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BBEJEHHUE

AKTYyaJIbHOCTBH PadoThI

PaccrpoiictBo aytuctuueckoro cnekrpa (PAC) oTHOCUTCS K KaTeropuu HapylleHHH
pa3ButHs (neurodevelopmental disorders) u xapakTepu3yeTcsi CIOXKHOCTSIMH B COLMAIIEHOM
B3aMMOICHCTBUHU, MTOBTOPSIOLIUMCS ITOBEACHUEM, a TAK)KE 3aJIEP’KKOU peuu U TPYAHOCTSIMU B
HeBepOaTpbHOM KOMMYHHKAIuu. [Ipu 3TOM, CIIOBO ‘“‘CrieKTp” MOAUEPKHUBACT Pa3HOOOpazme
nposiBIeHU aytuzma. B manHol pa®ore TepMUHBI “paccTpOHCTBO ayTUCTUYECKOTO CHEKTpa
(PAC)” u “aytusm” OyyT UCIIOJIb30BaThCsl CHHOHUMUYHO. [0 nannbM LleHTpa no KoHTpoIIto
3aboneBaemoctu Ha 2020 rom, aytm3sm BcTpewaercs y 1 w3 36 gereit, a ero
pactipocTpaneHHocTh yBenuuuBaercs (CDC, 2023). Ins muorux cumnromoB PAC, B ToM
qyyclie M HApyUICHUW CIIyXOBOTO BOCHPHUSITHS U Pa3BUTUSL PEYH, XapaKTepHa
reTepOreHHOCTh, YTO YacTO 3aTpPyAHSAET MCCIIEI0BaHUS KOTHUTHBHBIX IIPOLIECCOB B 3TOU

rpynne (Tager-Flusberg, 2016; Tager-Flusberg u np., 2011).

OTHONOTHS ayTHU3Ma aKTHBHO HCCIEIYeTCS M MOXET YaCTUYHO OOBSICHUTH TaKoe
pa3HOOOpa3ue MPOSBICHUS CUMITOMATHKH. Tak, 0OHApy>KeHO OOJIBIIIOE KOJIWYECTBO T'E€HOB,
y4acTBYIOIIMX B mosiBIeHHH aytuzMa (Abrahams & Geschwind, 2008; Banerjee-Basu &
Packer, 2010), wu MHOrWe W3 HHUX CBS3aHBl C TMOAJEp)KaHUEM OamaHca
BO30Y)KICHUS/TOPMOXKEHHST B HepBHOW cucreme. LlIMpoko pacmpocTpaHeHHasl THIIOTE3a O
MpUYMHAX TOSBJICHUS ayTH3Ma CBSi3aHa UMEHHO C HapylleHueM storo OanaHca (Rubenstein

& Merzenich, 2003).

Hapymenue ©Oananca BO30YKICHUS/TOPMOXKEHHsI MOXXHO HM3y4yaTb  pa3HbIMHU
cnoco0amu, B TOM YHUCIIE ¢ TIOMOUIbIO aHAJIN3a JIEKTPO3HIEehanorpapuuecKux napaMmeTpos.
Tak, n3MeHeHue ramma-puTMa (PUTMHUYECKON 3JIEKTPUUECKON aKTUBHOCTH MO3ra Ha 4acToTe
>30 T'm) cumrTaercs ONHUM W3 MapKEPOB HApyHICHHUS OanaHca BO30YXKICHHS/TOPMOKECHUS
(Ahmad u gap., 2022). Eme ogauM mokasareneM SBISICTCS CIyXOBOW CTAI[MOHAPHBIA OTBET
(CCO) — BbI3BaHHBIN IEKTPUUYECKUN OTBET MO3ra, MOSBISAIOIIMICSA NPU NPEAbIBICHUU
PUTMHUYECKUX 3BYKOB M COOTBETCTBYIOLIMH yactore ctumyisiuuu (Galambos u np., 1981).
Haunbonee on Beipaxxen Ha wactote 40 I'p (Picton m mp., 2003), a ero ammiutyaa Ha TOH
4acTOTe CHWKAETCS NpH OJIOKMPOBKE MapBajbOyMUHOBBIX MHTepHeWpoHoB (Cardin u map.,
2009; Metzner u np., 2019), napymenue xotopbix BcTpeuaetrcss u npu PAC (Filice u np.,
2020).
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CnyxoBoil cTanimoHapHbIii 0TBeT uccaenoBaics y Aereid ¢ PAC, u HekoTopbie paboThI
noka3anu ero cHmwxkenne (De Stefano u np., 2019; Roberts u ap., 2021; Seymour u np., 2020;
Wilson u np., 2007), B TO Bpems Kak Jpyrue HCCIEeNOBaTEeNd 3TOTO HE (PUKCHpOBAIU
(Arutiunian u ap., 2023; Edgar u np., 2016; Ono u np., 2020; Stroganova u ap., 2020). Takoe
pacxoXk/IeHHe MOXKET OBbITh CBSI3aHO C BBIIIEYNIOMSHYTOM TeTEepOreHHOCThIO ayTh3Mma. Tak,
BEpOSTHO, B HccienoBaHusx, rae usMenenuit CCO ne Habmionmanoch, rpymnmna gereii ¢ PAC
Moryia ObITh O0Jiee HEOTHOPOAHOM, YeM B MCCIIEIOBAHUSX, TI€ PA3IN4Ms OOHAPYKEHBI OBLIH.
B nameit pabGore nans  MpeomoNieHHs TPOTHBOPEYMBOCTH  JTaHHBIX, CBS3aHHBIX C
rereporeHHOCThI0 PAC MBI mpemnaraem uccinenoBath CCO y nereid ¢ reHeTMYeCKUMU
cuHApoMaMu, accouuupoBaHHbIMM ¢ PAC (Takue CHHIOPOMBI HAa3bIBAIOT  TaKKe
CHHIpOMAaNbHBIMU (hopmamu ayTu3Ma). OCOOCHHBIH MHTEpeC AJsl HAC MPEICTaBISIOT JBa
cuHzpoma — cuHapoM Perra u cunnpom denan-Mak/lepmug — Tak Kak B pa3BUTHE 3THUX
CHUHIPOMOB BOBJICUEHA CHCTEMa MapBaJIbOYyMHHOBBIX HMHTEepHelpoHoB (Chao u mp., 2010;
Filice u np., 2016; Ito-Ishida u ap., 2015a). Panee ciryXxoBoii cTaliiOHapHBINA OTBET MPH ITHX
CHUH/IpOMAax HE HU3y4dajCsi, U Mbl CUMTAEM, 4YTO JAaHHOE MCCIEIOBAHUE IIOMOMKET CBS3aTb
HapymieHue CCO ¢ KOHKPETHBIMH MOJEKYISPHO-TEHETUUECKHUMH MYTAMU. OJTO, B CBOIO
oyepenb, MOXET B OyaylleM IOMOYb MPEOAoNIeTh MPoOIeMy TeTepOreHHOCTH ayTHh3Ma U
NpeUIOKUTh BapHaHT Juis Oojiee TOYHOTO pa3lelieHHs ayTh3Ma Ha TOATPYIIBl B
COOTBETCTBUHM C (PU3UOJIOTUYECKUMH MEXaHW3MaMH, KOTOPBIC JIE)KAT B OCHOBE MOSIBICHUS

CUMIITOMAaTUKH B TOM HJIM KUHOM ClIy4dac.

[ToMrMO 3TOro, Ba’KHBIM ITYHKTOM JUIsl HAC SIBJISIETCSI IPOSICHEHHUE CBSI3U CIYXOBOTO
CTAllMOHAPHOTO OTBETAa M BOCIPUATHS CIOXKHBIX 3BYKOB. [Ipensinymive uccienoBaHus
nokaszanu, yto CCO Ha yactore 40 ['11 cBsi3aH ¢ OKHOM MHTErpaliy CTUMYJIa U BOCIIPUSATHEM
peun B myme (Ross u ap., 2002; Ross & Fujioka, 2016), a Takxe ¢ 1eTeKieil nay3sl B IIyme
(Ross u np., 2002), yTo yka3bIBaeT Ha y4yacTHe HEHpPOHHBIX cerel, reHepupytomux CCO, B
TOHKOM BpeMeHHOH o00paboTke uHpOpmanuu. B camom oTBeTe MOXKHO BBLACTUTH JBa
KOMIIOHEHTA: CEHCOPHBIH, pa3BUBAIOLIMIACS ¢ HAYAJIOM CTUMYJIALUH 10 npumepHo 200 Mc, u
CBSI3BIBAIOLINM, KOTOphIM pa3BuBaercs mocie 200 Mc. MIMEHHO CBsA3BIBAIOIIUI KOMIIOHEHT
accouuupoBaH ¢ BocrpusitieM peun B myme (Ross & Fujioka, 2016). B nHamieit paboTbl MbI
BriepBble HccneayeMm cBsizb CCO u mapamMeTpoB CIYyXOBOTO BOCIPHSITHS, a TAaKKe TUHAMUKY
pa3BUTHsI KOMIIOHEHTOB JIaHHOTO OTBEeTa Y JieTei pa3Horo Bo3pacTa (5-18 ser) ¢ THHUYHBIM

Pa3BUTHEM.
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[ToMuMO CIIyXOBOTO CTAllMOHAPHOTO OTBETA, MNPU PUTMUYECKOM CTUMYJISIIUU
BO3HUKAET TAaK)Ke€ M BTOPOM OTBET, TaKk Ha3bIBaeMas ycToiumBas BoHa (Y B, sustained wave),
KOTOPYIO CBSI3BIBAIOT C BOCHPHUATHEM CTHUMYJla KaK NPOTSKEHHOTO W  HMEIOIIETOo
cobctBennsiii ToH (Gutschalk u ap., 2002; Keceli u ap., 2012; Krumbholz u ap., 2003) . Dot
OTBET CTAHOBUTCS Oojiee BBHIPAKEHHBIM Ha BBICOKHX YacTOTaX, MOSBISSICH, BUIUMO, HA TOU
4acToTe, KOTa B PUTMHUUYECKOM CTHUMYJI€ HAUMHAET CJIBIIIATHCS TOH, JAXe €CIIA CaM CTUMYJI
COCTOUT U3 OTHAENBHBIX IIEIMUKOB. CIyXOBOW CTallMOHAPHBIA OTBET K€ Ha 3THX YacTOTax
CHUXAeTCs. MBI MOXKEM MPEINOJIOKUTh, YTO MTPOUCXOAUT CMEHAa MEXaHW3Ma, CBS3aHHOTO C
CHHXpOHHU3AIlMEed Ha 4YacTOTe CTUMYJISIHUM, U MEXaHU3Ma, MHTETPUPYIOIIETO OTACJIbHBIC
IIETYKA B IENBHBIN cTUMyN, oOmamaroutuii ToHoM. [lepBblii MeXaHU3M CBSI3aH C TOHKOMN
BpeMeHHOW 00paboTkoli WHpOpManuu, W B JaidbHemeM Mbl OyneM Ha3bIBaTh €ro
“BpEMEHHBIM MEXaHHU3MOM™, B TO BPEMs KaK BTOPOH — CO CIIEKTpalibHOM 00paboTkoii (pitch

processing), najgee OH OyZleT yIIOMUHATHCS KakK “‘CIIeKTpalibHbIA MEXaHU3M .

[Teuxoduznyeckue 3KCIEPUMEHTHI TTOKa3aJIH, YTO B quamnazone okoso 30 I’y ciryxoBas
CUCTeMa CTaHOBUTCS Ooliee YyBCTBUTEIbHAa K HM3MEHEHHSM B YacTOT€ PUTMHUYECKHUX
ctumynoB (Krumbholz u nap., 2000; Phillips u ap., 2012), 4ro, BeposTHO, CBS3aHO C
MepPEXO/IOM OT BPEMEHHOU 00paboTKH MH(OpMAIUKU K crieKTpaiabHOU. [locnennss mo3Bonser
Oosee TOHKO YYBCTBOBaTb pa3iMyMsi B pPUTMUYECKUX cTumyinax. [lpm »sToMmM, Ha
ANEKTPOPHU3UOIOTUIECKOM YpPOBHE STOT MEPEeXOoa He H3yyaics, ¥ Mbl B JaHHOW padote
paccMaTpuBaeM CBsi3b CIyXOBOTO CTAIlMOHAPHOTO OTBeTa (acCOLMUPOBAH C BPEMEHHOMN
00pabOTKON) W YCTOMYMBOW BOJHBI (ACCOIMHPOBAH CO CHEKTPAIBLHOM 00pabOTKO#) co
CHOCOOHOCTBIO pa3yinyaTh CTUMYJIbl PA3HOM YacTOTHI y TUIIMYHO Pa3BUBAIOLIMXCS JETeH B
BO3pacte oT 5 10 18 neT. PuTMuueckue n3MEeHEeHUs B CIIyXOBOM CTUMYJIE Ha Pa3HbIX YaCTOTaX
CBSI3aHBI C PAa3HBIMU AaCIEKTaMH BOCIPUATHS peur. Tak, U3MeHeHus c Ooyee HU3KOH
gactotol — 20-50 I'm — cBs3aHbl C pa3iIMyYEHUEM CcoOMIacHbIX (ommuus “n” or “17),
CEeTMEHTHPOBAHUEM CJIOTOB M JICTEKTHPOBAHUEM KOPOTKHX Tay3 BHYTPH PEYEBOTO MOTOKA, B
TO BpeMs Kak H3MeHeHHs Ha Oosiee BbIcOkMX dYactorax — 50-500 I'm — cBsizaHbl C
BocrpusiTieM ToHa (pitch perception), 4To Ha ypOBHE BOCHPHUATHS PEUYU MOXKET OBITh
nepenaHo kak pasnmuyeHue naToHamu (Rosen, 1992; Sharma & Dorman, 1999). [Tonumanue
POJM BPEMEHHOTO W CIIEKTPATBHOTO MEXAHW3MOB B BOCIPHSATHU PUTMHUYECKUX CITYXOBBIX

CTUMYJIOB MOKCT IIOMOYb CBA3AaTh UX C BOCIIPUATHUEM PCUM.

N3ydyeHrne BpPEMEHHOTO M CIEKTPAIbHOTO MEXaHU3MOB OOpabOTKHM pPUTMUYECKOU

CTUMYJISIIMK Y JeTell ¢ cuHapoManbHbIMU (opmamu PAC MoXeT BBISIBUTBH, €CTh JIU CBSI3b
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KOHKPETHOI'O TI'CHCTHUYCCKOI'O0 HApPyHICHUsT C HAPYHICHUCM  MCXaHHW3MOB TCHCEpalUun
Kakoro-1moo u3 oTBeToB. Takike MbI COCPCAOTOUUMCH HAa UCCIICAOBAHNU BOBJICUCHHOCTH 3TUX
ABYX MCXaHWU3MOB B BOCIIPUATHC PUTMHUUCCKUX 3BYKOB Yy TUIIMYHO PA3BUBAIOMIUXCSH JeTen
pasHoro BO3pacTa. OTO MO3BOIUT MMPEAIIOIOXKUTh, KAKME HMMCHHO IIPOLECChI OKA3BIBAIOTCA

HapyIIEHHBIMH y JIeTel ¢ MOHOTeHHbIMU opmamu PAC.

eaun u 3a1a4u MccJIeTOBAHUS

Llenbto TaHHOM PabOTHI ABJISETCS MCCIIEIOBAaHME MO3IOBBIX MEXaHM3MOB 00pabOTKU
PUTMHUYECKUX 3BYKOB Yy JeTel ¢ Hapymenuem reHoB MECP2 u SHANK3 w nereit ¢

TUIUYHBIM Pa3BUTUEM.
J1J1s1 BEIIOJTHEHMSI STOU 1eJTH OBLITU TIOCTABIICHBI CIICTYIOIINE 3aauu:

1. M3y4nTh M3MEHEHHUs CIYXOBOTO CTAIIMOHAPHOIO OTBETAa U YCTOWYMBOW BOJIHBI MPHU
PUTMUYECKON CTUMYJISALIMM PA3HOM 4acTOTHI y JETEH C FeHETUYECKUMH CHUHIPOMAMHU

Y TUIIMYHO Pa3BUBAIOIIMXCA JIETEH B BO3PACTHOM JHana3oHe oT 3 110 18 jer.

2. I/ICCHeI[OBaTL CBA3b CIIYXOBOI'O CTAllMOHAPHOIO OTBETA U YCTOI‘/JI‘II/IBOI\/’I BOJIHBI C
MNCUXOMCTPHUIYCCKMMHU XAPAKTCPUCTUKAMH BOCHPUATUA PUTMHUUYCCKHUX 3BYKOB Y

THUIIMYIHO PAa3BHUBAIOIINXCs JeTeH.

I'unorte3a ucciaenoBaHus

1. V npgereil ciiyxoBOM CTalMOHApHbIA OTBET M YCTOWYMBas BOJIHA CBSI3aHbl C
MEXaHU3MaMU Pa3IU4YCHUs] PUTMHUYECKUX 3BYKOBBIX CHUTHAJIOB pa3HoOM 4acToThl. C
YBEJIIMYEHUEM  YaCTOThl  CTUMYJSILIMM  BBIPAXKEHHOCTh  YCTOMYMBOW  BOJIHBI
YBEJIMUMBAETCS, @ CIIyXOBOIO CTAallMOHAPHOTO OTBETA — CHUIKAETCS, YTO OTpa)kaeT
Mepexoil OT BPEMEHHOT0 MeXaHu3Ma o0pabOTKH pPUTMHUYECKOTO CHrHaida K

CIIEKTPAJIbHOMY.

2. CnyxoBoil cTallMOHapHbI OTBET CHWXKEH Yy JeTel ¢ HapylleHusMHu reHoB MECP2 u
SHANK3, 1 310 KacaeTcsi MpeuMyIIECTBEHHO CTUMYJISILIMU C YaCTOTOM B AMAara3oHe
okoio 40 T, d4Yro cBf3aHO ¢ HapylIEHHEM CHUCTEMBbl NapBabOYMHUHOBBIX

HHTepHeﬁpOHOB IIpHu JaHHBIX 3a00JIEBAHUAX.

3. VYcroilumBas BOJHA y JI€T€ € TE€HETMYECKUMHU CHHAPOMAMH HMMEET MEHBIIYIO
aMIUTUTYly, YeM y JIeTeid C TUINUYHBIM DPA3BUTHEM, YTO CBSI3aHO C TPYAHOCTSIMU

WHTETPAIMN OTACTBHBIX COOBITHI B IEJIOCTHBI 00pa3 M YBEIMYEHHUEM 4YacTOTHI



pHTMquCKOﬁ CTUMYJISIINH, H606XOHHMOﬁ JI OIITUMAabLHOMN pa6OTbI CIICKTPAJIBbHOT'O

MEXaHU3Ma.
Hayynast HOBH3HA

1. BnepBble Ha OCHOBe comocTaBieHus ncuxodusnueckux u D3I HaHHBIX y AeTel ¢
TUMTAYHBIM pa3BUTHEM UCCIIeI0BaHA CBSI3b MEXaY
anekTpodHIedasorpadhuIecKIMU MOKa3aTeIAMH PEaKIIUK MO3ra Ha PUTMHYECKYIO
3BYKOBYIO CTUMYJSILIMM PA3HOM YacTOThI (CIYXOBBIM CTAllMOHAPHBIM OTBETOM H
YCTOMYMBOW BOJIHOM) M MapaMeTpaMu CIYyXOBOTO BOCIPHATHS. DTO MO3BOJIUIO
MPOSICHUTH POJIb BPEMEHHOTO M CIIEKTPAIBHOTO MEXaHU3MOB 00pabOTKHU CITyXOBOM
MH(pOpMAIIUU U TIPOCIENUTD, IPU KAKUX XapaKTEPUCTHUKAX PUTMHUUECKOTO CTUMYJIa

MIPOUCXOUT MEPEX0]] MEKYy HUMHU.

2. Bmnepssle uccie0BaHbl CIIyXOBOM CTAlIMOHAPHBIN OTBET M YCTOMYMBAs BOJIHA KaK
KOMITIOHEHTBI BBI3BAHHOM DJJIEKTPUYECKOM AaKTMBHOCTH MO3ra IIpU CIyXOBOHU
PUTMHUYECKON CTUMYJIALIMK y JeTe ¢ HapyueHusMu renos MECP2 u SHANKS3.
Wzyuenne 3tux snekTposHIiedanorpaguyeckux nokasarejaei Mpu MOHOTECHHBIX
¢opmax PAC sBnsercss NEpCHEKTUBHBIM C TOYKH 3pPEHHUS BBISBICHHUS CBS3U
KOHKPETHBIX  MOJIEKYISIDHO-T€HETUYECKUX  HApPYLIEHHH ¢  OCOOEHHOCTAMU
MO3TOBBIX MEXaHM3MOB OOpPaOOTKH CIYyXOBOW MH(OpMaLUH, 0OHApYKEHHBIMHU B

HCKOTOPBIX UCCICAOBAHUAX C YIACTUCM l[eTefI C AyTU3MOM.

Teopeanecxaﬂ N NMPpaKTHYECKasA 3HAYUMOCTD

B nHamem wmccienoBaHHH CHHIPOMATbHBIE MOHOTCHHBIE (DOPMBI ayTH3Ma BBICTYIIAIOT
MOJIEISIMU  JJI1 HM3Y4YCHHs] HApYIICHHUS CIIyXOBOTO BOCIPHSATHS, 4YTO IO3BOJIAET Oonee
JNETATBHO H3Y4YUTh OTY CIOXKHYIO TCHUXWYCCKYyI0 (YHKIMIO ¥ HEHPOHHBIC MEXaHU3MBEI,
JIeXKaIMe B €€ OCHOBE, 4YTO U ONpEIeseT TEOPETUYECKYH 3HAYMMOCTh pPalOTHI.
[IpakThdeckass  3HAYMUMOCTh  OOYCIIOBJICHA  HEJOCTAaTKOM  HEHUPOPU3ZUOIOTUICCKUX
HCCIIEIOBAaHUI TAIMEHTOB C HapymieHussMu TeHoB MECP2 wu SHANK3, a Takxke
BO3MOKHOCTBIO MPEIOKUTH OIUH U3 CIIOCOOOB pa3eieHUs] UIMONAaTUUYEeCKOrO ayThu3Ma Ha
MOATPYIIIIBI, CBS3aHHBIE C HAPYIICHHWEM TE€X WIIM WHBIX (DU3UOIIOTHMUECKUX IyTel. boiee
TOYHOE MOHUMAHHE CBS3HM HAPYIICHUS IByX U3y4aeMbIX dJEKTPO(PH3NOTOTUISCKUX OTBETOB C
TCHETUYECKUMH MEXaHU3MaMHU U MICUXO(PU3NUESCKUMHU TTapaMeTPaMH MO3BOJIUT UCITOJIb30BATh
UX B KauecTBe OuomapkepoB i auddepeHnnanbHON IHATHOCTUKM M TPOBEPKU

S(b(l)eKTI/IBHOCTI/I TCPAIICBTHUYCCKUX IIOAXOJA0B, a4 TAKKC I OLCHKH HapymeHI/Iﬁ Ha



HUHAUNBHUAYAJIbHOM YPOBHC Y  HCTOBOpAIIUX  IMAOWCHTOB, YTO  SBIISIETCS  Ba)KHOM

JTUarHOCTUYECKOU 3aJadueH.

HOJ’[O)KEHI/IH, BBIHOCUMbBIC HA 3AIIUTY

I. Ilpy TUOMYHOM pa3BUTHUU y JETEH B aHAIU3€ PUTMHUYECKHUX CIIYXOBBIX CTHMYJIOB
YY4acTBYIOT KaK MHUHHMYM JIBa OTACIbHBIX MeXaHH3Ma OOpabOTKU CIIyXOBOMi
nH(pOpMaIMU: BPEMEHHOE pa3jueHUEe TOHKOW PUTMUYECKOW CTPYKTYphl U aHAIHU3
YaCTOTHOM COCTAaBJISIOUIEN PUTMHMUYECKOTO 3ByKa. OTH MEXaHU3Mbl MMEIOT Pa3HyIo
YYBCTBUTEIBHOCTh K YAaCTOTE CTUMYJISLMU U KOPPEIUPYIOT C ABYMs MapaMeTpaMu
BBI3BAHHOW JJIEKTPUYECKOM AKTUBHOCTM MO3Ta: NEPBBIA — BPEMEHHOW — CO
CIIyXOBBIM CTallMOHAPHBIM OTBETOM, KOTOPBIH HamOojee BBIpaXEeH A 4acToT B
nuarnasoHne okono 27-40 I'm, a BTOpoil — cCHEKTpaabHBIE — C YCTOMYMBOM BOJHOM,

KOTOpasi MaKCUMaJIbHO BbIpakeHa Ha yactoTax oT 40 [’ 1 BhIiIe.

2. VY nereit ¢ Hapymenusimu reHoB MECP2 n SHANK3 BbI3BaHHasi akTUBHOCTb MO3ra,
CBSI3aHHAs C BPEMEHHBIM MEXaHHU3MOM OOpabOTKU CIyXOBOM HH(OpPMALUU, UMEET
HapylLICHHYIO0 4acTOTHYK auHamuky. IIpu Hapymenun rena MECP2 oTBeT Mo3ra
CHWXEH MpHU cTUMYsiuu ¢ yactoramu 27 u 40 ', a npu Hapymenuu reHa SHANK3
— npu ctuMyasanuu ¢ yactorod 40 I'n. BeraBnenssle pasnnuus D31 nokasareneit
CBUJETEIBCTBYIOT O BO3MOXKHBIX HapyILICHUSIX HEHPOHAJIbHBIX MEXaHU3MOB aHAIM3a
BPEMEHHOW CTPYKTYpbI CIyXOBOH MH(OPMAIMM MPH HCCIETOBAHHBIX T'€HETHUUYECKUX

CUHJpOMAax.

3. AKTHBHOCTb MO3ra, CBsI3aHHAasi CO CIEKTPajJbHBIM MEXaHM3MOM 00pabOTKU
PUTMUYECKON ciayxoBod HH(pOpMarmu, npu myrtamuu rema MECP2 okasbiBaeTcs
CHIJKEHA B IIMPOKOM JMana3oHE 4YacToT, a npu myTtauuu reHa SHANK3 ToilbKo Ha

gacrtore 40 ['.
CTeneHb J0CTOBEPHOCTH U anpo6aus TUCCEPTAIUH

,}10 CTOBCPHOCTb  IOJYYCHHBIX  PC3YyJIbTaTOB  OHNPCACIIACTCA  3HAYUTCIIBHBIM U
JOCTAaTOYHbIM  AJIA  CTAaTUCTUYCCKOI'O aHaJu3a KOJIHMYCCTBOM Hﬂ6J'IIO)I€HI/II71, YEeTKOU
IOCTaHOBKOH oeiaun u 3aJaa4, HCIIOJIb30BaAHUEM B pa60Te COBPCMCHHBIX
Heﬁpoq)H3HOHOFquCKHX METOAOB HUCCJICOAOBAHUA, IPUMCHCHHUEM aJICKBATHBIX METOHOB

cOopa, 00pabOTKM JAHHBIX U CTATHCTUYCCKOTO aHAIH3A.

