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PAKTOPbBI PUCKA PA3BUTUA PA3ITNMYHBIX ®OPM AL

MapgxupoBa A.H., Hacuposa U.P., MyxamepxaHoBa [1.M., PyaueB A.LLl.
TalkeHTCKMI NneanaTpuyecknii MeOULNHCKUIN UHCTUTYT

Lenb nccneposanus. V3yunTb aktopbl pucka passuTus
3abonesaHusa Npu pasnuyHbix dpopmax OUI.

Martepuanbl u meToabl uccnegoBaHus. 3a nepuog 2018
- 2020 rr. npoBeaeHo obcregoBaHmne n AMHamudeckoe Habnoge-
Hue 60 geten ¢ LN, HaxoanBLUMXCA Ha NEYEHUM B NCUXOHEBPO-
nornyeckon GonbHuue um Y.K. KypbaHoBa n B knuHuke Pua-
ueHTp TawkeHT. Bo3pacTHas rpagaumsi geTen coctasuna ot 5
net o 11 nert, B 60MNbLUMHCTBE CriyYaeB B HALLEM UCCrnegoBaHum
BCTpeyvanacb cnactuyeckasa aunneruns (36; 60%, CL), netckas
remunnerns (15; 25%, AI), 3atem gucknHeTnyeckmm Luepebpanb-
Hbln napanuy (9; 15%, Oucldn).

Pesynbratbl M nx obecyxpeHue. XpoHMYeckas BHYTpUy-
TpobHas runokcmsa BeTpeyanach y 52(87%) HOBOPOXAEHHBIX, Y
31(52%) pebeHka - HapylleHne deTonnaleHTapHOro KpoBOO-
6palleHusa. OcnoxHeHus B pogax otmedanucbk y 80% martepen,

BblHy)xaeHHoe KecapeBo cedeHue npumeHeHo y 16 matepen
(27%), n3 Hnx BnocneacTeve y 8 pasBunacb remunnernyeckas
dopma OLIIM, 6e3BoaHbIV Neprog pogoB oTMevarics 23 matepen
(43%), n3 Hux y 20 pgeten (53%) pasBunacb cnactuyeckas au-
nnerusi, y octanbHbIX AUCKMHeTUYeckas dopma JLIM. Akyliep-
ckune nocobus (BakyyM-akcTpakTop) 6bin npumeHeH y 4 neten ¢
crnacTu4eckon aunnerven ny 2 geten ¢ AMCKUHeTUYeckon gop-
mon LM, BbigaBnuBaHve nnoga B 6 cnyyasax. Heobxoammo oT-
MeTUTb 4YTO cnabasi pogoBas AeATenbHOCTb OTMevanachb y 16
[eTen co cnactmyeckon aunnernen. Y 2 aetemn co cnactu4eckon
avnnerven n 1 pebeHka ¢ anckuHeTudeckon cdopmon AL oT-
Mevanacb OTCIoWka nnaueHTbl.

BbiBogbl. HECOMHEHHO, BbiCOKasi 4acToTa OCMOXHEHUN
npv pogax sABNAETCA OQHOW M3 BaXKHbIX MPUYMH, CNOCOOCTBYO-
Lwmx passuTtuio ALIM.

PEABUNTIUTALUUU OETEN C KOXNEAPHbLIM UMMNAHTOM

Mapxuposa E.H, Ymaposa M.3., Husizosa M.T.
TalwkeHTCKMI neanaTpuyecknii MeQUUNHCKUN UHCTUTYT

Llenb nccnepgoBaHus. V3yunTe NnpyMeHeHNe HOBbIX MHHO-
BaLMOHHbIX TEXHOMOrMM, TakMX Kak KOpPPeKLMOHHO-0bpasoBa-
TenbHbIX KOMMbIOTEPHbIX NPOrpamMM Ans pa3BUTUSI CITyXOBOTO
BOCMPUATUSA AETEN C HapyLLUeHMeM crnyxa.

MaTepumanbl u MeToabl uccrnegoBaHus. B nccnegosaHum
MCMOMNb30Banuch Creaylolmne KOMMbIOTEPHbIE MPOrpammbl; y3-
Hekckosi3bluHas Bepcust Speech Viewer 3.0 (« A nosHat Mup»),
nporpaMmMa Mo pasBMTUIO CIlyXOBOrO BOCNPUSATUSA, BKITHOYatoLLas
Habopbl 3BYKOB M0 TeMam «[IMKme XMBOTHbIE U 3BYKU NPUPOAbI»,
«[JomalLHue XMBOTHbIE», «YINYHbIE LWYMbl (TPAHCMOPT)», «3BY-
kv B gome». lNonyyeHHble AaHHble AeTel oueHuBanuch B 6an-
nax.

