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CLINICAL CASE AND LITERATURE REVIEW OF AUTOSOMAL-RECESSIVE TYPE
OF OSTEEPETROSIS IN CHILDREN

Resume: Autosomal-recessive osteopetrosis is a rare hereditary disease that occurs in the first months of life. In connection with the
multisystem manifestation can occur in the practice of many professionals. The article presents a literature review and a clinical case of a
child with osteopetrosis. Clinical polymorphism greatly complicates the diagnosis in the early stages of the disease, which impairs the
therapeutic possibilities. Therefore, doctors of different specialties need to remember this rare disease.
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PEABWINTALINA AETEN MOCAE KOX/IEAPHOW MMIMJIAHTALINA

9Ta cTaTbs NOCBSALLEHA BONpocaM peabunuTauum 1 obyyeHust jeTeli ¢ KoxneapHbIMA UMNIaHTamu. Lienn peabunmTaumm u o6pasoBaHus,
XOTS U SIBHO OT/MYATCA Apyr OT Jpyra, B MepefoBOii NpakTWKe 3HAUMTeNbHO COBMAfalT. TepMUH «peabunuTauus» 06blYHO
UCMONb3yeTC /19 0603HAYEHWs1 VHAMBMZYyaNbHOW MoJenM Tepanuu, Takoli Kak TPEeHWpPOBKA OAMH Ha OAWH C JIOrOMefoM Wm
cypaonegarorom[1]; o6pasoBaHue 06bIYHO OTHOCUTCS K 0BYUYeHN0, KOTOPOMY CMOCOBCTBYET yuMTe b B LWIKOMbLHON cpeae. Baanmopeiic TBure
9TUX [BYX MPAKTWK NOMOXKUTENbHO BAMSIET HA pasBUTMe AeTell C KOXMeapHbIMM UMMIaHTamu. B Mupe cyliecTByeT psg Mogeneii no
peabunuTauun feTeli nocie KoxaeapHol UMmniaHTauuu. XoTs CreumMaMcThl, KOTOpble paoTalnT ¢ UMMNIAHTUPOBAHHBIMUA AeThbMU B
Pecny6nke KasaxcTaH, TakKe Npuaep>KMBatoTCs onpeaenieHHol Moenn peabunmTauumm, Heo6XoauMo eé NocTOosIHHOE COBEpLUEHC TBOBaHMe

COOTBETCTBEHHO pa3BMTUO MEANLIMHBI B MUPE.

KntoueBble cfioBa: Kox/eapHas UMNIaHTauus, ry6okas noTeps cyxa, peabunmrauus, o6pa3oBaHie

Mo paHHbIM BO3 Ha 15 mapta 2018 roga 360 MwnIvMoHOB
YenoBeK B MMpe CTpafaloT OTMHBAIMAM3MPYHOLLEl noTepu
cnyxa, U3 Hux 32 mMunvoHa feteli[1].HepelleHHass npobnema
notepn cryxa o6xoguTcs exerogHo B 750 MWINMapnos
ponnapos CLUA B rnobanbHbIx Macwtabax. Meponpustusa no
NPOMUNAKTUKE, BbISIBNEHNIO U MPUHATUIO Mep B OTHOLLEHUU
notepu cnyxa adeKTUBHbLI Mo 3aTpaTamMm WU MOryT 06ecrneunTb
3HauMTeNbHble MPEVMYLLECTBA 415 NOAeN.

PaHHee BbISiBNIEHWe NOTEPU Cryxa SABSETCA MPENMYLLECTBOM
AN nofen ¢ noTepeli cnyxa, Takke UM MOTYT 6bITb NOME3HbIMA
C/lyXOBble annaparbl, KOx/neapHble WMMIaHTbl W Apyrue
BCNOMOraTe/lbHble CpPeACTBa; CyOTUTPbl U 0OyYeHWe S3blKy
XKEeCToB, a Takxke fpyrve (opmbl MOMoWM B 06yYeHUU U
coLmanbHOW NOAAEPXKKE.

3MEeKTPOHHOE YCTPOCTBO KOX/1eapHbIA UMMIaHT ABNAsEeTCA
Havnbonee 3PMEKTUBHLIM CEHCOPHbIM MPOTE3OM B UCTOPUMU
neveHns rny6okon noTepu cnyxa. VHAMKaTopbl Kox/ieapHbIX
MMMNAHTaTOB  MpeTeprnenn  3BOJIOLMOHHBIE  U3MEHEeHUs,
KOTOPbIX ~ OCHOBaHbl ~ Ha  TEXHONOrMYECKOM  PasBUTUW,
COBEPLUEHCTBOBAHMUN XUPYPrUYECKUX METOA0B W 06y4YeHuun, n
KBaIN(PUKALUN MEXANCLUMIMHAPHBIX KOMaH[, BOB/IEYEHHbIX B
npouecc BHeApeHWs 3Toro annapara. 31a TEXHOMOTUA MOXET
NoMOYb MOAAM C Pa3/INYHON CTeNeHbI0 NOTEPU Cryxa B pasHoe
BpeMSsi CEHCOpHOI aenpuBaummn[2].

