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Few Cases
Worldwide
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Delayed development
Protein Intoleramce

Spasticity

Symptoms occur shortly after birth in a total
deflclency. A partlal deficlency may occur
later in life following a stressful event such
as Infection or a viral iliness.

Complete Deflclency: 24-72 hrs. after birth
Partial Deficiency: Childhood

Hemizygote males: onset in 24-72 hrs.
after birth

Heterozygote females: 10% are
symptomatic in childhood

Complete Deflclency: 24-72 hrs. after birth
Partlal Deflclency: Childhood

Complete Deficiency: 24-72 hrs. after birth
Partial Deficiency: Childhood

Slower onset of symptoms than other urea
cycle deficiencies. Often present with
symptoms of loss of muscle control.
Hyperammonemla |s rare. Selzures,
irritability, poor appetite and vomiting can
QCCur.



