14

i,
(2) 2R F L (Cx)26 BIET !

A L (Cx)26BIET DB AV e (o iR %14
fZEEREEA T L 2 HERRCR RS TEL
SRR  EH T 5, SRINKESS L
R E I LCx26DE R A7 ) — = T L1
B, EE LT%‘I"I'J‘EK‘;-IF’EQ% EBRBIINL 2D
o o B RNSHE E N, o TOQOHHETF D4
BAHANANOBMIZSEHEELTWL I EhH] 5
Ikl otn, FREESLEIIARAIELE CHY
RSN EN T EREECR TR SR T AR L
Mo THY, ORAOEFEEDORZTHINCL &
Ty N—2ZNHEESH S L o7, 5
DRHFEWN R AT -2 THEOETOHIZDNA
A 7OT LA BAPEELD L DCx26EILF DEER
W sl Az L7,

(3) I Pary P TRET-OER (1555A->0 4
M)

@Iy P TEETERDREEHS I
T A DTN 24T - R, ZoEET
BRI ADOFHIBET L 0T A BB E
BCelEMBELE RSB » /-l EAHs e

a7z (Abeetal, 1998}, fE-T, ZOERIIHL
HHIZIRRE L Tw 2O Tldh { SRR WSS 0
LEFEHAT N A AR, TORENR D
ET O/ REAIUEME L D ESICEIES R T
ZEMHERTWE, o TIOEGTERYE-D
BFIELTET 3 /BB MREDE s B FAZ L

EDHLRBIETHPTETHDL I LA s, Kk
MU L2 LTI I #a T 2 4rv, FhiF
DPEM AR L T b, IR TIE MASA LS
WLAREA ) —= v iy 562 L Hihk
7= (Usami, et a., 1999), F/8ERELT /262
AIZOI555A>0 UERIIMEEZOHI%, T3
JEAEEIZ L ZHIEEOH30% 12 ERFRVE SR
7= (Usami et al, 2000} ,

(4) KCNQ4 EIET :

B A AEEETERE L A NEARRIIONT
tET LA R, ARAR R TH SO TKONQ 4 #ILF
TERPRH IR,

(5) COCH jEfz=F

HHREHRENETEER R L2 HRARRIZOWT
g L7od 8, BAR AR R THSO T COCH @ {n-1%
BRI ESRE,

(6) TECTA #{xT-:
R R EEEERE L L HEANFERIIONT

AT LR, HEARR THH TTECTAEIL T
BATR W E R,

(7) BEZETRERRLD CRBR) & olbiks
[7]— m{z THRLDERERN L L EHHERNT
Wb o AT OB T PDS & T AR B e
mﬁﬁﬁﬁ%mﬁ&%ﬂhv%_&#%bﬁa
ihitWH%ﬁ%ﬁﬁﬁﬁK&ﬂEﬁﬁ?@&%l
BinT 4 DOFEETPES LWL LS
Motz WHHEEODTCHHEAELEI LD
LTI PDS EE A5, F o H NS, Bl
5 bois ﬁqumA;ﬁﬁfﬁ** EIER
LI EFW L IR0,

(8) MR Ay ) — 2> FHA DL

B LV RN E [WAVE] % H V72 PDS iifs
TRBBTEFEY L, LT/ 0d—T
HELEDNAF v T F T BRI O LG A ET T
ERROBNBREDIMHN T~ 72 lET 22 b
Hi,

(£ ]

(1) Mo RHNBETOME

PDS iE{nT, 23 ¥ (CxR26EET-, 2 by

U TAEIET- OZRSR (1555A->G ER) AWEEE T
Rmais I LA an, PDS BIETIIHIEE
TR ) fE L e ME R ¢ R & i, Pendred #E
RS KB R & O - 7 I i B v S e |
e TR i R S N W A r e i
FF L (Cx26 BT EFR I L TIEHFIC 235delC
2@ﬁﬁﬁ§?ﬁwléﬂ7’bﬁﬁbﬂk‘otc
FORAREEFRIIES LT h #Fieh#fnd e
LT KCNQ4 Jafr-f COCH #{zF. TECTA B{nT-
DS il o T,

(2) PDS aﬁ{m» :

AR F COMIEIZ L D Pendred fEBEEF O I K&
{ET(PDS)2SFIBFIC [HRERE I AP 1E» 2ok ik
HH#ME | OBFHETLHLZENH S nEL o7
{Usami et al.,1999) , [ TR AR JE K & 11 - 7 SEaR et
#HERE | i LT FARNGAE % {2 ~ 7~ Pendred 5 i B & Ll
IRKIWERR o Twa 2 X, A—O8EET (PDS)
PEHUBORL 5 2 o0 BEOHENBIETFChH L0l
FEEARIE Sz, FIR N EEEERE S T &
25 Pendred FEMERED 89% (2 70 [HIEREIL K%
o 22 ENE | AEBI D 58% (2 PDS BIET- O BA] %
SR, SHOHOERIZI DV GEETH TR
(B BY) OFIET % 4TV Pendred 4EM#E & LB L f*rﬁf
WL IERIAT & FRRE L oM 2 ARRS IS



N INT GEEH.BER) OS5 »EL LR
725
(3) Cx26 8151 :

AR £ TOAFFIC & 9 HiRE & ofE CHE R0
HH 2 EDH T LC26E (LT OB FELH A NOHE
HESCEYS L TwWA I ENHLPER -7 (Abe et
al ;2000) . Bk 5 I L IZHAR A TIIECE AL S W
35delG IR ZERGE R E AT, b
235delC L IR L EEV R HHENZ LI EHTHES
D427 o 72 {(Abe et al.,2000) o ABIZEIZ L B HEAD
WS OB THITC L ET Ty N—2ADEE
ARG Il o, A DOBHTIEF AL
BRI > & DHBEFGRINESN 2 5409 b )
A3 CR6EETERNMRBA SN, (Lo ThRER
WEREF 0T A0 EFRAICARIEN TR
B hWEEFO—2THDL EEhN S, BT
BT T IOCRGEET-AZ -2y FERELT
WAL DD . SEAKITER R BARA Y
J—zv e LT EhaEBbhd, OB
FEREEFFOHEMBILOBENRIIE N2 3 oA
HAHIEDRE SN TWAD, —HaidhEEH
LEEHIA S, BA RS EOBEETADIGH %
EZDNATA 20T L% B/ Cx26 80T AR
A7) =y SRS S,

(4) 3 b B TIEZT 155545

WHEETTORMEILLY I bar FYTHEETO
LE (1555A>G TR ANEHIEIC RN s hiohs,
IOLERNSHLET IR TAEREC L DES
R KT I EAMeN Ty b, LA LR %
SEMARES L7 2 AR T 3 BRI AT
., Wi ARSI O T T A ok U AohE
Bbdn, fHedshKEic kb EE)TIXEZ SN
MDA B S EHHMIIA 57 (Usami et
al,,1997.1998) ., T4 b ZOBET-LEANE DS,
FHEERE LT AIRESES R S i, $02
OBIEFLEROMNEIEIL T 3 2 fEF I L 28R
BEIIBLLELINHE YR ELOERNTRITL
FEEHL. TR L AMBEON L 3I0E
i s, HAEANOSREERE DT WLIER O~
DThHHIEFELhE i of, LA THED
BELZNADED L Y OMETIOEESR W
EhAWMHEEFAFGVERDREL, KFETIIZOL
EOMDIIELUTT LYW AAY ) — = kR
BELELLIL, TOERLIEOEE ML TIET
IREERIADHICEETA L [ - K
B LFBA. EFIE D (Usami etal..1999) .