Kox/ieapHble MMMNMaHTbl ynydllaloT pe3ynbTaTbl Y AeTed C
notepein cnyxa. OHWM npeBpalalT pPa3roBOPHbIN A3bIK B
XKM3HECMOCOOHbIN BapuaHT 06LieHWs Ana ntofeid ¢ rny6okoi
notepein cnyxa[3], ynydwarT pedyeBoe BocrnpuATue[45] u
HaBbIKWM MPOM3BOACTBA pPedn[6] 1 CnocobCTBYIOT YyuLLEeHUIO
pesynbTaToB  YTEHUS /19 LUKOMbHUKOB.  Kpome  TOro,
MCNOMNb30BaHWE  KOX/IeapHbIX  UMMMAHTOB  YBe/iMyMBaeT
BEPOATHOCTb TOrO, YTO AeTW C NoTepeli cnyxa MOryT ObiTb
BK/IIO4EHbI B 06LLe06pa3oBaTe/ibHbIe yUpexxaeHna[7].

B HacTosllee Bpema [JaHHbI MeToh ABNAeTcA Havubonee
3(PeKTUBHLIM U1 MONYNAPHBLIM  ANA  JleYeHUs MaUWMeHTOoB ¢
nepuenTUBHOM rNyXOTOIA. MocpescTBOM KOX/1eapHoi
MMMMIaHTaUuM BOCCTaHaB/IMBAETCA OTCYTCTBYOLWAA (QyHKLUUA
BHYTPEHHMX BOMOCKOBbIX KMETOK, MpeBpaLlas aKyCTUYecKuid
CUrHaN B 3M1EKTPUYECKME CTUMYSbI /1 aKTUBaLMKN CyXOBbIX
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HEpPBHbIX BOJIOKOH. brarofjaps o4yeHb ObICTPOMY PasBUTUIO
TEXHONOT A, KOX/leapHble MUMMNaHTbI obecneunsaroT
NoOHMMaHWe peun Yy OOJbLUMHCTBA MAaUMEHTOB, BK/IOYas
ucnonb3osaHve TenedoHa. [eTm  MOryT [OCTWYb  MOYTU
HOPM&a/IbHOMO PasBUTUA Peun U A3blKa Mpy YC/I0BUM, UYTO KX
rnyxoTa BbISABNAETCA Ha paHHel cTaguu, a 3aTem ObICTPO
OCYLLECTB/ISIETCA KOX/leapHas UMMIaHTauus. JuarHoctuyeckas
npouefypa, a TaKke XuUpypruyeckas TexHuWKa  Obinu
CTaHAPTM3NPOBaHblI M MOryT ObITb  afanTupoBaHbl K
VHOMBUAYabHBIM ~ @aHATOMUYECKUM U (DU3MONOTNHECKUM
noTpebHOCTAM KaK y feTeld, Tak 1y B3poc/bix. Ocobble crnyyan,
TakMe Kak KoxneapHas o6nuTepauusi, MoryT notpe6osaTb
crneuvanbHbIX Mep W NOBTOPHOM  WMMMMaHTauuy, 4TO B
60/IbLUMHCTBE C/ly4aeB MOXET ObITb CAENaHO MPAMbIM MyTeMm.
TexHonornyeckme O0OHOBNEHUA BaXHbl /11 MOBbILLEHUSA
nNpon3BoANTENBHOCTUM].

MepBble MOMbLITKN peabunuTaumm criyxa 6blav NPeAnpPUHATLI
Djourno u Eyries B lMapwke B KoHue 1950-x rogos [9]. B
nocnegytowiye rofibl Apyrue HoBaTopcKMe KoMaHzbl, COCTosALLME
13 JIOP-xvpyproB u WHXeHepoB, pa3paboTa/in pas/inyHble
CUCTEMBI 3N1eKTPOCTUMYNALUU C/yX0BOro HepBa C
VMHTpaHeBpasibHbIMU, BHYTPUXOX/IAPHBIMN "
3KCTPAKOX/1eapHbIMU 3M1EKTPOAHLIMU cUCTeMaMW. Yke B 1963
rogy 3enHep u Keigenb chopMynvMpoBaii  OCHOBHblE
NPUHLMMNBI BHYTPUXOXIAPHON MHOFOKaHa/IbHOW CTUMYNALMK,
KOTOpast ABNAETCA OCHOBOW COBPEMEHHbIX CUCTEM KOX/eapHbIX
VUMMNaHTaToB, C WCMofb3oBaHMeM [0 20 3/1eKTPOAHbIX
KOHTaKTOB B 06apabaHHOW NecTHUUE A1 MOAEeNMpoBaHUs
TOHOTONWM C  MCNOMb30BaHMEM Pa3/INYHbLIX MOAAIbHOCTEN
ctumynos [10]. MepBble KAMHWYECKM MPUMEHVMbIE CUCTEMbI
6binM pa3paboTaHbl XaycoM u YpbaHoOM, noxe Xoxmalipom u
Xoxmanipom, Knapkom u MaTpukom, a Takke Mep3eHUXoM B
CLUA v Wyapaom B Mapwxe [11].

