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PAB BEFRRUMKRT + » 7 OREOFERMI LS REFTH >/ (Table ), i, FE
%IRRT BAEOE L isd -1z,
3. B#M& M4 @ Biotinidase jEiE D 1EEI

EEBA 6 il D% Biotinidase & D FEHfEIL 5.95+0.82 pmole min~! disc™! €5 b,
—H M4 100 44 w2\ - TWolf H0FHEED w X b JlE Ui FHE: 5.59+0.93 nmole min™!
ml™! serum TH -7, HBEGRE r=0.964 THECEHEOME (P<0.01) #8»7,
4. R#IM Biotinidase FHOREM

WK A -20, 4, 25 RUS37°Cic, 1~30HRIEA L, Biotinidase HFEiEDEEFIA AL

—331—
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z 2=

BMBEHOEERAD Biotinidase EHERIz 3 L, EXede X 5—BHERRO—S AR
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Punch 3 amg Blood disc (U-bottomed microplate)

= Substrate soln. 30 #£
{150 #M B-PAB

50 mM Phosphate buffer (pH 6.0)
5 mM EDTA+Na,

Incubate for 6 hours at 37 ¢
I‘—-1.84 M TCA 50 #£

Stand for }Q min
I

Transfer 5) #f-portion (Flat-bottomed microplate)
145 mM Sodium nitrite 30 xf
43.8 MM Ammonium sulfamate 30 «£
3.86 mM N- I-Naphtylethylenediamine
dihydrochioride 30 x4
Stand for 10 min

¥ .
Measure Absorbance at 54 nm

Scheme. Procedure of Biotinidase activity determination

in filter paper blood

PAB STD Soln. («M)

Normal Sample
a
b

C

+) Absorbance was measured for & hours
incubatlon using a blood disc.

Table. Measurement Reproducibility 800k T
n - 3750
Abs . at 540 nm | y
— mean : 3.49
Mean (n=6) RSD (%) S D‘ : 0 76
0.056 3.34 600 range: 0.42—
0.121 2.85 7.02
0.252 3.02 -
g
. QL |
0.133 6.16 = 4001
0.126 6.15 o
0.125 6.11 &
200
0

~2 20 28 36 44 52 6.0~
Activity (pmole min~!disc™!)

Fig. Histgram of Biotinidase activity in
filter paper bloodof neonates
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