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1 Abnormal Metabolites in Lactic Acidosis
(Column 3 % QV-17)



elevated

GC/MS
Normal Brganic
Acids

abnormal

normal

decreased or absent

normat or
increased

markedly
increased

labsent

w GC/MS
ﬁ§>> :
normal elevated

Organic AL THAN ARG ORN CPS OCT

Acidemia

CIT, citrullinemia : AL, Argininosuccinate lyase deficiency : THAN, transient hyperammonemia
of newborn : ARG, argininemia : ORN, ornithinemia : CPS, carbamoylphospate synthetase defic-
iency : OCT, ornithine carbamoyltransferase deficiency : ASA, argininosuccinic acid

2 Flow Diagram‘ for Differential Diagnosis Using GC/MS/COM and
Amino Acid Analyser of Urea Cycle Enzyme Deficiency
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