(5) BIEFR LSRR (RRB) Lo LER
PDS BT X 5 ] =i - A gR i i B
BENE & e I O W 2 AN 9 B 2 & A A
Il ole $RNERBTIERL LT T 25 L
THEN FORET-OIFED 72O RN (WH
) OBy mE T A Z LA EE LS
i,

(6) MELR A 7)) —= » IO

B L R [WAVES & MG
B TE, LI OB RNRT R
PRCATIHTa 2 Z 8L Mo, FoHLw
FU OV —THDLDNAT v 7% Bl oo itz
IBED U AHUE O % BT IS IEDNAF v 75
WA EREN AT LA LN E Lo,

[# &l

BT LD BRI S TR E LT L
Turd, FNRITETET A HEDE A2 o)
POEfE MG L T b 2 Eilodh b hn/, &
o GRBOEL-FOEFIET TS ERIC kTS
B, SHBROBISOZM, W, FHCRE CFST
HEIEHHFEING,

(&% 30k ]

Akita J, Abe 8, Shinkawa H, Kimberling W], Usami S.
Clinical and genetic features of non-syndromic awtoso-
mal dominant senserineural hearing loss : KCNQ4 is a
responsible gene in Japanese, J Hum Genet 2001:46:355-
361,

Iwasaki §, Usami S, Abe S, Isoda H, Watanabe T, Hoshino
T. Long-term audiological feature in Pendred syndrome
caused by PDS mutation. Arch Otolurvngol Head Neck
Surg 2001;127(6):705-8.

Masuda M, Usami 8, Yamazaki K, Takumi Y, Shinkawa
H, Kurashima K, Kunihiro T, Kanzaki J. Connexin 26
distribution in gap junctions between melanocytes in the
human vestibular dark cell area. Anar Rec
2001:262(2):137-46.

Takumi Y, Matsubara A, Tsuchida §. Ottersen OP,
Shinkawa H. Usam: S. Various glutathione S-transferase
isoforms in the rat cochlea. Neuwroreport
2001:12(7):1513-6.

Tono T, Kiyomizu K, Matsuda K, Komune S, Usami S,
Abe S, Shinkawa H. Difterent Clinical Characteristics
of Aminoglycoside-Induced Profound Deafness with and
without the 1555A->G Mitochondrnial Mutation. ORL



16

2001:63:25-30.

Namba A, Abe S, Shinkawa H, Kimberling WJ, Usami SL.
Geneltic features of hearing loss associated with ear
anomalies: PDS and EY AT mutation analysis. J Hum
Gener 2001:46(9):518-21.

Abe 8, Kelley PM, Kimberling W], Usami 5i S. Connexin
26 gene (GJB2) mutation modulates the severity of hear-
ing loss associated with the 1555A-->G mitochondrial
mutation. Am J Med Genet 2001;103(4): 334-338.

Fukuda S, Kuroda T, Chida E, Shimizu R, Usami 8, Koda

E, Abe S, Namba A, Kitamura K, Inuyama Y. A family
affected by branchio-oto syndrome with EYAI muta-
tions. Auris Nasus Larynx 2001;28{Suppl):S7-11.

[FFEx]

FENG L,

[{FEIgRAA)
% Lo



BRI B L ER BT R OMET

prat B O O X GRErERARL BN

SEI il e

[(FREE]
BUATIY & # 2 5T @O 0 R/IET-0
BEPEELTO0AL I ENhdN 2 P8 IE

&0 E 4 S w B A T (2 s TR

BN G5 IR R A SR O S R A AT OB
PR IO b S S, SERI3EE TR
AR R THEEEE#IE S DI, ST oKL
729 AR E L 72,

RiigA=I:0)

PERARERICBOTIE TR ST & ) HEROEE %
OB I S B BAR S EEH DR L
W7z, 4l PR 9 AR SR 134 E TR
HENS AT ER AL, GBI T MATAFZE IR L T re 7S
kA OWRIEEHREMET L, 2OBETREY A,

(FFRF ]

SRR 9 A IRRRE R R AL B S CEA S R EE (R
TSRO AR T 1, SER G 1L A A GRS
A E o4 R TIEREAEREN S
LAFIEPL CrER L7zl s TV s NG %
AR MNEBEZFEIILETA NI A LT
S L, WEAH N3RS AL DTG L
7oo PRI L 7238 > 70 03 M Ee B C ie s 7ol (1 8
T BT AR A R (P10 898 F T ENGEET
HEE L R I AREE AR IS A SR K L 7,

(&R~ OECE]
(1) BRAHERFSIIL LA FIA4 212t TS
YA FIY Ry MR, HEERBETHEL
A EHECTRAELAH TS,
(2) LRI L TP (RERER) Oz
SHAETEAEh TS,

[(FRHER]
IELP 2T READIERE RS BT, 4 KR

=F oft
-

-2 /8 &=
B S E OB cumesocsd s

BB E BT H - 720 I 1 IR 9 ENS
OB O £ 75§ 3 EFOERT
T IR M P LR B BRI (A0 10
FH, WHEOARSEELERA S %%, EREE
HA3 55, MAEPIH 6 KFH (5 3R EATREAE L
KBTI ot 3 FRIERBEPSHEEPE
Y L& fo, B if i 8 I o M8 Pendred I fi
IE4% 2 &K%, Alport i fEHE 4% | %%, Lange-Nielsen
WA 1 KR TH -1 BIRTMITICH N LTS
WV FEROEHAEE25~30N0T, 20EH
1 K% S5 ATh ol BhGEgEaAEATES
RIAT50% ., EERIENA30%, RFEGET10% T
Bole HHBEREATEERY 1 7H740%, &R
EFIATA0%, KTRA20% Th- 7. RAEER
Y A7, EEEST, ACESRENEFNL L3
FOTHh 7z, HMEFTT6 FARIIEMALTLRD
FEd s, 1 FOFEETRT,

] *efntERk
- [ T TR

12

1: .kw]ﬁ_

¢ | B

0

o FRI0E FR11F Ff#125 ¥ 3fF

X 1 REERECALRTRTEKAROER (RRHUL)

(£ %]
S S T T AL SR 2 ROIMB IS 2 - 72
TALCHEEREN, BB L R B

AT E D ACRBWDPTEW 3N L7 — AN

ZfcfchEBhis, 7o, FECEITE S A0



18

xR 1 BIEFRITER

GIB2(3#xF 26 : 2R%R
(2RFEHFEMRI0E(CIFM)
Mtl555 ; 2%

(ERL 9 F & 105 IC#RMm)
TECTA (a-tectorin) : 1 &%
(FRL 9 FicHRm)

PDS (pendrin) : 1 8R%
(FERE 1 1 &F(c#Rm)

o 2N, MO ETOFELE, KU~ ORS
FOLYE L ONBE SR VERDH D, EREELC
HHBErAE LTV AT —ANEL > TWE D&
EZH, SHEMEIIBTEZEERI Y L) IDOF
WA E L L L ThEH I Y,
BmEOFEHERI0ELTH Y Hitos
BECGRRIT MR S FERAHRTVWRETSH -
7oo TMETHRNEMORT I T TOFHE 213
IF—HT A0 s, BT AR v
EENT — ZTER 9 F, 10FEICHRML-FART
H Y| SEBET T ORI, St EE NG,

(¥ &l
SIGHERERAEEE - & 0 LAERNII LEE
F-HAr OB T - 70A%, HEII I REE TR
HEMPREDNL r— A EBTLEE S 6% (H
. GEBRA YT ) P SR EDT AN, L3
M4 & R (R OB & £ O FRELRL ) M B 78
OV OFEDSLETH L,

(&% 3]

