LEEEL FRTE A&

BAESEERVRE - T LUV F-FHREE

NI E—F—, HORENS A - HEREBRBICET 205
(H10-5% & £%-010)

Tk 12 R - S HRES &

EEMRAEE EZH £

KRk 13 (2001) £ 4 H



. BEAARESE
NEE—5—, BORENS B HEFEERE IR SR 1
EZN #

. PR
RNTE—y—, BORED S B REREMSIC T BT 7
BEA B

CBNPE—y—. BEOREMND BT BRI 8T ST 1
Nt 8

TRy . BEOFRED D BB B 14
¥

R oL e Nl R S— S - 18

BT oL rary ) | —— S — 19




EAREMAERGNS (BEEEERY - RET LIV F—FHFEHER)

REDIRRSGE

DTFE—F—, BORENSA-HEFRESEICEET 50158

FMEE ESN B REERERERKEHR

WRES

FAZXRY 7 ABETFERNEONDRNEAEY U A OB ZLRH

L. NEMZFHBE T ESROER Z2RE L 2. NEFRERNICEEMRMHE
ERNUEIERERET S PDS BETFERE, MEKELRRIEEFAICBNT
HELR. BEOREMOICEER Six BETEOEAEEES KU BOR FEBEEED
B KRB ETFEY Eyal EHEOERIZESHMAEDRIGEMIT L. NERIETY
ADTe ) i r—H—-DBEFBEBETFELTFR I VBETFERZREL.

NENORBAZBRL .

SHEES
nEe #
1| T8

BIEERKE - #R
R ER S R BT ZERT
Rl AT &

A BFEER

BEHEOREMRE 2HTHREL
ARVICTHRHL ., $EFOHNEREE
HESBOBEANOBETS, 20K
DIz, HEEEEMRIILT, filoog
HEBETZEREET S, £, HFE—
y—BETEHOREICESGT ZER
AFRY 7 ABGTOEROEE, ¥
BERERMOEFAICBWTHEETZ
AT, 5T, EREBMET I
BOWTHFE—Y—RSNTHRAL
Ry I ABETHREZRBITL. 7 TE
— 5 —EEICLLIEERELERASF
Ry ABETICLEZFORE - Bl

DAAZXLEBHAT S, HISAEWRE
ORBRETY .. ERBYTTIINIZHN
T, BEBETOREZTV, HHER
FEEHRAFT Ry 7T ABEFIZRDH
DFE - BREDOANZALERAT S,

Six BEETBLWN Eya BETOED
FECRBISHRAEFOTERER
BE S MZT BB, Sixd BERFHET
™) A DFFFT & Byal BETOERICK
% Eyal EAEOMEEOREZH S
29 %,

Ty 7 o —H— (Jackson
shaker: js) ¥V ADHEHEEEDHERD
BREBETELTFRT UBRY ON
7 B DAK ( Deafness-Associated
Kinesin) O 2% &b MREBERIE S
DD VITITDWTHEFZIT I,

B. HFFGIE
R OBRE HHEEF, BRI



IERHEEBR T HER R OEEEL S
Kz &FE TR IVE S NBEH %
M EUHEBRGTOREEZTS., %
SUEFAN ST, FIREROGEEES
2L, KRBEETWET VT4 —
LR N EEFETEBI, &
/I DNA ZEEY %, EREZ2H
WeBRZEI, AiROEREY & —
DERBEF/RTHITINTN S,

T RACRYY 3243 BREFTH
% MELAS OHERIZE S N/ HIEEE
BEICBNT, T b RYTEETF
ERIAHEEREBEERNT S,

C57/C3HEZE M DLacZ Z L R — & —
ELENI ATy IR IR &
CSTORB L DELENEHLWNE T
<7 A Zfe-020DABREZEHAIL 7=,

Six4 BEF /w27 I NI DMK
FBIPEEIZTDNT, EEAEZ,
BhREBLUOY—HTEBEFOFRE
D EfTo7z. £/=, BOR EER
BIUBHANEEZRET 2BETHE
TNz EYAl BEETFOERET T X
Eyal BEEFIZH AL, Six BLU Dach
EDHEER®. BEFEELEIC DN
T, BREEL 7=,

DAK BEMZ7 I /BEFIZ2EN
WIARTF Rk EERLE. ZhgH
WTRIZEMEICHT I 2%
>TOwTF 4 BV ED R
BRAETH T2,

EhD 17 BRAK 17925 ~EH
B bk N% SR T IEE R B RSB AN 5
TciZw JENTED, ZolEEE
& DAK & OBS#E M % Stanford G3 B L
X TNG Radiation hybrid (RH) panel %

AW/ DAKOE FEEEADT Y P
BN — T IR
RAREEROBRRZTH =,

C. MR

2T rIRUTEETERIT. 8%
BEABESNIBEESEFR R
SICHEEOERIZHSM TR L
AL 1 DR R A BH 0D 12 35 S E 4] 1
THEEENZ, axF 2 26 BT
2RI, WA OR R ORS HE
KR TEE SNz,

MELAS fEBE#ORIEEEHEN S
A RUTEGETFEE 3243 2R
L. NEfE#EOLERI O RY Y
BEFOREEEHEIL, B K
i, PREE e L TERI MO RY
TEREFOLRIFIAETEHETH
o7z, MEHMEERPETIE. REHR
BOARIEE THBORERRORKE
ZEE L=,

BEaEEERNY ONEBOILRIZL
BEREEDENRIENEERTH 5.
AIEARKETLAIED PDS Bz TR %
BS Mz L7,

WEZBH A Zfc-02 FEEESEIT.
BNEEAEBINNINWEND EH
BTH-le, £, ELOWEERITE 2
E L7 ABR BFEHEATIIKIGE
ROT, AFOESEEFIC M-
TR 2005 30dB BRE O, BEEREME
DLEHZRBD,

i e H O R ERE TRAE
HHEBOIZSND Sixd4 BEFHE
DARHREEES EEFEAETH -,
HEOREERHEAHIZOWTIE, BESH



S53ENo . Fr, SEHEHR, B
RICBTB2RHEANY—DH—-HBETF
(neuroD1, Myogenin 7% &) ORE %
BAEMEFNEEETHRLEED S,
EZNR ENMTMo=, EYAl OBR
D5 B S454P & LAT2R B UAR307X i3
Six, Dach%> G ERE EOHEERIC
REMNH LN,

