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&2 BEAMBRECRESSNABBORERETEZOHEE (BEIE)

Ve e ¥ E
I M3 KNU7 | Goto et al, 1990 0.3% (1/319 Usami et al, 2000) ~3% (3/100 Oshima et al, 1999)
3243A>G Oshima et al, 1999 NRZ2 L RS
X MO KU | Hutchin et al, 1993 3% (11/319 Usami etal, 2000) ~5% (7/138 Noguchi et al, 2004)
1555A>G Usami et al, 1997 A AWyl 4= 3
33% (7/21 2/6) 73/ EEGENEDEORSEDH HEBE
10% (14/140) AT RNEHEE
57% (13/22) 7 3/ BB A AN B ORSED H 5 N TAEERE
(Usami et al, 2000)
MYO7A Liu et al, 1997 (DFNATT B—RZHRE)
POU3F4 Hagiwara et al, 1998 | (DFN3 BE—R%Z4R%E)
GJB2 Fuse et al, 1999 11.3% (259/2, 454) HNHEZ2 L/-RIZH#EE (n=1227)
Abe et al, 2000 (Ohtsuka et al, 2003)
Kudo et al, 2000
18.3% (62/338) FRMEEEEE
(Abe et al, 2007)
SLC26A4 Usami et al, 1999 90% (9/10) N> KL v NEREHRE
Kitamura et al, 2000 78% (25/32) miRE/KEIAZMESHESRE
Tsukamoto et al, 2003 | (Tsukamoto et al, 2003)
KCNQ4 Akita et al, 2001 1/16 AD REE#EERE (Akita et al, 2001)
Mitochondrial | Ishikawa et al, 2002 (B—RZ2HE)
7511T>C
TECTA Iwasaki et al, 2002 (B—RHR#®E)
WFS1 Komatsu et al, 2002 | 3/182 AD RS EaRE
Noguchi et al, 2006 | 3/10 AD {EZR =R RS EERE
Fukuoka et al, 2007 0/64 AR A S e E
(Fukuoka et al, 2007)
COCH Usami et al, 2003 1/23 AD S #RERE
0/20 X =T —JLisBE
(Usami et al, 2002)
CRYM Abe et al, 2003 2/192 R SHEEEE
(Abe et al, 2003)
KIAAT199 Abe et al, 2003 4/192 Fe R ¥R R
(Abe et al, 2003)
COL9A3 Asamura et al, 2005 | 2/147 EEHBEEE
(Asamura et al, 2005)
CDH23 Wagatsuma et al, 2007 | 5/64 AR fcR i gREsRE

(Wagatsuma et al, 2007).

AD ! BREABIEEE AR EREBELIHEE
(Usami S et al, 2008°, F{EEE— [BARABFBRIET T — 2 N—AK—L~—] http: //ent.md.shin-
shu-u.ac.jp/deafgene.html)
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AEICEBRRLERBE5|ZRITRENE VA LVATHE YA b XHOVILA

(CMV) BB IAINA, BRETAINR, L TRAIAIR, KEHRBE A VANVZV)ICEL,

BN ABRIEIC L BB ERBROES 2R UER L

BB, LT7R, BT
YA MAHOTA N ALK DR HEES,

FUOBAILK)EEFOREFITHD LTS,
HRMBEDCHENTEEZRDTEUBEDFFEMMBIEZOREL L6 ICHERDEL T
3. IHERMED CMV BRMEISERMEICHBEEITIEHEL, FERBRRAIV-—Z-VJ%

pass $REMFEHZIEEZTBICAND ZEHNEEBTHS.
KEFRBB TANADHY) TN ThEELNOBHALEHERE S

LTLYTRAIA IR,

BREMRBICHETEIVIIAL

T2 MBOANERTHIRREMHEBBEOFICI—EDFETLY TATEEBRLESSE

NB36DEEZASNTVS.

IS Y bXAHOYA LA (cytomegalovirus),

AZ 74 VA (rubella), BRET7A I A

(measles) ‘ LT A4 A (mumps), KIEHIRAEZ 1 LA (varicella zoster virus)

(=4 57.»]

WHAZ &GS 2B 4 v 2, JIH,
Va7 yFT, A¥aA—F, JHl, BEEin IS
BHRIDHI BTN ARGEIHEDOKIH & LTk
LEETHL. NWHIZERETHREN LY A VA
ELTHA P ATTYALZ(CMV), BB A
VA, BEBEIANVA, Ly TATAL VA, Kigis
KHETANANVIV) R DD D, FEEH S
NTW5H CMV BIE 2 I E 7 A4 0V A EHE
L 2HEORBE RAMIZED L S R THR
FHEIZZZT 502 EBROMER %R LR T 5.

