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Identification of novel causative gene of auditory neuropathy spectrum disorder

Noguchi, Yoshihiro
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One in 1000 infants are born with congenital hearing loss. The etiology is
hereditary hearing loss in a half of the infants with congenital hearing loss. The genetic analysis
of hearing loss is useful in definite diagnosis as well as prediction of cochlear implant efficacy.
In the present study, genetic analysis was performed in a family with autosomal dominant auditory
neuropathy spectrum disorder and another family with autosomal dominant late-onset sensorineural
hearing loss. Novel causative gene was not able to be found in the former family, whereas a
pathogenic variant in TNC was detected in the latter family. Cochlear implant was effective in
patients with TNC variant.
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