[Jaxe ecnm uUcxofHble cUCTeMbl NOKa3aIn BbICOKWUIA NoKasaTenb
Hes((heKTUBHOCTY, afantaums TexHonorum
KapamocTuMynsaTopa 6bICTPO  MpuBena K 3HaYNTeSlbHOMY
MOBLILLEHNIO  HAAEXHOCTU  KOX/1eapHbIX  WMMNIaHTaToB.
UpeckoXHas nepefadya  BCKOPE  3aMEHWUIA  UYPECKOXKHYHO
COeIMHNTESNIbHYIO CUCTEMY, KOTOpasi 4acTo Oblna cBsi3aHa C



OCNOXHEHMAMW.  M3-3a  TEXHUYECKUX U XUPYPTrUYECKUX
TPyLHOCTel, HecMOTPS Ha Xopollee pasfefeHvie KaHaloB,
VMHTpaHeBpasnbHaa cTumynauma (Blair Simmons, Zwicker un
Leysieffer) He nonyunna gansHeliwero passuTtus [12].
HecmoTps Ha Bce nperpagbl U CKENTULU3M B OTHOLLEHUMU
[aHHOro MeTofa, Kox/eapHas uUMniaHTaums yxxe okono 30 net
yCcrneLHo NpoBoAUTCS BO BCeM Mupe. B KaszaxcTaH oHa npuLunia B
2007 ropy. MNporpamMma KOX/eapHOA WMMIaHTauUM Halia
nogaepkky B KasaxcTtaHe Ha rocyfapcTBeHHOM ypoBHe. B
HacToslLLee Bpems orepauun no UMMIaHTauun BbINOHAKOTCS B
HECKO/IbKUX BeaylWwnx  KnHWKax  KasaxctaHa. B rog
ocyLecTBNAeTCA 0kono 200 MMNAaHTaUuiA HeC/bILaLMM AeTAM
1 B3POC/IbIM.

3TV [OCTUXEHWA O0OHAAEXMBAKOT, OAHAKO, YCTPOWCTBO PeaKo
ABNAETCA  €QUHCTBEHHbIM  UCTOYHUKOM  MOSIOXKUTENbHbIX
pe3ynbTaToB. CucTeMaTUHeCKast peabunutaums 1 cneumasbHble
obpasosaresibHble MporpaMMbl HEO6XOAUMbI /11 TOro, YTOObI
obnagartenn Kox/1eapHoro MMMAaHTa MOHOCTLIO PacKpbiav
CBOW NOTeHLMa.

3a nepuog NpYMeHeHUs JaHHOro MeTofa 6bln NpoBefeHb! Psaj,
nccnefoBaHWin B OTHOLLEHWW UMMNIAHTMPOBaHHbIX MaLMeHTOoB
Ha nNpegMeT nocneaytoLlei aganTaumm n UHTerpauym B CoLMyM.
B HeCcKoNbKMX wuccrefoBaHUAX Oblia  3a40KYMEHTUpOBaHa
MN3MEHYMBOCTb  pe3y/bTaToB y fJeTeli C  KOX/JeapHbIMU
mmnnaHTaMn[13,14,15]. KoxneapHbliA MMMNAAHT, Jaxe eciin OH
nocTas/fieH B IOHOM BO3pacTe, He rapaHTMpyeT npuobpeTeHve
COOTBETCTBYHOLLMX BO3pacTy HaBbIKOB ayampoBaHus,
pa3roBOpHO/  peun,  06Lleobpa3oBaTelbHOW  MOArOTOBKY,
YCMeLLHOW paboTbIbe3 Hagnexaten nporpammbl
peabunuTaumm. HekoTopbiMM (haKTopamu, B/USIOWMMU  Ha
pesynbTaThl, ABNAKOTCA BO3paCT uUMNiaHTauum[16], yyactve B
paHHeM BMellaTenscTee [17], U Hanyme CONYTCTBYIOLWMX
3aboneBaHnii[18]. Takke MNOSABAATCA [aHHble O BAUSHUK
NeXxatmx B 0CHOBe HelipOKOrHUTUBHBIX NpoLieccos[19]