MaTepI/IaJIBI U PE3YJbTATbl AUCCCPTALIUU ObLIH NpEaACTaBJICHbBI Ha CCEMHUHApax U
koH(epenuusax: Ha XXIV cbe3ne dusmonorunueckoro odbmecrtsa um. WN.I1.I1asnosa (2023),

Ha XXV, XXVI, XXVII Hay4HbIX mMKOIaX- KOHPEPEHIUIX MOJOIBIX YUCHBIX 1O (PU3UOIOTHH



BBICIIICH HEpBHOU AesaTenbHOCTH U Helpodusnonorun (MBH u H® PAH, . Mocksa, 2021,
2022, 2023), na VII MexxayHapogHOM MeXAUCUUIUIMHAPHOM KoHrpecce «Heiponayka s
MemuiuHabl U ncuxonoruu» (r. Cymak, 2021), Ha BcTpedye MexayHapomHoro OOiecTa
m3ydeHus aytuszMma (Insar 2021), ma Bctpeue OOmiecTBa 6uonornyeckoit ncuxuarpuu (SOBP
2022), na mupoBoMm Konrpecce mo ncuxuarpuu (2022), Ha mexayHapogaom Korrpecce 1o
KIMHUYEeCKON Heipodusuonorun (2022), Ha MexayHaponHoW koH(epeHuun ‘Peusb,
rpamMoTHOCT, W jucnekcus”’ (2022), XXIV cwesny ¢usuonoros (2023), a Takxke
HEOJHOKPAaTHO 00CYKJalIMCh Ha CEMHUHapax J1abopaTopuu BbICIIEH HEPBHOM NEATEIbHOCTU

yenoBeka IBH/] u H® PAH.
Hyoankanun

I[To Teme nuccepramuu omyoaukoBaHo 10 mewyaTHBIX paboOT, W3 HUX 4 CTaTbu B
KypHanax, pexkomeHaoBaHHBIX BAK P® u wuHIEeKkcHpyeMbIX MEXIyHapOIHBIMHU OazaMu

JaHHBIX HayyHOro uutuposanus Scopus u Web of Science Core Collection.
O0beM n CTPYKTYpa JuCCepPTALHHA

Huccepramus usnoxkeHa Ha 104 cTpaHMIaXx MaIIMHOMUCHOTO TEKCTa, COCTOUT W3
BBCACHUA, UYUCTBHIPCX TIJIaB, 3aKIIOYCHHUSA, BLIBOAOB, CIIMCKaA COKpaIJ_[eHI/Iﬁ n  YCIOBHBIX
0003HaUEHUH, CIHCKa JHUTEparypbl, BKIO4aromero 181 HanMeHOBaHHE, a TaKKe CITHCKA
myOIMKanuii Mo Teme auccepramnuu. Pabora mumoctpuposana 2 tabnuamu u 14 pucyHkamu,

UMeeT 4 IPHUIIOKECHHUS.
baarogapHocTh

51 BeIpaXkaro IyOOKYIO IIPU3HATEILHOCTh HAYyYHOMY PYKOBOJUTEIIO, K.11.H. ChICOEBOM
Onbre BiagumupoBHE 3a TOAJEPKKY, IIOMOIIb B OpPraHM3allMM  HMCCIIEAOBaHUSA,
pEeKOMEHIalluy, KOMMEHTApUH U KpUTHYECKue 3ameuanusi; PeOpelikunoit Anne bopucosne,
MurtiopeBoii  [lune JmutpueBHe u CwmupHoBy Kupumty CepreeBuuy 3a mHOMOIIb B
MIPOBEICHUH SKCTIEPUMEHTOB, a TaKKe€ BCEMY KOJUIEKTHBY Jabopatopuu Bricmielr HepBHoii

Z[CHTGJ'IBHOCTI/I YCJIOBCKA 3a MMOAACPIKKY U LICHHBIC O6Cy>K)ICHI/I$I Moel pa6OTBI.
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IJTABA 1. OB30P JIUTEPATYPbBI

PaccrpoiictBo aytuctuueckoro crnekrpa (PAC), — mmpokuii nuana3oH COCTOSIHHIA,
KOTOPBIE XapPaKTEPU3YIOTCS HAPYHICHHUEM COIMAJIBHOTO B3aWMOJACHCTBUS, MOBTOPSIOMIUMCS
MOBEJICHUEM (CTEPEOTHNHSAMHU), 3aJCP)KKOM peur W TPYAHOCTAMH B HEBepOaIbHOM
koMMmyHuKauu. CornacHo nanHbeiM LleHTpa mo koHTpoiro 3aboneBaeMocTH aytusm B 2020

rozy Bcrpevaics y 1 us 36 nereit, 1 pacipocTpaHeHHOCTh ero ysenuuusaercs (CDC, 2023).

CumMnToMbl ayTH3Ma ONMCHIBAJIUCH 33J0JIT0 JO TOrO, KaK OSTOT TEPMHH CTaj
YHOTPeONAThCI B COBPEMEHHOM 3HadeHWd. OHAKO JHIIb B cepeanHe XX CTOJETHs
UCCIIEI0BATEIM ONUCAIM ayTU3M Kak OoTAenbHyro Hozonoruwoo. B 1925 ropy IE. Cyxapesa
omycaja  COCTOSHHS, KOTOpble Temepb HMACHTUQHUUIUPYIOTCS KaK  PacCTPOHCTBO
ayTHCTUYECKOTO CIIEKTpa, a noyke Jleo Kannep npencraBuil TepMUH paHHUHN ETCKUM ayTH3M
(Cyxapesa, 1925, Kanner, 1943) u onucas KJIaCCHYECKYIO TPUaay CUMITOMOB — Ae(UIUT
COIIMAIEHOTO B3aMMOJICHCTBHS, OTPAaHUYCHHOCTh WHTEPECOB U CTEPEOTUITHOE MOBEICHHE —

KOTOpas UCIIOJIB3YETCA NJIA JUAarHOCTUKHU A0 CUX ITI0P.

Cornacno kmaccudukanuu Jlebenunckoro (Jlebemmuckuii B. B., 1985), aytusm
SIBIISICTCSI MCKQXCHHBIM Pa3BUTHEM, a HE 3aJepXKKOM pa3BuTusi. JICOCTUHCKUI TPUBOIUT

CJIEIYIOLIYIO UEPAPXUI0 CUMIITOMOB ayTHU3Ma:

1. mepBUYHBIE CHUMITOMBI, CBSI3aHHBIE C TOpaXXEHHEM cyOcTpaTa: MaToJorus B
CEHCOPHOM cdepe, HapuMep, THIEePUyBCTBUTENFHOCTD, ah(heKTUBHBIC HAPYIICHUS U

HapyIIEeHUs MOTOPHOH cepsl.

2. BTOPUYHBIC CHUMIITOMBI, KOTOPLIC BO3HHMKAIOT K3-3a ICPBUYHLIX, BKIIOYAIOT B cebs
Jc3ajalTaliiiio U CBA3aHHBIC C HEeH 3alllMTHBIC MCXAaHU3MBbI, HAIIpUMEP, CTPEMIICHUC

CHHU3UTH COLIMAJIbHBIC KOHTAKTbI

3. TPCTUYHBIC CHMIITOMBI, ABJIAIOIIUCCSA peaKuHeﬁ JIMYHOCTH Ha ,Z[e(i)eKT, MOIr'yT

MMPOABJIAITECA B TPECBOXKHOCTH, Pa3gpaKUTCIbHOCTU, ICTIPCCCUA U T.A.

B knaccudukanum cumntomMoB JleGeMHCKOTO Ba)KHO, YTO OH BBIIEIMI CEHCOPHBIE
HapylLIeHHUs KaK OJHO U3 BO3MOXKHBIX MepBUUYHBIX HapymeHuil npu PAC. U neiictBuTensHo,
arunugHas o0paboTKa CEHCOpHOW WH(OPMAIUHM SBISETCS BaXKHOW XapaKTEPHCTUKON
KIIMHUYeCKOM KapTuHbl aytu3ma (Marco u ap., 2011; Robertson & Baron-Cohen, 2017).

Z[eﬁCTBYIOHlHC MCKAYHAPOAHBIC KJ'IaCCI/Iq)I/IKaTOpBI TaKXKEC BBIACIAIOT HU3MCHCHUA
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https://www.zotero.org/google-docs/?ghwkL9
https://www.zotero.org/google-docs/?Qy6nHq
https://www.zotero.org/google-docs/?2kIAJ1

YYBCTBUTEIBHOCTH KaK BaKHBIM JUArHOCTHYECKUU dneMeHT (American Psychiatric
Association, 2013). DTu HapymeHHss MOTYT OKa3bIBaTh KacKaaHbIM 3¢ddekT Ha BocmpusTHe
peun (Kujala u ap., 2013, Samson u ap., 2006; Scott & Johnsrude, 2003). B 3Toii cBsizu
Ka)KeTCsl BAYKHBIM U3yUEHHUE CBSI3U CEHCOPHBIX HapylleHui u peun y nereit ¢ PAC u npyrumu

HapYIICHUSIMH Pa3BUTHS.
1.1. Hapymenue ciayxoBoi 00padoTku unpopmanun npu PAC

PeueBbie Hapymenus yacto HaOmomarorcs y aeteit ¢ PAC, mpuyem 3aTpoHYTHI Kak
JKCIpeccuBHas peub (roBopeHue), Tak u penentuBHas (moHumanue) (Kjelgaard &
Tager-Flusberg, 2001; Tager-Flusberg u np., 2011). IIpu 3TOM uccienoBaHus MOKa3bIBAIOT
OOJIBIIIYI0 TETEPOrCHHOCTh HApPYIICHUH PEUEBOTO Pa3BUTHS: HEKOTOPBIC JIETH UMEIOT JIHIIb
HEeOOJIbIIOE OTCTABAHUE B PEYEBOM PA3BUTHH, B TO BPEMsI KaK y APYTUX peueBble HABBIKH TaK
u He pa3BuBatorca (Tager-Flusberg, 2016; Tager-Flusberg u nap., 2011). Bmpouewm,
TeTepOreHHOCTh XapakTepHa [uisi MHorux cumntomoB PAC, uto Oyager moapoOHO
oOcyxaarecss Huxke. HapyleHwe BOCHPUSTHS OOpalleHHOW peud HaOMIoNalTcs yxke Yy
MJIJICHIIEB, Y KOTOPBIX MO3ke quarHocTupyroT PAC. TUNMYHO pa3BUBAIOIIMECS IE€TH B ITOM
BO3pacTe TMPEANOUUTAIOT OOpalleHHYyIl0 K HHUM pedb II0 CpPaBHEHHIO C HEPEeYeBBIMU
ctumynamu (Kuhl, 2004), omnako mnaaenisl ¢ PAC He mOKa3bIBalOT TaKOro MPEaNOYTCHHUS
(Filipe u mp., 2018; Klin, 1991; Paul u ap., 2007). OTCyTCTBHE MPEANOYTECHHUS PEUEBBIX

CTUMYJIOB COXpaHsieTcsi U B 6osee crapmieM Bo3pacte (Kuhl u ap., 2005).

[Tomumo »3TOTO, HWCcienoBaHMs ToOKasbiBaloT, uto y nereid ¢ PAC naOmromaercs
CIIOKHOCTh aHajli3a Peyd B IIyMe, YTO XapaKTepHO i ectecTBeHHOU cpenbl (O'Connor u
ap., 2012). MarepecHo, 4To neUIUT pa3nudeHHs peur B IIyMe HaOMI0qaeTcs Mpu ayTU3MeE B
TOM CJIy4ae, €CJIM IIyM COJIeprKaj May3bl, HO He eciM Juinics noctostHHo (Peters u ap., 1998;
Alcantara u np., 2004). ABTOpBI HUCCIIEIOBAaHUN BBIIBUHYJIHM THUIIOTE3Y, YTO B TAKOM CITydae
netu ¢ PAC B omim4ue OT KOHTPOJIBHOM TPYMIbl HE MOTYT “TIOJB30BaThCsl BOBMOKHOCTHIO”
CIBIIIATh pPeYb BO BpeMs May3 M3-3a CIOKHOCTH WHTErpanuu WHGOpMAIMH BO BPEMEHU
(Alcantara u gp., 1996, 2004, Dunlop u np., 2016). [pyras rumoresa, 0oOBsICHAIONIAS
MEXaHU3M HapylleHusi peudeBoro pasButus y naeret ¢ PAC, mpenmonaraer, 4ro 3TO
MIPOMCXOAUT W3-3a HapyIlIeHUs o0paboTku MHGOPMAIMK Ha “HU3KOYPOBHEBBIX CEHCOPHBIX
ypoBHsX. MccrnenoBanusi MoOKasbIBalOT, 4To y OonbiuuHCcTBA neteit ¢ PAC nabmiomatorces

HU3MCHCHHA YYBCTBUTCIIbBHOCTH, B TOM 4YHUCIIC B CJIyXOBOI71 MOJAaJIBbHOCTH, KaK B BHIAC
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https://www.zotero.org/google-docs/?833yJJ
https://www.zotero.org/google-docs/?833yJJ
https://www.zotero.org/google-docs/?81YEc3
https://www.zotero.org/google-docs/?HmLoYk
https://www.zotero.org/google-docs/?HmLoYk
https://www.zotero.org/google-docs/?urLLZh
https://www.zotero.org/google-docs/?9lF2n8
https://www.zotero.org/google-docs/?pZ6WTK
https://www.zotero.org/google-docs/?LYTbkn

THICPIYBCTBUTCIIBHOCTH, TaAK U I'MIIOYYBCTBUTCIIBHOCTU, U OTU 0COOEHHOCTH MOI'yT BJIMATDH

Ha pa3BUTHE peueBbIX HaBBIKOB (Baranek u ap., 2006; Lefebvre u ap., 2023).

OcobeHHOCTh 00pabOTKM 3BYKOBBIX CTUMYINOB Y Jtonieil ¢ PAC akTUBHO M3ydaeTcs.
Bocnpusitue ymcroro ToHa, Hamboyiee MPOCTOrO 3BYKOBOTO CTHMYJa, Y HCIBITYEMBIX C
ayTU3MOM OCTA€TCsl COXpPaHHBIM, a Psii UCCIIEOBAHUN MOKa3bIBaeT, 4To aetu ¢ PAC myumne
pas3IUyaloT M YASPKUBAIOT B MaMATH 3BYyKH pa3Hoi yactoTel (Bonnel u np., 2010; Germain u
ap., 2019; Heaton, 2003; Stanutz u np., 2014). Ilpu sTom 3nekrposnuedanorpapuueckue
nannble (O317) mMoKa3bIBAIOT, YTO Y JAeTell ¢ HanboJee CUIIbHBIMU POSIBICHUSIMU ayTH3Ma BCE

e MOXKET ObITh HapyIlIeH YpoBeHb paznuueHust ToHoB (Tecchio u ap., 2003).

bonee cnoxHble CTUMYJbI, Y€M HPOCTOM TOH (HANpUMEp, pedyb WM MY3bIKA)
COZIEpP’KaT HECKOJBbKO YAaCTOTHBIX KOMIIOHEHTOB, CMEHSIOIIMX IPYyr Apyra ¢ ONpelesIeHHON
nepuoguuHocThio (Rosen, 1992). B ocHoBe 00pabOTKH TakuX 3BYKOB JIEKAaT MMUHHUMYM JIBa
HEHPOPHU3MONIOTHIECKIUX MEXaHU3Ma: BpEMEHHAs U CIIeKTpajibHas 00paboTka MHPOPMAIIUH.
Bpemennas o00paboTka MH(OpMaluu TMO3BOJISET aHAJIU3UPOBAaTh TOHKUE W3MEHEHHS B
ctumyne ¢ dacroroi go 30-50 I'm (Eggermont, 2015). Ilpu BocmpuaTuu pedu 3TO
MHGpOpMaLUs NO3BOJISIET JETEKTUPOBATh MEPEX0]] OT OJHOIO 3BYKOBOI'O MAaTTEpHA K JAPYromy
BHYTpH 0OoJiee CIIOKHOTO CTHMYJa, B YaCTHOCTU MH(OPMAIIMIO O Havaje 03BOHYEHHUs (voice
onset), 4yTo TO3BOJsET MUGEPCHIIMPOBATh Pa3HBIE COMTAacHBIE (Hampumep, “a” u “T”’), B
nepexoie OT OJHOro ciiora K Jpyromy, u T.J. CHekTpalibHble H3MEHEHHs MO3BOJISIIOT
BOCIPUHMMATh TOH (pitch) B 3ByKe, 4TO COOTBETCTBYET IMPOCOAMUYECKUM XapaKTEPHUCTUKAM
peun. OOGa Tuma o0pabOTKM KpaiHEe BaKHbI JJIS YCIEIIHOTO BOCHPUATHUS CIYXOBOH

uHpOpMaLuH, B TOM uuciie pedd (Samson u ap., 2006; Scott & Johnsrude, 2003).

HccnenoBanus mokas3ald, YTO JBa pPa3HBIX MEXaHM3Ma Y4YacTBYIOT B 00pabOTKe
3BYKOB Pa3HBIX YAaCTOTHBIX JUAMa30HOB. Tak, Ha HIXKHUX YacTOTax MpeolsiajaeT BpeMEHHOU
MEXaHW3M, a Ha BBICOKUX — cIeKkTpanbHbiii (Brugge u ap., 2009). BpeMeHHON MexaHU3M
MO3BOJISIET BOCHPUHHUMATH OTAEIBHO KOMIIOHEHTBI CJIOXHBIX CTHMYJIOB, B TO BpEeMS Kak
CHEKTPAJIbHBIA “UHTErpupyeT” UX B OIUH NPOTSHKEHHBIH CUTHAJ, O00JaNaIONIMKA TOHOM.
[Mecuxousnyeckue ucCieaOBaHMs MOKa3aid, 4yTo Ha 4yactore 8-10 I'l n3MeHeHus cTuMysa
BOCIIPUHUMAIOTCS ~KaK OTIEJbHbIE sBIEHUS (Hampumep, OTAEIbHbIE IIETYKH B
MOCJIEJIOBATENIBHOCTH LIETYKOB), B quana3zone mexay 10 u 40 I'q kak “Tpeneranue” (To ecTh
COYETAET XapaKTEPUCTUKU OTIEIbHBIX CTUMYJIOB U MPOTSKEHHBIX), a HaunHad ¢ 40 'y Takas

CTUMYJAIHMA MOKET HadaTb BOCIIPUHHUMATLBCA KakK IIJI?IHII/If/'ICﬁ CTUMYII, I/IMCIOHII/Iﬁ IIpru 3TOM
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https://www.zotero.org/google-docs/?Q5qntg
https://www.zotero.org/google-docs/?HjmqZ0
https://www.zotero.org/google-docs/?HjmqZ0
https://www.zotero.org/google-docs/?YeJ1yn
https://www.zotero.org/google-docs/?BRpxbp
https://www.zotero.org/google-docs/?81YEc3
https://www.zotero.org/google-docs/?cqFoby

toH (Besser, 1967; Krumbholz u np., 2000; Miller & Taylor, 1948; Pressnitzer u ap., 2001).
[lepexom K BOCHPHITHIO PUTMHUYECKOTO CTUMYJa Kak JJISAIIETOCS 3ByKa C TOHOM, MTO3BOJISET
CIIyXOBOW CHCTeME OBITh 0ojiee YyBCTBUTEIBHOWM K HW3MEHEHUSIM B I[EJIOCTHO

BOCIIPpUHUMAEMOM CTUMYIJIC, YTO BHUAHO B BBIIIOJHCHHUHU 3aJdaHUA Ha Pa3JIMYCHHUC YAaCTOThI

memukoB (Cullen & Long, 1986; Krumbholz u ap., 2000; Ritsma, 1962).

[TIpu PAC nabiromaercst HapylieHHe BPEeMEHHOW 00pabOTKHU CIyXOBOW MH(OpMaIuy.
Tak, O6buI0 MoOKa3aHO, uTO UcHbITyeMble ¢ PAC MMEIOT TPpyAHOCTH C aHAJIM30M BPEMEHHOU
CTPYKTYphl 3BYKOBOTO CTHMYJda M HWHTErpaunuedl OTIeNbHBIX (pParMeHToB CIIyXOBOH
unpopmanuu (Groen u np., 2009). Kpome Toro, y aereit ¢ PAC 65110 HapyIIeHO pa3indyeHue
may3 B IOyMe, YTO TaKkKe SBISIETCS OIHMM H3 CIIOCOOOB TECTUPOBAHUS HapYIICHUS
BpeMeHHOW 00paboTku ciayxoBoi nHpopmauuu (Bhatara u ap., 2013), a Taxxke pasnnyeHue
¢opmant (Kuhl u gp., 2005). DTu pesynbTaThl YKa3bIBalOT Ha HapylleHHE BPEMEHHOMN

00pabOTKH CITyXOBOW MH(POPMAITUH, YTO MOXKET 3aTPYAHATH U Pa3BUTHE PEUH.

1.2 Mo3roBbie MexaHHU3Mbl BpEMEHHOM M CIIEKTPAJIbHONH 00pad0TKH CIyXOBOii

uHopmanuu

N3yyenne MO3roBbIX MEXaHM3MOB BPEMEHHOMN U CIEKTPaIbHON 00pabOTKU CITyXOBOM
uH(pOpMallUd BO3MOXHO C TOMOIIBIO TPEIbSIBICHUS PUTMUYECKUX CTUMYIOB. Takas
CTUMYJISILMSA BBI3BIBAET JIBA THIIA MO3TOBBIX OTBETOB, KOTOPHIE MOKHO 3apErHMCTPUPOBATH C
MOMOIMIbI0 HEWHBA3WBHBIX METOJOB: CIyXxoBou cramuoHapusiii orBer (CCO, auditory
steady-state response), KOTOPBIH IOBTOPSICT YacCTOTY CTHUMYIISAILUHU, SIBISISICH CHUTHAIIOM,
MPUBS3aHHBIM K (a3e CTUMyJa, COOTBETCTBYET BPEMEHHOW 0O0paboOTKe CTUMyna, |
ycroituuByto BonHy (VYB, sustained wave), CBA3aHHYIO C BOCIPHUSITHEM S3TOTO 3ByKa Kak
NPOTSKEHHOT0 M obmajaromiero  ToHoM. Hmke OyayT mnoapoOHee paccMOTpEHbI

3aKOHOMEPHOCTH UX (PYHKIIHOHUPOBAHUS U PA3BUTHSL.
1.2.1. CiyxoBoii cTallMOHAPHBIN OTBET

[Ipu perucTpanuu CIyXOBOTO CTAIlHOHAPHOTO OTBETA HCIBITYEMBIM MPEAbSBIISIOT
MICITYKN WK TOH, MOTYJTMPOBAHHBIN Ha OMPEACIICHHONW YacToTe, B pe3yibrare 4yero Ha D91 u
MDOI" MoxHO 3ahUKCHPOBATh OTBET, COOTBETCTBYIOIMUMA YacToTe ctumyssinuu (Galambos u
ap., 1981). C momoipio Takoro mnokasartens Kak ¢azoBas KOTepeHTHOCTH (inter-trial phase

coherence) MOXXHO KOJTMYE€CTBEHHO OILEHUTh, HACKOJIBKO CHHXPOHH3HPOBAH OTBET Ha JJAHHOMN
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YaCcTOTC B pPaA3HBIX MNPCABABICHUAX, WU HACKOJBKO OH IIPHUBA3AH IIO (1)3.36 K U3MCHCHUSIM B

crumyssiinu (Tallon-Baudry u ap., 1996; van Diepen & Mazaheri, 2018).

Haunbonee BwipakeHHbiii CCO HaOmromaercss mpu cTUMYJSMM ¢ vyactotod 40 I'np
(Picton m gp., 2003). I'enmepamuio puTMa Ha 53TOW YACTOTE CBSA3BIBAIOT C pabOTOM
napBajgbOyMUHOBBIX WHTEPHEHPOHOB, TaK KaK MPHU OJIOKHPOBKE ITUX HEHPOHOB MPOUCXOAUT
cnenupuueckoe Hapymenue CCO na uvacrore 40 I'm (Cardin u np., 2009; Metzner u ap.,
2019; Sivarao u np., 2013). Hapymenue napBanbOyMHHOBBIX HUHTEPHEHPOHOB JICKHUT B
OCHOBE OJJHOM u3 rumnore3 stuonoruu aytusma (Filice u np., 2020), HO TaKke UX HapyIICHUE
(buKcHpyeTCs U IPU IPYTUX IICUXUATPUIECKIX PACCTPOMCTBAX, HAPUMED, TPH MH30()PEHUN
(Kaar u ap., 2019), npu nenpeccun (Perlman wu nap., 2021). B cBsi3u ¢ 3TUM CITyXOBOM
CTallMOHAPHBI OTBET AKTUBHO HCCIEAyeTcs B OOJIACTH KIMHUYECKOM HEHpOHaykKu U B
HEKOTOPBIX MCCIIEIOBAHMIX OKA3hIBAETCS HApYIICH mpu mu3zodpenun (Spencer u ap., 2008;
Thuné u np., 2016) u GunonsprHom paccrpoiictse (O’Donnell u np., 2004; Rass u ap., 2010).
MO>XHO IPEANONIOKHUTh, YTO €0 HAPYIIEHUE SBISIETCS HE MAPKEPOM KaKOTO-TO KOHKPETHOTO
3a00J1eBaHusl, @ HapyLIEHUS CUCTEMbI NMapBaJbOyMHUHOBBIX WHTEPHEHPOHOB, XapaKTEpHOIO

JIIsL OOJIBIIIOrO KOJIUYECTBA CUMIITOMOB.

JlanHbple 00 M3MeHeHHH 3Toro orBera B rpymne aereit ¢ PAC mpotuBopeunBbl. OnHu
WCCIICIOBAaHNS YKa3bIBAIOT HAa MOHMXEHHYIO MOIIHOCTH M (a30BYIO KOT€PEHTHOCTh OTBETA
(De Stefano u ap., 2019; Roberts u ap., 2021; Wilson u ap., 2007), nmpu 3TOM B HEKOTOPHIX
paboTax OTBET OKa3aJics HapyIIeH JUIIL B MpaBoM moiymapuu (Arutiunian u ap., 2023;
Seymour u ap., 2020). Kpome Toro, B uccienoBaHUsX, IJI€ aBTOPbI (POKyCHpOBANIUCH Ha
rpymne JaeTed muaimero Bo3pacta (5-14 jer, B mpoTHBOBEC Oojee MUPOKOMY pa3dopocy B
yHoMsAHYTBIX paHee crarbsix), CCO He otnuuanock y aeteit ¢ PAC 1 KOHTpOJIbHOU Tpymnmoit
(Edgar u np., 2016; Ono u np., 2020; Stroganova u nap., 2020). Ipyrum BO3MOXHBIM
00BSCHEHHEM PA3HOIIACHN B Pe3ysIbTaTaX MOXKET OBbITh pa3Hble MOJICKYISIPHO-T€HETHYECKUE

HapyLeHHs, HaOMIOAAIONINECs NP ayTU3Me, 0 YeM MoApoOHee OyeT UATH PeUb HIKE.

