| FLRYJ—R |

spital 0,
SW O

& \ IRTTEGENA Bk
we) RRERTYI- B ME 3% 4K
202346 H 2 H
HIE B ERAE AL

SRR B E R v S —
BE SR SBN A E D

MEICEARESEZRETSARBHEE IR0 BRANEMNTEREFE
ERER PR #E:B 0D B E 1 2 A AT
—BENBEDRERAD—BIIZ—

[E SR e U R v & —ERIRFZE | o & — TR - SET R AR SRR O KB R B &
OV JE SBR[ 550 H S AN 73805 0 KA R0 © O gE 7 v — 7%, A iiEis
PEREB Td 5 ARRHHEIE T RI(NF2) D H AN 14 FEBI D, K DJRRE & e 5 AR DR EE
(EE) T L, T OREF & BE OBERBICOWT, s 21T\ E L=, NF2 35 %
A 2 DBEARRRIC, AW E DIEENTETLEY, MEL LI ANESIRLZ LN
PR OBEE T, AT, BEFMCESE O KRS Z e Eofh, FrIZHE ORBSEIZ OV
TREMICRRGT UE Lo, iFEORE R BRFOERD X A 7 L IIEF I BIEME T O H i,
BAGTF O & X EPMER S 1172 < 72 28 B (truncating 22 #) 2 FFOJEf O 7 71— 7 Tl
HIA 20 WA CHIEL CTWE L (K1), —F, EOMRRS, B OFEARIZONT
X, BIETOEROZ AT, —EOMMITEEO b ETATLREK 2,3), [0
JEFI T > Th | 45 & /e D H THEROHE KPS OFALBIERIHFE L 72> TV DHHEE L H D |
JEIGORE SRS OZAIZIE, BIaFOERDOZ A TUSMI bR EEEZDRFRH D Z
EWRBEINE L, ZINOHDORTFEMIIL T Z & T, S HITHERBOFENREIH T
WL ZENHIFESNE T, AR, 2023 45 4 H 22 H (GEEFEWE) EEFRA F v —H
ki 7 n—"7"0 Scientific Reports &1 e S E L7,

1. TR 5 L

Fex OEREHERT HMlAD 2 X7 EiX, BIATE VIR METIESNTWET, B
T OERIERE TEODAE UTREBAER LV, BIRTICERNFET S &, Ao
HCREESNTH U I EMELNRL Irot2 ) | B LI3R o4 VXN AR E
720 LET, SEIOWECHNT LT NF2 B 11%, Merlin &\ 95 % X7 B ORREX & 72
> TEY ., Merlin (ZHIENDOIEFROIAEIZEID Y . IEH 7 Merlin (35 O A 2 M35
BENRHDLEFTONLTNET, NF2ZBRFICEERNEZ DL, EOMBRE EOMIZEIT 5
BEARRRIC, AWM E BICEREEZE T CH I ZANELS o7t T OMIZ b ICHE B Ok
BN SR L2 0 35 LCANREZRIE L7720 95, MESRHEEE T (NF2) &\ 9 R




MRZDZENMBNTWET,
NF2 135 EH L TWD ADOEIEMN, AN 56 A 1 NRE KR T, NF2EisT
DERDH A T LIRKROEIREEICBEEER S D Z RO TWET, B TOERDO X A
T, FURTEPNERBRECTHEEILTLEY, ENIELN RS R IER
(truncating Z25) & | @ L XRR 727 VR TEMESL NS A F(non-truncating 28583
Y. WEHEZLD & truncating R A2 F - I-EF O F 3, BIEALLTWVWEEPh TV E
T, EEEAFOERMETOMBUAFIEL TWD 0, (KO—EOHINICIRE L CHFMEL
TVWAHED BEIEMLLSSTVESbTWET, ok, RN —HOMIBICIRE L THIEL
TWEEEIE, BOZ < O DR Z LD T IVUE, TOEROY A T EFFETE 20
(not detected) Z & N 9,
FVIRBERTIEFEDBRONTNDZEbh Y, BROXA T LIFKOEEEIZET 5 H
BIIFCE NS D DR IET, AART DT b OWMEITITE A LR, B OREIC
DOWTHHIZHE L2 DSV FHAT L, 207, ARIEARN 14 GEF]O MR O#ild
MHIRY H LTz NF2BEIG 2T L, BROZ A T2, BIEFERCEEORE SR ED
fill, FEIZHE) ORI & ORSEMEIZ OV TREMICHRET L Lz, 2238, JEF OBz OV T,
NI~ D FHTCHE 72 £ DOIRIR OB 2 b+ 2720, BInROHIK P oOREZ 5L L
L7,

2. WHMEORR & EFE - 5% OB

14 JEBI D NF2BIE DT 21T olc e 2 A BRO KX A 713 14 l$ 7§ T truncating 28
# . 3 T non-truncating ZE N E-O220 | FED O 4 FITITHRADIRK & 72 0 % 9 728 H T
Ho220 £4 T L7 (not detected), Z D 3 DT N—TF 5 L CTHERDIZHAND &, Zv
— 7 CHEHFEMICA B R 2RO £ L2, KT truncating 28O 7 )V —7"CliL, 4175 20
AT CORIE L 72> TEY | BIEEMIZOWTIELRFDOZ A 7 & OREMENED bivE
L72(X 1), —F5., BEHEOERES, BEAICEL QL. BROX A 7105 Uz —EOMBNIRD
LIVERFATLI(K 2,3), F 7=/ 45 M 5 ONEE O ARFECHE I #86E 418 2 7RG B W T, £
FOREE EL LTS AIT, FERRE > TWDIER S H 0 F L72(¥ 2,3),

80—

A
@ 60—
.

