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Functional analysis of mitochondrial related novel myelinating disorder gene
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In this study, we analyzed the pathophysiology of the central nervous system
of the novel candidate gene PNPT1, which is involved in the transport of small RNAs into

mitochondria. Direct differentiation into neurons using the “ Direct reprogramming” method found
that in the case of myelination disorder cases with PNPT1 gene abnormality, the neurons in the cases
show a decrease in survival rate that causes apoptosis earlier than in the control. Furthermore,
knockdown of the PNPT1 gene in the primary culture system of dorsal root ganglia from wild-type rats

_confirmed that myelination was significantly delayed. Using this established experimental system,
it became possible to conduct further analysis and therapeutic drug screening.
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