RRMEHEICH TR I IILABEOHEDT

TERARHTDH o 7 MO FHASEE D 5515
FOFRFEIZIDRBEIZHLPIZ R -TEL. BRI
OFEIZE B EPRHBEOFEREROA 2 { &P
X G/B2 Bz T2 3L+ BIEFOERIZK

2bDTHHELEEZLND. TR D 40~50%H*
RERFICL2HETH L, ZOPTIFICEE
RIEHRE LTO7ANVABREYESH L. B, L0 T
A, MELREL2HEIIT 7 F OHEAICLY
WAEZ OHREBNIIWA L T2 —F, EFE CMV
KB HEIEHZEDTB MG Z T
5. TAMNZEEOREL L b2, RN
B, NBHIREOHED /2 2 HHO—2 L LT
FHERTWA (X 1).

REBHEBICH DV ABROAED

FAERT R ERRAEIR & B3 A REPDHFEET H
L, MBS LIERYTHLIE, AVTALRED
TANAREPERN e HEREEL RS TI L
END, R OREMMEOFEO—>E LT
EZLNTEZ LALadsZhEEENICEE
HL#EZ2VCOPBRTH L. BRIEHER
FHD5~T%I3L > 7 A IgM ikt TH 5 & X

* Usami Shin-ichi,
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FFEfREHE WG
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FEMEN SLC2644 BILFERHD
39% %

14% SLC2644 RGFERIFL
5%

ERAE
10% GJB2 BLFER
15%

JEEERERE
8%

FERBEE
HEREF ‘Fl 1%
7%

MR
61%

SEEREE
22%

L /NBIFEE QBRI Ok 1 £ 9 20E)

., &Y T ARGRERAYE X R EEO o —
EHEEZHODLEEZLONTVS.

B ABEE & HER

1. Y4 M XAOTAIA(CMV) BEREAE

1) & %

CMV &Ml (BN E AR T b o 72 B Mg
HHBT 2 EroEMBER AR A VA, F7:
Z O MBI EAMERIRIZ & S & D S MR A
WAEBHEEN TS,

CMV EHHE 1L CMV DG, EGH 5\
BFEEECC L > TR ZHRETH L. @W. 4
NRIICASER O TR L, 20T F4AHE
b7z DR E LT 578, EEORIEREN
T35 & PEE L LA~ Ofetk A5 S22 5.
ThRbHBA (RRMES) TIX CMV EICHF
Sk & LT, RIS R B RS A2 1% 0 S
G HRE, AIDS BELRE TR @EER L
Vo P EGYE R ST

CMV 2387 &% 0 E R & F 5 BRAFE % 5 |
ERITOEFIKETHS. CMV ZFEHK
RAZX DHEEA X7 RYYEE LTRB LR B A
TRENLZDDTHS. W, 77FOERIC
Lo TRA L22dH 5 RKERABIEBERICEDL-
THBEORH L 22 BEEOERE LTHEAS L
TW5,

Fat Tl AR D 0.64% (150 A2 1 A) oH
HTERPIRAE TN D & SNBE AT VIRYE &
LTH»LEBINTEZ 209 58 10%1
2 OFERZ D e R CMV BEHERE L LT
AFh, BY D 90% I T AERICIZEERTH 57,

FEBLAT CMV difk 2 A L T 58130 kg
KR 1%AHETH LD L, WREOERTIX
33% & B HE THIBRIIEARAET 57, FkH*E
TIZPER CMV HURLRAT AT 90% 2 BE & FRoK 12
HAREL, LA EDANF/NEIN &S % 21T
TWVLIRENF Tz, & 2ADEOE, R
AEAF # D CMV FULAERA AT 70% B 124 L T
WHBZEFHELNIIE-TBY, LR CMV B
B RO MAEMEESHINT 2 2 LB EShTw
57,

2) 2 W

3EM LA O AR>S 7 4 v A 5355 B[R] 5E
TENIHECBIT & 20 5. BT IR0 3 A4 2 1l o
CMV IgM #ifkZ ZWICHV 2 L b HB25, B
HOHELHVEEZHOBONLZNWI LD
5. 7ANVAEZRET 57290 Antigene-
mia (&7 A v ZAPUR B2 K A % A%
MERHIATE & 2 2 E = TRETH 5. Iili Tl
PCREICE D 74 VA DNA 28§52 &1
LV BT HEPEAATONE L )R- T
BY, ER»rLOBMELEDETEHSING S
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EHE. 72720 CMV IgM HifkfllE & Antige-