) FEEE— HEORETEN. FREK3:
613-621, 2000

20 EEN . TFIOEE. Bl S Efs
FTHREICILHM, HWREEI72 | 641-653, 2000

3) BEE - EBCBZAYCRD LY HR
B 95 1-5, 2002

4) Liu X, Xu L : Nonsyndromic hearing loss: An anaty-
sis of audiograms. Ann Otol Rhinol Laryngol, 103: 428-
433, 1994

[T FEx]
(iR FD

1) Twasaki S., Usami S., Abe S., Isoda H., Watanabe T.,
Hoshino T. : Long term audiclogical feature in Pendred
syndrome caused by a PDS mutation. Arch Otolaryngol
127: 705-708, 2001,

2) Iwasaki S, Harada D, Usami S, Nagura M, Takeshita
T, Hoshino T: Association of clinical features with mu-
tation of TECTA in an autosomal dominant hearing loss
family. Arch Otolaryngology (submitted)

(FREI
Fosiol FREVHTHE

(IR AEORFKR]
ChrEt R

L

(CERFRSR

%L

CEOM

%L



WA ETER (R 2 R OME

SR AN RO
T S A o
i

[(AERES]

AR O B R TR L AR
La%h?é#%ﬁﬁ@ﬁfﬂ#ﬁm% DT
EHY 5o

[(FZE B8]
DHEERTEEO S L, —Ho L Ol s 2R
B AERTIENE L, MMOS COBRRE T, K
A OBEBEF A S — 0 - LR s DAL
o ThuarfzE i, 29 L2kt %
AR AT SRR 0 LR (T O A A B R
@ﬁ%%WW¢érf@%¥r&%:t#Wﬁéﬂ

o WEFFECIE, FE4 D5%H L T A BT RS
@M%rdTm%ﬁ%&Wm AR R R Bl
2 OfEH L B £ TOITIRRIZ 2w THE T 5,

(FRRFHE]

{1y % —F v F LOWMEBOFELITE LT,
E RS S O A & TS MR o4
Hig A7 o 7/, £ 09 LHEHRAT 2 S OE S TR I
EHEEAOGNEERIZESRD Y, FRMA 5D
DNA #IL% 1T 5 72,

[fn%ﬂﬁf\fbﬁﬂﬂ]
“Wﬁﬂfﬁmttﬁ&W%W’owfwﬁ
Wtﬂ e S IRV AR GV E SRS N e R 7))
., ﬁt[[[[’i’ﬂ e B BCAAIRETIHRM T A2
WP L Tk, 2OAf T r—L 20 0 E
HBUMINAFHEERESSL o TR S A -
A A e B L N N ARG AT =1L T TRk i 7

D ki,

[(fAR#ER]

R TR DR # &b, R St R AW EE.
FAFERERF, RERRS, KBOCEEREE, A

S H BN ER, 20 A b 2 oF R A ER S, B

il

TR i ko GO IR IR - AT

U R S N )
e

ﬁ{ '] m%f ﬂ] ﬂ” i ete

S - e

MEFRENE . VA R PR B P, IRk, o
WIEFb RS, T SNERAE Gm e, Byt ie,
INEFEERA S, EBNAER., Hli B, e
Hirrh gl AR BR L SR, JTRIBSRR, B
WEEEAS, N oE A 7 )= 7 Ry
PEA, WL RFO 42358 T, A2 TA, M
WEAT 124810670 DRI ATE SN T E 7, 5 B2
F O EEE S O BT TR B F T dh - 7

[ =]
KAWL TABEDSE LD ITEEALEDER
TR b 7 T O A AR LR L, i R
W T E TS 78, RN EESR 3 & D Hi
NDEFINIELOHTINT &)L]H:%Lfﬁﬂm
% A5 Efﬁﬂ’(’ﬁh\ﬁ'b\ﬂ%l)l RIGIZEEND
HEEFE OBERT & LS Ténw HDTHY,
S DRIEH &Kmﬂhbmwﬁﬁﬁ P E A,
LT O f’iIJfJ‘Jgfz\ P LIt (a7 B 5 &
BRSO HwZ A shvg, £/, 7 Cv-ﬁrgrf.'
W%@ﬂuﬁ?&fo%%lmmﬁ{Wﬁ&
ﬂfhu\ﬂo%n%ﬂmgﬁ4mtu_ﬂm#u
FART LD BRIk, —H2Z0h
SN CELZNFIT (MW TVWL EShE LR
fﬁf‘\:‘(,

I LABITE, L oo b E S 2 SRR A
WEF, HHOITRLERENEH LD LD LR
FI T2 U, IR LT ORI £ ORET-O R
T —m I EEE RS, BIZIE, BUORR
DU 10 AL EOBEELFEO LWL LD H 5,
ZOHEFAOFERUL, 10N £ Cid T O RIE K
BT ERCTH, W0 CHEE» S B2 aH
OUW“)Jﬁ{I OETEE L, FOHRERIIRITHEL &

RIS RS &R LT L B AR T
ééo

Do R B G b O 1 B (R AT
oW & A2 LdE G5, 2 LAFICER



20

UBETEELFOTEEYSH HER LW S8
THIENTHTHL, —HOEFRTIE, KE0D
CPRONFEHICOARIELE L, £0EOFM
HTEIBEDEETHELTOL DS 7208, =
FLERRATREBELIIKRBHEEL KET
BLILENMETIAE, /09 LIRRAOPIZE
1y —Fy bOTIZ YA AL OIERTERE
WMEBHENLAATC2Db0HD, %I L
o TIREO BRI R SN D 2 212 L B
HHLLDEEZD,

[ &&]
BIEEEERROEBBRRIIOWTOHETT-
7z.

[&E 3]
DIEEFE JrrpdEtammgEEo vy ¥ s
AN EH SMEMERE  17(2) 19-21 1996

[RFER]

@RARE
#L

5

wEO

P
—

[REIFT B OB FIRT]

L



21

BASR M DIHE B E (R EIE D GIB 2 EIZ TR

B EE

B selebhob £ K 1 BUIPHEE)

g B OB N BB B e ms Ay nug )

A

[HREE]

GJB 2 BIZ-d, L HEOSVEEEERTF L L
THIGNT WD, SN, FHERY B L OREE
R R Ao BT B GIB 2 Bn T E AR - D
WTRE LTz, FOER, GIB 2 BIZTERIIIEE
ENECEERED 2% 80 o0, £/, GIB
2 EFOWT 235delC i3 61% % HH 72,

R A=1:0)
RIS 12 3340 B IR SRR (R R A R &
LT, G/B2 BIETEEORIE, BHIEHRET 5,

[(HEFE]

IR AR ER MR PR 10585 (H G ER G2 K
A VHFEREEAFESSRR) R E L BR[O
EIERAUE R R AR B RER 9K R Rt
HHREECITR A IVEHI245 7 TH - 72 .DNAG
FAHM & SR L s L) sk R Lo #
O#%.GJB 2 BT BHFR N 4 PCRIZ TN L\ EH#E
IO AN L DRI R s LA,

(fREEmORE]
WHRECSEETRECHMLTOL 75 —4F
D2yt P EEETEL £, ¢ MIBH AR
TRRACI LT, HBER S & O R e
FAFEORERASICL WVRETZH TS,

[(ARFTER]

(1) GJB2BIrT-E£5%
BERDRBEBIIHEH SN GIB 2 BIZTFER, %
HE, HERALTRCR LU 2 10RFRM 35
(12%) 128\WT, GIB2E{ETER T, FE
Ba, Heg~7Tulg, ~TuEEIILARETFE
Fig, #FNFRI1IER 3KER,. OFRRTH -7, 8
LA e LT, Wl ArEREsE e s 1A L
% ko, B ERERS PRS2 K