DAK OEBROMEK TIE. NEEB
BNV e RN 8 o ] R
SEBRARD SN, T 5 I 4RhEH
BIZHRENRBD 5N/, —F, DAK
DEBRERIZLPHHEEENTHEX
N5 js T XTHBNTHREKEOMT
ERAER, TORTITIASMIZE
FLTW/z, b MN#ERERE DFNA20
W5 17 BRAMK D178836 (114.4cM)-
D178668 (126.5¢eM)fIcww 7ET
BY, DAK IFFD 10cM L B> N
OXATYHIZTYy TE3NE, E5E,
DAK 123\ T DFNA20 BB DA%
RERRBRULHER, B0 — FRERI
ZRIIBRD SN o7,

D. #2%
HIEKREERKIEF TREZ N
PDS BEFERIZ. NERERDIZE
SOEFHRFEBRRETS &FH
ENTWB, £, /vy Z TRy

ATid, BEMBEHEE. BABREE.

WU NRBIARALNTWS, L=
MoT, BERLSNICHFAFRY 7 X
BT ERICNERE, MEICEL< S
SLTWBEFHEINS,

MELAS JEMER ORISEF #HEN S B
HENAI PO RY PEREFER
3243 1 3. REMREIC TR EZEICED 5
N, NERZEEOEFERZEEZEEL

7o [ENES] O B B 2B 75 T,
NEHZD S 72 53 IE OB B3 5K
DIRZEHFRD, RFEHEEE L TORY
HALN. TRIXRE L-NHEE
N7 A Zfe-02 DR R#EETIL. .
EHRORFAIZHERE LD, KA S
Ry 7 ABETOLEENEDNS,
Six4 B FOBGTFHET T XIcE
BRRE S HZWOIL, 150 Six &
=T Sixl, Six2. Six5 75 & & DOMREE
BHREETH 2NV, 2ho
EWRAET D729z, Sixl/Six4 BLIN
Six4/Six5 D __BERT T A EERT B
Z&ELTz, EBya RA ICEETS
ZLDREBRERDD B, Six BLY
Dach O EERARELTWS D
DONFEE SN, D THEEOETRICK
5. BOERRENE U 284 2 /0T
TE5ROKED I ENHFEEINS,
FH I URREBR DAK OBETFEST
B ETFOREENEEINT
WAEFTIE, BRI REHICER
FED SN Mho N, DAK 2k K
HIEOFEKNBLETTH D D0EME
R TE,

E. fiw

NEFRAERRICREBR TS E8EX
NTn2% PDS BETERE, AIEKE
REEFAICBOTHEE L. BEAR
AR EHEEFANSI MR YT
BETFISSSER, axFI 226 8E
FERZRE L. MELAS FEEREOH
HEHBMNOEROI NI RY T
BETEER 3243 2NEHB TR L
7.

Six BEFHICIIHEEEE OEEN



mEIN~,
ENERREEETINTHEI Dy >
) 23 x 77— (Jackson shaker: js)< ™7 X

DHEEEEORRE S EEREF
& LT DAK (Deafness-Associated
Kinesin) 2 E[& L 7=,
F. RFEEkkER

Aq P
G. BFFEsEE
1. WXFEE

1. Takago H, Yokoyama K, Kitamura X:
A vasoactive agent enhances the effect of
ATP on cochlear blood flow. Acta
Otolaryngol(Stockh) (in press)

2. OzakiH, Watanabe Y , Takahashi K |
Kitamura K | Tanaka A , Urase K , Momoi
T , Sudo K, Sakagami J , Asano M,
Iwakura Y , Kawakami K : Six4 | a
putative myogenin gene regulator , is not
essential for  mouse  embryonal
development. Mol Cell Biol  (in press)

3. Kamuya K , Takahashi K , Kitamura
K, Momoi T, Yoshikawa Y : Mitosis and
apoptosis in postnatal auditory system of
the C3H/He strain. Brain Res (in
press)

4. Kitamura K , Takahashi K , Tamagawa
Y, Noguchi Y, Kuroishikawa Y , Ishikawa
K, Hagiwara H : Deafness Genes. ] Med
Dent Sci 47:1-11, 2000

5. Kitamura K : Neurofibromatosis 2.
Kitamura K, Steel KP(eds) :Genetics in
Otorhinolaryngology. Adv
Otorhinolaryngology 56 : 244-248 , 2000

6. Tamagawa Y, Kitamura K , Ishida T,
Nishizawa M, Xue-Zhong
Walsh,Karen P. Steel,

Liu,James

Steve D.M.

Brown:Sensorineural Hearing Impairment,
Non-Syndromic, Dominant DFNA11
Kitamura K , Steel KP (eds): Genetics in
Otorhinolaryngology. Adv
Otorhinolaryngology 56: 103-106, 2000
7. Kitamura K, Steel KP(eds) : Genetics
in Otorhinolaryngology. Adv
Otorhinolaryngology 56, 2000

8. Kitamura K, Takahashi K, Noguchi Y,

Kuroishikawa Y, Tamagawa Y, Ishikawa

K, Ichimura K, Hagiwara H :Mutations of
the Pendred syndrome gene(PDS) in
patients with large vestibular aqueduct.
Acta Otolaryngol (Stockh) 120 : 137-141,
2000

9. Iwasaki S, Tamagawa Y, Ocho §,
Hoshine T, Kitamura K. Hereditary
sensorineural hearing loss of unknown
cause involving mitochondrial DNA 1555
mutation. ORL 62 : 100-103 , 2000

10. Sakai O, Curtin H , Fujita A , Kakoi
H, Kitamura K : Otosclerosis : Computed
tomography and Magnetic Resonance
imaging. Am J Otolaryngol 21 : 116-118,
2000