nemia I LATHI PR EIS X A b,
PER, FAERHERTLHESHIVEBETH-

e, FEWMRBEEOREE &I retro-

spective {2 CMV OMb ) BB LEPITEL LD
RhoT&7 ThbbLbIFERERERHBEED
A7) =2y IRV T RAY)—-H—F, ®
ZVIIREER S5 4 VA DNA 2R LKBIR
B CMV B S > B2 RS 2 KT
ZLOREPIREN L EhD L5 1Cho HAER
Ao ==y VHOARy MY TN E B
TeRAROHE TIIEREEER O 10%, BRED
R/ R IR @ 35% SRR CMV R
Bhofcb L, MNEBEOERLFRO—DE L
THREIFTHEY. RAETIE Ogawa HVH%67
LOBEREO/NEOREET B L UBEF®RE
EiTo7%R 5% D CMV BREIZ L 2L D, 24%
P GC/B2 BIZFERIZEADOTHH I L2 @iy
LARGEE D/NEMERoBELFHRE LT
MBI TWS. BPETIE [~Z0H] 2i&
RIFEL TR AHEMILALTHY, SHEEE
DFEHRFEDI2DOHB L LTHHIh L &S
s hs.

3) EREREEIK

FHR, LRH, H2VIIRERAOESE,
EAEPABRBEBREPBE TRETIHENS
Ve, BEEAEEIC R L DRERHORETH S,
HIRH CMV OIS, FEg. BiEtELick
D, BREZEHLTHRRBICRESE. LA 2E
REEZY. ERE UL, BHERE #H,
MmBE, FFRRRE, NBEFE, BEP(RSERRE) AIKAL,
FFERERE, M/MRRY, B8, RéEE %, DIC
LEEHTHE. EROBEIZGEELOBET
T4 THHH, —BNICRUREOBEEEL
EREFETH I LD BV, T HAERICIE EITE
RO—BHHVIZTEERTHEL, HICHEERE
MRERE L EORBEEXRETHIHETH D,
RHRRLVEETDH .

CMV BRE I ) BEORFE L LT CMV O

10

150

WHEHEEIZ L 2XBEOR LD HEERE
T3 FEIZ non-sensory BT b bmESL
Y# TARRNBOLERR LI 2 RO®R
HERDHLILPHEIN TV,
SEIEREII, TR, ERMICHETA
BEVDHVEBPULETHS.

Flo—ME mEELLICHY, BEORED
BENOCEETTHLTHS.
EREDIERYE CMV BREHED 5 B4 50% D
BECEBELELLEEN, 2055 2/3 LT
THEHRESATWEY. —7, EBEHEH
CMV BREETIE 7T~25% DEFTHENR LN
LEXNTVS. ERECMV BRI L 2 HEEE
FEOIEL50% ML MESINTEB) SER
EEREHFORRLLD-DEENLETH 2
AN 11~18% TidBRM, 23~62% T
CRETHOHAERBER /) -2 7T
pass TARELH A LA EFIIBVTOZE
FEETHLYY. BEVEEETLYIRERE,
HITHEZET2ENBETFIREShTEY, £
NoOBELY BHT/-00 1 EHms, 3RER
ZOLEREEERTRZL LV, BEOFHKIT
23~62% THEITHETH 5 A%, 23~47% TlIHEDS
AbNbEENTVS. [wasaki HVICkBHAE
NEFERYE CMV BRI X 2 BBEORI T 55
3 FICEEME, 5Bk 2 BICHEITHE 5B 2 A
THELRDO TV,

4) & W

— RN CMV BAHEA v =Z7a7Y) v, §i
TANZIEBOH 70, KAALLRy b
Awvwbohs, ERECMV BRIGEDEIERIZAH ~
Y/OENEFAL, WRPHEEERROER
PLHEETHILOMREEBRES ATV, %
BBEWVEREOFREG CEHESIZEEFMICES R
THBYBEFIIN T HEROMEL, 77 F Y OR
ROPEIN TS,
—HEBEAEE L2256 3 6iER. ATRNED
WIS 5, BHRICEL TIPRAREEERL X
BAREREE ) BEEIDRIIBRESADL L
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Right Ear Audiogram
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FHEEINE. EBRICCMV R L 2 8BS
16 IO NTHH RO SFHREH T ME L -HhET
o JF RIS & 2 HEEE 131 B & L, BiA
(19%), F%H1(31%), ARBEI(G0%) & 5 i
s 2 Anhs 2 AHMEINLTY
%' F 72 CMV &3 X 28R E 13 Bl A
THE R LR TOEH R I 7 I HEEEL
ANV ENL ATHEIERKO—2 L LT
EZHREPZEREIA TV,

e e W

[RIEE] HEOREKEEZR L. 3mOKIIES

E M4k 2H, K2 Bz L.

