Hhggs "

RN A R D, BN R T 2 A I B R R S B T PR 2
578

BAE  12:30-13:30 (BtHERES®E)

13:30~14:15
tydarl3 BELAEE Ef : EERE
13:30~13:45

6. ¥ U URBIEBEFRE Y — B X0ORME L FLUERZ S TREDERHE ROBRE

N

h LiFe

OE RV, MBHIET ", e, SRk, KilEE >

FALKR PR FIRIE LR TR N RRES S D AlE TR/ e

13:45~14:00
7. MBI MY VIGE (CTLN2) 1281 5 FEEEHBREIEIC DWW T

s &XL

OR K. BRAE

LT R E AR/ N AR

14:00~14:15
8. BRAEL 2 bV Y v IEBE OB RN | ERAK (R EED ELVEVBROFHME

R EFFEUT

OFRIFED", MEE— ", AMa@E >, PARED, SLILET Y

EMRFEFRARAR, U o~TF - BERENE D, WHEBENRY | HERbEn Y
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14:15~14:30
yiarvd EERE. TOM EE: BiR

14:15~14:30
9. VNI URBIERZ Y —= v VORI ~BEFICER LT~

SORELAVE

ElpE—" FREEY BIFET Y. NRIE D, BREAZY. HRERE Y,
WA Y, B ERY KRS Y
FALKRE R ERZEBEZEA D | FACKFIALA T 1 v« TS0 7
bl A N = SN (1| = RV AN S

14:30
FASHEYE IRARE HHE—
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1
TERK 25 4EBE :
MY URBIEBREICRBT DR O ORI L EFERIME ORIETHEORBSR ik

[(EEAL] > FY U REBEET /L7 2 Cun/mGPD double-KO = 7 Z1ZBI1T 2R FE L OULIE
T Er—L Ll L YREE - TRIE & OREE

() PefaabiE O, AR, IR
[FTR] REAKSEA MR E ¥ —RBET L5

[BAY]

YRUURBEET NIV ADRFEN PO Y a R EOBREERORE S KX 2AH LoE
23, T glycerol 3-phosphate (G3P)IBEEDZE LW ERTHD, LrL, ZOBRHIZIENMR 7
EORENY Ietlignd LB L L, FRICBHNICHWDS Z LT Ed, 22T, A G3P 0F
ERNIMEEPCIRF D G3P 72137V —)L & L THRHTRENE 9 aRma L,

[ k]

FEERIZIL 13 255 24 BEDOEF AR Ctrn-KO, mGPD-KO 3 X U Ctrn/mGPD double-KO < 7 2
RV, ~UREAZRY v I r—JIC AN, RE, CER2EBRT., £770% 8 FFEREH%. &
17 B D8] 9 BFEC 16 BFEERI L=, AFAOAEK, 7201 25% v a2 58 2BLT
20ml/kg (Sg/kg) BE L, 1 FEERICERIM L, MAEESBE L 7=, JRE MDD T Y o — U idEERE
TEE LT,

R RB L OEE]

RAWZBWT G3P BLOT U o — L e blZBEHFRETh o7z, Fo, BESHBTTIIWT
N double-KO =7 AD LMo~ 7 2 (B4R citrin-KO 8 L X mGPD-KO =7 &) |2
L., BEICEEE 7208, HBELHET T, G3P L ULZIIAEZIIS N o2, M
Tt G3P IIRHBERUTOETH o708, 7)o —IRHAETH o7, 25, =7 RRIZ
BHEERET R o7, LrL, vYalErHEsE L 1 FRgOMLEI e — 1 L~ULik
double-KO =7 ZIZBWNWTDIHEF LTV, 512, Yafic bV A by, EALE VBT Y
TAh, TIT=0 EFN G3P LoWIZIR DS AW E LY a HERG C LA LMY b e —
NEERTFTER, £72, MV te— A Lb-"UL3md 7 =7 EHWVHENE b,

