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Fig. 2 Amino acids analysis for dried blood spots before and after Met-Lyase digesﬁion

Aqueous Extract.of DBS specimen from a hypermethioninemia (Met: 3. Smg/ de) was
submitted to digestion with Met-Lyase. The deprotonizéd supernatant with perchlor-
ic acid was injected to-an amifto acid analyzer
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Fig. 3 Effect of Met-Lyase amouts using
LeuDH system as a detection reaction
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Tahle 1 Results of the mesurements of dried blood spots samples from hypermethioninemia
Met (mg/dl) determined by
Sample ID ' Met-Lyase with -
Amino acid analyiex’_' LeuDH system OPA/2ME system =
C-1864 1 64 1.98 204
C-1866 2 40 302 349
C-1883 312 305 -3.95
C-1890 3.62 . 4 60 4 47
C-1898 18 182 181
C-1908 352 346 340
C-1910 231 2.39 220
C-1914 Z 43 1.44 262
C-1941 122 478 4.56
C-1945 3 46 365 4 25
 Mean 20 302 3.29
SD 0.85 114 103
~Normal control .

N 36 *21 72

Mean 035 022 + 36

SD 0 08 0.16 0.18

Range 0 210 15 0 10-0- 60 0.10-0 92

*51/72 samples showed no significant-fluorescence intensity
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Macroﬂuorometrlc Assay for Methionine with Novel
Enzyme L- Methionine y-lyase

Aklhlro Yamaguchl Masaru Fukusl'n Yoshlo sShimizu, Yuko Kikuchi,
Nobuo Tsuda*1 Nobuyoshi Esaki*?, and Kenjl Souda"‘2

A microfluorometric assay for methionine in dried blood spots hasg been recently developed
to.improve the newborn screening of homogcystinuria by using the novel enzyme L-methionine
y-lyase (Met-Lyase). We adopted two.methods for the combined fluorometric detection of stoi-
chiometiic prodiicts:of the Met-Lyase reaction. One is based on the measurement of 2-oxcbutyrate
by leucine dehydrogenase/NADH system;’while the other measures the ammonium by an o-
phthalaldelivde/2:mercaptoethanol system. The two methods were optimized in the basal condi-
tion and evaluated in terms of their efficiency as a screening method.

*1(Osaka Research Laboratory, Wako Pure Chemical Industries, LTD
*2Institute of Chemical Research, Kyoto University
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