[IRAEAE] 4RAR, HPECHRICEER L. AR (FERERRE] %
A7) — = v ZIE KT, AR S5 7 HEE [OAE] il UEA .
RO TIEEICEEL MR, BEFICbRELREN (R FRREERE] Siho A 3 Y (4.
v, 49 PHELORELFTIHH LT R 2FE, BFIEE R, KEVWETOR).
WEBRREE LR o L ICHBARA &S [ASSR(M 2-a: 4 97 H)] £ 60dB, i
=3 100 dB.

(BEFERE] 45ic% L. [M&EARE] CMV IgM BTt CMV IgG Btk (BE
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BY b L IIEREY).

HEAEER IZ T 2eve,

LY, #TEoREHBELZ22, GR6 &
rHAELEMBESEACRAB LA YRGS
HoLIlbPHb oY, BEMD I HICHFIIYT
SDRIEHEL Zofz78, BB ASSR % #ifT L
7o, MEBOBRERITELV.

[ASSR(B2-b:4 & 11 »A)] %4 110dB
PLE G EAEE).

HRHIETTAREHELSH SN, EHE
LTARECMV B2 BVREBE 250
CMV i 2 1T - 72K R. CMV DNA M2 s h
72( 2-¢).

2. RE71NVABIEE

1) & %

BIE DFATIE 2~3 FRMTA LMD P&
TIFIDERIZL > TREIRERIV L%
D, WITOBEL L LR )2205H5. BEIE
I RADRBETH S % RKYEEE i B3 (Congeni-
tal Rubella Syndrome ; CRS) T®H A 4%, H&iTLI3IE
Blb A hoTETHEYEOPETIIESE 0~1
HOREERALDATHS. Rl BHAPLOD
BT EVHIMT 5 12 CHRICEA S 2P b EL
Raha X)o7,

2) 8 W

TANADGEPERTH LN, 74 VAGH
DT A NABEFORBPRED B, HHE
MiTTZ%. CRSEBRMHIIMESRN62AR
B BEEILY AV ARETFIRIBTED L S h,
BIkE LC HARFEMIC L b shzkig,
REFFBENE, MBIV, KMl RESAVSH
5. BERLEZEHTHh S, 2L EEY
DORTMFRAEM T4 A LDO LR, HHViIZE
—METH IgM PiAOBRHICE Va5,

3) BKAER

HJE (rubella) (X, T3, RE, v/ HilEk2
BBETHEIANAKRBTH LD, FHREFLE
BTHD. 5~30% ICHmREE, TLBTA
121 ARG Tl/MORA R, SRS

EDOEMEE AL SOFERIZET A FHD
RETH5. BHBITH S BRAOMBIZIEHERT 1
DIEROBMERIL Y, BRICBEREAB LU
e RIEREELTCRSTH D, BEOETAHL
o, HMEEEE ANELREOSELERE
9. BESHENETHIBEEIEL, F-UF
T ANERENRTHL I LIEME D,
RS HETIIMF B & UREBOBESRE X
NBEEORREEZLNTWS, HFEMBON
g EEOIGEL ANV FROBESRESNLT
‘4‘66)_

4) &%/ B
HROERITR L, HERENEL 5. BE
B 7 F IHFERESRIEL EDbRTWA. 1994
EOFHEBEGEICEVCSRBOFHEE E
ASNBZOREDVBWD LA, DA, HBTH
DER (2008 4E T 22 i) DMABRERPE L &
PEEBEATEY, BENLERBEY 7+ B
kHoHohTwa?,

iE B:3%8MA. KE

1Y F3AYT7TAOWBOL &, 2004 410 A 22
HibA.

BEBLIZEER 1~2 A WL 2SI B A

36wbd, 1616 g, Apgar8/9.

fE RO MEERE T 020, BRFEWRIC
TIHE.

BIRE B A (PDA), TRIEREQNRE, mh
ERERERETHIE(ABR E/G) 2 5872,

%2 HEOEZ IgM 15.0 & Bfd. CMV,
Herpes, M’V 75 A<idbetk H AU —EH.

Vb &by, BRERBIERRN L ZH.

2005 4 2 AICTH B BT AT (0 3-a).

6 H iefT L2285 7 4 v AR (RT-PCR) T
B tERr Rz R L7z (B 3-b).

2005 4 6 AIZZ &b REE RRRE 2 ZB L,
COR T BUSHERD bz 7278 (K 3-c),
7R &Y AR % Rk,

Lo LAESEERZRNE0, 1 TLALE
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= 3.

a : [Nk
b : PCRiEIZL D74 VA DNA O
lig~—75—,
¢ : COR
HTET. BELREHFIZL V.

