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A Case of Cochlear Implantation in a Postligual Deaf
Patient with Osteogenesis Imperfecta

Jun-Young Heo, MD, Kyu-Yup Lee, MD, Ji-Hyun Park, MD and Sang-Heun Lee, MD, PhD
Department of Otorhinolaryngology-Head and Neck Surgery, School of Medicine, Kyungpook National University, Daegu, Korea

ABSTRACT

Osteogenesis imperfecta is a systemic heritable disorder of connective tissues with the predominant manifestation of spontaneous
bone fractures. It features an abnormal biosynthesis of collagen with the formation of pathologic, immature collagen, resulting in
a triad of brittle bones, blue sclera and hearing impairment. A 39-year-old woman with osteogenesis imperfecta began noticing
hearing loss as a teenager. At the time of her presentation, she was aided by a hearing aid, which she had been using for 25 years
but had not been benefited from. Her temporal CT shows severe otospongiosis, with radiolucent bone surrounding the cochlea.
The patient underwent cochlear implantation to her left ear with no postoperative complication. She has obtained significant hear-
ing improvement after the cochlear implantation. Cochlear implantation in cases of osteogenesis imperfecta with otospongiosis
appears to be extremely rare and we present this case with a review of the related literature. (Korean J Otorhinolaryngol-Head
Neck Surg 2009:52:289-92)
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Fig. 1. Pedigree of the patient. Her mother has progressive hear-
ing loss and her first son has both blue sclerae and brittle bone.
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Fig. 4. Axial (A), (B) and coronal
(C), (D) unenhenced CT scans of
the temporal bone show that both
otic capsules are remarkably thick-
ened and undermineralized in bi-
lateral and sysmmetric fashion with
dysplastic bones (arrows).

Fig. 5. Postoperative modified Stenver’s view shows the cochlear
implant electrode coiled in the cochlea, describing a circle of
360 degrees (arrow).
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Table 1. Preoperative and postoperative speech perception test

Identification (%)

Comprehension (%)

Speech
P ) Closed-set Open-set
perception test Word Sentence
Length of words 1-syllable words Everyday sentence  1-syllable words
Preoperative 8.3 0 0 0 43.55 30
3 months 100 100 100 75 80 97.14
6 months 100 100 100 100 100 100
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