[

PLEOFERENS RBEIOMIEFO 7Vt — L L-Lidy N U RBIEOZEICEZI Ch 5
TEEEZ RHT 2 N TE T, RV e — i3y b U RIBEFEOREEM 2, g7 ) & r
—VITEIED Y b U RIBIEFED ATREMERS L OVEREORTICHWS Z ¢ N TE 2L
AL TWD,
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2
SERR 25 AR JE
3R URBIEREFICRIT ARG D ZEMEOME L BEERNEDORIETHEDORE Wik

(JEE4L] ¥ MY U RBIREET /<7 2 Ctrn/mGPD double-KO = 7 22T A7 Y o —/LE
AN DO RHE

[EE] ZRUOEED, FEEREY, BEEEY, & BARY. EHRE?
[FTR] KRIAFSLRFER A AEMBRER A AR R EEEY U BRERERERERERE
HRFILENRESE P | SEARPZAMBINE - B ¥ —REBET VY

RELS)

Ctrn/mGPD double-KO ~ 7 2 & W= Z iV E COMNT NS, ¥ a FEAmMEOImF 7 )t —
BEENEINTAZ L, EBICRTA~D T Y Eu— VP EE - BRI OTRONE D
ERBHOMNLERoTETWA, ZOHEMBFE O ) o —LVEAIZ LD L 0% ERFZ A
WTHLMNNZT A L2 HBET B,

[H#E]
EERRITIZ 13 005 24 BE OB AT | Ctrn-KO, mGPD-KO ¥ X U8 Ctrno/mGPD double-KO < ™7 %
T, 24 BERHE A U2~ 7 2 D iTlE % Krebs-bicarbonate buffer 2 AW CEER L. 7/ 7 h—
A (5mM) PHEREND T U e — &5 T L7,

FERB L UELE]

TNT h—AWMRIZELEIND TNV a— A EIT4 BB TEILR 572 h - 72, mGPD-KO £f,
double-KO BEE B 77 b—REMMED 7V o — LEA TN L=, mGPD-KO EEClIEn
% 10 SLLRIZTD LIRS D2 L, double-KO B TIXE WMEZ#ERF L 72, Double-KO Ff
BTS2V e — VEADOEML, MIEBEANBRLETCRECHEETHAAR/ L E VEEL
(L/P L) DEEMM% £E- Tz, Double-KO #IZEWT, E/LE VEECER(LAITH D phenazine
methosulphate DML, L/P LEET I, 7V Ern—nEELEBO I, 72, U -
T ARG X UVEEY Y MVOBRHER|TH 5 aminooxyacetate ZIRMTHZ LI LY L/P bE R X
#5 L, mGPD-KO#BIZBNWTH 7V bu— VEARBMSELZ LN TERE, ZThHOREEMN
5. HIEENOBLBITREN Yt —ALEAORBGHER T THHEEZ LIS,

[fsem

Ctrn/mGPD double-KO v U RZBWTC HFEETHLINVY h—RIpbD T Y Ea— /)L EADE
NI CERT 22 ERHBLNE o7, & MY URBIERFEFICBWT, BFEERZOMT R
FORF U o — VEEIIEINL TWAARESER H 5,
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3
SRk 25 AR
N U RBREEREZICBIT AEESEOSEEMEDOMER & BEERINE ORIETEHEOES Wik

[EE4] ¥ N U REEETT NV~ U X OFEE Sl OB AET

[EE] EERdEY, BEAERD, HEETY, WH—Y, FEaRr?, BEESEY, 46
aa%ﬂxs)\ % @%%3)

[FTR] REARZFAEMBIRIIG - XBE X —REBETNVLEH Y,
T8 SO R RL A 0T P IR B REREREH RS %Eﬂfu%' PR B P

[E/Y]

VRU URBIECIIEEOEBRICEL Y RE NADH A LR L. &7 s e=TIIEZRZ T,
F7-. FOMMIAE NADH FREFE T 7 A a— L EBE, MEZEEBECER SN TE-7 U
F—v (FVEea—N+T N7 h—R) OEIRSFEREICHRAFIEY bV D UimfE (CTLN2)
JEEZLTZOTERTH D, 2D D CTLN2 BIEERN ED L HIHEATHION FEEEZH S (=
WS D) HEREIITh, OfEBHEBET,

