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KITHIKO-JIATHOCTUYHA XAPAKTEPUCTUKA TAXKUX
IIOPYIIEHD CNIYXY Y IITEM HA OCHOBI KOMIIIEKCHOTO

ITpoBeneHo xiiHiKO-AiarHOCTMYHE obCcTeXKeHHs 153 fiTert BikoM Bif 5 Mic go 17 pokiB i3 BpomkeHOI 0 i
TOMIHIBaJIbHOIO CeHCOHeBpabHOI npurnyxysarictio (CHII) i r1yxoTolo, B AKMX BM3HAYaIM CTaH CIIYXO-
Bol QyHKIII 3a faHMMM 06'€KTUBHOI i cy6'eKTMBHOI aypioMerpii. Bin3HavyeHi HaitOilIbI XapaKTepHi Mpos-
BI fieBianil 1inicHOI HEPBOBOI cycTeMy Ha (OHI MOPYIIEHDb CIyXOBOi i BeCTUOY/ISIPHOI QYHKI ¥ fiiTeit 3
BOXKVMMM JIONIHIBaTbHUMM 3MiHamMm CyXy. BusHadeni ocobmmsocTi craHy BectubymsapHoi ¢yHkmii y
miteit i3 BpopkeHoto i goninrsanpHow CITH i rayxororo. BusiBieHo BifMiHHOCTI B 0COG/IMBOCTSIX MCHXiY-
HOTO (iHTe/NeKTya/bHOTO) PO3BUTKY ITIyXVX i NMPUITIYXYBaTUX JiTell, AKi 3a1eXaThb Bifl BiKy Ta BIIMBY
pisHux erionoriunmx ¢axropis. Brepie mposeseHo reHerwyHMit ckpuHinr giteit 3 CHII i ryxororo 3
MeTOI0 BMABIEHHA MyTanil c.35delG reHa KOHEKCHMHY-26, IO CTala MPUYMHOK BPOMXKEHOI CIIafKOBOI
CHII Ta rmyxoTn.

Knro4oBi cnoBa: cenconeBpajbHa IIPUITYXyBaTiCTh, ITyX0Ta, FeHETUYH] IIOPYIIEHHS CIyXY, ayfioMeTpis,
BeCcTUOY/IOMETpis, iMIIeflaHCOMETpisA, CIYXOBi BUKIMKaHI MOTEHILianM, KOXIeapHa IMIUIaHTallif, CIyXo-

MOBHa (QyHKIIiA.

ITpobnema ceHcoHeBpanbHOI mpurayxysarocri (CHII)
3a/IMIIAETHCA OJJHIEI0 3 aKTYaTbHUX B OTOPMHONAPUH-
rojioril. BinHOBNeHHs c1yxoBol QYHKLII Ha IpesiHT-
BaJIbHOMY €Talli PO3BUTKY OUTHHM Ma€ He TiMbKU Me-
IVYHe 3HaYeHH:, ajle HabyBa€ iCTOTHOTO COLHa/TbHOTO
aCIEeKTy, OCKUIbKM yCIilIHe II BUpPILIEeHHA [LO3BOJIIE

3abe3meynTyt COLiaIbHY peabiliTariiio 3HAYHOTO MpPO-
LIapKy MOJIO[MX JIIOfIell Ta YCIIillIHE iHTeTpyBaHHA IX B
cycninberBo. OcTaHHE MOXKe OYTHU peari3oBaHe JIMIIe
y BUIIQJIKy TIpOBefieHH:A e(eKTUBHOI MeguyHol peabi-
MiTalifiHOI IPOTPaMy, YacTO 3 BUKOPUCTaHHAM Cydac-
HUX BIUCOKOTEXHONMOTIYHNMX (i1 TOMy BMCOKO3aTpart-
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HUX) METONIiB — TaKMX, SIK CJIYXOIPOTe3yBaHHA 4l
KoxyleapHa immanranis [35]. Bce e npuBopuTh 1O
TparcopMmariil faHoI Ipo6IEMAaTHKY 3 BUK/ITIOYHO Me-
JVIKO-COLIia/IbHOI IIJIOWMHM B 3arajlbHOfIEP>KaBHY 1
noTpebye 3HAYHMX MaTepiaTbHUX BUTPAT.

KinpkicTb piteit B YKpaiHi, AKi oTpuMany iHBastif-
HICTb BHACTiJJOK IIPUITTYXyBaTOCTi i ITTyXOTH, CK/Iafla€
6i11s1 8 TuCAY, 1[0 CTAHOBUTD 5,7 % 3araJbHOI KiZIbKO-
cri miteit-imBaninis [22]. CHII i ryxota — momietio-
noriuHi 3axBopioBaHHA [19, 24]. Cepen ix mpuums
3HaYHe MicIle 3aliMaloTh MeIMKAaMEHTO3HI iIHTOKCHKa-
1ii, iH¢eKuiiiHi 3aXBOPIOBaHHA, CYAVMHH] MOPYLIEHHS,
YeperHO-MO3KOBi TpaBMI, ITyX/IMHYM TOTOBHOTO MO3-
Ky, XBOpOOU Matepi IIifi Yac BariTHOCTI, TeHETUYHI Ta
in. ITatorenes CHII ckmamHuil i Ma€ cBOI 0COOIMBOCTI
Y 3a/I€XKHOCTI BiJf €Ti0JIOoril 3aXBOPIOBaHH:.

OpHOO i3 IpMYNH ITyXOTH € CIIAKOBE YPaXKeHHA
CITyXy, MeXaHi3MM BMHMKHEHHA SKOIO JO Telepiu-
HBOTO Yacy He 6yno JockoHano BupdyeHo. CagkoBa
IJTyXOTa Bapilo€, 3a JaHMMM JOCHifHMKIB, Bix 10 mo
60 % ycix mopymIeHb CIyxy. 3BUYaHO, 0 TAKMIT M-
POKMIT pO3Max IPENiHIBaJbHOI ITTyXOTH CTaBUTh 3a-
BIIAHH: BUABUTY JIiTell 3 TeHETUYHMMU NTOPYHIEHHAMMI
CIyXy Ta CIUIAHYBATH 3aXOAM 3 HAJJaHHA IM HeoOXifgHOl
TOTIOMOTH.

3a ganumy mireparypum [8, 12, 14, 17], cragkosi
MOPYIIEHH:A CyXy 4acTO BUCTYNAIOTh y AKOCTi CK/Ia-
JOBOI TeHeTUYHUX cuMHApoMiB. IIpu HapomkeHHi au-
TUHM KIHIYHO JuQepeHIiloBaTy CUHAPOMaIbHE IIO-
PYUIEHHA CITyXy Bifl HECMHAPOMANIbHOTO BKPail BaXKKO.
binbura yacTiHa MpUpoOKEHNX Ta JOMiHIBaIbHUX IIO-
PYIIEHDb CTyXy OOYMOBIIOETLCA TIEBHUMM 3MiHaMM Ha
piBHi reHiB. Yci npupomKeHi popmMu IpuUrIyxyBaTocTi
€ TIPeTiHIBaJIbHUMY, TOJi AK He BCi NpeTiHrBabHi
posnagu € npupomxenumn. Ilonam 70 % Bumagxis
BTpATy CIYXy MaloTh HECUHAPOMANbHMIT XapakTep [5,
6, 24, 32].

Ha cporopui Bizomo 6inst 100 renis, siki 6epyTpb
ydacTb B eMOpioreHesi i ¢QyHKUiOHYBaHHI CITyXOBOI
cucremn. Cepen ycix imeHTM(ikOBaHUX TeHIB [/t
CIIIKOBMX IIOPYIIEHDb C/IYXy HailOiNbII 3HAYMMIMU €
reun 6inkis-konekcunis 26 (GJ/B2) u 30 (GJB6),
YacTKa AKUX CK/IAfIa€, 3a JaHNMMU JIeIKUX aBTOPIB, [0
80 % [6, 9, 13, 18, 20, 21].

Y 50 % BunagkiB BpOKeHa IPUITYXyBaTiCTb i
IJIYXOTa HEeACHOTO TeHe3y 0OyMOBJIeHI MyTal[ifIMu re-
Ha KOHEKCMHY 26. Y cBoo uepry, 80 % 3MiH y nbomy
reHi 0OYMOBJIEHO €AMHOI0 MyTauielo — 35delG [21].
Yacrora HoCiiB Iji€i MyTalii B €BpOMNeNCHKill IO-
IyNALil CTaHOBUTD 1,5-2,5 %.

