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Table 1 Recovery and reproduci-
bitty(n=8) in BCA assay using

BCA added blood disc

Table 2 Recovery and reproduci-
bility(n=5) in HSH .assay using
HSH added blood disc

BCA (mM) HSH( zM)
Rec Cv Rec cv
Added Found (%) (%) Added F ound (%) (%)
Leu 0 0.392 - 49 It 27 - 96
05 0 872 96 65 100 76 49 6.9
1 127 88 66 200 145 60 7.5
2 2. 11 86 . 60 500 319 58 50
Ile 1 143 104 53 1, 000 625 60 7.1
2 213 87 40 -
Val 1 133 94 4.1 .
2 2 06 83 38 3-8 RHU—zZ=HF OB
Mix* 1.5 181 o4 6.5 (1) X1 TATTy TRE
¥Mixture of Leu, Ile Val each TRSERL 181 POV, BCARES

in 0.5mM

Y BRIV -y P EF 85T, BCADTH
A+ SDIZ0 34 + 0 067 mM, #EEIE0 053
~0 T4 mMTHD, By kA4 7{EE 06 mM
(BHE+ 2.6 SD ) & UE-BE 96 (0 78%)
PRI 2 S, A4 TN Yy TIRIE
BROAE S BBCAME, 73/ BahEt
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Table 3. BCA assay results in
maple syrup urine disease MsSuUD)

patients

Age BCA(mM) Leu

MSUD (g dé)
(Y) MPL¥ AA®F AAXK

A 3 2,21 182 111

B 2 0.945 0 868 6.2

C 6 0.703 0 721 217

% Micrefluorometry
¥¥ Amine acid analysis

A A TN Ty TR R FRT AILR
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Table 4 HSH assay results in
homocystinuric (HCU) patients

Age HSH{ pM) Met

HCU _ (mg/de)
(D MFL* HPLC*% AAF*X
A—1 17 215 03 8 43
-2 17 200 108 32

19 145 59 6 0 22

% Microfluorometry

%% High performance liguid chro-

matography

¥%% Amino acid analysis

A ° Cystathionine Z-synthase defi-
ciency

B Enzyme
fied

defect is not identi-
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