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Elucidation of the molecular pathogenesis of selective degeneration in
multisystem proteinopathy and amyotrophic lateral sclerosis.
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To elucidate the cell-selective degeneration mechanism in multisystem
proteinopathy (MSP) and amyotrophic lateral sclerosis (ALS), we established multiple lines of MSP3
patients-derived pluripotent stem cells (iPSCs). Motor neurons and skeletal muscle cells
defferentiated from the MSP3-specific iPSCs and isogenic control cells were subjected to this study.

After improving the efficiency of induction and differentiation into skeletal muscle cells and the
long-term culture method, a comparative analyses was performed to reveal molecular cell pathology.
As a result, we found that hnRNPA1l was localized to the cytoplasm under oxidative stress as a
pathological phenotype of skeletal muscle cells.
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