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[ Abstract]

neurodegenerative disorder. To date, the pathogenesis of SCAl remains unclear. Studies in numerous

Spinocerebellar ataxia type 1 (SCAIl) is a kind of autosomal dominant genetic

SCA1 experimental models, including transgenic mice, transgenic drosophila and induced pluripotent stem
cells, have shown that phosphorylation of S776 in mutant ataxin - 1, molecular chaperones, ubiquitin -
proteasome system and down-regulation of several components of RAS-MAPK-MSK1 pathway may involve

in the pathogenesis of SCA1. In this review, the clinical and pathological features of SCA1, and the latest

advances of pathogenesis, model systems and therapeutic exploration will be briefly summarized.
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