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Inborn errors of metabolism (IEM) are due to mutations of genes coding for enzymes of intermediary
metabolism and are classified into 3 broad categories: 1) Intoxication 2) energy defect and 3) cellular
organelles synthesis or catabolism defect. Improvements of therapy over these last 20 years has
improved prognosis of children with IEM. These children grow up and should have their transition to
specialized adult care. Adult patients with IEM are a relatively new phenomenon with currently only
limited knowledge. IEM are a rare but important cause of psychiatric disorders in adolescents and adults,
the signs of which may remain isolated for years before other more specific organic signs appear.
Metabolic screening undertaken in a population of subjects with psychosis demonstrated the presence of
treatable metabolic disorders in a significant number of cases. The nature of the symptoms that should
alert the clinician will be discussed in this lecture as well as an algorithm for the diagnosis of IEM in
patients with psychiatric symptoms.
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