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SLC26A4-related hearing loss is derived from stria vascularis dysfunction
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The goal of this study is to elucidate the mechanism of inner ear impairment

associated with SLC26A4 mutations and the development of Mondini malformation. In this study, it
was considered that the degeneration of blood vessels in the stria vascularis and the proliferation
of macrophages would cause the decrease of the endolymphatic potential in slc26a4 knockout mice.
Gross morphological observation of otic capsules using microCT revealed that Mondini malformation
might reflect on insufficient ossification of the cochlear modiolus. In addition, we have developed
a novel mouse eye movement analysis device for the purpose of elucidating vestibular impairment in
mice, which could lead to unveil the novel pathogenesis of dizziness and vertigo associated with
SLC26A4 mutations in the future. These results may lead to the elucidation of the pathophysiology of

inner ear disorders associated with SLC26A4 mutations and may lead to the development of new
therapeutic agents.
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