Bbbuto Takke MOKa3aHO, YTO B OCHOBE CIIyXOBOTO CTAalMOHAPHOTO OTBETA JIeXKaT
HECKOJIBKO KOMITOHEHTOB, Pa3IMYarOMUXCs MO (QYHKIHMSIM H CIOCOO0y TEeHEpalud OTBETa
(Gutschalk u ap., 1999; Herdman u ap., 2002). Tak, B 01HOM HCCJI€IOBAaHUHU TTOKA3aJIH, YTO B
resepauuu CCO yyacTBYIOT JiBa HCTOUYHHUKA: IEPBUYHBINA, BOSHUKAIOLINH B n3BMiIMHE [ e,
U BTOPUYHBIN, pacnojokeHHbIH narepanbHee neporo (Gutschalk u np., 1999). B nannoit

paboTe aKTUBHOCTb NEPBUYHOIO MCTOYHUKA CBA3AJIIM C CEHCOPHOM 00pabOTKOM, a pyHKUUU
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BTOPUYHOI'O MPEANOI0KUTEIBHO MOIIIM 3aKJII0YaThCsl B yAEP)KaHUM BHUMAHUS Ha CTUMYIIE
WIA MOHUTOPHHIE U3MEHEHHUsS 4acTOThl mpeabsiBieHus. B npyroit pabore (Ross & Fujioka,
2016) mnoxa3anu, YTO TMEPBUYHBIA KOMIIOHEHT, KOTOPBI OHM HAa3bIBAJIU CEHCOPHBIM,
MOSIBIIIETCS MPU CTUMYJISILUU 1IeTYKaMy B mryMe. OH BO3HHMKAET ¢ HA4aJIoM CTUMYJISILIUU, HO
yxe K 200 mc cHmxkaercs. bonee mNO3AHMII KOMIOHEHT, KOTOPBIM YYE€HBIE HAa3bIBAJIU
ces3piBatonM (binding), BUIeH AL MPH CTUMYISIUK Oe3 myMa 1 pa3BuBaetcs nocie 200
MC OT Hayaja CTUMYJSLUHU, NOJJAEpKHBas CBOK AKTUBHOCTh HA IPOTSKEHUM 3BYy4YaHUs
ctumyna. B 3Toil paboTe aBTOpHI Takke MOKa3ajih, YTO UMEHHO CBA3BIBAIOIINN KOMIIOHEHT

ACCOIIMUPOBAH C BOCIIPUATHEM PEYH Y B3POCIBIX.
1.2.2. YcroiiunBasi BOJIHA

PutMuueckas CTUMYJISALMS MHTEPECHA TAKXKE TEM, YTO BBI3BIBAET JPYIOil BUJ OTBETa
— YCTOHYMBYIO BOJIHY, KOTOPYIO CBSI3bIBAIOT ¢ 00pabOTKOI BOCIIPUATHS BBICOTHI TOHA (pitch
processing). JlaHHBIN OTBET MOSIBISETCS ¢ HAYAJIOM 3BYKa U MPEJICTaBIIsAET COO0I HeraTUBHBIN
CHIBUT aMILUTUTYIbI, KOTOPBII coxpaHseTcs Bo BpeMs 3Bydanus ctumyna (Keceli u ap., 2012;
Stroganova u ap., 2020). YB MoxeT ObITh BbI3BaHa pa3IM4HBIMU HETIPEPHIBHBIMU CIOKHBIMU
3ByKaMM, TAaKUMHU KaK IOCJI€Z0BATEIbHOCTH IIEIYKOB, aMILTUTYJHO-MOAYIMPOBAHHBIE TOHbI
wnn peueBble macHsle (Gutschalk u np., 2002). AMmiauTyaa JaHHOTO OTBETa CTaHOBMTCS
OoJiee BBIpAXKEHHOW HA MPEIbIBICHUE PETYIISIPHO H3MEHSIOLIETOCS CTUMYJIA 110 CPAaBHEHHUIO C
HEpeTyJSIPpHBIM U YBEJIMYMBAeTCs C Bo3pacTaHueM dacTtoTel uameHeHuil (Gutschalk u ap.,
2002, 2004; Keceli u ap., 2012). YcroitunBas BoJHA TaKXKe yKa3bIBacT HA HAYAJIO CMEIICHUS
BPEMEHHON CTPYKTYpbl B HENPEPBIBHBIX CTHUMYJAX, HaIpUMEp, KOINAa €CTb HECKOJIBKO
Pa3HOYACTOTHBIX CMEHSIOMIMX JAPYT JApyra peryiasipHbix narrepHoB (Krumbholz u np., 2003;
Liitkenhoner u np., 2011). UaTepecHo, uTto 061acTh MO3ra, KOTOpasi CYUTAETCS UCTOYHUKOM
YCTOMUMBOW  BOJNHBI, CBsS3aHa C JIETEKUUEH TIpaHULl CIyXOBBIX OOBEKTOB B

bMPT-uccnenosanuu (Dheerendra u np., 2021).

HccnenoBanusi moka3anad, 4YTO yCTOMYMBas BOJIHA BBIpAXKEHA W Yy JeTed, U Yy
B3pPOCJIbIX, IIPUYCM OHa .III/I60 HE MH3MCHICTCA, JII/I60 YMCHbIIACTCA C BO3pPACTOM, 4YTO
YKa3bIBaeT Ha €€ 3HaYMMOCTh B paHHEeM Bo3pacte (Arutiunian u np., 2022; Stroganova u Jp.,
2020). YcroitumBasi BOJIHa MEHEE MCCIIEIOBAaHA B TPYIINE JACTEH C pacCTPOMCTBAMHU Pa3BUTHSI,
4YeM CIIyXOBOM CTallMOHapHbI OTBeT. JIumib JBa HcclIenoBaHUS HA JaHHBIA MOMEHT

paccmarpuBaiu ee u3MeHenue y nereil ¢ PAC u nokasanu, 4To pu CTUMYJISILIUM C YaCTOTON
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40 ' aMImIuTYya Y HUX CHIKEHA M0 CPABHEHMIO ¢ KOHTPOJIBHOM IPyNION, 1 0COOEHHO SIBHO

CHIDKEHHE B JIEBOM moyiapuu (Arutiunian u ap., 2023; Stroganova u ap., 2020).

1.3. I'ereporennocts PAC

Pa3Hormacust B pe3ynbTarax HCCIENOBAHHUS CIYXOBOTO CTAaIlMOHAPHOTO OTBETa
YKa3bIBAIOT HA BaXXHYIO NpoOJIEMYy B HCCIEIOBAaHHUSIX ayTH3Ma — TE€TePOre€HHOCTh 3TOTO
paccrpoiictBa. Kak yxe OBIJIO CKa3aHO BBINIE, TEPMUH “‘pacCTpOiCTBAa ayTHCTUYECKOTO
criekTpa” SIBISIETCS 0000IIAONIMM I MHOTHX KIIMHUYECKUX TPOSBICHUN M MPEAroiaraet
Oomnpioe  pasHooOpasue cuMnToMOB. COOCTBEHHO, TMOSBJIEHHWE CIIOBA ‘‘CIIEKTp”’ B
knaccupukanuu DSM-V Obulo TpU3BaHO MOTYEPKHYTh T€TEPOTCHHYIO M KOMIUIEKCHYIO
NpupoAy ayTuszMa. [eTeporeHHOCTh CHUMMOTOMOB MPEINONOKUTEIBLHO CBSI3aHA C Pa3HBIMU

IMpUYrMHaAMU IOABJICHUA ayTHU3MaA.

HecMoTpss Ha TO, 4TO pPONB Cpeibl, OCOOCHHO Ha paHHUX JTanmax pa3BHTHA, B
MOSIBICHUW ayTH3Ma Ba)kKHA, HWCCIICOBATEIM CXOMATCS Ha OOJbIIEeH POJU TEHETHYCCKUX
(GakTOpOB B BOBHUKHOBCHUHU ayTH3Ma. Tak, B OJNIM3HEIIOBBIX MCCIICIOBAaHUSIX HACICIYEMOCTh
PAC omnenuBaercs B 70-87% (Abrahams & Geschwind, 2008; Sandin u ap., 2017). [Tomumo
3TOTO, PUCK TIOBTOPHOTO BO3HUKHOBCHHS ayTH3Ma y JETed, YbM OpaThsi/CECTPhl HMEIOT
JAaHHOE COCTOsIHHE, cocTaBisieT 13-22%, uTto BhImie, yeM B obOmel nomymsmuu (Lauritsen u

ap., 2005; Ozonoft u ap., 2011).

MonexynsipHO-TeHETUYECKUE KCCIEA0BAaHUSl TO3BOJIMIN YCTAHOBUTH KOHKPETHBIE
TeHbl, CBsA3aHHbIE ¢ ayTu3MoM. B 06aze manubix SFARI ux HacumthiBaetcst Gonee 1300
(Banerjee-Basu & Packer, 2010). IIpu 3TOM BakHYIO POJIb B T€HETHKE ayTH3Ma HIPAIOT
pelnKkre MyTalllii, B OCHOBHOM B BHJI€ M3MEHEHHI KOJMUYECTBA KOMHU TeHa (copy number
variations, CNVs). Kaxnas u3 Takux MyTanuii uMeeT 00b1101 3G(HEeKT 1 mo3TOMy caMa 1o
cebe MOXKeT ObITh MPUUMHON mosiBIeHus ayTu3ma (Abrahams & Geschwind, 2008; Pinto u
ap., 2010; Sebat u ngp., 2007). Kpome Toro, 4acto OHM MOSBISAIOTCS de novo, a He
Hacnenytortcs ot ponuteneit (De Rubeis u ap., 2014; Gaugler u np., 2014; Geschwind, 2011).
Kaxnas w3 takux myrauuii MokeT OOBSCHUTH He Oombiie yem 1-2% ciiydaeB ayTu3ma
(Abrahams & Geschwind, 2008), uro, kak u OonbwOW pa3dpoc (PEHOTUITUUECKUX
NPOSIBIICHUH, yKa3bIBaeT Ha rereporeHHocTs PAC 1 mogHMMaeT BOIIPOC O TOM, MOXKEM JIH MBI,

B IICJIOM, BBIACIATH 3TO 3a00JIcBaHUE B OTACIBbHYIO HO30JIOTHIO. HpI/I OTOM C pPa3BHUTUEM
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obacTu HCCJICAOBATCIM OTKPBLIBAKOT BCC OoubIIIE T'CHOB, IIPUYUHHO CBA3AHHBIX C
MOABJIICHUCM ayTu3Ma, IIO3TOMY B 6yﬂymeM MNPpOLOCHT CJIy4acB ayTu3Ma, CBA3AHHBIX C

KOHKPETHBIM T€HOM, Oy/eT OobIIIe.

1.4. AHaIM3 CHHAPOMAJIBHBIX GOPM KaK BO3MOKHOCTDH NIPEO0JIeTh reTePOreHHOCTh

ayTusma

OpmauM U3 cmoco6oB mpeonosieHus: rereporeHHocTr PAC MOXKeT OBITh M3yUeHUE €ro
CUHJIPOMAJIbHBIX (QOpM, MPENCTaBISAIONIMX COOO0H TpyNIy CHHAPOMOB, CBSI3aHHBIX C
XPOMOCOMHBIMH HApyUICHUSMH WJIM MYyTallUIMH B OTIEIBHBIX T€HaX. OJTO TO3BOJIUT
BBICNTUTH SHAO(EHOTHN 3a00NeBaHUS — U3MEpsieMblii OOBEKTUBHO MapaMeTp, KOTOPBIH
MOXKECT CBsA3aTh I'CHCTHUYCCKUC HapyH_ICHI/IH u q)eHOTI/IHI/I‘-IGCKI/Ie HpOSIBJIeHI/IH 60J'I€3HI/I NI
kakoro-nmbo cocrosaus (Gottesman & Gould, 2003; Walters & Owen, 2007). DugodeHorurn
MOXKET TIPEICTaBIATh COO0OH IOOyI0 XapaKTepUCTHUKY, B TOM YHCIIC PETUCTPUYEMYIO
MOJICKYJSIPHBIMU,  3JCKTPO(MU3HONIOTHUECKUMH MU TCHUXO(DHM3UYECKUMH  METOIaMHU.
Oco0eHHO BaXKHBIM SABJISICTCS MPEIOIOKEHHUE, YTO BapUaIlK SHI0PEeHOTHIIa OyIyT 3aBUCETh
0T Bapuanuu HeOoubimoro xoiaudectBa reHoB (Gottesman & Gould, 2003), mo3Bomsis Tem

CaMbIM COCIMHUTH TCHETUYCCKUE U KIIMHUYCCKUEC IIPOABICHUSA Oonee OHO3HaA4YHO.

K cunapomanbHeiM (opMaM OTHOCSTCS, Hampumep, cUHApoM Perra, cuHIpoM
®denan-Mak/lepmua, CUHAPOM XpynKoi X XPOMOCOMBI, CHHAPOM AHreJbMaHa U ApPYTHE.
Kaxxaplii U3 3TUX CUHAPOMOB JOBOJIBHO PEIKUIA, HO COBOKYITHO OHU MOTYT OTpPa)KaTh OKOJIO
5% cmyuaeB PAC (Sztainberg & Zoghbi, 2016). YautsiBas T0, 4TO OCBEIOMIICHHOCTH 00 3TUX
3a00JIeBaHUSAX U CITOCOOBI MX JMArHOCTUKH YIY4IIAIOTCs, B OyIyIlIeM OHU MOTYT OOBSICHHUTH
eme Oonbine ciaydaeB PAC. MamomaTtMdeckuM ayTH3MOM HA3bIBAIOT ayTH3M, TOYHAsI
MOJICKYJISIPHAST ¥/WIIM TeHeTHYeCKas MPUYMHA TOSBICHHUSI CUMIITOMATUKA KOTOPOTO IMOKa HE
YCTaHOBJICHA U CKOPEE BCETO SIBIISCTCS TMOJMUTCHHOU. [ eHeTHYeCKre HApYIICHHUS, JICKAIIHNE B
OCHOBE CHHJIPOMAJIBHBIX (DOPM, BCTpEUYaroTCs M O0e3 pa3BUTHS BCEH CUMITOMATHKH CHHIpOMA
(BKJTFOYAOIIYFO YaCTO MOTOPHbBIE HAPYIICHHS, 33JICPKKY Pa3BUTHS, U Ap), B CIydasx, Korjaa
ects numb cuMntoMbl PAC (Moessner u np., 2007; Wen u ap., 2017). Takum oGpa3zom,
u3ydeHne cuHapoManbHbIX popm PAC MokeT mo3BOIUTH B OymyIieM pa30ouTh reTepOreHHYO
TPYNIy HMIAOMATHYCCKOTO ayTH3Ma Ha OTACIbHBIC TOATPYIIEI B 3aBUCUMOCTH OT

TCHCTUYCCKOI'O HAPYHICHH:A, JICKAIICIO B OCHOBC CHMIITOMA. BBII[CJ'IGHHBIC Ipru U3ydCHUU
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CUHAPOMIIAbHBIX (bOpM SHHO(beHOTI/IHbI MOI'YT yKa3aTb HaIIPpaBJICHUC I/ICCJ'IGI[OBaHI/Iﬁ n aJjs

HANUOIIATUYICCKOI0 ayTrUu3ma.

JIpyruM HpeuMyILIeCTBOM MCCIIEI0BAaHUS CHUHAPOMAIbHBIX ()OPM ayTH3Ma SBISETCA
BO3MO)KHOCTh CO37[aBaTh M H3ydaTh >KMBOTHBIE MOAENH HaHHBIX 3aboneBanuid (Li u np.,
2021). OTo MOXeT AaTh JOMOJIHUTENbHbIE CBEACHHUS O (YHKIMOHUPOBAHUU HEUPOHHBIX
Herei, a TaKke MO3BOJIUT ONPEACIUTh NPUYMHHO-CIECACTBCHHYIO CBSI3b JUIS PE3YyJIbTaToB,
MOJYYEHHBIX B KOPPEJSLIMOHHBIX UCCIEAOBAaHUIX C y4acTUEM NalueHToB. Mccienosas poib
3aTPOHYTHIX B JIAaHHBIX CHHIPOMAax HEHPO(PHU3UOIOTMYECKUX MyTEeH, MBI MOXXEM H3yUYHUTb,
HaAOMIOArOTCS JIM UX M3MEHEHUs B Tpynie uanonarinueckoro PAC, 9To MO3BONUT pa3/ennuTh

3Ty TeTEpPOreHHYIO TpyMIly Ha 0oJjiee OAHOPOAHbBIE TPYIIIIHI.

OmHrMuM W3 TakuX CHHAPOMOB SIBISETCS CHHApoM Perra u  cuHApOM
denana-Mak/lepmuna. OHM aKkTyanbHbl B KOHTEKCTE ITOCTABICHHOW NMPOOJIEMBI U3Y4YEHUS
BpEMEHHOW 00pabOTKM CcIyXOBOH MH(pOPMALMHU, TaK KaK MPU HUX HAOJIOIAaeTCsl H3MEHEHHE
paboter mapBansOymuHOBEIX [AMKepruuyeckux HeiiponoB (Chao u ap., 2010; Ito-Ishida u
ap., 2015b; Pagano u mp., 2023), xoTopble, Kak OBLJIO OINHMCAHO BBIIIE, BOBJICYCHBI B
TeHepalrio CIyXOBOTO CTallMOHAPHOTO OTBETa W TAK)KE HApPYIIEHBI B HEKOTOPBIX CIydYasx

Bo3HukHOBeHMs1 PAC. Pabora ke yCTOfI‘-IPIBOfI BOJIHBI B 3THUX I'pyHIiax g0 3TOT0 HC U3y4aJlacChb.

bbulo moka3aHO, YTO TeHbl, NPUBOASIIME K BO3HUKHOBEHHUIO cHHApoma Perta mn
cuaapoma @enan-Maxlepmun (MECP2 u SHANK3 COOTBETCTBEHHO) MOTYT OBITh
HapyLIEHbl U TPU UIMONATUYECKOM ayTU3Me Aake 0e3 HaJIM4us JPYruX MpOsBICHUNH CaMOro
cuaapoma (Moessner u ap., 2007; Wen u ap., 2017). M3ydenue HelpohU3HMOIOTHIECKUX
OCOOEHHOCTEH  CIyXOBOI'O  BOCHpHMATUS Npud  cuHApoMe Perra U cuHApoMe
®enan-Maxk/lepMu MOXET NMOMOYb MOHATH (PYHKIMOHAJIBHYIO pOJb JIAHHBIX T€HOB H

COOTBETCTBYIOIIUX UM MOJICKYJISIPHBIX ITyTEH.
1.4.1. Cunapom Perra (Hapymenue rena MECP2)

Cungpom Perra (CP) — HapylueHue pa3BUTHS, CBS3aHHOE C MyTalued B TI'€HE
MECP?2 na X-xpomocome (Moretti & Zoghbi, 2006). Ero pacnpocTpaHeHHOCTb COCTaBIISIET
1:10000 genmoBek U BCTpevyaeTCs B MOIABIISAIONIEM OOJIBIIMHCTBE CIIy4aeB y JeBouek (Sarajlija
u 1p., 2015). 3aboneBaHue xapakTepu3yeTcsi HOPMaJbHBIM pa3BuUTHEM a0 6-18 Mecsies,
MOCIie Yero HacTymaeT CTaausi perpecca, B XoJe KOTOPOH MOTYT OBITh yTEpsiHbI paHee

MpUOOpPETEHHBIE peYeBble U MOTOPHBIE HAaBbIKU. Kpome Toro, yacTo BCTpedaroTcsi HapyLIeHHUs
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JBIXaHWsI, MOTOPHKHA U KOOPAWHAIMH, TUIIOTOHHS, dMkiencus u mukpouedanus (Moretti &
Zoghbi, 2006; Neul u np., 2010). ITocne craguu perpecca HacTymaeT NCEBIOCTAMOHAPHAS
cTajus, B XOJ€ KOTOPOM WHOIA HaONIomaeTcs YIydlleHHe cUMIToMaTthkh. Kpome Toro,
cuaapom Perrta accommmpoBaH ¢ cumnToMamu aytu3ma B 60% ciydaeB (Richards u ap.,

2015).

BonbmmHcTBO Aetell ¢ cuHapoMoM PeTrra He roBOpST, MOATOMY OIEHUTH CTENEHb
HApYIICHUS CIIyXOBOTO BOCIPHUATHS W PEYEBOr0 MOHUMAHHUS Y HHX CIIOXKHO, OJHAKO
WCCIICIOBaHUS BBI3BaHHBIX ToTeHIManoB (BII) B OTBEeT Ha 3BYKOBYIO CTUMYISITUIO
MOKa3bIBAIOT M3MEHEHUs1 B 00paboTke ciayxoBoil mHpopmaruu (Sysoeva, Smirnov, u mp.,
2020). OgHO M3 TaKMX U3MEHEHHN — CHWIKEHHAs aMIUTUTYy1a KOMIToHeHTOB P2 u N2 B oTBeT
Ha MpeabsSBICHIE TOHOB U (DOHEM C COXpaHEHUEM MPHU ITOM 0oJiee paHHUX KOMIIOHEHTOB, P1
u N1 (Sysoeva, Molholm, u np., 2020a). Kpome TOro, Oputa moka3aHa yBEJIWYECHHAs
nareHTHOCTH P2 (Badr u np., 1987; Sysoeva, Molholm, u ap., 2020a), 4T0 MOXKET yKa3bIBaTh
Ha HapyIICHHE MPOIECCOB KOHCOMMIAIMK CITYyXOBOW maMmsaTH U oOydeHus (Tremblay u mp.,

2014).

HccnenoBannii CliyXxOBOTO CTAallMOHAPHOIO OTBETAa M yCTOMYMBOM BOJIHBI y JIETEH C
JaHHBIM CHUHAPOMOM HE MPOBOAMIOCH, XOTS AITH PE3yAbTaThl MOIIH OBl MPEIOCTaBUTH
[ICHHBIE CBEACHUS O XapaKTepe HapyIIeHUs CIYyXOBOTO BOCIPHSATHS IpU CUHIpome Perra.
3HaYMMOCTb MCCIIEZIOBAHUS TaHHOTO OTBETa NP cUHIpoMe Perra o0ycnoBiieHa Tem, 4To Ipu
3TOM 3a00JeBaHMM HapylleHa paboTa NapBalbOyMHUHOBBIX MHTEPHEHPOHOB, KOTOpHIE
yUYacTBYIOT B reHepauuu orBeta (Zhang W. u np., 2014, Ito-Ishida A. u ap., 2015). Bonee
TOTO, UMEHHO HapylleHue paboThl reHa Mecp2 B mapBaibOyMHUHOBBIX HHTEPHEWPOHAX, HO HE
B JIPYTMX THINAX HEWPOHOB, MPHUBOAAT Yy MBIIICH K HAPYMICHUSIM COIHAIBHOTO
B3aumonenicteus (Ito-Ishida A. u ap., 2015). Mbl MOXeM NPEANOIOKUTh, YTO OITH
MOJIEKYJSIPHO-TEHETHYECKUE HAPYIIECHUS MOTYT OBITh BUIHBI HA 3JEKTPO(DU3HOIOTHYECKOM
YpPOBHE B BHJIE HapyILIEHUS CIyXOBOIO CTAalMOHAPHOIO OTBETa B Jauana3oHe okoio 40 I'm.
N3yuenue paboOThl CHEKTPAJIbHOIO MeXaHu3Ma O0OpabOTKH PUTMHYECKOH CIyXOBOM

CTUMYJIALIUU y JIeTeil ¢ cuHApOoMOM PeTTa Takke He MPOBOAMIOCH.
1.4.2. Cunapom ®@enan-Mak/lepmun (napymenue rena SHANK3)

Cungpom ®enan-Max/lepmun (OMJ) xapakrepusyercss THIOTOHHUEH, 3a/1epiKKOM
WM OTCYTCTBHUEM 3KCIPECCUBHON peun, a Takke B 50-75% ciyyaeB manueHTbl MUMEIOT

koMopOuaHbid auarHo3 PAC (Sarasua u ap., 2014; Soorya u ap., 2013). Dto 3aboneBanue

20


https://www.zotero.org/google-docs/?jffWDW
https://www.zotero.org/google-docs/?jffWDW
https://www.zotero.org/google-docs/?wuu9bG
https://www.zotero.org/google-docs/?wuu9bG
https://www.zotero.org/google-docs/?zrqWlB
https://www.zotero.org/google-docs/?lEfuYe
https://www.zotero.org/google-docs/?fM4Y0U

BO3HHMKAET NpPU HNOBPEXKICHUHU (A€TIeLMU WIM TYMJIMKALMK) XPOMOCOMHOIO ydactka 22q13,
BKJItouatoniero red SHANK3. benok, KomupyeMblil 3TUM T€HOM SIBIISICTCS] KAPKACHBIM OEJIKOM
B TOCTCHHANTHYECKUX TIyTaMaTepPrUYeCKUX CHHANCaX M TOAICPKHUBAET LEIOCTHOCTh
MOJICKYJISIDHOH KOMIIO3HMIIMU B BO30Y)KIAIOIINX IIyTaMarepruueckux cunarncax (Jiang &
Ehlers, 2013; Sheng & Kim, 2000). Y MoaenbHBIX >KHBOTHBIX C TMOBPEKICHHBIM T'€HOM
Shank3  ObuUlO  NPOAEMOHCTPUPOBAHO HapylleHHMe B pabore mnapBaIbOYMHUHOBBIX

untepHeiiponos (Filice u ap., 2016).

B uccnenoBanusx ObUIO MOKa3aHO, YTO Y KPBIC ¢ HapylieHueM reHa Shank3 B oTBeT
Ha pEuYeBbIE CTUMYJbI OBUIM CHW)XEHBI OTBETHl B TEPBUYHBIX M BTOPHUYHBIX 0O0IACTIX
ciyxoBori kopel (Engineer u np., 2018). ¥V mamuentoB ¢ ®MJI Habmromanach CHMKEHHAS
amMIuinTyna komrnonenta P50 B oTBeT Ha mpeabsBIEHUS TOHOB U IIyMa, a TaKKe CHU)KCHUE
amMruutynel P2, a Takxke Oonee CHIbHOE MPUBBIKAHUE MPH MPEABSIBICHUU MOBTOPSIOIIUXCS
ctumynoB (Isenstein u np., 2018), 4To MOXKET yKa3bIBaTh HA CHIXKEHHYIO YyBCTBUTEIBLHOCTH K
MPOCTHIM 3BYKOBBIM cHUrHasiaM. OJHAaKO B HEJIaBHEM HCCIIEOBAaHUU, B KOTOPOM H3y4asHCh
BbI3BaHHbIE MOTEHLMANIBI B 0TBET Ha npenbsasieHue 1000-I'q Tona y nmamuentoB ¢ PAC u ¢
cuaapomom dDenan-Mak/lepmua, ObUIO MOKa3aHO, YTO aMIUTUTyAa KomnoHeHToB N1, P2 u
N2, a Take NpUBBIKAHUE K MOBTOPHBIM CTHMYJaM, B 00€UX Tpynmax HE OTIMYAeTCS OT
KOHTpoibHOW Tpynmbl (Isenstein u mp., 2022). DTo MOXKET yKa3blBaThb Ha COXPAaHHOCTH
MexaHn3Ma o0paboTku ToHa. M3ydeHue  yCTOWYMBOM  BONHBI TpPH  CHHAPOME

®enan-Mak/lepMu MOXKET IOMOIHUTD KapTUHY.

B cBs3u ¢ HapymieHuem paOoThl MapBajbOyMHUHOBBIX MHTEPHEHPOHOB NPH JTaHHOM
CHHIpOME O0COOCHHO MHTEPECHO Pa3BUTHE raMMa-pHTMa y MAIlMEeHTOB. BBIIO Moka3zaHo, 4yTo
npu ®MJ] HabronaeTcsi CHMXKEHUE €ro MOIIHOCTH 10 CPABHEHUIO C KOHTPOJIBLHOM rpynmoi B
YCJIOBUH CITOKOMHOTO OonmpcTBoBaHusA (Siper u ap., 2022), HO BBI3BaHHBIA TaMMa-pUTM TIPU

JaHHOM 3a00JIeBaHUU HE H3yydajics.

1.5. ITocTaHoBKA NMP0o0JIeMbI AUCCEPTANUOHHON PAOOTHI.

[Ipenpinymue wuccneaoBaHUS IOKa3ajld M3MEHEHHUs paboThl Kak BPEMEHHOIO
MeXaHHn3Ma OOpabOTKH CIIyXOBBIX CTHUMYJIOB (CIyXOBOTO CTAallMOHAPHOTO OTBETA), TaK H
CHEeKTpalbHOTO (yCcTOUMBOM BOHBI) y Aetei ¢ PAC. B nanHO# paboTe MbI COCPETOTOYMIHCH

Ha HUCCIICAOBAHUU 3THX H3MEHCHHI y IleTeﬁ C TCHCTUYCCKUMHU CHUHApPOMaMHU, IPHU KOTOPBIX
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BEJIMK PUCK IOSIBICHUS ayTH3Ma M HApyLICHUH pe4M, a UMEHHO IIpU cuHApoMe Perra u npu
cunapoMe @Penan-Max/lepmug. OTH  CHUHAPOMBI  BBbI3BaHbl HAPYLIEHUSIM TI€HOB U
MOJIEKYJISIPHBIX ITyTEH, U3MEHEHMsI KOTOPBIX Takke BcTpevatorcs npu PAC, u usyyas ux ecthb
BO3MOXKHOCTh ~ BBISIBUTH ~ OHJO(EHOTHN, CBA3aHHBIH C JaHHBIMH T€HETHYECKUMH
U3MEHEHUsAMHU. OHJI0(EeHOTUI, B CBOI OdYepelb, IOMOXKET CBS3aThb HapyLIEeHUs Ha
FCHETUYECKOM YpPOBHE C HApYyLICHUAMH B DPa3BUTHUM pEYd U CIYXOBOM BOCIIPHUSTHUH,

XapaKTEepHbIE U JaHHBIX PACCTPOUCTB.

