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Idiopathic bilateral sensorineural hearing
loss (IBSH) : Clinical study of cases with
rapidly progressive and slowly progressive

deafness.

Yuichi Ono", Hajime Sano?, Takayuki Kamijou?,
Takesi Ino”, Hiroyuki Makino” and Makito

Okamoto?

"I'sukui Red Cross Hospital
“Department of Otolaryngology, Kitasato Uni-

versity, School of Medicine

We investigated the clinical differences be-
tween a group of IBSH patients with rapidly pro-
gressive hearing loss and a group of these patients
with slowly progressive hearing loss. A total of 107
patients of IBSH followed up at the hearing clinic in
our department for more than 10 years were en-
rolled. Of the 107 patients, 51 were classified into
the rapidly progressive deafness group and 56 into
the slowly progressive group. In regard to the age
distribution, a high incidence in the 40—49 years age
group was seen in the rapidly progressive deafness
group and a high incidence in the 0-9 years and
over 40 years age groups was found in the slowly
progressive deafness group. The number of patients
with vertigo in the rapidly progressive deafness
group was 27 (52%), and that in the slowly pro-
gressive deafness group was 17 (30%).

Next, we investigated 19 patients of the rapidly

progressive deafness group who presented with re-



Frie, EITRRNO AT X B G

current episodes of vertigo. In regard to the type of
audiograms at the first visit, 28 ears (74%) showed
a high—tone hearing loss pattern. When the cases
were classified according to the frequency area of
rapid deterioration in the audiograms, deterioration
in the all-frequencies (250Hz—-8kHz) area was
found to be the most frequent.

We considered that in many cases in this
study, recurrent vertigo were needed to be?? differ-

entiated from Meniere’s disease.
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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 idiopathic 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 bheen 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 G/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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Examination of idiopathic bilateral sen-
sorineural hearing loss followed up over

the long-term

‘Takahiro Kamijo", Hajime Sano", Yuuichi Ono”,
Takeshi Ino”, Hiroyuki Makino”, Makito Okamoto"

"Department of Otorhinolaryngology, Kitasato
University School of Medicine

“Department of Otorhinolaryngology, Tsukui
Red Cross Hospital

The epidemiology and the clinical features
were examined in 107 patients with idiopathic bilat-
eral sensorineural hearing loss who could be fol-
lowed up for ten years or more. The peak age of
incidence existed a past neither report nor change
and was in one’s forties with less than ten years old.
These cases were divided into the adult-onset from
and the young appearance of disease type. As for
the young appearance of disease type, there were a
lot of people who have family medical histories of
hard hearing, and were advanced auditory disorder.
There was a case who repeated dizziness and was
difficult to discriminate with Meniere’s disease.
Gradel and Grade2 accounted for 95% at the first
medical examination, but finally examination, the
half was Grade3 or Grade4. So, it was a result of

showing that this disease social influence was large.
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[65100E B A B RBEEHFRBE S LRI 7 4]
NHRBOERE O E L T—HRENIE O Rl
—IMEC & 2 WE Y EABEOFBZ T T—

TGS I P FU 7 DNAERER - 3 Fa vy FU THEBETIEANR
BEOREIZBS T ATREICOVTHEL2{To7:. TTEANEEEFLVTH
5 DBA/2) 7 ADWFICBI A BIETFRABMEHE L. ZOYTARE2ZH
ARCIIBERHE SHYAKTRELLY, STAKOWMEL 2 AROZEhE
BT 5L, #2200 EFORAMET L, H1, 000REFORBRITHEL
T Bz bary FY7HBEBCET 51508 73 —CORETFRERETH
BEETHY, MBI BBERBEICB TSI Moy MY TEEERT OB RE

KNz WICI b2 R 7 DNAZESIMESICEECINT % POLG =7 A & fE
WLk h, BESOHL REMEREZE L. FARMTIION ARIIIED
WEETH 720, POLG T A TIIASEHMEHNIA L, WEICERLERET
REr-T2A0BMAR G, O ARKO POLG =7 A DOWMAETIZHERIZH
~_T, BE, DAV AR ECHET L REFORBEPMETL, TR
A% LS5 T 5 HEEFORASEML T, B#&IC CS7BL/6 <7 R1226%
DA o) —EIRERE T, M) SEATHTEX 2R L. BFED
BEY 52 - TIRISY AR T Cloh S HEL L B dBoZE, 7R
PP RAAELD, FAKO S 0 —FIRE CIEXEDIZIER IR, HERE
WL AR, TEF—RLHF ST 167 HEo» oy —HIERE CiE
BROBEABICH~, BEERE - S v FYTHRERZEICHEST2EETR
BAEML, 7HEMN P ARECEFTLIRETFRAPMET LW BEo—
HEOKEENS, T2V FU7DNAZEROERICE D I b o FU 7HEEIN
BEEHIETL, BEHOEELRMRO TR b= APFE S TEAERR
NDEL LI EPRBEINT.