Pe3ynbraThl u nx ob6cyxaeHune. Hamu 6b1no o6cnegoBaHsl
23 peteli ¢ HapyleHueMm criyxa. M3 Hux y 18 (78,2%) bbin ycTa-
HOBJIEH KOXMeapHbIN UMMnaHT, y 5 (21,7%) Ana koppekums cny-
Xa MCMonb3oBanu CryxoBoW annapar. bonbwuHCTBO aeten
(95,6%) paHHero v OOLLKONbHOrO Bo3pacTa ¢ 0oMnbLIMM UHTEpe-
COM 3aHMManucb C KOMMbIOTEPHOW Nporpammon. BonblwnHCTBO
petewt 22 (95,6%) paHHero 1 AOLWKONbHOro BO3pacTa ¢ 6onbLumnm
MHTEPECOM 3aHUManucb C KOMMbIOTEPHOW nporpammon. OHu
ObINN B COCTOSIHAM BbINOSHATL 3a4aHUSt C KOMMBIOTEPHOW MPo-
rpammbl, HanpasfieHHble Ha 3HAaKOMCTBO CO 3BYKaMu OKpYXato-
wero mupa: 14 (60,8%) petern 3a OTHOCUTENBHO KOPOTKOE Bpe-

MS CTanu pasnuyaTb M y3HaBaTb 3BYKW, a APYrvM ONsi 3TOro
noTpeboBanocb MHOIO BPEMEHU 1 BblAEPXKW. C NOMOLLbIO KOM-
NbIOTEPHbLIX NPOrpaMM, AOCTUIMM Bbi3blBaHWE BHATHbIX FOMNOCOB,
CTUMYNSALMM FONOCOBOM akTUBHOCTU Y 8 (34,7%) HeroBopsALmX n
14 (60,8%) manoroBopsiMx AeTen, pasBUTUIO CUMbl roroca u
pe4eBOro AbixaHus. Y geten obenx BO3paCTHbIX Pynn ycneLu-
HOCTb BbINOSIHEHUS MPEASIOXKEHHbIX 3a4aHNI 3aBKcena oT 3anH-
TEpPeCcOBaHHOCTN pebeHKa, COCTOSAHNSA PasBUTUSA Y HEro cryxa u
peun, Tuna cnyxonpotesnposaHus u T.4. [o pesynsratam nccre-
AoBaHMs Obina BbisiBIeHa BO3pacTHas rpaHnLa ncnornb3oBaHms
KOMMbIOTEPHbIX NporpaMm Ans paboTsl ¢ AgeTbMu (c 2-2,5 neT).

BbiBoabl. Takum 06pa3omM, KOMMNbIOTEPHbIE NPOrpaMMbl MO
pPa3BUTUIO CITyXOBOrO BOCMPUSATUSE MOTYT NMPUMEHSTLCS Npu pa-
60Te C AeTbMMW paHHero v AOLUKOMNbHOrO Bo3pacTa, MMeLUMU
HapyLUeHve cryxa, Hapsay ¢ ApyrumMn MeTogamun U npuemamm
KOPPEKLMOHHON MOMOLLM Kak BCOMOratenbHoe cpeacTBo pas-
BUTUS CIlyXa 1 NPON3HOCUTENbHbBIX HABBIKOB.

KomnbloTepHble nporpammbl Takke MOTyT UCMOMNb30BaTbCA
ANS AWArHOCTUKN YPOBHSA Pa3BUTUSA CIlyXOBOrO BOCMPUATUS U
NMPOV3HOCUTENbHBIX HABLIKOB Y pebeHka, oueHkn 3 dEKTUBHO-
CTW CNyXonpoTe3npoBaHUsi C MOMOLLbIO CNyXOBbIX annapaTtos/
KOXI1eapHOro UMMaHTa n METOAUKN KOPPEKLIMOHHOW paboTbl.