1. Kanazawa T, HagiwaraH, Kitamura K,
Labyrinthine involvement and multiple
perforations of the tympanic membrane
due to group A streptococcal acute otitis
media. ] Laryngol Otol 114 : 47-49 , 2000
12, Hagiwara H
Ishikawa K , Fuyjii T , Kitamura K |

Nogucht Y , lino Y : Invasive verrucous

Kanazawa T ,

carcinoma : a bone histopathology report.
Auris Nasusu Larynx 27 : 179-183 , 2000



13.  Muto, §., Nemoto, J., Okada, K.,
Miyata, Y., Kawakami, K., Saito, T., and
Asano Y.:"Intracellular Na" directly
Modulates Na”,K*-ATPase gene
expression in Normal rat kidney epithelial
cells." Kidney Int., 57, 1617-1635 (2000)
14, Kawakami, K, Sato, S., QOzaki, and
Ikeda, K.:"Six family genes-Structure

and function as transcription factors and
their roles in develo pment." BioEssays
22, 616-626 (2000)

15. Kobayashi, M., Osanai, H., Kawakami
K., and Yamamoto,M.:"Expression of

three zebrafish Six4 genes in the cranial
sensory placodes and the developing
somites." Mech. Dev. 98, 151-155 (2000)
16. Kawakami, K :"Transcriptional
regulation of Na,K-ATPase alphal
subunit gene." In:"Control and diseases

of sodium dependent transport proteins
and ion channel", Y. Suketa, E. Calafori,
M. Lazdunski, K. Mikoshiba, Y.Okada,
and E. M. Wright.(eds). pp.27-30,
Elsevier, (2000)

17.  Ozaki, H., Watanabe, Y., Takahashi,
K., Kitamura K., Tanaka, A., Urase, K.,
Momoi, T., Sudo, K., Sakagami, J., Asano,
M., Iwakura, Y. and Kawakami, K.: "Six4,
a putative myogenin- gene regulator, is

dispensable for mouse embryonal
development." Mol Cell. Biol. in press
(2001)

18. Wada T, Wakabayashi Y, Takahashi
S, Ushiki T, Kikkawa Y, Yonekawa H,
Kominami R: A point mutation in a

cadherin gene, Cdh23, causes deafness is a

novel mutant , waltzer mouse Niigata
(submitted)

2. HERER
L EZH R #llGT Bomx
RIZH BIEHE AT E RS S

12444 15 H
2. BEN R EEIEET BUK
HARRR ESLIRRS . ¥

& 12410 A 28 H

3. BEN AT -VROZN.
3 59 MHAD FWTFHEEERS -
FWBERS BEEIF— EHE,
20004 12 A 1 B

4. BEEH # HESBRT. JERE
REEFEAWER EHEFMES JE
REKRF 200143 H14H

5. 20)%, BFO4w, 225 #.
HEBCTF2HOEDDOA12 T 4 —
LARAEY =3IV =Z7LTOY
7 MEOEHERTT—. BEAEEE
ERBNRMAETE ATEHRERTE
FAEETIZENE, B SR I A3
Ypk 12 FFEAFIMS 200141 A 14
H XX

6. F M5, MAEMN EL£M &,
BFUEMREH  NEAE IR (Zfe-02)
DEETHREEIIOVWT, BEARKE
AN R FE MEMEREN
BRI, S SR S RE U ITL
Yepk 12 FEEFEREE: 2001 £ 1 A 14
H ¥xX



7. AN 2247 & NEXEESR
BIZBIT B3 KF v RJ)— Aquaporin @
RALMBIIDVWT—. BEEERKEE
BRI Al REHEN
FHE. BESEHERTTEN T
2EESHEKRS 20014E1H 148 X
i

8. HHPF, JI LR FHESD., #El
IEA 72ROy ViREEREMEIC B

V3% FGF8 &3 89 Ml A A /R FE L,

RBR. 200044 H 11-13 H,

9. H™HE, JII R FHED, FBILE
AT ROS U REEBREAICE G
% FGF8 &1 1 7 U > D1 O HiEHE %
RE. % 73 M H AND R EMRE,
JER. 2000 4F 6 A 16-18 H.,

10.  Ikeda, K. and Kawakami, K.
Analysis of Eya co-activator complex. 4th
EMBL Transcription Meeting, Heidelberg,
August 26-30, 2000. (Abstracts p.145)

11. Kawakami, K. and Sato, S. : Target
genes of Six protems. 4th EMBL
Transcription Meeting, Heidelberg, August
26-30, 2000. (Abstracts p.158)

12. Kawakami, K., Ozaki, H., Sato, S,
Ikeda, K. : Evolution and function of Six
family genes. The Sixth Asian Conference

on Transcription, Beijing, October 23-27,
2000. (Abstracts p.15)

13. RRIESME, 0BT, RS,
EEN—, N EE: SAFRY 7 X
BT Sixd4 RIBY T ADHEN, £ 23
B BA&LDFEMERES. P, 2000
F12H13-16 B, (FOJ 5.4 - #iE
BEEE p737)

14 MHEER., EH#E— FREE,
KNEE, N B eRMEEEEE
ETNRIR (ns) BAET RO

HHRESRL B 23 EOESTFESE

=S 2000, 12.13-16. fiFE

H.  HBMEHEOHEE - S8R (7
EEFL)
L. W&
A
2. KEHELR
A
3. FDih
1AQW



FERENERMNE BEBRERE - RE7 LIV —SHEE)

pagi=toit

WEE

DTE—F—, BOREMN S Iz HERTEEICET 5%

FEPFEE BEN B FERERERNAEHZ

PRES

NERERPICBEMRIELREANY > BILAEET S PDS BET

ZR%, SIEKELREEFICBWTRE L 2. KERRHRESEEA 5 I
FIZRUTEET 155588, A%F2 2 26 BETLEEERFFE L, MELAS i
BREOCUHEGEMN SEROI M2 R 7HRETLR 3243 2 NEMRTRE
Lo SAZX Ry 7 ABETFERMREDNSINEFH T AOBBE BT L.
WEHASZBRRBE TOEROERZREL .

