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Molecular analysis and therapeutic investigation of SCA36
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Cerebellar ataxia, motor neuron involvement, and sensorineural hearing loss are
found to be the characteristic clinical findings of genetic disease SCA36/Asidan. The RNA-FISH analysis
using an SCA36/Asidan autopsy specimen, RNA foci were found in the nuclei of neurons from various parts
of CNS as well as skeletal muscles. There is a large variety of appearance in size, shape, and

distribution among RNA foci. Based on these findings, the molecular effect of SCA36 mutation might be
involved in the RNA gain-of-function mechanism.
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