Maple Syrup Urine Disease ( MSUD ) D2l & {55
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AMINO ACID ANALYSIS OF SERUM
amino acid u molar normal ( mean+ SD )
Thr 466.7 217+ 21
Glu 52,7 52+25
Gly 193.1 343465
Ala 46.9 329+55
Cys 35.1
Vval 447.0 136+39
Met 26.3 29+ 8
lle 336.6 39+ 8
Leu 2385.0 72+17
Tyr 46.9 69+16
Phe 77.2 78+14
His 72.1 77+16
Lys 75.9 200+46
Arg 37.3 54+17
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Branched-Chain o -keto decarboxylase activity in control ¢ MSUD leucocytes

cpm in "cozllso min/10° leucocytes

Amino acid Control MSUD

L-0- "¢ Leucine 11280.0 + 2391 2258 » 131 20,0 %
L-01- '*cvaltine 13088.8 + 1614, 8 6360 + 986 8.6 1
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