A BEBER
BMEHBEORERE L, THEL
NINTTHER U, iR oSS
FEIERB OB AN SHET S, 70D/
DIT, HPEFEZNRICLT, Fizkzs
HERETFERET S, £, 27E—
S —BEFEHORAEICEET AR
ATRY I ABGETFOEROEE, ¥
EREMOEFICBWTIIEE T2
Brafrd. 612, EREBPETIVIC
BWTHFE—F-RSVITFRAF
Ry 7 A BITFHEEERRITL, 9F7F
— 5 —REIC L HMPERFEL R A F
By ABETICLBEDORE - B
DAAZZXLZHEHT 5, QB RS
DERFEITS .. ERHYETINIZBN
T, BPEETOREZT Y, HERE
HEERATRY VABEFICLDLSH
DFEL RO AN XL ZHHET 5,

B. WF&AHE
FERAHOBREHEES. Btk
ERFER SRR ROBEERS
i Il 8 T W e S B EF %
R EUHEEETFOREERTS., o
SIEFN ST, TTERSROREEES
KD, RBE/RTNET T 4—
AR FEEBTHERIZ, 7
/ /» DNA 28T %. EREYEH
WL, TR OEREM > ¥ —
DERRBEZ/FTHITINTNL S,
TRARYUT 3243 TREFTH
% MELAS O3BFRFIZEE S N /-AIEEE
BERIZBWT, I PR TEETF
ZEREEHFBREERNT 5.
C57/IC3HZMDLacZ% L R— ¥ —
ELIEE NI APy IR TR &
CSTORE L DELNHLWAEE
< AZfc-02M ABRZfT - /=,



ABRIZAT > L ASEME H ), 8L
HIC MR RS, AERmICR
W% %, slope0.1ms. duration Ims.
10kHz @ tone pip ZFHFL 20cm #i
HEO—BI—EORETEZ . H
FEiL110dBE D 10dBR 7 7 TRIG A
<2 BETITo7. 728, ABRO2
>hO—)L & UTSIEEOCIH %2 H
L7z

C. HEHR

T A RUTRETFERIT BE
BEAEEINEGHERER R
SVKEBEEOERIIHSMNTRL
MFE A% O B R A O % T S E 41 1
THEESINZ. 2RxF 2 26 BET
ZRI, MEE O R KA O K ST
FEBNZ TRIE T .

MELAS YEBEFHORRE BN S I
A RUTHEFER 3243 2R
L. NE#GEOZERI O RY Y
BETOEEERIL. b
i, Bl TERI MO R
TEHETFOLRINE TEEETH
27z, WEMZHMR TIE, NEM
RO A5 TS O EBEEE DR
zZEELE,

HEAEEEINY O NBEOHKICX
LREMDENRIENTERTH S,
BEREHRIED PDS BEFLER %
S ML=,

WNETFHE T A Zfc-02 REEeET,

B EEWANT N EN S EH
BTHholz, ¥, ELWEEFTE %
ZL7 ABR IR EREH TR LS
BT, AFOEAEIEa fo—)L

W20 A5 30dB FREEQ), BEERRE
DLAZRBD=,

D. #%&

A EKEBERAER TRIE & 117 PDS
BETEARIZ, ABRERICZ O
EERTFLBARERTSEFHRIN
TWwd, £/, /927 I RIIAT
. BEMRE . BamRiEE, N
U NRBHREAENTVWS, L=
2> T BERSNITHR AR Y 7 258
EFERICNERE, MElcELBS
LTWwaEFRINS,

MELAS SEREOMEBEFHE, 5B
HENAEZI AR TEETFESR
3243 1. WEMEIC TEEEIZED S
N, AERZE L OEREIBEE % FE L
7z [EHEH] O R EEM AR F T ZE Tl
WE B ED &7 59 I OfE 8 5 5%
DREBRD, RMHEEE L TORM
bALNIZ, FRINRE L RNERTE
NI Zfe-02 DERBETIE. ER.
e ORGBIC O REZBY, KAF
Ty I ABGTOERMEDNS,

E %W

NEREERICRBE T2 S 8ES
NTN%PDS BERTERE HIEKE
ERIEEFNZBWTHREL 2. BREAR
HESTHEEFANA"S>I b RY Y
BT 1555 FR, a3+ 268 E
FERZEE L. MELAS EEROMH
HEHB,rsBEROIMARY T
BETFER 3243 2RABEHETHREL
7.



TAX R ABGEFERMED
NLENETFEITTIAOHEEZBT L
T, RNEHRBZENRE THEROZER
ZRIEL. BORERTICHET5H
BTERCLZ#EFOETTIEER
T&E/=.

F. REGRER
L

G. -

1. WXFHE

1. Takago H, Yokoyama K, Kitamura K:
A vasoactive agent enhances the effect of
ATP on cochlear blood flow. Acta
Otolaryngol(Stockh) (in press)

2. Ozaki H , Watanabe Y , Takahashi K |
Kitamura K , Tanaka A , Urase K , Momoi
T , Sudo K , Sakagami J , Asano M,
Iwakura Y , Kawakami K : Six4 |, a
putative myogenin gene regulator , is not
essential for  mouse  embryonal
development. Mol Cell Biol (in press)

3. KamiyaK , Takahashi K | Kitamura K ,
Momoi T , Yoshikawa Y : Mitosis and
apoptosis In postnatal auditory system of
the C3H/He strain. Brain Res (in
press)

4. Kitamyra K , Takahashi K , Tamagawa
Y, Noguchi Y, Kuroishikawa Y , Ishikawa
K, Hagiwara H : Deafness Genes. ] Med
Dent Sci 47:1-11, 2000

5. Kitamura K : Neurofibromatosis 2.
Kitamura K | Steel KP (eds) : Genetics in
Otorhinolaryngology. Adv
Otorhinolaryngology 56 : 244-248 |, 2000
6. Tamagawa Y, Kitamura K , Ishida T,
Nishizawa M,Xue-Zhong Liu,James

Walsh,Karen P. Steel, Steve D.M.

