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[bookmark: _Hlk54376852]Introduction: Ornithine transcarbamylase deficiency (OTC deficiency) is an X-linked recessive disorder of urea biosynthesis characterized by recurrent, hyperammonemic encephalopathy. The aim of this case report is to show the importance of early recognition of hyperammonemia in order to prevent life-threatening complications.
Case report: We present a case of 20 months old boy, born in the first pregnancy with a birth weight of 2900g and Apgar score 10. His mother was the ninth and only living child in the family. 24 hours after having a high-protein meal and vomiting, he came to the hospital irritable and progressively lethargic. Ammonia levels were 183 µmol/l, alanine aminotransferase (ALT) and aspartate aminotransferase (AST) 145 U/L, and lactate 4,1 µmol/l. After giving a 10% glucose, Medazol and lactulose, ammonia levels dropped with regular clinical findings. The urine sample revealed a high level of orotic acid, glutamine, alanine, and citrulline. DNA genetic testing confirmed a hemizygous variant in the OTC gene. The boy was released home with a strictly controlled low-protein diet (10g protein/day), 10% sodium benzoate, and 21% arginine hydrochloride in case of metabolic crisis. 
Conclusion: OTC deficiency is a rare genetic disorder characterized by complete or partial lack of the enzyme ornithine transcarbamylase resulting in excessive accumulation of ammonia that leads to neurological abnormalities. Any case of acute altered mental status with vomiting should prompt consideration of hyperammonemia as a potential cause.
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