. HOKKAIDO UNIVERSITY

Title EL TN % L7cAuditory NeuropathyfEGIDEK D EZEMKST (DPOAE) DiZiE [MXHNBARUVBEDESR]
Author (s) R, /KF

Description

FRRES : 22%4

Degree Grantor biEERE
Degree Name B (EZ)
Dissertation Number 88125535
Issue Date 2017-03-23
Doc URL https://hdl. handle.net/2115/66032

Rights(URL)

https://creativecommons.org/licenses/by-nc-sa/2.1/jp/

Type

doctoral thesis

File Information

Kyoko Kitao abstract.pdf, RANXABTNEE

Hokkaido University Collection of Scholarly and Academic Papers : HUSCAP




FAwHmXAROEG

ELOBRLSEOLTR L (B ) K4 deR %+

¥ AL G 3 4
AR 7 fEHT 2 L7 Auditory Neuropathy e 5l D ZE il 4y H &2k 41 (DPOAE) D% itd
(Deterioration in Distortion Product Otoacoustic Emissions in Auditory Neuropathy Patients with Distinct
Clinical and Genetic Backgrounds)

[ HY)

Auditory Neuropathy 6i\ 1996 H-1Z Kaga &, Starr HIZ X o> T I472 0AE IEH | ABR CTHESG S D WM M
DOEE LH %4 2T 2MREEEOREMETH D, FERO—2FELEFERTHY . Z£DOHTIL 0T0F EisFZE RN
b %<, illiZi OPAL @43%/72%&& WETFBND, HARAIBWTIL, OTOF EiaFZRDOF T p. R1939Q 25
EPAEEDRICE DV EBEZBOLN TN D,

Auditory Neuropathy (23T, BZWIEIZ 0AE NIEFE THRRME & & LICERE Lo T Z Lk, /INEFlOHRE
R ETHAENTWD, L LEEORER % g U TR L7 13k~ 73>‘#R5mbz7‘: G TIERD R, £ZT
A& 1L, UFRRICB W CEG T 217 - 7= Auditory Neuropathy 44 JFEfH DPOAE OFEEIZ DUV TS L
DO THET 5,

GIE)

®1520% Auditory Neuropathy &@2MrEiuTis v, 2003 47 H~2014 4 4 A OMICHEE CNEFIOGE) F 213K
N (RABIOHE) DB REEFEL, +ORA v 7+ —Lb Rarky ERELNE 4 FITH D, Bt 24 6,
TR 20 B, FEET 21 2 A -TTR6 A (G 16 5% 10 » A, HRAE 1086 » A), 2L EREEZTT-> T
WIEBIOBEMMIX 1 » A - 84FE 5 » A Th o 7o, Bio FiTIE R ERt v & —EiRatE v ¥ —CTfThbhi,
MEZERDb L AR INTMETH D,

[771]

BARFRHT « R ML~ Rl S4u7z DNA &2 VT GJB2 (EinF-. A1555G 35 LTV A32436 X h =2 KU 7 DNA 2
F . OTOF BinFa2di~, BKRT —F & K —HDORER] T CDH23 HEinf-. OPAL EinF b~/

DPOAE : i2## 087> & DPOAE MArft & IVAE U, HIE L72RE2% (11092, T1L0292, Scout, GSI60, GSI70) DZNZ
NORERBEZIZHH L, /A RXL~L XD DP LR EES>TWAE5EE (KGd0 | L, [EH Y | A1

ML RRDBERA » MEOFNIG 2 TR & U TR U7z (Bl 21X, GS170 D51 RIE 3 J81 L (2k, 3k, 4kHz)
DHH 2 DJENHTWHGEIE, 67% & H i, 100292 THIEDLA T, HIE 9 JAEHD 9 5 5 BRENS KR H v

DA, 56%& L7o), B Lol & JIE TRk & OBIRARER Z & TP 7 7 71 L, RIS O 2 K B
FEt L7z,

[RE 2]

