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Clinical analysis of organic acidemia in neonates from neonatal intensive care units

XU Fa-Lin, FAN Tian, DUAN Jia-Jia, CHEN Dan. Department of Neonatology, Third Affiliated Hospital of Zhengzhou
University, Zhengzhou 450052, China (Xu F-L, Email; xufalin72@ 126. com)

Abstract: Objective To study the clinical features of organic acidemia in neonates admitted to the intensive care
unit. Methods The clinical features of neonates from 15 neonatal intensive care units of Henan Province, who were
diagnosed with congenital organic acidemia by gaschromatography-mass spectrometry ( GC-MS) between June 2008 and
August 2011 were retrospectively reviewed. Results Fifty neonates of 287 high risk neonates were confirmed as having or
highly suspected to have inborn errors of metabolism. Of the 50 cases, 32 cases were diagnosed with organic acidemia
disease, including 28 cases of methylmalonic acidemia, 2 cases of propionic acidemia, 1 case of maple syrup urine disease
and 1 case of isovaleric acldemla. In most cases, disease onset occurred in the first week after birth in most of cases
(75% ). Neonates whose symptoms occurred immediately after or within a few hours of birth presented with serious
conditions. Clinical manifestations were various and mainly related to neurologic, respiratory and gastrointestinal symptoms
such as poor response, coma, drowsiness, abnormal muscle tone, convulsions, polypnea, dyspnea, milk refusal, diarrhea
and jaundice. Initial symptoms were non-specific and included dyspnea, poor response, milk refusal, lethargy and
seizures. Conclusions  Methylmalonic acidemia is a common inherited metabolic disease in the neonatal period. Clinical
manifestations of organic acid metabolism abnormalities in neonates are atypical and early onset is associated with more
serious conditions. [ Chin J Contemp Pediatr, 2012, 14(5) :336 —339 |
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