3. BRE7A I ABERIE

ERE IR IR, BREMOD D A (RiEHT
ha Rz N)DBRFEZZT 5 & 90% DL EATK
g b, FERTIXLIRICE=22D 0, £FEH
DU T THhAH., EAENIBIT 5 BTOFRH#:A
FTIE, AETR 12~90 20 R A AR & LT
WAHH, WIET 7 F UL, RBICRELY
GOESEE, BRENOMI»6EZ, HMERHC
ELBRLZRERLIC, PR L AR 12~
B2AICEETAZENEF LY. T2 F VI
£ B REEIFRIZ BB LEHESNTEY, B
MERH S TH B,

MRIZINT & B RS IR RED 0.1% DT L S
NTHYH, HERPETIBO TR AREBEL 2o
728, RIET 7)) A % EORFE EE TN
KEEOEELRFERO—D2 L S Tw5. HEE
i, SEREERESZwEINATYS

1. LT RA7A IV ABRIE

1) & %

TATHE T2 B725 13 2~3 AM O
R AR THAE L, Fr 3 %\ 0 5 o) Wi
DIERAREMET D274V AKGIETDH Y 3~4
R THmITARONS, WREMIIIE, i
THONREZF VB IIRARED D 5.
30~40% A A B KRG L 2 b 1989 D
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W

D’

125 250 500 1000 2000 4000 8000

213BFOH TN, 3kt ay bo—n, 43S Po—

MMR 7 7 F > ®E A L ) —ER iz dh -
72A81993 FD MMR 7 7 F > pi iz & ) 5727
OHEhME 3 %°

2) 2 W

WA 5 D7 A IV AD57 BEASEHEN 2 i T &
%03, H‘E—'i’i'f“c;tr? ANV ABETOREDITRETH
L. EEMIEZE TS, 2] & mE
®A7MHM%MCﬁm;Lﬂ,%éwu¢~m
HTH IgMRoBIBICE D ZHR SN 5.

3) ERERIEIX

BPHiE & L CHERMEBIFL 2L, ALK, HEEAH
5NTW5. ﬁﬁumomk‘lﬂﬁﬁﬁ%ﬂ

Hrah, Ok @ mERTHE OdEL
W, ﬁf—ﬁﬂﬁ&ﬁfﬁk s, HEED VAL

EVHEL VW OBEELEIHETH S, FEHRENT
24,000 ADZERMHBEBRF D 5~T%1T L v TR
IgM PLEBETH 5 & 2™, 4EM 1000 AF#
FED L ¥ 7 ARG ISR & B 2858 W A5 RE T
B EHER ST VD, MR TRTE R
L O o E MmN EAMbN, ILFHD
MEd, MESLOER 714 ARNVEOMKER &
AR ARG ShEOHREEEZ ShTwb®,
JE A 20 o o e JE S o R W PR AR AR F 22 BT (1987
FEYRD DL v 7T AMEZWILEIZE 1 0N T
Hb.
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& 1. A Y 7 ABEEDH A (1987 G

. HERF

(1) BT B TIRERL CERRMICAI S A b2 T AER T, BAREIR 4 BATL Y HIRE 18 HLIAIC
RIE LB ERSHEOERN (Z0BE, 47 LHMBEPMREIIUETIRARLY). (2) ERRAICIE
LY TAPHASHTIAVERT, RUSEBEHRREBRD S 2~3 BRARICHITHELS TR

NAEDPBEEDOERZR L IER.

2. EWERp

3. BEH
BRERENIC L T ALK BHEREE X SR

1 MIIRBVTIR, FLHOERMDSODEZD.
F2: icBVLWTERELIR, ESIC, B—FY rEBVTHEL TAELUEREEEDZND.
3 BEOBREIMNTLEBETAVEANSHS.

SMBEHBRES 3 DAURICL VA IgM FUEDRE S HER)

A RIE - RAICLAY T ARBD S ILEGIRE
A2 EERAIICH T BAREEDD D /EH]

~ 20 125 250 500 1,000 2,000 4,000 8,000 Hz
- 10 £ ;
0 £ O—F
10 VY ﬂa/‘
I
& &
30
40
50 3
60 3
70— Frt
80
90 -
100 . ¥
X
110 , ar T
120
dB
X 4.

E OH:8lArH BRE

REE] fHiR, IR R L. HiER
B 7)) —= > ZI3RMAT. 2005 4 12 A &I
FATVEE FRRAICREAR. 2006 4 2 H, BFBiAHETE
ICATEZS. HDIVOAERRV.

[BEERE] #HFiciL.

[RIEE] HEORBEER L.

(FERIERAE] £

[0AE] ZAEREARHE.

(VA 28 M s 2 R 7 PE W B R A BT 72 9E)

PLEX Y & v 7 ABEE (EEER) LB IR
7z,

5. KEHFRBE VA IWNA(VZV) BRE

1) & %

b MR LRSS E AR 2 T SR 23R
A A NARDO DNA 7 A VATHS. o~
RATA WAL FEBRICHIEREORK, HMEAERIC
IR 5. Bre RERTRERIVET TS L
PRI ISR LTz 4 OV ZAASEEMEAL LAk
REEFIERIT.

