VERBEDOFR AN b oz, Wb,
SHENEAL 3-7T B THAEZRDEN1
A — AT R ITER T IE A LT O R B8
UTIZRDDERITHEE L TN,

E R

SEIORFOFERICE T Bi6%. £9H
BEOEIG L2 TR 37%. KEIEES
TITHK 34%., WIEIEREGITITH 58%TH
oz, TORBRILTLLEBENEDT
R0, L Lo, SIBERN ST
WEHFAT A NEERTONLESTH
STIEBIH D WVITEHE AT a4 REER
REETHLIEFTHIZ L EER LG
&, FRZRIBEEO—D2 L LTEETD
REBLDEEZD,

W2 R EERE ) LIRS R OB % R
“HE. B, EARECE-722TO
FEGI 60dB LANTH o7 Z & L 0 1hH#E
InHROD ETEERRF LD LN
RREIND, o2l VIRREHTES O
BUVWEFIZBWTHRETH o HIERIA
DY, WEDTO ORI SM L 1T
VR VAN

TRRBALAIEE) L IR R OBRICEB Y

T, 18, BBEEICE - EF O
9B FIES 8 MUINIZIRE 2 BSA L C
WizZ &Ly, BEBRBRHORENE O
iaﬁﬁb@#m@m’&ékézé
KB IRR & e R A L~ 556, A8
ﬁ%ﬁ%@k%&i%ﬁ%ﬁ%u%ﬁ%
Bt L CnaZ & X0, FIEREGI O
DEEREDPSTLBERO—2LEZ D

85

TENHRD, 2L, BERHICIAE
LIZEFICBWT B EE, REIZE & F
STIER S 2D DT, YIRS &
AIRRICIRE D T2 DM & 1372 5 72
WwWeEZ D,

]

HENRT A FEABRREIEH AT
oA RGN HEEgERER, EHhTholz
JEPNZ U TR RIBRIED—D2 L E X
Do KT, FIZEFFHWES DS 60dB LAY,
FEIER 8 BLANDOXIRIZK L TRV
EEZ D,

{2 R BR kR
2L

HRREE
AN - RIS T2 X7 o A
REENEABREOERSE, AAER
'J,/\?(f/\/\

RENVF 4 AT yrarl.,
20104E 10 H 7B (E6E)

HNMERDOLE - BHKR
L



7 T-MRI \Z & %N B &t HH O e

SHEMTEE . ERERE CEFEMRTEESEER)
KRFFZEE © AINBHR BFERREEREER)
KRFFZEE ©  JIERME (BFEMRER SEER)
LRBIFEE . Tk (CEmERIEY ¥ — - BREE%E MRI 2 -

TP RERT ZERBFT)

MERE

7TT-MRI ZWTH FY =7 AEE T THEBROH M 2R 72, 3 T-MRI IZH A7

BEOEVNEEREG I HRE TE T,

MAEEH
ERMEHBEOERIIVELEHALNCESATY
RO, EO—DICNEBREENEZE X T
D, LL., ERMICNERREEZBEL X
HWETR SRV, Y8 T 3TMRI 2 AV izl
BB H OB 21T o TE 7228, WEHEROH
HEX29. 2%, BRBFEIRIZ4 1. 7%EN
HAEER & 3l 3 5 1213 AR -+ T, B D2EBROMR
EBBELEEZ L,

SENX XV EMAREE S HEH LSS5 7 TMRI
AW THNEEROBR B 2R AT,

WS B

BREITEFERRERNF ¥ R ANICH D
Hmkis MRI eintfsipr ciThiiz, 7 T-MRI
X GE ##® Discovery MR950 7T ZHW\
72 o 32-channel surface coil % A \» 3D
TOF-SPGR #E T Lz, MRIITERBHEE O
FRANRZ 747 54 (BYEb F 4 28~38
% EHFEE 324 %) T, A RUV=7Uh (F4
ZAF XU U®) & 02mlkg THERS
L. &% L,

(fEmEm~DEE)

BEICELT, BEAZFHFECTE ZFERITH
T RROBELAMEPRIEND L OEE LT,

86

SR S

7T-MRIL(Z KX 5N EEBNREEH D7D D,
EHBEREEARETHZ EBNHEE, =
NE TIHRE LIEROREFFIZIULTO
WY ThHD,

1. Slice thickness : 0.6mm

(0.3mm overlap)
512x384 matrix
FOV 12x12
TR/TE : 12.0/3.59
2NEX
Flip Angle 12°
Acquisition time 12:21

. Slice thickness : 0.6mm

(0.3mm overlap)
512x384 matrix
FOV 12x12
TR/TE : 12.0/3.59
2NEX
Flip Angle 12°
Acquisition time 12:21

% SIN A 1121 2 6%l kT

THRE



3. 2 LFAROBEIETZD head coil DAL
B2 RREANCT S L,

4. 2 LEROHEET Flip anglel5’
head coil DfZE% & HIZEEANZT S Lz,

RE 3 CRIRGEIIR & B 5 BRI EE
WA iR, BE 4 CRNEBIR: Bbh s
RS &R CE 7z,

3TMRI TOWHERBEHOE S LY
b S OIHBEOERVERIHRE TE T
Do

R

7TMRI 12X Y ZivE T3 T-MRI T
BCE o7, 50~200 u m OB 72 B
& DBV FTRE L 72> T& Tz, NEBIR
b ERRICIEE ITHVBIARCTH 528, BiRER
TIX7TMRI CEOBREOHERLRS
MRHETH DN, 27 &b 3T-MRI &
DbBWRHERHIFTELILE LT
Do