Bribop MeToOB COOTBETCTBOBAJ HAllel Hay4yHOH 3agade: Mbl HMCCIIEIOBAJIH
AMEKTPOPHU3NOIIOTHUECKHUE OTBETHI TMPU PUTMUYECKON CIIYXOBOM CTUMYJSLUU C Pa3HOU
gactotoil (oT 16 mo 83 I'r). BeiGop Takoro nuamazoHa Mbl OOBSICHSEM TEM, YTO CIIYXOBOU
CTAallMOHAPHBIA OTBET, KOTOPBIA COOTBETCTBYET BPEMEHHOMY MEXAaHU3MY, M yCTOWYUBas
BOJIHA, KOTOpas CBsi3aHAa CO CIEKTPAJIbHBIM OTBETOM, HMMEIOT pPa3HyI0 YacCTOTHYIO
cnenuuuHocTh: Tak, CCO Hanbosee BbIpaKEH MPHU CTUMYJISILUH ¢ yacToToi okoino 40 I'n, B
TO BpeMs Kak YB yBennuyuBaeT aMIUIUTYyAy C MOBBIIIEHHUEM YacTOTHI, U, BEPOATHO, JOKHA
ObITh Oonee BrIpakeHa Ha yactoTe 83 I'1. Ecte mannsie, uro 40-I'm CCO MeHee BhIpakeH B
miaamem Bozpacte (Cho u ap., 2015), u MbI ipeanonaranm, 4YTo y AeTeil OTBET MOXKET OBITh
0oyiee aKTUBEH HAa HU3KHX YacTOTaxX, YeM W OOYCJIOBJICH HaIll BHIOOp JUarna3oHa 4acToT.
[Tomumo 5TOro, BBHIOpAaHHBIE YACTOTHI IMO3BOJIAIOT MPOCIEAMTH IEPEXOA OT YaCTOTHOTO
JMana3oHa, B KOTOPOM OOJBIIYIO PONb UTPAET BPEMEHHOW MEXaHM3M, K TOMY, Ie OoIblie
CTAHOBUTCS BOBJIEYEH CHEKTPAJIbHBI MeXaHu3M. Mbl MOXEM MPEeANOJI0KUTh, YTO MpHU
ayTU3Me W/WIM TPH CHHIPOMAIBHBIX (hOpMax ITOT MEPEeXOJ MOXKET OBITh HapYIICH.
Konkpernsie 3nauenust yactotsl (16, 27, 40 u 83 ') MbI BbIOMpanu Tak, 4TOOBI OHH HE

BbI3bIBAJIM I'APMOHHUKY, COBITAJJIAOIIYIO 110 4aCTOTC C OAHHUM U3 CTUMYIJIOB.

Kpome wu3yueHuss 3aKOHOMEPHOCTHM pabOTbl BPEMEHHOIO M CHEKTPaJbHOIO
MEXaHU3MOB IIPU T€HETUYECKUX CUHIPOMAaX, BaXKHO TaKXkKe ITOHATh, KAK MMEHHO BOBJICUECHBI B
CIIyXOBO€ BOCHpHUATUE [aHHbIE MEXaHW3Mbl. [[1s1 3TOro Mbl NpPOBENM MOBEIECHUYECKOE
UCCJIEIOBAHNUE CIIOCOOHOCTH Pa3IMyaTh YacTOTY ILETYKOB y J€Tel KOHTPOJIBHOM TPYIIbI U

OIIEHUJIN, KaKyI0 poJib B 3TOM mpotiecchl urparotr CCO u YB.

Taxum 00pa3oM, HalM Pe3yJIbTaThl MOTYT HE TOJBKO MPOJIUTH CBET HA OCOOCHHOCTHU
CIIyXOBOTO BOCTIPUSITUSl TMPU HIWOMATUYECKOM M CHHIPOMAIILHOM ayTHU3Me, HO TaKxke
MPOCJIEIUTh CBSI3b KOHKPETHBIX T€HETUYECKUX HAPYLIEHUH M M3MEHEHUU B BOCIPUATUU

CJIOKHBIX PUTMHYCCKUX CUTHAJIOB.
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IJTIABA 2. MATEPHUAJIBI U METO/IbI UCCJIEJJOBAHUA

2.1. YYacTHHKH HCCJIEI0BAHUSA

B uccnenoBanum npussiim  yyactue 37 qmereid ¢ HapylIeHHMEM —TeHa
MECP2/cuanpomom Perra (37 nmeBouek) u 11 mamueHTOB C HapylieHHMEM TeHa
SHANK 3/cunapomom ®denan-Maxk/lepmun (4 neBouku). KonTponbHas rpynna Juist CHHApoMa
Perra cocrosma wu3 38 gereit (16 pgeBouek), a I YYaCTHHUKOB C CHHIPOMOM
®enan-Mak/lepmua Mbl IO100paI KOHTPOJIbHYIO rpymnmny u3 11 demoBek, MHAUBUAYATHHO
ypaBHHUBAs 110 BO3PACTY C YYACTHUKAMH U3 KIIMHUYECKOM rpymnmbl (+ 4 Mecsila), TaKk Kak OJuH
W3 HaIUX TMOKa3aresiel ObLI YyBCTBUTEIEH K BO3PACTHBIM M3MEHEHUSAM. B 3T0i rpynme Obut
TaKXKe B3pOCIbIA HUCHBITYEMbIH, TaK KaKk OJMH W3 MallMEHTOB C CHUHAPOMOM
®enan-Mak/lepmua Obut crapmie 18 mer. Takum oOpa3oM, 3/1ech KOHTPOJIbHAs TPyIIa
cocrosiia u3 11 wucmeITyeMbIx (4 EBOYKH/AEBYLIKH) CO cpeaHuM Bo3pactoM 10.8+6.5 B
nuanasone ot 3.02 no 24.3 ner. Bo3pacT y4acTHHKOB, a Take pe3yJIbTaTbl IPOBEACHHBIX
OTMPOCHUKOB BCeX Tpynn mpencrabieH B Tabmume 1. 3ammcu D01 y nmerel ¢ CHHIPOMOM
Perra u cunapomom ®Demnan-Maxk/lepmua npoBoAWIUCh Ha 0aze OTIENEHHS KIMHUYECKOU
renetukn HUKU um. Bensrumesa PHUMY um. H.U. ITuporosa u B MHcTUTyTE BBICHIEH

HEPBHOM JesITeTbHOCTH U Helpodusuonoruun PAH.

KputepreMm BKIIOYCHHS B TPYIITy CHHIPOMAIBHBIX ()OpM OBUIO TOATBEPKICHHBIC
BpauaMH Pe3yJabTaThl TEHETUYECKOTO TecTa. Tabmuia C TeHEeTHYSCKHUMH JIaHHBIMU
YYaCTHHMKOB C CHMHJpoMamu npusezeHa B [Ipunoxkenun 1. Ponurenu nerei u3 KOHTPOIBHON
IPYIIbL, a Takxke AeTer ¢ cuHapomoMm Penan-Max/[epMua 3amnonHsaIM MWKady COLUUAIbHOU
or3eiBurBocTH (Constantino u ap., 2003), a poaurenu aerel ¢ cuHApoMoM Perra oTBedann
Ha BONPOCHI HCCIEAOBATENsl MO IIKaje OICHKUA THKECTH CHMITOMOB CHHIpoMa Perra

(Kaufmann u ap., 2012).

HccnenoBanrie BBITIOIHEHO C COONIOIEHUEM MPUHIMIIOB XenbCHHCKOM Jlekmaparuu,
1 ObII0 0100peHo DTudeckuM komuteroM npu MuctutyTe Boicieit HepsHoit JlestensHocTu
u Heitpopusuonoruu PAH (mporokon Ne3, nara mpunstust 10.07.2020). Bee ucnsityembie
WIM MX 3aKOHHBIE NPEJCTaBUTENN JaBajld NMHUCbMEHHOE HH(OpPMHpPOBAHHOE coIvlacHe Ha
y4acTheé B UCCIECJOBAHUU. YYACTHMKHM W HX 3aKOHHBbIE NPEICTaBUTENIN TaKke ObLIU

NPOMH(YOPMUPOBAHBI, YTO MOT'YT MPEKPATUTH YYacTHE B UCCIIEIOBAHUY B JIIOOOH MOMEHT.
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Tadmmua 1. Jlemorpaduueckue aaHHbie ydacTHHKOB Hccienoanusi. N (F) — xomuuecTBo
YYaCTHHUKOB B TpyIIe, B CKOOKaxX YKa3aHO KOJIM4YecTBO JeBodek. SRS (social responsiveness
scale) — oOmpOCHUK Ha COIMAIBbHYIO OT3hIBUMBOCTh. RSS (Rett severity symptom scale) —
OIPOCHUK BBIPAXKEHHOCTH CUMIITOMOB CHHJIpoMme PetTa.

I'pynna N (F) | Bospacr SRS RSS

curapom Perra 37 (37) 7.67+3.22, nuamnasoH: - 9.5£3.3
2.83-16.86

Kontponbnas rpynna aas | 38 (16) 11.59+3,66, nnanazoH: 47426 -

cuHapoma Perra 5.17-17,96

CHHJIPOM 11 (4) | 10.9+6.5, nmamazon: 3.3-24.5 | 92434 -

®enan-Max/lepmug Jer

Konrponbnas rpynna gast | 11(4) | 10.846.5, nmanason 3.0-24.3 | 45+28 -

CHH/IpOMa

Denan-Max/lepmun

2.2. llpoueaypa

UccnenoBanne  cocrtoso M3 TpPeX  YacTel:  3alOJIHEHUE  ONMPOCHUKOB,
ncuxodusndeckoe uccnenoBanue u I -uccnenopanne. B ncuxopuznueckoM UCCIeT10BaHUN
MpUHUMAJa Y4acTHE JIUIb KOHTPOJIbHAS TPYINA, TaK KaK HE BCE JETH U3 KIMHUYECKHUX

TPYII MOTJIM BBIIIOJIHUTH IAHHOE 3a/IaHHE.
2.2.1. OnpocHuKH
2.2.1.1. HIxajga counaJbLHOM OT3HIBYUBOCTH

[Ikama conuanbHON OT3BIBUMBOCTH (Social responsiveness scale, SRS) — 310 Tecr,
COCTOSIIIUKA U3 65 BOMPOCOB, OICHUBAIIIWNA HECKOJIBKO TMapaMeTpPOB, KaCaIOIIUXCA

NPEANOYTEHHH U 0COOCHHOCTEH COLMAaIbHOTO B3aMMOJICHCTBHSA, & UMEHHO:

® commanbHAas OCBEIOMIICHHOCTH (social awareness) — mikama, cocrosiias U3 8
MyHKTOB, KOTOpas OIICHHBAET CIIOCOOHOCTh YEJIOBCKA PAaCIO3HABATh COIHMAJIbHBIC

CHUTHAJIBI APYTHUX Hmﬂeﬁ;
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e couupanbHoe Mo3HaHue (social cognition) — mkana, cocrosimas U3 12 MyHKTOB,

KOTOpasi OLICHUBAET CIOCOOHOCTh HHTEPIPETHUPOBATH [TOBEACHNUE APYTUX JIIONEH;

® coluanbHasg KOMMYHHKaius (social communication) — mikana, coctosmas u3 22

IMYHKTOB, KOTOpasA ONCHHUBACT OTBECTHYIO KOMMYHHKAIIUIO B COIlMaJIbHOM CUTyaluu;

e commanbHas MoTuBanus (social motivation) — mikama, coctosimas u3 11 MyHKTOB,
KOTOpasi OIEHUBACT BBIPAXCHHOCTh MOTHBAIMHM B3aMMOJCHCTBOBATh C JIPYTUMH B

COIIMAJIBHOM CUTYaIINH;

® OrpaHMYCHHBIE WHTEPEChl W MOBTOpsroieecs mnoBeneHue (restricted interests and
repetitive behavior) — mikama, cocrosmas u3 12 MyHKTOB, KOTOpas OLIEHUBAET

CTCPCOTUITHBIC ABUXKCHUA U OTPAHUYCHHOCTb HHTCPCCOB

[IIxana pa3paboTaHa 1 ajanTUPOBaHa JUIsl pa3HbIX BO3PACTHBIX IPYII, 8 UMEHHO: JUIs
JOIIKOJIBHOIO BO3PACTa, Ul LIKOJIBHOIO BO3pacTa M JJIA B3pOCibIX. B Hamem uccinenoBanuun
POAUTENN WIM CONPOBOXKIAIOIINE 3aIOTHSIIN ONPOCHUK Ui JOUIKOJIBHUKOB, €CIH PEOCHOK
Obul Mulaje 7 JeT U He XOAWI B IIKONY, M JUISl IIKOJIbHUKOB, €CIM PEeOCHOK yXKe XOAWUI B
mkoiy. OTIPOCHHUK 3aITOHSUIN POJUTEIH, COTIPOBOXKAAONNE AeTel. JJlaHHbIe ObIIH MOTyYeHbI
JUIsL U3 KOHTPOJIBHOW TIpynIou W rpymmsl getedl ¢ cuHapoMoMm Penan-Max/lepmun.
[TanenTsl ¢ cuHapomoM Perta B OONBIIMHCTBE CilydaeB HE TOBOPWIM, M AJS HHUX 3TOT

OTIPOCHHK OBLT HEpEJIeBaHTEH.
2.2.1.2. llIkaya oleHKH THAKECTH CUMIITOMOB npu cuHapome Perra

CreneHb BBIPAKEHHOCTH CUMIITOMOB IAllUEHTOB C CUHAPOMOM PeTTa oleHuBanach ¢
MIOMOIIBIO IIIKAJIbl OLEHKU TsKecTH cumnToMoB (Rett Syndrome Severity Scale, RSSS), B
momudukanuu (Kaufmann u ap., 2012). Dra mkana npeacraBiaser coOoil Mepy TSKECTH
KIMHAYECKUX CHMIITOMOB, BKJIIOUasl JIBUTATENbHYIO (YyHKIHIO (CTIOCOOHOCTH XOOUTHh W
UCIIOJIb30BaTh PYKH), CYIOpPOrH, HapyLICHHs JbIXaHUsS, XOAbOYy, CKOJIMO3, pedb U KadyeCTBO
cHa. Kaxnapiii myHkt ouenuBaercs oT 0 (CUMOTOM OTCYTCTBYET/B HOpMe) 10 3 (Tsbkenas
crerieHb). OmpocHuk mpeacrasieH B [lpunoxenun 2 (HeouUIMANbHBIA TMEpPEBON).
KnuHADMCTBI, crienuanu3upyromuyecs Ha 3TOM CHHApPOME, s Oojiee MoApOOHON KapTHHBI

JOTIOJTHUTEBHO PETHCTPUPOBATH pedeBoe pa3BuTue Aeteit (cm. [Ipunoxenue 1).
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2.2.2. Pa3zjanueHune 4acToThl ICJTYKOB

HcnbITyeMbIM  NPENBSBISIMCE JIBE MOCIEIOBATEIBHOCTH IIETYKOB  (3TAJIOHHOM
YaCTOThl M MEHSIIOILEHCS), U UM ObUIO HEOOXOIUMO OTBETUTH, OJJMHAKOBBIC JIM CTUMYJIbI U
pasHble. YacToTa BTOPOTO CTUMYJla MEHSJIACh aJIalTHBHO B 3aBUCUMOCTHU OT OTBETa peOCHKa,
IIPA ATOM HCHOJIB30BAJOCH JIBa IIara. 3alaHue COCTOSUIO U3 YETHIPEX CEpHid, B KaXKIOH U3
KOTOPOM ATaJOHHBIA CTUMYJI HpeabsaBisiaca Ha vactore 16, 27, 40 unu 83 I'u. Ctumyinsl
NPeAbABISUINCH C MOMOIIBIO NMporpamMmHoro obecneuenus Presentation (NeuroBehavioral

Systems, On6anu, Kanudpopuus, CLLIA).

Mbl UCcnONb30BaIM CTYNEHYATYyI0 HOpoUeaypy Uil OLEeHKH mnopora. HauanbHas
pa3HHIA MEKY STAJOHHBIM U BTOPBIM CTUMYJIaMU Obljla YCTaHOBJIEHA HA 3aMETHOM YPOBHE
Ha ocHoBaHUM npeapiaymux uccnenosanuid (Cullen & Long, 1986; Krumbholz u ap., 2000;
Ritsma, 1962): mis crumyna 16 I'm — 0,047 Mc BTOpOH CTHUMYJI MMEN MEXIICITYKOBBIC
untepBaisl, ag 27 I'u — 0,027 mc, 40 I'np 0,017 mc, u ans 83 I'u — 0,008 mc. IIpu oTBete
HCIIBITYEMOT'0, YTO CTUMYJIbI pa3HbIe, BTOPOM CTUMYJ MPUONIIKAJICA K ATAJOHHOMY Ha miar |
(S1, myst 40 T'm — 0,001 mc, gy 27 T'n — 0,001 mc, mast 83 I'm — 0,0012 mc v st 16 ['m —
0,005 mc). Ecm ucnpITyeMbli 0OTBeYal «OJMHAKOBBIE», TO BTOPOW CTUMYJ OTXOAMJI Ha OUH
mar ot 3TajoHHoro. M mporenypa nosropsijack 10 T€X MOP, MOKAa UCIBITYEMbI YETHIPE pa3a
HE JOCTUTAJl CTUMYJIa, KOTOPBIA OH CUMTANl UASHTUYHBIM 3TasioHy. [locne storo mar Obut
n3MeHeH Ha MeHblee 3HadeHue (S2, mus 16 ['m on cocrasmsun 0,001 mc, mus 27 T'm —
0,0005 mc, mua 40 Tm — 00,0005 mc u gis 83 I'm — 0,00008 mc) u dKCIIEpUMEHT
npopospkaics. [IoporoBeIM cTUMYIOM OBLT CTUMYJ, KOTOPBIA OBLT MIESHTU(GUIIUPOBAH Kak
«MICHTUYHBII» B YETBEPTHIM pa3 C UCHOJb30BaHMEM BTOporo mara. CxeMaTrudeckoe
n3o0pakeHne 3amadu mokazaHo Ha Pucynke 1. Ilopor pasnudeHHs 4acTOTHI IETIKOB
(ITPYIII, rate discrimination threshold) paccuuThIBajCsS Kak MPOLEHT MEXCTHUMYJIBHOTO
MHTEpBaja MOCIEIHEr0 CTUMYJa, MPEAbSIBICHHOIO HCIBITYEMOMY, OT MEXCTUMYJIBHOIO

HHTCPpBAJIa 9TAJIOHHOI'O0 CTUMYJIA.

B anroputm sKcnepMMEHTa 3aKJIaJbIBAJIOCh NPEABSIBICHUE OIMHAKOBBIX CTHMYJIOB
(npeabsaBnsiich Ha no3uuuu 2, 5, 10, 15 u 20). [lanHble 5 KOHTPOJBHBIX HPEIbSBICHUS
YKJIaJbIBaJIMCh B OJIOK OCHOBHBIX 33JaHUH. DTO J1€J1aJ0Ch AJIs TOTO, YTOOBI OLIEHUTh CTENEHb
BOBJICUEHHOCTH MCIIBITYEMOIO B 3aJlaHHUE U OINpPEJeNIUTh, HACKOJIBKO CIy4aifHO OH OTBEYall.
Mpbl paccyuTanu MPOLEHT Mpo0, IJe CTUMYIbl ObUIM MPAaBUIBHO HIECHTH()ULIMPOBAHBI Kak

UIACHTUYHBIC, U JJIsA naaneﬁmero aHaJin3a OTO6paJII/I TOJIBKO PE3YJIBTATbI, B KOTOPBLIX 3TO
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3HaueHue ObuUIo BblIIe MM paBHO 0,6, YTOOBI MCKIIIOYUTH YYAaCTHHKOB CO CIIy4ailHbIMHU
oTBeTaMH. B Hamieill BBIOOpKE MbI MCKIIOUMIM 3 UCHBITYEMbIX U3 YCPEIHEHUS JaHHBIX MPHU
cTUMyIAIuMU ¢ vactoroil 16 I'u, 3 ucneityembix npu 27 I'i u 2 ucneityemsix npu 83 I'm.

JlnanazoH 3TOro 3HAYEHUS IS BCEX OCTAIBHBIX YAaCTOT U y9acTHUKOB ObuT Mexy 0,79 1 0,9.

0.025 ms (40 Hz)
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0.017 ms

Pucynok 1. Cxemaruunoe n3o0pakeHHe 3aJaHHs Ha pa3IMyeHHe YacTOThI MIETYKOB (IpuMep
s yactothl 40 I'm). M300paskeHO ABa CUTHANA € PasHbIM MEXKIIEIYKOBBIM HHTEPBAJIOM,
0.025 mc u 0.017 mc. Toukamu M300pa’KeHbI OTBETHI MCIBITYEMOTO: 3€JIE€HBIH MpPU OTBETE
“pa3Hble”, KpacHBI MHpHU OTBETE ‘‘OAMHAKOBBIE”, CMHUM IIBETOM OTAEJIBHO H300paKeHbI
Clly4au, KOTJa MPeAbsBISIINCh OAUHAKOBBIE CTUMYJIbI JISl OLIEHKU CTEHEHH BOBJICYEHHOCTH
ucnelTyeMoro. S1 o3HayaeT MHEepBbIM MIar, ¢ KOTOPbIM BTOPOW CTUMYJ MNPHOIMKAaeTCs K
ATaJOHHOMY, S2 — BTOPOM, KOTOPHIH OB MEHBIIE, ueM S1.

2.2.3. 3anuch DIOT

3amuce OO0 mpoBoamiack mpy MoMolnu 28-kKaHaiabHOTO JHIEedanorpada (cucrema
Neurotravel) ¢ gacrotoii nuckperu3anuu 500 't ¥ HIMPOKONIOIOCHBIM OHJIANH (QUIBTPOM B
nuanazone 0.016—70 I'u. DnexkTpoasl ObUIM pacloNokKeHbI MO MeKIyHapoaHou cxeme 10-10,
COIIPOTHUBJIEHUE 3JIEKTPOAOB He mnpesbimano 10 kOM. 3anuck npoBOoAMIIaCh MOHOIOJSPHO €
VIIHBIMU DJIEKTPOJaMH OObESTUHEHHBIMU JUISI KaXI0TO IMOJIyIIapUs B Ka4eCTBE PePEPEHTOB,

HEUTPAJIbHBIN AMEKTPO] (3eMiIs1) ObLT PACHOI0KEH HEHTPAIBHO.

Bo Bpems 3anucu O3I ucnbiTyeMble CMOTpeNIU BUaeo Oe3 3ByKa AJis MOAJIEp/KaHus
OOIPCTBYIOIIETO  COCTOSIHUSI, W OJHOBPEMEHHO B HAyIIHUKH MM IPEABABISUIUCH
MOCJIEIOBATEIbHOCTU LIETYKOB ¢ pa3Hoil yactoToit (16 I'm, 27 T'u, 40 I'm u 83 I'n). ®opma

BOJHBI KaXJOTO IIEeTYKa MPEACTaBiIsuia CcoO0OW MPSAMOYTOJbHBIM HMMITyJbC. Taxke
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JIOTIOJIHUTENBHO TPEIbSABISUICS CTUMYJ, COCTOSIIMKA M3 mienykoB ¢ yactotoid 40 I'm, HO
3alyMIIEHHBIA (UCTIONB30BANICS OCNbIi IIyM, MPUYEM HCIIOJIB30BAJICS TOJIBKO BO BpEeMS
CTUMYJISIIMM IIETYKaMU, B MEXCTUMYJIBHOM HWHTEpBajie IIyM HE 3Byd4an). JJIUTEThHOCTH
KQKJIOM IOCIEeN0BaTENbHOCTH MIEMYKOB cocTaBisuia 500 McC, MEXCTHMYJIBHBIA HWHTEpBA
m3MeHsuicss B nuana3zoHe oT 500 mo 800 mc, kaxkaas MOCieI0BATEIbHOCTh MPEIbABIIIACH
150 pa3. Ctumynbl NpeabSBISUIMCH OWIaTepalibHO ¢ MHTEHCHUBHOCTHIO 65 nb B HakiaaHbIe

HayILIHUKH.
2.2.4. O6padorka III'

Jannele Obutn  00paboTaHbl € MOMOIIBIO anroputMoB Oubmuorexku Fieldtrip
(Oostenveld m gp., 2010), a Takke ¢ MOMONIBIO CKPHIITOB, HamuCaHHBIX B Matlab.
[IpenoGpaboTka Bkirodana B cebs paszneneHue Ha 3Moxu ¢ uHTepBajgoMm 200 Mc 10 Hadana
ctumynauud 1 1000 Mc mocrie, MHTEPHOJSAIMIO UIYMHBIX KaHAlOB, a TaKKe OTCEYEHUE
BBHIOPOCOB aMIUIUTY/ABI, MPEBBIMIAIONINX 3 CTAHJAPTHBIX OTKJIOHEHUS BHYTPH JIAHHBIX
kaxaoro ucmeityemoro (Delorme u ap., 2007; Tost u ap., 2021). [Mocnenuss mporeaypa
ITOBTOPSJIACH JI0 TEX MOp, IMOKA 3HAYEHUH B JAHHOM JIMAIIa30HE HE OCTAaBAIOCh. Takol MeTox
MIPUMEHSIJICS JI0 ATOT0 B HMcclieoBaHuM cuHapoMa Perra (Sysoeva, Molholm, u ap., 2020b;
Tost u np., 2021), u oH mMoO3BONAET yHAIUTh apTedakThl MOPraHHs, a TaKXKe IPYTyio He
MO3TOBYIO aKTHBHOCTH, TaKyl0 KaK JIBM)KEHHUS UENIOCTHIO, BHEIIHUH IIyM W T.II. B clly4ae,

€CJIM OHU He (PUKCUPYIOTCS Ha MPOTSHKEHUH OOJBIIOTO KOJIMYECTBA BPEMEHH 3aITUCH.
2.2.4.1. CayxoBoii cTalMOHAPHBIIi 0OTBET

YacToTHO-BpPEMEHHOM aHaIu3 ObLI BBITOJIHEH C HCIIOJIB30BaHUEM
BeiiBiieT-ipeoOpazoBanus Mopie ¢ marom B 2 ['m B muamazone ot 1 mo 50 I'm muis
ctumyasiund Ha 16, 27 u 40 I'u u B nuanaszone ot 1 g0 90 I'u mns crumynsinuu Ha 83 I
Jlanee Mbl paccuuTanu 3HaueHus (a3oBoil korepeHTHOCTH (inter-trial phase coherence),
KOTOpasi TOKAa3bIBAaeT CTAOMIBHOCTH (a30BOM CHHXPOHU3AIMM BO BPEMs NPEAbSBICHUS
ctuMmynauud. JlaHHbIM mokasarens BappupyeT oT 0 g0 1, mpu 3ToM 3HadeHHs, Onmxe K 1
MIOKa3bIBAaeT Oosiee BBIPAKEHHYIO (Pa30BYI0 KOrepeHTHOCTb. [l mozacdera (a3oBoi
KOTepEHTHOCTH MBI Opanu 45 ciiyuyallHbIX NpeabsBICHUNA U3 JaHHBIX KaXKJIOTO yYacCTHHKA,
TaKk Kak 3Ta METPHUKa KpailHe YyBCTBHTEIbHA K M3MEHEHHsM KoimuecTBa naHHBIX (Cohen,
2014). JlaHHOE KOJIMYECTBO MPEIBSIBICHUNA ObUIO BHIOPAHO 10 MUHUMAJIBHOMY KOJIUYECTBY
IPEIBSABICHUA Yy HCIBITYEMBIX W3 KIMHUYECKUX Ipymm. Jlamee 3HaYyeHHs KOTE€PEHTHOCTH

Obun ycpenHeHbl Ha BceM BpeMeHH ctumyisinuu (0-500 mc), a takke B mpeaenax 2 I'm ot
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4acToThl cTUMyNsuu (Hampumep, 39-41 T'm ana crumynsuuu ¢ vyacroroit 40 I'm). s
JaNbHeWIero ananusa mMel Beiopanu 6 snextponoB (FC3, FC4, FCz, C3, C4 u Cz), Tak xak
Tonorpauyeckoe pacrpeneseHne noka3aino, YTO 3HaYeHHUs] KOTEPEHTHOCTH BbIIIIE UMEHHO B

OTUX IJICKTPOaax.

