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YCTaHOBJIEHHON HEHPOCEHCOPHON TYrOYXOCTBIO Pa3IMUHOM CTENEHU TshKecTH. Y 132 manueHToB
MIPOBEJICHO MOJIEKYJISPHO-TEHETUYECKOEe TECTUPOBaHHE Ha Haubosiee yacThle MyTallMM B IeHax
GJB2, SLC26A4 u MT-RNR1 ¢ npumenennem merona I1LIP. PesyabTaTrsl. Myranuu B GJB2
BBISIBIICHBI Y 29,5% o6cnenoBannbix, B SLC26A4 —y 12,9%, B MT-RNR1 — y 4,5%. Y 12,9%
nereil ObTM OOHapy)KeHBI BapUaHTHl HeompeaeaEHHOW kiaumHudeckor 3Haunmmoctu (VUS), a y
40,2% wmyTaluu HE BbIABJICHBI. JlaHHBIE MOATBEPXKAAIOT JAOMHHHUPYIOLIEE 3HAUYCHHE MYTalMi
GJB2 B cTpykType HecuHapoManbHoi BpoxxaéHoit CHT, a Takxke IeMOHCTPUPYIOT BBICOKYIO
KIMHUYECKYI0 3HauuMoCcTh SLC26A4 u MT-RNRI1 npu nporpeccupyrommux U OTOTOKCUYECKH
00ycioBieHHbIX (popmax Tyroyxoctu. [lomydyeHHble JaHHBIE TTOATBEPAUIN BEAYIIYIO POJIb T'eHa
GJB2 B cTpykType HecunapomaibHor Bpoxa¢HHONM CHT. Takke BbIsIBIE€HA BBICOKAs 4acTOTa
MYTaIlMi{, aCCOIMMPOBAHHBIX C MPOrPECCUPYIONICH W OTOTOKCHYECKOW (hOpMamMH TYrOyXOCTH.
DTO 103BOJIIIIO CHOPMHUPOBATH KIMHUYECKUH aJlfTOPUTM 00CIeIoBaHus ¢ ucnoyib3oBanueM I1LP,
BKJIIOYAIOIIUI 3Tambl CKPUHHUHTA, OIEHKH (DaKTOPOB pHUCKA, HA3HAYCHHS TECTUPOBAHUA U
NATUCTYNEHYAThld ~ QITOPUTM  paHHEW  JAMArHOCTUKM,  BKJIIOYAIOUIUMH:  HEPBUYHBIN
aynuonorndecknii ckpuHuHr (OAD, aABP); omenky ¢axTopoB pucka (CeMeWHBIH aHaMHE3,
NepUHATaJIbHBIE OCIIOKHEHUS, OTOTOKCUYHBbIC mpemnapatsl); HazHaueHue [IIP mpu nammuuun
OTKJIOHEHUH WK (PaKTOPOB PUCKA; HHTEPIIPETALUIO PE3YIBTATOB C MAPIIPYTU3AIIUEH K TEHETHKY
U cyploJiory; popMupoBaHue UHIUBUIYaIbHOTO TUIaHa HaOmoaeHus U peadmuranuu. Ocoboe
BHUMaHue yneneHo Mytauuun MT-RNR1, BbigBieHue KOTOpoil MHO3BOJMIO CBOEBPEMEHHO
OTMEHUTh OTOTOKCUYHYIKO TEPANMI Yy MAlUHWEHTOB, TEM CaMblM IPEJOTBPATHB pPa3BUTHE
BTOPUYHON Tyroyxoctu. BbiBoabl: Murerpanms IIL[P-auarHOCTUKM B aIrOpUTM pPaHHETO
BeisiBiieHHst CHT y nereil mo3BojisieT 3HAYMTENbHO MOBBICUTH 3((GEKTUBHOCTh TUArHOCTUKU
HACJICJICTBEHHBIX (POPM TYTOyXOCTH, NEPCOHAIM3HPOBATH MEIHIIMHCKOE BEICHUE MAIMEHTOB,
COKpAaTUTh CPOKH IIOCTAHOBKHM JIMAarHO3a U TMPENOTBPATUTh pPAa3BUTHE THKENMBIX (dopM
MHBAJIN/IU3ALINH.

OYHKIIMOHAJIBHOE COCTOAHHUE CJIYXOBOT'O AHAJIM3ATOPA Y
HOBOPOXJIEHHBIX: KIMHUYECKUE ACHEKTHI U
JANAT'HOCTHYECKHUE ITOAXO/AbI