OcraHHiMK pokamy Bce 6inblunit iHTepec BUEHNK
IPUBEPTAITh INOPYUIEHHA CIyXy, B OCHOBi AKUX JIe-
JKaTh CKJIafHI reHeTM4Hi Mexauismm [8, 10, 13, 16].
Cy4acHi BOCSATHEHHsI MEIUIMHIN Ta TEHETUKM 00yMO-
BUINM PO3POOKY HOBUX METOJIB MiarHOCTMKM CIAfIKO-
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BUX IOpPYLIEHb CIYXY, HEOOXiMHUX /I NPaKTUIHOTO
BupimenHs 6inpmrocti mpobmem peabimitanii miteit i3
BTPAaTOI0 CNAYyXy B IIPENiHIBaJIbHOMY Ilepiofi Ta mpu
[IPOTHO3YBaHHI IIOTOMCTBa B POAVHAX, 5Ki OOTsKeHi
HOPYIIEHHAMH CTyXy HesCHOTo TeHesy [7, 10, 16, 27].

baraTo XT0 3 OTOMApMHIONMOTIB Ta CypHOTiB HeE
NPpUAINAE HANEXHOI yBaru CIAJKOBUM HECUHJPO-
ManbHUM (GOpMaM IPUITYXYBATOCTi i IITyXOTH, TOMY
MOPYLIEHHSA CNyXy, 110 BUHMKAE BHACIIIOK T€HeTUY-
HUX JeeKTiB, 4acTO JIMINAETHCS HEPO3IMi3HAHUM, i
6araTboX XBOPUX 3 POAVMHHOI0 [TyXOTOK HIKOMM He
6yno ob6cTexxeHo 1711 BU3HAYeHHs BipOTiHHOCTI craf-
KOBOI ITTyXOTH.

CTpyKTypoBaHa BK/IIOUEHICTb CTyXOBUX HEPBIB Y
LiTiCHy HepBOBY CHCTeMy, 3 OZHOro 0OKy, Ta pos-
MaiTTs eTioNoriYHux (GakTopis, 10 06YMOBIIOITH iX
eBEeHTya/IbHe VIIKOM)KeHHHA, 3 IHIIOro, (OpMyIOTb
CIEKTp 3MiH HEPBOBOI CUCT€MU Y JiTell 3 IPUIITYXy-
BATICTIO Ta ITyX0TOM0 (2, 4-6, 17, 23, 26).

Ha panuit yac y moCTymHiil HayKoBill mepiopmui
3yCTpiYaloThcs ile MOOAVHOKI pparmMenTapHi nocu-
TIAHHA Ha OMNMCHM 3MiH HEPBOBOI CUCTeMM Y JiTell 3
YPa>KeHHAM CyXOBOTro aHanisaropa (15, 18-20, 29). ¥V
piTeil 3 mpoABaMM PO3NAfiB CIyXy 4acToO CIIOCTEpi-
TAE€TbCA TAKOX 1 MATOJIOTiA LIeHTPabHOI HEPBOBOI CH-
CTeMM, L0 MOACHIOETHCA CrlelniyHNMM ITaTOTeHeTIY-
HMMM MexaHi3Mamu ix ¢popmysanHsL.(1, 22, 23, 28, 30).

Ocob6nmBocTi eTiomaToreHesy IOpYLIEHb CIYXy Y
HiTell paHHBOTO BiKy OOYMOBIIIOIOTH HEPOCEHCOPHMII
XapakTep iX po3BUTKY. JK BifoMo 3 jiTepaTypu, Cliaji-
KOBi ITIOPYLIEHHA CIyXy BUCTYIIAIOTh YacTO B AKOCTI
CKJ/IaJIOBOi YaCTMHM FeHeTMYHUX cuHApoMmis. Ilpu Ha-
POM>KeHHI JUTUHU KIIiHiYHO fudepeHIiIoBaTH CUHJ-
poManbHe TOPYIIEHHA CIyXy BiJj HECMHIPOMAaNbHOTO
BKpall Ba)XKO. Bifnbllla yacT1Ha BPOIKEHMX Ta JOJIiHT-
Ba/JIbHUX IOPYILIEHb CIyXy 0OYMOBIIOIOTHCS MEBHUMMU
3MiHaMM Ha piBHi reHiB.

Taxka crymine CHII Ta rayxoTu npusBOpuTDH
TaKOXX /10 KOTHITMBHMX IIOpDYIIE€Hb Ta BIUIMBA€E Ha
AKICTh XMUTTS 1 ICUXocouianpHy amanTanio. Ocob-
JIMBO 1€ CTOCYETbCA MiTei, TOMY IO, BUHUKAKOYM Yy
IUTHUHCTBI, 1Ii 3aXBOPIOBAHHA IPU3BOJATD JIO Ta/IbMy-
BaHHA IICUXiYHOTO PO3BUTKY, a 3 YaCOM i JJO COIlia/b-
HOI HEIIOBHOL|IHHOCTI, 4aCcTO iHBa/lifu3yIOTh JIIO[VHY,
AKa B IOJANbIIOMYy BCe KUTTSA 3HAXOAMTbCA Ha 3a-
6esneueHHi gep>xasu [23, 31, 33, 34, 36].

ITommpenicTs JaHOI MATONOTII B AUTAYOMY Billi
He TiZIbKM 3Ha4Ha, ajie I OCTiiiHO 36imbiyerhes (6, 7,
19]. CxnapHicTb 1ji€l mpobeMu MosArae e it B TOMY,
IO TSDKKi ITOPYIIEHHS CIyXy BUMHMKAIOTh BHACIIIIOK
Pi3HOrO reHesy i HEraTMBHO IIO3HAYAIOTHCA Ha 370-
poB’i Ta aganTarii B cycninbersi [16, 18, 19, 21].

OcHoBHa MeTa po0OOTH NOJATana y HigBUINEeHH]
eQeKTUBHOCTI KITiHIKO-[IarHOCTUYHOTO OOCTEeXXEeHHS
miteit ayist pudepeHIianbHOL JiaTHOCTUKM IIPUPOIKe-
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Hux Ta cnagkoBux ¢opm CHII Ha ocHOBI BUKOpM-
CTaHHA CyYacCHMX METOJIB JOCTi/[)KEHHSA Ta YJOCKOHa-
JIEHH:A OpraHisalii MeJMKO-TeHeTUYHOI KOHCY/IbTallii.

OOlcrexyBaHi Ta MeToau. IIpoBefieHO KOMIDIEKC-
He obcTexxenHs 153 pmiteit (92 xmomumka Ta 61 giBYnH-
Ka) 3 HOPYLIEHHAM CIyXy Pi3HOTO CTYMEHs TSDKKOCTI.
3a BIKOM [IiT¥ pOS3IMOJiMMUINCA HACTYIIHUM YMHOM: O
1 poxy — 1, 1-<2 pokis — 10, 2-<3 pokiB — 32, 3-
<4 pokiB — 33, 4-<5 pokiB — 19, 5-<6 pokiB — 16, 6-
< 7 pokiB — 6, 7-<8 pokiB — 5, 8-<9 pokiB — 5, 9-
<10 pokiB — 3, 10-<11 pokiB — 3, 11-17 pokis — 20.
Haii6inpmre Oyno pireit BikoM Big 2 mo 5 pokiB
(54,9 %).

Cran cnyxoBoi QyHKII y fiTelt 3 TPUPOmKEHOIO i
poninrsanbHoo CHII Ta rryxoTolo BU3HaYanu 3a fa-
HUMM 00 €KTMBHOI Ta Cy0 eKTUBHOI aypiomerpii. Bu-
3HAa4YeHHA TOCTPOTH CIyXY, CTYIIEHS i XapaKTepy Jioro
MOPYILIEHb Y AiTeil BIKOM Bifl 5 POKiB i cTapuie 1po-
BOJVWIN Y 3BYKOIIOITIMHAIOUill KaMepi 3a JJOIIOMOTOO
aKyMeTpii, a TaKOXX KOMIUIEKCY TOHa/JIbHUX i MOBHUX
ay/lioOMETPUYHMX TECTiB 32 TPASULIIIHOI METONMUKOIO
[2-4, 11]. Ons npoBenmeHHs aygioMeTpUYHOTO 06CTe-
JKeHHs BUKOPUCTOBYBamu aypiomerp MA-31 (Himeu-
4yyHa) Ta (OHETVYHO 30alaHCOBaHI apTUKYIALINHI
MOBHi TeCTH.