VEREE - £ I

HE M sy s

SUZ DR (235delC, TIZ3N) D RE@& S,

(2) FEEGLREFR

235delCr235delC & | F RT3, 70-80dBHL 7 A Rl
AR T A A LA

(3) HE~TUBEEESR
235delC/GASE 7 L7 2 KA DN L ~vit, B
B L U70-80dBHL 7 & & i B R F B R L, &
RoOBEIBEAOL LG LT LS L ed o7,
G45E - Y136X/R143W O | KAL, BTH-72,
(4) ~NTURESERER

235delC/WT 7R .72 T F 1 OB O &EA G
bhitd—UF I LML, REr T
TR A R RREEORE T L AUV £ 5 LA, RI4AWWT &
1 53, 40-50dBHLER 0 (|| B i 2 /R L 72
TI23N/WTid, S0dBHL FE i oD I B 5 T 1oy g 0l
L7, BBIOFRRBTIE, WEOEEER{THIE
Hhiv, EEREOCHEIZETIZNES bRk h-
7ro BIEORPL O, BOTHITONREF GO R
otz

{dB HL)
-20
-10
0
10
20 -
30
40
50 \
60 R
70
80 \
90 A\
100 ~
110
120

77

Hearing Level

125 250 500 10002000 40008000 (Hz)
Frequency

B 235delC/WT & L2 T HA 1N ZOFhEby
+—v4r I n (HY)



22

(& ]

GJIB 2 Bz TEROMBEIZMLTE, AT
35delG. LY ATid167delTHE ikt LT, [
RE L PBEATIE235delCHE W T EDHILRT
WA, SEIOBHIZBVWTH, BREO& 18R T
VADWPT, 235delC i 11 7 b (61%) &% < x
Favte, T, AT TOREICEBITA2HESHbD
B 5 L, 235delC, G45E, R143W, YI36X ATHAR A
ECGEO LML GIB2 BILTEREEZONS,
REFIEME RO SN GIB 2 BILTER, 4
L EERRAEFRIRLAZ 21N0ERH135ER (12
%) BT, GIB2 METER=ZROHI, FF¥E
&, BE~NTOES, ATUBRSCLARIETER
i, FRERNFER, 3KR. 9KRTH - 72 ffE
s LT, Fhakshinivy 28 KR4 %5
{mhoigt, ERahERERIRLOLS 28R
2L S (235delC, TI23N) Ao st

EROEE ERM RERR
235delC/235delC 1 $he
235delC/G45E 2 #Hx2
G45E - Y136X/R143W 1 33!
235delC/WT 7 #43, WR3. @
R143W/WT 1 53
T123N/WT 1 b gk al

&5t 13 (12%) &8, MBI, W2

F GIB2 BIZFELHR

[ &)

GJB 2 n A8 13, I EREREEHED 12
%IZEEH SN LR OEIFE L Tid235delCh R L £
{Enigs,

(BE3H]

1}Fuse Y, Doi K, Hasegawa T et al: Three novel connexin26
gene mutations in autosomal recessive nonsyndromic deaf-
ness. Neuroreport 10: [853-1857, 1999,

2) Abe S, Usami S, Shinkawa H et al: Prevalent connexin26
gene (GIB2) mutation in Japanese. ] Med Genet 37; 41-
43, 2000.

3} Kudo T, Ikeda K, Kure § et al: Novel mutations in the
connexin 26 gene (GJB2) responsible for childhood deaf-
ness in the Japanese population. Am J Med Genet 90:
141-145, 2000.

4} Park HJ, Harn SH, Chun YM et al: Connexin26 muta-
tions associated with nonsyndromic hearing loss. Laryn-
goscope 110: 1535-1538, 2000.

5) Morell RJ, Kim HJ, Hood LI et al: Mutations in the
connexin 26 gene (GIB2) among Ashkenazi Jews with
nonsyndromic recessive deafness. Eng J Med 339: 1500-
1505, 1998.

6) Riazuddin S, Castelein CM, Ahmed ZM et al: Domi-
nant modifier DFNM| suppresses recessive deafness
DFNB26. Nature Genet 26: 431-434, 2000.

Rk £
s
L

LR

#7102 [0 HAH SURWRHE 282 (200145 H
)

Molecular biology of hearing and deafness (2001 4
10 A, Maryland, USA)

(B AR EEOREIRR]
CHERFHLASS

L

CERBIBrEE

el

CEFOAR

L



BEAERY

e i BEN

1 e AN — S 1

(MREE]

BOR - BOEf#EEFE L LN AR OF § %n
HEYA 1 #EFOEROHFEIDCTHRET L7

CHETRER T2, SITHESINT
W EEFEROMCE S LR EFER R L,
ZOMICBEER O ERIE R 3 BN,

(R ERY]

BOR - B O#EBFEGARIEE AL, HIZATEH. &
B, WAL SR ST AN R AEEEEEA T

LR EBERE D~ TH L, 1097 FE(Z
Abdelhak 5W3E 8 Yotk E YA 1Bz FOEETH
B ErHlE L T%, BRMMEFo-—2E LTE
&N Twb, BOR - B OJEEBOERBLFI
Ty T ~16FTIZ24BHOAT L0, 2O
iz b RHOERY S L EEZ SR OB ETE
BagE L. BOMEERD VEF & L TERRAR X
EhtThET 5%,

(AR A %]

ERIOME s LEOFEATIIRL. DNA%
U LEYA T DIy 7 16BE FRFIZIDNT
P C R#:THME L. ABI Prism Big Dye Terminator
Cycle Sequence Ready Reaction Kit% JH\ 2 ABI 3103 —

b DT 2 OISR 5 L 72
[EREADER]

BB LTI TEM & TORED SBI%ES
NAEBHFIFORBIZOFEDO BN L REOTRY )k
WIZDEEEAZ L. BEONES L OO MR
gLl

[RER]

WRIE30B LT, HHII PSS O BT
otz MR E L CAHRERMERE 2. XA HMTL
TR SH Y, BREEEL LTEEHICCT, MR
1% Emigrr B B OFERESEASH D | Mondini

23

AR 72 B O AE R O —1B5i

B (e

(R o B A SR I

- B OO AE HY sl sy e

FELTEO TS, FREZ 1 CTTL, GHE
FORE, BFRAORUIHEYEOTVwh, -
AL (2) TEAAH s, MR e
HiE 200, el sk 40 d BOATFEETTRLT
Witz @B LR LT LA EEEE
Do, T AN 7T LA L IZA
BT, 77 28BS Em & b s hsig sk L"
Ve, BT RIRAR G 2 S 100% Th o, C
TRTRCIEWAE & o HAH SR il 7288
NEIZDWTIEW s hfmrileodhd o7, #E
HEYA EETO 7 72740625 FHEH O
WTF b T~ L TEY (43), 2
Fr209TEY s iy~ ts i AL
AEReFES I, FoaRicowTita s b
Ok LTIEESOMNERE LA, FCEEE
O ST T, IS IR,
RTNIOFEHOL L rhbF i~ 133O
FIvhn b~ TAY ALy PERLT
Wi, L U 16 TIRIeseTHHOF I e b
/“\ﬁﬂfi‘%%ff Ly PEREED, J6iEwy
TRLESWIIESTHLDOTH- T,

S

1 ®ZAR



24

{(dB HL)
-20
-10
0 &
10 - [
gg L[d :I IE
40 B
50 [l
60
70
80
20
100
110
120

m

X

Fa Y

Hearing Level

125 250 500 1000 2000 4000 8000 (Hz)
Freguency

B2 :4—-v4774
30

| L 1 118401 £ | 11920[

tT GACCGGCAHAGC AA
160

| | l'l'pf'\l
g

)
I

B3 EYABETFI—7 A

[ %]

