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We examined the pathology of a -synuclein neurotoxicity in STXBP1
encephalopathy. Microarray analysis using neurons obtained from patient-derived iPS cells revealed
changes in the expression of SIAH3 and INPP5F, which have been reported to be associated with
Parkinson®s disease. We also showed that neurodegeneration observed in the Parkinson®s disease model

Drosophila was exacerbated by crossing with a mutant of Rop, the Drosophila ortholog of STXBPL1.
Furthermore, we showed that trehalose supplementation effectively alleviates neuronal phenotypes.
These results connect STXBP1 encephalopathy with a -synucleinopathies.
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