20190911 BFERANESTERHR2@BFLEIST

HBEROESCHBREIXEOHD A

ENASESNELBERSHE KT @
EBEHEBRELYY— CUI—F oo
NPOEA EMEZZECEBDEYY— PEVT BE '

FExX B—

HIBERDES CHRE

EFOHEEZEICLIDINBREBERIIAESES UL O R\BEE?

ek WA (ATEElRle) TR (BT ENTETUEL)
2aETRR | W) | omCEATE | Lm0
FERSH | mp | REBETLE §§I§§§§§§Q
BEEsmL, | ) 1A D iég?aggﬁ?g
T ATREFH | gy lcuiss

BRI & > CRETS
PSR ) BRSPS EmD. BRIC
ity U TU VLY

2019/9/11



%EH'U\(L_BQ?%.O)HFLHE o~ %EH/L,\;(TEE;%%\ BBO)]:

FRE 314F 4 A 10 HOK) 12:10~13:10-
RABGCE _RALRME 1R 2 HORHRE.

— B &
— &’ ¥
WU ARE Ri#bikR AR

— it

B

1. BOZEEHE, SR, RLETCOWT
2. 2R, RARE .

3.
4

FIAE AEGER 2 FAGIRERIEHR R

. BEOIE D Rz bHE ORI o WT (104) -

i W (%) - MRV

. N OEIEEFICOWT (104)) «

AV 7 AN=TREY v ZEERE AL

. bYEOHRFEROTHRITU 2T (4))

R

%1@gmﬁmﬁma)

ﬁﬂ/u\(hﬁ*ﬁa—%@@jj_mli o~ ¥EH 3'(1"

FAERK - NI 2 RN SRR S
~TRT ORI RB i KR - (RE - T - BEEZET 5D~

BUXFIEICIEE Z FRETHEX /=5

w46 A4H

IR SR st R
ok R

AMEMm

S CORSERE
54 CHAH B
HBEEE> TN

2019/9/11



HIBERDES TR

EFORZECIDNTHERBERIIXESESLEE DL REGE?

I3 B (FIERCE)  BE (TEEET ENTTETUELY)
, _
238TRA | W) | ORTERTE | dmpm

BRRIETTEE

B EFE m) | REBELE REIEFHR=EE

» W BHANTAANDFEND

ABEGENEL / SFELLDELY, B
i (AIREFH | g AcH@s

BBICK>TESH

PECTOS m) YRS o hRc0. BRI
Xt U CUVELY

H28FE MERBRERO U -V IREEMmIR

= 3| Py
100.0%
90.0%
80.0%
70.0%
60.0%
50.0%
40.0%
30.0%
20.0%
10.0%
0.0%
R REREEKEMAE - RBEERI =S40 EHBREESD N IEEI B0 N =" EERNERSERR
Mg%ﬂlilﬂ(ﬂﬂiEl‘!ﬁ{§$€ﬂ-ﬂ%amﬁ$§(ﬂﬂm_Q‘WHﬁ{DéK\ﬂ&k’gﬂ!mELE@MWhﬁwﬁwﬂéK{mﬁﬁ
8 £ & {{:_@m
(NN &
Ll

RESRECHELCIE, R o0nE THAMERRLHY. RERRE
()]

HICTHEORRDEN. T ADEBNAREL TS,

2019/9/11



REFRDORR : FERBERD ) -V ITREBRDERS

TRl ZEEIM EDgRE=1/1000
. FARBER D) ==
“ﬁf@& REREE REIEE
HI48108 1 4 007 3695 402 4
H15EE | 12067 10835 1,232 78 16
Hi6EE | 16573 15137 1,436 50 8
H17TEE | 15442 14,311 1,131 28 6
Hi8EE | 17,850 16,593 1,257 34 13
HioZE 18589 17,448 1,141 45 11
H20&E | 17,101 16,405 696 64 9
H215% | 13684 13,322 362 65 9
H22EE | 12,540 12,106 434 50 9
He3EE | 12,137 11,836 301 61 14
H24%E | 11,046 10,733 313 60 9
H25 9,960 9,697 263 48 11
Ho6 8764 8503 261 40 21
Ho 7R 9444 9,231 213 39 9
H28&E | 14,133 13,929 204 118 13
H29FE
H29T2 12116 11,972 144
EBRFEXOMmE,>90% L EDBEWEEREZ#H I <13