FEW

7TMRI CTHEEROWHEHEZT>7, 3
T-MRI (ZHE~_fEBEE OB WEE IS LI
72

S, WBRELZECLILRDFMAENE
BIREGR O HERL D,

(3 VA g
L

MEREK
1. mXHEE L
2. FEHER 2L

FER1GEMH34E FEH)

fmR2 (BHEs0m AH)

fR3 (B8 £H)

87

R4 (B8 HH)



AP Y KR L B RER

SRS - S
HEfFZEE . R
HEFE . DR
HLERFSEE . FAE
HERFFHE . &F

HERFZEE . KT
HERFRE - I0EE
HLFEAFREE - I
KEFRE . A

B (G EERFEEREGER)
HZ (AEERFRRRE)
=TEZ @EERFESEER)
R (&HBRFEH SEMER)
B (G BRFEERERR)
FE (G ERFH SIREMER)
EXR (GEBERFHSREMER)
fe (G EBARFEEREER)

2 (BEBEXFEESWEYR)

WRES
HEE, HR, BEEERRCOBERIAY VoUKEE E0 X 5 ICEET A0S L-, KIE

WX, U RY =9 A%EE MRI 2 Va4 L RiE.

2L, EREE. EWO 3 BRFSICEM Lz, #

BE. HRHRO B RERSCERFEHIEITMFENY o OKBOER, MRICEFERAFCTHLZ L

DBIRESNTZ,

WREH

A VKB, A = —WRET TRl
fRE R E AR BRSO, e R M EERE O —H D
EGNCRDBND Z L RHESHTWDS, E
7o, RN 2 THHBLHBRK, o0z
FRXDEFOFIZ, NY 2 UKEDR 20 TF
FET DI ERHE ST S, EgEfFoE
BRIZEDH R =7 A%EE MRI & WV Cif
FRRIEON Y v KEERIET S Z &0
FREL IR o Te DT NERBIZN Y v KIE
MEDEHICEHEL TS, EELTEHE
JER DBLURN O BB 21T - 72,

BrEE A

RIERIL 2007 FE T A B 2011 5 12 HE T
(CEERE, HR, HEARK, ©FEV, Sbo&k
A TAREERZZZ L MRLIZTK
FEFH % 1T > 72 3 8 6 IERITH 5, BN
RV =7 AW 24 FFfEH MRI - 113 $1 129
B, T RY =0 LEE 4 BB MRI : 273 4
546 BEDF 675 BIZ>WTHRET L7z,

88

A =T — UFHERFNZ OV Tik AAO-HNS
PWTEEICESWTHEEIT 72, AU v
KIEOFEE, FBEIL, Fx BNRE LI-oEE
WZHEV, HSTRRBE D3 HIE L 72 (Acta
Otolaryngol 2009), N U v/ KEDHIEHEEFE
1 D& ITAKIEZR L - 82 - B % model 1,
KIEZ2 L« Y % model 2, FEFKIERL -
EZHKIEDHY % model 3 & L, THEND
model T, . MR, BRI, BRER
DOFE (EHE, HB, OFEWV, h60x
PARK. BEREEED) 23R KB BEE T 5
ME D MEEREIT TR LT,

rFRER

Definite Meniere’s disease (25738 X iu7z§
NTOEFNT B THAE, BIED WIS
WU o KEZFRD T, E7-, Possible
Meniere’s disease (25358 S = EFNZ BN T
t 9% DIEFNZANY 7 IKIEERRBOTZ, W
FHLD model IZIW\T L EERE, BRI, BR
HARIA, AZITNY ok BE L ESE L CUN s



(F£2) ., WERNY L oUKER L, BRE, E
ARORRHE 2R LEZOPR 1 Th5bH, E
B2 Y KB E R OB CIE BICER
HENE»- T,

EE

NY L OKEIXA = — VFOARRE & &
Z B, FEFRZ definite type D A =T —/LfF
FEFNZ DWW TIEEFI T Y 7k EE TR
Teo LU, FEHMBIFIZBWTHAY UK
BEEZRDOLEFHEL NI L KERS -
THA=ZT— VRO =ZEME B SR OFRN
ZNZ LRSI, BRI AN Y K
EORRICEEEZ 52 52RFTh D e
bR SN, TR A == — LR T
TREFHMIARVERICH D Z & L —FT

AE, FER &N Y ok E S OFEES
WZOVNTHID TR L7228, KEDORRE S
WEBDLOTERRBAY L kEEFEIC
BELTWe, BRAREZEFRFE LTRBREL,
R, HAS03 2V MERF T HER R KEEZ R
HRHY 2L LTHEAROAEIIEE
BRERTH D, FENT, WANWARER, W
HRERZ 2 AT, WY oK E &
ROBRITEERAN Y SKER ENLS B
WhHBEDWERTTTAZENEETIORS
BOWITHRETH 5,

ot

BRER ENY /KEE & DEEIZ DN
TRETZAT o T2, EN Y V- KEDERIC
AR (BERE, HRARD) RFRHMAEE
REFThH o, EFFVEFHARKROAL TEHIL
WU OKEZRDTFL H Y | IREEDR
FIZNY Vo KBEOFRZMD Z LITEE
LEZLND, BIERA Y o KERN Eh <
DWHLINEBRORBRRELE Lizuy,

