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Frequency and clinical features of hearing loss caused by STRC deletions

(STRC iBA5 1 R I L D EEEDOBEFE & IR DR

GRLOWEDEE)

(& HAY) SERMEIED 5 5. 50~70%ILBIZMZREER 2L LT b, BUE, IHEMRMEHIOFE & LT 100 fl
HOBEBFRRESNATBY ., ZHOBEEF LD 1 ~EIEHROLERIC LB EREHEAKE S ®ESN TS, D%
BB L T, BUE, AITIRRER S — 5 v — & O T2 R O BR AR SR S v, W ATREIC 22> TE T
Wo, =, ZOXD NSt OBIR AR LRy 3 e —H{k (CNV: Copy number variation) &FHIILD, A
VMR UHEIRE CE AT~ BRSO A RE T 7 AOREER, BEMEEEORREE LTHEE STV,

CNV 2 & 2 ¥R D513 30 F2EE & A 73, ONE DI STRC BB D RKNB B 5, STRC G 13H PR R s E =
DIFEBREVEHETE (DFNBL6) DOJRKE(ZF Th D, STRC BIAT XM N OINE EHILD stereocilia IZFBL L TH Y . STRC
BRI X 2 B IR ORE TR E 5 L B2 b s, AR T, BARNEEE 51T 5 STRC IR F XK & 2
HEOME L BRG 2 Mt LTz, 2o T, BIUERRZE CIrbh TV RIS — 7 v —D ) — K7 =% 2 T, STRC
WET-O CNV 2R TE 50, HEOBGHROREOBRREZ M LS LRI NICONTHRH LTz,

(5 & k) AARNEES 1,025 4, @S = ha—L 152 42502, SO RRBET 68 Bis T2 4 —7 v MIL
Te R MR — 5 Y —1T L D RRRIIAT 21T > 72 CNV B TIEIC DWW TE, kR —r b= U — R 7 — 2 0 b fiftr
L. CNV 2SBHENEZH DR LT, 7 LA CGH I TZ OFEROIE A2 MR LT,

Ui #ERESE 1,025 4128 W T 174 (1.7%) A STRC Ein1- K (2 copyloss) & & 2 HHETH - 7=, HEREE 1,025 4128
T 1 copy loss 1226 4 (2.63%) Tholc, ZAUIRREFERICI T HHE (4/152=2.63%) LFE L THo7, 3copy DI
JEIZEERE S T 1.85% TH 0 . EEHE D b 3 copy I Sz, E7o, EEREO KRB CIREEREE 2 TH 6 7, R
BEH BT GJB2 M5 T2 W TH 2 (L OEIA TH - 72,

BRI, e RMEEEA 2L, FAEREREA 2 ) —= 7 TH R Th o7, EMOREITPEE CHET LA
W EER LT, WYBERPEMEBEREXE L D0, AT b FREREEBEERAL L2FRTHLALNDLZERH S

(pseudodominant) , STRC IBI5FDIEN>, CATSPER2 BI5+F b FFHI KT DIERINR L < (88.2%=15/17) . HEHEDIZ»FME
RIS A OFT D ATREMEA @V,

(itam) dR PSR DS RIMEEE O JRIK & LT STRC BB FIXEE TH D, STRC BARTFRKIT L 5 HBIIIEEITH T, BHER
HEEAUFT 2R H D,




