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Congenital aural atresia (CAA) is usually accompanied by an anomalous course of facial
nerves, which may run over the round window niche toward the promontory in some cases of
CAA. Very rarely, cochlear malformation might coexist at the same ear which has CAA, in
which case cochlear implantation can be difficult due to anomalous facial nerve. Herein we
present a case of cochlear implantation performed in a child who had CA A along with cochle-
ar hypoplasia and cochlear nerve aplasia. The mastoid segment of facial nerve was displaced
anteriorly, running over the round window niche. The surgery was done successfully using
the round window approach without facial nerve injury.
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Fig. 1. The photograph of right ear. The child has lobule type mi-
crotia and aural atresia.
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Fig. 2. Axial scans of temporal bone CT. Bony atresia of external
auditory canal, well pneumatized mastoid, and hypoplastic co-
chlea and slit-like narrow bony cochlear nerve canal (arrow) are
observed at right ear.

Fig. 3. Serial axial three dimensional fourier transformation con-
structive interference in steady state images of internal auditory
canal MRI. Both cochlear nerves are absent.
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Fig. 4. Pure tone audiogram obtained 1 year after right cochlear
implantation. The hearing test was performed wearing each speech
processor.
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