Taxke 11 OPOSCHEHUS] pa3auuuidl MEXJIy paHHUM M IO3JHUM KOMIOHEHTaMHu
CIIyXOBOTO CTallMOHAPHOTO OTBETOB MBI IPOAHAIU3UPOBAIN OTBET HA CTUMYISLHIO C
yactotoi 40 I'y B mryme u 6e3 myma (MCIoiab30Bajics Oebli IyM, IPUYEM HCIIOJIb30BAJICS
TOJIBKO BO BpeMS CTUMYJIILMM IIETYKAMH, B MEKCTUMYIBHOM HMHTEpBaJie IIyM HE 3Bydall).
Jlig ctumynauuy B myMme oOpaboTKa MOBTOpsJIa 3Talbl aHAJIW3a MIPU CTUMYIISALNY Oe3 yma
Ha yactote 40 ['. Tak Kak npeanonaraioch, 4To NPU CTUMYIISIIIAN B IIIyM€ MOSBIISIETCS JIUIIb
paHHUI KOMIIOHEHT JAHHOTO OTBETA, Mbl YCPEAHWIM 3HAYEHHsSI KOIEPEHTHOCTH B IBYX
BpeMeHHbIX OKHax: 0-200 mc ot npeabsasiaenus crumyiaa u 200-500 mc nocie npeabsBiacHUS

CTUMYJIA.
2.2.4.2. YcToiiunBas BOJIHA

Uro0bl 0OHAPYKUTh YCTOWMYMBYIO BOJHY, Mbl HE NMPHUMEHSIIN (WIBTP IS BEPXHUX
qyacToT. ApreakTHble 3MO0XU ObUIM yAaJeHbl IO aJITOPUTMY, OIIMCAaHHOMY Bblle. /lanee Mbl
paccuMTaM CPeAHIO abCONMIOTHYIO aMILTUTyay B mHTepBaie 250-550 mMc ¢ mompaBkoid Ha
6a3oByto smHut0 B auanazone -200-0 mc. Bpemennoe okHo 250-550 mc Obl1o BbIOpaHO
MOTOMY, YTO YCTOMYMBBIA KOMIIOHEHT pa3BUBAETCS IMOCIE KOMILJIEKCA BBI3BAHHBIX
MOTEHLMAJIOB U JIOCTUTAET CBOETrO MUKa MpUMEpHO depe3 250 Mc mocie Hayajga CTUMYNa U
OCTaeTcsl CTaOMIBHBIM BO BpeMsi ctuMyiisanuu (Stroganova u ap., 2020). [{ns nampHeiero
aHanmuza Mbl BeiOpanmu 6 osnekrpomoB (FC3, FC4, FCz, C3, C4 u Cz), Tak Kak
Tororpaduyeckoe pacrpesielieHue MoKa3ajlo, YTO 3HAYCHHsS aMIUTUTYAbl BBIIIE MMEHHO B

ATHX JEKTPOAAX, a TAK)KE YTOOBI MPOBOAMTH peeBaHTHOE cpaBHEHHE ¢ naHHBIMU 110 CCO.
2.2.5. Craructuuyeckasi 00padorka

JUia aHanmu3a mopora pasiMyYeHUs] 4acTOThl IEIYKOB B KOHTPOJBHOM IpyIHIE MBI
MPUMEHUIN MHOroQakTopHblil nucnepcuoHHbld aHain3 ANCOVA 3 tuna ¢ Yacrortoil B
Ka4eCcTBE BHYTPUTPYIIIOBOTO (hakTopa (derbipe ypoBHs: 16, 27, 40 u 83 ') u Bospactom B

Ka4€CTBC KOBAPHATHI.

HJ'IH HCCICOOBaHUA 3HA4YCHUA (1)8.30B0171 KOTCPCHTHOCTU WU aMIUIUTYIbI YCTOﬁqHBOﬁ

BOJIHBI Y THHIHWYHO Pa3BUBAIOINUXCA I[CTCﬁ MBI  HMCIIOJB30BaJIN MHOFO(l)aKTOpHBIfI
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mucniepcuonHbli anam3 ANCOVA 3 tumna ¢ ¢akropom Bo3pacta B kauecTBe KoBapHaThl U
¢bakTopom YacToThl B KaueCTBE BHYTPUIPYMIIOBOro (aktopa (4erbipe ypoBHs: 16, 27, 40 u
83 I'm). UToObI OIEHUTH pa3IUyuue B TOMOTrpaduueckoM paclpeAesieHUH 3HAYCHHH HaIIUX
MapaMeTpoB, Mbl BBEJIM [IBa BHYTPUTPYIIOBBIX (pakTopa: JlarepalbHOCTE C TpeMsi ypOBHSIMU
“neBas” mist snektponoB FC3, C3, “mpaBas” mns snektponoB FC4 u C4, a Taxxe
“nentpanpHas’ s dnektpoaoB FCz u Cz) u Perwon (“dpoHTO-LIeHTpanbHBIN IS
anektponoB FC3, FCz u FC4 u “nentpansuslii” mis snexrponos C3, C4 u Cz). Otu dakrops
ObUTM BBIOpPAHBI MCXOAS U3 TONOTPaQHUUECKOTO pACIpENeeHUs] aKTUBHOCTH, KOTOPOE
MOKA3bIBAJIO PA3IMYHYIO BBIPAXKEHHOCTh aKTUBHOCTD MPU CTUMYJSIIUU PA3HBIMHU YaCTOTAMHU.
Jns 3HaueHui (a30BOM KOTEPEHTHOCTH HE OBLIO COONIOACHO JOMYIIEHHWE O PaBEHCTBE
JUCHEPCUN MEeXAy IpyllaMH, YTO HAKJIAJIblBaJI0 OIpPaHMYEHHE HAa NPUMEHEHHE aHaJln3a
ANCOVA, no3toMy Mbl IPUMEHUIIHN JIOTapu(PMUUYECKYI0 TpaHCHOpPMAIMIO K 3TUM JTaHHBIM
(kak B Kurthen I. m gap., 2022). beuta npumenena mompaBka Greenhouse-Geisser mis
MHOKECTBEHHBIX CpaBHEHHUH, a Taxke TecT Mauchly’s 11 oueHKu cEepUYHOCTH JaHHBIX.
JI1si anoCcTeprOpPHOro aHajau3a Mbl PUMEHsUIM nonapHbei T-tect. Koppensiinuu ¢ Bo3pacTom

OBLITM TIOJICYMTAHBI C TOMOIIBI0 KodhpummenTa koppensuun [Iupcona.

UroObl OLEHUTh BKJIAA Kaxa0H INepeMeHHOW (BO3pacT, aMIUIMTyAda YCTOWYMBOM
BOJIHBI U 3HaY€HHE (Pa30BOI KOT€PEHTHOCTH B BBIIIOJHEHUE 33aHUS HA PA3JINYEHUE YACTOThI
LIEJTYKOB, MBI BBIIIOJIHWIN PETPECCUOHHBIN aHAJIN3 AJIS JaHHBIX KOHTPOJIBHOM rpynnsl. J{ins
3TOr0 Mbl MOACYUTAIN MHOXECTBEHHYIO JMHEMHYIO PETPECCHOHHYI0 MOJENb Ul KaKIOU
4acTOThl OTAEJIBHO CO 3HAUEHUSMU IOpOra PasjIMYeHHUs] YacTOThI IIETYKOB KaK 3aBUCHUMOMN
MePEMEHHON M C BO3PACTOM, YCTOMYMBOW BOJHOM W 3HaueHHEM (a30BOM KOT€PEHTHOCTH B
Ka4yeCcTBe NPEAUKTOpoB. B nanHoM ciyuae g napamerpoB CCO n YB Mbl ucnonb3oBanu
YCpEeIHEHHbIE 3HAYeHMs 110 BCEM BBIOPAHHBIM 3IIEKTPONaM, 4TOOBI M30eXkaTh MPOOIeMbI

KOJIJIMHCApPHOCTH.

Jlnst uccnenoBanus 0COOCHHOCTEH 3Ha4eHUs! ()a30BOM KOTEPEHTHOCTH M aMILIHTYIbI
YCTOMYMBOW BOJIHBI y JETeH ¢ CHUHApOMOM Perra MBI 100aBUIM MEXTPYMIOBOH (aKTop
I'pynma (“runuunoe paszButue” u “Cunapom Perra”), m mnpoBenr MHOTO(hAKTOPHBIN
nucnepcuonHbiil aHanu3 ANCOVA 3 tuna ¢ nepedncieHHbIMU BbIIIE BHYTPUTPYIIIOBBIMU
¢bakTopamMu U KoBapuaroil. [lyig uccnenoBaHusi 0COOEHHOCTEH M3y4aeMbIX MapaMeTpoB MpPHU
cunapome deman-Mak/lepMu MBI HCIONB30BAJIM PAHIOBBIA KpUTEpHi BuikokcoHa mis

CBsA3aHHBIX BBI60pOK, TaK KaK KOJHUYCCTBO HMCIIBITYEMBIX OBUIO HEOOJIBIINM. 3IleCI> MBI
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IIpOBOJAUIIN OTI[eJ'IBHHﬁ aHaJInu3 AJIsd Ka)K,Z[Oﬁ M3 49aCTOT, UCIIOJIb3Yyd IIPHU 3TOM YCPCAHCHHBLIC

3HaueHus 1o 6 snexrponam (FC3, FC4, FCz, C3, C4 u Cz) B kax10i U3 rpyIIL.

Bech craructuueckuii aHaiau3 ObLI BHIIOIHEH C MTOMOIIBIO S3bIKa IPOrPaMMHUPOBAHUS
R u Habopom crarucruyeckux naketoB (RStudio, Bepcust 2023.03.1, makets! rstatix, lmer).

Bce pesynbrarel ananmsa npencrasiensl B [punoxennn 3.
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IJTABA 3. PE3VJIBTATBI HCCJIEJOBAHUA

3.1. MexaHu3Mbl BpEMEHHO U CIIEKTPAJIbLHOH 00padOTKHU CJIyX0BOii HH(OPMALMH Y

JAeTel pa3HOro BO3pPacTa M MX CBSA3b € BOCIIPUATHEM PUTMUYECKUX CTUMYJIOB
3.1.1 Pazinyenne 4acTOTHI IEJYKOB Yy AeTell KOHTPOJIbHON IPyNIbI

Muorodakropubsiit  aucnepcuonsbiii  ananmu3 ANCOVA, B KOTOpOM 3aBUCUMOM
MEPEMEHHON BBICTYNA] TIOPOT pPAa3UYEHUs] YacToThl, YacToTa BBICTyNaja B KadyecTBE
BHYTpUTpynmoBoro ¢akropa, a ¢akrop Bo3pacta Obl1 KOBapHaTOil MOKa3al 3HAYHMMBINA
addexr pakropa Yacrorsr (F(3,93)=36.433, p<0.001, cm. Pucynok 2), Ho He Bo3pacTa u He

B3aumojercTeusa Yacrorsl u Bo3pacra.

24 ke

HOpOI' pasnM4eHna 4acToTbl WEN4YKOB

16 27 40 83

Pucynok 2. Ckpunuusblii rpaduk [UIsi TMopora pasMdeHHsT YacTOTHl IIETYKOB B
KOHTpoJsibHOM Tpynme. [To ocu X oToOpaskeHbl YaCTOTHI MPEAbABICHUS 3TAJOHHOTO CTUMYJIA
(3HaYeHus1 JorapuMHUPOBAHBI). * O3HauaeT ypoBeHb 3HaumMmoctu mpu p<0.05, *** mpu

p<0.0001, ns — oTcyTCTBHE 3HAYMMBIX pe3yibraToB (non significant). KpacHbiM 1BeTom
0003Ha4YEHBI 3HAYCHHUS TMPU ITAJTOHHOM CTUMYyJe ¢ 4dactoTod 16 ['m, 3enmeHsiM — mpu
CTUMYJISAIMKA ¢ yactoTto 27 I'm, 6upro3oBeiM — ¢ yactoroit 40 I', a ¢puomeToBeiIM — ¢

yacToToi 83 I'm.

3.1.2. CnyxoBoii cTAIMOHAPHBIN OTBET y /ieTell KOHTPOJIBbHOM IPYIIbI

Muorodakropubiii  aucrniepcuonnbiii  ananmu3 ANCOVA, B KOTOpOM 3aBUCHUMOU
MepEMEHHON BBICTyHaM 3Ha4eHUs (a3oBOM KorepeHTHOCTH, Yactora, JlarepanbHOCTh H
Pernon — BHyTpurpynmnoBbiMu (pakTopamu, a Bo3pacT — KoBapuaroil mokasal, 4To

HaOmonancss  3HaunMblii - addexr UYacrorer  (F(3,108)=27.561, p<0.001), Peruon
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(F(1,36)=7.185, p=0.01), a Taxxe B3aumozeiicteue Yacrorel u JlarepanbHOCTH
(F(6,216)=4.576, p<0.001) u Bospacra u Jlarepansnoctu (F(2,72)=3.514, p=0.03).
Pesynprarel npencrasinensl Ha Pucynke 3. AnocrepropHbslil aHanu3 i YacToTsl 1okasal,
YTO 3HAYEHUS] KOTEPEHTHOCTH MPHU CTUMYJISIIMK ¢ yacToToi 27 ['11 Obliin 3HaUMMO BBILIE, YEM
Ha 16 T’y (p<<0.001), a 3nayenust Ha 40 ['n Obutn 3HauMMoO BbImIe, yeMm Ha 83 ' (p<0.001),
Ipu 3TOM mokazarenu npu ctumyssiuuu 27 u 40 I'n He paznuuanuck (cM. Pucynok 3C).
Amnocrepuopnbiii  ananmu3z  uis  3pdexra Permona mokazan OoybliMe 3HAUYCHUS B

(POHTO-IIEHTPATBHBIX OTBEICHHSIX, TI0 CPABHEHHIO ¢ IeHTpaTbHBIME p<0.001.
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Pucynok 3. CiiyxoBO! CTallMOHapHbIA OTBET B OTBET HAa IPEIbSABICHUE ILIEITYKOB pPa3HOU
4acTOThl y JeTed KOHTpOJIbHOW rpynmbl. A: 3HadeHus (a30BOMl KOTEpEeHTHOCTH IS
pas3NUYHBIX YacToT (X — BpeMs, CeK, y — YacToTa, 3HAUEHUs KOTepEHTHOCTH
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YBEJIMYUBAIOTCS HA IIKaJlle TpajydpoBaHO OT CHHEr0 K JKeIToOMy I1BeTy); B:
Tonorpaduyeckue KapThl i (Ha30BOil KOTEPEHTHOCTH MPH CTUMYJISIIUH C PA3HOM YaCTOTOM;
C: ckpunuyHblii Tpaduk s (a3oBON KOTEPEHTHOCTHU MPU CTUMYJISIMH C PA3HON 4acTOTON
(* o3mauaer ypoBeHb 3Hauumoctu mpu p<0.05, *** mpum p<0.0001, ns — orcyTcTBHE
3HAYMMBIX pe3ynbTaroB (non significant). D: Koppensius ¢a3oBoil KOTEpeHTHOCTH C
BO3pAacTOM Ha pa3HbIX 4acToTax (mpuBeaeHsl kodpunuents! [Tupcona). Ha rpapukax C u D
3HaueHHus (a3oBOi KorepeHTHOCTH JorapudmupoBanbsl. Ha pucynkax C u D kpacHbIM
[IBETOM O00O3HAUEHbl 3HAYEHUs NPH CTUMYISIIUU C dacToror 16 I'm, 3eneHpM — mpH
CTUMYJISAIIMKA ¢ yacToToi 27 I'm, O6upro3oBeiIM — ¢ yactoroit 40 I'm, a ¢puomeToBbiIM — ¢
yacToToi 83 I'.

Takoke MBI POBENH arlOCTEPUOPHBIA aHAIN3 B3aUMOACUCTBUS (PakTopoB HacTOTHI U
JlatepanbHoctu (cM. Pucynok 4). Ilpu ctumymnsiuu ¢ gacrotod 16 I'ip meBoe momymapue
(onexkrpoasr FC3 u C3) umenu Oonblive 3HAUEHHs, MO CPABHEHUIO C ILEHTPAIbHBIMHU
anekrpoaamu (p=0.02), HO pa3HUIBI MEXIYy JIEBBIM U mpaBbiM nonymapuem (FC4, C4), a
TaKKe MEXAY MpaBbIM MOdylIapueM U HeHTpaibHbIMuU 31ekTponamu (FCz, Cz) HaiineHo He
obumo. s 27 I'm HaGmromanachk cxoxasi TCHJICHIIUS: 3HAYEHUSI B JICBOM TOJYIIApUU ObLIH
BbIILIE, YeM B LEHTpaibHbIX 3AekTpopax (p=0.03), a Taxke 4yeM B IpPaBOM MOJIyIIAPUU
(p=0.03), pa3HMUIBI MeXAy MpaBblM NOJYLIIAPUEM U LEHTPAIbHBIMU 3JEKTPOAAMU HE
HabOmromanock. Ilpu crumynsmun ¢ yacroroir 40 I'1, HaMpPOTUB, EHTPAIBHBIE IEKTPOIBI
nMenu Oonpiue 3HadeHus1, yeM jeBoe (p<0.001) u mpaBoe nmonymmapue (p<0.001), pazmuamit
MEX/1y MpaBbIM M JIEBBIM MONylIapueM HaiineHo He Obuto. [Ipu ctumynsiiuu ¢ yactotoi 83
['11 3HaYeHUs B IPaBOM MOJYIIAPUH ObUIM HUXKE, YEM B IIEHTPaJbHBIX deKkTponax (p=0.009)
1 4yeM B jeBoM nonymapuu (p=0.04), npu 3TOM pazauyuil MEXAy JIEBbIM MOJYyIIapUEM U
LHEHTPAJIbHBIMU 3JIEKTPOAaMU HaleHo He Obu10. O000MIas, MOXKHO CKa3aTh, YTO Mbl BUAUM
Oosblliee BOBIIEUEHHE IEHTPAIBHBIX AJIEKTPOJOB Ha BbICOKHMX yacToTax (40 u 83 I'm), B TO
BpeMs KaK Ha HIKHUX 4yacToTax (16 u 27 ') onn MeHee akTUBHBL, a Ha 27 ['11 Habmopaercs

JICBOCTOPOHHCC TOMUHHUPOBAHUC.
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Pucynok 4. MexnonymapHas acUMMETPHs JUIs 3HaueHUH (a30BOHl KOTepeHTHOCTH Ha
pa3HbIX dYacToTax CTUMYISIIMM (*O03Ha4aeT ypoBeHb 3HauumocTH npu p<0.05, *** npu
p<0.0001, ns — oTcyTCTBHE 3HAYUMBIX pe3ynbTaroB (non significant). 3Hauenus QazoBoit
KOT€pEHTHOCTH JIOrapu(pMHUPOBAHBI.

MpI Takke poBepwiIH B3auMoelicTerue gaktopo JlarepamsHocTh U Bo3pacrta, u i 3TOTO
ObuM paccurTaHbl Koppersinuu [Tupcona 3HadeHus $pa3zoBoil KOTEPEHTHOCTH M BO3pacTa Jjis
BCEX YaCTOT OTIENILHO B JICBBIX, IICHTPAJIBHBIX U MPABBIX OTBEICHUIX. MBI HE OOHAPYKHITU
3HaYUMBbIX Koppesiui (JieBsle orBenenus: r=0.08, p=0.15, uentpansusie orBeaeHus: =0.01,

p=0.78, mpassie orBeneHus: r=-0.01, p=0.8).
3.1.3. YcroiiunBasi BOJIHA Y JieTeii KOHTPOJIBLHOM IPYIIIbI

MHorodaxkTopHblii  1ucnepcoHHb  aHamu3 ANOVA, B KOTOPOM 3aBHCHMOM
IIEPEMEHHON  BBICTyNIAJIM  3HAYEHWs  AaAMIUIMTYAbl  yCTOMYMBOM  BOJHBIL, Yacrora,
JlatepanbHocTh U Permon — BHyTpurpymnmnoBbiMu (akTopamu, a paktop Boszpact —
KOBapWaTroi Tmokaszay, 4yTo HaOmonmancs 3HaumMblid 3¢dekr Bospacra (F(1,36)=7.725,
p=0.003), Yacrorer (F(3,108)=35.744, p<0.001), Pernona (F(1,36)=80.190, p<0.001), a
Take B3auMojencTBuss Bospacra u JlarepansHoctu (F(2,72)=3.419, p=0.03), YactoTsl U
Pernona (F(3, 108)=14.77, p<0.001), a Taxxe Jlatepansnoctu u Pernona (F(2,72)=15.366,

p<0.001). Pe3ynbrars! npeacrasnensl Ha Pucynke 5.
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Pucynok S. YcroiiunBas BOJIHA y JIeTeld KOHTPOJBHOM Ipymibl. A: YcToiunuBasi BOJIHA IS
pPa3IMYHBIX 4acToT (Mo ocu X — BpeMs, CeK, 0 OCu Y — aMIUIUTyJa YCTOMYUBOW BOJIHBI,
MKB), cBemibiMu oOmacTsamMu  mokazaHbl  95%  nmoBepuTenbHBIE MHTEpBalbl, B
Tornorpaguyeckue KapThl Ui YCTONUMBOM BOJIHBI MPU CTUMYJISIIMK € pa3HOM yactoroi; C:
CKPUMHUYHBIN TpapuK i aMIUIUTYAbl YCTOWYHBOW BOJIHBI TPU CTUMYJSIIUM C Pa3HOU
gactoTol (* o3Hadaer ypoBeHb 3HaumMoctTd npu p<0.05, *** mpm p<0.0001, ns —
OTCYTCTBHE 3HAYUMBIX pe3yibTaroB (non significant), D: koppensuus aMIUIUTY/bI
YCTOMYMBOW BOJHBI C BO3PACTOM ISl pa3HbIX 4acToT (kodddunment [Tupcona). Ha pucynkax
A, C u D xpacHbIM 11BeTOM 0003HAU€HBI 3HAYEHUS MPU CTUMYJSAIMU ¢ yacToroil 16 I,
3€JICHBIM — TPU CTUMYJsinuu ¢ dactoroit 27 I'm, O6upro3zoBeiMm — ¢ yactoroit 40 I'm, a
¢uoneroBbIM — c gactoToi 83 '

Dddexr Bo3pacrta mposBIsIICS B YMEHBIICHHH aMIUIMTYIbl YCTONYMBOW BOJHBI Ha

Bcex yactorax (1=0.29, p<0.001, cm. Pucynox 4D). AnocrepuopHblii aHaimu3 YacTOThI
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MoKa3aj, YTo MpH CTUMYJSIUHU ¢ yacToTod 27 'l ammuuryga YB Obiia 3HauMMoO OoJblie
(p<0.001), a pu ctumynsuu ¢ yactoroit 40 ['m — 3HaunmMo Gosnblie, yeM ¢ yactortoid 27 ['i
(p<0.001). IIpu sToM, MexAy amMIUIMTyJaMU OpU CTUMYJsUU ¢ vactoto 83 m 40 I'n
3HaYMMBbIX pa3Iuuuil oOHapykeHO He Obuto. BnusHue ¢akropa Pernona osznavano Oomnee
BBIpOKCHHBIE 3HAYEHHUS YCTOMUYMBON BONHBI B (PPOHTO-IEHTPAIBHBIX AIIEKTPOJaX, IO

CpaBHEHHUIO ¢ LeHTpaabHbIMU (p<0.001).

ArnocTepuopHbIi aHanu3 B3aumozaecTeus Yactorsl u Pernona nokasain, 4To Ajs BCex
YacTOT 3HAYCHHMS YCTOMYMBOW BOJHBI ObLTH OoJliee BBIPAXEHBI B (PPOHTO-LEHTPATBHBIX
MEKTpoAax, HO paznuuuii Mexay crumyasumed 40 u 83 ['m He OBUIO BBISBICHO.
Bzaumoneiicteue Permona wum  JlarepanbHOCTM — OTpaxkasjao IPABOCTOPOHHIOK IS
¢bpoHTO-LIeHTpanbHBIX (MpaBele VS nentpambHble: p<0.001, mpassie VS nesbie: p=0.02) u
OoJiee JIEBOCTOPOHHIOI JOMHUHAHTHOCTD JUIS LIEHTPAJIBHBIX JIEKTPOAOB (JIEBBIE JIEKTPOIBI

VS nenrpansusie: p=0.003, nesbie VS npaseie: p=0.002).

3.1.4. B3aumMoCBsI3b CJIyXOBOI'0 CTAlIMOHAPHOIO OTBETA M YCTONYMBOI BOJIHBI €

PAa3IUYCHUEM JACTOTHI IIECJTYKOB

Jlist Toro, 4TOOBI OLICHUTH BKJIAJ M3Y4YaeMbIX apaMEeTPOB B CIIOCOOHOCTh pa3inyarh
YacTOThl IIEIYKOB, Mbl IOCYUTAIM MOJIEb MHOKECTBEHHOM pPErpeccuu OTAECIBHO IS
Ka)XJIOW YacTOThl CO 3HAYeHHEeM IMopora paziuueHus dvactorel mmenukoB ([TPYILL[) kak
3aBUCUMOM NEPEMEHHON M BO3PACTOM, aMIUIUTYI0W YCTOWYMBOM BOJHBI U 3HAYCHHS (Ha30BOU
KOT€pEHTHOCTH Kak perpeccopaMu. Mbl yCpeIHWIN 3HAYEHHUS 1O IIECTH AIEKTPOJIaM, TaK Kak
3HAQUEHUSI B KAXKIOM JJIEKTPOJIE CHIIBHO KOPPEIUPYIOT, YTO MOXET MEIIATh aJeKBaTHOCTH
PETrPECCUOHHON MOJAEIM U3-3a MYJIBTUKOJUIMHEAPHOCTU. Pe3ynbrarbl INpencTaBieHbl B

Taonuue 2.

Tabnuna 2. 3HayeHMs] perpecCUOHHON MOAENM Ul MOopora pa3IMyeHHs] 4acTOTHI IIETYKOB
(ITPYIL]) xak 3aBuCHMMOl mepeMeHHOW W Bo3pacra, 3HaueHUI ()a30BOl KOTEPEHTHOCTH
ciyxoBoro cranuonapHoro orsera (CCO) u amiuuTyabl ycToiuMBod BoiHBI (YB) Kak
perpeccoB. R2 3HaueHne MpuBeIeHO CKOPPEKTUPOBAHHBIM. *03HauaeT ypOBEHb 3HAUUMOCTHU
npu p<0.05, *** npu p<0.0001.

