R0 63 EEELEE LEREERRE
[wRZ7Y)—=v /T B3]

EMABRIARBV A 7 MR BE~ARAZ V—=v 7

GHARZE : <2227 Y — =¥ 7 HiTdic U < ijE L - EREORED
EA 8% LASFE, KBSy
F# Enzyme—multiple auxotroph assay iZ & DERMRE Y1 7 VRBEFEDAARS )Y
—= v IERARE L, BRIhCEMCOWTRE RN i, 5ERCH 1 875 6 TADHAE
BAAIZ V==L, TAF=) 2 ~/BROBBREHEETH L 76 (551 66IXAS AR

5 heterozygote) R Lic, ABEISHMCERNRAZ V==V FETH B, TXTORRY
47 MRHREE Y » A—T5Z L3 TEY, SEECRI LML & EEZ D,

BHLE BEV 127 MUBEERE. Engyme —multiple auxotroph assay, 7=/ 2,

IBRE, TARAAZ ) —=v7

WEFE REVA 2 NVRBEBEDOAZ Y —
=y 7§ LCTalbot 5D kX hEREshic
Enzyme—multiple auxotroph assay (LT
EMA®) 13, ih7r+¥=v QArg), A1 =
#v Om.) , Yyy (Cit)DET 3 7B D
BE L RIR 7%=/ 2~ R REER (ASA
lyase) FEEDET % 1 DT v — 1+ TRETS
CEMTEB 2= — 2 KHETH D, BABTK
BRI ds\ T 1983 LA & Otk 2 A TR

A 7 WMREBREEORER~ARZ ) —=
VT H T 2T B0 D) MBFRATIAT D~ % A
7Y — =V Z0OldRi Lich D xRV,
EFUL Talbot HOHFEICHE Cledd, Fv—1r5
HDEEDTedDTIEIL A 7 A% LIz,

T v— NIREeTEOEEHEL, TI /R
DB OWTIXO m. D 64/4L % cut—off
point & Lic, RERVLII I DAZVWERIX
BEIZr< /574 — ¥ IEREE 2 v
b 77 74— (HPLO THH7I/BOEEY
T= o EEBRBPIEFRCPIVEICH LTIR
DEMGHEE L, HPLCIR X VIRP T I /BT
A AT\ AS A DRI A FBDIBIC D\ T (35K
MIRASA lyase EH: & K rzyzekd &R
#EUTHIE L
mR RIK SEMD A2 ) — =V IR ER
T, AR 1857 TTH T, HFEEC L3
—BE s b LY VI 162 AS A lyase T
HEETE 1 7 HIASER Shis,

#® SR /NVE e« » 2 — (Children’s Medical Center' of Osaka City)

e ARTEERT v & —

(Osaka Mimicipal Rehabilitation Center for the Disabled) -
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Results of Urea Cycle Disorder Screening by

Enzyme Multiple Auxotroph Assay

Total Number Screened; 185,777
(83,Feb.~88,Jul.)

Cases Detected ;| 7 (Defective ASA-lyase Activity)
1 (Transient Citrullinemia)

Growth Zone Diameter | Growth Zone Diameter | G.Z. inhibited
15 mm or Smaller 25 mm or bigger by Antiblotics Total
Method EMA | A& | EMA | TCoteiC| TCatpic|
576 64 1167 201 |
Re-test 2710 4718
Total 640 1368 (1.46) (2.54)
(%) (0.343) (0.736)
114 8 79 | 17 75 293
Re-call ' - -
Total 122 .96, (0.040) (0.158)
(%) (0.066) 0.052)
rinary . 28
A s 28 o ‘0 (0.075)
Diagnosi = wan I8
confirmed 17 0 ! 0 | (oo

% enzyme-multiple auxotroph assay
%% defective ASA-lyase activity (argininosuccinic aciduria)
¥ % % transient citrullinemia.

ASA lyase WEHEIR TANCDWTIzRmE,
M. FRORMIRASA lyase FHHEAIE LR
DT I/ BAEERT, 4FITIHHEDT 7

=

2

ASAlyase activity in erythrocyte
(% of control)

BROWT BT Lic (R2. £3) . EFI1 O
fIFRASA lyase FHHTRAIEREUTTSHY,

TROBRERIVThbav e —1D 30
e/ r DEMET, - TEM 1iXASA R
EBE LEL bk, 016 IDASA lyase

T £ 3
Case Proband Father Mother Sibling ASA in urine and CSF
Urine( ¢ g/mg Cr.) CSF
- Caselesooooo...orinel po/mg Cr.) ......

