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Determination of common mechanisms shared by multiple types of spinocerebellar
ataxia
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Among various types of the spinocerebellar ataxia, autosomal-dominantly inherited
polyglutamine diseases are the most frequent types and are caused by the expansion of a CAG trinucleotide
repeat in the coding region of causative genes. Because expanded polyglutamine tract is shared by
multiple types of polyglutamine diseases, | tryed to look for the cotribution of expanded polyglutamine
itself to neurodegeneration. I produced transgenic (Tg) mice that overexpress 69 repeated glutamine in
cerebellar purkinje cells (PCs). The polyglutamine aggregates were seen as early as 2 weeks old, and
extensive PC loss was observed at 3 months old in the Tg mice. An observation that injection of a drug
that stabilizes microtubule into the Tg mice reduced the number of PC death in some lobules in the
cerebellum might suggest involvement of microtubule in PC death seen in polyglutamine diseases.
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