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To clarifg molecular pathogenesis of spinocerebellar ataxia type 36 (SCA36),

the role of aggregates (RNA foci) or G-quadruplex (GQ) formed by the expanded GGCCUG repeat
transcripts were investigated by using SCA36 cell culture model. Various porphyrin derivatives were
examined as a candidate chemical compound to treat SCA36 by stabilizing the SCA36 GQ structure, and

inhibiting downstream events. As a result, some of porphyrin derivatives could suppress SCA36 RNA

foci formation and its cytotoxicity, and improve cell viability. These data were considered to be
important for developing treatments for SCA36.
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