Yacrtora IPYII ~ Bo3pacT+CCO+YB (38 | Bozpact | CCO YB
CTUMYJIAAIHUH HCHLITyeMbIX)
16 I'y F(3,32)=0.94, p=0.43, R2=-0.01 p=0.14 p=0.67 p=0.68
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27 I'np F(3,32)=3.922, p=0.02, R2=0.2 p=0.14  |p=0.007* | p=0.36
40 I' F(3,32)=1.821, p=0.16, R2=0.06 p=0.06 |p=0.75 |p=0.05*
83T F(3,32)=0.1, p=0.95, R2=-0.07 p=0.68 | p=0.93 |p=0.64

Monens 1 ctuMynsuuu ¢ 4actotoil 27 ['m goctumia ypoBHS 3HAYMMOCTH
(F(3,32)=3.922, p=0.02, R2 cxoppekrupoBaHHbii=0.2), mpu 3TOM 3HaueHUs (Ha30BOM
KOTEPEHTHOCTH BHOCWJIM 3HAYUMBIN BKIIAJ B MpeJCKa3aHUE PE3yJabTaToOB MOPOTa Pa3IndeHuUs
gactotel  memykoB  (p=0.007). VYpaBHeHue

perpeccud ¢ HOPMaJIM30BaHHBIMH

6era-ko3(puLeHTaMu BBITIIAIUT CIEAYIOIUM 00pa3oM:
IIPYII] (27 T'y) = (-0.2)*Bospacm + (-0.46)*CCO + (-0.15)*VB

Jns ctumynsinuu ¢ yactotout 40 ['1p Mozienib He 1OCTUINIA YPOBHS 3HAYUMOCTH, OJJHAKO
HAOTIOANCs 3HAYMMBIN BKJIa/] aMIUIUTYAbl YCTOWYUBOM BOJIHBI KaK MPEIUKTOPA pe3yabTaToB
3a1aHus Ha pasznundeHue mienukoB (p=0.05). YpaBHeHue perpeccu ¢ HOpMalIM30BAHHBIMHU

6eTta-kodPpPHUIMEHTaMH BHIIJISAUT CIIEAYIOIIAM 00pa3oM:
IIPYII] (40 T'y) = (-0.37)*Bospacm + 0.05*CCO + 0.392*VB

UroObl YTOYHHTH O3TH PE3yJbTaThl MBI TOBTOPHUIM aHANU3 Ha OoJjiee IIMPOKOI
BbIOOpKE, 100aBuB 10 ucneityembix (cpeanuii Bozpact 9.98+3.55 ner, auanaszon 5.01-16.94)
s 16, 27 u 40 T'u. Mbel He BkiItodmiIM 3TH aaHHblie B aHanu3 ANCOVA, notomy yTo
UCIBITYyeMble HE MPUHUMAIM ydacTue B mapagurme co crumynsiueit 83 [, Tak kak oHa

ObuIa BKJIIOUEHA MTOKE B SKCIIEPUMEHT. Pe3ynbTarel mpezcTasiensl B Tabnure 3.

Tabnuna 3. 3HaueHMs] perpecCUOHHON MOAENU Ul 1opora pa3IMyeHHs] 4acTOThI LIETYKOB
(ITPYII]) xak 3aBucCHMMON mepeMeHHOW W Bo3pacta, 3HaueHUI ()a30BOMl KOTEpEHTHOCTH
ciyxoBoro cranuoHapHoro orsera (CCO) u amiudTyabl ycToiuMBoi BosiHBI (YB) Kak
perpeccoB sl paclIMpeHHON BbIOOpPKU. R2 3HaueHHE NPUBEACHO CKOPPEKTHUPOBAHHBIM.
*03HavaeT ypoBeHb 3HaunMocTH pu p<0.05, *** mpu p<0.0001.

Yacrtora IPYII] ~ Bo3pact+CCO+YB (48 [ Boszpact | CCO YB

CTUMYJIAAIUH HCHLITyeMbIX)
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16 ' F(3,43)=1.102, p=0.36, R2=0.01 p=0.08 [p=0.95 |p=0.66

27 ' F(3,43)=6.194, p=0.001, R2=0.27 | p=0.01* |p=0.005* | p=0.36

40 I' F(3,43)=4.588, p=0.007, R2=0.18 | p=0.002* |p=0.57 | p=0.006*

B nmanHoM ciydae wmogens s 27 [ Takke JOCTUINIA YPOBHS 3HAYMMOCTH
(F(3,40)=5.896, p=0.002, R2 ckoppektupoBaHHblii =0.25) ¢ 3HAYMMBIM BKJIaJOM 3HAuCHH
dazoBoit korepeHtHoctd (p=0.007) m Bospacra (p=0.03) kak NOPEIUKTOPOB IMOpOTa
pa3NMYCHUsT YACTOTHI  MICTYKOB. YpPaBHEHHE PETPEecCCHd C  HOPMAIM30BAaHHBIMH

6era-ko3(puLeHTaMu BBITIIAIUT CIEAYIOIUM 00pa3oM:
IIPYII] (27 T'y) = (-0.347)*Bospacm + (-0.421)*CCO + (-0.134)*VB

Hmst 40 T'm momens mocturna ypoBHs 3Hauumoctu (F(3,40)=5.021, p=0.004, R2
ckoppektupoBanHblii = 0.21) ¢ 3HauMMBIM BKJIagOoM ycroitunBoi BodHBI (p=0.004) u
Bozpacta (p=0.002) kak mnpeauKTOpPOB. YpPaBHEHUE PETPECCHUM C HOPMAIN30BAHHBIMU

6eTta-kodPpPHUIMEHTaMH BHIIJISAUT CIIEAYIOIIAM 00pa3oM:
IIPYII] (40 T'y) = (-0.504)*Bo3pacm + 0.01*CCO + 0.436*VB

Tak xkak Bo3pact u ammiauTyaa yCTOMYMBOW BOJIHBI KOPPEIUPOBAIM, Mbl PACCUUTAIN
K03(pPUIMEHT UHOIAIUN TUCTIEPCUH, YTOOBI OLIEHUTH BIUSHUE MYJbTHUKOJIIMHEapHOCTH. Ee
3HaueHus s pakropa Bospacrta 6putn 1.32, mist CCO — 1.14 u qna YB — 1.31. Tak kak
3HaueHs ObLIM ONMM3KM K 1, TO BIMSHUE MYJIbTUKOJUIMHEAPHOCTU HU3KOE UM MOXET ObITh

OITyHICHO IIpHU OLCHKU MOACIIN.

3.1.5. CeHCOpHBIH M CBA3BIBAKIINI KOMIIOHEHTHI CJIyXOBOI0 CTALIHOHAPHOIO OTBETAa Yy

AeTeil KOHTPOJIbHOM I'PyIIbI

MmHorodaxTopuslii  nucnepcroHHbli  aHanmu3 ANCOVA ¢ BHYTpUTpYyNIIOBBIMHU
¢akropamu Llym (“40 I'n 6e3 myme” u “40 I'u B mryme”) u Bpems (“0-200 mc”, “200-500
Mc), a Takxke (akTopoM Bospacra kak kKoBapuaTol mokaszaj 3HaduMble 3((EKThl (GaKTOpoB
Mym  (F(1,54)=63.565, p<0.001), Bospacra (F(1,54)=7.518, p=0.008), a Ttakxe
B3aumozpeiictue (akropoB Bpems wu Illym (F(1,54)=19.825, p<0.001). da3zoBas
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KOTepEHTHOCTh Oblia BbllIe npu cTUMyisiiuuu 40 [' 6e3 myma B 000MX BPEMEHHBIX OKHAX,
OZIHAKO MEX/Jy PaHHUM M MO3IHUM BPEMEHHBIM OKHOM B CHUTYaIlMH 03 IIyma paziuyuuil He
ObLIO, B TO BPEeMs KakK C ITyMOM B ITO3JHEM BPEMEHHOM OKHE 3Ha4YeHUsI OBUIA 3HAYUMO HIKE,

yem B panHeM (p<0.001). Pesynwsrars! npencrapiensl Ha Pucynke 6.

A: 40 Ny B wyme B: 40 'y 6e3 wyma
A~ i“

‘CeHCOpPHbIA KOMMOHEHT CBA3LIBAOWMWIA KOMMNOHEHT
50

0.25 50
45 5
35 0.2

0.15

0.1

02 1] 02 04 06 08 0.2 o 02 04 08 o8
Bpemsa Bpems

0.25

YactoTa
YacToTa

Pucynok 6. ®a3oBast KOTepeHTHOCTh IPU CTUMYIALNU ¢ yacTotoi 40 'y B mryme u 6e3 myma
c TomorpaMYecKUM pachpenereHneM 3HadueHuil. Takxke Ha pUCyHKE 0003HAYCHBI
CEHCOpPHBIN U cBsi3bIBatonil komnoHeHTsl CCO.

Takum 00pa3zoMm, MpU CTUMYJISIMM B IIyME IMOBBIMIEHHE (a30BOM KOTEPEHTHOCTH
3aMEeTHO JIMIIb B panHeM BpeMmeHHoM okHe (0-200 mc). B nanpheiimem anamuze Mbl OyneMm
WCIIOJIB30BaTh 0003HAUYCHUE “‘CEHCOPHBIA KOMIIOHEHT MPUMEHUTEIHFHO UMEHHO K 3HAUCHUSIM
($a30BOIl KOrepeHTHOCTH B ATOM BpPEMEHHOM JMama3oHe NpH CTUMYJSILMUA B MIyMe.
“CBs3BbIBAIOIIMM KOMIIOHEHTOM~ MbI OyzeM cuuTaTh BO3HHMKarommii mociae 200 mc

KOMIIOHEHT, KOTOPBII aKTUBEH JIMIIb B CUTyalluu CTUMYJISIIKU 6e3 1ryma (cMm. Pucynok 6).

Mpl TakXke JONOJHUTENBHO MPOBEPUIM paA3IMUYME€ MEXAY CEHCOPHBIM U
cBs3piBatoM komrnoHeHTaMu CCO 1 00HAPYKUIIH, YTO 3HAUEHHSI CEHCOPHOTO KOMITOHEHTA

3Haunmo Hike (F(1,54)=32.091, p<0.001).
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3.2. BpeMeHHOM M CIEKTPAJbHbIN MeXaHU3MBbI y aeTeil ¢ cuaapomoM Perra

(mapymenuem rena MECP2)

3.2.1. CnyxoBoii cTAMOHAPHBI OTBeT y AeTell ¢ cHHAPoMoM Perra (HapylmeHneM resa

MECP2)

Muorodaxtopuslii  aucnepcuonnbslii ananu3 ANCOVA co 3HaueHusMH (ha30BOH
KOT€pEHTHOCTH KaK 3aBUCHUMOM nepemeHHoM, Yacroroi, JlarepanbHOCThIO U PernoHom kak
BHYTPUTPYNTIIOBBIMH (akTopamu, [ pynmoi (“cunapom Perra” wnm “kKoHTposibHAs rpymnma’), a
TaKke UCHoib3ys Qakxtop BospacT kak koBapuary, MmokKa3zajad 3HauUMOeE BIHUsSHHE (HAKTOPOB
I'pynma (F(1,66)=13.328, p<0.001), a Taxxe B3aumonerictus QakxropoB [pynma u Yacrora
(F(3,198)=7.199, p<0.001), u Yacrotsl, I'pynner u Ilomymapus (F(6,396)=3.053, p=0.01).

Pesynbratel npencrasieHsl Ha Pucynke 7.
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Pucynoxk 7. CnayxoBoW cTallMOHapHbIA OTBET y neTei ¢ cuHiapoMoM Perra. A: 3HaueHus
($ha30BOI KOTEPEHTHOCTHU ISl PA3IUYHBIX YacTOT B TpyIIe cUHApoMma PeTTa u KOHTPOIbHON
rpymmne (mo ocu X 0TOOpaxeHo BpeMs, Mo ocu Y — 4YacToTra, OoJiee )KeNThIN I[BET Ha [IKaje
o3HayaeT OoJjblliee 3HAUCHUE KOTePEHTHOCTH); B: Tomorpadwuueckue kapThl it Ga3zoBoi
KOTEPEHTHOCTH TPH CTUMYJISIMM C pPa3HOW dYacTOTOW B Tpymme cuHapoma Perra; C:
CKPHUITMYHBIA rpaduk 11t (pa30BOil KOTE€PEHTHOCTH MPHU CTUMYILIIIUHN C pa3HOH yactoron (*
03HavaeT ypoBeHb 3HAYMMOCTH mipu p<0.05, *** mpu p<0.0001, ns — OTCYTCTBUE 3HAYNMBIX
pesynbratoB (non significant). D: Koppensuust (a3zoBoil KOrepeHTHOCTH C BO3pacToM Ha
pas3HbIX yactorax (mpuBeneHbl koddduimenta I[Tupcona). Ha rpadukax C m D 3HadeHms
(ha30BOI1 KOTEPEHTHOCTH JIOTapU(MUPOBAHBI.

Anocrepuopnbiii ananmm3 3ddekra dhakropa [pymnma mokaszai, 4To 3HAUCHUS B TPYIINE
¢ cuHjapoMoM Perra Obutn HUXe, ueM B KOHTposibHOHU rpynme (p<0.001). B3aumopeiictBue
¢daxTopoB I'pynna u YacToTa BeIpakaioch B TOM BHYTPH I'pyMIIbl AeTeil ¢ cuHIpomMoM Perrta
pa3nmuyuMsi MEXIy YacTOTaMH HE TIOBTOPSUITM 3aKOHOMEPHOCTH, OOHAapy>XCHHBIE B
KOHTPOJILHOM Tpymme: Tak, (a3oBas korepeHTHOCTh Ha 27 I'p u 40 I'y Obuta HuXe, a He
BhIme, yeM Ha 16 I'ty (16 'y vs 27 I'm: p=0.02, 16 I'ry vs 40 I'u: p=0.002). BeposiTHO, IMEHHO
MO3TOMY pasznuuue Mexy rpynnamu Ha 27 u 40 'y 6110 OoJiee BBIpaXkE€HO, YTO MO3BOJISIET
TOBOPUTH O TOM, YTO MMEHHO Ha ITHX YacCTOTaxX BPEMEHHON OTBET Hambosiee HapylIeH Y

neteit ¢ cuaapomoM Perra (cMm. PucyHoxk 8).

16 27

* Rk

40 83

EEr ]

24

3HayeHusa pa30BOWN KOrepeHTHOCTH

Ch‘lHJJ,pOII\-I PetTa ' CManolm Petta
KoHTponbHasa rpynna KoHTponeHas rpynn

Pucynok 8. CiyxoBo# cTalMOHapHbI OTBET y JeTel ¢ cUHApoMOoM Perta B cpaBHEHUU C
KOHTPOJBHOW TPYIION Ha pa3HBIX YacToTax. (*o3HauaeT ypoBeHb 3HauMMOCTH mpu p<0.05,
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*% mpu p<0.0001, ns — OTCYyTCTBHE 3HAYUMBIX pe3ylbTaroB (non significant). 3HaueHUs
(ha30BOI1 KOTEPEHTHOCTH JIOTapU(MUPOBAHBI.

Taxke BaXKHBIM pPE3yJabTaTOM SBJISIETCA B3auMoneicTBue ¢akropoB Yactora,
[Tonymapue u I'pynna. OHO BbIpaxanoch B TOM, YTO B IPYIIE YYACTHUKOB C CUHAPOMOM
Perra He NOBTOPWIMCH 3aKOHOMEPHOCTH TOMOrpaduueckoro pacrpenesieHus ¢$a3zoBoi
KOTE€PEHTHOCTH, OOHApY>KEHHbIE B KOHTPOJIbHON IPYIIE U ONKUCAaHHbIE BblllIe. Tak, B rpyImie
¢ cu"apoMoM Perra He HaOmomanoch Oojee JIEBOCTOPOHHEIO pacIpeleleHHs] Ha HUKHUX
gactorax (16 u 27 I'm). Ha 40 I't (ha3oBast KOrepeHTHOCTh OOJIee BhIpaXKeHa B IICHTPAJIbHBIX
ekTponax, 4eM B JeBblXx (p=0.04), a Ha uactore 83 I'l BBIPA)KEHHOCTb B IIPABOM
MOJylIapuu ObUIa MEHBIIE, YeM B IEHTpalbHBIX aMekTponax (p=0.003) u yem B mpaBoM

nosrymapuu (p=0.03) (cm. Pucynox 9).

ns ns * ns
1 T —

I

Left  Right Left Right Left Right Left  Right
Center Center Center Center

3HayeHne (pa3oBON KOrepeHTHOCTU

Pucynok 9. MexnonymapHas aCHMMETPpUs JIJ1s1 3HaYeHUH (a30BOM KOTEPEHTHOCTH Y JCTEH C
CHHIPOMOM PeTTa Ha pa3HBIX 4acToTaX CTUMYISNUU (*03Ha4aeT ypOBEHb 3HAYUMOCTH TPHU
p<0.05, *** mpu p<0.0001, ns — oOTCyTCTBHE 3HAUMMBIX pe3ylbTaroB (non significant).
3navyeHust pa3zoBON KOTEPEHTHOCTH JOTrapu(PMHUPOBAHBI.

[ToMumMO 3TOTO, MBI TPOAHATUIUPOBAIN KOPPEISIIHIO (PAa30BOM KOTEPEHTHOCTH C
BO3PACTOM IpH CHHIpOME PerTa, u 00HapyKHITH, YTO OHA YBEJIMYMBACTCS C BO3pAacTOM Ha 16
(r=0.4, p<0.001) u 27 I'u (r=0.3, p<0.001), yTo Takke OTIMYAETCS OT 3aKOHOMEPHOCTEH,

0OHapyXEHHBIX B KOHTPOJIBbHOMH rpymre u rpyme aereii ¢ PAC (cm. Pucynok 8D).
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3.2.1. CeHCOpHBIN H CBA3bIBAIONIUIT KOMIIOHEHTHI CJIYXOBOI'0 CTALIMOHAPHOIO OTBETA y

aeteii ¢ cuuapomom Perra (Hapymenunem rena MECP2)

Mmuorodaxtopuslii  aucnepcuonnslid ananu3 ANCOVA co 3HaueHussMH  (ha30BOMH
KOTE€pPEHTHOCTH B KauecTBe 3aBUcHMOl nepeMmeHHoi, Komnonentom CCO (“ceHcopHBI” U
“CBSI3BIBAIOLINI’) KaK BHYTpPUIPYNIoBbIM QaktopoM, [pymnmoit (“Cunapom Perra” wnm
“KOHTpOJIbHAS TPyIIa’) KaKk MEXTPYMIOBbIM (hakTopoM, a Takxke (haktopom Bospactom kak
KOBapHaToM, Moka3ayn 3Hauumoe BiaMsHue ¢akropoB ['pynma (F(1,104)=41.586, p<0.001), a
Takke B3aumoneicteue QakropoB Ipymma u Kommonent (F(1,104)=9.909, p=0.002).
B3aumogeiicTBre (pakTopoB MPOSBISLIOCH B TOM, YTO B KOHTPOJIBHOM IpyIIe CBA3bIBAIOLIUI
KOMIIOHEHT OB BhIIIe ceHcopHoro (p<0.001), B To BpeMs Kak B Tpymrne ¢ cuHaApoMoM Perra
3Toil TeHaeHuuH He HabOmoxanoch (p=0.3). Kpome TOro, Mpl mpoaHaau3HpOBaIU CBS3b
BBIPQ)KEHHOCTH JAaHHBIX KOMIIOHEHTOB C BO3pPAaCTOM MpH cuHApoMe Perta, 1 00HApy>KWIK 4TO
YBEIIMYCHUSI C BO3PACTOM CBSI3BIBAIOIIETO KOMIIOHEHTa, KOTOpOoe OBUIO OOHapyXeHO B

KOHTPOJIBHOW rpy1ine, 31ech He Habmonaercs (cM. Pucynox 10).
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Pucynok 10. A: CeHCOpHBIN U CBSI3bIBAIOIIMI KOMIIOHEHTHI y AeTel ¢ cuHapoMoM Perra u
KOHTPOJIbHOW Tpynn (*o3HadaeT ypoBeHb 3HaunMoctu mpu p<0.05, *** mpu p<0.0001, ns —
OTCYTCTBHE 3HAYUMBIX pe3ynbTaroB (non significant). B: M3menenue ceHcopHoro u
CBA3BIBAIOLIETO KOMIIOHEHTA CIYyXOBOTO CTAIIMOHAPHOIO OTBeTa npu ctuMyisinuu 40 I'm B
3aBHCHMOCTH OT BO3pacTa JUlsl KOHTPOJIBHOM TpyNIbl U JJIs TPYINIE JETeH ¢ CHHAPOMOM
Perra (mpuBenensl kos¢p¢unmenta Ilupcona. 3HaueHus (a3oBoi  KOrepeHTHOCTH
Jorapu(MHUpPOBAHBI.
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3.2.2. YcroiiunBasi BOJIHA y JeTeli ¢ cuHaApoMoM Perra (Hapymennem rena MECP?2)

Mpuorodaxropusiit nucnepcuonHbiii aHanu3 ANCOVA co 3HaueHUsSMU aMIUTUTYIbI
YCTOMYMBOW BOJIHBI KaKk 3aBUCHMOI nepeMeHHoM, Yactorol, JlarepanpHocThio U Pernonom
KaKk BHYTPUTPYNIOBBIMH (akTopamu, [pymmoit (“cunapom Perra” unm “KOHTpoSbHas
rpynma’), a TakkKe UCIoib3ys ¢GakTop Bo3pacT kak KoBapHary, Mokaszajl 3HAaYUuMOE BIIHSHHE
¢dakropoB I'pynmsr (F(1,72)=61.517, p<0.001), Yactots! (F(3,216)=4.040, p=0.008), Pernona
(F(1,72)=5.327, p=0.02), B3aumoneiictBust Pernona u I'pynmsr (F(1,72)=22.867, p<0.001),
I'pynmei, Yacrorer u Permona (F(3,216)=2.709, p=0.04), a taxxe Bo3zpacra, YacToThl U

Jlarepansnoctu (F(6,432)=2.315, p=0.04). Pe3ynsrarsl npeacrasieHsl Ha Pucynke 11.
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Pucynok 11. YcroituuBas BoiHa B rpyIie aerei ¢ cunapomom Perra. A: YcroitunBas BojiHa
JUIS Pa3NUYHBIX 9acToT (1Mo ocu X OTOOpPak€HO BpeMs, CeK, Mo ocu Y — aMIUIUTyAa
yCTOMYMBOW BONHBI, MKB), CBeTIbIMH oOONacTIMU TMOKa3aHbl 95% JOBEpUTENbHBIC
MHTEpBaJIbl, B: Tonorpaduyeckue KapTsl Ui yCTOWYMBON BOJHBI IPU CTUMYJISIIIAN C pa3HOU
gactorol; C: CKpUITUYHBINA TrpaduK JUIS aMIUTHTYAbl YCTOMYUBOW BOJHBI IPU CTUMYIISILIUU C
pa3zHoi yactotor (* o3Hauaer ypoBeHb 3Haunmoctu mpu p<0.05, *** mpu p<0.0001, ns —
OTCYTCTBHE 3HAauMMbIX pe3ynbTaroB (non significant), D: xoppemsiuus aMIUTMTYIbI
YCTOMYMBOW BOJIHBI C BO3PACTOM JJisl pa3HbIX yacToT (ko3¢ dunment [Tupcona). Ha pucynkax
A, C u D kpacHbIM IBETOM 00O3HAY€HBI 3HAYCHHS NPH CTHUMYJIIIUU C YacToTo 16 I,
3eNIeHbIM — TIPHU CTUMYJSIUHM ¢ yacToTod 27 I'u, OGupro3oBeiM — ¢ vactoroit 40 ', a
¢uoneroBsiM — c¢ yactoToit 83 I'm.

AnocTepUOpHBI aHalIM3 IMOKa3ajld, YTO 3HAUY€HUE aMIUIUTYIbl YCTOHYMBOM BOJIHBI
MeHbllle B rpynmne jgereid ¢ cunapomoMm Perra (p<0.001). Bnusnue ¢axropa YacToTb
MI0Ka3aj, YTO €CTh Pa3IMYue B aMIUIUTYJE YCTOMYMBON BOJIHBI MEXIYy BCEMH YacCTOTaMH C
MIOCTENEHHBIM BO3pAacTaHUEM aMIUIUTYIbl K Oosee BbIcOKMM dactoTam (16 I'm vs 27 I'u:
p<0.001; 27 T'rm vs 40 T'i: p<0.001; 40 I'p vs 83 T'i: p<0.001). OtnensHO B Tpynme aeTen ¢
cunapomMoMm Perra He Obuio oTnmumii Mexay 16 u 27 T'u, Ho 27 u 40 I'm 3HAUUMO
pazmumgamuck (p<0.001), Taxxke kak u 40 u 83 I'm (p<0.001). Ddbdexr pnusHUS dakTopa
Pernona ykaspiBasi Ha Oojee BBIpRKECHHbIE 3HAUEHUS YCTOWYMBOM BOJHBI B

(POHTO-TIEHTPANTBHBIX AJIEKTPO/IAX, MO0 CPaBHEHHIO C HIeHTpabHbIMU (p<0.001).

BszaumogpeiictBue ¢dakropoB Ipynma u Pernon Bwlpakalocb B TOM, 4YTO B
KOHTPOJFHOM TpyIIe aMIUINTyda YCTOWYMBOM BOJMHBI Oblla Oojiee BBIpaXKEHA B
(bpoHTO-1IeHTpaNbHBIX 31ekTpoaax (p<0.001), B To Bpems KaKk B IpyImIe JAETei ¢ CHHIPOMOM
Perra sTa 3akoHOMEpHOCTH HE AocTUrIa YpoBHs 3HauuMoctu (p=0.27). BzaumopeiictBue
¢dakropoB I'pynma, Yactora u Pernon BbIpakajoch B TOM, YTO B KOHTPOJIbHOH TpyIIie BO
(GPOHTO-LIEHTPANBHBIX U LEHTPANbHBIX JJEKTPOAAX Pa3IUuUi MEXAYy aMIUIUTyIaMd Mpu
crumyssiiuu ¢ yactoramu 40 u 83 I'm He O6bUTO, B TO BpeMs Kak Mpu cHUHIpome Perta BO
(POHTO-IIEHTPATBHBIX M IEHTPAITBHBIX IEKTPO/ax He ObUTO pasnuuuii Mexay 16 u 27 [, a

Takxke Mexay 40 u 83.
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3.3. BpeMeHHO# H CIIEKTPAJBbHbIN MEXaHU3MBI y JeTeil ¢ CHHAPOMOM

®enan-Max/lepmun (Hapymennem rena SHANK3)

3.3.1. CayxoBoii cTanMOHAPHBIN OTBeT y AeTel ¢ cuHapomom Penan-Max/lepmun

(napymenuem rena SHANK3)

PanroBeiii Tect BuikokcoHa co 3HaueHUSAMH ()a30BOH KOTEPEHTHOCTH B KauyecTBE
3aBHCUMON TlepeMeHHO u [pymmoii B kauecTBe (pakropa sl KaKAOH M3 YacTOT TOKa3aj

3HauuMble pazmmuuns aumb s 40 ' (p=0.03, cm. Pucynok 12D).
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Pucynok 12. CinyxoBoii cTaiiuoHapHblii OTBET y feTeil ¢ cunapomoMm denan-Max/lepmun: A:
3nadeHus (pa3oBOM KOTEPEHTHOCTH [UIS PAa3IUYHBIX YaCTOT B KOHTPOJILHOM TPYIINE U TPy
®denan-Mak/lepmug (X — BpeMs, y — YacToTa, OoJiee KENThI I[BET Ha MIKAJIEe O3HAYACT
Oonbplllee 3HAaYCHHE KOTEPEHTHOCTH), B: Tomorpaduyeckne Kaptel s (a30BOM
KOTEPEHTHOCTH MpH CTUMYJSIIMM C  Pa3HOM 4acTOTOM Uil TpyHmsl  CHHIpPOMA
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®enana-Max/lepmuna; C: ckpunuuHblii rpaguk ans8  (pa30BOM KOrepeHTHOCTH IpHU
CTUMYJISIIMKM ¢ pa3HOW yactoro D: 3HaueHus (a3oBOW KOTEpPEHTHOCTH B CPaBHEHUM C
KOHTPOJIbHOM TPYIIBI JUIS KQXKI0W U3 4acToT, (* 03HauaeT ypoBeHb 3HaunMocTu npu p<0.05,
**% mpu p<0.0001, ns — oTcyTcTBHE 3HAYMMBIX pe3yabTraToB (non significant). Ha rpadukax
C u D 3nHauenus ¢asoBoii xorepeHTHOCTH norapupmupoBanbl. Ha pucynke C KpacHBIM
L[BETOM O0O3HA4YeHbl 3HAYEHMs] NPU CTUMYISALMU ¢ yacToTod 16 ['m, 3eneHpIM — mpu
CTUMYJIALMU ¢ YacTtoToil 27 I'u, 6upro3oBeiM — ¢ yactoroil 40 [', a ¢puoneroBeiM — ¢
gacroro# 83 I'm.