[ FE]
EERIZIT 13 005 24 B#EOEAER . Ctrn-KO. mGPD-KO 1 L O Ctrn/mGPD double-KO < 7 &
AW, WIREAERTII. BESLLEER (S afE, =2/ —n, ZJUkEr—L) LKk%E

2ARDE PV AN., U APHBICERAGEL L, | BICER LB RELZEES(LTEHL
7o £77. RBRIAE & KDOAEFTOEFRIBEIEIZB T 2 R BIAR OEEE|E % preference & LT
B L7z, iR 28 FRAELRMIE. BEICL2MENREERRE 1 FHE%ICHEE
freeze-clamp {512 & > TEEL L. PCA & T ORE 2 BEFRVE, LCIEE 72ILZLC/MSIEIZ L -
TEELT,

DERB L OB E]
v a PEEEEERR Tl double-KO v 7 A TO A ERERROBIUZENEE SN, —F, 15’
J—=NBLOT Yo —EBETH double-KO ~ 7 R{ZMZ, mGPD-KO vV X, X HiT
citrin-KO = U 2 b miRERROBIRE S#E Uiz, T OREOHMEZ M4 5720 C\%MMa
al0IDIZ E > THLNZ SNTe v a OB EICH - TEL 2B TREORELL
(glycerol 3-phosphate, citrulline, citrate, glutamate, glutamine, aspartate, lysine), 3 X% ATP
LV OERERR LTz, ZORR, v alE =&/ —, 7 e — L OERTEEE KR
TCiEItE L C, #ilaE NADH E#E % 7~ 9 glycerol 3-phosphate @ _EF & ATP DK T 23 [FIRFIZ R
bhdZ L, —HOHLDORETIIREPEI bRV L 2R LT,

U

Ctrn/mGPD double-KO = 7 A28 1T 2 EERT#OMEEIZIL, FARICERR#AEZ §= 4
=B IO ) ta— &2 B\ ER L T, MIJAE NADH EHZR~4 G3P ODEFE & ATP
VUL TARREBHCRE D Z ENEELEZE I OIS, TN O ORFEEND & D L 5 TR
WIERT D0, SHOWEDBPLETH D,
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4
SRR 25 AR
MY U RBIEBREFICIIT B RS D2 MO & BUIEHIE ORETEHEDOBES  1hE%

(A ] B bV Y o ifERREERY iPS iS22 W TR R B 7 L O /ERL
(] B, FFlor—F=rb SaEs D, RFEX?Y, mEE—?
[FTE] SRS iPS ABRAFZERT V. BINKZEEZEME =NE Y

[HAY]

REBEY A 7 NVEESFTHD Citrin ODRETHRET > FREKLERERETHDIHAE S ML
U MEE, FFHERNOIEEM. & FFRHEE» I EEICEDIET NV a— VR IIHT X
(nonalcoholic steatohepatitis; NASH)DIHRREZ 235, ¥ ML U U IMFE & NASH O REARERRCHTHL
REEORRBHEICEBFRES VAR EMEAINTNDE, b FORBIZESITITAEH LT
WRNWTZ 8, JRIEZ EREICEME L e FTRERET VOBRBNEEN TS, AIFEDO BEYIL, K
AN R v U v IE B A D> & BB Y iPS HERE 2 R ST UEBRE N TR IZ b ihE
THZLIZE-T, MERDOREZHERT OHAORBRENRERET VERET LI L TH D,
Z LT, FFMELSMTIRIGRITEIRIE D R W BSEEREMEME CH 5> ML Y VME L NASH @
IBRIEHERICBTZETH D,

(5]