89

AR ES
L

H%%i

B A= — R B L OFDE
mﬁ% BT HHY MR EE, BA
ER2aREe, 2011411 A 26 8

SIBIRABERE OO LI - BT
2L



TR EARR SRy Q;KHE

10000~ B :
20,69 i, %

8000

(m) BEHHTH

4000+

BB Y e SIRIRO Y1 K *p<0.05

BEAG= PN - NXKAE IO FE FES5-3EE

model 1 model 2 mode i 3
Zi<BE HE (D 248 248
377
ZI< HEE B3 JEE (D 129
425
PKAESEIEE GO 296 296

ZEERAIT GEET & 1B s SIKEED A )

model 1 model 2 model 3
r?=0.15 r?#=0.139 2=0.122
3 Sl HEAR > S R e
Hﬁﬁ%*** ﬁﬁﬁ;ﬁ*** EE@@***
TE IS HA RS S TDER* T J55 HA RS
S DE* T 975 B R e EFELF
T4 A

wEEH<() 001, **p<0.01,*p<0.05

EHRIZERC FH6. (5. BAIR. BEEROE | (IR, BB, HFEL. 556D
= ERAR. BEEEB0

90



WA I 8 & N TP BATHR OFE R ERAREE & Bk

SyHERFSEE
SE[FAFFEE
SL[EIAFIEE
LFEIPFEE - R
HLFEMTEE - FH
EERFFEE  ARED
LFEIFIEE - IAH
EERFIEE « 1o

B
SR
HH

B (G BREEAWEER)

=FEZ (GEBRRFHREER)

Bt GEBRFEESEER)

EH (BHBERFEHSEER)

B (BB RFE SEER)

B (bWhH/NEERY ¥ —F B
BT (HAPERERALER)

Kt (FEAS O SV E RIEMERL)

MREES
ANTABFHOR, V—F— Ny 7T =B X0 R4Fnitc 82 Fllcis W Caf il L7z,
ReZE PR TR 28 BlliC W TR IR &L, FlEDRIZEETL T2, ATRE
FINEOFE L SEOEME I RITTREICONT, Eip, M., EOFERE., KPR,
IRFEMREIC SOV TEERMITIC TR Lzl 24, S, REMMITEBICHELT
WIZH, MM RIIE BB L RIES 2o To, NI EFRHRCIGA M jt & %57
92 2 &id, WEBORFHNTHERATH L2, ALNEOHEBGEDIEL 137 bleno

77:,
~o

WEREH
ALHEIL, WS CIEaE ezl
ROTENERGIIT) FINTH LM, £
DBEBTH HIREAEF OB B ORE
W3R A ThD, ZOMEBEICKIZTH
F & LCHER, REEHE, Y e
T—varyOEREPFEINTNE,
Fxix, FFILLVEFOKHFELT, AT
WNE % =T 5 N E O MR e S g
WCHETOINE I PR LEE, ATRE
FTIX, WMEOFRICRE RIS CTEMR
AT 572 DMF MR E % P Mm% 0
IZAEFOME L2 B, AE, M4
% A C & T2 EFIHS 80 FILA_E & 72 0 fLif
BLEBLOBRICOVTHBRE LT,

91

Fik

BRI OBIEIZ, ATHNEFMORE,
L—H— Ry 7 I —MfEet 2 AT
oo ALWEFHFCTIE, $MEOBEBEIZN
T AR, RERITBEIL. REHITD
AL OEIZL—Y— Ry FTF—DT 11—
ThmEBEEMIRESFM L, i,
RERTZ%, L=V —FvFT7—D7
n— 7 e Z O ERHR L CEERIC
AL ZOMMES MM L, i
FEEOBMEIIRSFREI NI o0 b
good, fair, poor ® 3 BxFECRMEE L7z, 4%
i D/ TITNERIZ B3 B & &2
BERICIFEMELRLWT LI vvE
good, WiBHEITATI B DN EEBE SR /e &
DOPFR—FBNEE LW L~L % fair, 8%



BBREE LWL % poor & L7z, Fff
RSN, MR, EEEOIRR . KREEHIE.
A A= I B 0D 9T 1% B 7R D BRAREE I RIS
BEPZEEITTHRIT L,

PIE

& KT C A TN EFIRORE, M4
MEBOFEEZ 517, ZO®BRIESRERFN T
BEEFE OBMEEPFHE SN 82 A TH
41 A, & 41 N, FIFFEEIL 4 LT A
41 N, 6 BUAED 41 N, T 4+ —7
> 7HAR 88 - A, 82 AD 5 BLIEEARHAD
SRR DS 28 A FFE R E BERE DS 28
AN IR DPEFEECTE D26 ANTHoTZ,
26 ND D BoFiE, REIRKLETE4 A,
Waardenburg syndrome 3 A, SRV 1 b
AHTa ARG 3 N, BIEEKREILR
fE2 AN, LU REERE2 N, FRIZEERE 1
A, FTRBEREL A, 73 ERESR
PARNC L AR 2 A, W4 FE(E 1
N, ZEFMEHRE 3 A A= — V" 1A,
CHARGE syndrome 1 A, B &M
FE1A, WHEREZLATH T,