JUis OLEHKHM 3aKOHOMEPHOCTH PabOThl CIyXOBOTO CTAllMOHAPHOIO OTBETa BHYTpPU
rpynnsl curapoma Penan-Mak/lepmua Mbl Takxke npuMmeHuIn Tect Kpackena-Yomiuca K
JaHHBIM 3TON Tpymmbl ¢ (pakTopom YacToTa M co 3HauYeHUSAMHU (Ha30BOIl KOTEPEHTHOCTU B
KauecTBE 3aBUCHMOI Ipymmbl. AHaJIW3 HE MOKa3al 3HaYMMOE BIHMSHHUE (AKTOpa B JaHHOU
rpynne (cm. Pucynok 12C), ykas3piBas Ha TO, 4TO Pa3BUTHE BPEMEHHOIO MEXaHM3Ma

00paboTKH CITyXOBOM CTUMYJISILIMU TIPU JAHHOM CHHJIPOME HapyIIEHO.

3.3.2. YcroiiunBasi BosIHA y jeTeii ¢ cunapomom Penan-Max/lepmua (HapyuienneM reia

SHANK3)

Tect BunkokcoHa €O 3HAYEHHSIMU AMIUIMTYAbl YCTOMYMBOM BOJIHBI B KAa4€CTBE
3aBUCHMOM TiepeMeHHO u ['pymnmoii B kadecTBe (axTopa s KaXI0H M3 4acTOT MOKasal
3HauuMble paznuuust juib st 40 ' (1=0.441, p=0.04, cm. Pucynok 13), nis apyrux 4actot
paznuuuii HaligeHo He Obulo. [l OLIEHKM 3aKOHOMEPHOCTH paboThl CIEKTPAIbHOIO
MeXaHu3Ma BHYTpU TIpynnsl cunapoma denan-Mak/lepmua Mbl Takke NPUMEHUIU TECT
Kpackena-Yomuca k gaHHBIM 3ToM Tpymmbl ¢ ¢akropom Yacrora. AHanu3 MoKasam
3HauMMoe BivsHue (akropa B jganHou rpynme (y°(3)=18.852, p<0.001). IMTomapHslii Tect
Bunkokcona ¢ OpUMEHEHHEM ~ IIONPaBKM  HAa  MHOXECTBEHHbIE  CpPaBHEHUS
benmxamuun-Xox6epaa He mokaszan pasznuuue ans 16 u 27 [, HO mokaszan 3HauuMoe
yBenudeHue amruatyasl it 40 ' mo cpaBuenuto ¢ 27 't (p=0.04) u muist 83 1o cpaBHEHHIO

¢ 40 I't (p=0.04). Pe3ynsraTsl npencranieHs Ha Pucynke 13.
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Pucynox 13. VcroitumBass BonmHa y geteit ¢ cuHiapomom Denana-Maxk/lepmuna:A:
YcToliunBas BOJIHA JJIsl Pa3IMYHBIX YacTOT (X — BpeMs, CEK, Y — aMIUIUTyJa YCTOMYUBOU
BoJIHBI, MKB), cBemibiMu o6nacTsmu mokazaHbl 95% mgoBepuTenbHbIE WHTEpBaJibl, B:
Tornorpaduyeckue KapThl IJs yCTONYMBOM BOJIHBI IPU CTUMYJSIIIUU C pa3HOM 4acToroil; C:
CKPUMHUYHBIN TpapuK i aMIUTUTYAbl YCTOWYMBOW BOJIHBI MPU CTUMYJSIIIMM C Pa3sHOU
gactoToi; D: 3HaueHus (a30BOil KOTEPEHTHOCTH B CPABHEHHM C KOHTPOJBHON TPYMIbI JIIS
KaX/10i 13 yactort, (* o3Hadaer ypoBeHb 3HauuMoctu mpu p<0.05, *** mpu p<0.0001, ns —
OTCYTCTBHE 3HAUMMBIX pe3yabraToB (non significant). Ha pucynkax A u C KpacHBIM LIBETOM
0003HAYEHBI 3HAYCHHS TIPU CTUMYILIIUH ¢ YacToToi 16 ', 3eeHpIM — TpH CTUMYJISIIHH C
gactotoi 27 ', Oupro3oBeiM — ¢ gactoroit 40 ['m, a puoneToBEIM — ¢ yactoroit 83 I'm.
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IJTABA 4. OBCY/KJIEHUME PE3YJ/IbTATOB

4.1. BpeMeHHOM M CTIEKTPAJIbHBII MeXaHU3MBI y JIeTeil pa3Horo Bo3pacra

B nameMm uccrnenoBaHMM B KOHTPOJBHOW TPYINE BPEMEHHOM MEXaHM3M, KOTOPBIU
COOTBETCTBYET 3HAYECHUSM (ha30BON KOTEPEHTHOCTH CIIyXOBOI'O CTAllMOHAPHOTO OTBETa, ObLI
HanOomnee BblpaxkeH Ha 27 u 40 T'm, a taxxe g 40 ' yBenuumBancs ¢ BozpactoM. B
NPEABIAYIINX UCCIENOBAHMAX TaKke ObUTo moka3zaHo, uto CCO Haubomnee BoipaxeH Ha 40 '
(Picton u gp., 2003) u yBenuuuBaeTCs Ha ITOW YACTOTE C BO3PACTOM Y JETEH, AOCTHTas
MakcUMyMa B noapocTkoBoM Bospacte (Cho u ap., 2015; Rojas u np., 2011). CnekrpasibHbli
KE MEXaHMU3M, KOTOPbI COOTBETCTBYET AMIUIMTY/AE YCTOWYMBOW BOJHBI, YBEIMYMBAJICS Ha
OoJiee BBICOKMX YacCTOTAaX CTUMYJISIIIMU, CTAHOBSCH HanOoJiee BBHIPAKEHHBIM Ha TOH 4acToTe,
I7€ MOCJIEJOBaTEeIbHOCTh IIETYKOB C HAuOONBLIEH BEPOATHOCTBIO OLIyLIAeTCsd Kak
npoTskeHHbIM ToH (83 I'm). DTO Takke COOTBETCTBYET MPEAbIAYILIMM HCCIIEA0BaHUSAM,
MPOBOAMBILIUMHUCS J0 3TOTO C ydacTHeM B3pocibix ucmbiTyeMbix (Gutschalk u ap., 2004;
Keceli u np., 2015). [TomoOHbIi 3 dekT ¢ ydacTuem aereil pa3HOro BO3pacTa MbI OKa3alu
BrepBble. Kpome Toro, B HaileMm HCCIEIOBaHUU ObLIO IOKa3aHO, YTO YCTOHUYMBAs BOJIHA
CTAaHOBUTCSI MEHEee BbIpaXKeHa B 0Oosiee cTapllieM BoO3pacTe, 4TO TaKkke HaOIoaloch B

mpeapiIyieM uccienopanuu (Arutiunian u np., 2022).

4.1.1. Posib CJ1yX0BOI0 CTAIIMOHAPHOIO OTBETA M YCTOWYMBOI BOJHBI B Pa3JIMYCHUHU

YacToThI IIC/ITYKOB

AHanu3upys NMOBEACHUYECKHUE PE3YJIbTAThl 3a/1aHUsl Ha PA3IMUEHUE YACTOTHI LIEITYKOB,
MBI [TOKa3aJl Pe3K0e€ CHU)KEHUE MOopora MpHu CTUMYISIMU ¢ yactotoi 27 ' u ¢ yactoroit 40
['m. B mnpeaplnymux WCCAEAOBAHHMSAX TakKe OBUT TMOKa3aH »JTOT TEPeXOid, KOTOPBI
npoucxomuT npubausutensHo Mexay 30-40 I'm (Krumbholz u nmp., 2000; Phillips u ap.,
2012). MOXHO NpEnaIoNOoXKUTh, YTO Pa3IMUYEHUE 4YaCTOThl IOAJEPKUBACTCS Pa3HBIMU
ME€XaHHW3MaMHU: BPEMEHHBIM Ha HU3KHX yacTorax (10 ~30 ['1) u crnekTpabHbIM Ha BBICOKHUX

(Borme ~30 I'm).

N3menenus ¢ nepuoanyHocThio 16-83 I’ cBSA3aHbI ¢ pa3iMyHbIMU (POHETHUECKUMU U
JIMHTBUCTUYECKUMM  XapaKTEpPUCTUKAMHM CIOKHBIX 3BYKOB H peud. Crroapt Po3sen
MPEINONOXKIWI, YTO W3MEHEHUs ¢ Ooynee HU3KOM dacTtoroi — 5-50 I'm — cBsi3aHBI C
CETMEHTHUPOBAHUEM CJIOTOB M JETEKTUPOBAHMEM KOPOTKHUX May3 BHYTPU PEUYEBOIO MOTOKA.

[Tomumo 3toro, usmenenus B npeaenax 20-50 I'n ObLIM CBS3aHBI C U3MEHEHHUEM BpPEMEHU
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Hauajga O3BOHYEHHsS (voice onset time), YTO CBS3BIBAIOT C pA3IMYECHHUEM B3PBIBHBIX
cornacHbeix (“m”/“t”, “6”/“m”) (Sharma & Dorman, 1999; Steinschneider u ap., 1999;
Eggermont, 2015).B wuccinenoBaHuM C WHTpPaKpaHUAJIbHOM 3alUCBIO  3JIEKTPUUYECKOU
aKTHBHOCTH MO3Ta B W3BWJIMHE [enuis ObUIO MOKa3aHO, YTO MPU CTHMYJISIIIUMA CIOTaMH C
W3MEHEHHEM Hauyajda O3BOHYeHHs B mpeaenax 12-25 ['m wabmromanuch TpexyacTHbBIE
BbI3BaHHbIE MOTEHIMANIbI, CHHXPOHU3UPOBAHHBIE C HAYAJIOM 3ByYaHHs CTHMYJa, B TO BpeMs
KaK TpU YBEJIMYCHUW Havaja o3BoHuUeHHs 10 50 'l 3TUX MOTEHIMaloB HE HaOII0AaIoch
(Steinschneider u mp., 1999). BeposaTtHo, U3MEHEHHUS Ha 3TOW YACTOTE BOCHPHHHMAIOTCS C
MOMOMIbIO JPYTUX MO3TOBBIX MEXaHM3MOB. VI3MeHeHHs] Ha OoJjiee BBICOKHMX YacTOTax —
50-500 I't — cBs3aHbl ¢ BocmpuaTHeM ToHa (pitch perception), 4To Ha ypOBHE BOCIIPHUSITHUS

peur MOXKeT OBITh MepeaHo Kak paznnueHue natoHanuu (Rosen, 1992).

B Hamewm ucciienoBaHuu ClyXOBOM CTallMOHAPHBIA OTBET, TO €CTh UMEHHO IOKAa3aTellb
BPEMEHHOW 00pabOTKH CUTHANA, SIBISUICS MPEAUKTOPOM YCIICIIIHOTO BHITIOTHEHUS 3aIaHHsI Ha
pasIuyeHrue YacTOThl IIENMYKOB B paiioHe 27 ', HO He Ha Oojee BBICOKUX YacTOTaX.
Marchesotti ¢ coaBropamu (2020) mpoBenu wuccienaoBanue 3pdexra TpaHCKpPAHHATBHOU
ANEKTPUYECKON CTUMYIISIMH TIEpEMEHHBIM TOKOM ¢ yacTtotoit 30 I'l Ha pa3nnyeHue GpoHem y
B3POCIIBIX C JAUCJIEKCUEH (HApYyUICHUU HABBIKOB UTEHHUS). VIMEHHO MpU CTUMYISIUU C ITON
YacTOTOM, W3HAYAJIbHO HApYILICHHbIE HABBIKU DPA3IWYCHHUS] (OHEM U UTEHHUS YIYUIIMIUCH.
DTO TaKKe MOXKET MOATBEPXkAATh BAXKHOCTh OCHWUIALMKI B auanazoHe okono 30 I'n Ha
paznuuenue Qouem. YcroituuBas BoiHa (YB), B CBOIO ouepenn, SBISETCS MPEIUKTOPOM
pa3uyYeHus: IPU CTUMYJISILUK B Auana3zoHe okoio 40 ['t, Takum 0Opa3om, 4TO UCIIBITYEMBbIE,
Yy KOTOPBIX aMIUIMTYy/a yCTOHYMBOM BOJIHBI ObUTa OoJiee BbIpa)keHa, JIy4dlle CIpPABISIOTCS C
3amanueM. MHTtepecHo Ttakxke, uro mMeHHO mpu nepexoge or 27 I'm x 40 I'm mopor
pa3IMYeHUs YACTOTHI IIETYKOB CTAHOBHUTCS pe3ko Hike (cM. PucyHok 14). DTto MoOXeT
03Ha4YaTh, YTO UMEHHO B 3TOM JIMANA30HE CTUMYJI HAYMHAET BOCIPUHUMATHCS KaK UMEIOLINN

TOH, XU JJIA €T0 PAa3JIMYCHUS IMOAKIHOYACTCA CHGKTpaHBHLIﬁ MEXaHU3M.
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—_— Mopor pasnuyeHns YacToTbl LLENYKOB
E CnekTpasbHbI MeXaHN3m

E BpemeHHoi1 MexaHn3m

Pucynok 14. CxematnuHOe H300pa)XCHHWE AKTUBHOCTH BPEMEHHOTO U CIEKTPaIbHOTO
MEXaHHU3MOB Ha pPa3HbIX YaCTOTaX, a TAKXKE UX COOTHOIICHHE C BBIIIOJHEHUEM 3aJaHUs Ha
pa3IMYEHHE YaCTOTHI ILETUKOB.

Crout Takxe OTMETUTh, yTO B HamieMm ucciegoBanu CCO He sABISICS MPEIUKTOPOM
pa3aMyueHUsl 4acTOThl LIEIYKOB B JManazoHe okojo 16 I'm, a ycroiluuBas BoJHa He ObLIa
BOBJIEUCHA B ATOT mporecc Ha 83 ['m. DnexkrpokopTurpadudeckrue UccieoBaHus MOKa3alu,
YTO OTBET MO3Ta Ha CTUMYJISIUIO C YacToTol 16 'l mMeeT npu3Haky Kak OTAENbHBIX OTBETOB
Ha KaXIbIM IIETYOK, TaK M BBI3BAHHOIO OTBETA HA JUIUTENbHBIA CTHUMYN (HampuMmep,
KOMIUIEKC BBI3BaHHBIX MOTEHIMAJIOB HAa Hadajo CTUMyda M odd-oTBET), Aenast 3Ty 4acToTy
MEPEXOHON MeXAy BOCHPHUSITHEM IIETYKOB KaK E€IUHUYHBIX COOBITUH K CIIyXOBOMY
ctanonapHomy oteery (Brugge u mp., 2009; Nourski & Brugge, 2011). Ilomumo storo,
WCCIIeIOBAaHNS TOKa3alu, 4YTO BpeMeHHas oOpaOoTka Ha wactore 8-16 I'm m 32-64 I'n
MOJIICP>KUBACTCSL Pa3HBIMU MO3TOBBIMU MEXaHU3MaMH. B uccienoBaHuU ¢ perucrpanuen
[TyOMHHBIX TTOTEHITUATIOB JIOKAJIHHOTO TOJISI B OTBET HA aMILTUTYIHO-MOIYJIUPYEMbIN CUTHAIT
c pa3Hoil yactoTod (4-128 I'm) OBLIO BBIABICHO, YTO XapaKTEPUCTUKH AaKTHBAIUU U
pactpoCTpaHEHUs] CUTHaJda TO3BOJISIIOT  BBIACIUTH KaK MHUHUMYM 4  CHUCTEMBI,
00pabaThIBAIOIMINX PUTMHUYECKYIO CTUMYJSIHIO Pa3HOM YacToThl: ¢ dyacrtoro 4 ['m, ¢
gactotamu 8-16 I'1, ¢ wacroramu 32-64 I'y u ¢ wacroroit 128 't (Gourévitch u mp., 2008). B
HaIlleM HCCJeI0BaHMM (pa30oBas KOTepeHTHOCTh Ha 16 I Obwia Huke, yem Ha 27 I, 4To
MOXXET O3HauaTh, YTO MEXaHHU3M BPEMEHHOIO OTBETA HE MOJHOCTBIO 33JEHCTBOBAH MpU

00paboTKe CTHUMYJOB Ha 3TOH YacTOTE M MOATOMY HE YYaCTBYET B Pa3jIMYCHHUU YaCTOTHI
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menykoB, B omiuuue ot 27 I'u. IlposicHenne mexaHU3MOB 00pabOTKH PUTMHUYECKUX 3BYKOB
Ha 3ToW wyactoTre TpeOyeT NanbHEHIIMX HccienoBaHui. Eciau roBopute 0 TOM, Mmoyemy
yCTOMYMBAsl BOJIHA HE SIBISUIACH MPEAMKTOPOM BBINOJIHEHMSI 33aJJaHUS B JUAla30HEe OKoJo 83
['1, MO’)KHO TIPEIITIONIOKHUTH, YTO B 3TOM YAaCTOTHOM JIMAIIa30HE CTUMYJ BOCIPHUHUMAETCS KaK
TOH OOJIBIIMHCTBOM HCHBITYEMBIX W Yy OOJBIIMHCTBA HCIBITYEMbIX YXe 3aJeficTBOBaH

CIEKTPAJIbHBIM MEXAHU3M.
4.1.2. MexknoJymuapHasi aCHMMeTPHs BPEMEHHOI0 ¥ CIIEKTPAJbHOI0 MEXaHHU3MOB

B namem uccnenoBaHuM MBI OKa3alid, YTO MPH cTUMYASIUU ¢ yactotamu 40 u 83 '
CCO Haubosiee BbIpakeH B IICHTPAJIbHBIX OTBEACHUSIX, B TO BPEMs KaK IPU CTUMYIIALMHU Ha
HkHUX Yactotax (16 m 27 I'm) CCO 37Ol 3aKOHOMEPHOCTH HE HAOIIOAACTCS, TIPH ITOM
yCTOWYMBasi BOJIHA, HAIPOTUB, UMeIa 0oJiee MPaBOCTOPOHHIOI ACUMMETPHIO, HE3aBUCHUMO OT

YaCTOTbI CTUMYJIALINH.

CornacHo TUIOTE3¢ aCUMMETPUYHOM 00pabOTKM 4YacToThl (‘asymmetric sample in
time’ hypothesis), npemnoxenHoit [»Bugom IlommeneM, BpeMeHHBIE XapaKTEPUCTHUKH,
KOTOpbIC MEHSIOTCS B mpeaenax 25-40 mc oOpabareiBatorcs B jieBoM nonymrapuu (Poeppel,
2003). JleilcTBUTENbHO, SMIIMPUYECKHE  UCCIEIOBAaHHS  IOKa3alu IpeobiagaHue
JIEBOCTOPOHHEH HHJOT€HHON aKTUBHOCTHM MO3ra Ha 3THX YacTOTaX BO BpPEMs CIIyXOBOTO
BOCIpUsITHS (Kak TOHOB, Tak U cjoroB) (Giroud u np., 2020; Morillon u ap., 2012), a Takxke
BO Bpemsi criokoitHoro 6oapctBoBanus (Giraud u np., 2007). DTo MOXKET yKa3bIBaTh Ha TO,
YTO JIEBOE TONYIIAPHE «HACTPOCHO» Ha 00pabOTKy M3MEHEHUH Ha HU3KUX yacToTax. Kpome
TOTO, WCClIeoBaHus ¢ momolibio BIl U mo3UTpOHHO-OMUCCHOHHON TOMOTpaduu MoKa3aju,
YTO BPEMEHHbIE HM3MEHEHMsS B CTUMYJIE BBI3BIBAIOT OoJiee BBICOKYIO AKTHBAIMIO B JIEBOU
CIIyXOBOM KOpe, TOI/1a KaK CIEKTpaJibHble W3MEHEHHs 00pabaThIBAIOTCS B MPaBOW CIyXOBOU

kope (Okamoto u 1p., 2009; Zatorre & Belin, 2001).

Pesynprarel nccnenoBaHus MeXNOIyLIapHON acuMMeTpuu B BblpaxkeHHOCTH CCO,
OJTHaKo, MpoTuBOpeuMBHl. [lpeapiayiue paboThl MOKa3alu CUMMETPUYHOE pacrpesesieHue
JUIsl OTBETOB TipH cTUMYJIsiiuu ¢ yactotord 40 I'm (Farahani m ap., 2021; Tsuchimoto u ap.,
2011), uyto cormacyercs ¢ HAlIMMH JAHHBIMHU, HO TPABOCTOPOHHIOI ACHMMETPHUIO IS
Hu3kux vactor (mo 30 I'm) (Oda u ap., 2012), 9TO TPOTHBOPEUUT HAIIUM PE3YIIETATAM.
JlaHHble aHanmM3a MCTOYHHMKOB ITOKa3adu, 4YTo Ha dYactorax Bbime 40 I’ HUCTOYHUKH

MIPEACTaBICHBI OOJIbIIIe B TIpaBoM moiymrapuu (Arutiunian u ap., 2022; Edgar u ap., 2016;
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Keceli u ap., 2015; Matsubara u ap., 2018; Poulsen u ap., 2009; Ross u ap., 2005; Tada u
ap., 2016; Vanvooren u nip., 2014).

Hpyroe mnpeanonoxenue Tteopun llommens 3akimoyaeTcss B TOM, YTO IpaBoe
MOJylIapue MPEeUMYIIECTBEHHO paboTtaer ¢ uHpopmanmend ¢ Oonee UIMHHBIMH OKHAMHU
unTerpanuu, Hanpumep 150-250 mc (Poeppel, 2003), uto cooTBETCTBYET 4aCTOTE U3MEHEHU N
cinoroB (Peelle & Davis, 2012). Kak yxe roBopwiioch, aMiiutyaa YB craHoButcst 6onee
BBIPOKEHHOW C YBETMYEHHEM YaCTOThl PUTMHUYECKOTO CUTHAJA, OJJHAKO JAPYroe HaOmroaeHue
M0Ka3aJio, YTO 3TOT TUI OTBETA TAKXKE CBS3aH JNETEKIMEH M3MEHEHHs NMaTTepHOB BPEeMEHHON
CTPYKTYphl BHYTPH HENPEPHIBHOTO 3BYKa, HAIPHMEpP, B CIIydae KOIJIa MMEETCS HECKOJIBKO
MEHSIOIIUXCA OTPE3KOB ¢ pa3HoW wactoror w/mimm tmymoMm (Gutschalk u ap., 2004;
Krumbholz u np., 2003; Liitkenhoner u ap., 2011). [Tonkpemnsier 3To HabIIONEHUE TOT PAKT,
4T0 O0NacTh, KOTOpasi CUMUTAETCd MCTOYHMKOM YCTOMYMBOW BOJIHBL, OblIa CBsi3aHa C
OOHapyXEHHEM TpaHMIl CIyXOBHIX 00BekTOB B (MPT-uccnenoBanmu (Dheerendra u ap.,

2021).

B mammx nmamapix YB Obputa Oosjiee BbIpakeHa B TIPABOM  TONYIIAPUU IS
(POHTO-IIEHTPATBHBIX JEKTPOIOB U B JIEBOM — JIJISl IIEHTPAIBHBIX IEKTPOIOB, IIPU TOM BO
(GPOHTO-IIEHTPATBHBIX EKTPOAAX €€ BBIPAKEHHOCTH ObLJa BHINIE, YeM B IEHTPaIbHBIX. B
MPEABIAYIIUX HCCIIEIOBAaHUAX HAOMI0AAIach MPAaBOCTOPOHHSS CHEIUATN3alNs YCTONYMBOM
BoHBl Ha Bcex uactorax (Keceli m nmp., 2015; Stroganova u ap., 2020). Cnenuanu3zanus
MPaBoTO TOJIyIIapus Ha WHTerpanuu nHdopmaruu B 6onee mupokom okHe (150-250 mc), a
TaKkkK€ YYBCTBHUTEIBHOCTh YCTOMYMBOM BOJNHBI K YaCTOTHBIM HW3MEHEHUSM BHYTPHU
MPOTSHKEHHOTO CJIOKHOTO CTUMYJIa MOXET yKa3blBaTh HA POJIb ATOTO OTBETA B BOCIPUATUU
dboneM. 3agaHue Mo Pa3IMICHUIO YaCTOTHI IIETYKOB, KOTOPOE OBLIO UCIIOIH30BAHO B HAIIEM
UCCJIEIOBAHUU, HE TO3BOJSET OLUEHUTHh 3Ty (PYHKLHIO YCTOWYMBOW BOJIHBI, MOATOMY 3/€Ch
Takke TpebyeTcsl NanbHeilliee M3ydeHHe BOMpoca. TeM He MeHee, CBS3b ITOr0 OTBETa C
BOCIIPUATHEM TOHA M €ro IPaBOCTOPOHHSS ACHMMETpPUS MOTYT IIO3BOJUTH HaM
MIPEIITONIOKUTh €r0 y9acTHE B BOCHPHUATHU MPOTSHKCHHBIX TOHAJIBHBIX “‘YYaCTKOB” BHYTPH

CJIOXXHOI'O CTUMYIJIA.

4.1.3. CeHCOpPHBI U CBA3BLIBAIOIINIT KOMIIOHEHTHI CJIyXOBOI'0 CTALIMOHAPHOIO OTBETA Y

aerem

Bo muorux uccnenoBanusix CCO ocobast pois yaemsercss yactore B 40 ['1i, Tak kak

HUMCHHO B 3TOM JHAIla30HC OTBCT ABJIACTCA HanOoee BBIPAKCHHBIM, 0COOCHHO Y B3pPOCJIBbIX
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(Picton u ap., 2003), a Tak)Ke U3BECTEH €TI0 BEPOSTHBIN MEXaHU3M T'eHEepalluid — aKTHBHOCTh
NMDA-penentopoB Ha napBanbOyMHHOBBIX nHTepHelponax (Cardin u np., 2009; Metzner u
ap., 2019). B namewm uccnenoanuu 40-I'm CCO He urpasl poau B pa3Iuuye€HUU ILIEITYKOB,

O/THAKO €r0 pOJib B CJIYXOBOM BOCIIPUATHUN UCCICAYCETCSA aKTUBHO.

[Ipenpiaymmme wWcciaeIoBaHUS IOKa3ajdd, YTO B OCHOBE CIyXOBOTO CTAallMOHAPHOTO
orBera Ha yactote 40 Il JIe)kaT HECKOIBKO MEXaHHW3MOB, Pa3IUYAOIINUXCS 10 (QYHKIUSAM U
Mexann3my reHepanuu (Gutschalk u mp., 1999; Herdman u ap., 2002), Gonee paHHUil u
noAkmovaronmiics 6onee mo3nHo. Pocc m ®dymxkuoka (2016) mokaszanu, 4TO NEPBUYHBIN
KOMITOHEHT, KOTOPBI OHM Ha3bIBAIA CEHCOPHBIM, COXPAHICTCS MPH CTUMYIISIIIAH ISTIKaMHU
B IIIyMe, B TO BpeMs Kak 0oJiee TO3IHUH KOMIIOHEHT, KOTOPBIA OHHM Ha3bIBAJIHM CBS3bIBAFOIIAM
KOMIIOHEHTOM, BHUJICH JIUINb MPH CTUMYJSIMH Oe3 mryma. B 3Toii pabore aBTOpBI Takke

IIOKa3aJju, 4TO CBHSBIBaIOH_[I/Iﬁ KOMITOHCHT CBsI3aH C BOCHPUATUCM PCUU B IIYMC Y B3POCJIbIX.