MnaH peabunuTaumm, pa3paboTaHHbIiA BMecTe c
npodeccroHanamu, HeobxoauMm ana  y[oBfETBOPEHUS
noTpe6bHOCTeli pebeHka 1 JOCTWDKEHNS XKeNnaeMblX Pe3ybTaToB.
KaxapIi 13 BOBMIeYEHHBIX CNELNaNNCTOB (OTOPMHONAPUHIONOT,
cypgonor, noroneg v cyponeaaror) BHOCUT onpeAeneHHbIA v
CyLLECTBEHHbI BKMag B npouecc peabunutaumu. Hanpumep,
cypgonefaror MOXeT Co0OWWTb O TPYAHOCTAX pebeHka co
C/TyXOBOW AMCKPUMMHALMEN MO wymy. 3aTeM CypAosior MOXeT
co3faTb OTAENbHYH MPOrpaMmmy «peyb B LUyMe» B UMMIaHTe
AN UCMOMb30BaHWA B HEBNaronpuATHbIX  YCNOBUAX
npocnywmsanusa[20]. LieneHanpasneHHoe COTPYAHWYECTBO Ha
pasHbIX 3Tanax peabunuTauyun, BKIYas NPUHATHE pPeLleHns 0
KaHAvaaType W Mepuoanyeckyto  OLEeHKY  3th(heKTUBHOCTU
OMepaTMBHO  BLIABAAET  U3MEHAIOLWMECS  NOTPe6HOCTY,
no3BossieT MOCTOSAHHO afjanTupoBaTb MaH peabunuTaumMm un
nomMoraeT NOALEPXKMBATL PEATUCTUYHBIE OXUAAHWSA AN CEMEN.
MnaH peabunuTaummn JOMKEH yUUTbIBATbL PasivyHble (haKTopbl,
CBsi3aHHble C.

1 MMNNaHTUPOBaHHLIM Pe6eHKOM

2. ceMbeii(oneKyHaMn) OKpPYXXeHVEM

3. peabunnTauMoHHbLIMW MeTofamm

Pug wn ero konneru[21] onpefenvnn yHWKaNbHbIA BKIag
KaX[oro u3 aTux (pakTopoB B yCnexu AeTei ¢ noTepen cnyxa B
yuebe.

PeabunuraunoHHble KOMaHAbl paccmaTpuBatoT
VNHAMBMAYaNbHble 0COGEHHOCTY pebeHKa, 0COGEHHO HbIHELUHWIA
YPOBEHb YCMEeBaeMOCTUN B aKafleMUYECKUX, PEYEBBIX W CITYyXOBbIX
3afadax, a TaKkKe Haauyve [ONOMHUTENbHbIX HapyLIeHWA.
Bknag BCex CneuuanncToB B OTHOLUEHUW CMOCOBHOCTeN
pebeHKanepes vMMIaHTaumeld HeobXxoauMbl ANt pa3paboTKu
nnaHa, OCHOBAHHOIO Ha TeKylleM YpPOBHe HaBbIKOB pebeHKa.
Hanpumep, nnaH peabunutaumm pnsa 3-neTHero pebeHka c
rny6oKoM NoTepeit Cyxa, UMetoLEero orpaHNYeHHble ClyXoBble
N A3bIKOBbIE HaBbIKYW, [O/MKEH 3aMETHO OT/IMYaTLCA OT MNJaHa
ansa 6-neTHero pebeHKa ¢ NPOrpeccupyHoLLein noTepen cnyxa u
A3bIKOBbIMWN HaBbIKaMu, COOTBETCTBYHOLLMMUN BO3PACTy.
O6eCyxaeHVe >Kenaemblx pe3ynbTaToB pPoAMTeNnein(onekyHoB)
nocne  MMMAaHTauMM  MMeeT  BaXKHOE  3HaueHwe  4/ia
YCTaHOBMEHVS  PEINCTUYHBIX  OXWAAHWKA,  NAaHUPOBaHWS
peabunuTaumMn M pPekoMeHAauuMuM BapuaHTOB 06pa3oBaHus.
Hanpumep, nnaH peabunutaumm 12-mecsiMHOro  pebeHka,
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poAnNTENN(OMEKYHbI) KOTOPOro XOTAT, YTOBLI OH pa3BMBas ClyxX
N PasroBOPHbIA SA3bIK, W XOAMN B 00bIYHYIO LUKONY BMeCTe CO
CBOMMM CBEPCTHMKAMW, 3HAYNTE/IbHO OT/IMYAeTCs OT naHa Ans
12-mecsiyHOro pebeHka, poaMTenu(onekyHbl) KOTOPOro XOTAT,
4TOObI OH Bbly4M/1 Pa3roBOPHbI A3bIK 1 CTal YacTbio 06LLECTBa
TNYXUX.

YyacTne poauTeneii(ONeKyHOB) U OXWAAHUA MNONOXUTENbHO
KOPPeNupytoT ¢ YCrNeBaeMOCTblO. To ecTb  fAetu
poanTenei(onekyHoB), KOTOpble  BO3MaraloT  6onbLime
Hagexabl, MNOAAEPXKMBAIOT MOCTOSAHHYIO CBSI3b CO  LUKO/OW,
NoMOoratoT BbIMOMNHATL [OMAaLLHIO paboTy M 3anucbiBatoT
CBOMX [JeTeli BO BHEK/ACCHble 3aHATUA, WMEKT /yudliune
aKagemuyeckune pe3ynbTaTtbl [22,23] O6y4eHune
poaunTenen(onekyHoB), 4TobGbl OHWM  CTalM  AKTUBHbIM
yyaCTHUKam Mpouecca peadbunutTaummn, UMeeT peluatollee
3HayeHue, YToObl X AeTH YCreLwHo NUCNosb30Ba/IN KoX/eapHble
UMNNaHTbl. Kak npaBwno, poguTenu(onekyHbl) peTeid c
KOX/1eapHbIM MMIMJIaHTamMy OTBeYaloT 3a:

