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A Case of Cochlear Aplasia with Narrow Internal Auditory Canal

and Dysplastic Vestibular System

Eun Seok Kim, MD, Baik Ahm Chang, MD, Ki Seok Kang, MD and Jung Han Kang, MD
Department of Otolaryngology, Seoul Adventist Hospital, Seoul, Korea

—ABSTRACT —

Congenital anomalies of the inner ear are rare disease and the majority of them are difficult to diagnose during
one’s life time because they are malformations limited to the membranous labyrinth. However, inner ear
anomalies involving bony labyrinth can be detected in life time through radiogaphic imaging and it has been
known to occupy 8 —20% of patients with congenital sensorineural hearing loss. We experienced a rare case of
inner ear anomaly, in which the cochlea was not formed, the lateral semicircular canal was not developed, the
vestibule was dilated and the internal auditory canal was narrowed. (J Clinical Otolaryngol 2002513:122-126)
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Fig. 1. Brainstem evok-
ed response audiome-
fry. There is no signifi-
cant wave response
even 90 dB click sound
stimulus on the right ear.
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Fig. 2. Axial sections of the temporal bone CT scan. AO
The cochlea and lateral semicircular canal is not shown
on the right side. Compare to normal left side. The vesti-
bule is dilated like a cavity (white arrow). The internal
auditory canal is narrowed laterally like a funnel shape
(black arrow). BO The superior semicircular canal is well
shown (black arrow).
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Fig. 3. Coronal sections of the temporal bone CT scan.
AO The infernal auditory canal is narrowed on the right
side (black arrow). BO The vestibule is largely dilated
(white arrow) but the superior semicircular canal is well
developed (black arrow head).
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