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NccneposaTtenn degepanbHOM NoanTexXHUYecKown WwKosbl JIozaHHbl (EPFL), Boston
Children’s Hospital n Harvard Medical School caenanu o4yepeaHon war K 1e4eHuto
reHeTNYeCKOn rayxoThl.
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Les chercheurs de I'EPFL, Boston Children’s Hospital et Harvard Medical School franchissent
un pas vers de futurs traitement de la surdité génétique.
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Hayke n3BecTHbl 0K010 70 reHoB, MyTaLns KOTOPbIX MOXXET NPUBECTU K NoTepe ciyxa. B
OONbLIMHCTBE C/ly4aeB Takne HapyLleHNs CBA3aHbl C ayTOCOMHO-PELLEeCCUBHBLIMUN A
ayTOCOMHO-AOMUHAHTHbIMN TUNAMN HacnenoBaHUA. Y4eHble n3 bocToHa 1 nx Konnerun ns
no3aHHCcKon nabopaTtopun EPFL, 4bsa cTaTbs 6bina onybnnkosaHa 8 nonsa B exxeHenelbHOM
MeOuLUMHCKOM XypHane Science Translational Medicine, cocpefoTo4nan CBOe BHUMMaHMeE Ha
n3yyvyeHunm reHa TMC1, KoTopbi B 4-8% cny4aeB HeCET OTBETCTBEHHOCTb 3a pa3BuUTUE
rnyxoTbl. OH KogupyeT 6enoK, NrpatLnn LeHTpasibHY0 poJb B paboTe Cc/ayxoBoro
annapaTta 1 No3BONAIWMNA TPAHCHOPMNPOBATL 3BYK B INIEKTPUYECKME CUTHANbI,
rnepefaBaeMble B MO3T.

B xone skcnepumeHTa, NPOBEAEHHOI0 COTPYAHMKamMm 6ocTtoHckom 6onbHMUbl Children’s
Hospital 1 megnumnHckoro akynbteTa NapBapackoro yHusepcuteTta (Harvard Medical
School), 6bbina npoTecTupoBaHa 3PPEeKTUBHOCTb FEHOTEpPanMn B BOCCTAHOBJIEHUN CllyXa
FAYXUX Mblen. NMoaonbITHLIX XXMBOTHLIX pa3fennan Ha ABe rpynnbl: 04HY, Y KOTOPOW reH
TMC1 noNHOCTbIO OTCYTCTBOBAJI, YTO NpeacTasnseT cobon moaesnb peueccMBHOM rnyxoThl
(meTu-HocuTenn AByx MyTupoBaBLInX reHoB TMC1 cTpagatoT oT raybokon noTepmn cnyxa
y>Ke B BO3pacTe 2 JIeT), 1 BTOPYIO, MOJyH4MBLUYIO Ha3BaHMe «beTxoBeH», koTopas obnagana
OTKJ/IOHEHWEM JINLWb B O4HON aMUHOKUCIOTE (4TO NMpOoBOLMPYET NPOrpeccupytoLLyro
rAyXxoTy HadumHasa ¢ 10-15 ner).

Y4yeHble UMNAaHTUPOBANIN FYXUM MbllLlaM 340P0BbIA FEH NPU MOMOLLN FrEHETUYECKN
MOANPULNPOBAHHOIO BUpYyCa (ageHoaccouMmpoBaHHOro Bmpyca 1), BBeAeHHOro
napasniesbHO C MPOMOTOPOM - NocsenoBaTesibHOCTbO HK, akTuBMpytoLwen reH B
BOJIOCKOBbIX KJleTKax BHYTPEHHEero yxa.

B nepBow rpynne nccnenoBaTtesn CMOrM BEPHYTb BOJIOCKOBbLIM KJIeTKaM CrMocobHOCTb
pearnpoBaTb Ha 3BYK U NPON3BOAMNTb HEKOTOPbLIA 3NEKTPUYECKNIA TOK, BOCCTAaHOBUB
aKTMBHOCTb Ha y4acTKe CTBOJIa NOJIOBHOr0 Mo3ra, oTBe4vatloLweMm 3a ciyx. [epeHecwine
reHoTepPanuio MbILLN BbIHBIPHYJIN N3 MUPA TULLWHbI: OHW, KaK U MOJIOXXEHO NMpUponon,
BOCMPUHMMaNM rpoOMKKNe pesKkune 3ByKU, Normae B CrieunanbHbi «6OKC gnsa
MOAMNPbIrMBaHUS», B TO BPEMS KaK UX FyxXmne COpoaAnYmn 0CTaBaMCb HEMOABUXXHbLIMU, HE
obpalwaa BHMMaHMA Ha wyMm oT 80 geunben u Bbile.

