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clinical phenotypes, and prevalence of
sensorineural hearing loss associated with
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knock—out mouse shows progressive hearing

loss, Neuroscience Research {in press).
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fEE ~ OB

(1) BEFRE. RECELTRIRESE
R LA BEDS T —b Farty
FE2H/BTNS,

(2) YURFEBREICBA L TIMEMNKEESE
MEEEESTERIRL TV 3,

WRABREBICER

BEBOBE, 2 D OFEHERL 5 DO
polymorphism RRE N, FUETEINE
b3 1 2=y V1112 9bp deletion @
FREERL LTRAESRZ, ZTOERITRER
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AEEEEARRENLE (K1), D 1 2=
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BbIhE=Ti@ERR, 2 br— 8
WEAShE o ko, EREBMMNwY
AR=T K ) R EOEEBLTREFINTE
DHENCEETHI LEZDbNDZ L, B
HONRE—id XM BaF—F o/ vrT
U re U RATROONHEO A F— 2 LE
PLTHBZ e REPCHBOERERT T
HOHWRMENRB I, ThE TICEERL
DEETIT Bl BMaF—F
DREIZL D Stickler ERFEP, IV B
— 7 OREIWCXZ Alport SEERED Y HHR
HEENTRY, ad—F L LHEE L OBER
EEEhTETWS, X BT —F Uikl
ECHER~OREFEESRTHY ., IX
BaZ—Frn)y 7w <y x&Ronk
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DTHoT,

ot
NEIZERE TS COLIAY BEFOLERMF
EfTol b, 2HEOEANREINE
ZE LD, COL9A3 BMEFAEMDORREERE
T ThHDUEERRRENE,
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Asamura K, Abe S, Fukuoka H, Nakamura Y,
Usami S, Mutation analysis of COLZA3, a
gene highly expressed in the cochlea, in

hearing loss patients, ANL (in press).
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siRNA & FW =N ERGIEERICEE 3 5 Rl E

BEFRE (ERAE
KEHEBHE  BEER

(RS B R s =
(EILAZE SRR/

WRERE

BHREZORLHAEOSWER TH 5 HEEFHBIC OV THE, RIEBRFGZERENSHLSN
THELT, TOMNRELTHZLEFIRBBETHD, BHROREDH b T, #ITHET#ERLRT
HLOWE, BHEEEETTLONRS Y, ZOPIZIHEHERETF O doninant negative ZhEIC
FoT, HHEPETHEIZELALORHDZ ERHEEIN TS, HAi345F T, sika 24
WERIZE 2T, 22 LIAIEEFORBEMFETT 5 HEE in vitro DR TIToTERE, 2
SLEHEEEE AT, 4EE. BEMEHEEOTT AU AEER L, siRVA 2V in vive
TOERTHZ D LICHRETFE, BIBREMICBEMBZITI ZENRTRETHD Z L ER
L, E72, in vive TOERTRI S LEETFALEBMOREAN, 2 bo—A L ELTH

BliHELIDLETR LI,

e Az

BEEEEDX, AODS5%%E 503 EEbh
HHBUBEEOBVWEETHY, 0% X
NEMHEE CH DL, NEEEIEZDRDER
FEHC I3k 4 e b OB HH, FikaFEEE
BOBEIIE, RERTFOESRN. Bl
BETEDOBEEAEET I LIZL > TH
BETEZELZES, Whwd dominant
negative BRI L - THEN AU 2B ESH
BOHZENHEEISNTVE, Freld, FEEE
ETOMEBRB T, VWb D ERMHIE
DFEERBEBL L TR OGHEEOE (JB2 D
EFHRE siRNA (2 L - THIBT 35k
WTHE L TEE, MEZTOHETE, &
MEEEERS L 7 R 2BV T 6IB2 Ei
FAoxt L TR EMIZHEBRIMGI 295 siRNA %
fERE L. in vitro TOERIZHL LA, &
EEE, vV AOPE#EHTRNERERFTH
% GJBZRTSW #NEBIZHBE I E, BEHETA

