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An abnormality in the gene encoding the mitochondrial alanyl tRNA synthetase
enzyme, AARS2, causes white matter dystrophy. White matter dystrophy is a progressive degeneration
of the cerebral white matter. There is no specific treatment for this disease, and the development
of a cure is still awaited. In this study, we analyzed why AARS2 mutations cause white matter
dystrophy or neuropathy via mitochondrial abnormalities. We analyzed the differences in
mitochondrial function by expressing AARS2 in an experimental cell model and inhibiting its
expression using RNA interference.
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