FS

X 10k, MR R ERIT DT, ]
EHTHEMOFBIZL—F— Ry 7T —
DT —TmEBEETRE L LR S,
REBITH, v—F—FRo 77—
0 —7 ek Z DR ERE L CEERIC
BALCHE L-MEESE OBRERL
ZbDThD, MEDBRICITEDHEE
BIfRZ58 0Tz, X2 ik, FHRELEIMm IR
BELEHLEOBRERLELDOTH D,
E@BPED L REOMREITD R 2o
TWERZFRD Tz,

92

itk rF BREICRETREOCEZER

FEMT T, Fln, REHFANARICESR
LCWER, WEMFEEOEEIRD L
niinote, R1IE AU T THRIuTLE
NROFH T L Ok EE BRI R
TEEERLI LD THD, 1%, 2B CTF
U ERNC T 3 B ECFHF L=
E 7 C IR 38 75 BRAR B DS B VMBS 25 U,
RABNE, —BE, SBEBEL THLE
BRIz o 72 CTH DN, RABITH EERE
72> THOFIFT 5 E TORE (R
M) PR 25 LINEREEFEEENE
7o TL HEMERD T,

£
WELRE L—Y— Ny 77— CHl
ET5%E. T@lX, PHEOKELRE
LBEZL——Fy 7 I7—D7a—7
Ktz HTTITH, BOMFTIZ. NEE
ARZE TR WAEBARR N SR D Z &3
Z < MBONEME TIZR2y, 20z b
TBENEVE FOBE, FICHETH
BN, SEIOFKRIX. BREVWE M TH
BEERR B CHl-> THMA it E % 7 T
XHZELETRERLTVS, S ETOHRE
Wb EoIc, Fhp, KEHEAALA
EOMSEEICER L W, e
TEEIX, HRAE L XBfR o Tz, T
T MR ET R O & N TR BT AR
EDORREATZHRENH DD, BWEH DM
WX, o &Y LR T
W, T RETERES B SRRERTE L
TWBHZ BN ATHNEOEAICIILET
HDHHB, 1 0RBEERFLTOVIE, A
TAEIZERERNE VI ZEZRD S,
T URETIIINEBR CRESR



D05, BAKBR D ML A3 B AL B e B RE
ITHERF S CWB L9 Th A,

AR TIE, EbDTHTHLW—I
PWERERD b7 2 B2 8B LT, 4l
RIS L TR RAB L, GhILEERE I e
Biao Ty, filih B RkYE U 7= ik A3 m ]
L T REREZ TR o T, TOFEFNL, A
> AEEREIY genetic TIXRWNZ & & RIE
LTW5,

wEE

BRERTHIE CIXEBHNET L E4
MREND R o T, NILREF
MFRFIC A M OREEIT S Z L%, i
FOREDOBRRIZEATHSD, Ll
Bh., WEEEOEE L ITR bR,

RFEERIEHR
L

FRIBAPEFED IR - B &R
L

93

R

1. BXCHER

Nakashima T, Hattori T, Sone M, Asahi K,
Matsuda N, Teranishi M, Yoshida T, Kato K,
Sato E. Cochlear Blood Flow and Speech
Perception Ability in Cochlear Implant Users.
Otol Neurotol (in press)

2. FEER

Nakashima T, Hattori T, Sone M, Asahi K,
Matsuda N, Teranishi M, Yoshida T, Kato K,
Sato E. Cochlear Blood Flow and Speech
Perception Ability in Cochlear Implant Users.
The 8™ Asia Pacific Symposium on Cochlear
Implant and Related Sciences

October 25 to 28, 2011. Daegu, Korea



#1

/NRENT R EFHTREEEER & T2 BE

FHTREF D

& 2

E-NEERVS B ]

Good Fair Poor
1 1 1
5 4 5
1 2 8
0 0 1

5 10 15 20
Blood flow measured on the cochlear bony wall

5 10 15
Blood flow measured on the cochlear bony wall

20

94



— A R G DR TIZRiT 5

SRR
HEAFFEE - (LR fE
HEFEE - BHHE—
#HW F o BBILAEE

TE  REHE

EEN

1|

FEEIERLD

B ARNTIZBE 4 B AFE

CRORER RS H SRR
CRRERE R R FH S0
(AARRE  REREREMIEEER)
CRRER R R FBEAHIR AN 5F)
CRORER R R SRR AR A4 50 BF )

MREE

— RIS EEERE AR A PR S, HEEERO MRT (fMRI) FEBRAZ1TV,
B Uz, BEFIZOVWTIE, —RBERE - s ES
iz, BIREFIIEEG L BT 2 & ARIERESFICETIEREC
i3, FEEREEER O TN ME TR L AR ES

W H#T, BEHERESIFEICIS VT

FIZBWTHEBERETARO N, 2hbnzZ bk,

IR
iadiars TN
BT 258

¥ - BRERES

— R B EERRAE ] D B R AY

RERL, AREEESENEE L TWD LRI L,

I EE

BRANT A U T — R o B 1811

Btk @BEOSFEIZRBWTIE, N
TAFx Yy FERONRY, L, B
FRETCOLEN LB, FLLT
MZ X5, EEOREIDNLRNE
Wo e 2 IEZ VN, ZOWMEEEOET
A%, fMRI 2R L THLNZT A Z

& % BRYICARIFE 2 HiT L7,

1 FFFE i
@ﬁ%ﬁk%ﬁﬁﬁﬁ&@ﬁw%%a
Db D LT HEHIT, MBEREIBREIC
TE%%%%FLK%%%R%;T%W
LROTVEEEZRE L, BET HER
ELTi, BEHEREICCTERTSH
AEREZENROZ50BEDOF L VEE
BLLTWESR TN 20EBEEEEDTE
67-SPEEH & H\ T2,