EUBZ LB L%, siRNA 2AN2 2
FREATZ S LEEAETHAME TE 55
EIDERII LI,

BT
siRNA D

BTl e TR L~ v 2 siRNA4 T
wEeFEBEIZ, b~ GIBIRTSW IZHEMA
siRNA ZERL L7, £/, GAPDH AB L T'7
v A AR EF A B negative control
siRNA 2o bo— b LTHWE,
Inc) — 8B siRNAs 1%, Cy3-
labeling kit (Ambion). & F\T. #XF <
ALz, TERRL7Z siRNA 13, URY— A
ALT 200pM DRETHRE L, EROBRY
1A A ET_‘ tX Silencer transfection reagent
(Ambion) % Al 7=, mRNAs O EEIZIX, RT-PCR
LAY

(Ambion,



R75W @ co-transfection

GIB2DFREKEESMEOREL RS
BEFRFELE LTHLND RTSW & GFP 28
ATEAR Y F —® Co-transfection (Z{%.
lipofectamine2000 (Clontech) & i 7=,
BMETTAOERLER v v AWk, 1)
GJB2R75W-eGFP 2 5 L /m BT 7T VA, 2)
o ka3 — b0 RNA % v 7= sham operation
¥, 3) GJB2RTSW-eGFP &, Zhizxt4 B
BOES TR R siRNA 253 280 3HI
ST CHET L,

IO DOFWEICONT, FREFRORES
EHEMRBRRII L > TEOBEL R HE LIz,

KER

T GJB2siRNA2 TR FF A7 7 ML
7= GJB2-eGFP @ R75W BizFH®E, = b
B —/ b HBE L T S5%TREE DFIA T L 7=,
AEED, Tihbbe o245 ) LB EFHE
@ GJB2 BEFIZH>VWTIKIEE A YBETFR
ROMHERD R o7,

BHESILD~ Y AL L AMEMERNS RICRED
FERTR, =Y he—/L siRNA 58 L Bk
LT, REBEVYBEFICNT D siRNA S
HTHABECHEAREEL, 2 bre— B
EDBEBEFRBDLRAZVL NV ETHEL
TWvie,

-7 -3
FREREERRESEEOSESE, LIZUE,
BROMb > BETOERS, EFRMO
B FEDOHRELIME L, ERERBET D
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W3, (B2 ILE»Ta—FIhTHBEH

RIDARFI L 26iF, MOz RFL L

BEFETBE L T~IF v RAEED, Bl
THHBLEOMTILIFHELTEy v 7
BEBRLTWVWSD, RTSW ERIT, v FOFE
RAfEEREERTERRERNORESN
FRBRERT, BELLBRIOAIF v 2N
OWEEZ T 5 dominant negative TR T
HHEEIZLERTWS, B L h THEDR
W GJB2 DBERTFEEIL. FREELHETH
D, BO%DORRENHIVEEEAICEL TIX
EEOHMENMBINDLEZ LS, it
T, ZIOEABEFHELMHET D Z &5 H
Senil, #eerRET LS LBWEL T T
HD,

SETHANToTER in vitro DER
i<, in vive T sikNA VTR
RBGFORAN I b TELZLE
LT, £, ZORRNBEEICRBR X,
siRNA 2512 & - THBED G RMIC TR T&
B ENREINE, IhiX, BEFBEICK
> TEEHEBRORENTHHED Z L &5
LR L ToRETHY, SHBEREALY
AfE L LI2EEMBRRICHE AR TV & 20,

=T

v AEERARERWERERBVT, BT
BEHEERORERERE /2> Tv5 R75W BT
BHMAEETAIEGTFL, in vivo Lo TR
THREFHFEOICRBENENETY Z LN TE
7o, siRNA 2 X - T, HHERFEENIZE
HEMEIL, FOBEOEESY ABR I2X-»T
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