06cnyxmBaHVe 1ycTpaHeHVe HemcnpaBHOCTel 06opyaoBaHUs
MpepocTaBneHve TpaHcnopTa Ana 1 v 6onee Bpayei
MpepocTaBneHvie HEOOXOAVMON aKaAeMNUECKON NOAAEPKKM
ObecneyeHnesocTyna K o06paszoBaTe/ibHbIM "
peabunMTaumMOoHHbIM ycnyram

O6yyeHMe LUKOMILHOTO MepcoHasia B OTHOLUEHUW paboTbl C
MMMNIaHTUPOBaHHLIMU [EeTbMU.

Kak oOTMevanocb paHee, pe3ynbTaTbl Yy [JeTeid, mnocne
KOX/1eapHOM MMMNMaHTauMn, 3HaYNTENbHO pasHATCA. Pedko, HO
HeKoTOpble [AeTW He MoyyalT MWHUMASIbHOM MOoMb3bl OT
MMMNaHTa 1 npouecca peabunutaumn. TeM He MeHee, 87%
poguTeneli  coobwalOT, UTO XOTAT, u4TOGbI WX AeTn
MCMONb30Ba/IN YCTHYIO pedb /1t 0OLEeHUA nocne MnosyyeHus
vmnnaHTata [24]. XoTa Bce (hakTopbl, BAMAIOWME Ha
M3MEHYMBOCTb Pe3yfibTaToB, elle He [0 KOHLUA SCHbI,
CreunanncTbl 06a3aHbl NPefocTaBNATL poauTenam(onekyHam)
COOTBETCTBYIOLLYIO M afeKBaTHyl0 WH(opMaumio 060 BCex
NoTEHLUMa/bHbIX pesy/bTaTax.

[ocTkeHve  XenaemblX  pe3ynbTaToB  TpebyeT  MnaHa
peabunuTauum, KOTOpbIi 0TBeYaeT MOTpe6HOCTAM pebeHka u
CMoco6CTBYET Pa3BUTUIO C/TYXOBbIX, PeyeBblX (Pa3roBOPHbIX
W/WNn - MUCbMEHHbIX) W aKafeMUYecKux HaBbIKOB.  Kak
MUHUMYM, NOAJEPXKa B Ccrefylowmx 06n1acTax  [fo/mkKHa
paccMaTpuBaTbCsi  KaK  Heobxofumoe  AOMOJIHEHWe K
obpa3oBaTe/lbHOMY BMeLLATENbCTBY:

Heobxoaum [A0CTYN K LEHTPY TEeXHUYEeCKoro obecriedeHust u
NoAfepXKKN ANt 06CNYXMBaHMS  KOX/IEapPHOro  MMIMIaHTa.
HaxoxgeHvie Boanv OT [AHHOIO LIEHTpa UMMMIAHTOB SIBSETCA
CTpeccoBbIM (haKTOpoM Ans poauTeneli(oneKyHoB) UM MOXeT
HEeraTUBHO CKa3aTbCA Ha pasBUTME pPeun U aKafeMUYECKUX
pesynbTaTax peTeli[25]. OnbIT MOKa3blBaeT, 4YTO [JeTW,
MCMbITbIBAKOLLME TPYAHOCTU C AOCTYNOM K ycinyram LEHTpa,
MOryT WCMbITbIBATL 6onee [AUTeNbHbIE MEPUOAbl BPeMeHU
MeXy ceaHcaMW KapTMpoBaHWS U NPOBOAAT 6Gonblue AHel B
OXUAaHUM 3aMeHbl UKW 06CTYyXXMBaHUS 060pPYA0BaHUSA, Tepss
npu 3TOM [paroueHHoe BpeMsi  MpocnywvBaHVsA — U3-3a
NOBPeXAEHVSI WM HEUCNpaBHOCTM 060pyfoBaHMsA. Cemby,
YneHam KOTOpPbIX OblN YCTaHOBMEHbl MMMMAHTbI, He CTaHyT
nepee3xaTb 6/KE K LEHTPaM TEeXHWYECKOW NOAAEPXKA U
o6ecneyeHunsi, HO NOCPeACTBOM BO3MOXHOCTEN TenemMeanLmHbI
CTaHOBUTCS peasibHbIM  MPOrpaMMUpPOBaHe W YyCTpaHeHue
HencnpaBHOCTE  KOX/1eapHbl XVMMMMNAHTOB Ha PacCTOSHUM.
Mpou3BoanTeNn KoxneapHbIX WMMNIAHTOB  A0/DKHbI  UMETb
BO3MOXHOCTb KOHCY/IbTUPOBATL CEMbM MO TakuM Npobsiemam.
Korga »enaembiM pe3ynbTaToOM KOX/IeapHOA MMMnaHTaumm
ABNAETCA Pa3BUTME HaBbIKOB ayAvpOBaHUS W pa3roBOPHO
peuu, HeobxoAMMa MHTEHCUBHAA peyeBast U A3bIKOBas Teparus.
XoTa nogxofbl pasMyaloTcsd B 3aBUCUMOCTM OT TeKyLLero
YPOBHSA  YCNEBAEMOCTU KaXXA0oro pebeHKa, peKomeHayeTcs,
4yTobbl [EeTV MonyYyasn Tepanuio Ha OCHOBe Ccnyxa mnocne
UMMMaHTauuy,  4Tobbl  MakCUMMU3MPOBaTb  MOMb3y  OT
KOX/1eapHoOro umnnaHTa. florones (hoKycupyeTcsi Ha pas3BuUTUK
HaBbIKOB C/yLIaHUs, 4TOObl 06MErYnTb OBMAfEHME A3LIKOM.
Cypgfonegaror [AoMofiHAET /10ronefos, COCPeAoTaumBasiCh Ha
A3bIKE Yepe3 akajeMumyeckoe pas3BuTMe. Tem He MeHee,
HeMHorve foronefbis HacTosiLee Bpems obyyatoTca paboTe C
JeTbMW C noTepeli CyxXa, Y KOTOPbIX pa3BMBaeTCcA CyX W
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pasroBopHas peyb [26]. Taknum 06pasom, rpynna peabunmtaumm
JO/MKHA  COTPYyAHWYaTb C  I0roneaoM WM MpejocTaBnsATb
HeobXoMble MH(OPMALMIO U Pecypebl.