Brown:Sensorineural Hearing Impairment,
Non-Syndromic, Dominant DFNA11
Kitamura K , Steel KP (eds): Genetics in
Otorhinolaryngology. Adv
Otorhinolaryngology 56: 103-106, 2000

7. Kitamura K, Steel KP(eds) : Genetics in
Otorhinolaryngology. Adv
Otorhinolaryngology 56, 2000

8. Kitamura K, Takahashi K, Noguchi Y,
Kuroishikawa Y, Tamagawa Y, Ishikawa
K, Ichimura K, Hagiwara H :Mutations of
the Pendred syndrome gene(PDS) in
patients with large vestibular aqueduct.
Acta Otolaryngol (Stockh) 120 : 137-141,
2000

9. Iwasaki S, Tamagawa Y, Ocho §,

Hoshino T, Kitamura K. Hereditary

sensorineural hearing loss of unknown
cause involving mitochondrial DNA 1555
mutation. ORL 62 : 100-103 , 2000

10. Sakai O , Curtin H , Fujita A , Kakot
H, Kitamura K : Otosclerosis : Computed
tomography and Magnetic Resonance
imaging. Am J Otolaryngol 21: 116-118,
2000

11. Kanazawa T, Hagiwara H, Kitamura K,
Labyrnthine involvement and multiple
perforations of the tympanic membrane
due to group A streptococcal acute otitis
media. J Laryngol Otol 114 : 47-49 , 2000
12. Hagiwara H , Kanazawa T | Ishikawa
K, Fuu T, Kitamura K , Noguchi Y , lino
Y : Invasive verrucous carcinoma :a
temporal bone histopathology report.
Auris Nasus Larynx 27 : 179 — 183, 2000



2. FEERR
1. E24 @ . #iEET $oESs
RIR B B0 R R R RS

1244 H 158
2EELN . EHIBLET BiaUX
HERERRESZMBERS =it ¥

B I124E 10 B 28 H

3EEN . AT —IVREOZN.
59 BHADFWEHEESRS -
FhHES #HF FEIF— FEH,
20006612 51 H

4. EEF # . $HIEaT. JEX
HRFHESWHER ZHEZHES
IERE K 2001463 A 14 H

235,

5. 8aAllE, BOER BN &
HEBET2HOEDD2 T 3 —
LR =327 LT7RY
7 FMEOEBREZIIT—. BAER
ERENRARAFTE MERERY
FEMRIE, DS E TR A
TRk 12 FEGHEE 2001451 A 14
H XK

6. FM-mEiS, FMAEMN, BEEA £,
EFHMRER : WE AT X (Zfc-02)
DEEHR - TTHREICOVWT. BEEEE
ERBARARAEE piESERT
AT, S E SRR
TR 12 FEERFE: 2001481 A 14
H HRK

7. BFTEEMN, E28 & AERY
BRIZBT S KF v 2J— Aquaporin
DOREHREMRIZODNWT—. BAEB”E
REMEAAEE MEBSERYR
B, [EEESEREP
R 12 FEEREE 200141 8 14

H XX

H. HIBEGH PEMHE D HBE - BRI (F
EZEL)
1. K&

AQ

2. EHEHR¥R
AW

3. 20O
Ag W

- 10 -



BEAREHARMNS (BHBEERVGE Y LIV P EHEHREE)
AP A E

DTFE—F—BORENS B /- BEFERBICET S5

SERFEE )k #R

MRES

BEER R EHIR

B OREMUIT BRI Six BE 75 O EHHHES X U BOR ERHD

FREBETEY Eyal EREOERICK 2 HMEEORIGEMN L.

A BFEHEE

Six Bz FB LY Eya BEFOED
RECBIT2REEEOH)THES
B S MIZT 5512, Sid BETFHET
0 A DfEKT & Byal BEFOBRICE
% Eyal EREOBWEEOREZHS M
285,

B WFEALIE

S HIZTF /v I T RIT XD
FBLIUREIZDWT, BENER,
WhREBIRNT—HBEFORE
DT EfT o 7. £/, BOR ERE
BLIUOBANEBE2HRET SBETHEE
/e EYAl B TFOERETT R
Eyal B FIZEAL. Six BXL Dach
EOHEERR®, BEIEEILREIZ D0
T, MAEL =,

C HERR

M REHCHIEORARRE TR
HHELEDOA 5ND Sixd Bz FRE~
U AR EFERETH o -,
HOBEBLEAHICOWTI. RENA
SN o, T, SRR, 5
NIZBITE2RARANT—H BT+

(neuroD1, Myogenin 72 &) ORBE %
BERNEFERETHELEZEDS,
ENRD NN -7, EYAl OLE
D55 8454P & L472R BRI R307X 13
Six, Dach % G ERE L OHEMEHIZ
REBHENTZ,

D EZ

Six4 BETOEGTHIEY T AICE
HEMRR S WD, EMO Six &
f=F Sixl, Six2, Six5 72 & & DRI
FHHARETH 2 HEENE L. TS
ERRALT DI, Sixl/Sid BN
Sixd/Six5 D_EHERE T A RIERT S
ZEELR, Eya RAA VZHEET S
ZLDORBARERDS B, Six BLY
Dach EOMEMERAMNRBLTHS S
OHARRE XNz HFRIEOERICZK
5, BOWREENEL 2 8E 2857
THRORBZENHZREIND,

E #&aw

Six BETHRICIIHEEEHOEEN
Iz, HOEKRICHAEM Eyal
B FOLROD B, Six® Dach &®
MEHEASNTERSRIERERNAD

« 11 -



Molzl &G, ZNGOHFHER
ERABEOERICHEAEATHSE Z &4
bHino iz,

F BIRAEER

1 RXRER

1. "Intracellular Na" directly modulates
Na',K"-ATPase gene expression in
normal rat kidney epithelial cells."
Kidney Int., 57, 1617-1635 (2000)
Muto, S., Nemoto, J., Okada, K.,
Miyata, Y., Kawakami, K Saito, T.,
and Asano, Y.

2. "Six family genes-Structure and
function as transcription factors and
their roles in  development."
BioEssays 22, 616-626 (2000)
Kawakami, K., Sato, S., Ozaki, and
Ikeda, K.

