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ALS/FTLD C9orf72

I investigated the pathomechanism underlying C9orf72-linked amyotrophic
lateral sclerosis and frontotemporal lobar degeneration. In the current study, | found that poly-PR,
a dipeptide repeat protein derived from C9orf72 mutation, causes neuronal cell death by inhibiting
the ribosome biogenesis, paraspeckles, and RNA editing.
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