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SPECIFIC COMMENTS TO AUTHORS 

This manuscript is a case report describing a rare recessive inherited organic acidemia 

caused by a genetic deficiency of isovaleric-CoA dehydrogenase, a mitochondrial matrix 

enzyme that catalyzes the oxidation of isovaleryl-CoA to 3-methylcrotonyl-CoA in the 

leucine degradation pathway.  The disease, referred to as isovaleric acidemia or IVA, 

occurs mainly during neonatal period and exhibit a high rate of mortality. Based on 

GC/MS analysis of blood and urine the 12-day old patient exhibited very high 

concentration of isovaleryl glycine causing severe metabolic stress and eventually died. 

This report, in addition to the clinical characteristics of the patient, provide extensive 

review of the reported cases of IVA over the period of last 14 years. The report is well 

written, clearly presented and provides an intricate insides that may help clinicians to 

early diagnose and manage the IVA. 

 


