WHEN TO CONSIDER ISOVALERIC ACIDEMIA (IVA)-TYPE OF ORGANIC ACIDURIA
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Specialist workup

Neonatal screening in France since 18t January 2023:
This clinical picture should no longer be seen in children born in France after January 2023 who have been screened?
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Confirmatory genetic analysis tobe | oqith - French National Diagnosis and Treatment Protocols (has-sante.fr)
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1 Neonatal screening (https:/depistage-neonatal.fr/) makes it possible to identify affected neonates and initiate treatment at an early stage to prevent the onset of clinical symptoms. 9 .
2 Standard metabolic assessment - Blood: ammonia levels, blood gases, blood sugar, lactate levels, ketosis test (urine dipstick test and/or capillary blood ketones). To be performed immediately where there is no obvious cause, at the same time as looking for Mg\@d_\es rares
other causes: sepsis (neonates), brain damage: trauma-related, vascular, infection-related, encephalitis etc., drug toxicity, other metabolic di . Refer to the emergency protocol for coma. . Héréditaires du
3 Pay attention to sample-taking conditions. Always perform tests but do not necessarily wait for test results to start treatment. Standard norms (may vary depending on the laboratories): Neonate: ammonia < 100 umol/L, Non-neonate ammonia < 50 pmol/L Métabolisme
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4It is important to take samples during the acute phase, and as soon as possible, ideally before starting any treatment, though this should not be delayed. The samples that are essential for diagnosis are in bold, while the others may be useful to interpret the
metabolic assessment and eliminate some differential diagnoses.
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