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Gene therapy for progressive hearing loss caused by a heterozygous Myosin VI
missense mutation.
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We found that mutant alleles of the myosin 6 gene (MyoGE, the gene
responsible for hearing loss, differed by mutation site and type of mutation. This study clarified
differences in the onset and severity of progressive hearing loss in heterozygotes. In addition, we
found that missense mutant heterozygous mice develop progressive hearing loss earlier than null
mutant heterozygous mice. Behavioral analysis in homozygotes suggested that missense mutant
homozygotes may have an obscure vestibular hair cell pathology.
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