Manpumosa A.I'., Cynranosa 1.b.
Ypeenuckuu punuan TMA

AKTyaJbHOCTh. CEHCOHEBpAJIbHAS TYTOYXOCTh Y HOBOPOXKAEHHBIX SIBJISETCS OJHOM U3
BEAYIIMX MPUYMH HApYyLIEHHUs CIyXOpPEeueBOro pa3BUTHs M paHHeW mHBanuauzanuu. Hambonee
ySI3BUMBIMH CUUTAIOTCS JI€TH, MEpeHECIINEe TIepUHATAIbHBIE OCIOXKHEHHS, TAKUE KaK TUIIOKCHS,
acuKcHs ¥ runepouIupyOuHeMus. ITU COCTOSHUS MOTYT MOBPEXIaTh Kak nepugepuyeckue,
TaK ¥ LUEHTpaJbHbIC 3BE€HbS CIYXOBOI'O aHaau3aTopa. B cBs3M ¢ ATUM KpaiiHe Ba)HO MPOBOJIUTH
KOMILJIEKCHOE ayIUO0JIOrHUecKoe 00cieI0BaHNe YK€ B MEPBbIe JHU JKU3HU JUIsl CBOEBPEMEHHOIO
BBISIBJICHUSI HapylleHud U Havyana peabwiurtanuu. Leab ucciaenoBanus. VM3yuuth KIMHHUKO-
(byHKLIMOHAJIbHBIE OCOOCHHOCTH CIIYXOBOT'O aHAJIM3aTOpa Y HOBOPOXKIEHHBIX C NMEpUHATAIBHON
MaTOJIOTUEN M ONpeAeTUTh JAMATHOCTUYECKYIO II€HHOCTh COBPEMEHHBIX ayIHOJIOTHYECKHX
METOJIOB — 3aJIep>KaHHOW BBI3BAaHHON oToakyctuueckoil smuccun (3BOAD), mpomykTos
uckaxeHus: oroakyctuueckor smuccuu (IIMOAD) u KOPOTKOIATEHTHBIX CIIYXOBBIX BBI3BAaHHBIX
norennuanoB (KCBII). Marepuaast u Meroabl. B wuccrnenoBanue BiiItodeHo 115
HOBOPOXIEHHBIX: 35 mepeHecnu acpukcuto, 60 — runepobunupyonnemuto, 20 — cocTaBUIn
KOHTpOJbHYIO rpynmy. OOcienoBaHue MNPOBOAMIOCH C HCIOJNb30BAHUEM THUMIIAHOMETPHH,
3BOAD, ITMOAD u KCBII. Iloka3atenu cpaBHUBAIMCh MEXIAY OCHOBHBIMH U KOHTPOJIBHOMN
rpynnamu ¢ npuMeHeHueMm t-kpurepus CrbrofeHTa M Kputepuss Manna—-YutHu, p < 0,05
CUMTAJOCh CTaTHUCTUYECKH 3HauuMbIM. Pe3yabrarbl. B pamkax wuccinemnoBanus ObLIO

oOcieoBaHo 115 HOBOPOXKIEHHBIX, pacHpelenéHHbIX Ha Tpu rpynmel:— ['pymma I — 35
HOBOPOXIEHHBIX C TepuHaTanbHOM acukcuei;— I'pynma II — 60 HOBOpOXIEHHBIX C
KJIMHUYECKH 3HAYMMOM rumnepOmnupyounemueii;— Kontponbhas rpynmna — 20 JTOHOIIEHHBIX
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HOBOPOXKIEHHBIX 0€3 TMpPHU3HAKOB COMAaTHMYECKOW M TEepUHATalIbHOM marosnoruu. Bcee
HOBOPOXKJEHHBIE MPOLUIA KOMILIEKCHOE ayJdHOJIoOTHYecKoe oOcleoBaHNe, BKIIOYAIOIEe:
tuMnaHomerputo, perucrpauuo 3BOAD, IIMOAD u KCBII. Tumnanomerpus. Y Bcex
HOBOPOXKIEHHBIX KOHTPOJIBHOW rpynmnbel U OonpiinHcTBa mnamueHtoB | u Il rpynn Obiia
3apukcupoBaHa TUMITAHOTPaMMa TUIA A, YTO CBUJETEIHCTBOBAIO O HOPMAILHOU MOJIBUKHOCTH
OapabaHHOM MEPETIOHKU U OTCYTCTBUU MATOJIOTUHU CO CTOPOHBI 3BYKOIIPOBOISALIETO anmnapara. ITu
JaHHBIE TIO3BOJIMJIM UCKIIOYUTH NPOBOJHUKOBYIO TYTOYXOCTb M COCPEIOTOYMTh BHHUMAaHHME Ha
HelipoceHcopHoM kKommoHeHTe. 3BOAD (3anepikaHHasi BbI3BaHHAS OTOAKYCTHYECKAs YMUCCHSA).
VY 86,3% HOBOPOXIAEHHBIX IMEPBOM TpymIbl (¢ yMEpeHHOW achuKcueil) 3aperucTpupOBaHBI
MOJIOKUTEbHBIE  OTKIMKU. Y  61,5%  HeloHOWIEHHBIX U3  BTOpPOM  rpynmbl  (C
runepouupyonHeMueii) 3apeructpupoBanbl oTkiaukd npu 3BOAD. ¥V 100% KoHTposbHON
rpynnsl — TmonoxutenbHas peructpauuss 3BOAD Ha Bcex uactorax. OTCYTCTBHE OTBETa
Habmomanoce 'y 13,6% nonomenHbix ¢ achuxcueir u  38,5% HENOHOIIEHHBIX C
runepommpyonnemMueit (nmpu OmnupyonHe >256 MKMOJIB/JT), YTO MOXKET CBUIETEIHCTBOBATH O
HAuaIbHBIX TpH3HAKaX KoxyeapHoW auchyHkiuu. CTAaTUCTUYECKH 3HAYMMBIC pa3IHyus
napameTpoB SNR (oTHomenue curnan/mym) 3aduxcupoBanbl Ha dactorax 4000 u 5000 I'u
MEXTy KOHTPOJIBHOH TPYIIIION U TpymIol ¢ Tsokénon achurcueit (p < 0,05). Y HOBOPOKIEHHBIX
C TUNepOMIUpyOUHEMHEH TaKKe OTMEUYAIOCh JOCTOBEPHOE CHUKEHHE aMIUIUTY/Ibl OTKJIMKOB Ha
yactotax 20004000 I'y (p < 0,01). BeiBoabl. Pe3ynbraTel IOATBEPAKAAIOT, YTO NIEPUHATAIILHBIE
ocnokHeHus (achuKcus, TUIepOMIPYOMHEMH ) 3HAUUTEIHHO MOBBIMIAIOT PUCK (HOpMHUPOBAHUS
CEHCOHEBPAJIbHOM TYrOyXOCTH Yy HOBOPOXIEHHBIX. Vcmonb3oBaHHEe KOMILIEKCA METOJ0B
(BBOAD, IIMOAD, KCBII) yxxe Ha mepBOM MecsIle XU3HU MO3BOJIAET OOBEKTUBHO OICHUTH
COCTOSIHUE CIIyXOBOTO aHaJIM3aTopa M CBOEBPEMEHHO BBIACIUTH JETEH TpYIIbl pHUCKA.
Pa3paboTanHblii JHArHOCTUYECKUN AlTOPUTM MOXKET OBITh PEKOMEHIOBAaH JUIS HEOHATaJbHBIX
OTJICJICHUH KaK OCHOBA JJIsi CKPUHUHIA M JAMHAMUYECKOTO HAONIOACHMSI HOBOPOXKIEHHBIX C
dbakTopaMu prcka.