HIRCRT DEDAMME ~ HIENRE

’E

M2 TOHFERICH L. BEOBRSNHERRERBEDEEESBA
HEEEZRPHNICERIBT DI E, £e. AREBEZSVVBETITS OIS,
SEBEEECH U TEPRNICREIREDOF T v I ZITUN. M%&?ﬁﬁm
28 (AABR : B8 IEMMERIN) DEBAICDOWVWTBRZETS &

el

SRR ) — = YRR
100%([CIRNIFZFNTHEERD ?

2

SHOHBARN. ZDEROFH
[RRZH. BE. FEB(CDBHASBINEREKRA L

2019/9/11



HIBERDES TR

EFORZECIDNTHERBERIIXESESLEE DL REGE?

(23 BE (AREGCE)  RE (TRBCENTETUELD
2IMTHR | W | ORCERTE | mmmm
RERH m) | REBELE §§I§§§§§§Q
amzome | mp [ BEBO | Szcopai. m
S (AIREFH | maacuss

E

HERRIC & > CHETS
RSN m) [PEENEES  h=n0. BRIC
S LTV

RAZHSEHEBERD I CHD—5

REBHIEY- - K

HEDORRANALIELGDHET
ERLERDRMHATREELS )|

@ EWHLRZEHNTES

QEEN Tk (BEHE-HIT-TE) DFANTES
@ MEERDF RN TES

@ #EDFHNTES

® AREEDERICRID

© BREMNFATES

2019/9/11



ATIAEERROHBDORA
Miyagawa et al., 2016
e Az ) [ \

N=88

genital rubell unknown
yndrom 15%
1% GJB2
29%
m gitis
3% \
Ji | and Lang:
Nielsensyndrom cCMV

erve
ielsensyndrome
19% \ 5%
21 trisomy Noonal

e
% M SLC26A4

CHARGE syndrome}l/“.—-"" 9%
. __,,,,,—”"”’
CDH23
Usher syndrome OTOF 7%
2% / 5%
Loxuo1/ | 8

Waardenburg
syndrome 2% MYO15A MYO7A
3% 3% 4%

EMAZTAINEFfizT > 20#E0RRAE. 60%HBIT
DEIS T BHEE. w10%n B #10%MNCMVEED
BRAE. H5% D NE S OWEBIRIERR C K DEIETH > 1o

AINEZRROHIEDORE

BT

‘ RS —H T —
- .

Right Left

HRRERES

BIEEIRE. TRMECMVEBRERE., BIRZKD 3 DaHsrshtET
EiET BT ET. EMKFETEEE%D BD ZBHSHICT
ZZTENTETND !

2019/9/11



[REZHT DI BH A+

LA,

REDRRZECTH/IN—N3D( REMRLANILTITON TV S IREZ
45-55% RIREZRCHH AN T T75-85%

R 2R
R mitew, BSEHT BT
40% 5-10%
st W g
5-10% BUVBET

20%

RED DD > THOH TRARIDEEFEERN I REE 18D
— RERRNMRREZ|TITZA DS S BRIRRENRE

S5= .
kS -

B4 OHEERICEL-EE 005 05RO . REZEHIEEL
HIWAE & 123, SERMHIEDRR(HBETZ2U (60%) . Y+ RXHODAIL

2R (10-15%) . BiREZHT (5-10%) T. 75- 85%<D$%Tﬁm—] ETHD.