ARG OIEIRIZ DV TIR I 7V T K625
MBI ATFo by T ~OER I DO
K207 3 L) ohnr) Ly NLER

TELIALyABRE—DDOEELEZLND,

(& Al
BOR - BOESEE L &2 5N LHINE 8 4ot
REYA | #EFOLEREREL,

(%% 3]

1) Abdelhak S, et al : Clustering of mutations responsible
for branchio-oto-renal (BOR) syndrome in the eyes ab-
sent homologous region (eyaHR) of EYAI . Hum Mol
Genet 6:2247-2255, 1997

2) Chen A, et al : Phenotypic manifestations of
branchiootorenal syndrome, Am | Med Genet 58: 365-
370, 1995

3) Usami S,et al: EYA] nonsense mutation in a Japanese
branchio-oto-renal syndrome family. J Hum Genet 44:
261-265, 1999

4) Kumar S, et al : Identification of three novel mutations
in human EY A1 protein associated with Branchio-Oto-
Renal syndrome. Hum Mutation 11:443-449, 1998

5) Fukuda S, et al : A family affected by branchio-oto
syndrome with EY AT mutations, Auris Nasus Larynx
57-S11, 2001

[ERE]

(GRHI

L

(R Bee

1. ANEBBRE BLEE. 244 & BEYA#E
THRE L0/ BORERBED 1 . F11EHE
HEEEa, #2001

(BT EORSRR]
CHERFHLT >

L

(CERPEZH

L

(F DAl

r



LEHIB U L B REEES

s en ROOE
wen B M
T B
¥ M

(HREER]

| E L EAE M EREE {570 S g B T e IR
(LLF ALHL) 306132 HiZ-ow Tl T, Bho
HERBLZ DV TR L7z WD HEREE, T ORES X
Do RNZES N, BRI 6T (19%). F%
fliz2ed (81%) T, A= l—wﬁgmw H (156
%) EBETHo7, WEA, A LH~0Ff
ﬁ%iﬁﬂﬂﬁfﬁmfé_%zbnto%%ﬁ%
B ERH L 628% T ~72. ALHL OEHITHIi
P LS RIFE GV AT, BNBESEPLETHL L
27,

(HHEEM]

SR RS EDE (LU ALHL) 3 4%7
BRIFLEREEZ S RTWA, BRIZERT S
B, AT —LRICEATT A B K E LM

kAL hTETV A, 54 ALHL RIHF %
ME L, HTOMRE2HOTHET 5.

[T HE]
19884F 6 15 20004E 11 H O 12485 » HOR[IZ,
EEHHK%H%@%ﬂ%x L 72 ALHL ¥ 85 o
LECIERD LER SR Lo 308032H &
ﬁ%&L\ﬁ%ﬁﬁﬁuﬁﬁémﬂ?%ﬁiwﬁm
po B OHEFE 120 W Tretrospective IR L 72, &
B ALHL ORI HEHE & T 3 E 4 8 Soithvs e
BERFSEHL O RAE CER 124HFE) WLz,

[fRIEEAOEE]
WHEEDTT ANy =~ L v 9
l\:l;_:‘l:% L 7’:(3

[ﬁ%ﬁ%]

A F ik

Wﬁf&%U]iT¢ RARBBREICBIT LG8
FiL625% THho7o,

25

R F R EE AL M

W Cmmp AR R IIF

EmMT -8 B il
BE 1 CGRMIERCELT SR

F R e b SR

AT~ LB prat

5H(15.6%) 6H(18.7%)
—

wE
4H(12.5%)

26E(81.3%)

ol
14H(43.8%)

1 BEhoOT%

2. EhOHERS

EhOHEB N2 (RT,

RPN G L, wEgsfEfmERe s CFY
8OH) HRTA40 (B2 —A) &, —EEw L7
Bl ~2HTRIBOREEYEIEL, HHETICE
WM (60~ 130H) #3540 (M2-B) &A°
iz

PIEETEm AT B iR B L v b o ([
C) &%LT%M’)(UZf Y ENHBoTL T
m&%%i@l%ﬁﬁ_@mMLtﬁﬁﬁﬂimm
ELZVWLO (K2 —EFE) &, #EEAT% 1 F£MH
AETH I FOBRBEELRYELIGEIE /2

L ([H2—F) 8% -7, BEALFIIHIN 5
e AVETHEEMN 2 6 T 241, 20HEWM
VOB L LA LN TH -2 (2 -G, 1§
ZEREALGE 28Rl BB Lo, R
BRI OonENE/{ LTy o7 (2 —H)
AT — NAEREITELE 3. 4 mE Rk R EEE
HFEFVHHIL, FRICBELZEHEEZ 145 Ad S
745 7 CF¥E3777H) Tho7, (M2-1),



26

Byl BE A (=4 | |
{n=6 <> 3g

B (n=2) l

«<——>> 50, 1200

BEA am 0 o5 L
{n=26)

RGO I N N N

BE B (=3 | ——

F) (n=1) l—

Irs

F& 6 =D)

7R

EBE H (n=2)m—u—
A—IT—)L = | | | |
aan ) =)

BEfE
BEL
2 BEhEOHE - REEEERERT,

(£ %]

ALHLE, 8 B2 L 0 i WG shT
L2 nBENABND,, YR THBITFLEEE
LTH Y Fb i Tn/zds, k4 2EBRESSE LLY
L FPREFEZVAT, REBSEONEEIH,
RTwnD o5,

ALHL ®BFRITHEE 10 ~ 50% L vrbhTwiz
B, S 813% EFETH -7z, BRI RHEH
4 52 L3l (I ERHA L2 B
BVITHREA L BEHBEL TWIERT 51N
WHhBIED2OFHMELTELLND, 22
T= WIS D IR 24~ 143% L vb R Tw /s
AL AT 15.6% ERPEBILALNT, RIS
L BATESNTALDEEISND,

AR L CTREITHZI80% U EE shTwa
A, R TFHIET71.4%2, 2% B4 ORER & FRE
CART Y AtEMICH Y . RIBESULETH L L E

Z17,

‘I’Ii

(& &

1.1 HEL RS L% ALHL30 1 32 HiZ2w
TN T, BOOER B L,
2. BN ORI FORFR L Y oI s
3.EEMZ20F (81.3%). AZL— LHRBITIES
H (156%) Em#ETH 71,
4. RIRBIEROGEEIL2.5% Th o7,
S.ALHLOFESEFHELT L BT w24,
BB PLETHL EEZ T,

(&3]

OB R RERERZSREEE. HHES54; 385
— 392, 1982

2) FIES B, R HA, WHRIR I REEERRE
FIORRRE. BF R 916677676, 1988

3) IIHAEM, S5H 7%, ARE A, M SIS SR
ERREHOTFHIZoWT, HH 95,41 — 50,
1992

4) FSEER, FHRIT, BAEE SIS R
BEEBII>WT -7 — NEABIZE L RTF
—. BREXK #60,16722, 1992

5) MEREUNIN, (R9F B, FRLFS, fii: 6 # HEA
L HERBIETC & - IR R RS B o et
Audiology Japan 43 ; 220 — 225, 2000

[ Fxk]

G XCHE#

Audiology Japan iZfefas
CERRBED

F a6 M HAMEEEFERIIB O THREE

(FRIFF B OIS IRR]
CHRRFRUIR >

2L

CERHERH

el

{E O

ol



L FH B

s# el fe M
s 0 M
moH
W M
[(ARES]
WD, T e S TR e A [ e SR - 1L
%&%&ﬁﬁt%zbhéiﬂb*ofifw~

