#2 %3 FOoRER

MELrFeo AL Patient Control

) qﬂ%ﬂﬁﬁssﬁ ) Y 4 N R EERL R
Single Serum Arginase
Polio I 128X A L3k #mo 1/'h/g 503 12300
1 256X R Pc.SMn
I 4X i ) Hanks & T OCT 400 2520
ECHO 4 16X  FF #1040 H #mol/h/g
6 8X i) Pe.SMJIR . Ko 1.0mM 07 mM
7 128X 4HEEHE
9  8X  HMB(FL.Vero)& ASA cleaving ;5,5 1400
11 64X Mg <= v R CiEfE enzyme
Cox B 1 8X 2 fCH 3 THEAC L et .
@IIC OP B Glutaminase
2 4X phosphate 532 532
3 16X B <ovxic =] R activated
4 32X KbhE\n
5 16X #EE Pyrvate 213 266
& 4X C@meﬂ%mv’f”z activate

<PO lio -OOX -A-B:ECHO
Adeno.Herpes.Reo )

(=<3

Reye fE B B & B ¥ P glutamine B E

HEBHE  KEEER
;“Eﬁm%% %m% {:D ﬁ%g—ﬂﬁr E%/\_‘
(R RFEANER)

I @&Ll»iC

Glasgow bAiReye EBREOMET glutamine BE % glutaminase 2B 5 L THE
L, KEBOFKFET glutamine © LHEBH 5 LWE LAOR19 T 4FEOT LTHE, H1
3 ORERERTH D, control O 3FELUEC ERLTWAEFIRD LN S,

Fe bz 2P D Reye EBEHERZR LT3, BEaAbHET glutamine BE 2RIE T
L ERTE R ok, F2T, MEMNEZFIETReye EEHOHE T glutamine BE O LA
TEBFEESELINERS,

Reye SEGRECIL, BOE, FFEESE, Mgz EOERPBOON L, 2T, ) 4 ¥R Y ¥



SR CINEEN glutamine BENRLF DO L ) #1 Reye fEfRR LBER T

KZBT 50, 2 BERERE, BhhA, FERE Glasgow,AM.& Dhi e(x}ll:it??:r;.I
Tk R EOFRMREER B8 > 2B ROMET Clin.Chem.20:642~644 ,1974
glutamine ME OB, 3 v 14 Y VFT, BR
BELEDONEE L 5HE & TR glutamine v
BENRFOIOICRL 20% EE2HEL, TO3FE
%5 Reye EEREORMET glutamine BE RO .E“- o
HF R EEL L5 LB, % s
1 %%y Uhk w .
HBETEOED TS 5o Teor e
" 1) 4 ) rEREEMERE LS glitamire ?-, ;‘.!
B, oo
EEIASLIULS AOHAE2OH, FHE | g o
B4R Ts e
2 PRFEREEEL REYES CONTROLS

1) TADAPIUEHETWRA, bFl

i) BEREE, 2 34,

i BE, 4%

V) Biz@gELALRLD HXIE, 84,

DR

3) Wilson¥#o

i) BEEER bR Wilsoni, 16,

i) EREELYMF-AWilsoni®, 14

LR
glutamine QEITEHEZ Glasgow @ glutaminase BT X » %o

I ##%
1) 4»x VY FHREEMEEEREEN glutanine BE OHR,

) &1 BEROHE. g3 KIcRIHE D, MIEE & RSEPS g lutami ne BEE ORI 4R
BEDHLhEN,

i &t15HH O¥%e, H4NKRTED, MERES3 0 mgdd MUTTHERRMEARNglu-
tamin e EE OLICHE WIFAEBEARY b b, MEEME 30mg dd M ETRFAFCHEBLRED
Ve

2) PREEEEERE (E5R),
PR B L T, BWEF glutamine B E I3 BICHE: U TEWEF & BWEFARDS - T—

E L&V, BEEBEHENTRE TS - 00, ThAOFE, ERBEECHE, BHEL X

— 378 —



#Ea2l

Hypoglycemia ~

-

I

Inflamation >

7

J2.

Convulsion

Y

WS w=za
L
HRE < me-

Increased ICP. -7

=

LR
by

~

e 8 SNEO

N

Liver damage

A

L OBRRERE L2 hid, ZOER
SHETEAWER Y, SBILICH
B LTH RN,

ThIGH LT, TADA R Ui
WA TH, B#EF glutamine®
BB ERLTWAEFRS b, HiKi
WHhAB®RIKE, 2% bOMKRD glu-
tamineiBE LAV L hi, T,
BIE OFIC BT glutamine B
BERLTWBERNRS D, chbo
FEFIBRED LEIE Lo ko &
DX REFACOWTI, BEEELE
W5t g1u tami ne BB O BRE follow
up Lk, B6HAZ IO, BR
BEEND b, BEREOSEN L 238K

—_—

VIRE

>
N
~

By 77 2

Mo 23 Y BEE—

IR R R S VBE LR

(EH1HASY M)

mg/dl
50 ° o o
)
47 5% e o
o) oo Lo
° o
00 o
3 o o
o
Po
1 [a)
, _ % . e .
10 20 30 40 50 60 70 80 90
MASE - mg, d1