95

EPIIMBEREIREIC CER#HBELRL
TIEFNZ T, 67T-S®ER L AL —F ) 4 X
65dB *+ MRI A% >/ A X 75dB ZiLEH
ZfEH GEEOEFEIL/ A XL HELT
-10dB « [F]& & + +10dB) LT, WfAl~>
F74+EVEERL, ThfhokE S
W CEMEZEHR L, £0LET, 95%F
BEZT“b &Lz kL9
<F-h-B-T-H-L” 2EEL
LTERTLEE L LTRE LT,

2 BREDER

AHFFEDO B Th LT T OEEHEE
DOEMERETHIHIC, FHTS MRI
DAX ¥ ) A AEBEL UTEERE
L7z MRI fRERFICER TE 2~y R7
i, 20~30dB DHEEIZNE Lve <, £
BICERZITI L &3~y F7 4+ T
CTMRIAF ¥ /) A RTEBRBETHD &



Ez b,

B.1 LVBOLNT-FEE 14 7L, 1000Hz
DT FNEH lsec IZHIV L, ZH
FhE 65~T70dB IZFRE L 77,

3 tRERE

SREEDIERR D 7= 60 DR EBEL 1T —H
B, A& CHEBAREICCER
HETHLREERE L (BE44 &
PE 44 EHIEES 41,6 5%) &5 BEERELE
Bl T4 - EEEERERE 5 4 (B4
4 Tt 8 &4 FHFEE 43.4 m%) B
fMRI EBRIZS ML=, EREICEL DA VT
F—hLRaryeryrze28X0E57-, b
FII~N VR EEICESE ERER
ERREHEEESOERREZE TR
7

4 fMRI EB

MERROFIE T v 7T AILEER
AR EIER Y 7 by =27 Th b
E-prime (E-primel.3, PST) Z F\TIERL
L7z, 14 FEEOER LMEZZNEN 10
FEECcEL Lo, T X LBREL Bt
22.854y) BEEUC& =5, RE U &S T
INETDEIICETREIToTz, BEOR
N G DOEFET a2 —F =2 LD
HE L7z, Y - ME 2 BRERRICIE MRI
NOFE=F = CTHFEER T L, BRT
HEICHEE L,

PERE X E T OBEIC CHREORA &
TV, EREOFEBERBURE CIImE
LEEBELXZERLTHLY 2 10T
AL, 2OLT, SEOERIIFESZTD
ERRIIBRA R, BOBERLEEE
SEEEEOF T LoD LEFET S

96

TEERHBRLE, RWNT, RInREZ D
B FNWRLEFTOERUICERAT A 7201
HWERITZITo 72,

WFREE

HOMUD, ITEERICTER I
BEEOT —F LV EEREIFICR IE
BB RONEBE EnEh—RER
- g ESE - REEESEIC TR
E LT, RFRICBWTEH, BEE TIX
BE - MiELIC, ERELOERTICE W
TIHEID R ®6hto

F BRI ) Tl E 1l & RRRICTEE)
RO, AEFHBEESREAN T, T 5
EHEBREEEASE T, MBS
BEERRL Y EEIEHSPRENE
ERRD N, EFEREES CIXES
FEE & METREBIC B W THEBERIEEI DE
X2 roTe, BEGIE - HIES &K%
e 5 &, ARBREESEICBV TEE
FEEF O F B ERITIFEEBORTARE LN
7

Z5
EEFICB W CREAlo—REERE - 7
FEREAE - BIEEESFIEHNADL

e, EFNDOWTIL, FEEHEEFS |

MERDE L, FEEREHNALLN
Teo EEREEFICOWTIX, EARIERE
EEICBO TREERER & S IR &
b 5 & MERREOFR, AR
FEEIARESRDLENI T DB bhroT,
HTSEDIRE L REPIRE L LT D &
FEERIEC, ARBEESHICENT
ERERIC THEERIEBOETRBO L
nNoZEXy, AREESHFOENET



DEERRIER D 2 5 B RAEEICRE 55
HDHOTEHZRO»EHBI ST,

FEERIER OB OB TIX, AHER
EEEOEENL, FEE R A E
LV AEEICEHOETHIRD bz,
ZD—F T, EFHFEEMIZH W TILE
ERREE S ME DS A B RIEH 0=
372K, BE & AT OBEF O EE
BEOIEEIDZE BRI Sz,

wE

T 1 TR A B 03— (A 1 B U 151
WCBWCESTERERIC, EEF gL
THEIZEBOETARD Gz, £
PR B A B 08 — A o B B E (7 OE R
BEEOEMEFRE LTHEELTWALEE
bz,

& B EEDEAE 5 & 72 B EERRAE 7 OBERE S
BFOIEB D /X F —NZEN B D ATREMEN
Ezbh, ZOEBOEL, BRERE
LTRMEN TV AREME LR Sz,

REaRIER
L

97

HERER
L — Rt B DBEE FIo L Y
BARR B DEEIRITIC OV T, LAk, |
BHE—. BILKE, REMHR, B2
. 55 19 EHEIA DK HFEIAGER 4 - BESE
AR ST e 20104 12 A

