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The major clinical feature of many inborn errors .
of metabolism (IEMs) is epileptic encephalopathy.
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Figure 4. GABAergic gene expression in p/pbp mutants compared to expression in control WTs. Decreased expression of p/lpbp, GABRA1, GABRb2 and NOS1 is observed in mutants compared
to WT. Increased c-Fos expression is also observed.

 Tryptophan hydroxylase (tph1b): enzyme
involved in the synthesis of serotonin.
Increased serotonin has been demonstrated

as effective in seizure suppression®. Increased

* Significant results with a p-value of 0.05

GABAergic gene expression in aldh7al mutants

aldh7al cFos s expression of tph1lb may suggest a mechanism
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