FIT, LRNCBIT L IR ERERE R
wfww$7ﬂﬁ%mm$oHifmetww
F1AD5 19904 6 fl FTH 06 & O IR F
57z AEHEFA ORI TS, T 7258 O
FTHHEBEOWMERO ., G, BFE2 » L
FEMRITHEE L ER T i A, R S 13
ot PR R R R T L R AR 8 v A
BLENPELEZLND,

LiigA=k:pl
L AR R
LA

R B 2 T e 1

LHEEIELEZILNDL LA TETWS,
LT SR CoT - 723 1M&LF%LUV*$WﬂWﬁ
DIHF 1) T, Bl EAETOBRL L THY, L
BRI RELETH L L E LRI, ik
OB VT, SRR BN E R ATLL T &

ATHE DI EWANRYH - 78, 4lolF
MEtEiTo 72,

[(HEFiE]

Ao T8 K 5% S B A 9 e I SR  % 19994E 7

2062001756 B & TI2Zi L, 2PN e Rl
TR LB S N0ME R E L, RS

LTI985%E 1 A 519904k 6 A & TilERt e 255 L
tmw%mﬁbtcﬂ%$m%ﬁwﬁmﬂﬁgwﬁ
B B OBHEE & LT SR, 1R
FRE R, %ﬁamﬁﬁmAd#mmu\ HiHw
WO EMMONEIBRBLOET L OEN
15dBLLA. &IV 72,

(fREEmAOIRE]
AEFIE L retrospective & LOTHY WA OREF >
FETEHLILERET TR

BT 5 2SR

o

27

il ek

/] A

£/
— =

B HETS O hed

T Ittt A A B S FHR S A PR

—-EZ H
e
B Gl AR b SO B B

%

(& R]
H%&kﬁﬁ%@%n%nm

PR 28 150 a2 5, ERIAREERIE 41,2 88 D 38.5 0%,
Ihm“ﬁHinoHtMHf%otoitJﬁ
250 - 500Hz DY EE)) b U O 2 85 BE )y & L /o8
SOYBETEIE414 £ 11.2dB 1432+ 12.9dB Tl

L b

Facld B 106 20

B hiloidol, S5IUIMEOCQLEEY
A= F T T LI EREO LT,
%ﬁ#m&@ka, Fat#E Hv/o, s ok

T3 MR OTHEE, LN Al & O DEH
5dB A ds S id 3 BT < T AT 20dB Fi T
HOWER U726 DE@igE | 10 3 Mk EoFHRY)

LA AS10dBEL B LGRS La v L o3k
BT 3 B ONEED LA OB A 10dB A
Wb OWAE) L I 3 FEEOTHR D LA
10dB LA L84 2 4 o®EAL 188 3 BIERO T
BN L ~HT10dB B L 22 b @

ZOFERLREIL L BEFEOT RIS L s
FREN, EAIE533% 57.1%., EIZ0% 57%.,
BT 13.0% 2 17.1% ., TENT 33.3% 1 18.6% . AL
20% 1 14% Th -7, HRHNIITEBEAETZER
Ot I B R L D AR T 25D 33
WBTH-M, hbB, BRB L CILER I GRS
DTt 12,

KRB OB IR DM 21T - 7z, BT
TlE 1 HELNIZE L~ L 0 REJOB0E & R 31
BIAIEE A ETH 720, WRTCIXLHEYEEHES
Mk, W o/ A =T IS LSS IR
HmTWﬂMtMHWﬁW49 EatEAtese I THE

MEEOI, B, FHOEHFETIERE2 ~ 3
fr}m L Tl onbdk Sférllui’&’)t(,
FO 2B ERTE A, W TSR, EERE
SR BRI L mm¢sH%u;hfﬂm
B AR A 1, 5 M 29 TSR AR BT S R
%xﬁoxﬂwﬁwwwwf7bbekxmyH#
SOMEIXS, FO%RTL N s 25mgHE 1 v



28

1 Foo#kfide i 22t o4 E A <, 7TH17HICY
MUz bas, 2704 FIZBEF LV EHRTLH
L, AV A FORSGe#ELEZhH, BT
WEAEONA, FERIZAE, 8 6(2HET dkb
L& Za, i, WEKELF THELESHTY
v, FER] 2 i3 ea BN, EFICHEBEEBRE, TR
BEIZ, 1999 9 H2o H, BRIFIEFEREEEE
% Ei. 9 B27 HILE S DT RIKHF 228, 7L
F = > 30mg/H 7% & DA% & 2 2 A E LR <
10H 4 Nz h# el hd, TOERML A V514 F
DIE LT 105, WEEB LT, HEAZ L
ALDZET, LB BRK SR, BHYGESE
LIz,

(£ 2]

FEBER M 10 BT L ARBT 2 4T - 727060 C L 3 il
RED30FITh 5, BEHEF OB L ERH OB
FCORAEOENERS T, FRBEBER ORI
LAMREMAE Z 2T, EEOBEOE{NT
BEEMED GEITTELR W,

— AR SRR TR R, | ~2 4 AT
TEdREdTH2), 3) A WLtk eBrAfk
WHETLEVIERIR G, F0kD, REEE
RBEHECE, 100 Els AL LFRETH
A,

(# &%l

SRS EERI RS 2w TRIE D306 & 10
FEHEEF O 700 & = FBg L 2. ABHER oM MNE &
P OBEBECORROEME RO, 70,

FAE 2 r AU LRGBS L ER A R 2. L
L&y B RS R R R BT I 2R S VR I - 13 R
LnEEREEZ O, BEHHROBABRENLEL
Ei bz,

[(2E3R]

1) TS, EEERE. KUk | SRERER
RGEBIEORET Audiology Japan 33: 571-572, 1990

2) TH¥®EZ, HEHEE. IKHBEG, IR ', A8
I8, FE . KILGES | KSERI 22 5 T T
BEGI DRSS Otol Tpn 4 1 182-188, 1994

3 FHED, HEEE. IR ', fFEE]. Wl
A KRS @ e s SN B T B EHEH O
& . Audiology Japan 37: 310-315. 1994

Rijgnit3

i JLREEE

L

CERREHR

ATRIE A H AT SR 22 20k i b 7 56
R 184 AT EES (20014100, fLIE) ok
WOHEE L 7o,

[FAEEORBRR]
CRERFIRD
il
CEMPFrERE
2L
CEOA
L



29

SRS EER RSO SER R TR

ok 1 3
A

wry R

pie = 3

(fEET]
BEEERENBSEE O B AERE Y
AR L, ﬁjuk%%ﬁ%ttf s[EEFRAEE
1T =7z S MNEER 12 8 ~SE0 13 4E 10 RIZE RS
PR 271 5] (Hiksa A, ZH187A) &
aEE LT L 720 BV FERE 74, &
O ERT 383 THIE30M A . TPRE205%
Bl — 7 258, SR IEE~KIZE (AR
B VAR AR B AL, R - SIS 80.5% &
FHEBTa - 1oh WS REESEERIT L,
ARSI S THRAR L IkHz DD E A
EELLOPAMETIETFRARARTH - 72, 5.
BEE - A B LA NG EOFHOEMIIL 5FE
OF AR <L TGRS o mIC L 28ED
BERLTFHOBIFAD N L -T2,

RiEAzLs)

it e A e IR £ & L TikHzEL T ok
DR A AL, FERELSLTOAEROK
WA WL EOEMER L -4, BREEE IR
ARG RET D, SR, REEOREN
7 fAITE %%bﬁ Th7-0, EFE (12KF 4
#EN, aFEKR. RREFEA. BloA, EBBRRE
MA, diRlEAk, AER. BEER, FEA WM
Wk, BEELR) -7,

(R F ]