KJIUHUYECKHWUE ACHEKTHBI Y ITIPOBJIEMbBI JIUATHOCTUKHU
CEHCOHEBPAJIBHOM TYTOYXOCTH Y HOBOPOKJIEHHBI

Manpumona A.T"., Xaitnaposa I'.C., bek6epranos I1.M.

AHHOTauusi: B crarbe mpencTaBieHbl KIMHUYECKHE AacCMeKThl M JUarHOCTHYECKUe
po0JIEMbl BBISIBICHUS CEHCOHEBPAJIbHOW TYTOYXOCTH Y HOBOPOXKJIEHHBIX C IMEpPUHATAIbHOU
narosnorueit. O6cnenoBano 115 HOBOPOXKAEHHBIX, U3 KOTOPHIX 35 mepeHecnu achukcuio, a y 60
Obl1a 1UarHoctTupoBaHa runepOumnpyouHemusi. KontponbHyto rpynny coctaBuiu 20 310pOBBIX
neteit. [Ipumensimucy metons! Tumnanomerpun, 3BOAD, [IMOAD u KCBII. Y HOBOpOXIEHHBIX
¢ Tsok€noll acukcuelt U BBICOKMM YpPOBHEM OMIMPYOMHA BBISIBIIEHBI JOCTOBEPHBIE M3MEHEHUS
[apaMeTPOB CIYXOBBIX BbI3BAHHBIX MOTEHIMAJIOB M CHM)KEHHUE aMIUIMTYAbl OTOAKyCTHUYECKOM
IMHMCCUHU, OCOOEHHO B Juama3oHe BbICOKHX yacToT (p < 0,05). PazpaGoraH KIMHUYECKUH
QJITOPUTM PAHHETO BBISBICHUS HAPYIICHU cyxa y AeTel IpyIIbl pucKa.

KnioueBble c¢10Ba: ceHcoOHe8panbHAs My20yXOCHb, HOBOPOIUCOEHHbIE, ACPHUKCUS,
eunepounupyounemuss, 3BOAI, KCBII, ayouonoeuueckuii CKpuHuHe.

Annotatsiya: Mazkur maqolada perinatal patologiyaga ega bo‘lgan yangi tug‘ilgan
chagaloglarda sensor neyral eshitish gobiliyati buzilishining klinik jihatlari va diagnostika
muammolari yoritilgan. Tadgiqotda jami 115 nafar chagaloq ishtirok etdi: 35 nafarida asfiksiya,
60 nafarida gipyerbilirubinemiyaga uchragan holatlar qayd etildi. 20 nafar sog‘lom chagaloq
nazorat guruhiga Kiritildi. Tadgigotda timpanometriya, ZVOAE, PIOAE va QSVP usullari
qo‘llanildi. Asfiksiyaning og‘ir shakli va yuqori bilirubin darajasiga ega bo‘lgan chaqaloqlarda
eshitish parametrlarida ishonchli farglar kuzatildi (p < 0,05). Yuqori xavf guruhidagi bolalarda
eshitish buzilishlarini erta aniglash uchun algoritm ishlab chigildi.
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