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Abstract

A case of unilateral cochlear nerve deficiency with congenital hearing loss

Han-Bin Jang', Dong Young Kim?, Chan Il Song?, Se-Hyung Kim?*

'Jeju National University School of medicine,

*Department of Otorhinolaryngology—Head and Neck Surgery, Jeju National University School of medicine, Jeju, Korea

The narrow bony cochlear nerve canal in high resolution temporal bone computed tomography (TBCT) is frequently found in
patients of congenital sensorineural hearing loss. But this bony structural anomaly could not conclude the functional outcome of
cochlear nerve. Here we present a case of a 10—month—old girl having unilateral narrow bony cochlear nerve canals. In internal
auditory magnetic resonance imaging (IAC MRI), the right cochlear nerve was not identified to be intact. Moreover, acoustic
brainstem response threshold and automated acoustic brainstem response revealed nearly deaf hearing threshold. Therefore we
suggest that congenital hearing loss patients take TBCT and IAC MRI to rule out the narrow bony cochlear nerve canal. (J Med

Life Sci 2014;11(2):114-116)
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Figure 1. Normal Left internal auditory canal magnetic
resonance image parasagittal reconstruction view.(FN:
facial nerve, SVN: superior vestibular nerve, IVN; inferior
vestibular nerve, CN: cochlear nerve)
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Figure 2. Right cochlear nerve defect in internal auditory
canal magnetic image parasagittal
reconstruction view. (FN; facial nerve, VN vestibular
nerve)
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Figure 3. Measurement of the width of the bony cochlear
nerve canal in the left base of modiolus temporal bone
computed tomography in axial image (yellow arrowhead)

o2

=t

1) Pagarkar W, Gunny R, Saunders D, Yung W, Rajput K.
The boy cochlear nerve canal in children with absent or
hypoplastic cochlear nerves. International Journal of
Pediatric Otorhinolaryngology 2011;77:764-73

2) Atsuko N, Yukiko A, Tatsuo M. Cochlear Nerve
Deficiency and Associated Clinical Features in Patients
With Bilateral und Unilateral Hearing Loss. Otology &
Neurology 2013;34:554—558

3) 3) Yates JA, Patel PCC, Millman B, Gibson WS. Isolated
congenital internal auditory canal atresia with normal
facial nerve function. Int J Pediatr Otorhinolaryngol
1997;:41:1-8

4) Clemmens C, Guidi J, Caroff A, Cohn S, Brant J, Laury

Figure 4. Measurement of the right narrow bony cochlear
nerve canal in the base of modiolus temporal bone
computed tomography in axial image (yellow arrowhead)

A et al. Unilateral Cochlear Nerve Deficiency in
Children. Otolaryngology—Head and Neck Surgery
2013;149:318

5) Ahn J, Kim S, Choi, B. A Case with the Bilateral
Narrow Bony cochlear Nerve Canals Associated with
Near Normal Hearing Thresholds. Korean J Audiol
2012;16:141-144

6) Yid, Lim H, Kang B, Park S, Park H, Lee K. Proportion
of bony cochlear nerve canal anomalies in unilateral
sensorineural hearing loss in children. International
Journal of Pediatric Otorhinolaryngology 2013:77:530-533

7) Shin J, Rehabilitation of Age—Related Hearing Loss
Patients. Korean J Otorhinolaryngol-Head Neck Surg
2013;56:475-81

- 116 -