BN RZEFELRH BRI EIEFORAR Y MV Y U E 3 fIOBENLIZL e vA
NWAETNZIZEY —< A _T Z— 2 X 5 HBEFHER T 0BG FEANT TRARFEMN iPS Hilg
BRISNT D, WIZ, B S iPS Ml 2 B AT Y bV D I E O FE BN TE T H B IR
BENTHALFETHZ LICL D, REZEHT 2RBRENEERET VOEREZITS, fFTEE
O N BS/APS MfE GRFME~OMEFEEZHE L, VRIS HO XY pE LT
FDVERIFIE S BRETT 5,

[FEFRB L UEE]

B h VY s UERFERY IPS M) b REHIINTE T H 2 IFHa~DORERE N TO4{LFH
BA#1To72, £ LT, RI-PCR ¥k & fafE 47512 T, ALBUMIN, AFP, AAT, CYP3A4, CYP3AS 72
EDOFHa~—7 —IZ/ %, Citrin ® ASL (argininosuccinate lyase), ARG1 (arginase 1), ASS
(argininosuccinate synthetase), OTC (Ornithine transcarbamoylase)’ & D JRFBE VA 7 VEHEBE R D
BB LT BE. T BT AL DIRFBELREOFER X ONTHEMROIER 21T > T\ 5,

AIRBITHT 5~ U AR EOBYET VITEERES N TVD A, b FOFEE BEITEM T
XHEYET NVIIGFEL TR LT AP TS LT EBIFHRE T VTR AR Y v U e
DIRREE FRITS 2 ECHERRY — kDD LB D,

ik

FRATL S b v D v MURE O B (RG> & SR B RF Y iPS MIIRIIBISLFTRETH VD . B S iz
iPS #AEA> b LT E & N PRI IEBRE R BT 7T VERLCERFRE T H 2,

A



5
YRk 25 4EE
MU URBIEERE BT D EREBOZEME ORI & BRI INE OFRIE TIHEDRR ik

[HEEA] & MY o REBEDIHMZ OB - KIEBTEEAR T DRET
[EE] REIE D, ARESE D, Flgse?, mpgks "

(FTR] (EMAREESEME PR D | (BRSBTS R I B R S
58

[BH#]

TN UREIEIINEIT 2 BRIZAPE L. PPAR-o DIEMR T e O FF T o 5 Al RE
MEHE L7, 4EIEX PPAR ZH0 & LIcBEFRTIC A IEHERTORRZHREST 7201
Z#UE TIZ PPAR-0 DIEMHE TIZEFRT 5 E ELI TV A RIEIZE LB TR, £k o
RIEFTREZMHET L. PPAR-o DIEHETORREZHAOMNITEHZ L2 EHBE LT,

[ 5]

VU URABERE XL FFAERE CHE O IFER 14 BIEZIBIHILE <33% Th 5 9 Wik,
>33% THD 5 BIFIZHT TRHEERHEEE R T - KEFEERFIZ OV THNT L7z, Normal
control & U THFEBME R —L D& 7 HBIES FARIZHEENT LT,

FERB L UEE]

JEE R EE R T IZ OV TCTATE & [FEE T, & b U U REFEF CTld PPAR-a IZREEXZIT 5
BEFREOIEHER T 28O, ERBEMBOBIIZ OV THEME L, BEBLOKTMmE s b
EOET 2RO, RIE~Y—H—IZ2OWWTIL TNF THEIILE NS WEECIEME LR 23RO 727,
ZOMTITFEREITR DR P72,

INODFRERLD R URBIETIIIEHEBEOSER LD HH STV ARREERH Y .20
7o DIZFRIANIZ B S BFE T D AIetE D R S v,

[t ot

A [E D SRS B CLIRE I e 4 fRE DIE MR T AL D —K & 72 > TE Y . PPAR-a DiEME
BT L CQEREZEDEEII Do T,

72
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SERY 25 AR RE
MY URIBIEREICB ARG OZEEMORER L BIERIINIE DFRIE THEORRE Wik

[(EEA ]V M) U RBIEEER G TFRE Y — U X 0RE4 S EEUERZ T REDEEHE ROMR

[FE) B %RV, WEHIET D BHEE D, SR &, KEEE Y

[FTB] BALRZRFBEZ R R NRRESE V| (A TsomEkbe NER Y

[HAY]

