(®)
2013 2016

SCA6

Lysosomal PolyQ accumulation as a target for treatment of SCAG
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Spinocerebellar ataxia type 6 (SCA6) is a neurodegenerative disease
characterized by a slowly progressive loss of cerebellar Purkinje cell and motor impairments. 1In
SCA6, a protein containing an expanded polyglutamine stretch gradually accumulates in the
cerebellar Purkinje cells but the molecular mechanisms leading to neurodegeneration remains largely
elusive. In this study, we have shown that neuroinflammation is involved in the pathogenesis of
SCA6. More importantly, by modulating the activation of microglial cells in the cerebellum of a
faithful mouse model of SCA6, we succeeded in ameliorating their neurodegenerative phenotypes in the

early disease phase.
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