Ha ocHoBi aHanisy pesynbraTiB aymiomerpii omi-
HIOBA/IM CTYIHb TAXKKOCTi ypa)KeHHH, TUII ayJiOMeT-
puuHOi KpuBoi i posbipnusicts moBu [11]. CrymiHb
HOpYLIeHb CIYX0BOI (YHKIII BM3HAYaMM 3a KIach-
¢ikariero B. I. Basaposa, A. I. Posknagku [4], mo 6y-
na npuitaATa Ha VIII 3’i3ai otonapunronoris Yxpainu
(Opeca, 1995) i pekoMeH0BaHa Ji/isl BUKOPUCTAHHS B
CYPZHOJIOTiYHiN MpaKTuUILi.

3 Metoro amdepeHIiaTbBHOHO-TOMIYHOI HAiarHo-
CTHKU Ta 00’€KTUBI3allil OTPYMAaHMX JAHUX NPO CTaH
CITyXOBOi CHCTeMM BUKOHYBalIM aKyCTMYHY iMIIeflaH-
COMETDIl0, fIKa CKIajanacad 3 TUMIIAHOMETpil Ta pe-
ecTpanii akycruuHoro pediekcy (AP). Pesynbratu
TUMIIAHOMETpii OL[iHIOBAIM 3a 3arajJIbHONPUITHATOIO
knacuikaniero, o 3anpornoHoBana J. Jerger y 1970 p.
[34]. ITpu akycTuuHiit pednexcomerpil mopsif i3 “30H-
Ayro4rM~ TOHOM 3aCTOCOBYBAIM 3BYKOBi CTMMY/IHN, sKi
BUKIMKa/M pedIeKTOpHe CKOPOYEHHsS CTPEMEHEBOTO
M'a3a. PeecrpyBamu incimarepampamit AP. Imrenasco-
MeTpilo IpOBOAWIM Ha iMmemaHcoMeTpi “Interacoustics
MT-10" (Hanis). Ilpu immenancomerpii mo yBaru
Opanyu HaCTYIHi ITOKAa3HUKM: TUI TUMIIAHOTPaMM, II0-
pir BMHMKHeHHS incinatepanbHoro AP y BifimoBinb Ha
3BYKOBMII TOfpas3HuK yactoromo 1 k' (IAP 1 xI'm).

PesynpraT 00’€KTMBHOTO MNOCII>KEHHS CTaHY
CITyXOBOI CHCTEMU OIIiHIOBA/IM 32 TIOPOTOBMMM Ta aM-
ITTyTHO-9aCOBYMM XapaKTE€PUCTUMKAMU KOPOTKOJIa-
TeHTHMX CTyXOBMX BUK/IMKaHUX noteHuianis (KCBII),
AKi peecTpyBaiu 3a JOIIOMOTIO0 aHa/Ti3yI040i CCTEMNU

“Eclipse Interacoustic” (ITasis1) y 3Bykoi30/IbOBaHiil Ka-
Mepi 3a 3araJIbHOIIPUIHATOI METOAUKOW. BusHavanu
nopir peecrpanii KCBII BigHOCHO MiHiManbHOTO
nopory yyrnusocti (55 HL).

B ycix piteit 6yna npoBefeHa KIiHiKo-/jiarHOCTIY-
Ha OIliHKa CTaHy HepBOBOi cucremu. OCHOBHe 3aBaH-
HA 3BOAWIOCA [0 BUABJEHHA IIATOTHOMOHIYHMX
CTUTM Ypa>kKeHHs HEpBOBOI cuCTeMN. [l IIbOTO BUKO-
PUCTOBYBanyM KIIiHIKO-HEBPOJIOTIYHMII Ta aHAMITHY-
HUIT METOAM JOCTimKeHHA. Knacuanmit HeBposoriu-
HUIL oI/ 6asyBaBCs Ha ypaxXyBaHHI [UTAYO0I BiKOBOI
criennpiky 3 BU3HAYEHHAM KIIHIYHO 3HAYYIIMX YVMH-
HUKIiB Y (OpMyBaHHI HeIpPOIATOTeHETMYHOrO MeXa-
Hismy [5, 6, 10, 12, 14-17, 30]. IIpu HeobxixHOCTI 3a-
CTOCOBYBA/IM [JOFATKOBI METORM OOCTEXEHHs, BKIIIO-
4alouM HeJpoBisyasisallio.

Metopyka [OCTIHPKeHHA BeCTUOYIAPHOTO aHaji-
3aTopa Hepefbadana BM3HAYeHHS CTaHy QYHKLiA au-
HaMivHOI piBHOBaru (Xofa 1o mpsmiit Jopixiyi, pas-
roBa xofia, “Kpokytoumit Tect” Fukuda). Y crasi cro-
KOI0 pEeeCTpyBalM CIIOHTAaHHMII Ta ITO3ULIHMIT Hic-
tarM. IIpu obepranphiit mpobi (10 obepris 3a 20 c)
OLI{HIOBA/IM TPUBATICTh peaKIiil HicTarMy Ta BeCcTUOY-
JsIpHOI imio3ii mpoTmobepTaHHsA, CyMapHy aMIUIITYAY,
4acTOTy, IIBUIKICTH IOBi/IbHOI (basm HicTarmy, cTy-
IiHb BecTUOY/IOBeTeTaTUBHYX peaKiit [1].

IIpy mcKUxXoOnmOrivHOMy OOCTEXEHHI BUKOPUCTO-
BYB&IM HAcTyNHI MeTonuky: MIOHXeHCbKa (pyHKIiO-
HaJIbHA JiarHOCTVMKA PO3BUTKY Y AiTent BikoM Bift 0 1o 36
MIC, iarHOCTHYHe iHTepB’10 ayTndHoro criekrpa (ADI-R)
y HiTeit BIKOM Bi 1 poKy, HeBepOaIbHIIT TECT IHTeNeKTy
“Snijders — Oomen Non-verbaler Intelligenztest SON-R”
y miteit BikoMm Bif 2,6 0 7,3 pOKiB, TecT Kayq)MaHa
“Kaufmann-Assessment-Batteri for Childern K-ABC” y
mitein BikoM Bif 2,6 mo 12,5 pokis, Tect Bekcnmepa
(WASI) y pireit BikoM Bif 5 o 17 pokiB.

JIns OLiHKM NCUXIYHOTO CTaHy JiTell BUKOPUCTO-
ByBaIM Cy0 €KTMBHO-OLiHOYHY MeTOauky A. B. Jleo-
HoBol “Illkama mCcMXiYHUX CTaHiB”. SIKICTB XKUTTS
(SDK) BmBYanM 3a afalTOBaHMM IA JiTeil ONMUTY-
BanbHUKOM MOS SF-36 (The Short Form-36) [14]. LIa
METO/jYKa [O3BOJIsIE BU3HAUMTU SK (DI3WYHMIL, Tak i
IICUXIYHWIT CTaH 3MOPOB’A [iTelt, a TAKOXK IICUXOJIOTIU-
Hi nokasHuky SDK B pisHux cdepax ix XUTTERIANb-
HocTti. BoHa BigoOpaxkae saranbHe 6aromonyyus Ta
CTYIIiHb 3a/[OBOJIEHHA TUMM CTOPOHAMM >KUTTEMiANb-
HOCTI IUTUHM, Ha sIKe BIUIMBAE CTaH Ii 3TOpOB 1.

Onurysanbauk MOS SF-36 cknafaeTbeA i3 36 nu-
TaHb, 3TPYNOBaHMX y BiciM mikan, a came: ¢isuuHe
(dyHKIiOHYBaHHSA, pONTbOBA Iif/IbHICTD, TilecHa 6ib,
3arajibHe 3[0POB'sl, XUTTERLUIbHICTD, cOLia/ibHe (YHK-
L[{OHyBaHH:, IICUXIYHMII CTaH Ta IICHUXiYHEe 3TOPOB'A.
IToxasHMKM KOXKHOI IIKanM CKAafieHi TaKUMM YMHOM,
110 YMM BUIIE 3Ha4eHHA nokasHukKa (Big 0 go 100 6a-
7iB), TMM Kpallja OIfiHKa 3a BMOpaHOW IuKamow. I3
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BUBYEHVX IIOKa3sHUKIB GOpPMYIOTD /iBa mapaMeTpu: pi-
310/IOTi4HUIT i ICHXOMTOTIYHNUIT KOMIIOHEHTH 3[0POB’sL.