2) 2 B

ZWZEE LCTERE MEFHZR T DN
. A & EE o X7 IE T 1gG ko F
B LAERHRT A2, [gMUkERHT LI L
XY BEA RIS, EFEPCREICEE YA
VA DNA O b B O—2 L LTHWLHNRT
Wh,

3) ERERAEIR

BRI A AR IR AR AT LRI L TV f VA
AFHEHAL T 5 L BN RS, B AR
DO, B DTV NEREEEED

[MSZEHRE(M4Y)] £6.3dB, /£ 105dB Ramsay-Hunt fEBERHZ51 &2 23, WEEHE
(U453 TIIHmMEE, WAE MREEOmERZ &

[fM&E®E] 2> 7R IgM B o> 7% ~OHNEEHE, EHBEOLEN 2 EHHE S N
1gG Fatk. PHFVOEREEZEZLNTVSY.
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125 250 500 1,000 2,000 4,000 8,000H,

-20
- 10

10
20
30
40
50 FanY
60 A
70
80 —H— \ P
90 .

100
110

120
dB

m
h

= 5.

4) B W

BRERTANVAELLTT Y7270
(ACV) LEIBREATT A KoL HRAH
WHNAAY, BEEAZEREICH LB EE T
W EERIGE DL 0.

iE f: 8k ik

[IRZEE] 200345H24HEWAEHESHY.
30 HICHAORNR, M) KB xR0 0
LR H BIRERH CTREE X2, 6 HORICK
PHIATARRRRE SR L 220t o/, ©F
VOBV

(BEERE] BRI

(BERR] HA SNHEOERS XS

(MiZERHRE (5] £ 37.5dB, £61.3
dB(M453i%).

(MEEE] VZV IgM 10 f5 K i IgG 640
f.

(R B] IgCBlELSHERNY — > LAl
WAKROE, YESy 7R, AF04 FOHEE
WEAT o 72, BRI L BB 6 5 H 08
HICEE LAEDORERZD SN h o7z
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WREZ T2 EH TH o 2 ATHE—IER

RWEA", WMAIER", SAHRE" #6A 2° \H

al, AREE), FHER-

VL HE K FERF R R 7R B R - B R
MEMARERERRE 2 R FER H S0EH

BE  BEREIBEIEHTH o 1AL L PSR ATNRET BEEFCH
2Ibhib 6, BRE REESTHTHY, AHETHIEREREC L 28kM
BEOWRMELEETEY, BHLBMICERL . $BEETSHCL) 6/B2 BIEF
REL 2 BENBBEOHTIM L 2 ) \TAERD AT L 61T L 7= AHix G/B2 &
BFICLDHEE L TRIBRRICERT LARRBBIThH - 7208, ATREOEAMREIZ+5
Th), WA TH 77 L ERBECHMTONH b TS 257,

BETENIRENLFED S, EFEORELRALVEPEICL 5 +0LERE #H
PLETHL, SRTILRETFDREIHILL 2 ) BEFICET2E52T-TH ) A
LREORITAIITA 2. BERZFIWIBESEOBNEE LCHEICHALELLN

LOTEHRDESLHERNET I D,

—%—7—F—
ﬁ%ﬁﬁ%.ﬁﬁ?%ﬁi.kIﬁE.szﬁﬁ?

U BIC

HEEHBETHERBER 7 ) —= v FhER
LEBEORMRERIEATY S, BICHERSPL
HREBVWTRERBBBOEEOE S LEH
FRRECHERANHZ L LV BEEEETFINOR
KIIFVEEZ O TWE, YR TIF2006FE L Y2
MAZ LB BML & OFHEICL , BEEET
PHEERL T2, REDBIIZFERPLILYRE
KBWTREBOBREZN, BRACBVWTREED
FHROFRRFRANDREDOTEBIZOVTOH Y
YRV ITHBELRBRE RoTWwA,

SEbhDRIBBAICBNT, BERETIHS
W—ORME U THREDHICEY, 2OROEESL
HEBILEREICAFRHTH - -ERNEZRRL-0TH
H¥ 5,
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5 &

BRTIEZTFEREIBEECTF2E802TO
BETF¥HREOROL o TW5, BE#ETFD
WEToRNE LT, FTHDIZEAZZEMD
COEEE R, BRRBEEShL €A77 LY
ALTHREORLYBIOVTRISNG., BEd Y
LHET SN GERIRERN AT YY) V7L LTEH
ERELERBEEMEORT TEAALOERLTT
v, REORENFBONLEEICOARELERT
b, RERRIIFE, EETIREXBOELYH
HeZT, Br7 7L R THREO LT, BER
BLEBROFHEHBL, REWEFA LT IRE
BOAI LX)V TRT) REILBLT, BRER
DH )y ZIEERTLhS,

