(JaSMIn 1&@{E4%55I525E No.76]
2023 #7814 H

FAN=F v b TG UARAANNI FT—BRBIEORE - IBROKFIER

REAR PR AP A B EAF e 50 N R B
AR GERR, RS
BHE

FN=F U 8T AN T —E(OTC) 1%, IRFEVA 7 VAT HEEFED 1o
THO, INVNRNINY VR EFTNTF =y LY e VAT DIEEE R -
TWET, LR OTC ODXRETIE, MLWET U E=T MAEZTRT 720, FAalix
7V —= U T RARE L f@éﬁ%&:ﬁnﬁ:@&b BNTWET, BEOZO DB FHRAENE
b THEY, THETL400 22 DEENFEE SN TWET, HAFTRZENCE L T
IEIFTEEERE T8, WL D OltiEk TIESEM SV TV E T, RIS L Tid, Al
TRIEDRIBTRE TT 03, MIRBHIRE, BB FIRRIC OV THERIFENEAL TOET

T, HRELAE LV ERVET,

X ®IT
F?%Wﬁ/l/;t B R BERBOERECLHEEME TH LT V=T BRARIR
ICRET DR TH Y | 5 FEHOBESE, 1O CPS1 OISMHALK 7O & kBRI &
UZO@F7/X$~§—#%%méhfwi¢”(EDO:®E$%47ﬂ%ﬁ$é
FRARES) 2R 2 R I E RN ZRERRIR TR S &7 U E=T MIEE X 72K
MIRFEY A 7 NVEEIETT, ZOREWREEDO—2) OTC KIEAETY, HHEITH
80,000 AIZ 1 4 T¥, OTC KEJEIL. 1) JRFEVA 7 VEFIED | Tl b BN HU
WERTHY, 2) RATRIETIER CTH-> CHLAEMICEHRE KITTHRET V=
TIAE & 72 DA NS D L, 3) B - RUTGERH LBEMNLL TND &, 22D
A7 V== T ORBHRBLE U THIZERED TV ET,

M1 RFEVA 7 NVBRDORIS

=S N iy

BN
ARGT ™\ glutamate
NHy+HCOy
arg|n|ne omitine +2ATP NAGSIC CoASH

i :-: citrulline CPS‘—NAG
ornlthlne carbamyl Lo
argmmosuccmate citrulline phosphate Pyrimidine de novo
aspartate synthesis
VTP) glutamate Carbamoyl

aspartate i aspartate

Dihydroorotate
glutamate

ARGH1, arginase CPS1, carbamyl phosphate synthetase 1 Orotate
ASL, argininosuccinic acid lyase NAGS, N-acetylglutamate synthase
ASS1, argininosuccinic acid synthase oRNT1, mitochondrial ornithine transporter 1

ATP, adenosine triphosphate OTC, ornithine transcarbamylase.
AcCoA, Acetyl-coenzyme A;
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Virchows Archiv (2018) 472:1029-1039 https://doi.org/10.1007 /s00428-018-2345-x & Y 5| F}
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