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Cases of Pediatric Hearing Impairment with Bilateral Stenosis of the Bony Cochlear Nerve Canal :
Bilateral Stenosis of Bony Cochlear Nerve Canal

Atsuko Nakano, M.D., Yukiko Arimoto, M.D., Tatsuo Matsunaga, M.D.*
and Fumiyo Kudo, M.D.**

Division of Otolaryngology, Chiba Children’s Hospital
*Department of Otolaryngology, National Hospital Organization Tokyo Medical Center
**Division of Nutrition, Chiba Prefectural Healthcare College

Cochlear nerve deficiency (CND) is diagnosed with magnetic resonance imaging (MRI) by an absent or small coch-
lear nerve. A small or absent bony cochlear nerve canal (BCNC) detected with computed tomography (CT) has been
also considered as CND. We reviewed five bilateral hearing impaired children with BCNC. All patients were born
maturely at full term birth. Two of them had undergone newborn hearing screening (NHS), one passed and the other
was referred in only one ear. Among five children, only one had a small internal auditory canal (IAC) diagnosed with
CT. Two children with intracranial abnormalities also had cochlear anomalies without a small IAC. Hearing aids showed
some effectiveness in two patients with normal-sized IACs, and they could communicate with normal speech using hear-
ing aids. One with a small-sized IAC was unable to communicate with speech using hearing aids. The efficacy of hear-
ing aids in the other 2 patients has not been evaluated yet. We concluded that patients with small or absent BCNCs

showed various audiometorical findings and clinical courses.

Keywords : cochlear nerve deficiency, auditory neuropathy spectrum disorder, small internal auditory canal

Nippon Jibiinkoka Gakkai Kaiho (Tokyo) 115: 849-854, 2012
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Clinical Analysis of Six Surgical Cases Suspected of Perilymphatic Fistula

Kyoko Shirai, Sachie Kawaguchi, Koji Otsuka,
Eriko Sakurai and Mamoru Suzuki
(Tokyo Medical University)

Akira Hagiwara and Noriko Kobayashi
(Kosei Chuou Hospital)

Takuro Okada
(Tokyo Medical Univérsity Ibaraki Medical Center)

Masanori Yatomi
(Kosei Hospital)

The diagnosis of perilymphatic fistula (PLF) is made by the presence of a fistula found intraoperatively.
It is difficult to make a diagnosis without surgery. The timing of the surgery is still controversial. We
studied the clinical features and neuro-otlogical test results to analyze the factors influencing the diagnosis
and treatment results.

Six patients with PLFs were treated surgically at our institutions from January, 2010 to August, 2010.
All patients complained of a hearing loss. In all patients, the hearing recovered after surgery. Positional
nystagmus and vertigo were observed in 66.6% of the patients. Vertigo improved in all patients
postoperatively. The period from the onset to surgery was 8. 2 days in average.

In 4 patients, the presence of a fistula or lymphorrhea was confirmed surgically but were not found
intraoperatively in 2 patients. The period from the onset to surgery contributed more to hearing recovery
than the hearing level at the first consultation. Improvement of vestibular symptoms is expected regardless
of the period from the onset to surgery. The signs, such as progressive hearing loss, nystagmus-related
changes, and an increase in dizziness in the position with the affected ear down are important. These
results suggest that surgical treatment should be considered at an early stage when PLFs is suspected.

Keywords : perilymphatic fistula, surgery, nystagmus, hearing recovery
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