/N Auditory Neuropathy BEDJRIRIL., OTOF biallelic mutations A3 14 #, CDHZ23 biallelic mutationsl {4,
GJB2 biallelic mutationsl f§l. OPAI monoallelic mutation 1 f§l, B F+EHELWmE M 126 THo7=, CDHIS
biallelic mutations 23 1 5, GJB2 biallelic mutations 1. OPAI monoallelic mutation 1 T&H -7z,

% A\ Auditory Neuropathy BEDJRIKIL. OPAI heterozygous mutations 4 f§l, OTOF biallelic mutations 2



FITHY, EDIFEN, JRKKRMEED 1 F], Bl FEREALREN 56 THo70,

/ANREET 2 [FIPL ERIER RSO bz 22 HD 5 510 H (22%) 13 DPOAE D SSFRAAZ T, 24 H (52%) 75 DPOAE
DL T E L L, 12 H (26%) TIi% DPOAE 2345 L7z, 2 il 72 %5 F TIZ DPOAE 23H K L7 JER % 9% (46 H i 4 H)FR
77, PNERIX OTOF biallelic mutations3 fil, GJB2 biallelic mutationsl 5] Tdh 7=, OTOF biallelic mutations
JEFICIX, DPOAE EHNELT 55D EARED L DTN TV, MIEEEMRIZ OV THIRE L7223, iRt
MERI DI~ T T DPOAE 2ME T3 2 01 Tidleino vz, MHIEEREEAIATIZ DPOAE 23 H 2 L CWISERI S 2 fild - 7z,

RRABICIX, 5 B (31%) A DPOAE 28 RZED £ £ fGE L, 10 H (63%) T T, 1 H (6% T DPOAE 23VHJ L7z, OPAI
monoallelic mutation @ 4 5 TiX, DPOAE 230> /M2 LAMK T3, OTOF biallelic mutations JEf| T [RIEED
(IR TSy (W

[%Z4]

AlEf#ES L7z Auditory  neuropathy i il CIIARIRFIYZE (L C DPOAE D FUGME T LTV ERIA 7 HFithk & 5 Z
EDVHIBA LT, RIS, WIERRAREIC OAE 28 B 2 /R T A XN B IEEEE L W S D 8, AR OFE RN D
WL Auditory Neuropathy TH-Th ., ERHER TRAZHID TITH ST 0AE NEF L 72> TEY Auditory
neuropathy &M SILRVIEFINEE L CWARREMENE 2 HiTz, Z 9 W o =IERIL, [F L~ L OIS i
BORERZ R TN EVEFERIEG] & e~ 2 LEEE I MARE R, Ml AR, SR ENEN LB LN, L
7= T, £D X 5 7RJEBITIX DPOAE 23 % CTdh > TH Auditory Neuropathy DIREESL EETAMENRD 5,

DPOAE DFUSAME T LT < BHNIARBAZEAY, HiESREE A <> Natural history 7¢ EOWENH 5, A EIOFERF]T
(X, A A BAAA 0> & DPOAE D UGIME T L TWSIER S o 7203, ERBBEFEU Lo THIR IO b
PRNEIRR, B OBERESERZ 2V OIR A &2 T B35 572 SR 4 2B TH Y . MTEIREER & oK R
BRI TH - T,

NRBNZ I T 2 5% FE TIZ DPOAE SRS DFERTER & 725 & D3 0TOF BB 2 F 0 GJB2 BB A R %2 b DIEfFIC
R BTz, FEABHBECIE 2 5 E TOREREERN 1 bR o7z, TD7=H, 0T0F 72 & Oi&{sF1Z DPOAE F.14
SERHKE SHELR TS D AHEME DB 2 DALz, OT0F B+ AR E2 > T T HEIGHE 10090 F k42
SEG] S EEGED 27D OBERGBR L TWD Z L RHEES D,

(A5 3m

TG T-EHT 21T - 7= Auditory Neuropathy %Ef5 0 DPOAE D#%E 2 #iEt L7=. DPOAE ORISIME T LT < SERIA S
I HiT-, 00TOF biallelic mutations JEFI2N A & F-< DPOAE DRSS L TV fHIAIZ & - 72, DPOAE D%
21X, Auditory Neuropathy JFIKI&Efs - LAZN D BRI A3 B - T 5 I REME & #HEE S 37z,