MornekynapHe [OCIIPKEHHA Ha HOCIICTBO MyTa-
il ¢.35delG reHa KOHEKCUHY-26 IPOBOAMIN METOLOM
IOJIiMepa3Hol JIAHIIIOTOBOI peaklii B peXXuMi peanb-
HOTO 4acy 3 HaCTYITHOIO IMCKPUMIiHAIII€I0 anene.

Bupinenna JHK Buxonysanu i3 3acTocyBaHHAM
Habopy “NucleoSpin® Blood” (Macherey-Nagel, Hi-
MeYy4rHa) BifITOBITHO [0 peKOMeH[aliil BUPOOHMKA,
amIuTiiKalio Ta HEeTEKI[I0 — 3 BUKOPUCTAHHIM CH-
cremn 7500 Real-Time PCR System” (Applied
Biosystems, CIIIA) Ta tect-Ha6opis Custom TaqgMan®
Genotyping Assays (Life Technologies, CILIA) 3a pexo-
MEH/J0BaHIM BUPOOHUKOM IIPOTOKOTIOM.

Cratuctuany o6poOKy pe3y/IbTaTiB 34iiiCHIOBANN
3a JOMOMOroK IporpamHoro maxery “WinPepi-for-
Windows” (v. 11.30, CIIIA) 3 BUKOPUCTaHHAM TOYHO-
r0 OJHOCTOPOHHBOTO KpuTepito Qimepa #nasa aHamisy
Tab6MULb CIPSDKEHHS 2X2 3 OYiKYBaHMM 4NMC/IOM MEH-
11Ie 5 B OHill K/TiTUHIII.

PesynbTaTn Ta ix 06roBopeHHA. Y XOfii BUKOHAH-
Hs poboTU Oynu BU3HAUEHI NPUYMHM, SKi BUKIMKAIN
TSDKKe TOPYLIEHHS CIyXy abo rmyxory y miteir. Cepen
HUX Oymm nepeHeceHi purunHoo I'PBI, mHeBMoHif,
indexuiitni 3axBoproBaHHA (16 pgireit), a came Kip,
BiTpsiHa Bicma, cTadiIOKOKOBa Ta L{MTOMeEraloBipycHa
indexuii, mapotnut, Ty6epKynpo3, rpum. 3HauHe Micie
cepen, Hmpu4MH, AKi copuATh BuHMKHeHHI0 CHII,
3aliMa; TsDKKI mmojory y Matepi (24 gmitein), a came —
KecapiB posTuH, acikcis y UTMHM IPU HAPOMKEHHI,
THOJIOTOBA TPaBMa, Timpoledartid, MmepegyacHi momoru y
Martepi (20 oci6), BHyTpilIHBOYTpOOHA iHpeKIia (6 Ai-
Tell), HeCyMICHICTb 3a TPYIIOI0 KPOBi Ta pesyc-¢akrto-
pom (8 mireit). B skocri mpuumn CHIT 6ymu Takox
MeHiHriT (11 gmiTert), IpUTOM OTOTOKCMYHMX aHTHOiO-
tukiB (8 miteir). ¥ 47 (30,7 %) miTeit 6aTbKy He MOT/IN
BKa3aTy Ha IIPUYMHY BTpaTu cIyxy. ¥ 13 (8,5 %) mireit
Hpy 36MpaHH] aHAMHe3y B POAVHI BUSBJIINCA 6AaTbKI
Ta pOAMYi, IKi Mamyu CIagkoBi Bagy ciyxy. Came B Iux
Tpynax pitell Mo>kHa Oyno IependadaTy HasABHICTb
MO>/IMBIUX T€HETUYHO OOYMOB/IEHUX TIOPYILIEHb CIIYXY.

Cy6exTBHY ayfiOMeTpil0 MU 3MOIIM IIPOBECTU
TinbKy y 58 mitelt (v BiLji mic/is 5 pokiB), B pe3y/ibTari 4o-
ro B HUX 6y/10 3a(hikcOBaHO MOPYLIEHHA CIYXY 3a TUIIOM
YpaKeHHA 3BYKOCIPMIIMAIO4oro amapary. CHOpmitHATTA
HIETTHOI Ta po3MOBHOI MoBHU 6yio BifcyTHe. CepenHs
BTpaTa CIIyXy Ha 4acToTax Bim 250 go 4000 'y craHoBMIa
(92,4 *+ 3,6) nb. Bingsnaueno Hwmsximumit (38 miteit) Ta
obpusyactuit (20 fitert) TUIM ayRiOMETPUYHOI KPUBOL
Po36ipmuBicTh MOBU He [OCATanach MpK MAaKCUMallb-
HOMY BUXiJHOMY piBHi 3ByKOBOIO TUCKY ayJiiOMeTpa.

3a maHuMu iMnemaHcoMerpii, B ycix giTeit 6yna
3apeecTpoBaHa TMMIIaHorpaMa tumy A. AP npu pisHi
3BYKOBOTO TUCKY 95 b He peecTpyBaBcs.
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ITpn anmanisi nokasuukis KCBII y 82 mireir mopir
miKy V XBM/Ii IIOTeHIia/ry Npy PiBHi 3BYKOBOTO TUCKY
100 1b HL ne peectpyBaBcs, a y pewmutu 71 peectpy-
BaBCs IpY piBHI 3BYyKOBoOro TUCKy (93,2 + 3,2) nb HL.

OTxe, Bci 153 guTMHY Manu IMOOKe YpaKeHHA
3BYKOCIIPMIIMAIOYOTr0 arapary abo IIyXOTy.

IITomo HEBPOIOTiYHOI CMMIITOMATUKM, TO Y LiiTO-
MYy BMpaxKeHicTb i crenmdika ii MaHidecranii BusHa-
4Ya/lCh OCHOBHMM 3aXBOPIOBaHHAM Ta MOTO YCK/Iaf-
HEHHAMMU. fIK CBifjyaTh pesy/nbTaTu KIaCUIHOTO JO-
CHIiJPKEHHS HEPBOBOL CUCTeMU, K/IiHiYHa IaTOHEBPO-
JIOTiYHa KapTMHa He Bifl3Ha4Yanach SKOICh BUKIIIOY-
HOI0 cneludiyHiCTIO Ta OXOIUIIOBaNa fAK LIEHTPa/IbHi,
TaK i mepudepuyHi Bigxinu HepBOBOI CUCTEMIL.

[TaTOrHOMOHIYHOI0 0COBMUBICTIO, IO CIIOCTepira-
7ach y 06CTeXEHOro KOHTMHIEHTY fireil, 6yno ypa-
>xeHHA VIII mapu 4epenHux HepBiB, TOAi AK 3amy-
YEHHS iHIIMX YePENHUX HEPBiB Malo CIIOPafYHMIA
XapakTep, 10, ¥ KiHIIeBOMY pe3y/IbTaTi, B 6GilbIIOCTi
BUIAZKIB GOPMYBAIO PO3CISIHY OpTraHiYHy MIKpOCUM-
nroMatuky. Haidacrine cTurMmarusanisa nposBiasanach
3 nopymwenuamu III, IV, V, VI, VII nap yepennux
HEepBIB, 3piffka — HepBiB 6ynbOapHOI rpymm. CTocoB-
HO pedeKTOpHOI cepu CTIiL 3ayBOXUTH, IO YacTilre
Maja Micle aHisopedrekcia pisHoro xapakrepy, iHoai
KOHCTaTyBa/lIy HAasABHICTb CMH/IPOMY IipaMifHOI Hefo-
CTaTHOCTI. [HTerpasbHOI O0COGMUBICTIO OOCTEXEHMX
6ymo mopyueHHs niHrBambHOI (YHKIlI, BUKIMKaHe,
JIMOBIpHO, Jle3iHTerpali€lo BUIIMX KOPKOBUX (YHKIIiIL.

DopMyBaHHS HEBPOJIOTYHOTO fedilfuTy mmporpecy-
J0YOTO XapaKTepy IPU3BOAW/IO Y YaCTUHM JiTel IO PO3-
BUTKY IEBHMX HEBPOJIOTTYHMX CUHIPOMIB: TeMilapeTny-
HOTO, CTaTOKOOPAMHATOPHOTO, Ljea/IrivHOro, 10 MiBI-
IIEHOTO YePeITHOMO3KOBOTO THUCKY, Tifipowiedarii Ta iH.