B mooenn oOMMHaAHTHOW rnyxoTbl reHoTepannua nMesa noJiIioXXnTteJZibHble NocneacTena Ha
KJIETOYHOM N MO3IroBOM YPOBHAX, HO OKa3aJinCb Jinllib 4aCTU4YHO ad)qi)eKTl/lBHOIZ ans
BOCCTaHOB/EHNA CJZIyXa NO UTOraM Te€CTa C noanpbiruBaHNEM.

B npouecce npoBegeHns nCcnenoBaHNsA yYeHble U3YYUAN pa3Hble TUMbI
a0eH0aCCoLMNPOBAHHOIO BUPYCa (KOTOPbIN UCMOJIb3YEeTCHA TakXXe B N3y4eHMn cnocobos
Nle4eHns cnenoTbl, CepAEeYHO-COCYONCTbIX 3aboneBaHN, MbILLEYHON AUCTPORUN N OPYTUNX
6onesHen) n NnpomMmoTopa, 4TO NO3BOANIO UM NoaobpaTb Hanbonee shPEKTUBHYIO
koMmbuHauuto. HabnogeHns Hag NOAONbITHLIMA MbllWaMn ByAyT NPOAO/IKATLCA B TEYEHNE
OBYX MecsileB, 4Tobbl ybeamTbCs, 4TO NONOXKUTENbHbIA 3(EKT OT reHoTepanun He
ncyesaeT C TE4EHNEM BPEMEHMN.

«CerogHsa npu rnybokon notepe cnyxa, B TOM YUC/Ie BbI3BAHHOW peL.eccnBHom (oopMon



TMC1, yaule BCcero ncnosb3yTCa CJIyXOBble anmnapaTbl, KOTOpble He Bcerga AoCTaTo4HO
3(PPeKTUBHbI, NI KOXJIeapHble NMNaHThl, - OTMe4YaeT MaprapeT KeHHa, cneunanumcT no
reHeTn4veckomnm notepe cnyxa 6octoHckoro Children’s Hospital. - KoxneapHble annapaThl
paboTaloT XOpoLLO, HO COBCTBEHHbIN C/IyX BCE XKe ly4lle C TOYKU 3pEeHUs pa3sInyHbIX
HI0AHCOB, MO3BONAOLWNX Pa3n4aTb rosoc, My3blKy U POHOBbLIV WYM U ornpenensTb
HanpasJieHne 3ByKa. Bce, 4To MoXeT cTabunmnsnpoBaTb AN YAYHLWUTb CIYX B PaHHEM
BO3pacTe, BbI3blBAa€T HACTOALLMA SHTY3MA3M. DTO 3HAYNTESIbHO YJIyHLWUT CNOCOOHOCTb
CTpajalLlLlero HapyLleHneM cnyxa pebeHka y4nTb A3blK U TOBOPUTb Ha HEM».

ABTOPbI NCCIeQ0BAHNSA CHUTAIOT, 4TO Apyrue OpMbl FEHETUYECKON IMyX0Thbl TaKXXe MOryT
OKa3aTbCA BOCMNPUNMYUMBLI K NPeasIOKEHHOW cTpaTernm nevyeHns. iccneposaTtesnb
FapBapackoro yHmeepcuteTa Oxxeddpn XoNnT HageeTcs, YTo KINHNYEeCKUE UCMbITaHNSA
reHoTepanuu gns ucrpasneHma mytaumm reHa TMC1 HayHyTCcAa Yepes 5-10 neT.

CTtaTbun no Teme

EPFL n F'apBapa o6HapoaoBasiv COBMECTHYO NPOrpaMmMy UccaeaoBaHU
CnyxoBble annapaTbl 6boablile He Swissmade?

CTapblé 1 HOBbIE OMACHOCTW A1 CAyXa

«3-3a WyMa Mbl CTAHOBUMCSA HEMbIMU»
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