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NccneposaTtenn degepanbHOM MoAUTEXHUYECKOW WKOJbl JTo3aHHbI (EPFL), Boston
Children’s Hospital n Harvard Medical School caenanu o4yepeaHon war K 1e4eHuto
reHeTU4YeCcKomn rayxoThl.

I

Les chercheurs de I'EPFL, Boston Children’s Hospital et Harvard Medical School franchissent
un pas vers de futurs traitement de la surdité génétique.

La thérapie génique restaure I'ouie de souris sourdes

Hayke nssecTHbl 0K0J10 70 reHoB, MyTaL A KOTOPbIX MOXKET NPUBECTWN K noTepe ciyxa. B
6onbLUMHCTBE cNlydaeB TakKune HapyweHnsd CBA3aHbl C ayTOCOMHO-peLeCCnBHbIMN U
aYTOCOMHO-O0OMUHAHTHBIMU TUMAMW HacsiefoBaHUA. YYyeHble n3 boCcToHa U nx Konnerun 3
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nosaHHckon nabopatopuu EPFL, 4bsi cTaTbs Oblna onybavkoBaHa 8 nions B eXXxeHeaesIbHOM
MeANLMHCKOM XypHase Science Translational Medicine, cocpefoTo4unnn cBoe BHUMaHMe Ha
n3y4vyeHumm reHa TMC1, koTopbin B 4-8% cny4yaeB HeCeT OTBETCTBEHHOCTb 3a pa3BuTue
rnyxoTbl. OH KoaupyeT 6enoK, nrpalwmn LeHTpasbHYI0 posib B paboTe C/iyxoBoro
annapaTa v No3BOJIAIOLWMA TPAaHCHOPMNPOBATL 3BYK B IJIEKTPUYECKME CUTHAbI,
nepenasaeMble B MO3T.

B xone akcnepumeHTa, NpoBEeAEHHOI0 COTPpYAHMKaMm 6ocTtoHckom 6onbHMubl Children’s
Hospital n meguumnHckoro gakynbTeTa NapBapackoro yHusepcuteTa (Harvard Medical
School), 6bbina NnpoTecTnpoBaHa 3PPEKTUBHOCTb FrEHOTEPANN B BOCCTAHOBJIEHUN CJlyXa
rAYXUX mMbiwen. MoaonbITHbIX XXUBOTHLIX pa3aennan Ha ABe rpynnbl: 0OHY, Y KOTOPOW reH
TMC1 noAHOCTBLIO OTCYTCTBOBAJ, YTO NpeacTaBnseT cobonm Mmoaesnb peuecCUBHON FNyXoThbl
(meTu-HocuTenn AByx MyTupoBaBLUnX reHoB TMC1 cTpagatoT oT riybokon noTepmn cnyxa
y>Xe B BO3pacTe 2 fieT), N BTOPYIO, NoJsy4mBLLYIO Ha3BaHne «beTxoseH», KoTopas obnagana
OTKJ/IOHEHWEM JINLLb B OAHON aMUHOKUCAOTE (4TO NMpOoBOLMPYET NPOrpeccupyolLyro
rnyxoTy HadmHasa ¢ 10-15 neT).

Y4yeHble UMNAaHTUPOBANN TJTYXUM MbilLlaM 340PO0BbIA FeH MNPy MOMOLLU FreHEeTUYeCKN
MOANMDULMPOBAHHOIO BMPYCa (aleH0acCcoLMMpoBaHHOIO BUpyca 1), BBEAEeHHOro
napansesibHoO C NMPOMOTOPOM - MocsiegoBaTeNbHOCTbI0 AHK, akTUBMpYIOLLEN FreH B
BOJIOCKOBbIX KJIeTKaxX BHyTPEHHEero yxa.

B nepBon rpynne nccnenoBaTesiv CMOrav BEPHYTb BOJIOCKOBbLIM KJleTKaM CNOCObHOCTb
pearnpoBaTb Ha 3BYK U MPOU3BOANTb HEKOTOPbLIN 3NEKTPUYECKUA TOK, BOCCTAaHOBUB
aKTUBHOCTb Ha y4YacCTKe CTBOJ1a roJIOBHOMO MO3ra, oTBe4dalouwlem 3a cnyx. [NepeHecwmne
reHoTepanuio MbilUN BbIHBIPHYIN N3 MUPa TULLMHBLIL: OHW, KaK U MOJIOXKEHO Npupoaou,
BOCMPUHUMAIN FPOMKME pe3KMe 3BYKU, MonasB B creumnanbHbln «BoKc ans
noanpbIrMBaHUA», B TO BpeMS KakK UX riyxme copoamym ocTaBasMCb HEMOOBUXKHbLIMU, He
obpawasa BHMMaHMA Ha wyMm oT 80 geunben u BbiLle.

