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ZeERRES (FEX) Apathological study of impaired cytoplasmic-nuclear transport impairment in
familial ALS patients harboring FUS mutation.
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We first showed that in the spinal motor neurons of familial and sporadic amyotrophic
lateral sclerosis (ALS) patients, cytoplasmic—nuclear transport of transcriptional
mediators were impaired. We analyzed on this issue using SODl-trangenic mouse, and
revealed that these pathological findings were detectable prior to motor neuron
degeneration.
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