Y 60 (39,2 %) miTeit 3 HEBiOMOIO IPUYNHOIO PO3-
NafiiB CJIyXy Ta 3i CIIAKOBOIO IIPUITYXYBATICTIO i IMIy-
XOTOI0 IIPM HEBPOJIOTiYHOMY OIJIAM1 iCTOTHUMX Xapak-
TEPHMX OPTaHIYHMX TMPOABIB Ypa)KeHHA HEPBOBOI
CHcTeMH B3araji He 6y/I0 BUSBIIECHO.

B obcTe)xeHnx 3 reHeTUYHO AeTepMiHOBAaHUM ypa-
>KeHHSIM CIIyXOBOTO HepBa TaKoX Oynu BincyTHi 6yab-
AKi OpraHi4Hi IOpPyLIEHHA HEPBOBOI CUCTEMMU. Y Ta-
KMX BUIIQJIKaX MOXXHA KOHCTAaTyBaTH, JIMOBipHO, ce-
JIEKTUBHE CIIaJJKOBE YIIKO>KEHHA CTyXOBOI'O HepBa Ta
jtoro ¢ynkuil. HasBHicTh mposBiB QyHKIiOHATBHMX
BiIXM/IEHb HEPBOBOI CUCTEMM MOXKE€ MaTy CIIOPafyy-
HUIT edeMepHUIT XapakTep i1 HOTpeOye MOAA/IbIIOTrO
IVHAMIiYHOTO CIIOCTEPEXEHHA Ta CUCTEMATU30BAHOIO
HEBPOJIOTiYHOTIO OIJIALY.

Y miTel 3 TAOKKMMM ypa>KeHHAMM CIIyXOBOTO aHa-
ni3aTopa Ta ITIyXOTOK BMBYEHHsS CTaHYy BeCTUOY/Ip-
HOTO aIapary IpOBOAV/IM 3 METOIO BU3HAYEHHA DiBHA
ypaxkeHHs, fudepeHIIianbHOI JiarHOCTUKY, IIPOTHO3Y-
BaHHS Pi3HMX MeTOHiB peabimiranii. Bectubymsapuuit
aHaMHe3 6asyBaBCsl Ha ONMUTYBAaHHI OaTbKiB fiTeit, 5K
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Tabnuuys 1
XapaKTepucTHKa IICHMXiYHOTO PO3BUTKY JIiTell i3 CEHCOHEBPATbHOIO IIPUTTYXYBAaTiCTIO Ta ITTyXOTOI0 W{
pi3Horo reHesy, 6anu (M m)
CrpuitHATTA VsaBaTa 3aranbHa Cepenwiit

T'pyna ¢dopmu ta YBara [Tam’siTh Mucnenns THYYKiCTb indopma- 6an 3a

KOTIbOPY MMC/IEHHA TUBHICTb TeHEe30M
1 (n=47) 53+0,1 4,0£0,2 4,0+0,2 52%0,1 50%0,1 4,5%0,3 4,7+0,2
II (n=13) 53+0,1 4,4+0,2 49+0,2 54+0,1 52+0,2 4,2+0,1 49+0,1
III (n=11) 3,5+0,2 3,0+0,2 3,0+0,2 3,5+0,3 4,0+0,2 3,5+0,2 3,4+0,2
IV (n=16) 3,7+0,1 3,5+0,3 3,5+0,2 3,6+0,2 42103 4,5+0,1 3,8+0,3
V (n=24) 2,5%0,2 2,0+0,2 2,0+0,2 2,0+0,3 2,010,2 2,5%0,2 2,2+0,2
VI (n=20) 4,00£0,2 3,7+0,2 3,0+0,3 3,5+0,3 3,8+0,3 3,8+0,2 3,6+0,2
VII (n = 14) 3,5+0,1 3,2+0,3 3,7+0,2 4,1%0,2 49102 3,3+0,2 3,8+0,3
VIII (n = 8) 4,310,1 34102 3,0+0,2 4,3+0,1 4,0£0,1 4210,3 3,9+0,2
Cepepniit 6an 4,0£0,2 3,4%0,2 3,4+0,2 3,9+0,2 4,1+£0,2 3,8+0,2

NIPaBUJIO, BiKOM Bifj 2 JO 5 pOKiB, a TaKOXX Ha OIN-
TyBaHHI CaMMX JiiTell BikoM Bif 6 mo 17 pokis. Haii-
YacTillMM CHMITOMOM IIPM ONMUTYBAaHHI BMABUIOCH
3aIlaMOPOYEHHS, IKe JOCUTDb PO3IIMBYACTO OIMCYBa-
JIOCh TaljieHTaMy, a 6aTbKY YacTillle TOBOPMIM IIPO
MIOPYLIEHHA CTaTO-KiHeTUYHOI pPiBHOBAru.

Y pmiteit Bif 2 mo 5 pokiB BecTubymspHa [uc-
¢dyukuia 3ycrpivanaca pinko. Ilpu ypaxkeHHi cayxy
micna iHpeKUiHNX XBOpoO6, BHYTPIIIHBOYTPOOHOI Ia-
tosnorii mopymeHHs1 BecTuOyspHOi (yHKIi y 6inb-
IIOCTi [JiTell MPOSBIIAIOCS rinopedrexcieo abo aped-
nexciero mabipuHTiB. Taki sMiHM B 617bIIOCTI BUNAAKIB
CHiBIIafla/n 3i CTyTI€eHEM 3HIDKEHHSA CMyXY, IO CBi[YNTh
PO IIepeBaXHO IepudepudHi ypakeHHS, i MOXYTb
BMKOPMCTOBYBATHCh LA TOIIYHOIL AiarHoCcTuKM. IleHT-
paIbHi HOPYLIEHHA BeCTMOYIIAPHOIO aHalisaTopa BHU-
ABneHi y 10 fiTeli i MpOABAANNCA 3aJHbOYEPEITHNMU Ta
mieHnedanbHO-TITOTATAMIYHIMY TUIAMY JMCOLALIiL.

Crip 3BepHYTM yBary Ha He3sCOBaHe IMTAHHSA
IPUYMH iHTAKTHOCTI PElleNTOPHOTO amapary HamiBKo-
JIOBUX KaHaJIiB NPy CIIAJKOBIN IATOJIOTII i Mpy iHIIMX
erionoriunnx ¢akropax CHII ta rryxoru, Komu He Oy-
JI0 BUSIBZIEHO MOPYILIEHb BeCTUOYIAPHOTO aHamisaTopa.
Oco6nyBe 3HaUeHHS Iie MOYKe MaTy I JiTelt, ki 6y-
IyTb IMPOOIEPOBaHi [IA BCTAHOBJ/IEHH: iMIIIaHTaTy. B
OKpeMNX BHIIAfiKaX lie Mo)ke OyTy [OOpO0 IIPOTrHO-
CTMYHOIO O3HAKOIO JIS1 BiTHOB/IEHHs C/TYXOBOI (QYHKIIII,
ajie CJ1if momepeKaTy MallieHTiB CTOCOBHO MOXK/IMBIX
YCK/IafHeHb Y BeCTUOYIAPHOMY aHajIi3aTopi.

Jna moCmipKeHHA BilXWIEHb Y ICUXIYHOMY PO3-
BUTKY JiTell 3 TSKKMMM HOPYIIEHHAMM CIYXy Ta IJTy-
XOTOIO Pi3HOTO TeHe3y BUBYAMM OCOOMMBOCTI KOTHITHB-
HOTO (pyHKILIIOHYBaHHA 3a HeBepOaJIbHMMM TeCTaMyl iH-
TeNeKTy. PesybraT Bupaxkam CyMoro 6ajliB 3a KOXKHIM
i3 TIyHKTIB mIKa/M (MaKCHMAaIbHUIT TIOKa3HUK — 12 6a-
J7iB). 3a MAaHMMM OLIHKM IIKal: 8-12 6amiB — BUCOKUI
piBeHb ICUXIYHOTO PO3BUTKY, 5-7 6GanmiB — cepepHiit
piBeHb, 0-4 — HU3BKMIT PiBEHb.

