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Three—dimensional fluid—-attenuated inversion
recovery (3D-FLAIR) magnetic resonance imaging
(MRI) has recently been developed to detect high
concentrations of protein or hemorrhage. Two-
thirds of patients with sudden sensorineural hearing
loss showed high—intensity signals in the affected
inner ear on precontrast 3D-FLAIR at 3 Tesla.
Postcontrast enhancement was recognized after in-
travenous gadolinium administration in a half of the
inner ears showing precontrast high—intensity sig-
nals. Abnormal passage of the gadolinium reflects
increased permeability of blood vessels or disrup-
tion of the blood-labyrinthine barrier in the inner
ears. We hypothesized that glucocorticoids, which
have anti-inflaimmatory actions and suppress the in-
creased permeability of blood vessels, are effective
in some cases showing postcontrast enhancement.
Experimental and clinical reports on disrupted

blood-labyrinthine barrier were reviewed.
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Evaluation of idiopathic bilateral son-
sorineural hearing loss : Comparison be-

tween solitary and familial cases

Taku Ito, M.D., Yoshihiro Noguchi, M.D.,
Kazuchika Ohno, M.D., Ken Kitamura, M.D.

Department of Otolaryngology, Tokyo Medical
and Dental University, School of Medicine

The purpose of this retrospective study was to
evaluate the clinical features of solitary and familial
cases of idjopathic bilateral sensorineural hearing
loss (IBSH), after exclusion of patients suspected to
have hereditary hearing loss . We enrolled 31 pa-
tients (definite group) who were diagnosed to have
IBSH by pure—tone audiometry and had been fol-
lowed up for more than 3 years, and 159 patients
(suspected group) who were suspected to have
IBSH based on subjective symptoms. No significant
differences were found in relation to the gender,
age of onset, ratio of symmetric configuration in
audiometry, or results of pure—tone average be-
tween the solitary and familial cases. The percent-
age of patients showing high—frequency or flat hear-
ing loss in audiometric configurations was signifi-
cantly higher in the familial group than in the soli-
tary group . The hearing loss tended to progress
bilaterally while keeping the same audiometric con-
figuration in the familial cases. In the genetic analy-
sis of GJ/B2, mitochondrial DNA 1555A> G and

3243A> G mutations, both mitochondrial mutations,
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were detected only in the familial cases. The char-
acteristics of conventional IBSH may reflect those of
the familial cases. The clinical features of solitary
cases of IBSH should be evaluated to clearly eluci-

date the nature of IBSH.
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