NCCNEOOBAHNE ACCOUMALUNN MOJTTIMMOP®HOIO
MAPKEPA RS1805087 TEHA METUOHNHCUHTAS3bI C
PNCKOM PA3SBUTUNA AYTUSMA

MapxupoBa A.H., 9prawesa H.H., U6parumos 3.3., loHnepoBa P.A.
TalUKeHTCKUIA NeanaTpUyYecknn MeanUMHCKMA MHCTUTYT, OTAEN MONeKynspHOM MEAULIMHBI U KIETOYHBIX TEXHOMOTUN,
Hay4Ho-uccnepnoatensckuii MHCTUTYT Fematonorum u MNepenueaxus kposn M3 PY3

Llenb nccneposaHus. [poseaeHve aHanusa pacnpegerne-
Hus nonmmopdwmama rs1805087 (A2756G) reHa METUOHUHCKH-
Tasbl HA HanM4Me accoumaumm ¢ PUCKOM BO3HUKHOBEHMNSA ayTus-
ma.

Martepuan u meToabl uccnegosaHusi. B nccnegosaHve
BKItoYeHbl 50 feTen ¢ KNMHUYECKN AUarHoCTMPOBaHHbIM ayTh3-
MOM 1 58 TUNUYHO pasBUTLIX AeTen (KOHTPONbHas rpynna).

Pe3ynbTaThl U ux obcyxaeHue. PacnpocTpaHeHHOCTb no-
numopduama rs1805087 (A2756G) MTR 6bina onpepeneHa y
50 peten ¢ aytuamom 1y 54 KOHTPONbHbIX AeTeln. PacnpocTpa-
HEHHOCTb YacTtoT reHoTnoB AA, AG 1 GG y aeTen, cTpagarowmnx
ayTmamom, coctaBuna 64,70%, 31,37% n 3,92%, cooTBETCTBEH-

HO, TOrAa Kak B KOHTPOIbHOM rpynne — 72,22%, 25,93% n 1,85%,
COOTBETCTBEHHO. MccnenoBaHue pacnpeneneHns 4actoT anne-
e U reHoTMNoB nonmMopdgHoro mapkepa rs1805087 (A2756G)
reHa MTR cpean geten ¢ gMarHo3om ayTuam U B KOHTPOSbHOMN
rpynne cpeau yCroBHO-340POBbIX AETEN HE BbISIBUMNO CTaTUCTU-
YeCKM-3HaUYMMbIX pas3nuunini. YactoTbl pacnpegeneHus reHotTuna
retepo3urot A/G coctaensno 31,4 % (16/51), a B KOHTPOIbHOM
rpynne 25,9% (14/54), cootBetrctBeHHO (X2 =0,47; p=0,24;
OR=1,35; 95% CI 0,57-3,17; df=1).

PacnpocTtpaHeHHocTb YacTtoT annenent A u G nonnmopdus-
ma rs1805087 (A2756G) reHa MTR y getew ¢ ayTm3amom cocTa-
Buna 80,39 n 19,61, COOTBETCTBEHHO, @ B KOHTPOJSIbHOW rpynne
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- 85,2 n 14,8, cooTBETCTBEHHO BbINa ycTaHOBMNEHA CTATUCTUYE-
CKWN HEe3Ha4YMMas KOppensiuusi cBsidaHHasi C NoBbILLEHWEM CTene-
HU BbisiBNeHus annens G y AeTel ¢ yCTaHOBINEHHbIM ANarHo30M
ayTmam B 1,4 pa3a, OTHOCMTENbHO KOHTPOMbHOM Bblibopku (95%
O =0,68-2,93, df=1).

BbiBoabl. BbisiBneHve annensa G B 1,4 pasa nosbiwano
PUCK BO3HUKHOBEHUSI ayTn3Ma, MO CPaBHEHWIO C Hanu4Mem arn-
nens A (95% OW = 0,68-2,93, df=1). Takum o6pa3om, Hanmume
annensa G nonumopduama MTR A2756G koppenupyeT ¢ noBbl-
LUEHHBIM PUCKOM ayTM3Mma.

XAPAKTEPUCTUKA OBUTATENbHbIX HAPYLWEHWUIW NPU
PA3JINYHbBIX ®OPMAX OLTI

Hacuposa U.P., MapgxuapoBa A.H., Py3sueB A.LL.
TalKeHTCKMIA NeanaTpuyecknii MEOULNHCKUIA UHCTUTYT

Llenb nccnegoBanusi. OLeHWTb ABUraTenbHble HapyLUEeHNs!
no LWkane GMFCS.

