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Development of gene therapy for GJB2 related hearing loss targeting the mature
mouse Inner ear
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In this study, we developed a new AAV vector with improved amino acids in
the capsid region for inner ear gene therapy, and attempted to develop a surgical technique for
administering this AAV vector to the endolymph in mature mice. As a result of examining the
administration method, a fused silica tube with an 1inner diameter of 0.075 mm was 1inserted from
the posterior semicircular canal to the vestibular direction, and 10-12 y I of the virus solution
was perfused at a flow rate of 60-90 y 1/h to perfuse the inner ear endolymph efficiently. It was
possible to reach the tissue, especially the cochlear supporting cells. By the same method, CX26
gene was introduced into cochlear supporting cells with high efficiency, and we succeeded in
significantly restoring the hearing of mature CX26-deficient mice.
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