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Elucidating the RNA pathomechanism in FUS-FALS iPS induced motor neurons
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Amyotrophic lateral sclerosis (ALS) is a neurodegenerative disease resulting in
the selective death of motor neurons. ALS symptoms are associated with muscle weakness and paralysis and
approximately 80% of ALS patients die within 5 years after the onset of these symptoms. We generated
induced pluripotent stem cells (iPSC) from familial ALS (FALS) patients with a missense mutation in the
fused-in sarcoma (FUS) gene carrying the heterozygous FUS H517D mutation These cell-derived motor neurons
mimicked several neurodegenerative phenotypes including mis-localization of FUS into cytosolic and stress
granules under stress conditions, and cellular vulnerability (Ichiyanagi et al. Stem Cell Reports 2016).
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