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B—19  JERPERIE 4 & VBES/RIEIE O FERES -
Reye SEGRIFALMIE & OFLEL

EMEE I F X
HLEMEE B
APRH

REHAZE N
E OE — EEef H R
H B O¥F O B-R OWR B —
k%*ﬁ% NRF

N B & X2 K ® 2% ) E &
NEKKY BT

Boar B

XU ¥ I

REV 1 7 VOFRRBEELER, B OBEOHEER2E 4125 2PH 0, LdLEHhs DK
BT BTG, & CHEBEICET A MBS, E, BROTERIL hEy v E =
7ME, FFEES % TRBO 1 DI Reye BEB b 5, %512, FEF A4 7 VOLFABEY
fEAS, & S Reye FERBHCELILIIRERY 220, EHVE# LT &4 55, Reye ERBTIX, I
RENESEEOPLE 2B ET, REVA 7 VOERREEEIECNTE22RE 13T L2310,
MECENEROCEEETH 5,

Z LT, MEDENCHHBBORENBII 2B EIDEMHBIIDIK, ANZF L FF R H AN
7 —# (OTC) RiFfE, 7 V¥ =VME (Fv¥r—€RIEME) O 1P %, FFERE, #m
BE2BEEL, Reye EEBOZNLHERH LI, A R7TAF U NECHFESBOHREL, B
FRIHO U2, IROEEPVBELEDN D THRET 5,

i Bl

fEF 1 (OTCRIBAE): 6 F2 A, KR#ET7—705
EFH gL
FHREE | RRICEELBIR (38) ¥adbo, BRICIER & EELERIS N,
HAERE © 7ERR40E, 2660 g THIAE, BT REXBHEL L,
BEAERE 4 7110 BEs, iR TABE, REDSH 1205, B, EBREEIED -1,



138

S ARG, IV ERESD R HEPIRERSL, NYRYORE - RESERT
Hotre 5FTHPE, HABIKERSS-T2, 201 1A%l ) BRESER, E2ZHIC2~4
B hbadkiicnh, BEmsso5Lih, £A¢bauacam§mat,cwrw HREE
2BBL, FEEERSA LD ORI, AR, BHFER, AR REL, —HAEBRELE
LN UOET AL DI, FFEEEESEEICEbhbLT, &7 Ve 7 MELSEKLITD,
_%ﬂ%% ah, BEOID AR,

ABZESFTE : thE16.5kg (M—1 SD), & £103em (M—1.5SD), Elﬁmkﬁxwﬁf®ém
ERBENTH 120 0, FICEEZL, B, BRsnT, 2H, 74 ¥ - 254 v —REED LD
STe RSIJIETHDBLTHEY, BRIBE, E%%@ﬁwmm:ﬁ?%&mimﬁoﬁgim
B, IRFHBET  ICRREED T, 1Q (WISC) R99TH 51,

x| ABREBRERS (EFI1)
—RtRE E B FLUEZT 348u g/dl
BOR E B BUN 6.3mg/dl
B F 2y 6.4g/dl PLFF= 0.4 mg/dl
FINTIY 66.5% WA oy FEE* 1315 4 g/mg.Cr.

y-Zedyr 10.7% a1 25 o—IL 168mg/dl
GOT 60.0U ®ABFIRAT Y 2.3hr/ml
GPT 59.0U | Na  137mEq/l
LDH 3T K 4.0mEq/1
AIP 27.2U cl 104 mEq/1
ICGE/E . 2.2% Ca 10.7mg/dl
R B - 2.6mg/dl. P - 5.0mg/dl

Adachi 5 OFBE*®IcE 5, IER{EIZ5-10 g/mg * creatinine

ABEEOWERE (1) T, NI AT7I+r—-¥OBELR, 7 vE=7ME, RFA oy
N EEHE R MO M AR LS, TEERBSEE, CTA ¥+, WEERVWINIERTH -T2, BUNK,
ﬁﬁ$29~m4hym&Eﬁwa@@T@otcMETE/@ﬁﬁTuﬁwﬁi>®¥%(LW
mM) OfIZEETH -1,

B ESNRER . D EOBEESR, RERED S OTCKRIBIER 5 123\, BRI IR O R ICAR
AR 21T, REY A 2 VBEREOEM % Schimke?, Wolfe, Gatfield DG THIE LIZAIELT
LT %, OTCHEMIX, WIho pH T ETHALNI (F2 ). BEBMUEAHBIFLE2A DT
(#3), TLOTCHEEVMEDHLELEEINT, . ' o

