REVI I/7MVRBEEEDARZ Y —=V

AEBHA (REKTELERTR YV Z - )
BE B, LXET. 8RB (KRTIVNEREL 2 -)
BARE, KTEE(RKRTRERBH S )

B ® =] )

REIVREBBEECRITIEBR, ZHTOUBREEETH B, BERIPRAEEE,
BT YE=TIHEZERCERTHE T LBFO, REDOLHBROREICLY). RERED
HEMBRAIN., BEAREERE CIBRRMERORELERM L CETH 5 it s5R
®RIh. BALH . RBROBESBREINTHS,

TRRY Y - =V TEE UTRERKCIE - ROAERBLUOEF /o= /574 -18Y
BROSN TS, Kifi, Talbot, Nailer S BEBRMARELROT ANV =F VIIE, ¥
Py YIE, TAF=/ ANTBRIEL TAF = VIED 4RBEEICR S ) —= v/
benzyme-multiple auxotroph assaypE#B®RlLi, bhbhid, COFHE
CENZR L, 71— bt . EEMBAROMER « MBS EICOXE ARE LR, <
AP Y - = 7 IR A N LB DT, RIS 828 X0 —F LU TV B,

REVAZAVRBBEFEOR7 ) -~ =7k LToenzyme—-multiple auxgtro
pPh assayZo#E#ERHTIER L LT, bLONDT > TOAHFERR R Y - =V
7 OEEHRRERET B,

F O® 5 E

M5 8421 7T REAMLOMMG6 041 24 3 1 A ¥ TRKIRTEIRFRHIADER
HRBEEZ 7Y -= V7 & v 8 —ICE SN TE o KIRH HAE O Btk R IR ME R 5%
MRICBIA BRICKBHTRY ~BELETLTC V-F Y. R2 ) -= V7 ELTH-%
100198 BRI DOTES AT -7 '

A7) -=v7Hid, Enzyme-multiple auxotroph assayi, +RbHbED
REICTNE= V(ATg), YWYV (Cit), an=F(0rn)a HE - 3 3 5 EE4 ek MB
1047/16& . FMBRPLEETETHF K1
=) AN BAMEER (ASA Iyase) Tv-FEREH
EHOT, BROEAENOREY4 7 HEE MB 104716 (105 P02 m
WVEBET I/ Arg, Cit, Orn)#  01M TAE=/ v E (Sigma) : 0.23n
BEMEBELASA IyaseDFADOHK%Z # X (BBL granulated) : 25 g

BAETAHE. 2FEA LT, T4 A A4 SETEEES () i 15 m
- MERGEIZ, £ 1 RTINS ‘it vy s (0.8 grdl) 02 m
Thd, ArgEEMBEAIKIZEHRAD (150m8)
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FROFRBD TLEF —FiIL D OrTnkEAMLTLE A fed, fFRSEET, CitLOrnd
HOEEMEAFESERAL, 3 6 9 /U ZREV/F—FIRALTVA,
v rA7EA i3 eng/dE L, BPEAETHEERT »T,

i ® # S
BEFN 5 84E 2 AR L VMM 6 0F 1 23T 261 0 AORFHA 7 VABREED < R
Ay Y —= VS OEERERE, R2ITRT,

®2 REVAINVRBEBEDOR ) — =V 7 #R

1 il $S.58 2 7 ~S 60 12 31
wmAEX 100198
ZBHEE O - H| BRI, dense—zone /hD o & a
TLC orHPLC | TLC of HPLC| B # = v # | — °
—-Zﬁ(ﬁ?ﬁ 1,556 146 905 2,607
(D (1.553) (0.146) (0903) [(2602)
H £ 0K 47 19 46 112
(%) (0047) (0019) (0.046) (0112)
£ B X #H 14%1 4 1 1%2 29
(%) (0.014) (0.004) (0011) (0.029)
g2 R 0 2 2
F % 0 0 1 1
E E 33 15 32 80
TLC :#@J7a<bv7 574 v @ TFE=JINTBRIE 14
HPLC : BRI vy /57 4 — —BEE Y v VIE 141

w1l WELT 4 ; %2 ARE 1

FAERRECELIRBEED O EB// a1/ 574 - (TLCYH AR RERK S o
< }/'5 74~ (HPLQ T—RERET > dDRB 1556 4F(L553 %), 5 LEFMKER
B4T#H(0047% ) Th-tc, EE (REBRUR ) BIUEECESTRONLSdense
zone IOz, —IREBET ->72b D L0514 (1049%). D HERMKELL 6 5

