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F& 1 MSUDBIUVABEBREZEOEAKEHMIMEBCKDH complex F#

“Sex Age Remarks BCKDH complex activity ®
(pmol/min per mg protein)
Untreated a-Clic activated
Patient M Newborn MSUD 10.74+ 4.37(3) 118+ 1.28(3)
Controls
1 M Newborn Renal failure 335+ 7.23(3) 83.84 6.04 (3)
2 M 2 mth Lactic acidosis 4961+ 7.40(3) 101.04285 (3)
3 F Syr Pyruvate
dehydrogenase _
deficiency 8144194 (3) 137.5+275 (3)
4 F 10 yr Lactic acidosis 70.0+£22.0 (5) 12224169 (5)
5 M Adult Normal 248+ 3.20(3) 70.8+ 1.25(3)
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complex OEFEEULL EICLD 5 DORBIIHEINT VAL, LALEND, £1IKFT
BIC, MERAF SN TOIEURREEEOBE LGRBLOLET, KT LOBERBOREL
EMCRLTORO, Led-T, MSUDOHESEIZ BT, BCKDH complex D&%
HEORESBETH A5, %1z, BEEBEETMRQ OB, 1) ¥ oo5kd 302l
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