3. "Expression of three zebrafish Six4
genes in the cramal sensory placodes

and the developing somites." Mech.
Dev. 98, 151-155 (2000) Kobayashi,
M., Osanai, H., Kawakami_ K and
Yamamoto, M.

4. "Transcriptional regulation of
Na,K-ATPase alphal subunit gene."
In: "Control and diseases of sodium
dependent transport proteins and
ion channel", eds. Y. Suketa, E.
Calafori, M. Lazdunski, K.
Mikoshiba, Y. Okada, and E. M,
Wrnight., pp. 27-30, Elsevier, (2000)
Kawakami, K.

5. "Six4, a putative myogenin gene

regulator, is dispensable for mouse

-12-

embryonal development." Mol. Cell.
Biol. in press (2001) Ozaki, H.,
Watanabe, Y., Takahashi, K
Kitamura, K., Tanaka, A., Urase, K.,
Momoi, T., Sudo, K., Sakagami, J.,
Asano, M., Iwakura, Y. and
Kawakami, K.

b

FRAEKR

HPE, JILEE, SHECD. B

IEA T > ROy AR
W28 5 FGF8 L4 89 MHAJK
BESHMe. KBk, 2000 4 4 B
11-13 H,

=, B FHES. Hl
EAT > ROy AREERER
IZBVT5 FGF8 9121 > D1
DHEFEME, 5 73 BREAN
DFERFEWRBS,. HE. 2000
#£6H 16-18 H.,

Ikeda, K. and Kawakami K.
Analysis of Eya co-activator

complex. 4th EMBL Transcription
Meeting, Heidelberg, August 26-30,
2000. (Abstracts p.145)

Kawakami, K. and Sato, S. : Target
genes of Six proteins. 4th EMBL
Transcription Meeting, Heidelberg,
August 26-30, 2000. (Abstracts
p.158)

Kawakami, K., Ozaki, H., Sato, S,
Ikeda, K. : Evolution and function of
Six family genes. The Sixth Asian

Conference on Transcription, Beijing,
October 23-27, 2000. (Abstracts

p.15)



6.

FRIGHTE, ELGT. RS,

EEFE - U ER HRALRY
7 ABEF Sixd RET T A O
fr. 85 23 RIH&4 FAEYEE

o B, 2000 ££ 12 H 13-16
H. (nrysAh-#BERESE
p.737)

G ARFTAEHEOREIRM

A

-13-



BARFHARMDE (BREBHERUGE - 7LV F—SHrE)
SRR E

B (LT DM

RS KIEE () RRBRET SRR TR E 2R S E B

WMEEE

AR, v ATRE SN BEEBEORRREZTFOFRY L MO L, Mg
EREOCRALH, BIUBERERICHT 2 BEFSHEORR L VCHAT L - &
THBE Lo MADPAVZY Y2 Y Y 2 —H— (Jackson shaker: js) & BT I 5= ™ %
& NEIVFRCFET N FEMBOBREEIBEFA LRI T LTt T, I
ﬁﬁ@%%ibt%ﬁ%ﬂ771Tﬁéoﬁﬁﬂé%t\%%%\ﬁ%WKﬁﬁ&iﬁ
B 2RI <7 X (Waltzer Mouse Niigata: v'8)) % BiBEL 7, “h3 T AL, B

YEAFLMIU—S YT E 5T, 2008 Y ADBETjs. B L UVEDER L LT,
FAY KRS 2737 BDAK (Deafness-Associated Kinesin) . 8 UFHHEDOH K1) 4
FaCadherin23TH B Z LA FE L. £NDDNA, BLUBREFO—KBELHL A0 L
7o CHLHDOEREE FOBERECSAT 520, FRLEROBRETFOL FhED >
DEBELRAT2e EORRE, € FDAK TR T TILELEDNAYEETE. £ FDAKD
M%ﬁﬁtmmﬁﬁ%@ﬁ\EF?HH%%@KE%@M—%(ﬁ@#%)ﬁﬁﬂﬁﬁ
TAHILEHLDPIT UL . 51T, TS OMEEFBRETRME O & AR -
BT BHRIZTOFESHO LIk o/, 2HINLOMEE S L2, ZHbOBE
T POBEEEICLOREEDLEIAL VI S FHEL M T2 EHiZ, S LEDbA
SEICHBETHRCE S FEREDRET W RO T & CORBN L L 4 2 =
N HIRTE S,

A, BIREMN FERRED L OIFEL, #0705k

E POBREHEHBEEESIE, HEROH
1,000~2,000A 121 AL EHEICHEET 2
BRZEGHERTHL, © FOBEs,
DR BIEMER OB RBZEFOREIC I,
TOREHEBPERSATVERAR LY
BAENFRYDNAZ R — 1 — L BV -E
SHBIPHV O T E L, ZE, AFRD
BHRETH 2 RIEHBEEEICB VT,
COFERIZEVBEL ORESBRESINT
d720 —H, BIEHEEEEICEIREL D

-
L

RROPBRIZHL D ORBES2E) 2 L2,
BEEELER - TOMMEBIOS S HEE &
20, B—DRRIIBWCELOFRER %
ANTBEBORRBETFORBET LRy
. B FTOEEMIT LTS ECokE L,
MEL 2o TV, AR, b bR
EETNVIYAOMERREE L MIEAT
HILT, INLOBEEXTRT L2700
I1DODFRELTHDTHEZ L5055

T 2700477,
14 -



A INET, e NEEREEES LD
129THb, V¥ vrio—Hh—
(Jackson shaker: js) =7 ADHEEREDE
W& L2BERFORIaFLru—=y
TEIToT &I FOHKER, EHEETL
LTHF %Y 87 /737 EDAK (Deafness-
Associated Kinesin) # B# L7, v R
DAKDCDNA, B X T EZFO#E* b L 12,
ErREOQOBEBELTRALHER, £ b
DAKDSEERDNATHEBETE /2, T/, &
DHEREBE LN/ FDAKDDNA, B L U7
DBIZFO-REEOERE S L 12, 4%
DAKDRF L v FEREERE L DL Y
WKICOWTEBIREfT) T2 L7,

