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TEXHONIOTNAMHU

TexHONorM ¢ KaXAbIM rofoM Pa3BUBAKOTCA UHTEHCHBHEE,
NOSIBNSOTCS HOBbIE PELLEHNS B CaMblX Pa3nnyHbIX cdhepax
AESTENbHOCTI YeNoBeKka — OT 6bITOBOr0 YPOBHS 10 NPOU3-
BOACTBEHHOTO0. MeanuyHa B JaHHOM CNy4ae He SBNAeTCS nc-
KJTH04EHWEM, NPIA 3TOM OHa BbICTYMAET CYLLECTBEHHbIM Apali-
BEPOM VHHOBALI: Pa3pabarbiBatoTCs 1 BHEAPSIOTCA HOBbIE
npenaparbl, HOBOE MeaULMHCKOe 060PY0BaHIE W MPUOOPSI,
HOBbIE METO/IbI NIEYEHNS CaMbIX PA3NNYHbIX 3a60MEBaHUI 1
natomnorui.

Mpodheccop CankT-MeTep6yprekoro Hay4Ho-ACCnea0Ba-
TENbCKOro MHCTUTYTA yXa, ropna, Hoca 1 peyn (HAW JIOP) n
kadeapbl Cypaoneaarornki Pocciiickoro nefarornieckoro
rOCYapCTBEHHOr0 yHuBepcuTeTa uM. epugna Mnxa Kopone-
BA TOBOPUT, YTO B OOLLEN CTIOXHOCTH, 2—4% HACENEHUA 3eM-
HOr O Lapa MEtT NPOBEMbI, CBA3AHHbIE CO CHIDKEHWEM CITy-
Xa. Tak, B MIPE NPUMEPHO 5 MAH FAyXux N0Aer, 0Kono
350 MIH YEN0BEK UMEHOT CHIDKEHNE ClyXa YMEPEHHOM 1 T4-
)KENoi CTeneHIn — BTOPO, TPETbEN 1 YETBEPTON, a 750 MIH
4eN0BEK — CHIDKEHIE Cyxa NepBoil cTeneru. Mpn atom u3
360 MIH MO/ CO 3HAYUTENHBIM CHIDKEHIEM CTTyXa 32 MITH
— 370 AeTv o 15 ner.

Hapywwenue cnyxa, nogyepkusaet HHa Koponesa, npe-
Qe BCero — B03pacTHoe 3abonesaHie. «CHIDKeHNE cnyxa
BcTpeyaetcs y 1% mopeit B Bo3pacte 20 net. C B03pacTom
YUCNO HAPYLLEHUA CnyXxa YOBaMBAETCS Kaxzable AecsTb
TIET>»,— FOBOPUT OHA.

TO4HOM CTATUCTIAKIA MO YACTTY XITENEIH POCCIM, UMEHOLLIX
npo6nembl Co CryxoM, HeT. OHaKo M3BECTHO, 4T0 B PO Ha
ThICA4Y HOBOPOX/EHHBIX POXAAETCA ABA-TPU IMYXUX PEOEH-
Ka, a B nanarax naronoru HoBOPOXEHHbIX (IMKCHPYETCS No
30-40 feTeit ¢ HapyLLeHWeM cnyxa. Y AByx-Tpex aeTeit (3
Thic4n.— SR) HapyLLUeHWe Cyxa Pa3BUBAETCS B TE4EHIE
MepBOr0-BTOPOr0 rOA0B KNU3HM.

Bcero B Poccun okono 200 Teic. ryxux 1 cnabocnblwa-
Wwx feTei. «bonbLuasd 4acTb HapyLUeHNiA Cyxa y [eTei sB-
TISETCS BPOX/IEHHON N PA3BIUBAETCS B paHHEM BO3pacTe. 113
HUX y 30% — HaCNEeACTBEHHAS TYrOyX0CTh, TO €CTb Y HUX ECTb
013KIe POLCTBEHHMKN C TYroyXocTblo, y 20% — reHeTnye-
ckuie MyTauum. OcTanbHble HapYLLEHIS CBS3aHbI C NaTonoru-
MK 6EPEMEHHOCTM 1 POf0B>»,— Yka3biBaeT MHHa Koponesa

OaHWM 13 METOL0B BOC-
CTaHOBINEHNS CMyXa MOXET ObiTb UCMONb30BaHIE CTBOMOBbIX
KNeToK, AennTcs rocnoxa Koponesa. B 4acTHocT, B pamkax
TaKOoiA TEXHONOMM UCMIONb3YIOTCS CTBOMOBbIE KNETKM Nymno-
BIHHOIA KPOBM, KOTOPbIE BBOASTCA B YNINTKY. [leCSTKN LIEHTPOB
B Pa3NN4HbIX CTPAHaX 3aHUMAOTCS NOA06HBIMI UCCNeA0Ba-
HUsIMA. Kpome TOro, B MUDE MPOBOASTCS M COOTBETCTBYHOLLME
MEXLIEHTPOBbIE UCCNEA0BAHMS.