BEOFEIR, #HEBRHF L Y EKNHM 15ml 2RI
L. DNA 2B L 72=#%. S X2 H 8B 5 ¢
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BE#Hz RE¥ Hz

_gp 125 250 500 1000 2000 4000 8000 g9 125 250 500 1000 2000 4000 8000
-10 -10 '

0 0

10 10

20 20

30 30
%w %w
v v

{50 . 50
6 ClJ €13 » 60 C €3
dB70 ¥ CD o [ W ot L T T 8 dBm v €D ol e T ol o 4

80 : b i 20 N ran

90 . 9

100 100 R

12 AR T -

FRRITHE 7 A B A TOREMT I HRE,
(fhke & b BHHEHD)

Ed1

UM BML L £FTA v R—F—T vt fEX BV
—RAZV—= v rREE LTHEABBEREIC
BOWTHEDH D 10REFATERENRBIETFER
ELTHNET272 —RAZ Y-V TRET
DPHIPHEL ZVWHE (AT oBEEHTRIESI:
B X, YALIZ Vo =2V AERRHWT, &
¥V BB EIT 72,

BBREORMEFHBILRE TR OME DR

CTRESh, HFREBRHODMREIIEZ—BTRO
ARBE N5, REUM, fH DNA, EETF#HFTT
— P REMREREZTFERBAORERTL 5 —
TSI L, ZOBIC, FIUMIZHE &
DNARHMOBIZIZENENEALZTH). TOTE
BALICL Y IREERES, FEFCIBAAOKEN
HELZVESIIZTIAN Y —RBIZIZREShTw
5,

BRI T2EICET 5 BF7EI1220064E 5 BIcH K
FE¥HEMGHEBSOEEE R, TONEE
HFLTiTbhiz, 72, BERECZERLZLVIC
BEgHICBVWTEAAEREEBRSETORR, &8
RRRTAHAILIHFMITAEEZHE .

SE PR

B 4018, BH K8

BREE: YA R YV MEELZAET S HEEAEAN
DEBINE D olzlzd, REL T, FR2E
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B2 WBRICBTEEMTEIRE

BEYWERBEHOZFRRTLEEL TV E.
FRITERL VEROBEAETZRAEL, EERS
R 2 X L. MBRERROBINICTRERT
HLEHICHERERARG. FRIVE7 HAEL YW
HEHOBLZEEL, Lt &% 5 EEE SEE
FE%H. AEIARBE HRLERICERRNL
25,

BEAESE : BRBRE (FR2ELYERAK). ¥
VEVEDR O - FREENR (PBK 6 4F & U 16 B%E) .
FIREE . Tk, AR ) RE B L EEHRIC
TEFSNS,

BRE . REHA L L TEEEO TR T,
FREI74E & ) B,

& a8

FR194E 9 A dbiEE K FE R X E SRR 12,
B TH = b FRI74 7 A OERRFE R
HER (H1) 2BEZhLUEORBIIOVTITF
A, FRITEDBR I 2= — 2 a yREL
LCERNEARE Y, Z0H2ERE LTHHE
SHRL, BWE 2oz, YRPBRHROEFENE
KRR E LT, BEFRIWME bICRERL, &
BEMEEIREOERER 2127 T, EEMIRE
(57-S 3BK) TRMME bICHHIEI0N T O
Be 741275 L3WME HIZAR, Distortion
Products Oto Acoustic Emission (OAE A2 ') —
— ER-33, RION) Ti3Fifl refer D& H. Auditory
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FHEBOFHL ~ P U EHE,
HePIEBER IR LD D,

=3

Brainstem Response (ABR ; click %l #, SYNAX
1200, NEC) Tidmfl & 12 105dBnHL 2TV i
ZHERTESLDLODIABnHLIZ TV ST
DRICHH IR, FBEBFZOMEEG CTIZBWTEHYE
MEETRZBO o7z, BE - BaEIHICHE
2, FRITEETIIRETOEFEOER, 7L ¢
OHRBEHDEETH o720 L b X b 00 755 o 35 e I
LW, HEROEMAMRILEDLVWILBLIUE
R ROKLET, KBEHMSW2ETHLI LD

LATHEEDAAFMOBECH Y & HWF LA Z
BIhol,

ATLHEERICEB L5 28BB B30
D, FhzETHIANHHZERETHLI LI
WA R IE&EZ R e h. /4, BEOER
SN HHEESHRONTEDTFEIAATH 5
T ELBET, RIRMEREIC L 2R BEO TR
UEREBIIEETHILENTEY, ZOBRBTAL
NEEDAAMOREIIF O Lh o7z,