T2, Bofijs& RERY, HREERIZELO
RAB L FOEME~ Y 2, Waltzer Mouse

Niigata: V2 B8 |, 20 BEHBESHRET
R L, FRELELIZ, Ths 28

DHMBERETICEEE RITTBHARETD
[FIE % 1T 72

B. ifE 7k

1. AEIIBITADAKOEHDOHKE

DAKFF RN 7 3 / BT & Efyic T

FrEeER L, ShEHAVWTe Y X

SHEIHT Ry RS Tay T4 vy

BLUBEBEORERE 24T 572,

2. SEREREACL B ARERD
BhELUCAERBRR O

JSERERF T ODRETHES

By 7EIZE DT o7z, 72, 2R 60N
FEOAHEMGUH 28, XREMoL
Brirorz, :
3. b MEEREEDFNA20 & DAK O E M
DR
t + D17HFREEI7QS B BERR T
Y EREGEEI T~y 7E o,
ZDIEEEE L DAK & &M % Stanford
G338 & U'TNG Radiation hybrid (RH) panel %
MWz DAKD Y FREAADT v ¥ 7B
SV —V 23 v Il B RRERDE
FBe2fTo7 (3 4 K¥Fridericil+ & @
K ERFFE)
4. FriCRR EN - 8E< 7 A Waltzer
mouse niigata(vEY) ) BIRFOYE
BEE < 7 2 Waltzer mouse niigata(v8h & H

FEFETT AMSME DR LR % {74,
o7 BRIZTFEFEK TCBACZ 0 — 212 k
AYEBE L EE L7, 85N EFIBAC
U~ b, & OIVBLEIE TR 5o,
BRI DT ERETY— s 2y AT
5 Lil&oT, BHBETFMH (BST)
TRz, FOESTH AV CHEE, RUSE
T ADRRERRVNORERITV., £
NELLIZEEEDNAZ U— ¥, 208
TO—KBEEHREL: BB AZESR
AE BEE L O’FEIRE)
(fREEH~DOERE)
FHHRTIE, & FHEOHEIZ VTR

Rt ARETETY AMSMARICHA Lr: ZHCOMBILELE 2, BRORER
ABR (Auditory Brainstem Response) (= & ) i =B LT, MR ASUR R F T
E L7, ABRIZS, 165 & U32kHzo b — > FNMERREZR GBI O LRBYER

-15-



STEREREDPODHFT 2 Z1T 2%, E
jﬁ Lf:o

C. BrgciR

1. HEIZ BT 2DAKDEBORE

DAKDT7 I/ BEHIZ b EIZaR L
TFFEHCTHRATF FHAEZERL,
INEHWT, Y2 A¥r7avsiq vy
107, TOHE BRIIBVWIFDR
AR CRBO LNz, RICHEZTHWT)s
NUALDRBEOREEIT- 28R, BAE
HLoERIBODONEh o7, T7/-, <
T ANERGEB L F 0GR o%E
BT R, NEEBIUNEEH
B & SICHMERRL IR BB ED S,
S O IR S REDED S T,
— ). DAKDOZRRERIZ L 2 HEEE)T
BENDjs~¥T RIBWT b FHOBT
AAIKR, FORBIEIPESPITETLT
Wiz,

2. SRANEREANL B~ A RMEE O
NBELIVAERBABO L
JSRARERZ AT OORETH DC57BL/6I-
Jjsi+. C3H/HeN-js/+3 & UMSM/Ms-js/+ 7 [
FEABRIZE Wl L7z TXTHOEMAT
EB6r AETIRIEELEAZEEL T
720 % D14 A EMRCABR% HI%E L /=552,
C3H/HeN-js/+3 X U"MSM/Ms-js/+iZ B\ Tid
185 Al E CIEE LR BMET R L7225,
C57BL/6J-js/+DERIZ BV Tit6-8 4 AT
BRI, BERELRE L,
T, NEORBHB BB /-8,
CSTBL/6J-js/+ DAAE I M ARG A Ak &
CBA L., 85IV FBoBEIEEC
WO LIz, —h. FARDCSTBL/6IH M

bInEHC & ) SEBEERET B 2 L2y
LNTBN., CORKOBEEICBVTHE
ROBTZITo 12 RR. 10-124 BTl
TRETHIEPFBELML LD, BEmE
OB B LTI N FBOBHSTH
NiZo - T, sERERDELEN
C5TBLICTRBEDHE + T2 b D& 2
bit/z,
3. b MEEREEDFNA20 L DAK® B

DI

DAKD b Ak LD E2RHY v ¥
TICEOVRELZEZ A, DAKIZE17E R
BEDLY I AT HH99.5cMOI B2~
v 73NT, b FEEEEDENA20IZ&17
FYEBARDI175836 (114.4cM)-D175668
(126.5cM)EIZ< v 7ENTHB Y, DAKIZ#
DIOMEL LY ba X PHlic~ vy 73R
7o & 612, DAKIZBVTDFNA20EE D
RIRERTHER LR, BHo— FEm
KERIED bRhhol,
4. FHITRRE SN M~ Y A Waltzer

mouse niigata(v8Y) ) B (5T 0 M e
Waltzer mouse niigata(v"8%) ¥ MSMD R L%

BC - BEMEA 491,650 % 47 L. BIEEIET
BE% 7 R 55105 . {ED10MIit2 58 5 12 i (8
DNFee Thed LIZI3EDBACH S %2 5
BO 70—V 2 BE L, &5 05
TREAIICARE LR R, VIBLRIE TR
200kbDEHITFET S Z EHHREL 5 »

20 TIT, COWFEETY—2 LA
L ESTH##F /0 7 J L\ CESTR E DS &
SODESTHRRTE /. 2D 6D 1 2z,
Waltzer mouse niigata & D E 32 % D ¢

REEDFR LN, FOHFFIEH FAY 2

- 16 -



? 1 T TCadhelrin 23 T > 72, BE. =0
BAZ T 2"Waltzer mouse niigata® EAL B {EF
ThrrEPE, MUV AV vy
ADRRAVTRFLTWAE L ZATH S,

