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Abstract: Ammonia is a normal metabolic product. Elevations

with hyperammonemia.

of ammonia in plasma indicate its increased production and/or
decreased detoxification. The urea cycle is the main pathway
to detoxify ammonia; it can be defective due to inborn error of
metabolismes. Hyperammonemia is a life— threatening condi-
tion. Clinical signs and symptoms in hyperammonemia are un-

specific but they are mostly neurological. Patients experienc-
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ing acute hyperammonemia must present to the intensive care
unit. Treatment must begin prior to the confirmation of an etiol-
ogy. The main treatment includes the reduction of ammonia
levels and immediate treatment for intracerebral hypertension.

Keywords : ammonia ; hyperammonemia ; inborn error of metab-

olismjurea cycle disorder
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Common inherited metabolic disorders presented with ab-
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Abstract: Hypoglycemia is a major manifestation induced by

normal glucose.

inherited metabolic disorders, which is commonly seen in PI-
CU. The abnormal metabolism of carbohydrate, amino acid
and fatty acid could all present hypoglycemia, and glycogenic
thesaurismosis is the most common disease clinically. The lab
diagnosis includes glucose, lactate, arterial blood gas and
electrolytes and blood biochemistry, ete. If any abnormal is de-
tected, the further diagnosis of gene, tandem and gaschro-
matographic mass spectrometry of blood and urine is required.
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