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A&E / Hospital Letter Isovaleric Acidaemia (IVA)

To Whom It May Concern:

Dear Doctor

Re:
[name of child]


[address of child]


[NHS number]

[name of child] has been detected on newborn screening to have a positive test for isovaleric acidaemia (IVA).  Currently definitive diagnostic investigations are underway to establish if [name of child] is affected with IVA or if the screening test is a false positive result. IVA is a rare inherited block in the breakdown of the amino acid leucine. Children with this condition are at risk of encephalopathy, coma and death resulting from the accumulation of isovaleric acid, which is toxic at high concentrations. However, this can be effectively managed both acutely and in the long term.

The parents [name of child] have been asked to bring [name of child] to A&E if he/she is unwell in consultation with the senior on-call Paediatrician. He/she must be admitted, even if only necessary for a short period of observation. If [name of child] is relatively well, alert and not vomiting, oral therapy may be used. [name of child]’s parents have been given an oral dietary emergency regimen and a glucose polymer for use in this situation, and administration of this should be started immediately. It may be appropriate to administer the emergency regimen by nasogastric tube in a child unwilling to drink.

If [name of child] is unwell, especially if vomiting or drowsy, then emergency intravenous therapy for IVA should be commenced immediately. Guidelines for the emergency treatment of IVA are available at the British Inherited Metabolic Disease Group (BIMDG) website www.bimdg.org.uk.

If [name of child] is shocked or clearly very ill arrange for admission to ITU/High dependency unit.
[name of child] is currently under the care of the metabolic team at [name of specialist IMD centre]. If [name of child] is brought to A&E unwell, please contact the IMD team at:

[Metabolic Team contact details]

With kind regards

Yours sincerely
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