AIREoEROTSH2sRH CHIM TEDBEHIZRFr 22 -,

L

J? EIRRD7ED ([CHBIRE (CBI U TIXRIRINE U
BEZERCEECEDHHIZERIDIENUE !

f=1=L. ‘

RRZMTICKDRARZEBBSHIC LI &EDN
BE. BRICERINZFNEEERDL R

2019/9/11



HIBERDES TR

EFORZECIDNTHERBERIIXESESLEE DL REGE?

23RTRR | W)

BB )

BREsEN | )

»

W#E (ATRERC L)

O CHRTIEE

[REEZ WA He

1R RiED

AT REFM

BLRICIHCI-EE

RE (TRERTEDTETLVARLY)

FERBRE DU —ZVT
KRB

BRRIRTTEREL)
BRELQSHR=EE

BENTANDRND
SENDELY B
BT AICHEBY

MBRRICK > TEET
FENRZD, BRIC
Xy LU0

Q: @FESEHN? ATREHN?

ECANBER

40~90F7 I\ : fEEEEs

707 INILLE : ATRE

(Fc3MEEZLTH
407 I NIUKE)

ROERLBD(F.

L AL (

120
125 250

500 1,000 2,000 4,000 8.000

DESREE(HI40dB)LIEC A DK S ICH

iges - ALIREZERI DL !

2019/9/11



2019/9/11

RS . "AIAREICINZX. ALPE, 881V IS5V hE, ALRESS
FMD K DIEFEHHSDNAY., —AIE (SEHEE) =59 D/NEA
DEBFIRDBVWALREBREEZEINT D EDBETREICDVTH
BgTdE)

S ¢ ENEORRESE(C. BIRMBIERC K SFHBEH PERR

HiEflZzFS - ARME SO - #HEL DD, WNEHEIRI[MELNS
WZ ECHEH TTRIBALCHEIDIET Y RZSE([C. BHICFHN

DEEHINZIBEBDILNBICOVWTH, BRICFHD
BRI 88 8L sz &,

[ ==0oBecE B 755 -\ RRCRAERTDE |

2

TEFYRICEDLL BEHNADRE

EBMRFZORK : ATREFMOEFEE

& so < °
Ly . o °
H# 40 . s ©
5o - . . e °
° [ 4
°
20 ° ° . o %o o 0.° ™, N o
° e, ® vd °
° (] .. ° o o . &as o °
10 00 0%, O 0 o o .,0" . *
00
2000 2002 2004 2006 2008 2010 2012 2014 2016 2018
o—filE emMEIRE o ZfiIE

BEFECRIFEGECODEB () ATREN
BZTW3,




2019/9/11

RERZMDNEDK S ICRICIZDDH ?

ATIRENER

HE HE §w3§ B - B
OA
REIZERLSHNIEANATRELER)
SEEARNEIZHAINEIDDREZHMAEE

REIC &K > TERMEITEIDFEENGES

Nishio et al., in preparation
ALARAEERIROHEDRER #IBDRRGCBIEERETH
N=308
20
T8 GEEFRE (;135‘3: g <
E] 15
B
14% . 10
CMV/L> TR D,I-ZF 5
BT WH:"E Mmsyfﬁ? ' i 3 oM 1M
* S BIEF ERE —a-KEA BB comy T
HIRDRAICKD., ATREEAROREITEIFRENER D,
(=] — O
— RERFRERCEDVW BN OEERERE I NE

10



HIBERDES TR

EFORZECIDNTHERBERIIXESESLEE DL REGE?

ek WA (ATEElRls) B’R (BT ENTETULEL)
238TRA | W) | ORTERTE | dmpm
BERTH m) | REBELE §§§§§§§§Q
agrame | mp [ BFEO | SZlhnmi @
iR, ATNEFH | gaepa cmime

HERRIC & > CHETS
PPN ) DYRERRN om0, BRIC
S LT VED)