D. %

FHEREEORTREE TIZ, Felivy
AEHWT, 2EFEOSBERRR{ET s
VDB ERE LT BiEiks i vk
FEHADAK, feFizH FAY v o—f,
Cadherin 23T o7, S HIIFKL I jsDIE
RRCEETRETBHREFOFEELHS
PIZL, TR OBMRIETFIIHREE O
Bzrl2BITEBETTHoz, ZORIC
BHEEF 2 0, RREER, —HEt
BIEFIIRREEHERECHBRT 205,
IO IBBORETFEREDIE LT, ©
FEROSTEYFEN., STFREFHELE
HRBICKEL2FESE25 2500 LS
iz,

T, SEERLINOTI Y ADORE
T MICHTEZ, #ERiIX, BALFES
BEMTHo7h, BADPINTTREST
EEEREEW S, & ML T ET
BTHBEV)IFIRZEODAY, ZORK
REERIZ, oI LTED, RLrox
BOBMTH 2 8HOFEROS T4
REME, v FERREAOLH, 151558
RHEE 2 R OFE IR~ OBRIZTF D IC
BRETTOWELZVEEZ TS,

E. &&%
ENEREBEEEFLTHEI YIS
x. 71 — (Jackson shaker: js)< 7 A DB EEE

DERE & 2 5 BHBET L L TDAK

(Deafness-Associated Kinesin) % [f5E L 72, &
D=y ADAKDTER T b L IZ¥ FDAKD &
IO zHEEL, DNAB X U BEZFOHE
THOPICLIZ, ZDSBEETFEOL PO
Y VT2 7 85I DENA20D B {E T-HE A
FHEL2D, & FODAKBIZFOREE %
BELZY, RERRRTCE o7, L
L. ZOBIDI I, Y AOERSE
BRI POBEEBTCELRELI -
oo &/, SME. SEREETFEOBE S
T R T RIZTHEACSTBLION Y / LB HE
EYTDIEBHOLII o/, ZORET
BEISRRAS DAER . MBMBMBICES L T
5 ENEOPI R ol EEMHED
BB, FhEho<y 2EFLHE
BRI LEhol, TNLDERIE, W
IO FREL BN T A ECcoka Ry
BIEHY — Ve b LHRBETE 5,

F. BfEsEx

l. WXEXR

1) Wada,T., Wakabayashi, Y. Takahashi, S .,
Ushiki, T., Kikkawa, Y., Yonekawa, H.
and Kominami, R.: A point mutation in a
cadherin gene, Cdh23, causes deafness is a
novel mutant, waltzer mouse Niigata. %75
R

2. FEER

MEESL - HkkE— - £KREB - Kl

- KM B ERMEEREES

V=T A (ns) BIZFEELEEDY R

KIS, B3EERFTFEYPFLES

2000.12.13 - 16. #=



MFRBROFIFTICET 5 —EH

Mo

B R ¥ K £ wWXY A b REiwa | B | X—T | HiKE
Iwasaki S, Tamagawa Y,|Hereditary sensorineural hearing loss of]
Ocho S, Hoshino T,funknown cause involving mitochondrial DNA{ORL 62 : 100-103 , 2000
Kitamura K 1555 mutation.
|Kitamura K, Takahashi K, .
Noguchi Y, Kuroishikawa Y,["utations = of the = Pendred syndrome|, o\ (510 nonicStockh) 120:137-141,

. gene(PDS) in patients with large vestibular

Tamagawa Y, I[shikawa K, 2000

. . aqueduct.
Ichimura K, Hagiwara H
Kitamura K , Takahashi K |,
Tamagawa Y, Noguchi Y, —_—
Kuroishikawa Y . Ishikawa|Deafness Genes. JMed Dent Sc1 47 : 1-11, 2000
K , Hagiwara H

Kitamura K , Steel KP (eds) :
Kitamura K Neurofibromatosis 2. Genetics in Otorhinolaryngology
' AdvOtorhinolaryngology 56:244-248,2000
BEEF # BEMHEOBEFIZONT H & L ERER 46(6) : 494-495, 2000
RONE, E26 B |DEVWOBETENY 7o—F Clinical Neuroscience 18 : 17-20 , 2000
H2EHN 2, HFOER,
I

REIF, TFART, BETERICIDHNE H B 72 641653 , 2000

ENEt, BEELE,
A ARER

FEM

BREBET

JOHNS 16(11} : 1712-1714 , 2000

BE4

B OBIAT BT

BRE - RAE - 54F 30(3) 1 257-259, 2000

Muto S, Nemoto J, Okada K, iI
Miyata Y , Kawgkami K ,

ATPase gene expression in normal rat kidney

ntracellular Na+ directly modulates Na+ K+-

SaitoT , AsanoY

epithelial cells.

Kidney Int., 57 : 1617-1635, 2000

Six family genes-Structure and function as

Kawakami K , SatoS , Ozaki,

roles

in

Tkeda K

transcription  factors and their

Bio Essays 22 ; 616-626 , 2000

development,
Kobayashi M , Osmai H E: priims(;n:cf mﬁiﬁﬁrmd&ﬁ " sevelog e Mech. Dev. 98 : 151-155 , 2000
Kawakami K , Yamamoto M. | o nsory p s and the png ) T ?
somites.
& B
@ o as

¥R 4| wxsaivs FRERO w @ & wmes| mme |we <o
Tamagawa Y,
KitamuraK, |Sensorineural
Ishida T, . . , Genetics in
Nishizawa M, Hearing Impairment , [Kitamura K ’|Otorhinolaryngology Karger Basel 2000 |103-106
Kue-Zhong Liu, |Non-Syndromic, Steel KP AdvOtorhinolaryngology g
James Walsh,  |py i ot DENATL 56
karen P. Steel ,

Steve D.M. Brown

Y Suketa,
Transcriptional E Calafori, |[Control and diseases of]
. regulation of Na ,[M Lazdunski ,|sodium dependent . )
Kawakemi K K-ATPase alphal|K Mikoshiba ,|transport proteins and Elsevier | Amsterdam | 2000 | 27-30
subunit gene, Y Okada, ion channel,
E. M. Wright.

-1%-