2. —HMEmEREGFORE TICLSEE
F AR E OBBATIC OV T, ILAEE,
HEHE—. BILKRE, RERE, ES
g, ErdatimERmmriss
201142 A 12 H

3. —MIMEEEEESNORE FICLD
FIARE OBGEATICOWT. IUARE, H
HHE—. BILE. REHE, ESH
. CBIR BEFEA L ANRNAL TR T A
20114 2H 19H

4. —RIEmEBEGF OBRET TICL 558
BB E O BB IC OV T, LA,
EEHE—. BILRE, RERE, B
FrE. & 56 B H ARER ESS 2011 4 10
H27H-28H

=5,
(=]

FEIRA EERE D HHRE - BFR DL
L



2T a4 FREMHEEEIEIZ T L 7-Charcot-Marie-Toothii-& 3 &M 5 #ERE

EE% FHEE
e IE
ﬁ%%ﬁ% KiE5E

BE AE  ELRFESEYER
ATE =¥ [EILRFEREMER Bh#
RER [ LK 22 B S AR

D

MEEE

2T A REEMEEERIZ#4T L 7~ Charcot-Marie-Tooth/® (CMT) iZ &

b7 ) B EE

BEOB 2 B8R L7 D CEFIIRE L. BEELMZA 5, EFITIREN, CMTOZB I

MR E SRR O SRR RE L. S

ICTNVaaFadl RS AIEELZIT

W, BEARERASKE L, UL, BRBTICHEOEAOETEZXL, 27 ueA Figs
THETDHEWVI AT O A NRFEEEEREOREL R LT,

MEER

Charcot-Marie-ToothJ#& (CMT) iX Hhik
BB A b D BEEEREE= 2 —
aNRF - BT HREBTH D, BHEER
& LT, TR, SR IET & 75
EEDBRIEITT 2 ENSH T, RE
FHNIIEMENRE A 0 & T 5B (CMTL,
CMT3, F L TXCMT4: HMSN typel) &. 47
HNCENRIEE 2/~ 38 (CMT2: HMSN
type2) LIZ KBS D, BERRE LT
IR REREERER, BRERSHERE.
CEEEEBRREOHREN D 523, IEH
HE, MNTIIESERE A S XA 7D
HORH Y | R TERIE R E EERE O
JRHEE L D e HEShTVa, Lk
L. CMTIZ ¥ 5 BERE TR EIC B LTI
HEICZ L, POXORBREBE T
EBMEVNIEIZHONTITIFE AL
HEINTWw, SEATrA FEET
HERRIE, PN L A B[ A KIE L7ZCMT
DIEFIZEER LT-DTHRE L, BELX
R B

98

WRFE : EFIEE

MRER (EFIER)
FEBNIORE B, FrAaERBEER Y ) —=
V7 I ICER IR S Y, SRR
P TOLEBIER S o T, INER
ANZRFCEE 2 e b, TEF AR Tl
RIOREHFEL BRI, £/, 5
AXYVE T, TROGHETIAHEL.
TalT#IT Lo, L (13s%, 157%) 252N
WARTROBAIET, S b ICRE
LTELT, EY i EeAN
VW, TREDEHIHMET % EFFIC8RRT 1 A BF
(R LR/ N R R R~ R AT L. CMT
LW SN, BETFREIIRERREF
Th 5,
[EIREE & 0 R LR B SR C b Rl
BEL, FHh45dBR1E O & B BIEEL O R
BEE 2RO, E23FEIABDICER
g, AESEHEHOAMEMELRD, £
BESNIEHI60dBIEE & 72 o 70, T DFEEE
FERT RIS IEE ©. BEEEHHN CIIERKSE



XL & LTRIEEHRE D, SISI
T A N TIEMRAZIIEETH 72, A
Bro E7 L R=260mg/day> 510 B 5
BRELILE ZAREEE X VEEIEK
£, WEEHFEH20BRIE & RoTn, F
DBRAR TREBIE L TR 1LH 3E
WCEZHRLIZERIOREIMET L, EY
BJBBREL -T2, ZODT L K=
20mg7> 512 HEIZ 7= » NARERE L 7= &
Z A, AR T BRI IX A & & FE#%525dB
BEX THELL, BEIIRT A Kf
WrL THEARELTWD,

R

AIEFNIEITIRENSCOMTIZ & H 729
B EZ 2 05, FEAHEERICL
HEEERA TGN H Y | MRS ENE
ThHHENPLNEL D FROBEE, $VI
iR D [ED] =a—uaXF—Thb
LEZOND, MIDOIEEIZ OV TIE T
DFHIMETDOARATa A FiEEIZ X 25—
HBEBOHREITXD 505, HIEOIREOR
132V, FEFIT—FOLDERF TH
LR, AT uA FMEEIZLOEIHEL,
PRI L DA RE L THDEND A

T A F&RE LREH%EOMICE 2R
BHdLEZLND, DR L HEHR
VCIEOMTIZ A 5 REE BER O RUE I 3
LTERT A REEEZRADZLOF
FRENREINDEFTH D, L EH
BN RIZBE OFRMEIC OV TR, 4%
DERPLETIEIH E08, Dl L bE
BHICHEAZ L0 BRFRREBICHRE- TR
SEREER+TRICEZOND D, 51
HERICRBLBE LN LEHTFRIC
DUWVTHRETL TV E 72U,

AERR
ATaAf REEREH L, OMTIZEES
R EERERE 1 2 BBk LT,

IR
L EXFEER 2L
2. FRER L

I EERE D HEE - BRI
(FEZET, )