RERIOEEEDRE

KREREADZNZENELR > TED, BEED
RRBBEITHBICHEEADST

RRRRRRRRRR
—

BEHIEA BEIAB EBAC EBEAD

4

BIRTIEZ < DIERDRAEZHNT (CEEERS
HE—&FOX 21 —TEEZTHRO>TWVWS

REKRKKKRKRKR

2019/9/11

11



BNEI=Za=Z5—y3V |

25

20

15

10

Bz ="45—I3V |
k—%JLT100%(cAER L
> ERB TEEEEEIR

BRETITIEE1E
S BEE AL

BETRYZVLESZE
' BE(FELE)THS

1
1 1

fhrE 3m 6M 1M
BET R WEA BT AL oMy e
RRARICKDFENERRS |

>SENTNZEDELSICELTFTITIHIDEE (A—F— X1 RDER)

RE " HMERBERECHIECR OILRIERICRIZN. SIER. PIRE
NDRBHBES(C. LLKEREZAMNT 3L, BFRRFIROFABREZEL T,
BRELLOIDBEDEELO—RVy Tp, #HEESHCEKBL. BHR
BYICHAT B ECK>TRFLBSERENFONDTREMSZ, RESN
RETEIREZTRBIDI L,

RICAZTBDOHNO— Ry TZEDENER

2019/9/11

12



2019/9/11

EBFEOHIEBRTIBEOTHN: ®RcAzLESRIDO— Ry TEETR

EEEE HERBRER YY) —=2T XEBE
EXNEREESE

Ira—7v7
DEH
B

2x12&(ABR-ASSR)
fEERBEOE R B (RK 16 F)

E3i4 8 XEHRE

I40—=7v7
D

E2R

ELH .
15 KM B AR E S IENR R 3 1 8 &
HONOERBBERECZF)=vY

@5 BN #i5 BN
W ATWE-EMERDE | A EMEDE
1= 15N K22 it R 5 52 IR R HONDERBRHECRIY=vY

REHE

XERE R E XiEKE HHRXE
( ) =
HhiE-faiE AR SRR SRR A EA L B RERE LE-RE
RERH#IERXIEE 54—
\ J
FEXE LB
EHEXE Hh

RE - BE 18 ERKES
WA RBASPE. O RERER. NP, HAH . NPOKAF

125 T HABROMI ST, NBHENRE T D (HENEERRES, 250
BREICHRBL. SHABEERICL. YEESNECLIER - 22 - &8 -
BEBRBLOBEERNZ L, 2O, HIEREHI-RENSOBHRICHE
BT 9 2 B OBE DR PIEASIZED @b, H#IRIRICIH U@ IEXIRHET
ZZHIEEORBA L. BIRBRRE (AIANE., #iER, F3RE) oA
20—T AR —ELZERsz

RS, /- FHEORL\DH 23 BOREEN+HD DERNAIBRISUE NE
RESHAOBER < BTN, B2 OHELICELEERY — P13 27—

Y aVEk BETOYSAEBIRTES LS. BDL M=
LR<EZ. BE - 262 - BE - HEOEAFIC BN\ CDELHE BB EE
CE i

U

ER - Ri2 - BB - HBEOEHENER
BPIEDSVWI—FT A R—5—DEK

13



RFRICE (T DHIBRXIE

EROESEZICHBEY AT LAEZDICTENEE !

IR PR

o REE
BBOTN TR G

3584

e

/Eﬁﬁﬁ-’r—x%%%

ERCKEOESE
@—7a%—F)

HERBR

HBRXEE 5

ROV —=2 NPORPEUT

Tre—s—
HIEERHRAL HEFED
LREENER 5l
&

ABR -ASSR
BEfEFZH-CT
L

B YT
AL HEF i

ERORN

15N KZHY R R
ATIREt 52—

{EMARFEFED
it JR R e

RE (13m)

RBEEHLERBERD ) -V IORECTHBNHER N,

1HmF CAINEF =T D,

BREIERER (SagE. SB/)FR. SBEPFR) TFATID,

2019/9/11

14



HR(CEBIYT SEDARME ~ BRNRREERDRS

WM3E (20199 5F288)

L ABARQTOREORD WA OBN

DRV TORD#MAIZDNT (104)
ESFMRRRNERE T XokM CZoREN
UMAFHRERHFRERN TERN