! 0 33.8 35.2 %3¢ | Broband | Father | Mother | §ibling | (me/al)

2 1.7 21.9 87.0 -

3 20.7 28,3 48.3 28. 5 1 233.3 13.1 16.1 - 0.22

. B 2 327.6 15.1 28.2 - 0.27

4 27.8 83.2 12.8 15.0 3 68.5 18.8 29.3 N.E. N.D.

5 39.6 40.8  142.5 - ) sa3 5.5 26.0 LI N.D.

& 12.8 61.1 124.9 22.8 S 98. 6 N.E. N.E. - N.E.

7 53.4 62.4 215.9 - [ 689. 0 13.1 8.6 366.4 N.E.

8 27.7 187. 0 60.3 - 7| 1318 N.E. N.E. - N.E.

‘8 164.8 N.E. N.E. - N E.
. .1 33.6 -

9 50.8 ::5 9 137.7 - B 9 1s. 1 K. E. N.E. - N.E.
10 13.1 - : “ 10 | ens 7.2 9.6 - N.E
1 13.8 25.0 116.7 17.8 11 333.3 N.E. N.E. 52.0 N.E.
12 11.9 28.7 113.1 T 12 64.5 N. E. N. E, - N.E.
13 8.1 72.5 42.6 - 13 194. 4 N.D. N.D. - N.E.
14 23.5 1" 98. 9 96. 7 14| 92.0 N.E. N.E. 54.5 NE.

15 66. 8 N.E. N.E. N.E. N E.
15 34.1 110. 4 83.9 N.E. 1 1.9 . N.D. D W.E.
16 17.7 120. 2 17.7 86.9 17 40.3 N.E. N.E. _ N.E.
17 16.5 7.7 47.5 -
T * first cousin N.E.: not examined
* first cousin N.E.: not examined W.D.: not detected
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EHL 2 v b m =L DT.Boh b 5 3.4% OFFE
Zhy, MBRO—FIEEOBERE®EE LT
Wizt sd, ASARIE D heterozygote & 2 b
i, EH 1k Arg. &5 LEBGIRICX 9
BafT TR, &7 V=7 RS
ALl ERTe (IEEHEREERRT T 5, D
1 6 Bk —EBArg. BEZIT - el B B2
ERIRR CRRBHE LT,

FRIERA S A lyase {&tk & EMA i) %
REROER L OEIRRTZ E KEE23
mn % THED IEDOMHRI 2580 Hiv, HBIRBuL
0.8621Tholz,

BE SFHOAZY) -=v/ THERINEA
ZIIASARED 1HDOAXRT, 18 FARTI AL
WHEVEETH >, WL heterozygote

EELZLNRD 16 ADOPIHASAlyse JEHED
1 0%0RiIB DEME 2R T D2D Y, FDOHD
1A CElRPrAS ArE 2his, Thb
DEMIT O Tid heterozygote L\ 2. ELBEE

IEERBRPNRTHD 5. BEIEIEHE

B ZRIIPRA SA lyase {EEEEMABRE
T AREREBERE L O

growth zone diameter (mm)

1X+9.204

0 30 60 90 150

ASA-lyase activity in erythrocyte (%)

T AR OBREEREUNELATIR EE LD
AN, FRIMIRASA lyase EEIEERA.
heterozygote & XD TEEEIAEL,

BREM DR BIER & heterozygote % X

T 5DORELBEDTEIND, - THB
BEBETEVWEHET 5DIIHRETDH 5N
EREAHD,

EMAKIZRE Y1 2 VGHEBRED A7 Y
—=Vv /L LTERTH B, Arg . it
TREDRERIBE I DB EORE % B
TR H B, Naylor HDO7 A¥F —LiEE
HRET DHAELFATHEZ ORI S
ZENTES, FLRBIREYA 7 ARBER
TR O TR EEOR VO T CKRIBE 2,
CPSREEXRRTAZLILTET, bR
FAERMRRCSHRE T SRECIEL T
REWSREN DD, ThHDEBIDOWT
B DTTEE CORBAFE R &IN5 T L HMAET
HAH5,

X o

1) Talbot HW et al. (1982)
Pediatrics 70:526

2) XKEEEL, (1986) ELBLIEE
MRl =2R7 Y —=v B+ 509
B 6 0FEEmRRESE, 317

3) Krzyzek RA et al. (1976)
J Bacteriol 126:348
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Enzyme-multiple auxotroph assay

ASA

17 (
heterozygote)
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