Celt4ac TEXHONMOTIS HaX0AWTCS Ha CTaauN 3KCnepuMeH-
TanbHbIX CCNEA0BAHII HA XXUBOTHBIX 11 KNMHNYECKMX 1Cbl-
TaHUil Ha f06POBOMbLAX B HECKONbKMX LigHTpax B CLLIA, KOx-
Hoit Kopee, Kutag 11 ipyrix CTpaxax. TexHonorns MoXer uc-
NoNb30BATLCS KaK NS FAYXWX NALWEHTOB, TaK U NS NaLeH-
TOB C OCTATO4HbIM CyXOM. [10Ka AOCTUragTCs NLLb OrpaHu-
YeHHOE BOCCTAHOBNEHINE (DyHKLMN. «He 0 KOHLA peLLeHb
TaKxe Npo6neMbl BbIPALLMBAHUS HEOOXOAMMOTO KONM4ECTBA
BONOCKOBbIX KNETOK M3 CTBOMOBBIX, A TAKXKE MMNNAHTUPOBA-
HIS 3TUX KNETOK B CPEAVHHYIO NECTHULLY YNUTKM, Fe U A0MmK-
Hbl pacnonaratbCs BONOCKOBbIE KNETKW AN CTUMYNSLAN
OKOHYaHWi4 CyX0BOro Hepaa. Kpome Toro, cpea BO3MOXHbIX
0rpaHNyeHIin NPUMEHEHNS TaKoiA TEXHONOTUK Ha TekyLeM
3Tane ee PasBuUTUS aKTUBHO 06CY)K/AAETCA BEPOSTHOCTb MOBbI-
LLIEHISI PUCKA PA3BUTUS OHKONMOMNYECKIX 3aB0NEBaHMiA» —
0TMeYaeT cobeceaHunk SR.

CyTb TEXHONOMAW 3aKNIOYAETCS B TOM, Y4TO C NOMOLLbHO
TKaHel, NONY4eHHbIX 0T HOBOPOX/EHHBIX, Y4eHbIE MOTYT 3a-
MyCTUTb NPOLIECC CAMOPEreHepaLim BONOCKOBBIX KNIETOK, KO-
TOPbIE PACNONAratoTCs B YNNTKE BHYTPEHHETO yXa. TV KNeTKi

JMWTPUI MATBEER

NPeACTaBAAOT COO0M 4ACTb CYXOBOrO MeXaHn3ma, 0TBeYa-
f0LLIYI0 33 NPe06pa30BaHMe MeXaHN4ECKIX KoNgbaH!i Mem-
OpaHbl B 3NeKTPIUYECKME UMNYLCHI. MI3Ha4anbHo B aKCnepu-
MEHTax 1CMob30BANNCh MHTNOUTOPbI (DEPMEHTA raMMa-Ce-
KpeTa3bl, KOTOPbIE PAHEE NPUMEHSINCH B NEYEHIUN 001E3HN
AnbLreiimepa. 311 (hepMeHTbI 1 NPEBPALLANI ONOPHBIE KNET-
KU YNUTKIA, OCTAHOLLIAECS HEMOBPEXAEHHBIMI NP NOTEPE CAy-
X, B BONOCKOBbIE KIETKM.

IKCNEPUMEHTBI NPOBOAMANCH, B TOM YUCIE, HA MOPCKIAX
CBINHKAX M HA Mblluax. [1o onepauvin 38epbkin Gbimn MNLLEHb!
CMOCOGHOCTY BOCMPUHUMATb 3BYK, HO NOCNE BBEAEHIS CTBO-
IOBbIX KIETOK BO BHYTDEHHEE YXO, Y HIAX YNyHLLANACch Peakuns
Ha Pa3nnyHbIe 3BYKOBbIE KONEOAHNA: TPbI3YHbI CMOTNN Pe-
arupoBarh Ha 3BYKI YENOBEYECKOr0 rof10ca U Ha 3BYKM [iBU-
raLMXCS NPeaMETOB.