ST EE RS OB EERE L LR
B3 S (125, 250, S00Hz) BERAT70d B
PR EAroE s 3 £ (2000, 4000, 8000Hz) @
GEFAT60 d B LT 2R, RFHOFEH70dB
FHiEDHHVEEFTHOEEH60 dBLLED & OITEE
WELE LTS L7 b, BRiRE D wIRldn
PoH VIR A ET AT RSB,
FREIZE T AR I134E 10 H £ THILIC, ERLD

DWRERNERCHELTL2ERLE D) bR

Fe (TR AR BN

¥oo A e ey smssn

PR CE TR RENRR

W GREERASEE SRR

Bloni Wi RE LT H) ERsoA, W, A¥IE
SEFIRE, 2) BRIEIR, 3) FE. 4) F#l. 5) T
BWMET AHTAI 20 THET L 7. BETFAE EE
OB ¢ Tt 2 Fv, fEREE 0.05 %Kil
PHEED Y EHE L BB, PREECEN
P 41 X1 AVAN

(V) b BT 3 R R(125, 250, S00H2) D fE) L
mwﬁwfﬂﬁmdsumuﬁot%mo%&wu
A X mRE  ClRHE L &

(2) U ihiF 3Mﬁﬁ®ﬁﬁDAw®Tﬂ#md
BERLEML, 0Bl ELLNL D,

(3) A% A 3 MO L~ DA 0 d
B it D &1k

) E k() @ 3) UAoba,

[PEE@EEJ@]

ﬁﬁmmﬁﬁaﬁ%mw*mﬁf%hﬁ%mﬁ
Z%%%tﬁfw?tbﬁﬁﬁﬁk¢ﬂﬁ%f
B v,

[Eﬁ%ﬁ%]
1) EEEGAT, . B BISERE
%ﬁmw\ﬁﬂjmﬂfﬁ&L%<%ﬁmu%z
D1 T o 2, R II B AT37 488, MEAT38.3
B FEEA L, LETII20EE. BETH0EAK
V—ziiohi, 4 5 38, 7H (34f) &
Bl AFBLigbhuwlnzilais,
2) EEHER
SHHOBHEREE (FMHE, BB, 3, EaEs
. BEME o9 b, ERTEIHHBRA 4% LR
b %, RGTEERE (29%) ., B8 (23%) Tho iz,
TR DFIER & Sl F R ENDREIROHEE
THLEMED 4% L Rb % (. RTHME (71.7
%), HM (64%) . JEEME (39.3%), BFMEEH (33
%) THol,



30

3) wEHA

DB o259 FlF, BE., AN LA R
FALEI 270, 2405, 26 0C, EHEOESTHH 5
&, 3EDOETHI60H, 25.7% Th o/,

4) il
FMOA]TH - 72 1045 & B € 261 fliI2DWCTF
ha &b 1676 (64.0%) ., CLE43H (165%) .
340 (13.0%), L 206, HEAB, A=
WIGESAT S Bl TEIGR 6 B, TiEA - UKL S0
7T RN 21050, 805% Th o7,

5) THABETLRET
OB, (K 3EEEKOEEN) £100d B
A, 100dB kL1 130dB sRigi, 130dB LA = 3 BfLC
TR ERET A EFEEEASRERIZEEEI
FiHRGCH -7z, ORIER 3 BLA (7661, 4~
7BEAPT (580, 8 E~ 14 HEUN (474)). 15HLL
BIZFFH LA (78 TiHE - EfEFnER
72, 51050, 340, 5201+ 23 F COEENEH I
ET R EIIRITTH - 72, DFERGT 30 BEIN
(8265}, 3081 (5950, 40K (7061}, somLA
d (48H) O 4G TTHRFIRET 2 & 305k
it 40EACOTLIRIE - SUBBE N Fh T2, 47
BT, S0 EORED 33F L RIS TFRELT
&7, (@ 1kHz OFEMMEA 25 d BLLAOR: (236
B1) OF#I1330dB LLLORE (23#)) 12~ EIZF
HREEFTH -7z, B2 H, W 177605 -
UEFIZENEFR 62, 147 FITHENIZL BTk
AEZIBDO L7, BKE. AMLA, B
EDHENB D 68 B L A L 191 FlOiGH - SrESIIEF
NENIOF, 1IS0WTPRIIHERITEOLNL
Mo tie Do T Ikd DI RENKO & B 5112 58461
(23.7%) BN I8THITH -7z, HE VDR D
BE. 2VWEORE 3 BB EEhEFR 381
dB, 382 dBTHOMm#HzEd A, FRIIOW
ThiGH - AT FNFNEIS%, 81.3% & Fizo
WTLHEAELED O -1,

(£ ]

R TOHE 4 LR, 20~ 0EDEE
L%, ZICHMREHRL ., T e fT
Lo AR S, Ho SN L THE
~SEIZELEATIIN LW Ehibhha e, R
BT RIGRIGFTHHH, B HEE Rk g
RE. WGHERG E TORIN . FkE T& L OHBEIG
WAL, T & ST L 2R L o T
Ehibhdr o i, 32 IkHz GEE DR ED IS 2 Hl it 4

BTHHLETFHRIITETHY | SHWIIEL IkHz O
ALV ERETLLENHLEEL SN~
PEMO T O LS HEORER TR
BOLEN Lol B2 0 L) AT AE S
GHTHRWL bR,

[# &l
ARGt 2 EEIZE L, EXER
3745, PE 3R MR MG A L 20~ 40
MG ET 2, BREOFHMEII>VWTEHF~EIZ
Wiy % < A0 v, G - SEIL 80.5% &8
FEHHEII AR THERTARETH LH, Bt
HE & BRI R RS ORE ., MG ETo
HiRH., Frbk FHREOHMSES SN, /2 1kHz
DENREESSELZ I ETFHREIRRTH 72— 4,
OHICENHE, MR, ERE - AMLA - EFEHRE
OFERCTHEL FiREOMBEED N o7z,

[&E30Hk]

L. JER # At RE TR REEOERAE. N
B 91: 667-676,1988.

2. NHEED - fi ERE R ERR G RED F &
Ko T, HH 4 95:41-50, 1992,

3. RARE - IRE R RR S B O RE
Otol Jpn 3: 203-21{}, 1993,

4. Imamura S, et al: Clinical observations on acute low-
tone sensorineural hearing loss. Survey and analysis of
137 patients. Ann Otol Rhinol Laryngol 106: 746-750,
1997.

[(FRREE]

CROLREFD

Bl

(EEFED
1) EERZIL MR, AN, R At
CE i R B MM o [ 234, $46 A
KREEFEEE 4 TR I3EI0H S B CGERTD
2) SRR, (EREAE . HHAk SR ICE IR E R
TR R R ] L A S LR OB —,

#doln| A APEEESES FHRIBEI0A S A B
I 1)

[T H DR FRR]
CHERPHUSR

mL

CERERIE



L
CEOAR>
L

#  8]]

SMHEF SRR E SO LB AERE L
fERCL . ZE 12 KFEEWLE L TaEEFRE T
i1 7o —MIPERESEENE 271 01 (53784 A LI 187
ANY THIE ) L2 2 aicE . BiEnTEs
Wild 3748, WO THFRGL 3836T 20 ~ 405K
SR B 2 L dvbd o 7z, BRI &~ ki

31

% AT D R OBIRATES S iz, W - Tk
i3 80.5% & REMBERIZWA~TFRELTH - 70h%
RS VERENE & AR WS BV D R O B el
HETOHM, Fis L TREDHBARO bR,
I IKHz DB R AT 4 Pl AR TH T4
EARRTH Y. BHTEHEL | kHz DIET) L~ FH
CTALENSHLEEL BN, —), EEiED 2
VORI LABBEORESCTHROMETRO SN
ol EnifEE Fu e T S HIEAREEIC
EOTHRWEMDRE,