RY KRB (BLT, E) 1 ERIEFEREOL TIIZB CERWEFINZ <. 2EHE
[ZIZ SLC2SAB EBBBENEETH H, REOZEIRILEZ BN L LT, Eﬁkkmﬁf;m
bivd 11 FEFEO SLC25A13 BETFEEZRE, BEICKRHTAMEEE 2 FRNCHEL L
(Kikuchi A, Mol Genet Metabol, 2012), ISR, 2EOAREN GO DIEFIZXT LiEE T REY—
BRI L TE R, AR TIL, INECREL T2 — 20 EEZFM L., AMEx
BN S SLC25413 BERZRH CE R WVEMOBEGHIEREZRETIZLE2ENE TS,

[FHiE]
BEE T, YRHIAREDBR FREZKE S 169 & 2 REXGR L Uiz, IEH OEERIE
«[j( i*ﬁﬁﬁ?ﬁ% CELEDIER c AR RICE DWWz, BEEBRE T ERZORHIZIL, real-time PCR
W2 & DRRBRE TR A, SLC25A13 B FDET 7 Y VERMBITIZIIF Yy T Y — - —2
Y—%, =7 Y — AEHTIZIE TonProton K AR S — 2 = - H—(Life Technology #1) %, A\ 7z,

B L OEE]

N EEOEHEEBLGTERDOAYT Y —= 7% 169 EFTITWV, 80 flicdx &b 1EDE
EFEEZBRH L, 2055, 6761 (84%) TIIEHAELRELZ 2 @ERD, 1346 (16%) TiX
1 EOESMEELEREZREDZ, 20 13 HlI2BVT SLC25A13 Bl FDOET T Vv « U —J T A
EEEL. 96 (69%) T2 HOEDEETERLZFE T, BEELRZ 1 HLRD b7z
89 B H &, AEIAIF. FIE, MmA s FL VY U EfE (350 micromole/L) . 73 ERHEAG 22 IR 2 F 9
5 THEERY, =7 Y — AT EITo> T 5, BUEE TIZ 3 BIOMBITZ/&T LTzds, BEDIER

TERENED LN ELETF iﬂméfm“(b\fm\

it
EHERRX S ) —= FT—FOT7 VA DHIIEHEEERZRBDIZEG D 69%1E, full
sequence T TH 9 —DDEGFEREZRD DI 0D, KESIIARELEZEZ bND, mEEE
RBRAY V== P TCERZBORVIEGANTERIE RN ER D LEZ b, AE L L ER
ERYIEBIDT 7 YV — LRI LD, AL OEHINCEBEREBHENFEREEZE L2 b5,
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SERY, 25 4R

v NY URBIEBREICBIT DERE OO & SFEAE ORIETHEDOMS ik
(4] 118 v v Y afdE (CTLNZ) (231F B e IEEREIEIZ DUV T

(&) R &, HAE HE

[FTR] LA E 2 AR

[E®Y]

A RFFANREH 9 o #EE (neonatal intrahepatic cholestasis caused by citrin deficiency:
NICCD) 4 EBIDIRERERN G, FHEHIBHBROBEN Y bV RBEOEARMFEZLEL T
HENB R ENT. I8 Y v ifE (adult-onset type IT citrullinemia: CTLN2)
~DOEIEEHRT DI EEERNE TS,

[HE B ]

REGI1 51 7% (BiE) 7 E=TME. SLCTLNZ D753 RIIIET
EF 2 62 B (B 7 =T M,

HEBI3 53 A% (BIE) 7T =T ME. NASH

SEGI4 62 Bk (LtE) 72T =T MIE.

JEGIS 38 B (BIE) 7 =7 M.

SEBI6 41 Bk (BAE) SEDIS DR FFHRENE.