Matepuanbl u metoabl uccnegoBaHusi. OueHka [Bura-
TENbHbIX HapyLIeHU MpoBoAMmnachk Mo pesynbrataM aHanmsa
asuratensHon aktueHocTw aeten ¢ UM n pacnpeaeneHuto no
cucteme  knaccudukaumm - GonblUMX  MOTOPHBLIX — CPYHKLIMIA
(GMFCS), nosBonstoLwien OueHUTb BO3MOXHOCTM CaMOCTOsI-
TenbHoro nepeaswxenus.Wkany GMFCS B 1997 rogy npeano-
KUMKW KaHaZckne yveHble 13 LieHTpa uccnenoBaHuii 4ETCKON UH-
BanugHoctn YHueepcuteta MakMactep P. [Manucano, T1.
PoseHbaym, nepecMmoTpeHHas u gononHeHHas B 2007 rogy, vc-
nonb3yeTcs B HacTosiLee Bpemsi noBcemecTHo. LLkana pgenutcs
Ha NATb YPOBHEN, ANsi KaXO0ro YPOBHS ONMCaHbl MpUcyLume emy
OBuvratenbHble BO3MOXHOCTM B pasfnnyHble BO3pacTHble Nepuo-
Obl: 0T 2 0o 4 net, ¢ 4 po 6, ot 6 go 12, ctapwe 12 net. O6cne-
JoBaHHO 60 peter ¢ pasnuyHbiMu dpopmamu OLIMN (cnactude-
ckasa aunnerns-36, getckasa remunnerns-15 n guckmHeTndeckas
dopma OLIM-9neTent).

Pe3ynbraThl M nx obcyxaeHue. o gaHHbIM knaccudmka-
umm no GMFCS HaunbGonee Tspkenble ABUratenbHble HapyLLEHUS
OTMeYalTCs y AeTeN CO CnacTUYEeCcKon Aunnernen n QUCKUHETH-
yeckon cdopmamu OUIM (31 n 9 geten cooTBeTCTBEHHO). Torga
KaK y AeTeln c remunnernyeckon opmMoin bonblue eTeln cooT-
BETCTBYIOT 2 U 3 YPOBHIO MOTOPHbIX NPOsiBNEeHUN. 10 AaHHbIM
knaccudpmkauumn no GMFCS Hanbonee Tsxenble ABUratenbHble
HapyLLeHMs OTMeYalTCsa y AeTe CO CNacTUYeCKON aAvnnernen n
anckuHetmndeckon doopmamm OLIM (31 n 9 geten cooTBETCTBEH-
HO)- IV(He moryT cugeTb) n V (C 04eHb OrpaHU4eHHbIMI BO3MOX-
HOCTAMK crnabblM KOHTPONEeM TYMoBMLLA W TOMOBbI YPOBHIO)
YPOBHIO COOTBETCTBEHHO. TOraa Kak y ieTei ¢ reM1niernyeckon
cdopmow LM Gonblie geTen cOOTBETCTBYOT 2 U 3 YPOBHIO MO-
TOPHbIX MPOSIBNEHNIA-C XOALOON C NOAAEPXKKOA U MPU MOMOLLM
noapyYHbIX CPEACTB.

BbiBogbl. [leTn ¢ pasnuyHbiMn doopmamm AL ctpagatot
ABuratenbHbiM AeduunToM, Hanbonee BbipaXeHHbIM Y AeTEN CO
cnacTu4eckon gunnernen n agucknHeTndeckom popmamm AL,

XAPAKTEPHbIE OCOBEHHOCTW PEYEBOW
OEATENbHOCTU OETEW C SAOEPXKOWM MCUXNYEBOIO
PA3BUTUA

HacupoBa U.P., OmoHoBa Y.M., Koguposa M.H., Paxmatynnaesa [O.P.
TalKeHTCKMI NeanaTpuyecknii MeOULNHCKUN UHCTUTYT

Uenb nccnepgoBanus. /3yuntbs 0cOGEHHOCTM peyeBon aes-
TEeNbHOCTW y AEeTeN C 3aAEPXKKOM NCUXMYECKOro Pa3BUTUS.

MaTtepuanbl u metofbl uccnepoBaHua. Hamu 6bino 06-
cnegosaHo 25 geten, B Bo3pacTte oT 3x 40 6 ner.

