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We analyzed the pathogenesis of sensorineural hearing loss associated with
dRTA caused by the atp6vlbl variant, one of the genes responsible for hereditary distal tubular
acidosis. Ortholog gene, atpébvlba-deficient zebrafish inner ear hair cells showed brittle cilia and
autophagosome formation. LC3B, a marker of autophagosome formation, was strongly stained in hair
cells. Lysosomal staining using the fluorescent dyes indicated a link between autophagy failure and
hair cell degeneration due to pH imbalance inside lysosomes. Our research provided new insights into

the understanding of this pathology and its treatment.
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