OaWH 13 NOCNeaHUX 3KCNEPUMEHTOB B AaHHOIA 00nacTy
NPOBEM y4eHble U3 Macca4yceTckoro TEXHOMOMNYECKOro
yHuBepcuTeta (CLLIA) n 6ocToHcKoro rocnuTans Brighamand
Women’s Hospital (CLLIA), koTopble 06bsiBUAN, 4TO B X046
J0ATOCPOYHOr0 UCCNEA0BaHINS UM YANock A06UTHCS BOC-
CTaHOBNEHS BONOCKOBIX KNETOK BHYTPEHHEO yXa. OHK OT-
MeYasnu, 410 y 4emnoBeka B CpeaiHeM ObisaeT o1 15 0 20 ThiC.
TaKIX KNETOK, @ B NPOLIECCE CTAPEHUs OpraHin3ma, a Takxe
10z BO3AENACTBIEM NOBPEXAAOLLIMX (haKTOPOB KNETKM OTMU-
paIoT, YTO NPUBOAWT K NOTEPE CIIyXa.

B xoze nccnenosanua y4eHbiM YAanoch nokasarb, Y10
NPeALIECTBEHHNKI BONOCKOBbIX KNETOK — CTBOOBbIE KNeT-
ki, akcnpeccupytotme 6enok LGRS (npoliecc, B xofg KOTopo-
r0 HacNeaCTBEHHAs MHZDOPMALVS OT reHa npeobpasyetcs B
(hyHKUMOHANBHBIA NPOAYKT, T0 ecTb PHK unu 6enok.— SR),
MOrYT ObITb LieNEHANPaBNEHHO NPEBPALLEHbI B BONOCKOBbIE
KNeTKu noa BO3AEMCTBIEM UHrnbuTopa epmenta GSK-3.
13Ha4anbHo 3kcnepumMeHT 6b1n NpoBeaeH in vitro. CTeonoBble
KNETKN, NoNoXuTeNbHble N0 LGRS-6eNKy, BblAENEHHbIE Y Mbi-
LelA, 6blnn NePEHeCceHbl Ha NUTaTenbHYH cpeay B Hawkax Me-
TPU, Ha HUX y4EHbIE BO3LECTBOBANM AKTMBATOPAMM PA3MHO-
KEHUA, 4TO NO3BONUNO PE3KO YBENNYUTL NOMYNALMIO ITUX
CTBO/IOBbIX KNETOK, @ 3aTeM MOABEPTNW AeCTBUI0 BTOPOro
NEKapCTBEHHOr0 KOKTEINS, COAepXallero akTuBaropbl Ha-
NPaBNIEHHOro NyTI pa3suTLs. B pesynbrare 6bina nonyyexa
0071bLLIAs KONOHWS BOSIOCKOBBIX KIETOK.

B [ianbHeiLuem y4eHble NOBTOPUNM 3KCTIEPVMEHT Ha X
BbIX MblLLUaX. [1epBOHA4ANbHO BbIpalLieHHas Ha NTATENbHON
cpefe KonoHus LGRS-N0NoXUTENbHbIX CTBOMOBLIX KNETOK
OblNa MHBELMPOBAHA BO BHYTPEHHEE YXO MbILLEN, TAE NOA-
BEPITIACh BO3LAENCTBII0 ECTECTBEHHOTO KOMNIIEKCA aKTIBATO-
DOB NPeBPaLLEHNs BO B3POCSIblE BOSIOCKOBbIE KNETKW. AMepu-
KaHCKWe UCCNenoBaTeny NonaraiT, 410 onepauuns no pas-
MHOXEHIHO CTBOJOBIX KNETOK NALMEHT, 11X aKTUBALIAM U N0~
CNeqyioLLemy BBELEHIO BO BHYTPEHHEE YXO MOXET NPUBECTH
K BOCCTAHOBMNEHWHO Y11CNa BOMOCKOBBIX KNETOK 11 BO3BPaLLIE-
HIKO CyXa Y NOYTI 6E3HaAEXKHBIX O0NbHBIX.