JIna mpoBefieHHA I[bOTO OOCTeXXEeHHA BCi it y
3IEKHOCTI BiJj IPUYMHY, WO BUK/IMKAIA MOPYLIEHHA
cryxy, 6y postopineni Ha 8 rpym: I rpyma (47 miteit) —
3 HeBiJOMOI0 IPUYMHOK BTpati cayxy, II rpyma (13 gi-
Tell) — 3 BPODKEHUMU MOpyLIeHHAMNU cyxy, 11l rpyma
(11 piteit) — moOpyIIeHHA CAYXy MNCAA MeHiHTITY,
IVrpyma (16 piteit) — micns iHQeKUiiHMX 3aXBO-
poBaHb, V rpyna (24 muTMHM) — IaTONOTi4HI pomy,
VIrpyma (20 giteit) — HemoHomeHi aity, VIIrpyma
(14 miteit) — BHYTpIIHBOYTpOOHA IarojOriA Ta
VIII rpyna (8 pireit) — mmicaa mpuitoMy OTOTOKCHYHMX
aHT6ioTHKIB. OTpMMaHi KaHi npefcTaBneHi y Tabm. 1.

3 tabmuni 1 BUAHO, MO B yciX rpymax o6CTexy-
BaHMX BiI3HAYAETbCA 3aTPUMKA IICUXiYHOTO PO3BUT-
Ky. 3arajpHa OIjiHKa IICMXiYHMX MpoleciB 6yma B
Mexax Bin (2,2 £ 0,2) 6anis go (4,9 + 0,1) 6ais, o
BKa3y€ Ha IX HMU3bKUI Ta CepPeJHiil piBeHb PO3BUTKY,
AKUI 3a7eXNUTD Bif I'eHe3y 3axBoproBaHH:A. OTpuMaHi
HaHi cBifUaTh, 110 GBI BUpaXKeHi ICUXOMTOTIYHI IT0-
PYLIEHHA BUABIANMUCA Y XBOpUX V TpymM, y AKUX
BTpaTa CIyXy BMHMK/IA BHACTiOK NMaTOJOTiYHUX IIO-
noris (100,0 %), y miteit VI rpymm, Aki cTpakpanyu Ha
HOPYIIEHHs CIyXy B 3BA3KY i3 TSDKKOI HeJOHOLIe-
HicTo (83,0 %) Ta oci6 III rpynu, sxi Manyu nopyieH-
HA CIIyXy Hic/IA mepeHeceHoro MeHiHrity (80,0 %).

OTXe, 32 OTPMMAHMMU Pe3yAbTaTAMU BUBYEHHS
ncuxiyHoro possuTky giteit is CHII Ta rmyxoToro pis-
HOTO I'€He3y B CTPYKTypi IOpYLIEHb Mi3HaBaJIbHUX
IIpolleciB HailOi/IbIle TepeBaXkaIn PO3Iajy yBary, Ia-
MATI Ta KOMYHIKaTMBHOI 1 COLjia/IbHOI ITOBE[iHKMN.
ITpy BUBYEHHI yBaryu CIOCTepirazocs 3BY>KeHHs 00-
CATYy MMMOBIIBHOL yBary, sIK€ HMOENHYETbCA 3 IOPY-
IIEHHAM IIPOLeCiB KOHIJ€HTpaLil.

TakuM 4YMHOM, CYIIyTHi NOpYLIEHHA Ta 3aTPMMKa
ncuxiyHoro possutKy giteit is CHII ta rryxoToro pisHo-
TO IeHe3y HEraTMBHO BIUIMBAIOTb Ha 3JJATHICTb 70 Ha-
BYAHHS Ta pes3ylbTaTyl peabimitaniiiHoro nepiomy. ¥
CTPYKTYpi IOpYIIeHb Ii3HaBaTbHNX (PYHKILIi IepeBaXka-
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JIM O3/ THOCTUYHOI cepy, 3aTpyMKa PO3BUTKY KO-
THITMBHUX (YHKIIii, KOMYHIKaTMBHOI Ta COLIia/IbHOI IIO-
BEMIiHKIM, @ TAaKOXK IPOSIBM [EMiHKBEHTHOI ITOBENiHKK
(HeBpOTWYHI, arpecyBHi Ta MaHINTy/IATUBHI IPOSIBN).

Takox 6y/10 BUBYEHO ICUXOeMoLiitHmii cTal Ta DK
y 35 piteit Bikom Bin 11 no 17 pokis 3 Tspkkoro CHII Ta
IIyxoTol0 3a omuTyBambHUKOM MOS SF-36. Amnanmis
OTPUMAHMX IICUXOJJarHOCTMYHMX [AHMX 3[iJiCHIOBA/II
BIIIOBIJHO [0 PO3IOATY MiTell 3a/IeXKHO Bij IPUYMHA
3axBOpIOBaHH:. Bci obcTesxeHi 6y po3Hoziieni Ha Tpu
rpymu: I rpyma — 12 (34,3 %) giteit 3 Tspxkoro CHIT Ta
TJIYXOTOI0 Hesifomoro Tenesy, II rpyma — 12 (34,3 %)
JiTell i3 BpOIKEHNMI CIIAKOBMMM MOPYIIEHHAMM CITy-
xy, Il rpyma — 11 (31,4 %) miTeli 3 MOPYIIEHHAMM CITYXy
IIC/IA [TepEeHeCEHOTO MEHIHTITY.

PesynbTaTit IICHXOMOTIYHOTO JIOCTIIKEHHA XBOPUX
i3 CHII Ta r1yxoToro CBifjuaTh, 0 B yCiX Ipymax Aitei
iHpekc cy6’exTuBHOrO KoMOpTy 6YB y Mexxax Bif 32 7o
45 6ariB, 110 BKa3ye Ha HU3bKUIT 00 SHIDKEHUIT PiBeHb
Cy0’ €KTMBHOTO KOMQOPTY Halli€HTiB (Tl 2).

3a pesynabpTaTaMM IICUXO-JiarHOCTUYHOTO 06CTe-
>KeHHSI BCTAHOBJIEHO, IO BCi MiTM Majau KOTHITMBHi
MOpYIIeHHs, HM3bKE CaMOIIOYYTTSA, BMCOKMII CTaH
TPUBOTY, 3HIDKEHMI CTYNiHb KOMQOPTY Ta HUSBKY
camooninky. Ilcuxosmoriuni nopyuieHHs Haibinblme
npoasnAnuca y giren III rpynm.

3a JaHMMU [ICUXOJIOTIYHOTO OOCTEXEHHA HiTell 3
CEHCOHEBPA/NTbHUMY MOPYIIEHHAMM CIyXy Ta ITTyXO-
To1o, y II rpymi Bifj3Ha4eHi BiporifHo BMIi 3HaYeHHA
nokasHukiB DK nopisHaHO i3 gitemu I Ta III rpymm,
110 CBiJYUTb IIPO BUCOKUII piBEHb COMAaTUYHUX 1 IICU-
XOCOMATMYHUX CKapr Ta BUILY OL[iHKY IlepeXMBaHHSA
COLIia/IbHOTO CTaHy Y [iTeil IUX IPYIL

AHarisyloun pesynbTaTH ICHXiYHOTO 3[OPOB’A Ta
IICUXIYHOTO CTaHy XxBopux 3 Tskkoio CHII pisnoro

reHe3y, MOXKHa KOHCTaTyBaTM IlepeBary pi3sHMX [ie3-

aJlalTMBHMX CTaHiB Y TPhOX IPYIIAX, a CaMe:

— vy I rpymi XBopux BifsHayanuca CTaH HEPBOBOTO
HaNpy>keHHs (HEeBPO3), BUCOKOI TPUBOTU Y IIOEN-
HAaHHI 3 pI3HOI IATOIICUXOJIOTIYHOI0 CHMIITOMA-
TUKOHI (3aHEIIOKOEHHSM, CTPAaXOM, M SI30BOI0 Ha-
IIPYTOIO T2 HEMOJXK/IMBICTIO BYUACHO CKOHIIEHTPYBa-
TVICS Ha BUKOHAHHI TeCTy);

— vy Il rpymi nepeBakanu lenmpecBHO-aaTUYHi IICK-
Xi4Hi CTaHM Ta TPUBOTA;

— y I rpymni BuABNIEHO pi3Hi IICUXiYHi CTaHN, a caMe:
TPUBOXXHICTb BUCOKOTO Ta CEpefHbOTO PiBHA, BU-
coKa KOH(QIKTHICTD, ApaTiBIUBIiCTh, 037I00/IEHICTD
Ta MifBUIL€HA arPECUBHICTb.

CaMe TaKMi1 [e3afalTUBHUI CUMIITOMOKOMIIIEKC
Bif6MBaB HaOIABIINIT IICUXOMOTIYHNIT AUCcOATaHC Ta
IcuxivHe HeOMaronomnyyds o6CTeXXyBaHuUX.