# (0065%) TH-To, BB T dense zone BHRHOTNESVELHELLSDO—KE
B2, ORI A (121°C. 15) 2. —2THPLC AT > 7B NSH ~ 1o fesd
FOXICHE U, BHE. TV - FSEELTHADT, MbUEBETICERET 50,
B TLCAfT» T 5, BRIMKERIZAE 1124(0112%)Th-7c05, RBWED/H
D HDODHIC 4 PIOFTMDH 70 THODBREKD TLCRHPLCOMERIT, REVA 7
M7/ BROBEBRNE {MOEBEZROELHDTH »1z, BEITE. 2HADOBELHR
RaNic, 1R THE=/ aNIBRET. 1H3—BEOFEY MY VIEETH 5,

£ ®
Enzyme-multiple auxotroph assayikid,. # Ry -gEicklL7 v - FOEE
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HOHE L COMBRBEZNLEENTVS, bhbhid, ThoD ARBHNEMA, VEET

KRATD X 3 3% >hOMREB,

D - b, SERABELELITEIRET > T BEREHT, BEEELELLD
RO, RELZLTHTRCHENRETDH 5,

2) BEEMBAEIERICH > T, ATGRFMBBD 7 VFF -2k D OTnIKET 57
DAL gDOEEMBAKDOIERIIELETH 3,

3) FERMBHDOOrN, Cit, ATERELRERKA /0= +7 57 4 —THETEL0rn
BRENE (. COTLEZBET B LHELZTVED,

4) Orn, Cit, ATg ZNEHOREHBICLIRTROEI T HBE-THO, HET S
BCERBBETHS, LOLBENNWETAEI KL OBR T I/ BOEHSBTETH 3,

5) MBAKHICT VF=/ 317 RAREER (ASA 1yase) BIERIEET 54,
FU=tHDASAR T ¥ = YRFI N ABRABICNSTROAEER (dense zone) %
FkT %, ASARIETIZ, CORBRMBASNZOLIEEICTNIV, FLEERICK 2 REHE
DERICHRARBRREBD B0, ASAREELE-T, AEOTICLBEORBR T,

6) R&ZEYA /7 VEIE T I /EROBBICK O RRINADI, —BHCit ME EFEEC L5
Cit MBIEUTHS, BNBEREDRATE, OrntCitOHBRUENEETH S
Lo -Tehd, ATg DHERELOEEZ T, UL, £ S HATTALE= Y
I &M U fe BE DB T, REBROEL T AR B CIER Ui SRR DL 2 5 &
£ EaTOBDORBDE 12, AT E DHEICRIEREET B A-AICAHEE £ b1,
ONONDRYI ) —= Y S TCREI NI ASARED 1#i3, enzyme-multiple
auxotroph assay kw227 ) -= VY CRAINKENOERCH S, £EH2H

Aoy, CLEREORZEHRELNEELA M, BEOEABEREREESL 4 HADD,

ATEREZTO. WINDHER U, BEIRCE LR, REIEFETH 5, BROR. 8K

HIZASADHS L REEHIEHI N, FMKDPASA lyaseFEHi3 S REIEED5BLLT.

WRIT30~50%Th -7,

—@BERCItMEDCERRE. £% 7. 14 00MEAKPCI tB\ET11L7, 11124
Piehs (£R250) 6.3M/ A ThH -1, EARAFTONH, ERI(, HBOEABREC
T Ci t BT, —EEE 20 Lic, BE 1R 20, BT - RBEIEHC, mMPCit
HIEETH 5,

Enzyme-multiple auxotroph assay H@, b E<ARSY —= V7K
ETHO. S5 ICRAEEEEP L TRIZMZ 0,

X [

1) Talbot, H.W., et al. : Aneonatal
screening test for argininosuccinic acid
lyase deficiency and other urea cycle
disporders. Pediatrics, 70; 526 —531 1982.

—319— \/



BEHTFIRA b OCRGEEMXTER YIMHER ﬁ
BXO—BTIH. BREOMRECERENETAIRENHYET

Talbot Nailer

enzyme-multiple auxotroph assay

58 2

enzymemultiple auxotroph assay