SRR B T e

33

—HE BIEB D BT —

sra BOA BN Geoacey iR

OR-N N S I S [ B NE

[(AREE]

S AR FE I ORI LA o T
AR R I I O S EE AR E L
PERC L, SEHC 12468, 1I3RAIER 2 BEE 2 S04 L
PR L7z, PSRN WEEHI 4 173 DERET
Hot, BREEIOS L, HEMSHEEIESET2
O3 TH -7 BR T COMMITTES 264,
HBRREEE 52 T2E L o 2 b S0 o7,
WA OMR, COMEFILEMARERE LTHE
WeEarERl, 12720, WHEORRLZLOT
2, BAOTHAERELINETLLENH LD

[H%EMJ
L SRRy B T MR S O BBIR R & B 2

R AR EE R A A O 2 E M AR

[(FRRLE]

R AR (SRR L - BRI L 225y, T
WY1 249F FE L2 A RS R S R i S B 6 0 e R
NHEZEAER L, WA SEREFIEL -, 0
B OMEE P SO OMES FIRE L. P12
IR SR ET L,

2. LETREAREIE L BB (SR L, P 13RO
ﬁﬂ%ﬂ%t BRAT L 720

IERTR RS2, 134 2 M omH & L, F
Pexhﬂmmﬂﬁwbotﬁmuﬁﬁ I TR
L7z

(fREEAOEE]

AR THHEHROMERL T, BARL Y
HAAHE TS 5 D ORBARFOBRAFEZI N7
Foo ST LAIZHERR L THIET L 720

[HARER]
1.2 M HEB L D 90 #1195 HORER £ 1572,

PR A SR

B3 17580 5 750870 . 2RO ERHI IR 40.9
(840, PEEEF4325 (0Bl Tho7o, B
2400 LetEes o, PENIA] | B, A EG I B 15458
W, A4 TH - . P ETERERAED 6
FlEkEd EREMRIE 26 FTHho1,

2. B EIETHR REEERENECH T vL
BAH Y, BIEOFHE A A S A, 13
EEGONT 1B, S1EHOMERL 205 &
LCRHEd 5 LR L. MRAITERLT 2|kl
Ll B¢ chiA, 000, A EoBEEAL T
Dotz L L, &kl LTEA I AZHEML 72,
EWNIEEGHENP AL L, BEREL 2 @
Lol 2EDMEOE, | DERDELAZLD
BhobdBnbWwIARERETHF (F 1), BHREM
R ERIED D BRHEC ST AP MELTY
[FE DA Td - 72,

F1. #EEEEK

AR

—y
(4]
—
[i=]

DWW N =]|O

10
T8
L

3. Ak

FEHRTH - &b & O HEREE Q7/) T
S, ovT, HEE o)), HeE 2060, M
B (340), MintdFe (1 F) THorio. BEPE
HORTEEENE (46D . B (434D, FRAME (35
. I (19F), MEARE (146 . BFHEHA
(14 ) ONEZE -7,

[y e G Y R N 4 ]
WOk | = O || O




34

4, &, BEfERE

Eit - A TS D - 03E 0T (11 T
HH, D2WT, LyTA, TUALF—EE, Bl
JEp iR BRI, ER, AL RATH T, D,
RILEE 1 L Zedro e,

5. 7

WML BRI SR L ABE 596l 60 BT
olz, WHEIFEBWEOTHRDEEL 2 URT,
FEEREEE X h OBERIZ BV T EENRS
Stz BRI CRE L Ty AEhoTFHuR
BIZLA b, WS H, EISH. AL I10E,
EAL1E, HErE6e BTh o7,

6. G

BHERBINTVWELEONED >, TWIEID
ATP &Sl 62, ¥ ¥ 3 > #5906, 271 A F30l.
AN FFTH oz, EHO29HH, ATP R
Al s, ¥ 3 rHZ 196, 4K Fidi240,
ZF0A4 R ER s TH,

MBI EIRG 2 R B ER A — O F 7T LAUR
Liat, BBz AkivTh ), FOEYF -2 F
77 LA THREEFIMGFEER L2 L0, il
BEBROBADLALPEHEEOHEBA TEY,
RN E £ L7, BvBloRS i
OFEN G5 . BT O P Eiiio @I I E o
RAPERETEASEEAE L IR AYE 2 b,

5. MEEBIOEHE L FEEEIK

FEEBN BT 5 LRI EEME4e T, HHEEA T,
HE39H, BHEARBLIUBERA4E, 2014
UTdhol, OIo7-HELEY A5 - FHERK
H69.6% L mbE L, LLTHE, #ENIETH -7,
7. OFNEOAERIZILLF -V F T A

BEGIO I O T CDEEDERLFSH -7 1296
DF—VHF TS LEDTCOFEIFITTH4 1T
L7z AL LQEMOBIKEE L, 2O MIZIE
EEEIALN -7,

8. #4

BeFIOFAEFT S IR LIz, BEAS74A6T,
BLL RIZHE L 7o As AR 215 15.4% 10 R AP,
FAAZIT—LRITEBAT L 20T 4 A 6 Lo,
FOLILERAT AT LIRICBITT LI FOR
HiIRETH D,

9, HDIVOFELFB

LR 136 B0 ) O T OEROLEH 77
129 BHI D THETVDOEEICILLHFEHRTE 6 (5
U7z SEFIERILERECH LD, BISFEMOE
firf - THRAMM 2 U 247 ) FETH 5 A5, B

EHTROTVIEOBLEDLT L H A2 - IR
BITT A0 & LR ALh o7,

(£ %]

AT b E A HE N 3 ) D 1R AR 2 &
ML, BRI L BEMORELIT- 72,

THEREER TREENZOBREF L ZH T
maAd N, MEOFEIIAR -] o, P
PBAEFEIOEEFEEL, 80A I ARTEL

HMEBIOFEE L LT, HEEL 2HEERERND
BWHEY 7 ) T AL 0OEBERAO23IAE R
Hroti, WHRAERL L b DR REBREIRZ L0
M. HREBRLTLONOMENH Y, HESTIZ
kSTl EERENIZ2WTS, FI0EH
ERENLEE L L, BBECSHLRVERT
&, BEMEEEO [ 8 kHz % FE < 5 5T 20dB L
MEiEw] 458w BEHEOER —FL L
TEZ LML, Lo L, FWMAKE TIEFH30dB L L
DEE & %8 SRR TSI LA LR A
Lo 125Hz % EH T4 HhOMELHL, —HT, &
BT SH L 2w Biogiiid, SHEEEIZARL
RWEEBWL DL EERTEY, FORVIVD
W TH L, JOBSOTFiEE S HE s
LTHEN TS,

IERTIETRAIOEN S LT, & F WERETED
GOV TTLRIETAZT—LIEDEN BT
EAGREE LTHTLNG,

GEAE - BEFERE TIRIMIT I L B1 3 2 o 2 D A%E
BT -7, AL D E A R
FETEMME I X AEREENEZ S5Nh 5 LT
Bh, ZoEN, MBLoMELOM, barT
A PRMEMEFEELILTnEnI EIlLs0h
o0 Tid, ZOnT ERICAETBREL TA B4
ENHLEEZOGRL, &0 - BRIHEO-MIT
BABECHBEZLLZVOT, SEFELTHE
LTIRIDE*EZRTALENHETHS I,

FETEBEGRBENE . A DGR FEMT
D, IS L T A N FOfER
BlA S DR O —D Wi D, BFEBBHE Vv
ANEFSHDE LI, HEPORELHERTL &
EHEEEERE T EREEE S R LR
LEINL EHEXNS,

[# &l
HREVSWEAF P BDERRTH - 120
BN L, HRBSHRECERT 2508 Y