L. HFEFEUE 72 L

2. ERFERSE L

3.EFDM AL



Vogt-/IMI- IR RIS HE 5 BEIBEE OB & T

SHEPREE ER W AUEERFRERE AR B REF - SR 0 5)
HLRFZEE DR EE (EERFRFBELNZER SRR - SRS B)
FRPZEE  KH A (GEERFERFBESERER B REES - SRR BF)
HEREFZEE  BER =S (GEERFERFBREENER B RERES - SHEE B

HMREE

Vogt/MI-FEERE (LLTFEER) AT /A "NEERNET2808RBLEZD
NTWBEN, BRI OV TIHMEATRHL L ZABZWERTH S, #EEOFEDHEIC
DN, BERBICLZ2HEPBRE CRERE TCHH Z & L < FRTMEICHE S TR
BELXBTLHZEDBEETHDZ L EELRRT S, SEFEAITHERBIZHESBESE
EDOBWE ERIZAT O L DRZ L LT, BRMBRF 21T -7,

KFEEIX 1996 A0 b 2010 4F 12 A ¥ Tl E R FIREEIREHI B W TR R & 2 s
AERIRRT RIER CHER - RIEHREREE OBEENE 71 i 142 B 255 L L, 204
WXt L CAT oA NRERT (FI2ks) (CEEE - Hig - D EVWEDOHEREROFEIZ OV
THEZBLIOZELZITV., MEEIRE - FTEBERESZET L, IZ2KEOD
250-4000Hz5 J& IR EHIRE S L~V 25dB 28 25 H DILEED 48% TH - 7=,

THRHAERTF & UCHIZREHRES), Fin, BREROFBICOVWTHRELIZE Z A,
I OSRER A LN B CHEICBEANME» - 12,

FHERIC L DB SEEIILBT% B TH D08, BEIICELNFH B v WEEFIZ it
T HRIGESHBRET Lo, £, EROBREROZRWEETS ., KB OES TN
DEEBERHAONTEY, MEL BHENETEZRL TV DEMN TITRZIICERT 5720,
SHTEEEDIER R ERLELEZ D,

HMREM DE. WAEROFENSEE & LTEY
JRHRIIRE RERCER - BB LY AENTEY, REBEOZENICIE VTR
HEWCH BIZIZIERBICHET A2 5L B - IEROFHMIITEERMEL 50T
IERICELAPHEINBELZECDEETHD WD,

DA, ZHICHIE U CREBERIEER, £ AEF 2 (3R BB Ok L TR R

ZORE - BEL WO T BEREHHRE  RREZITV. HEBCOWVTORZEE
AETIEBRTHY ., HEE - DF Y FPRICELTEELE

o TR RIEMRER b EERICEHT D

TEREONTNS, BEEETAT /Y WRAE

A FNEERNETHIECREREEEZD 1996 55 20104 12 B & Clz b
WTWDR, FEMIZOWTIHEATRALE KEFRERHCBWTRBR 283 h,
EIABLBVEETHS, & 2 [ vogt- EHEFTRIEE CTHE - piEMEREE D
A-RBEBERY —27 2 a v 7 (2001) ESEWNTIH 142 H 2xge L,

(CRBWTRR S LR BRI RN & 1OOX?H/( R GRT (FI2k) (CHERE - B



B OFNEDEHRIEROFEIZONT

BB LUBEET, MERIRE

FHE#MERE - ERSFTEKRSE
(DPOAEREZMAT LTz, SHICATH
A F&EERGBEERE., YV F=ynovr
30mg/day & TH#E X i /- e (FH 25.1
H#) ICHERIRELBET- 72,

MRER

WIZEE D B BIER ONFRIL, HEE 25%.
HE 42%, HEV 6% ThH o717, 5 JEEEK
(250, 500, 1k, 2k, 4kHz) 4B L1
7% 25dB 25 b DI EEKD 48% (52
H) Thole, FHWEH L~ 25dB
UEDbDETENEEDH Y LBHI LT,
F—TF 7T A EOBEARNC L A 5EY
Tote, BREE-ITERO BEERE D

DICREL RO TR T TRET 2 &,

BRERO D> BHOREHIIL, BEE
ERIDS 45%., KRS 37%, (LFLS 11%
ThY, BEFEEAOA VLT T 0%
ETHEMIT o7, BRERD RN
HECIIETREERD 69%. /KR 25%,
IS 6% T o7z,

AT uA FRERKBE, 7V R=yn
v 30mg £ CTHURK L/-E A CoORhtE
BE A 22 3k EEME O BE ) B 15 R B A %
(1984 B A F7 A S EE EEREFR A
EHIZ L D) b EICHEL, EHES
2 20dB LANIZ 22 o 7= % D & 159, 30dB
PLEETE L7z 0% B EE, 10dB Ll E
30dB KiHEIE L7z b O % [EIfE, 10dB R
WOEE ChHoTLbDERE L L, %
OFER. HERED B RER R B o BT
160 - EHAEE - BiEZHbE5 & 75%
(26 H) THEAOHERAOLNTE, BRE
JER D2 Do BTN OBERH BN
bDIiE47% (19 F) Thoiz,

101

AT uA NRERI#E TOREH B0
HEE (K2) IRLz, 3FET_To
JEBITAT oA FEERICED - BH L
HIZWE LTV, MHBEFREEKIZ 0.31 T
HYRNEBENOUEBEIZBVTHS )
RARBAIE A B e o T,