i

F—D—F;:; 7EM=Z, Fu)—FKE <VX,
1L

b2 F1Y 7 DNA

2 U &I

ENPEBEE I IR X DTS 2 MM O RE TR EEE
Thb. BEHI-BBHEE»SBESH, HACK
EBRTFTRINLD, BAZEIKEY., BLIIEHE
ChBIFEROELERICH Y, KRB OE#E
P, BICETRTEVCERNICH L. BEEMITIZEOR L
ED25~40%, 758LLED40~66%, 85 L. L D80% KL
LI EAMRERSL L INTWEY. FL-HEEHL
AHEZEL S LAV EBbILA 500Hz 2 6 4kHz OF
BYEHH41dB Y b O BEEE % R T 8 A 1365 L Lo #

100

8.3% L WME IR TWVAEY.
EABEEEECHFOWMEICL o TAEL, PRI
HRBOZHEIMFoZ N L TRETHS. WEHT
WEFR TR, WFENRERE LEEREE, HREE M
BEREEIIMTON, W IEAROBET b Bk
OERIZEB IR TV, ZThbOERIZHMTHE
THHELHFETHIHELDS. 0L )KL LRE
FWMFHRPRET S 205, EANBEIHEEKICE
REZEROALLOHMLMBTHH I LARRIN
5.
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IS PE S BALBR O — i 2 BREF 2DV T,
BE, 7V =9V hVBREECLIBIEA ML RES
WIZPES I a2 F) 7 DNA DBBERIFICEZ S
hTws, EAMBEOREICKELZSZIETLEL
T, BERE BUE, KN RBE(CEWERE FERK -
HRFEBEOEH, &F MhrEer, BIENERL
ERBTFONTVSEY A, BEAMEEOSSERF ICB$
5 REBEN IR RE ZL v, bhvbhidmesiceed 3
FaYF) 7 DNAZROER - I by FY) 7THEED
T AEAEBERE O SAE (B 53 A W REME IS B LT
KEIToTE:. ARLTRZFOMERREO—RE W
L, FRCEAMEEOREICHL THEDLDANE
2 TVBRIEITOVTIRA S, '

ZEAMBEECHTZI N 7HREDES
FTEAMBBRIECBILZHF A=A, FFII
FIY R TRENED L) ICHEI NS PRET A7
®, DBA/2) %7 A% AW THFNOBRET RIS
CHED BEREEITICE D ED L) ICBILT A2 EMETL
7o, SO ARETHICRETREBEZET 2 -0FEANE
HEDEFT VL LTHWONRTW S, REDOHETIE
stereocilia THEE M) % %3 % cadherin ¥ ¥ /827 % 2—
F2BIETF Cdh23 IZEREZHOILARIALTY
5,
COTYADOHEN %, 4, 8, 16kHz THEPE RN RS
(auditory brain stem response, ABR) % AW TaHAI L 72
LZh 2HAMTIIRE~PEEOHETH 7278, 8

101

DBA/2] = 7 A D435 i o] i i Bk AT B
FEBZ2 A Hikh, TBIZS 7 Ak CGCH7) X 03| H%E)

A HBRTIERE 2o T/, W OMBFIRET T,
27 AWMTIIATMRS L 0T & R ZIZE
EOBREOEMHICL EEoTwDIcL, 8 HAKT
TAEEME, T MEEMRE D ICEECEELTY
72 (F1).

D=y ZADMEEZHE D) WA OBIEFRERROZEICS
WTDNARA 707 LA 2 HWTEHliL/-& 25, 2
7 HE 2T 8 7 AMTI2 2240 B IE T HHRBUKT
L, L92BOBEFDEBRVTLEL Tz FHIZI b2
Y P TRERZAVF-—RBIHEGT L RETORHA
ET2HETH-7. FZEI bPa>y B 7HEEEICEYT
% #7 T — T, mitochondrion, mitochondrial inner
membrane, mitochondrial electron transport chain, oxi-
dative phosphorylation, respiratory chain complex I,
IV, VR 15007 T) —CRIZEFEAMET LTS
D, TDHIHLIDDHFTTY =3I b F) 7IFESH
WKCHETA2ATT)—IZBLTW ., F/Zh5TY
—2KTIIIH L BIZF DI B, 60DRIZTHHIRK
FTLTW, WRESHAER] ~VEHEERT 5 BEZFOH
TISIOBIEFORRAPMETLTEY, 05 bLEFR
HEEKD» b —2BIZTF (Ndufal, Sdhe, Ugcrb, Cox7
al, Atp5k) % & A TEREK Reverse Transcription—Po-
lymerase Chain Reaction(RT-PCR) %247 o72& & 5,
DNAYA 2707 LA DRKREFKIC, TORBETH
RSN/, ZDITAH, energy metabolism (BT % 7
7 T —TiZ101DBIZF 35D B-I5F 4%, ATP(adeno-
sine triphosphate) biosynthesis process (235 4 5 I



