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Association of RNA helicase with mitochondrial damage in ALS
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FUS is one of the causative genes of amyotrophic lateral sclerosis (ALS). In
this study, we identified DHX30 as an interacting protein with FUS. DHX30 is an RNA helicase
localizing mainly within mitochondria and required for the translation of mitochondrial DNA. It is
speculated that DHX30 play an important role in central nervous system, considering previous reports
that the missense mutations in the DHX30 gene have been identified as a genetic cause of
neurodevelopmental disorders. FUS mutants disrupted the conformation of mitochondrial DHX30 via
excessive disulfide formation, leading to its loss of function, mitochondrial dysfunction and
neuronal cytotoxicity. Further studies are needed to determine whether restoration of DHX30 function

could be a potential therapeutic target.
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FUS induced structural alteration of DHX30 in mitochondrion and impaired respiratory chain complex
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