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Auditory neuropathy spectrum disorder involves absence or severe abnormality
of auditory brainstem response (ABR) but presence of otoacoustic emissions (OAE). However, it is
not unclear that how much Japanese ANSD patients are associated with gene mutations and how much
cochlear implants are beneficial for ANSD patients with gene mutations. The goal of this study was
to reveal the gene mutation frequency in Japanese ANSD patients and to analyze the effectiveness of
cochlear implants for ANSD patients. The present study showed that 76.0% of ANSD patients had at
least one causative ?ene mutations. Majority of them were OTOF mutations (72.0%). ANSD patients with

OTOF mutations developed their language ability as much as patients with sensorineural hearing
loss.
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