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The protective role of RNA chaperone for RNA misfolding in neurodegeneraiton
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Microsatellite expansion disorders are pathologically characterized by RNA foci
formation. We report that expression of expanded UGGAA (UGGAAexp) repeats, responsible for
spinocerebellar ataxia type 31 (SCA31) in Drosophila, causes neurodegeneration accompanied with
accumulation of UGGAAexp RNA foci, consistent with observations in SCA31 patient brains. We identified
the several RNA-binding proteins (RBP), which binds to UGGAAexp and induces structural alteration of
UGGAAexp. Furthermore, co-expression of the mutant with RNA-recognition motif mutation failed to rescue
UGGAAexp-mediated degeneration. These data sugesst that the RBP suppresses UGGAAexp-mediated
neurotoxicity in Drosophila to function as RNA chaperones for proper UGGAAexp folding and regulation by
direct binding to UGGAA repeat RNA.
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