Cypgonegaroru o6GyvailoT pa3BuBaThH HaBbIK
peun(pasroBopHble WM MUCbMEHHbIE)  ANs  MOAAEPXKKM
aKafieMMyeckoro  06y4eHUs U COLMANLHOrO  PasBUTUS.

HekoTopble cypgonegarorn paboTaloT B OAHON KOHKPETHOW
LUKOfe; Apyrve 06y4aloT MHOTOUMCNEHHbIX YYEHUKOB B pasHbIX
MmecTax. MMOCKOMbKY 4MCno fAeTeli C MOTepei ciyxa B Kiaccax
obLiero o6pasoBaHVSA pacTeT, CypAoMneaarorM 4acto HecyT
OTBETCTBEHHOCTb 3a COTPYAHWYECTBO C Y4YWUTENsMu O06LLero
06pa3oBaHMsA. PaKkToOpoM, CMOCOBCTBYHOLMM ycrexy B yuebe,
ABNAETCA FOTOBHOCTb  yumTeneid  obwero ob6pasoBaHUA
nogdepxaTb pebeHka ¢ noTepeli Cnyxa, HO COXPaHWUTb
COOTBETCTBYIOLLUME aKafeMuyeckve oxungaHna[22]. To ecTb
yunten  oblwero 06pa3oBaHUs  AO/MKEH  MNPefocTaBUTb
VHCTPYMEHTbI A8 06yveHus (Hanpumep, y4yebHble Mnocobus,
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MOAM(ULMPOBaHHbIE TeCTbl U T.4, W T.N.) HO BCErga NOMHUTb,
4YTO UMNNAHTMPOBaHHbIE AeTK ByAyT y4yacTBOBaTb B Mepy CBOMX
CMOCOGHOCTENA.

KoxneapHble UMNaHTbI 3HauYNTENbHO pacumpunm
BO3MOXHOCTW [/151 AeTel ¢ riy6oKoi noTepeit ciyxa. YenelHble
pe3ynbTaTbl y [AeTeil, C YCTAHOBMEHHbIMW KOX/eapHbIMU
NMNAaHTamu, BO MHOFOM onpegensatoTcs TECHbIM
COTPYAHNYECTBOM MeXay NpodeccuoHanaMmn 1 ceMbMMN.
CneumanncTbl, paboTaiowme ¢ AeTbMU C MOTepeil  Cryxa,
[JO/MKHbI  3HaTb, 4TO OnpefeneHvie ycrnexa C Kox/leapHbIM
UMNIAHTOM  Pas/IMyHO ANt KaxXAoro pebeHKa W Kaxaow
cembu(onekyHa). Llenb pomkHa COCTOATb B TOM, 4TOObI
nogAepxatb feTel M MOMOYb CeMbsAM(OMEKyHam) A0CTUYb
KenaeMblx pe3ybTaToB NOCPeACTBOM pa3paboTku, peannsauum
N MOCTOAHHOM OLEHKU CWUbHBLIX W PeasiMCTUUHbIX M/1aHOB
peabunuTaumn.
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P.B. )Kymab6aes, I".B. X)XymabaeBa, ' K. KanaHosa, [.[. Opa3bekoBa
KOXJEAP/1bl UMM/TAHTALMALAH KEA1HI BANIAJIAPbLL, OLIASTYbI