40- s
1 ] L
L —-—

| |
20— e .
——
[ ]
L ]
0 * T T
SR
& (B
&

(X 1] ZEROZ AT L AREAE
FEREFME D3 1E 7 N — T TR PRI B R EZ BT,
truncating 2 $ 0 7 L— 71324173 20 Al OFIE T o 72,



10000+ g T

7 —— Truncating (Case 3)

/ Truncating (Case 5)
1000+ / g = Non-truncating (Case 8)
— ¥ ~— Non-truncating (Case 9)
" ad ™ —— Non-truncating {Case 10)
i M —=— Not detected (Case 11)
19 2 s -+ Not detected (Case 13)

2 TR (mm?)

10! I I I I I I I 1
15 20 25 30 35 40 45 50 55

Fim (%)
((2] ZROs A7 LEFEBORE (efithehi®r)
IESHARIIZIE RO TRKRBINER, BROY A 7 ZLIC—EORFIERD LT,
[l —IEFI DT, A7 LA ORGBNIESTR & 72 55 A b L

BEEAAEL Truncating (Case 1)
2 100+ —=— Truncating (Case 2)
o —— Truncating (Case 3)
T 80~ I ﬁh Truncating (Case 5)
=\ ,J q —=— Non-truncating (Case 8)
.? 60 I » “ﬂ' «—  Non-truncating (Case 9)
3 .__/ -~ Non-truncating (Case 10)
R 40+ ﬁl —=— Not detected (Case 11)
B8 ol —+— Not detected (Case 13)
20 \'\* ‘lu .‘1.1'J a +—  Not detected (Case 14)
-
v -r—T——T—TT T T T T T T T T
BEAhAMBL 15 20 25 30 35 40 45 50 55 60 65 70 75 80
Fin (%)

(3] ZRoOX A7 LW (EAZhEhEFoR)
BRENELE M IZA, BROZ A 7 T LI —EDBMITRD b,
[Fl—DREFI DO F T, 5 L LEDRBMIERTRR & 72 D58 bIFE LT,

AlE| DAL TIE, FIEE CRIBT O AICSWTIE, BROX A 7 2L Ic—E O[T

ODNETATLEL, EFE—DEFTH>TH, 4 ORI KRR & ifoaofb\focb\iaé\
LD NG, ERIONEEZ EICEERNRRTF LML, KRE SO EL 52 5K
FTRHEIEL, HROBEIEEICEEL CWARREREBE L ONE L, TN DR 2587
%2 ETOREOHAO TR, T RIRREO S — 7y ORI OBRND EEZLNET,
NF2 |34 TR 8 ZVWRETT N, S EIOHE DSHIEOBEMEI O —BZe D Z &7
WS nEJ,



3. FrEldIH

AWFF21% JSPS BHifF gy JP17K16944, 18K16869. [E I IRPekt+ v U — 7 HEHFFE (R3-
NHO (&iE#s) -02). ESZHFERTIEN B ARERMF SRR (AMED) A 7R o IR R
B AR HS RO BRIER T EEE ST 28R A 7 Y —= 0 T OWFSERRE
JELAE S R AT T A B A TR R R BURIF 7R 26 JPMH20FC1057 OBk % %172 D TF,

4. G
# A kb : Correlation between genotype and phenotype with special attention to hearing

in 14 Japanese cases of NF2related schwannomatosis
H A FVFISC : 14 Bl OMRKRHERE TR O B AR NFEFNC 31T 2 B85 75 & FRlciE ) ICE A %
BV RBA & OFHE
EHA  RAER, BA, BERIEA SEIEE, GBS —RR, oo, JIHEEE, B
SEN, FEEREST . BRAMGROAS, FHIERL, NERZ . RAKERE
Pa#i3k « Scientific Reports (FE-hi)
DOI : 10.1038/s41598-023-33812-w
XM OBRITIE, FRNCTRETCT LS EESVET IO BBEVEL BIFET,
XAV Y — 23R RS, BEiiE s, BABRES. BEERRS Y 77 KRR
FITEFELTBY £77,

[(RFEEER O BINE D]
ENLIRPEAsE R E e v 7 — BRI # —
BEEE - PR
R ok EkE
TEL : 03-3411-0111 FAX : 03-3412-9811
https://tokyo-mc.hosp.go.jp/section/k-lab c-1.html

BEERAOFIEE H AR =
HeZdR  RoEl (BBWLREE)
TEL : 03-5363-3827FAX : 03-3353-1261
http://www.ent-otol.med.keio.ac.jp/

[&V Y —20E 7]
MSIATBOE NENLR B RO R o 7 — & B - i - g5
T 152-8902 HUAUHS H B AN 2-5-1
TEL : 03-3411-0112 FAX : 03-3412-9811
E-mail : iida.masatoshi.rp@mail.hosp.go.jp. watanabe.takashi.rb@mail.hosp.go.jp

BEEFE AR AAZIRIT X v O SRR - U - 8% - BR
T 160-8582 HULLERH 15 X A5 HHT 35
TEL : 03-5363-3611 FAX : 03-5363-3612 E-mail : med-koho@adst.keio.ac.jp

https://www.med.kelo.ac.jp
MRV Y —2ADH T —ffiE ZHLOF I [RKV YV —ADEUEIL] T TITHAEL ZE0,



https://tokyo-mc.hosp.go.jp/section/k-lab_c-1.html
http://www.ent-otol.med.keio.ac.jp/
mailto:iida.masatoshi.rp@mail.hosp.go.jp
mailto:watanabe.takashi.rb@mail.hosp.go.jp
https://www.med.keio.ac.jp/