HEOBRR | BRIGEOE/LT & = ﬁii\ﬁﬁ (3 g/kg) 2\, fiAR7 E=7E, RP+ oy
FEER RG-S, M7V E = 7RIS pe/dl, REME (3EH) 102ug/d1 L, BT E=
TlEZASNT, HE () ¢HE @iuamotoit,ﬁmﬁnybﬁmﬁénﬁwﬁﬁt%
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R2 FREY1 7 VOBEEE

enzymes* patient control.1 control 2 control 3 ** rat
carbamylphosphate 36 29 _ 100 74
synthetase I
ornithine trans-
carbamylase
pH 8.3 1520 5420 4290 6850 19200
pH 7.0 700 2210 1990 4500 9810

arginisuccinate
synthetase +

- . 9.0 4.3 - - 11.4
arginisuccinate
lyase system
arginase 3340 . 3420 — 4000 22200

*argininosuccinate synthetase + arginiosuccinate lyase system &
over-all OiFEM: (Wolfe and Gatfield®), % Dfiid Schimke® DF ik
KX hElE, EER-ShE gmol/hr-g ¢+ liver

**oykee) L B

%3 BIRHT ornithine transcarbamylase DZFEEHFH:

apparent Km (mM)

substrate ornithine® ;;zz:;ngtle;**
patient 0.42 0.32
control 1 0.63 1.78
control 2 0.47 0.45

*carbamylphosphate 1220mM, **ornithine {3 15mM
HEDITHoT,

G2 (FAF=ffE) D 4F 2 HH, KRE77-88

BEBI" THEDOT, EFIOBBDAZDXS,

EF I BEBN, FvhA

FIER Bty ~R&ceil

HAERE | fEAR4218 T3,300g THIMA, HHICRE 2BD 7,

DUREE | 182EH X DB 24 51, 234H, FHICE § BOMRKETVRA, BRERESHE,
WRLASEBEL, M 0, NEE, BEEOMBERESA LN, 471 1 AR, HRICREL,
GOT (720), GPT (335), LDH (974) O L&, &7 T =7 i (960 4g/dl) HBAHLNIZIZD,
YR RN S AR, MADISKE, RPDOF o o FEEIZ6,900 ,e/mg creatinine & E# L TL17,
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BOBRDTREICE 5icoh, ME7TVF =i, &E19.4mg/dl EHERR LI, RIMRT v FF
’_‘E%'ﬁbiy j’tjf\l\E\OD 1 %*ﬁ’é@') T:o
BiRMIER L, BAOBNPEELIIOL, FERZIT- 1,

FFRERRAT

fEFI 1 REETH, MIREESROBEOEEZA LD 30, MREEEALNZY» -T2, P
BiL, fakdEs < (PASH R, v724-¥Eteshs), MEHBEGSERAOEICADL
N, BREBERELTVS (B ). BETE, a3 ) 7OEBOMEER & AR/ HE
(®2), INBERBRISVHGEBEERERN 24 L D1,

B! GERI1 FPEEES H&E, X100
FFfEIRZ L L, FaRRER5 , —EOMIE TRRRDRED
Aohb, MIRRICEEDEGBORELTD 5,

FEGI2 KT, —EICERFME» CEThIBLL KFRRERSA 6, Zh 5 3fakiEs
5L, KINARAOZEESTFEL, BBREITZRALNZD >0, FIRERIZERSS» -7 (B3),
BT Fa v FY 7ORLEBECBEDEBINS A 5N (B4). BEITIER I S0LS, FL
Ik > TIABERATE S A L BT,
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X2 EFI1  FFEEES .
TR RY T RbSHIEBILL TV 3 08E s BEHIE
BT,

B3 E#le FAEH HE&E, X50
—IRIC R C TR U T FFRIEOSERA A 5
n, hb ML, EEES <, KOREL e,
A 6 NSRS D TZD,
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4 EFl2 FEER
ThIURY FOBRBOROBEOREDENSA LN,

®4  BEPIE Reye SEBEBEIOFERE VY O itk

iE Bl fE B2 Reye JEIRES
OTCRIEIE 7OUF = e
oM e %g%ﬁgi ) AL« R (—F) -2 |
MO o SRS (D g E B
TR T EERL %gﬁﬂﬁb B~ (gamuf)
Tz X -
R B & B g W
B B5 15 JNERRATE HALIC X b Thic BEE—s
a /N /NERGRE (+) ANERS
%z £

TR 1L, W, BHEE, FEESE220, § LEBLL TNE, ReyeBREEEZH S
TeATREHED B B o K OTCRIBAEDS Reye FEMREE & BLIOWBEZET 522 £ HL 6N TV B, Reye
R, BRI, INTHEOT, ZBEPANEREELENT 3 C & ixEETIZ D,
SHEBICZOTCHEEMBETLTWA DT, OTCREEL DEFRLT L ESTIRR L, 22
T, bhvbhiz, BEOHEFBLL, B7re=7MER & &2 5 EEAOELEIRE & FFE8E D
BEE 2R3 2 BT, 2 EPIOFEMBOBELT-1 (&4 ).
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Reye EREOFHZEIZ, 240L 5 BB H 2, V-2 5 OTCREETIR, EFI1 8§25
ThsEii, UiEUIZEMAEIESIEANICED b 579, Reye EEREEIOZN L 0 IIEAIK
ﬁ¢ﬁméct,#@%~¢E%m§mc&@mw%@T®65oih,zb:>F07®§mu,
Reye [ERBEDIF M E LORAOBMTH S (F4). hixl, OTCRIBIETIE, EHHIEL
BEATUREIIEH B, —ici, BEORMICEEE AL EVBRETHS, 361K, OTCRELE
T, U UEMIRB OGS A 005, HEREITEEELNSS, HAMOBENTD LN,
"5 12 5 Reye EEEF T, FIREBIZ—RICIER D, BEOHBRBEALZDATHH[RNT LTS,