Buue-npesuneHt komnanum Med-El Anekceit VinbyeHko B
KOHTEKCTE NepCeKTUB NPUMEHEHNA TaKOI TEXHONIOrMN OTME-
4agT, 470 710 BHEAPEHNs NOA06HbIX METOA0B B MEANLINHCKYHO
NPaKTUKY ELLE ANeK0, HECMOTPS HA AKTUBHbIE UCCNEL0BAHNS
11 paboThl. «B NaboparopHbIX YCNOBUAX NOMYYEHbI MONOXM-
TeNbHbIE PE3yNbTaThl, YAAeTCs BbIPACTUTL BOMIOCKOBbIE KNET-
Ki 113 CTBONOBbIX, MPOBOAATCS SKCNEPUMEHTbI HA XKUBOTHBIX,
OZIHAKO HE PeLLEHbl NPOBNEMbI TDAHCMTAHTALMM CTBOMOBBIX
KNeToK. Takke Heo0X0AMMO UCKMKOHITb BO3MOXHOCTb Npe-
BPALLEHIS 3TVX KNETOK B HEXXEeNaTenbHbIe 00pa3oBanus, 0co-
6EHHO B PAKOBbIE KNETKM>»,— FOBOPUT OH.

MpenoTBpaTUTL MMyXOTY B
NEPCNEKTUBE CMOTYT 1 PA3NINYHbIE METO/bI TEHHON NHXEHE-
piu, cyuTaeT MiHHa Koponesa. 370 G1oTeXHONorAR, Npn KOTo-
POiA NPOBOAWTCS NEPECTPONKA FEHOTUNA — BKIKOHEHIE U Bbl-
K7H04EHIE OT/ENbHbIX FEHOB, 3aMeHa MyTIPOBAHHOTO TeHa,

MPVBOASALLEr0 K KAKOIA-TO NaTONOMAM, HA HOPMANbHO (PYHKLW-
OHUPYHOLLWI TEH.

«AneHtndpmuumposaro bonee 50 reHOB, OTBETCTBEHHbIX 32
COCTOSIHIE CNYX0BO (DyHKLMI. MyTaLm B 3TIAX reHax Bbi3bl-
BAIOT PA3NNYHbIE PACCTPOICTBA CryXa. BbIsIBNEHO 0KONO
400 pasHbix MyTaumit. Hanbonee 4acto TyroyxocTb BO3HWKA-
€T NPI MyTaLuN B TPEX reHax»,— YKa3blBaeT Npoceccop.

B pamkax TexHof10rvi NOTEHLMANBHO BO3MOXHO BHELpe-
HIE reHa BO BHYTPEHHEE YXO NaLMeHTA Ha CTaAMI PasBuTIS
3300/1eBaHNA 1 NPELOTBPALLEHINE JaTbHENLLero ero passu-
IS, €CNN MPUYIHA NATONOTAW CBSA3aHA C HAPYLLEHEM pabo-
Thi KNETOK BHYTPEHHEr0 yxa.

Takxe BO3MOXHO NPeOTBPALLEHIE POXAEHNA PEOeHKa C
narosoruei NOCPESCTBOM 3aMEHbI MaTONONM4YECKOr0 reHa Ha
HOPManbHO (YHKLMOHMPYHOLLWIA B NONOBOW KNETKE W NpU Mo~
CreaytoLLeM 3KCTPaKopropanbHoM ONN0ATBOPEHUN. Teope-
TU4ECKIA, NI 3AMEHE HA CTZMM MOMOBbIX KNETOK UNn PeOeH-
KY B 04€Hb PaHHEM BO3PACTE HUKAKO peabunuTalim He no-
Tpebyercs, nobdasnset HHa Koponesa: «PebeHoK [omKeH
PA3BMBATLCS KAk HOPMANBHO CAIbILLALLNI».

PasnuyHble HacnencTBeHHbIE (DOPMbI NOTEPU CNyXa
BK/K04AtOT cHApom Ywepa tuna 1 (USH1), ocobeHHo Taxe-
Y0 KNUHIHECKYH0 DOPMY FNYXOTbl ¥ CNENOTbI U, B 4aCTHOCTH,
reHeTuyeckyto popmy USH1G. Takoit Tun BCTpeyaeTcs ¢ Ya-
cToToit 3-6 cny4aes Ha 100 TbiC. YENM0BEK, CONPOBOXAAETCS
BPOXZEHHOM r1yO0KOI TYrOyXOCTbIO U MOMHOA TNYXOTON 1
HapyLLeHnem BecTUOYNspHbIX MyHKUNA. CuHgpom USH1G
00yCNOBNEH MyTaLWsIMU B TEHE, KOAMPYloLLeM 6enok
Scaffold, koTopblit HE06X0AMM NS CLIENNEHNS Ny4ka BOMOC
BHYTPEHHMX KIIETOK BOMOCA yXa.