EABR NI RS VBE FIEE

(&R 1587 )

5
(e}
feiod o
4 o o o o
oQq o
o
o
3 oo £ Q
o o
o o
o o o
2t o
o)
1 .
1

10 20 30 40 50 60 70 80 90

[EfE—~

FglutamineBE 3B\, 2 LT, BBREXET T2 ICOoh CTEBEEIRD L, HHKT

glutamineBE 3 F AW L,

7 HEwilsonROMMEF glutamineBE2RLALDOTH 3, EREEORZVWEEK
HE L TEREEOH B4, MET glutamine BEZEBIC LR LTV Z &2 2,

— 379 —



glutamine - in CSF.{(mg/d1)

15 °
[}
=]
Q
— o]
=~ 10 .
=]
o
E ooo e
fa) feYeYe! :
E / ///g/ // %
g v ‘ _
§ § (L % ‘P/// /2§€£
& °o
(o]
Q
S B4 s
AxH F
L i
AT Wn =
h # fiE it}
Aj .
6 RN B ERIEE, BIIE, M2 3>
{Evans ’syndrome with acute encephalopathy)
wmO®HEO 8+ &
72z wmms
=
_ hY
glyin OSF B
580 o
525 ~— z
[~ 2.
320 320 C A
| e
Lo L
1 2 3 4 5
A% A

55 B SEMRERE LMK IV 2 Iy

— 380 —

BT WilsonRHi¥EL 7~
 RIVBE

20

10

OO,y

o v T

O VIR et




Vv % ¥

Reye EEETI, Elis X UKDy FUBREXRET 230255 LHEINTRE,
THAAF—PEELTO Y FUEMEK TR ThE, BEERO Y P OBETRT AL LICk
%o TOX5 R, MEHEATIE, glutamic acid & asparatic acid OEHEEN S
ZhEnbhTnd, Lik#sT, Reye ERBTEROEN o Thhid, HEENO glu-
tamine BEKRENRS Cé@f&i‘ﬁ%#&ﬁ{%ﬁhéo LD YO RPREELELICE LREL
FAz B, BRICA Y2 ) vBREOEMEED b, £0 &% OMEE & MEEN glu-
tamineBE ZHE, MEOBHREplot LTI DA, +OHE, £ 1 BORK T, M
fHLEEN g lutamine BE OIS ( HBIZ RO L T ENTE Zd o ed, £H1 5 BOH
BT, MUEE 3 0 meg/d 1 T TR EAE2ED 50 EATER, Lo L, CORAEMIE
EAE T THIZEES glutamine BEIETLTHY, Reye EEHKCAHLND L5 2{ED
BB b, Lo dBNF glutamine BER LR LT 2BR LEAMOBRTS s Likdis
T, COERERILXLED, Reye EERITE, FTEMENSC D, TOREBTHCIY
% glutamine BEERADLE b, TOREEREF glutamine BENR LATLLEEL N 2d
> %o

Reye SEEE O RKHMER EFBEE, TWhhA, BEELE2 EWbw LBEEOER TS
%o L L, B¥, Reye EREOHEHMFEL D, FENRIFED 5 LRLIEDF ] % 20RIC
Ao Tnb LORBETRANDG LI R o ko COLIRFELFCESHE, Reye BRI
ReHZLTWETREEEECEETER N,

FhDEH A~ fe AR B I OBEM A glutamine BEORIE Tld, HTWhABR LHEEO L
FLTnDEE, BEP glutamine BEN ERL T Y, MFHEROBER—E OBRNL
b o ko MERBEROBMEBINOSRGICHENRS S &L LT3, FIXHRBROBR L BT
 glutamine BE LAOMICHEREOBKSZ N LS ICAZ B, SRICHLT, BWhALS
CFEMIC BT BT e = TEENRTTEL, ThIZEDICHKAEH glutamic acid &AL
T glutamine AL DT, WO glutamine 3 LA LAE L
Zibhd, ¥k, BHELALBEHFO glutamine BE ORI, 1EMAEIAKCTELR
Wt B6RKRTED, BBEE - CTHIE L, #a Lk, ZOREFITE mMEE M & Ml MEE 4
MERFICE 25 Evans ERFEOFTS b, BRES LBEEDC LANRAL S5 Thnb, £
OF BRI B € o 7B MR MO /DT B B, BIBRE R A v BERITY) 5 2 2D
withdrawal ZIERTD 200HLATHE WS, ERESE, BWEIE, BET glutamine
B FRETFTLTEEL TV 2 Edvbtbo LnL, TOBFEIBEHBET 2 L0iTE%
Vo

FFER LT glutamine BEOBFR T, Lo FEEED & & KBS glutamine
BEMREZ I LT L8N TWnE, Baadb, BIEFRROMBT glutamine BE®
PET B ENTERd sk, 2FOWilsonBCOWT, 1HEERES:Z <, BT

