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a4  CHAPTER 1

Disorders of the Urea Cycle
The Urea Cycle  
The urea cycle which, im its complete form, is only present in the liver, is the main pathway for the
disposal of excess of ammonium nitrogen. This cyde sequence of reactions, localised im part in the
mitochondria and in part in the cytosol, converts the toxic ammonia molecule into the non-toxic
product, urea, which is excreted in the urine, There are genetic defects of each of the enzymes of the
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urea cycle which lead to hyperammonacmia, Some genetic defects of other important metabolic
pathways may lead to secondary inhibition of the urea cycle. Alternative pathways for nitrogen
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