PesynbsraTtbl n ux obeyxaeHue. Y GonbluMHCTBa AeTen C
3IMP nmetoTca HapyLleHns Kak MMNPeCcCUBHOMW, Tak MU 3KCnpec-
CMBHOW peyn, Kak YCTHOW, Tak U MMCbMEHHOW peyn, HEeMONHOLEH-
HOCTb HE TOMbKO CMOHTaHHON, HO 1 OTpaXKeHHON peun. Vimnpec-
CMBHas peyvb 3TUX OEeTer XapakTepuayeTcsi HedOCTaTOYHOCTLIO
AndpepeHumaLmmn pevecnyxoBoro BOCMPUSTUS, PeYeBbIX 3BY-
KOB N HepasnuyeHneMm CMbICra OTAENbHbIX COB. JKCNpeccus-
HOW peymn 3TuX AeTer CBONCTBEHHb! HapyLLeHWs 3BYKOMPOU3HO-
weHns, 6GegHOCTb CroOBapHOrO  3anaca, HegocTaToyHas
CHOPMUPOBAHHOCTL FPaMMaTUYECKOro CTPOS peyn, Hanmyve
rpaMMaTMyecknx CTepeoTmnoB, arpaMMaT3MoB, pedeBas NHak-
TUBHOCTb.

Mpn aHanuse peyeBon AeATENLHOCTU Yy UCCredyemMblxX Ae-
Tew ¢ 3P onpegenunuck psg ocobeHHocTen: - 6eaHblv cnosap-

HbI 3anac (0COBEHHO akTUBHBIN), MOHATUSA CY>XeHbI, pacnibiBya-
Thl, MHOTAA OLNGBOYHBI;

- CYLLLeCTBEHHbIe TPYAHOCTU B OBMafAeHUM rpaMMaTnyecknm
CTpOEM peyn (0COBEHHO B NOHMMaHUM 1 ynotpebneHun nornko-
rpamMmMaTn4eckux CTPYKTYyp);

- cBoeobpasHoe hopmupoBaHMe croBoobpasoBaTenbHON
CUCTEMbI 513bIKa;

- nosgHee oBnageHne CrnocobHOCTBIO OCO3HATb peyb Kak
ocoboro poga AeNCTBUTENbHOCTb, OTIIMYHYIO OT NPEAMETHOW;

- HapyLeHne B (hopMr1poBaHUN MOHOMOMMYECKON peYun.

BbiBoabl. [lepeuncrieHHble OCOGEHHOCTM peveBon Aes-
TENbHOCTW BbI3bIBAIOT 3HAYUTENbHBIE TPYAHOCTU MPU 0ByYeHUn
1 pasBUTUM CBA3HOW peydn. PassuTtue ceasHom peun y ageten 3P
— TPYAHbLIN NpoLece, TPedyoLWwnii NCNonb3oBaHNsA 0COBbIX METO-
AnYeckux npvemoB. et 4OMKHbI HAYYUTLCS He TOMbKO NOMb30-
BaTbCA OMpPeAeneHHbIMA CroBamMn U BbIPAXKEHUAMWU, HO OHWU
OOIMKHbBI BOOPYXUTLCS CpeacTBaMu, NO3BONSALLMMMN CaMOCTOS-
TenbHO pa3BMBaTh peyb B npolecce obLeHns 1 obyyeHus.

SMOUMNOHANBHO-NTIMYHOCTHBLIE HAPYWEHWA Y OETEW
C NOCINEACTBUAMW AU

HacupoBa WU.P., Abugoea M.A., XonmymuHoBa C.A.
TalkeHTCKMI NneanaTpuyecknii MeQUUNHCKUN UHCTUTYT

Lenb nccnepoBanus. V3yunts HapyLeHUn 3MOLMOHarb-
HO-NMYHOCTHOM cdpepbl y aetent ¢ ALIM.

Martepuanbl n MeToabl UccnenoBaHuA. B cBa3n ¢ aTum
Hamu 6bino obcnegosaHo 32 Aeten ¢ NocneacTBUAMM OETCKOro
LepebparnbHOro napanvya ¢ UCcnonb30BaHNEM METOAMKN «OMO-
LMoHasbHas namsTb», METOAMKM «/3yyeHre BbICLUNX YYBCTB» U

NMYHOCTHOM LIKanbl MNPOSIBMIEHUA TPeBOryM, adanTUpOBaHHAas
HemuunHoBbiM T.A.

PesynbsraTthl 1 ux obcyxaeHue. Y 18 getenn ¢ npenmyiie-
CTBEHHbIM NMOpaXeHNem NoOHbIX A0Men rofloBHOrO Mo3ra, KoTo-
poe 6bINo NOATBEPKAEHO BbIsiBNEHMEM aTpodumm nobHbIX aonen
npn MPT uccnegoBaHun mo3ra, oTMeyanacb andopus, Hekpu-
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