Ri=yd

mIEMERAKIER L L, FIChEENMEE BRERICRE L. M T, TEEIST
RS TH DD, IBFRIEICE L TR ZEESMAHEEREXOARZ/TND. BE S AT
BEWERZED CRRMICHA L THZE TV

[FERBIOUEE]

W HIRERMEZIZIE, EHRITHEEL, TV E=TEOHEREZR DT, BHOET V&
=T MEIE2, 37 AT TIHRAIIET L. \BEIROHEICIE, BFZOoLY T o E=T1E,
Fischertlt, IM#EY MU MENTRIEL 2B Z EXRRENT. BEFRHFDIEENLVED LS
b,

[k
PRI ORI TR S TS, BICK QIERI R % L CAREHRT S LEN B 5.

(B R fERIE ]
FRERENIR DIERHE X - TiE, TRIZRRO . LA L, BEIEDUEIZ L 0 EHELNTHEE L.
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YRk 25 42 B
RN URBERE IR ARG OZEEME ORI & BEERINIE ORIETFIHEORRE Wik

[(EEA] ARy M VY v MEBRE ONEATEERERIE
BRI E RO LY VBOFNE

[FE] iEE— ", RIRER D, PMAEE Y. HARAEY LLET

[FTE] EMRFEFRRHREAR, UV o~TF - BEBNF D, ENREEFTECEENE .
BINRFE I RA R Y

[E#Y]

AL bV Y 2 MAE(CTIN2) L, & b U > RIBERH OBRFE CREEM TH Y . LA
Z < DEAED, BIEDRELN DT LT e, FIBMRIEIL, AEICK L CHFITH R IBRE
ELTHENZ SN TN D, —77, AIEICK$ 2 ARHYRIGRERS 13, RIZEL TS TRH T, 45
HERGI CTLN2 BH OIRFRERD O, ARIIERIE, FICERKMEBEEEOELVE BT H Y
U DFRIEDE I OV TIRET LTz,

(]

CTLN2 83 154 (B4 ; ktE 6 4) Txt L. RAMDHIRE (FRAKCHEELL 40-45%)
RO /LE R (F5 7.19+2.12g/day: 4-15g/day) OFE5EITV, BRBRBOBIENS, 1HE
EOBFEE KRR LT,

R SRR Z U]

1543 CTLN2 BFIZBWT, HRETI1I A, RETERBBELITo -, BEAIZOME
FHEE (1-5 F : RIS O Tix, BERIOVHEMEED 3.87+0.64 ETH o720, 1A
BRAATEIT 1.53+1.68 C BREICHE LT, 124 DHEE (80%) T. MEREHEEDKT. MR
DUENTBD BT, 3B/ITONTE, BEBRORIELKRVIEL, FBEZEITL T35, 24
E%fi {/]E}EH j:\ /\@k 6;111_‘&56“([/\721/\

(& am

9 80% DEFITEMENRRD b, EELEWEM bR, RAMEBHIREEEOELE
BEEIT., STRAEONDIBRELZZ O D,
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Rk 25 FEFE
3N URIBREREICBIT AEERBEOSEMEDMR L BEERNRMEDRIE THEORSR ik

[HEA] N U RBEARZ ) —=0 7 OfET ~BEHFIZER LT~

[EE] BilE— D2, AREEY, fIEET 2, NEE D, BREMZ Y, REEY,
WA Y, B OBRY KW EEY

(A8 ] BALKRZ R ERLEER A V. FILKRFZHRILA T 4 Hv - AT gD |
HALKRERNRR Y | LB LR ER Y

[E&Y]

Y VUREREE, FrAERFAREN 5 >#E (neonatal intrahepatic cholestasis caused by citrin
deficiency: NICCD) RO AFIEDRI L S LU U IfE (adult onset type I citrullinemia: CTLN2)
PELRBMATH D, £/, NICCD & CTLN2 FJE DRI L@ « (ESIRFE L, GERI %
WENDNEIEFEIRIE L 72D Z ERNM B TWVWD, CTLN2 TiXEEOIFHIEERE 2 &0 54
ELZ<HfEInN TRy, BHRAL - IRENREETHD Z &b, FRICHERN - REHIZH S
INRIZBITHRZ ) —= ZERETH D, L, ¥ M U RIBEDHEEZKNIIE G FHRE
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