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Gene  Exon Codon Nucleotide Number of patients
(location) (change) with mutations (n=509)
GJB2 exon2 p.L79fs c.235delC 8 (1.57%)
JB2  exon2 pV3TI c.109G>A 9 (1.77%)
GJB2 exon?2 p.T8M c.23C> T 2 (0.39%)
GJB2 exon 2 p.[G45E; Y136X] c.[134G>A; 408C>A] 1(0.20%)
GJB2 exon2 p.R143W c.427C>T 1(0.20%)
GJB2 exon?2 pllT c.212T>C 1(0.20%)
GJB2 exon2 p.F191L c.570T>C 1(0.20%)
GJB2 exon2 p.C60Y c.179G>A 1(0.20%)
GJB2 exon 2 p.F106L c.318C>A 1(0.20%)
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#Z, MOFEL GRRERKF)

ZhefT L. [EEZ, Carhart notch (2kHz
DEEREDCER) 2RE L, BRERE
IX. American Academy of Otolaryngology
(AAO-HNS) guidelines (1995) % FV CHH
L¥Es

* Monofocal type

1. Incudostapedial joint separation (I-S separation)

T ¥,

2. Malleus and/or incus fixation (M/! fixation)

e

3. Stapes fixation (S fixation)

®

1

« Multifocal type

R
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7z (K1), =T ARdoT, T-SHEETEETIX
L D2RE L Y EEEA FE A 0 Tz,

RO RIERH & (R2) ITR LT, 35FHH
24FI1T, FREZDETIRBRINATVE, 9
E (25.7%) TITEHEREROBERERH Y |
BREREL B DN, 2ETRFETH -
Teo BRMEFIEDIE FTH P I-SEEWTEE CTh
27z,

FEETOMAT - WBEOWHEZEH L, (K
2)ITR LTe, I-SHEWTRE CITARFER, MW/IE




®1

Gender
Aze
Male Female
. 7-67 12 ears 14 ears
-5 at .
i e s S S (10 patients) {14 patients)
Monofocal . lear
(31 ears) M/ fixation (1 ear) E 0 {1 peficss]
. E-12 2ears 2ears
fi 4 .
it ey (mean: 2.3) (2 patients) [1 patient)
. E-31 3 ears 1ear
Mulifocs {4 ears) [mean: 15.3) (3 patients) (1 patient)
%2
Infancy msni; !ﬁ.’:’;m Acquired Unknown Total
|-5 separstion 13 4 7 2 26
M/l fixation o 1 1] o 1
Sfixation o - 0 o 4
Multifocal 1 1 2 o 4
Total [rate %) 14 (40.0) 10(28.8) 9{25.7) 2(5.7) 35 (100.0)
%3
AR ea I-Szeparation M/l fixation Sfixation Multifocal total
gap [17 earz) (1ear) [3 ears) (3 ears) (24 ears)
1) 0-10dB s L] 2 0 7
2) 11-20dB b ) Lt} 1 o 10
3) 21-30dB 2 1 4] 2 5
4] >30dB 1 L8] 1] 1 2
Successrate (%) 29.4 0.0 66.7 0.0 29.2

ERE, SHEZEBE Cldstiffness curve T,
Multifocal# TiX/KFH, stiffness curve
W& DB ERFFOA—T AT T A ThoTz,
Carhart notchiISEFELSIOFETH Rbhiz,
ML T-SBENT, M/IEE xR L TIETs=
AR A3, SEFIZR L TIXT 7 I BFMH
AT I Tz, 1-S BEEiA @ rrEhtE & 22
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B, BT CEHET S Z L THAOOKEN
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29
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DREHEZIOBU T THD &, I-SHEMTEE
29.4%, SEER66. 7% T, £ TIX29.2%
Tholz (R3),

ZE
I-SEEWTEE D I ERMBPMOBEL  &h
ST DX, B/INEFERFHD25. T%IZHA LI
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