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Patient with Bilateral Congenital

Cochlear Aplasia - Case Report
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Abstract
Various case reports describe patients with congenial profound deafness associate with
cochlear malformations, but only a few report successful cochlear implantations in such
patients. Multichannel cochlear implantation in selected patients with congenital
malformed cochlear have gradually been shown to be feasible. To date, no reports
describing successful cochlear implantation for cochlear aplasia have been published.
Accordingly, cochlear aplasia remains an absolute contraindication to implantation. In July
1998, a successful multichannel cochlear implantation was performed in a 13-year-old girl
with bilateral cochlear aplasia. Bilateral cochlear aplasia with normal ossicles and
semicircular canals was shown on high resolution CT imaging of the temporal bone. The



incus was removed and the promontory below the foot plate where was the embryogenic
remnants of the malformed cochlea was ground, and then the MED-EL C40S Cochlear
Implant was implanted. Her average hearing remained around 35 dB HL during 30-mnoths
of postoperative follow up. This special case suggests that there may be still sufficient
ganglion cells within a malformed cochlea, that can allow cochlear implant to work.
Despite theoretical contraindications to cochlear implantation for cochlear aplasia and
other cochlear malformations, careful case selection could produce good results.