HEEZ W B L OCBEN FERUEDOTREEEO—D L L
THEERZTZMICOVWTIRELLEZ A, AAD
BOAEYD VREZITo 20 FRIMEI0OH 124k
BEFZEBCTRENEREI Y V) V7 EE
. FEOT, MELEML7, FR20EL A ISR
ERERVHHL, FKACKRZREZIY YY) V7
EEBITRAL 72,

LRAZ) == TREE L TiITbh/ A v R—
¥—7 vt A HEIZE ) G/B2 BT V371 ~F O
BERVREIN, BHHEED/ DT LAY
AVZ Mo =2 TV RBFEICEY) VITI AT OBESE
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HTANL » RO ANTHEER T OESRMRE.

RIZMZ, G/B2 BZT TSM AT OHEAERENR
HEhi, RREESH L LT G/B2 #nf3 v
T RATFTOBEERICE HEEEEE WL
72o MRIIMRERIY V) VT ELTERAIEZ
LN NEE LT Bt EHEETHL Z &,
—#IZ G/B2 BIZ T2 X 2 BEHEEORES, & &
DR RIEO T, BHERD W26 b#ET
TAEGLHHI LY, MREFICBWTIIHERE
LTAIHNEOEGH L RTHREISERH L 2 L,
BAZBIT S G/B2 BIZFIZ & 5 BIZTEEEEE N5
AANTHEOHEIZL 2V DD S EMESHICSEE
L72BADOBERIATHNEOMRSMfFcCE& LI L
HBEL, BRREEELRDEICHET S5 2R
FRON, YR HROBREIOZZICEITHE
EMEENRAE, BEERRCREICBNWTLIZ
FLYEHOYHFIIZD LN, BEMIZOENK
EErRDBNI LI, A ) LV IBRICERE
IO ATHEBRDARROFLDH - 72,
FR204E 2 A AT E & ARM % AT L7zo
Bz L 7HBD CI24R (CS) ZHWz, #
flix, FERECBVWTHLOY»RELAEYEDT, &
RSN T 2 MR EACRETREORRL K
WEEZ, BUREDOKBEHEA L D EV EHEE S
NBEMICHRE L7, BERIZETHFNICHEATE
72 (H3)e FMBLUMEZEDEBIIRITH-
720 FHEN 3SHEBORETYRHIBWTEFANLY
BIow, RIBIIREFTH-7 H4IZEANEL



ERERET2HEATAE

r AR EO AN THHEERTIZBT 5 EEMMERAE
DERERT. BRATORREDHTH 2 FR21
£1AOBRBETATHAEERDRIBFICBELNT
BY, HRCREAETH o 2B TONRT LY
DB EEE o /0

% =

BEREZTIWOMNEL LTERLZZH, FHTF
#l, BFREOBRLZEFHIToh, EHARPKRELY
fIZHEH ZBRY L2 EGr o —RICHAER, Y
RIHT28BZHOBMICTLDhZZ LA
W, 7, BEBEENEONIWEL ZH L H
DERBEIIH LTS BROKKETEIZE L TIE L Wi
WKEODWTHCRETE 5 L) IR %1735
BbdbH. BERADOEE, SIS OBEOR
ABLUVHZHR, SHLIIRKELZEIZIDBLE
DHWMEBHTFERETFEITHZEMEEE LD,
BHEOREICH L CERE, BEORLIBEL
THIEDNTE S, SHbhbhdiB8 L IEMIR
BACOEDLLTERLDBELTAREFR, &
BAREISE L, BIEZOREERFHERET
AL THE—DFEL Eo2ETINREME VWL
5o

AFNZBNTEHIHBRTSHRECERLAL
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Effective case of genetic testing in a bilat-
eral deafness patient

Norihito Takeichi”, Masaaki Kashiwamura”,
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Fukuda®, Mika Suzuki?, Shinichi Usami”

YDepartment of Otorhinolaryngology and Head-
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We report the case of a patient with bilateral
deafness in whom genetic testing was found to be
very useful for making treatment decisions.
Otologic testing clearly revealed that the patient suf-
fered from severe bilateral sensorineural hearing
loss. However, the past and family history of hear-

ing loss were unclear, making it difficult to make
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appropriate treatment decisions. Genetic testing re-
vealed a gene mutation in GJB2, suggesting heredi-
tary hearing loss. This diagnosis ﬁnallyAconvinced
the patient to undergo cochlear implantation. After
the cochlear implant surgery, the hearing ability of
the patient recovered well and the patient was satis-
fied with its efficacy in improving daily life. Al
though there still remain methodological and ethical
problems, genetic testing may prove to be one of
the important methods for the differential diagnosis

of hearing loss.
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