LaBrecque 5”&, OTCRIBEDEFHOFEMBBITEFI LA LERT, KFHOHTBERHEL
ZLALNB EWMELT VA, KiER, XHEBEHHERIEORNE L 5100, —RICHTHNL, HES
SBR Yy, £ RFERE, LEEEIETT 208U, KT, £ mEENTRI
THELT, EEACEBERTRABIKET 2 CLHTIRSV, Kbphbb Y, BEITRORAR
REFHIOBPEETH S C Lk, FrEMEERLRBREILS S INTVS S bit, HBIFHR
My IcHEL T 2 Ll s h s, BE, BT BIEFH Y T3, ERSERENE
s b TO5,

FUE = v SEOERE IR, BEC1IFOBREBHEIOATH S, zhuckiud, ERITMIE
HEE N, MIREABROFMBEORLEASNIZY, T arFY 7ORBRIBLALERTH T,
EEIC 3 BLOFRRMSALN, & 380 CLBECRMHONEL I MY FY 7ODT L
BALNIZOATH -1, REOIFHBEORBELRT 510, Bl 0EFHAOEEISBETHS
5. L LAl & b AR oEsis X 0 EBEIOHBH R Reye EREO ZN & xR > TH H &5l
RS TIR AV EZALN S,

L BT, AEE]2BlOAEIEAR, B v E S TME, 4oy FEBERENE L 5T
WAL EThE, TLrESTIE, TNV LB D, HBER, ILHI—EFTr=FL
BEELTY VY viT, —FizA ey FRITZS (5 )

OTC/RIBETIX, OTCEHOETICE Y, 1z, 7AF=VMETEEL LTHV=F VHHGD
FEICEh, Brre=rlifitt Aoy NBESALN B, £y NEIBEEF 2 1292 LDLD
NTWADT, OTCRIBECHOIEHHILEZA v v PESEES LTV AAREELH S, 51T,
FAUE¥ = UIETE, BHHRENIZLAEALNENT &I, ARETIR, oy MNRERIER -
CEMIRALNADATHETC L EEEMND I L LA, WoIXH, Fu oy FESETMLLN
ARV VEEAREEI OKRBETY, &7 V= 7 IUESERSH ARG T, BIRESH
BHLTWADT, 72274 20—RThaTgERFIICHENsN S, UL, AREORIEE
ZHITIk, HEEMFRRERTh-2CEds, &7 ve= 7 EAKE, RIFBOHBEIKOWT
i, BmHMBERTIRZVOD b LIS, OTCRIBIETIE, BMHIZHF O peroxisome BHD U
TWBEVWSMENBH L, UL UERFITIRZOL S ZHRIEALNE» -1, Chid, Bl
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—3 orotic acid

pyrimidines

ornithine

y urea

(3

arginine

citrulline

\ (3)

arginino-
succinate

argininosuccinate lyase
arginase '

Bms RFEVAI7N

carbamylphosphate synthetase 1
ornithine transcarbamylase
argininosuccinate synthetase
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FEFRIERE L O BB NIZE 2003 LA,
OTCREETHBAOEBBRMMEOERBELNIFINH S, Vo125 BREEITR, WIho
BEICHT 2 MAEONBLERA LD LD (RS ) FAERX —#HBBERNE & ™, ZOFF
& Lyon DRI U= 25412, EEOOTC % DMl & 8 OTC % 4 SHMIE DEY A 2 T
BrEZLNE, BE, FFHEYHICERDOTC &, HEKEFIET 5 PEREEORNL 2
BOTC EOHEMSTFBEINIFOPHEINTVS, LEMB-T, 20L& 53 BEoMEEZIHL
TRV 2 V0 3188, 205 OMBBEOHKIEL, REBMES & ORR RSN
CEb, SNENCEEBNS2THES, LAICHARPIOL 5 L REFTIZBZ 5L, EROTC
% b OO LD AHENKE L, TLHOSHOERBEZEOREL, HERICL > TR sh A
N ELFEING,

RGNS, —HRIRRISSEEIE BSOS RENE— YR B0 3 ERANERCET 5 W17 | R
FREORME (34 EBERL ) BT 3HE—ORRBOB % 5 Iz, BLTEET A,

EH 1 OBEEEAICHBI N NI W AR AR 2 IR MR ES SR ICERT 5,
(BEER/NREES, 32 :33—39, 1984)
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