FHRAEERFITOVWTRIT S0,
VI REHIRE S - Flip - BREROFE -
Hig - OFEV - RIBEOFEIZOWTES
WER 40 FH) LHEAORER 22FH) %
B L7z, Zho o5 HEler E8RE S
DHT t RETHEELRYD (p<0.05),
BE BB O EIE S OBE R T A3 K &
Mol

JR BRI LR R R 72 & O o BRE
BEE B LT, BROBREREZELS
ZERDBNEINTEY, BEOBER
SEAR DS VE BT R BRI R O BEHEE
ERMT O ERRE R R HD, W)
BREEHIES T 25dB UL DRERITR T
oA FEE#IZ 10dB LI ER A3 E L
TIEBNE T9% TH Y | BROEEIC/RD
LE2HND (K3)

=R
ARIZBITH2REROBERIIAN
100 T A®H720 6.3 ANTH Y | LLEAIFE 72
RERTHD, FHBICBIT HHIEDORAE
BEEIL ZAVE COMERFITIT 44-78% &
BRKE <, HHEOEENPEE TRV
ENOBERICL > THRLHESND
EFINRRD Z &0, REICEHT DE
PES BB E CREREO b ORE N
WS ZEBREZLNDN, EFEN T
BHZWTHELO#®E CIHBEAOETE
BOTIEFNLT8% AME ICXLDETT%
EENTVD, SEIOBETIL 48% 121
HETZRBHTEY . [REREORE DO



IR B S RIS 2 D 2 L SR
Eha,

JER FE 7 LIRS IR 25 D FE SR I B~ T
AThHdZ Lnb, HEBOBEIZRR
EETITON TV, FEBEOZHILH
B I3 S BERERIE 2 R 3 IRIERT R 2 1
Ll LIZIRRIEIRETZEA > 2 &
DZND, BB 7R BT 7% 7R S 2R VE I
LARPLPTHEELTEY, FFITHEIH
DB PECIXIRIER DA TRE TE RVWE
BlbdH D, Z0OXDRBEITRERSE
DIRSVEROEENEE IS, BEAR
MERHZ IS W TR RIS 5 BRE A2 2 W9
HEE, ARZZEICIIBLICBENE T &3k
LTSI &%, MERBENSNTD
EOHRDOBENIIEAETH D BT
BA—VAT T AREELRNI LS
W LD E O IR R IE I FE
IbDTHDLONHENZERT HZ &N
LiIELIEH 2, &bic, BAOBNEERE
=R KPR (WBILZRTHDHI L
WAL LTW5, Ko, BEER
DRVETITEEREERN 69% L LV £
X DEIEZED, ZhboHizmiic &
HREEHBEAEEATVADZ LRSS
Do

FHERICHE S EREICITRED L Z AR
EH 2B EENTFEE L TRV, Bl
L7EEEY —27 va vy IR 32HE
ETIIRFEREZERBOGETHEL T
WBHM, AR TIIEROFEITITHRIC
BEEEZIRNEVWIERTHoT, K
EITRAEEENMENENWSI ZEbHVE
B2HRT—ZNZ L, ERRENHE
ERTENVSZERBHEELI LT
LN, RIEOEEOREWBEOZHIZIX
SRIEFEZER TR LT, DAY
ERDEE LR D5T — X DNENEEh

Do

]
UREZZ LT RHEREED 58.3%I
HHE - o B RERZ V., FHTES
» 25dB % Z x HRERIIL 48% ThH o7z,
AT7eA ROBEICL->T, HECHR
JEARDS B o T2 JEBNE 75%. B BRI
WEFITH-oTHAT BA FEET 47%
OEFNCBWTERANEIE LTz RED
ZWriZB W T, BREERS RWIERFTIX
BETF O REE SRUER] (NEstEgERe e &)
NEEDLITYH ., BEANLET D ERF D
BRPSTEETDIEDAT oA RE5IZ
LW EADORBEZIE I LERNHD L
Bbhsd,

il geAC )
L

MARE

1. FCHER
NERIESE, kA, BImAL,
FAFTIER, fRHE &
Vogt-/IMIl-JE BRIZ 1T DRESIfEE
DM & FHREERFOMRE
Otol Jpn 18: 670-674, 2008

2. FER
NEESE, RN, BAAL,
&
SRR I T 2B EE W R EER

DOREET
% 110 Bl B A B 2WEGER 2. BN,
2009.5.14-16

MMM EEDOHEE - BHIKR

L



(B)

50
40
30
o#L
nHY
‘ 6 R
-25 26-40 41-55 56-70 71-90 91- Eﬁfﬁﬂ
K1 #1285 EEKTRS & 8 EEROFE
[EHAWZE1E (dB)
0 T
10 - : * ’: *
-1I6 -12 ~:3 —4 ° 4 * ; 1; 16
ol B EE
(R SR FARE)
-0 T
an L

X 2

AT7uAf REEHOWEH LR HOEFBIEOHEE (r=0.31)

103



35

30

25

20

16

10

-10

X 3

] 2548
15% . . 79%
» ‘
: * e Py
~ (I}
* . ® .. .
» ® ‘.
7] Py .T oo %
O’ . ® 4@ *
& * P - .
L » * *
» &
] o & ‘e ®
o o $ .
‘ i ’ QS " i. i 1 i H 1]
0 *%0 * 20*| 30 40 50 60 70
. 2R
| T8 H(dB)
R RIS & BB SIS (dB) AgEs

104