TYWMin: Byn mMakana Koxneap/bl MMMAaHT 6ap 6ananapfsl OLANTYra )aHe oubITyra 6arbiTTanraH. OLanTy xaHe 6M 6epy MalcaTTapbl,
6ip-6ipiHeH aliLibIH epeKLLeneHce fe, el Xkaucbl NpakTUKaja aTapnbiuTali calikec kenegi. «OUanTy» TePMUHI TepanusiHbIL, XXeke YFicCiH,
MbICa/lbl, fIOrones Hemece caublpayfiapra apHaaraH nefarorTbil, XXeKe XaTTbIfyblH 6enriney YwWiH uongaHbinagbl. binim 6epy, agetTe,
MeKTenTen opTtaga 6inim 6epeTw mYfaniMm oubiTagpl. Koxneapibl MMNnaHT 6ap 6ananap ocbl €K TIa)KIpPMOEHIL, BipneckeH >KyMbiCbIHaH
naiga kepefi. 3nemfe Koxneapsbl MMNAaHTauusgaH KewwH 6Gananapfpl ouanTyra apHanraH 6Gipuatap mogenbfgep 6ap. K/ asauctaH
Pecny6nvkacbiHaarbl MMnNAaHTaUms >acaraH G6anafapMeH XXyMbIC LWTeATL MamMaHZap fa OuanTyAbll, HauTbl YAMcw ycTaHagbl, 6ipau,
anemge MeauLMHa AaMyblHa calikec, 6ananapfbl oLanTyra apHairaH mogenbaep YHeMi XXeTingipiny Kepek.

TYWiHgi cesgep: Koxneapnbl UMNAaHTaUMs, ecTy LabLIeTLILL, Xoranybl, oLanTy, 6inim 6epy.

R.B. Zhumabayev, G.B. Zhumabayeva, G.Zh. Kapanova, D.D. Orazbekova
REHABILITATION OF CHILDREN AFTER COCHLEAR IMPLANTATION

Resume: This article focuses on the rehabilitation and education of children with cochlear implants. The goals of rehabilitation and
education, although clearly different from each other, are much the samein the best practice.The term “rehabilitation" is commonly used to
refer to an individual model of therapy, such as one-on-one training with a speech therapist or a language and speech pathologist [1];
education usually refers to learning that is promoted by a teacher in a school environment.Children with cochlear implants benefit from the
collaboration of these two practices.In the world, there are a number of models for the rehabilitation of children after cochlear implantation.
However, the specialists, who work with implanted children in the Republic of Kazakhstan, adhere to a specific rehabilitation model; it needs
to be constantly improved in accordance with the development of medicine in the world.

Keywords: cochlear implantation, deep hearing loss, rehabilitation, education
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P.C. N6parnmoBa, A.A. Ecnpkenos, B.A. AMaHTaeB,
. T. OocbepgneBa, KOK. XKymabaeBa
Kazaxckuii HaumoHasibHbI MeguumnHcKnii yHusepenTeT nm. C. [, AccheHamsipoBa.
Kadegpa nHTepHaTypbl Mo cTOMaTON0MNU

YACTOTA BCTPEHAEMOCTU CMMITTOMOB ANC®YHKLINN BNCOYHO-HVOXKHEYE/IFOCTHOI O
CYCTABAY OETEN U NOAPOCTKOB, MNMPOXXMBAKOLWLMX B AETCKNX JOMAX

3aboneBaHnst BUCOYHO-HW>KHeYeNtocTHoro cyctasa (BHYUC) BcTpevawoTes y 20-76% Hacenenus, n3 Hux go 70-89% npuxoauTcea Ha
BHYTpUCyCcTaBHble (DYHKUMOHaNbHble paccTpoiicTsa. [poBeAeHO W3y4eHWe pacnpocTPaHeHHOCTW CUMNTOMOB  (DYHKLUMOHANbHbIX
HapyweHnin BHUC y 331 peTeid U NOAPOCTKOB, NMPOXKMBAKLWMX B AeTCKMX Aomax ropoga AnmaThbl, u 218 yyawmxcs wkonbl Ne30,
MPOXKMBAOLLMX B CEMbE. YKasaHHble CUMNTOMbl BbifBMeHbl Y 32,62% [eTeil n NoapocTKOB, MPOXKMBAKOWMX B AeTCKUX JOMax ropoja
AnmaTbl, ny 3532% npakTWYeckn 340POBbIX /UL, M YacTOoTa MX Bo3pacTana ¢ Bo3pacToOM. Yaule Habnwofanncb y AeBouvek. B cambix
pasnMyYHbIX CO4eTaHUAX BbISBMEHbI CMELLEHNe cpefHeli MeXKpe3L0BOiA MHUK, 60Mb NpY Nasibnauyy XKeBaTe/bHbIX MbiLLL, CyCTaBHbIe LLyMbl,
HapyLLeHWe OTKpbIBaHUsA pTa. 3ybouentocTHbIe aHOMaiuK Yalle Habnganucby feTeld U NoApOCTKOB, UMEKLMX Te WA MHbIE CUMMTTOMbI
(hyHKLMOHANbHBIX HAapYLUEHWUI BUCOYHO-HU>KHEYETIOCTHOr0 cycTasa.