B HacTosLLee BpeMS naumeHThI ¢ NoTepeli Cyxa v BeCTu-
OYNSPHON ANCHYHKUMEN UCNONb3YHOT PasNNYHbIE CYXOBbIE
annaparbl 1 PeabunuTaLMOHHYIO TEpaNKio, HO PE3yrbTaThl Ba-
pbUpyYOTCS. OHON 113 BO3MOXHbIX ANbTEPHATUB A1) NIE4EHIs:
TaKMX HaCNe/CTBEHHbIX AEEKTOB BHYTPEHHEN0 yXa ABAAETCS
reHHas Tepanus. 3T0T NOAX0/ BNEYeT 3a co60i nepenady
3/10POBOI — HEMYTAHTHOI — KOMUU IECHEKTHOTO reHa Ang
BOCCTAHOB/IEHU IKCMPEcCUN nponasLuero 6enka. [1o cux nop
NONbITKM FEHHOIA TEPANIW NPUBOAWAN NN K 4aCTAYHbIM
YNYHIWEHNAM CNyXa Ha MbILWNHBIX MOAENAX KOHKPETHbIX
(hOPM FIYXOTbl YENOBEKA, KOTOPbIE HE BKMHOYaNM CEpbe3Hble
aHOManN B CTPYKTYPE BOSIOCKOBBIX KIETOK.

[pynne y4eHbIX 13 pasnnyHbIX yHUBEPCUTETOB DpaHLm
YOanoch 06UTHCS BOCCTAHOBNEHNS CIyXa W BECTUOYNAPHBIX
(hyHKUMIA Y MblLuei ¢ curapomom USH1G ¢ ucnonb3oBamnem
reqHoit Tepanun. G 0OHOW NOKANbHOW MHBEKLNENR reHa
USH1G cpasy nocne poxagHus y4eHble 06HapyXiin BOCCTa-
HOBJIEHINE CTPYKTYPbI U MEXQHOCEHCOPHOA (DYHKLM BONOCKO-
BbIX KNIETOK BHYTPEHHErO YXa, rMy60KO NOBPEXAEHHbIX [0
pOXAEHUS. TO CTb, NPULLIN K BLIBOAY UCCNEL0BATENN, BHY-
TPEHHMe eeKThl yXa 13-3a KPYMHbIX MOP(OreHETUHECKIX
aHOMaiA BONOCKOBbIX KNETOK MOTYT ObITb 06pATUMbI AaXe
MoCre POXAEHNA C [ONTOBPEMEHHON AD(EKTUBHOCTBIO My-
TEM TeHHOI Tepanuu.

YyeHble BHeapunu red USH1G Bo BHyTpeHHEE yXo C nc-
nob30BaHMeM 6e3061AHOM0 BUPYCA, KOTOPbIA NO3BOAUI UM
KOHKPETHO HALENUTLCS Ha BONOCKOBbIE KNETKM. BbipaxeHue
TEPANEeBTUYECKOrO reHa Ob1N0 06HApYXeHo Yepes 48 Yacos
nocne MHbeKLMN. Komaxa nccneaosateneli NpofeMoHCTpU-
pOBaNa, Y10 Of1Ha UHLEKLNA 151 BOCCTAHOBIIEHS NPOU3BOA-
CTBA W NI0KANM3aUMKM HEJOCTAOLLEro 6enka B BONOCKOBIX
KIETKaX YCMELLHO YNyuLUaeT yHKLMI Cnyxa v 6anaxca y Mo-
NOABIX MbILLENA. 3TV AaHHbIe CBIAETENbCTBYHOT 0 TOM, YTO Te-
PANeBTN4ECKMIA GENOK MO HOPMANBHO B3aNMOAEACTBOBATL
C €ro CBA3bIBAOLLMMY NAPTHEPAMU CPEAM MONEKYNAPHOIO
komnnekca USH1. 310 Tpebyetcs ans Toro, 410661 MEXaHo-
3NeKTPU4EeCKMiA annapar TpaHCAyKUMI (NpoLecc nepeHoca
6aktepuanbHoi [HK 13 0HOl KNeTku B Apyryto 6akTepmo-
(harom.— SR) BOIOCKOB (DYHKLIMOHMPOBAN NPABUILHO.

METO/bl NEYEHUA
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