AR 62 EREAEY LS EE
=227 —=v7itly HH%E]

Naylor gz X 2EKMRF 1 7 VKR FEIE
DA e AV ) —=v P&
(5B s SHIARTREAZ Y — = v 7EBDOHE)

LIRE", xmEE”, sK &

[ B9 ) EFEREY M 7 ARFBEFEORPRERZHH L L Naylor il 6~ A+ A
7Y — = v IR OVTHE LR, BB, 19814 XY 1986 12 4 £TD5 FMICH 50 7
BDOAZY—=v 7B, 2AOBERRRINEY, AKICXB A2 ) —=v/70BKRNL
EERICNTABRENDRARIEL, REVM 7 A RBEBEDOA 7V — = v 7IZBL T,
FOBRSLFECOVWTERSIRHRZETSIH DL Ebh 2,

[EH LB IERRRREYM 2 A RBEBE, Naylor ¥, R7 v =7ME

[ oedie ) A RMRE 1 7 A RBRE
fECLTREE Y 7 LREE )RR L
SRTINBB DD, ZOELPEHERBE
HCBEBRERPEL, IZTOREHER
ERUERBEFEDOHTHEVD T, REY
A2 NBEED<A« RAZ Y —= V7
TS BTV TR S B BERBE VD,
B & 13 BERE O — ORI B3 T 19815 D2
b4 BETCHREDHER <A A YV—=V
7T - TnB, AL, BRERFREED
A e AT Y ~= VIODICEDONIE
FMED > b, HRAREREEBELAD
BHIRB O iR CH4 Lic ROBRE &3

%3 L, EEIMPD arginine (Arg),
ornithine (Orn), citrulline (Cit )®
HSE L FIBSIZ argininosuccinate lyase
(ASA lyase) BROHEZLADHILY
HEE L & B enzyme —multiple
auxotroph assay ( NaylorZEZ ) Z AW
feAZ YV —=v 7%fT-lz, Naylor T
HETR LEBEBICOWT, B, BERE
re-=<t 757 4— (HPLC) RV TR—
BEORFE A 7 ABH7 I BOEERTT
VW, $Arg OBEIRED BNIHBEITIE,
g5 OBAR Lic MK arginase RIE
X BREER - 7o

* HAKPEFH/NEF (Dept. of Pediatrics, Nihon Univ.)
F* ERECTBEEZE WS (Tokyo Health Service Association)

- —130—



= 1

Naylor i 1- & 3R RHA LR HMBRE
DTARAZY—= JREE(1)
—EEAERBLBREN —

F E B E W | BRLEIHRN (%)
56 AL 79,910 65 (0.08)
57T#M (12A~) | 38,181 18 (0.05)
58 112,863 85 (0.07)
594 (~118) | 84,216 32 (0.04)
B0 -
6195 103,520 49 (0.05)
62 (~12A) | 78,176 29 (0.04)
&t 496,866 | 278 (0.06)
® 2

NayloriZlo &332 X X2 Y- T HHE(2)
1) BRMCEECBHIAGIEBE—BEBLETD
BE{E,

@ FwERBS ALY LME 1 51

(Cit 20mg/dt LI k)
14

(Arg 6mg/dt LLF)

64 41

@ FILEZMIE
2) HFrER—EWA L ZF o MIE
2B 2ICTERL

3) HER—AE LY ‘/Jlllﬁ( 2 451

WEL b Cit 6~8mg/dtf

[#8] 1981 EbEFEE12 BETI
Naylor E#1T - 2B E 138 50 5HTH Y,
FOEENERBLBERERILZ 1 DL T
BB, £, AILBORESD LHEI N
Btz 2 DX 512 68 FIT, TDOHD 66 Bl
P RBO—BEDORE LHESHh, REH
IZIRFV A 2 IDE’%‘E}: 2 Sh i ERI 2
BITHolee TORDTAF = v INIEDIE B
IOWTCREREIC T Tl & L, &
ERBEANHFEREY bA Y VILED 16

£ 3

ARSI IEDNIFIIZETS
m:&, R7 3 /BE

o | A7 S /B (e) Botbnye
Tl cit | orn | Arg | (me/goreat)
3* 150.47| 2.86 | 0.27 9897
5% 142,74 | 0.69 | 0.15 6884
13 157.62| 0.5 | 1.53 6930
200 1365 | 1.3 |21 —
27 635 |16 | 0.9 -_—

¥ T TISHRER, FREZA4EAH D,
% [@ B® Naylor kXY —= 72T
Cit 20mg/de LAk,
sk R Cit IESH  7.015.8
7}“7‘?5@10)5?. mBIZE ASADE—7
& Lo

DREBIIRIDL I THY, A27V—=v7
BT TICEREZE L, ZoORHOMm
BOAMEHEAT- 72T AERIDIHKM
BCithd 40 ~ 50mg, dek IEHE D 100 f£L1 B
AR LT, TOREME, 25HEREmSEE
ENET- i BLTERLL »PATHTL
b

RFE A 7 WBIAT $ 7 s CHE R
C—Bto EREBRTHENRESEVDIR
OrnTHY, BaxDA 7 ) —~=v 7 TH624
D—BEEOmMENRH &hd, Zhd
L - 25 ACERERL

(L)L B~z X 550 TRE %
fT» 2 Naylor BIC L B RE V1 7 VREE
DR A7 YV— =V IR BEEDRER
g 25 FAZ LA LELS, L BRIOEE
BT 2BBORREY, BE~A A7
Yy —= v ZHRBITENTWBMD 7 3 7 BIR
WMEEIEIT BT D ZDOHEIZERTELIE
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W FiZ, HAERB Y Y vEEDNLHIT
A2V —= v 7PRITENS A5 DTS
FTCIEBLRERZEL TBY, 2T
BrrbOORMIITE RSP 57, Naylor &
IXASA lyase REBERERTHRIEAHT
HBZ LV LB ENTVDH, KaADA
7Y —=v /7 CRBERIRBENE» -0
47T, NaylorEEDRAZ ) —=v /D
XLz - TV BERED REIXRPE TR
ShEEWLEZLRLTRBY, £k, T0OKH
ECAA S Y VB AR B REEES,
BPETROEVREF I I NRBELE X

LNTWAAL=F VT VAIAAT T~
YRIBEEZRRT BT LI ATRER D, R
FvA4 7 ARBBREEDORZ V— =V 7T,
ABEDLdlg <A AP V==V IDATA
<, FurOERERTEAOFIOEE R
BOETFB MYV Rz e A2 V—=vS, f
27 vE=TOWNEREEHATHILD
DELEZOND, &tk RE+A 74 H
REECHTEIVBVWR 2 ) —=vIrhEk
KOWTRE TS LBz, BERRREZRL
SEBENED I TT - T T LHRE
TH5%,
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