— 381 —



glutamine BE L IZTEE, o 1 AREECREREENRS b, HET glutanine BREOE
L ERETD T b, L#% %@iﬁzﬁﬂ\kﬁ@ﬁ&bfcﬁ?ﬁq:glutarmneﬁﬁ@%l%
fBETS 5 7o ‘

FTRREY 47 rCLoTTye=THBING L LEAMNOELETH S, b L, BED
FRBEGKD, REVA /2 CIbT ve=TMEMEESND &, PRAERICE » 7 B0
TrE=Titglutamine acid2#ES LT glutamine &% D, H&%EWK%ﬁLngluta—
mine FEEH ICHbh, BEF glutamineBE % FRX & L TEHERD 2,

Brown it Reye EEHFOEENEEC L - T, FEEMBEAICD 5 -mi tochondria
DmatrixBEIPEINTAS 2 LI L, s0BABEILE carbamy] phosphate
s&nthetase £ X0 orni thine trapscarbamylase EHEOETEEKRL, LidisTH
I/Ciéﬁz.s‘fy%:—ﬁ&ﬂﬁ'éjjé'{&'b‘é)éét LTz, (E8H)

E8K ReyeﬁEﬁVCkHé%NH e

Brown T.et all N.Engl.J.Med.291:797. 1974
O% LUQDBREEET

Carbamyl -
phosphﬁte.'

1
- Co,

- NH,

Citr

Asp.™~

-z
Arg.Suce.

% Arg

Fumar. -
1)  Carbamyl-phosph. synthetase. 4) argininosuccinase
2) Ornithine transcarbamylase. 5) arginase.

©3) argininosuccinate synthetase

" FdReye IEEREOMMET glutaminelB &L, 2% ) BETD B & Ehb, PREERD
glutamine BEEETEN S T o> 20X THEL, FOT re=THHEERREETLT,

— 382 —



MFO7 re=TntRL, 2OTyE=7T LENES, MECKEN glutanine BEZ 2500,
PWTEBBET glutamime BE 2 bt DEFEL TN D,
vV ¥ B
. Reye IEGEOB#W P glutamine BE RN 2FER L THBAL LS RSk, T
%bb, Reye iEBEHOMR TS HEMBE, FRMEEER, FEREZ E2P0LIC, ZhbhERE
ET2RE, dEWEEREMEANT, BB % L
D458, Reye EEHOMBE T glutamineBEO LA 2L {FCHFEHT7ve=TM

BROETHI—EBNRERRTH 25 LEL o

BMERE , & < IC Reye SEREE D BBRPI O K
B, BERFH , I, FRE LR R

B hE  fElEk

HEEFEE ZEBT, BUET (RLE AN
BRL), PIEMEE (BAAAEE)
BE B(ELEARE)

FEAN4 6 4E~5 04 05 EACFERTHOSMHERIE & UTHRAK LASEF, BRICReye EFRE
DR, BIRFTR, BEBRICO B L, DTIKHEBICHSE T 5.

LBABRBREDO D, SHEBER*00.3%D1 24 (Reye IEEE4FI%ST ) .50, T
RE33%Thboko BERZL, 3TUTKEL, RERIE6~8 ALEWERTS >,
BRIERE, EROBE &, HFWED VIZAWA, Reye IEREE L, Reye EHEHLNOSERE &
CHE T, Reye HEERFTI, TH, 2B, FEAX:2Z < 3R TS 5,

RIC7Y y 7 ORUTHEEICS %, Reye FERFFL BT LA 4IERUCE LT, & OB RER
Tk, ERoBEmEE, S&, B, THR2ELAELHICHETRE, TWhARLIPICERD %9 - ko
ELSOYEIBTERITR TS - ko BEFAETR, ARBOERBEORE L, FTRER—F
L, B, BREEOBE 2Rk L Tk, 10K, ABHET v F—v X, BKER, FHER
Tet, BEOZERD 3, 2RO Tn5E, ARBRERLT, CPKEEFRE2RELALOK
TFRARTH o o R 2BICHE, ABREGOT, GPT100 UMTTR, AREEREZRLT
5,
<EBPTR> ‘

4BIOReye IEBEHO 5 LIEFI2 2, SMHEEH LABKEEZRRE (REEBEERE) &
L, —HBBE, 37 BRICHRIC T LRI 2O CLLTICHE ITHSE %

RONBTIE, KBS (& CHEE ), ¥ IUPNRHOERE L (, BER, & {ClRlE, =

— 383 —



BEHTX R b OCRGESMXTER) YIMER @
BXO—HTEt. BREOEECETHNETNIRANBYET

I ZC®IC

Glasgow 572 Reye JEMEREDOBENLT glutamine J2JE % glutaminase Z A5
FETHE L, REBDOAJET glutamine O EF- 2B 5 LG L7=DiE 1974
FEOZLTHD, # 1 HIIMEORERFETH Y, control @ 3 fFLLLIZ EF L
TWHIERHRD IS,

FLT=H1% 2 B Reye JEMEREZRRER L TV D3, F&72 0 LRI glutamine
REZNET D LN TERNoTz, £ 2T, BRI 72 J715 T Reye SEMEREDHE
i glutamine JRE D ER-T T A BLE LW EE D,