Taxum unHOM, IpoBefeHe gocmimxennsa XK mitei
3 Tsoxkumu ¢popmamu CHIT ta r/1yxoTn pisHOTO TeHesy
CBIYMTD, 10 BCi 0OCTEXYBaHi MAIOTh HU3BKWIT piBeHb
SPK Ta moTpebyroTh KOMIITEKCHOTO MEMKO-TICHXOIIO-
riYHOTO MifIXOAY B AiarHOCTULY, TiKyBaHHI Ta peabimiTa-
uii. Big mpaBmibHOI mMo6ymoBu peabimiTariitHux 3axo-
AiB 3amexxnTh NpodinakTuka iHBamimmsanii, a Takox
¢hopMyBaHHS Y IIVIX XBOPYX CTilIKOTO IIO3UTVBHOTO Bifl-
HOILIEHHA JI0 POJVIHY, )XKUTTS Ta HABYaHHS.

MonexynapHO-TeHeTM4HE JOCTi/PKEHH Ha HOCI-
ctBO MyTanil ¢.35delG rena KoHeKcuHY-26 6yI0 Ipo-
BEJEHO y 53 fliTeil 3 BUpaXKEHMMM BajaMu CIyXy, B
AKX TIpMYMHA BTpaTM CIyXy He BusHadeHa. Cepep
HUX 42 puTvHM OyIM eTHIYHMMM YKpaiHLIAMHU Ta
11 piTett — KpuMcbkyMu Tatapamu (Tabm. 3).

Sk BUIHO 3 HaBemeHOI Tab/uIli, MaiKe IOJIOBMHA
00CTe)XeHIX [IiTell BiABWIACH HOCIEM T€HETMYHOTO
medeKTy TeHa KOHeKCHHY-26. IIpudoMy Lieil TOKasHUK

Tabnuys 2

SIKicTb KUTTA JiTell, AKi CTPa)KFAIOTh HAa TAKKi CCHCOHEBPANbHi IOPYIIEHHA CTyXY,
3a/IeXKHO Bij IeHe3y 3axBopioBaHHsA (onuryBanbHuk MOS SF-36), 6anu (M + m)

IToxasuuk

Irpyna (n =12)

I rpyna (n =12) | III rpyna (n = 11)

Di3nYHMIT KOMIIOHEHT 3{0POB’st

Disnyne QyHKI[iOHYBaHHA 58,2%2,3 70,7 £2,4* 45,3 £2,2%*
PonboBe QyHKIIOHYBaHHS 68,8 2,5 78,4 +£2,6* 56,2 £ 2,7*
IntencuBHicTb disnaHOro 6010 65,6 £2,6 85,1 +2,8* 53,6 £2,2*°
3ara/jbHNUIT CTaH 310POB s 71,2+ 1,8 80,5 £ 2,4* 58,5+ 2,1*
Y cepegabOMY 66,0+ 1,9 78,7 £2,1* 53,4+2,07
TTcuxivHMit KOMIIOHEHT 3{OPOB’st
JKurresparnictp 357+1,8 46,8 £ 1,5* 32,7+1,8°
CorianbHe QYHKIIOHYBaHHA 43,4%1,6 51,4+1,7* 34,2 1,8
PorboBe GQyHKI[IOHYBaHHS 46,5+ 1,8 54,2+2,0* 37,4£2,2%
IlcuxivHe 350pOB’s 4524272 59,1 £2,1% 37,6 2,0+
Y cepemnbomy 42,719 52,9+ 1,8* 35,5+2,1*

Ipumimku: * — P < 0,001 nopisusiuo 3 I rpynoro, * — P < 0,001 nopisHsizo 3 II rpymoro.
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Tabnuys 3
JHK-miarnocruka Hociiicrsa MyTanji c.35delG rena KoHeKCuHY-26 y fiiTeil 3 BUpa)KeHUMY BagaMu CIIyxy, aoc. (%)
. Hocii myTanii
Harnionanbhicts Hopmanbunit reHoTHI
TOMO3MTOTHi TeTepO3UTrOTHI BCHOTO

Erniuni ykpainmi 22 (52,4) 13 (31) 7 (16,7) 20 (47,6)
Kpumcpbki Tatapu 9 (81,8) 1(9,1) 1(9,1) 2 (18,2)
3aranom 31 (58,5) 14 (26,4) 8 (15,1) 22 (41,5)

MaB TeHJIEHIIII0 1O 3a/IEXKHOCTI BiJl eTHIYHOI Ha/IeXKHOCTL
nanienTis (P = 0,078), mpoTe KiTbKOCTi HOCTI/KeHb BUs-
BIJIOCS HEJIOCTATHDBO M7 JOCATHEHHA IPUITHATOTO KPH-
TUYHOTO PiBHA 3HAYYIIOCTi KpuTepito P < 0,05.

VmMoBipHO, peKkoMeHHaIii /yIA MOJNEeKyIAPHO-Te-
HETMYHOTO OOCTEXXeHH: JiiTeil MaloTh 6asyBaTucs Ha
OUIBII XXOPCTKUX KPUTEpifiXx 3 ypaxyBaHHAM cCimeil-
HOTO aHaMHe3y. IIpym 1IbOMy BapTO 3ayBaXKMUTH, IO
myTanis ¢.35delG reHa KOHEKCUHY-26 € HaitbinbII Ya-
CcTolo, aje He eayHO0. TuM 6inblre, ii yacTora Xapak-
TepU3YETbCA BUPAKEHOKI reorpaivHo0 MiHIMBICTIO
[27]. Lle mosBoysA€ 3 BENMMKOKI BipOrifHICTIO HpuUIy-
CTUTY, 1O iTU 3 BUPA)KEHOIO IIPUITYXYBaTICTIO, fAKi €
TeTepO3UTOTHUMM HOciAMU MyTauii ¢.35delG, MOXyTb
OyTU KOMIayHJ|-TeTepO3UTOTHYIMY HOCiAMM iHIIOT My-
Tarii reHa. OCKiZTbKM [OCTOBIpHUX JaHMX IIOZO IIO-
LIMPEeHHA IHIMX MyTalill TeHa KOHHEKCUH-26 cepef
Hace/leHHA YKpalHM He iCHYe, a MOOAMHOKI my6mikariii
CTOCOBHO CJIOB’IHCBKOTO HaceleHHs He MalOTb pelpe-
3€HTAaTMBHOTO XapaKTepy, Malli€eHTaM, fKi € reTeposu-
TOTHMMM HOCisiMu MyTaii ¢.35delG, cloB’sTHCbKMX Ha-
POMHOCTENl MO>KHAa peKOMEH/IyBaTy IIOfanblle B0006-
CTEe)XEHHS NIIAXOM CEKBEHYBaHHSA reHa KOHEKCHHY-26
3 METOI0 J10TO IIOBHOTO AOCTimKeHHs. Ile Takox mo-
LiIPHO POOUTM IpefCcTaBHMKAM IHIINX HAIiOHAaNIb-
HOCTEJI IPY HAABHOCTI BifTIOBIIHUX CUMIITOMATUKM 1
CiMeTHOTO aHaMHe3y HaBiTh IIPM He BMUABJIEHHI MyTa-
uii ¢.35delG. Kpim TOoro, Ha CbOTOfHI ONMMCAHO MOHAT
50 rewiB, samyueHux no ¢opmysanns CHII [26], wo
He JI03BOJA€ IOBEPXHEBO CTABUTHUCA JO IpobieMm
TEHETMYHOI JiarHOCTUKY BaJ] CIIYXy.