B mooenn noMMHaHTHON rnyxoTbl reHoTepanna nMesa noJioXXKmntesibHble nocsieaCcTBnNA Ha
KNeTo4YHOM N MO3IroBoM YpOBHAX, HO OKa3aJinCb JInwb 4YaCTU4YHO 3(p(beKTVIBHOVI ans
BOCCTaHOBJ/1IEHNA CJZIyXa MO UTOraM Te€CTa C noanpbirMBaHneM.

B npouecce npoBeaeHnNsA NCCeoBaHNA Y4eHble U3YyYnan pasHble TUMb
afleHO0aCCOoLMMPOBaAHHOIO BMpYyCa (KOTOPbIN NCMOb3YeTCA TakXxe B n3y4eHun cnocobos
Nle4eHuns cnenoTbl, CEpAEYHO-COCYANCTbIX 3ab0NeBaHN, MbILLEYHON ONCTPOMOUN U APYT X
bonesHen) n npomoTopa, 4YTO NO3BONNIIO UM NofobpaTb Hanbonee ahHEeKTUBHYIO
koMmbuHauwmto. HabnogeHns Hag NOAONbITHLIMU MbllWaMy ByAyT NPOAO/IKaTbCA B TeYeHne
OBYX MecsiLueB, 4Tobbl ybeanTbCs, 4TO NONOXKUTENbHbIN 3PPEKT OT reHoTepanumn He
ncyesaeT C TeYEHMEM BPEMEHM.

«CerogHsa npu rnybokon notepe cnyxa, B TOM YUC/e BbI3BAHHOW peLeccnBHom oopmMon
TMC1, 4aulie BCero Ucrnosib3yTCsa C/yxXOBble annapaThbl, KOTOpble He BCceraa A0CTaTO4YHO
3(hbheKTMBHBI, NN KOXJIEapPHbIE MMMJIAaHTLI, - OTMeYaeT MaprapeT KeHHa, cneunanucTt no
reHeTun4eckomnm notepe cnyxa 6octoHckoro Children’s Hospital. - KoxneapHble annapaThl
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paboTaloT XOpoLo, HO COBCTBEHHbIN CAYX BCE XKe Jlydlle C TOYKM 3peHNs pa3INYHbIX
HI0@HCOB, MO3BONAOLMX Pa3INYaTb FOJ0C, My3blKy U (POHOBbLIN LUYM N ONpeaensiThb
HanpasBieHne 3ByKa. Bce, 4To MOXXeT CTabnnmsnpoBaTb UM YAYHLWNTb CIYX B PaHHEM
BO3pacTe, Bbi3blBAaET HACTOALWMA 3HTY3MA3M. DTO 3HAYUTENIbHO YYYLINT CNOCOBHOCTb
CTpadatoLlero HapyLleHneM ciyxa pebeHka yYnTb A3blK U TOBOPUTb Ha HEM>.

ABTOpPbI UCCIeJ0BAHNSA CYNTAIOT, YTO Apyrue (OpMbl FeEHEeTUYECKON IryX0Thbl TakKXe MOryT
OKa3aTbCsA BOCMNPUNUMYUMBLI K NPeasiodKeHHOW CTpaTernm neveHuns. iccneposaTtenb
lapBapackoro yHmesepcuteTa Oxxedhdpn XoNnT HageeTcs, YHTo KNNHNYEeCKUe UCMbITaHNSA
reHoTepanuu gns ucripassieHna mytaumm reHa TMC1 HayHyTCA Yyepes 5-10 neT.

CTtaTbu no Teme

EPFL v F'apBapn o6HapoooBaay COBMECTHYIO NPOrpaMmy UMccnenoBaHum
CnyxoBble annapaTthbl 60nblie He Swissmade?

CTapble 1 HOBbIE OMACHOCTU A4 CayXa

«M3-3a wymMa Mbl CTAHOBUMCH HEMbIMU»
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