KnioueBble cnosa: (yHKUMOHa/IbHbIE HapYLLEHWUSI BUCOYHO-HVXKHEYENOCTHONO CycTasa, AeTW W NOAPOCTKY, NPOXKMBAKOLWME B A TCKUX
fomax

AKTya/lbHOCTb.  3aboneBaHUst  BUCOYHO-HUXHEYENOCTHOMO
cyctasa (BHYC) BcTpevatoTest y 20-76% HaceneHus, U3 HUX 00 JaHHOe 3aboneBaHVe HabMAaeTcA MPEUMMYLLECTBEHHO Y
70-89% npuxoauUTCA Ha  pasnyHble  (YHKUMOHASIbHbIE XXeHLWMH 1 cocTaBnsieT 70-80% OT uncna Bcex HabnomeHui [2
paccTtpolictsa [1, 2]. 10-12, 14].

KpuTuueckuini  063op  ny6nukauuini - 06 anugeMuonorum HecmoTpsi Ha W3BECTHble AMCKYCCUMWM MO MOBOAY MeXaHW3MOB
(hYHKUMOHaNbHbIX  HapyLIEHUA  BMCOYHO-HVDKHEYENCTHOrO BO3HWKHOBEHUS 1 Pa3BUTUSI BHYTPUCYCTaBHbIX PacCTPONICTB, B
cycTaBa O06Hapyxun 6OMblUOA pa3dbpoc MokasaTenem ux 4acTHOCTM cUHApoMa 60neBoi AncyHKUmMm BHYC, Ha cerogHs
pacnpocTpaHeHHOCTU  cpean  HaceneHus.  OfHW  aBTopbI onpefenvncb YeTblpe OCHOBHbIX MAaTOreHeTUYeCKMX hakTopa
YTBEPXKAAOT, 4YTO  pas/IMyHble  MNPU3HaAKN  OUCHYHKLMU pa3BuUTMS 3TOW MATONOrMW:  OKK/IHO3MOHHAs AMCrapMOHWS,

nony [8,9],a 60/bLUMHCTBO WCCNefOBaTENEN YTBEPXKAAIOT, UTO

BHYCumetoTea y 14-40% HaceneHus [3], Apyrve cUMTatoT, 4To 'y
19-63% HaceneHus1, UCPeAN HUX 3HAYNTENbHYIO YacTb (35-40%)
COCTaB/IAOT /LA OHOLLIECKOro Bo3pacTta [4].Mo KpaiHei mepe,
y 70% u3 639 o06cnefoBaHHbLIX CTYLEHTOB WMEKT MeCTo
NPU3HaKW UV CUMNTOMbI AUCHYHKLUMIN HUXHEl yentocTu, a 5%
CTYAEHTOB HyXpjaloTca B nedeHun [5]. Cpean peTteid wm
noApocTKoB AnchyHKums BHYUC BcTpeuvaeTces y 14-20% [6]. Ho
cnefyeT 3aMeTuTb, 4To A0 50% HaceneHnst UMeT pas/inyHble
npexogsLye CUMNTOMbI (PYHKLMOHaIbHbIX HapyLlueHni BHYC,
HO He 006palaloT Ha HUX BHMMaHUA W MO KX MOBOAY He
obpawatotca K Bpady [7] Psag aBTOpoB He OTMevarT
CYLLECTBEHHbIX Pa3nnyuii B pacrnpegeneHn aTo NaTonormm no

HapyLUeHVs TOHYCa XeBaTeNbHOW MyCKynaTypbl, OpraHnyeckue
UM - (PyHKUMOHaNbHble  M3MeHeHWs BHYUC, cTpeccbl u
NCUXO0I0MNYECKME, TMYHOCTHbIE HapYLLEHNS.

OKK/TI03MOHHasA AUCrapMOHKS, B YHaCTHOCTU aHOMasimn npukKyca
n/vnn  3y6HbIX  PSAOB,PA3BMBAIOTCA  yXe Yy [eTeid,
NCMX03IMOLIMOHa/IbHAsA cepa Takke hopmmupyeTcs B IETCKOM U
HOHOLLIECKOM BO3pacTax. MoaTomy n3yyeHue
pacnpocTpaHeHHOCTU (hYHKLMOHa/IbHBIX HapylueHnin BHUC, B
TOM 4uCne [OHO30/0TUYECKUX, SBMAETCA aKTya/lbHbIM U
0C06EeHHO, Ha Hall B3rnag, y AeTel, NpoXuBalowyx B AETCKMX
[loMax, B CBSA3N C BO3MOXHbIMW MOTEHLNA/IbHBIMU YCNO0BUAMMN
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