3 BHMIEHABENEHOTO BUAHO, L0 INpodinakTuka
TSDKKUX IPeTiHIBaTbHMUX HOPYIIEHb CIyXy Mae OyTu
CIIpsIMOBaHa Ha 3al0OiraHHs 3aXBOPIOBAHOCTI iHpek-
LiTHUMM XBOpoOaMy, a TaKOXX PO3BUTKY iHTOKCMKA-
LiIHOTO CMHJIPOMY Ta BXXMBAHHIO OTOTOKCUYHUX JIi-
KapCbKUX IpemnapariB. PaHHIO OLIHKY CTyXy HeoOXif-

HO IIPOBOJUTY B YCiX HEMOB/IAT Y IepIli 3 JHi )KUTTA.
OcobmuBy yBary Tpeba sBepTaT Ha JiiTeil Ipymu pu-
3UKY, IO AKMX Hajie)XaTh paHHI, Ii3Hi Ta TpuBai re-
CTO3M, TOKCMKO3M i 3arpo3a IepepuBaHHA BaTiTHOCTI,
pe3yc-KOHGIKT MaTepi Ta IJIOfa, HOBOYTBOPEHHS
MaTKM, 3aCTOCYBaHHA LMTOCTATUKIB, IEpeHeceHi iH-
¢exuiitHi, BipycHi 3aXxBOpIOBaHHA MaTepi Iif yac Ba-
ritHOCTi (KpacHyXa, Kip, TpuII, aHTiHa, IMTOMEra/IoBi-
pycHa iHdexis, repiec, TOKCOIIa3MO3, XIaMifios,
TpuxomoHias, BIY-indexuis Ta iH.), mpuitom Matip’to
Iij 4ac BariTHOCTI OTOTOKCUYHMX IpenapaTiB (aHTH-
610TUKIB aMiHOITIIKOSUIHOTO Psfly), aHeMis, IyKpo-
Bl fiabeT, TMPEOTMKCUKO3, TSKKI CeplieBO-CYAMHHI
posnany, CTpiMKi, 3alisHij, Iepe4acHi, 3aTAXKHi po-
IM, CifHMYHE Ta Ta3oBe NPUIATAaHHA IIOAA, IIEHT-
pasbHe PO3MillleHHA IUTAlleHTH, YacTKOBE Bifapy-
BaHHA IUTALeHTM, KPOBOTE€Ya, HaKMaJaHHA aKyllep-
CbKMX LIMMIB, KecapiB po3TuH, acdikcis HOBOHa-
POIKEHOTo, BHYTpIlIHbOYEpENHAa poOJioBa TpaBMa,
peaHimalid Ta iHTeHCMBHaA Tepalisf AUTUHM Iic/IA Ha-
pOmXKeHHS, TinepbinipybiHemis, reMoiTIYHA XBOpO6a
HOBOHAPOJPKEHOI'0, Maca Ti/la IPY HAPOJ KEHHI MeH-
mie 1500 1, HEOHOIIEHICTh, HU3BKUIT 6al 3a LIKAIOK0
Amrap, Bik marepi nmonag 40 pokiB, CIIafKOBi 3aXBO-
PIOBaHHA Y MaTepi, W0 CYIPOBOJKYIOTbCA MOPYLIEH-
HAM cyxy (cunppoM Baappen6ypra, cuampom Yinepa,
OTO-IIAJIATO-PYXOBMII CMHAPOM Ta iH.), HasBHICTb
IPUITYXyBaTOCTi y 6aThKiB Ta HAO/IVDKIMX POANYIB.
bepyun mo yBarm yacToTy momMpeHHS Baj, CIIyXy
cepefi Hace/leHHs1 YKpaiHu (30kpeMa, cepep JiTeit Mo-
JIOAIIOTO BiKy), CTa€ 3pO3yMiMM COL{ia/IbHO-3aTPO3/IN-
BUIT XapaKTep i€l marooril. BbéauaeTbcst ouiibHUM pe-
KOMEHJ[yBaTy IIPOBEJEHHA MOJIEKY/IAPHO-TEHETYHOTO
TOCTIPKEHHA Ha HOCIICTBO MYTallili TeHa KOHEKCUHY-26
Yy PpaMKax 3alpOBaJpKEHHA HaLiOHa/JIbHOI IIpOrpaMu
TeHEeTVYHOTO MOHITOPMHIY B KOMIIIEKC] JOCT/PKEHb Ha
eTarli IVTAaHYBaHHs CiMi Ta HEOHATA/IbHOTO CKPUHIHTY.
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KIMHUNKO-ITMATHOCTNYECKAA XAPAKTEPUCTUKA TAKE/IBIX
HAPYIIEHUN CITYXA Y IETEV1 HA OCHOBAHMY KOMIUIEKCHOTO
KIMHNYECKOTO 1 MOJIEKYISAPHO-TEHETUYECKOI'O OBCJIEJOBAHIA

II. U1. 3a6onotHsiii, A. V1. Posknanaxka, V1. A. benskosa, T. 0. Xonogenko, [I. A. MUKUTEHKO*,
B. 1. llynenxo, T. II. Jlosa, /1. M. Bakynenko, B. II. Taesoit, K. B. JlaBposa*, K. E. Hukugopos**

TocynapcrBeHHOe yupexpenne “VHctutyT otonapunronornu um. mpod. A. C. KomomuitaeHko
HAMH Yxkpanusr”, 03057 Knues
*Knunnka pernpogyktusHoit Meguiyasl “Hagust”, 03037 Kues
**KpbIMcKas pecrry6/IMKaHCKas feTcKasA KIMHIdeckas 60mbHuIa, 253344 Cumdepomnonn

IIpoBeneHO KIMHMKO-JUArHOCTHYECKOe obcmenoBaHue 153 fereil B Bo3pacre OT 5 Mec mo 17 et ¢
BPO’K/IEHHOJ U JJONMHTBATBHON CeHCOHeBPanbHOI TyroyxocTbio (CHT) 1 rmyXoTolt, y KOTOPHIX OIpefe-
JTIAMA COCTOAHME CTYXOBOJ (YHKIMY IO JAHHBIM OOBEKTUBHON U CyObeKTMBHON aymuomerpun. OTme-
JeHbI Hayubo/ee XapaKTepHble IPOAB/IEHN AeBUAINY IIeTIOCTHON HePBHOJ CHCTeMBI Ha poHe HapyIIeHmIt
CITYXOBOIt 1 BeCTHOYIAPHOI QYHKIMIA y fieTell 3 TAXKeIbIMU JONMMHTBAIbHBIMY M3MEHEHUAMN cayXa. Orn-
pefeneHbl 0COOEHHOCTH COCTOAHMSA BeCTUOYIAPHON QYHKIMN Y fleTeil ¢ BPOK/IEHHO U JOMMHTBaTbHOM
CHT u rnyxoroit. BolABIeHbI pasnuymsa 0COOEHHOCTel MCUXMYECKOro (MHTENIEKTYalbHOTO) PasBUTHA
TTYXUX U TYTOYXWX JleTell, KOTOpbIe 3aBUCAT OT BO3PAcTa M BIMAHUA Pa3TIIHBIX STHOTOTMYECKNX (PaK-
TopoB. BriepBbie npoBesien renetmyeckuit ckpuHuHT cpepu peteii ¢ CHT u IryXoToit ¢ Lenbio BbIABIEHNs
myTtaumu ¢.35delG reHa KOHEKCMHa-26, KOTOpas CTala MPUYMHON BPOXKHEHHON HAC/IeICTBEHHON CeH-
COHEBPAIbHOII TYTOYXOCTU Y TTyXOTBI.

CLINICAL AND DIAGNOSTIC CHARACTERISTICS OF SEVERE HEARING
IMPAIRMENTS IN CHILDREN BASED ON INTEGRATED CLINICAL
AND MOLECULAR-GENETIC SURVEY

D. I. Zabolotnyi, A. I. Rozkladka, I. A. Beliakova, T. Yu. Kholodenko, D. A. Mykytenko*,
V. I. Lutsenko, T. P. Loza, L. M. Vakulenko, V. P. Gaevoy, K. V. Lavrova*, K. E. Nikiforov**

State Institution “Prof. A. S. Kolomijchenko Institute of Otolaryngology NAMS Ukraine”, 03057 Kyiv
*Clinic of reproductive Medicine “Nadiya”, 03037 Kyiv
**Crimean Republican Children Clinical Hospital, 253344 Simferopol

The status of hearing function based on objective and subjective audiometry was determined in a clinical
and diagnostic investigation of 153 children aged 5 months-17 years with congenital and prelingual
sensorineural hearing loss (SHL) and deafness. Revealed were the most common manifestations of
deviation of the consistent nervous system against the background of disturbances of hearing and
vestibular functions in children with severe prelingual changes in hearing. Also revealed were the
peculiarities of the state of vestibular function in children with congenital and prelingual SHL and
deafness, as well as the differences in peculiarities of mental (intellectual) development of deaf children
and those with hearing loss, which depend on age and the effect of varying etiological factors. For the first
time a genetic screening was conducted among the children with SHL and deafness to reveal mutation of
¢.35delG gene of connexin 26, which became the cause of congenital hereditory sensorineural hearing loss
and deafness.
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