B Hameii pabore Mbl MOKazajal, YTO y JETEH Takke MOXXHO BBIICIUTH ITH JBa
KOMIIOHEHTa W YTO OHH CIIEAYIOT TEM K€ TEHAEHLMSAM, YTO M B BBILIICONHUCAHHON padore
(Ross & Fujioka, 2016), a umenHo: npu ctumyisaiuu 40 [ B nryme MOSBISETCS JUITH
paHHUN KOMITOHEHT U okosio 200 Mc mociie Havaja CTUMYJISIUN OH CHU)KAeT aMILIUTYAY, B TO
BpeMs Kak npu ctumyisiiun 6e3 myma CCO octaeTrcs BBIpaXKeH JJ0 OKOHYaHHSI CTUMYJISILIUH.
Kpome Toro, B Hameil paboTe ObLTO MOKa3aHO, YTO C BO3PACTOM YBEIMYUBAETCS JIUIIb
CBA3BIBAIOIIUI KOMIIOHEHT CIYyXOBOTO CTAallMOHAPHOTO OTBETA, HO HE CEHCOpHBIN. Tak Kak
paHee ObliIa MOKa3aHa BOBJIEYEHHOCTb CBSI3bIBAIOLIETO KOMIIOHEHTA B PACIIO3HABAHUE PEUH B
myme (Ross & Fujioka, 2016), MOXXHO THpPEANONOKHUTb, YTO C YIYyYLIEHHEM S3BIKOBBIX

HAaBBIKOB Y I[CTCfI OH CTAHOBHUTCS TaKxKe Ooliee BBIPAKCHHBIM.

CBs3bIBaIOIINI KOMIIOHEHT, B OTJIMYHE OT CEHCOPHOI'0, MOKET UTPaTh POJIb B “‘CBA3KU
B0 BpeMeHu’ (temporal binding) OTHENBHBIX DIEMEHTOB BOCIPHHUMAEMOTO OOBEKTA.
ComnaciHo runoreze Cunrepa u I'pess UMEHHO raMMa-puUTM Y4YacTBYE€T B 3TOM IIpOIEcce
(Singer & Gray, 1995), u Gnaromapst UcCleOBaHUSM B 3pUTEIBHOW MOAAIBHOCTU 3TOMY
HaXOAATCA SKCIEPUMEHTAJIbHbIE MOATBEP)KICHUA. Tak, B OAHON paboTe ObLIO MOKa3aHO
YBEIIMYCHNE aKTUBHOCTU B Auana3zoHe okojo 40 'l mpu BocmpusiTHH peaibHON (QHUTyphI
TpPEyrojibHUKA U €€ WILTI030pHOT0 aHaiora (vwuto3us TpeyronbHuka Kanmka) (Tallon-Baudry
u 1p., 1996). Ilpu s3Tom O6bUT0 3aUKCHUPOBAHO JIBa KOMIIOHEHTA: MEPBBIH, Justmmiics 10 100
MC U CHHXPOHM3MPOBAaHHBIN IO (ha3e C MOSBICHUEM CTHMYJa, U BTOPOH, BO3ZHUKAIOIIUI

okoiio 200 Mc, He CHHXPOHU3HPOBAHHBIH 10 ()a3e CO CTUMYJIOM U UMCIOIIHIA 00JIee ITUPOKUN
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yacToTHbIN quana3oH (30-40 I'm). MHTEpecHO, 4TO BTOPOM KOMIIOHEHT ObLI 0oJiee BhIpaKeH
IpUd  TNPEAbSIBICHUM WJUTIO30PHOTO  TPEYroJibHUKA. ITO  HCCIEHOBAaHUE IO3BOJISET
MPEANOIOKUTh, YTO BbI3BaHHBIM 40-I'1 ramMMa OTBET B pa3HBIX MOJAIBHOCTSIX
JEHCTBUTENLHO CBSI3aH C MHTETpAIlMel OTACIBbHBIX YacTe 00beKTa B KOMIUIEKCHBIN 00pas. B
paMKax Hallero UCCIEI0BaHUs 3TO MOXKET YKa3bIBaTh, YTO KOMIIOHEHT, MOSBIISIOIINNCS MTOCIIE
200 Mc TpH CTUMYJSLIUU 0e3 [IyMa, BHITIOIHIET POJIb ATY CBSI3BIBAIOIIYIO POJIb B CIIyXOBOM

BOCIPUATHUH.

4.2. U3MeHeHNsI BpEMEHHOI0 U CIIEKTPAJbLHOI0 MEXaHU3MOB Yy JeTell ¢ HapylleHueM

reaoB MECP2 u SHANK3

4.2.1. U3MeHeHHUs CJIYXOBOT0 CTALIMOHAPHOIO OTBeTAa NPHU HapymeHuu redoB MECP2 n
SHANK3
ITomuMo HccenoBaHus BOBICYEHHOCTH BPEMEHHOTO U CIIEKTPAJIbHOTO MEXaHU3MOB B
00pabOTKy CITyXOBBIX PUTMUYECKUX CTUMYJIOB, MBI TAK)K€ M3YUMJIH 3TH MEXaHU3MBI Yy JAeTei

C TCHCTUYCCKUMHU CHMHAPOMaMH, aCCOIMUPOBAHHBIM C ayTU3MOM.

B Hamem wuccnemoBaHuM |y JAered ¢ cuHApoMoM Perra u  cuHIpOMOM
Oenan-Mak/lepmu HaOMIOAATUCh, AaTUMUYHBIE Pa3BUTHE M 3aKOHOMEPHOCTH PadOTHI
CIIyXOBOTO CTallMOHAPHOIO OTBETAa. Tak, B KOHTPOJIBHOW IPyIIE B HAIIEM UCCIEIOBAHUU U
no panHbeIM JuTeparypsl CCO ocobeHHO BhIpakeH B paiioHe 40 I'1i, B To Bpemst Kak B IpyTiIe
neTei ¢ cuaapoMoM Perta, HampoTHB, AaHHBINA TToKaszarens Ha 27 u 40 [’ ObuT HUKE, YeM Ha
16 T'u. Kpome toro, Ha 16 I'im oTBeT XOTh M OBLT MEHEE BBIPAKECH, YeM B KOHTPOJIbHOMN
rpynne, HO OTIMYalcs He Tak cuibHO, Kak Ha 27 u 40 I'm. Takum oOpa3om, MBI MOXKEM
TOBOPHTD, YTO NpHU CUHApOMe PeTTa ciiyXoBO# CTallMOHAPHBIN OTBET HAPYIIEH CIEIHU(PHIHO
Ha 27 u 40 I'u. I'maBHOW 3aKOHOMEPHOCTBHIO, KOTOPYIO Mbl OOHApYyXWIH NpU H3yUYEHUH
CIIyXOBOTO CTallMOHAPHOTO OTBeTa y jaereil ¢ cunapomoM Penan-Mak/lepmua, ObUI0 TaKke
ero cenexkruBHoe cHmkeHue Ha yactore 40 I'm. Takum oOpa3om, MOXXHO TOBOPHTH O

CHID)KEHUU BPEMEHHOT0 oTBeTa B paiioHe 40 I'11 y 3THX IByX T'€HETUYECKUX CUHPOMOB.

[Ipennonaraercsa, 4Tro CIyXoBOHl cranuMoHapHblii orBeT Ha 40 Il reHepupyercs
aKTHBHOCTBIO OBICTPOCTIAHKYIOIIMX MapBajdbOyMUHOBBIX HHTepHEHpoHOB (Cardin u ap.,
2009; Metzner u ap., 2019; Sivarao u ap., 2013). B uccnenoBanusx Ha )KUBOTHBIX MOJEISIX

CHUHApOMA PeTTa OBLIIO TaK)Ke MOKA3aHO HapymeHue 3TUX HeﬁPOHOB, IIpruieM MyTalusa B ICHC
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Mecp2 B BO30YKIarOIIMX HEMpPOHAX BEAET K MOSIBICHUIO CYA0POT, B TO BpEMS KaK HapyIlIeHHE
ero paborsl B TAMK»spruueckux MHTEpHEHpPOHAX BOCIPOU3BOAUT MOUYTH LETUKOM (heHOTUT
3a0oeBaHusl, BKJIIOYAas HApPYIICHHE MOTOPHBIX M CEHCOPHBIX (QYHKIWH, a TaKxke
cornuanpHOro B3aumosencTeus (Chao u ap., 2010). MaTepecHo, 4To yaaeHue reHa oOTaAeIbHO
B MapBaJlbOYMUHOBBIX WJIM COMAaTOCTATWHOBBIX WHTEPHEUPOHAX MPHUBOAUT K Pa3HBIM
¢deHoTHIaM: TpH HapylleHHH palboThl MapBaJLOYMHHOBBIX HeWpoHax HaOmonaeTcs
MOTOPHBIH, CEHCOPHBIA W COLIMAJbHBIN JAepuIUT, B TO BpeMs Kak MpH HapyUICHUU
COMAaTOCTAaTUHOBBIX ~ WHTEPHEUPOHOB  HAONMIOAAIOTCS  AMWJIENTHYECKUE MPUCTYNbl U
crepeorunubie aBmxkeHus (Ito-Ishida u ap., 2015). D10 yka3piBaeT Ha KPUTHYECKYIO POJIb
HapylmeHuss paldoTel NapBalbOyYMHUHOBBIX HMHTEPHEHPOHOB B PAa3BUTHHM CHUMITOMOB
3aboneBanus. M Tak Kak aKTMBHOCTH JJAHHOTO THITA HEHPOHOB cBs3aHa ¢ rereparueit CCO,
€ro HapylIeHHE Ha 4acToTe, OJM3KOM K yacToTe paboThl MapBaibOyMHUHOBBIX HHTEPHEHPOHOB
(T.e., B nuanmazoHe okxono 40 I'm), mpu cunapome Perra Takxke MOXKET OBITH CBSI3aHO C

HapyleHUEeM pabOThl ATOM CUCTEMBI.

IIpu cungpome denan-Max/lepmua camwkenne CCO Ha 40 I'ip Takke MOXKET OBITh
CBSI3aHO C HapylIeHHEM MapBaJbOyMHUHOBON cucTeMbl. B psne wucciaenoBanuii ObUIO
MOKa3aHo, YTO HapylleHHUe TeHa Shank3 NPUBOIUT K CHUKEHUIO IKCIPECCUN NTapBaIbOyMUHA
(Filice m nmp., 2016), a Takke yMEHBIICHHIO pa3Mepa U KOJWYECTBA MapBaIbOyYMHUHOBBIX

untepHeriponoB (Gogolla u ap., 2014).

B pabore Gogolla m ap. (2014) OpulO0 Takke IMOKA3aHO, YTO 3a TOBPEKICHHUEM
napBajgbOyMHUHOBOM CUCTEMbI NpH HapylieHun padotrsl SHANK3 u MECP2 MoryT Jexarb
pasHble MeXaHW3Mbl. Tak, y HOKAyTHhIX 1O Shank3 Mplneld HaOMIONAIOCh H3MEHEHHE
OamaHca BO30YXIECHUA-TOPMOXKEHHUS B CTOPOHY BO30OYXIEHMsS, B TO BpeMs Kak IpH
MOBPEXJCHUH T'eHa Mecp2 — B CTOPOHY TOPMOXEHHs. ABTOpBI NPUXOIAT K BBIBOLY, YTO
HOpMaJibHOE  (PYHKIIMOHMPOBAHUWE MapBajJbOYMUHOBBIX HHTEPHEHPOHOB BaXHO JUIf
nojyiepkanue 3toro Oamanca. Eme omHuM pasnuuneM Mexay d¢pQexTamu, BbI3BAHHBIMHU
HapyIIEHHEM JITHX JIByX T'CHOB SIBISICTCS TO, YTO JJIsl HOKAyTHBHIX 1O Mecp2 TeHy MBbIIIEi
XapaKTepHO YCKOPEHHOE B3POCIEHHME U YCIOXKHEHUE CBA3ed NapBajbOyMHHOBBIX
unTepHeipono (Krishnan u ap., 2015; Patrizi u np., 2020). 11 n3MeHeHUs ObUIH CBSI3aHBI C
MPEX/JIEBPEMEHHBIMA HA4YajiOM M 3aBEPIICHHEM KPUTUYECKOTO TMEepHoJia B Pa3BUTUHU
3putensHOi Kopbl (Krishnan u ap., 2015). 310 MOXkKeT OBITH ACCOIMUPOBAHO C XapaKTEPHBIM
IUI TAHHOTO 3a00JIeBaHMs PErpeccoM B MOTOPHBIX M PEUEBBIX HABBIKAX, HACTYMAIOLIMX

mocjie IMnepruoJa HOPMAJIBHOIO Ppa3BUTHA. B Hameit pa60Te 0COOCHHOCTBIO BO3PACTHOTO
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pasButust CCO y nereil ¢ cunzapomoMm Perta ObUIO yBEeNMYEHHE €ro BBIPAXKEHHOCTH Ha
yactotax 16 u 27 I'u, Ho He Ha 40 I'y, B To BpeMms kak B rpynnax PAC 1 KOHTpOJIbHOH rpyIie
YBEIIMYECHUE C BO3pAcTOM Halmonasochk nMeHHO Ha 40 I'i. MBI MOXXKEM MPEIIONI0KUTh, YTO
Takasi OCOOEHHOCTb pa3BUTHs CIIyXOBOTO CTAallMOHAPHOIO OTBETa TaKXKe CBA3aHa C
HapylIeHUEM TPAeKTOPUU Pa3BUTUS CHCTEMBbl NapBajibOyMHHOBBIX HMHTEPHEHPOHOB MpHU

JaHHOM 3a00JIeBaHUU.

Brnusinue Hapymenust pabotel reHa Mecp? Ha OanaHc BO30YXKIEHUS/TOPMOKCHHUS
M3ydJau Takxke Ha cpesax oonactu CA3 runmokamna y mermeit (Calfa u ap., 2015). B pabote
OBUIO TOKa3aHO, YTO aMIUIMTyIa M 4YacToTa BO30YXIAIOMIMX MOCTCHHANTHYECKUX
notenHimanos (BIICII) B mapBaibOyMHHOBBIX MHTEpHEHPOHAX ObLTa CHM)KEHA, TO €CTh OHU
OTBEYAJIM C MEHBIIIEH YacTOTON. ITO MOKET COOTHOCUTHCS C TEM, YTO MbI TTOKAa3aJIH HE TaKOe
BBIpQ)KEHHOE HAPYIICHUE CIIyXOBOTO CTAllMOHAPHOTO OTBETA y JeTel ¢ cuHapoMoM Perra Ha
camoii HiwkHed wyactote (16 I'm). Kpome toro, CCO na 16 m 27 I'ni yBenuuuBajics c
BO3pacToM. BeposTHO, U3-3a HapyIeHus: ClIOCOOHOCTH MapBalbOyMHUHOBBIX HHTEPHEHPOHOB
OTBEYATh C BBICOKOW YaCTOTOW CHMKAETCS BPEMEHHOE pa3pelleHHe CIYyXOBOH CHCTEMBI.
[Tomumo 3TOTO, GOJNIEE HU3KHE YACTOTHI MOTYT BBIMOJHATH POJIb CBS3YIOIIETO MEXaHU3Ma
OT/ICTIbHBIX 3JIEMEHTOB BOCIHPUHUMAEMOTO OOBEKTa, KOTOPYIO B KOHTPOJBHOH TIpyrie
BoITIoNIHSAET 40 ['1-pUTM, ¥ MMEHHO IMMOATOMY BBIPAKEHHOCTHh (Pa30BOM KOTEPEHTHOCTH Ha
ATHX YacTOTaX BO3PACTaeT C BO3PACTOM, MOBTOPSs 3aKOHOMEPHOCTH, XapaKTEPHBIE B HOpME

g 40 T

JIpyruM acrekToM, KOTOPBIH MOXET ObIThb HapylleH H3-3a CHI)KEHHUS aKTUBHOCTH
napBajgbOyMHUHOBBIX HEHPOHOB — HApYLICHWE BPEMEHHON TOYHOCTH OTBETAa MUPAMHUIHBIX
KJIETOK, 4TO ObLI0 OOHapyXeHo NpH HapyueHnuu padotel rena SHANK3 (Filice u np., 2020).
B pabore Engineer ¢ coaBTopaMu ObUIO IOKa3aHO, YTO y MbIIIEH C NOBPEXICHHBIM T€HOM
Shank3 Obula CHIKEHa CKOpOCTh ‘“‘cpabarbiBanus’ Hedipona (firing rate) mpu ObicTpoM

NpeIbABICHUN pa3nuuHbIX cTuMynoB (Engineer u ap., 2018).

Brie yxe oOcyxnanack poib putMma B nuamnasoHe 40 I'p kak MexaHu3Mma “‘CBS3KH
3JIeMeHTOB BO BpeMeHH’ (temporal binding). beuto mokaszano, yto npu HapyeHun u Shank3,
u Mecp2 dukcupyeTcss CHIKEHHWE MYJIBTHCEHCOPHOM HWHTETrpallid B OCTPOBKOBOM 30HE
(Gogolla u np., 2014). DT gaHHBIE TMO3BOJSIOT MPEANOIOKHUTH, YTO HapyIllIeHHE PaOOThI
MapBaJIbOyMHUHOBON CHCTEMBI, KOTOpas HaOmromaeTcs mpu cuHapoMe Perra u cuHIpome

®denan-Mak/lepmua, 3arpyaHser (OpMUpPOBaHHWE OOpPa30B CIOXKHBIX OOBEKTOB, 4YTO B
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CHYXOBOﬁ MOJAJIBHOCTH MOXCT OBITE KPUTUYHO JIS1 Pa3BUTUSA PCUH. YT1o0OBI MOATBECPAUTD OTY
TUIIOTE3Y, HYXHBI HOOIOJHUTCIBHBIC HCCICIOBAHUA, OAHAKO HAMCUCHHAA CBIA3b MCIKIY
KOHKPCTHBIMH MOJICKYJIAPHBIMA HU3MCHCHUAMHU U (beHOMeHaMI/I HapylmcHus BOCIIPUATHA

MOXKET UTPATh POJIb U B HAPYILLIEHNUHU PEUr ITPU HEKOTOPbIX cirydasx PAC.

BrisBnennass cBs3p  Hapymenus CCO mpu  cuUHApOMax, acCOIMUPOBAHHBIX C
HapylIeHUEM IapBajbOyMUHOBBIX HMHTEPHEHPOHOB, MOXKET TakKe OOBSCHATh HapyIIECHUs
JAHHOTO OTBETa y JeTeil ¢ mauonaruueckuMm aytusmom. (De Stefano u ap., 2019; Roberts u
ap., 2021; Wilson u ap., 2007). CormacHO OJHON W3 THIIOTE3 STHOJOTUU ayTHU3Ma UMEHHO
HapylleHue B 3Toil cucrteMe mnpuBoguT kK Bo3HUKHOBeHHIO PAC (Filice n ap., 2020).
OKCHepUMEHTAIbHbIE JJAHHbIE TaK)Ke MOATBEPKIAIOT ATO NpennoiokeHue. [loctMopranbHble
UCCIIIOBaHMS TI0Ka3alM, YTO KOJMYECTBO MapBaibOyMHHOBBIX HHTepHEeipoHOB mpu PAC
cHkeHo (Ariza u ap., 2018; Hashemi u np., 2017), a mpu noBpeXaeHUH JAHHOW CUCTEMBI y
MBIILIEH, KUBOTHBIE BOCIIPOU3BOJSAT OCHOBHBIE CUMIITOMBI ayTH3Ma, TAaKUE KaK HapyIIEHHOE
COLMAJIBHOE B3aUMOJAEHCTBUE, a TAaKK€ MOBTOPSIOIIMECS M CTEPEOTHIIHbIE MOJENIU
noBenenuss (Wohr u ap., 2015). BeposiTHO, HapylieHHEe 3TOH CHCTEMBI MOXKET JIeKaTh B
OCHOBE OJIHOTO M3 IyTeH mosBieHMs ayTuszMa, u cHwkenue CCO B nuanasone oxoiso 40 I'ig

MOJKET YKa3blBaThb UMEHHO Ha 3TY ATHOJIOTHIO.
4.2.2. U3MmeHeHuUe yCTOHYMBOI BOJHBI IPU NpH HapymeHun renoB MECP2 n SHANK3

CnyxoBo#l CTallMOHApHBIA OTBET MCCIEAYETCS JOBOJIBHO aKTMBHO, U HAKOIUICHHBIE B
JUTEpaType JaHHbIE TO3BOJSIOT MPEANOI0KUTh BO3MOXHBIE TNPUYMHBI HAPYLICHUS
MEXaHU3MOB, OTBETCTBEHHBIX 3a T€HEPALMIO ATOr0 OTBETA MPU F€HETHUYECKUX CHHIPOMAX U
CBSA3aTh €r0 C KOHKPETHBIMU MOJIEKYJISPHBIMU U3MEHEHUSAMH. YCTOMUMBAs BOJIHA K€ U3yUYeHa
HaMHOI'O MEHbIIIE, KpOME TOTO B KOHTEKCTE HapyIICHUH pa3BUTHUS JAHHBIE O €€ U3MEHEHUU
ecTh Juib B rpymnme aereit ¢ PAC, y koTopsix HaOmonaercs ee cHukeHue (Arutiunian u jp.,
2023; Stroganova u np., 2020). B stux paborax, ogHaKo, CTUMYJSIUS OCYIIECTBISIIACH
ToNbKO Ha ofHoM yactore — 40 'i. B Hamieit pabote Mbl BriepBble H3YYHIIA OCOOCHHOCTH
JaHHOro orBera npu cuHiapoMme Perra m cunppome deman-Mak/lepMua U nokasaiu, 4To
HECMOTps Ha yBesnnyeHue YB ¢ 4acToTol cTUMysuu, BbIpaKEHHOCTh OTBETA OKa3bIBAETCSA
CcHMKEHHOM. Taxke Mbl U3y4MIIM 3aBUCHUMOCTh aMIUIMTY/Ibl YCTOWYMBOM BOJHBI OT YaCTOTHI

CTUMYJSIIUU IIPU 3TUX CUHAPOMAXxX.

YcroituuBass BoimHa mpu cuHIpoMe PerTa, Takke, Kak U B KOHTPOJBHOW TpYIIIE,

CTaHOBMJIACh OoJiee BBIpaKEHHOM Ha BhIcOkMX dacToTax (40 u 83 ') mo cpaBHEHHIO ¢ Oojee
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Hm3kumMu (16 m 27 T'm). Ilpm 3TOM, B OTIMYME OT THUIHMYHO PA3BUBAIOIIUXCS JICTCH,
YBEITUUEHUS aMIUIUTY/Ibl MEKIY YCIOBHSMM CO CTUMYJISILIMEN ¢ yacToToil 16 u ¢ yactoroit 27
I'm we nHaOmomanock. AMIUIMTYAa ObUIa CHIDKEHa Ha BCEX YacTOTax IO CPABHEHHUIO C
KOHTPOJILHOM T'PYMIION, YTO TOBOPUT O TOM, YTO CIIEKTPAIbHBIH MEXaHU3M pa3INueHUs TOHA
B PUTMHUYECKHX CTHUMYJIaX MOXET OBbITh HApyIICH MPHU 3TOM CHUHApPOME. MeTodoiI0rndecku
CJIOKHO OLICHUTH Ha IOBEACHUYECKOM YPOBHE, AEMCTBUTEIBHO JIM Y MALMEHTOB C CHHIPOMOM
Perra HapymeHo Bocmpusatue ToHAa. OJHAKO KOCBEHHBIM CBUIETEIBCTBOM 3TOTO MOXKET
CIIy’)KUTb yXYyALIEHUE MPOCOANYECKUX XapaKTePUCTUK BOKAJIM3alUMU y JAEeTed C 3TUM
3aboneBanuemM (Pokorny wu np., 2018). IloMmumo s3TOoro, OBLIO TMOKa3aHO, YTO y JETEH C
cUHIpoMOM Perta HapylleHa HEraTMBHOCTb paccomniacoBaHusi (mismatch negativity),
koMrioHeHT BII, cBs3aHHBIN ¢ AeTekiueil penkux cTumynnoB (ToHOB ¢ yactoTod 1000 I'm) B
MOCJIEIOBATEIHFHOCTH OoJiee YacTo BcTpeuatomuxcs (ToHoB ¢ yactotoit 500 I'm) (Foxe u np.,
2016). B npyrom wucciemoBaHuM OBLUIO TAaKXe IMOKAa3aHO CHIDKEHHWE KOMIIOHEHTa P2 mpwm
npeabsaBiIeHUn TOHOB U ¢oHeM (Sysoeva, Molholm, u ap., 2020b), KOTOpBI CBSA3BIBAIOT C
KOHconuuanuen ciyxoBoil mamsatu (Tremblay u np., 2014), npu 3TOM paHHUN KOMIIOHEHT
BBI3BaHHBIX IOTeHIManoB Pl ocraBamca coxpanHeiM. Hamm pesynsrarsl MO3BOJSIOT
JIOTIOJIHUTh KapTUHY HapyIIEeHUs BOCHPUITHS TOHAa IpU cuHApoMme Perta CHMIKEHUEM

aAMIUIUTYbl YCTONYMBOM BOJIHBI.

BaxxHolt 0COOEHHOCTBIO JAHHOTO OTBETa IpU cuHApoMe PerTa siBisieTcs yBeauueHue
€ro aMIUIUTY/Bl C BO3pacToM Ha 4actore 83 I'L, TO ecTh TOraa, Korna nocjaeioBaTeIbHOCTb
LIETYKOB IPUOOPETAeT OTUETIIMBO CIBIIIUMBIA TOH. YBEJIWYEHHE AMILUIUTYIbl YCTONYMBOU
BOJIHBI C BO3PACTOM HaOmroaeTcs Takxke B rpyrre jnereid ¢ PAC, 4To MOXET Takke yKa3bIBaTh

Ha CXOXKHNEC 3aKOHOMCPHOCTHU PA3BUTHUA CHYXOBOﬁ CUCTCMbI CHHApOMAa Perra u PAC.

[Ipu cungpome dDenan-MakJlepMu CHUKEHHE BBIPAKEHHOCTH YCTOWYHMBOW BOJIHBI
HaOmonanoch numib Ha yactore 40 [, a 3aKOHOMEPHOCTH YBETUYEHHUS AMIUTUTYIBI C
yacToTol OblIa coxpaHeHa. IIpeapiayiue necneqoBaHus OKa3aial COXPAHHbBIE KOMIIOHEHTHI
BBI3BaHHBIX IMOTCHIIMATIOB B OTBET Ha mpeabsBiaeHue ToHa (E. L. Isenstein u ap., 2022), a
COXpaHEHUE TEHICHIMHM K YBEJIMYCHHUIO aMIUTUTYIbl Ha OoJiee BBICOKMX YacTOTaX MOXKET
YKa3blBaThb Ha COXPAaHHOCTb M JTOTO aCMEKTa CIyXOBOTO BOCHPHATHS TPHU CHHIPOME
@enan-Mak/lepmua. M3menenue naHHoro orsera Ha yactore 40 'l MOXET roBOpUTH O
HapylIeHUH BOCHPUATUS TOHA JIMIIb B IEPEXOJHBIX YacTOTaxX, TOINA, KOIAA CTUMYI

OIIYIIIAETCs KaK “TperneTraHue’.
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4.3. UccaenoBanue 0CO0EHHOCTEN CIIYXOBOI0 BOCIIPUSITUS NPU F'eHETHYECKUX

CHHIPpOMAX KaK €rnocoo NMpeoao0JIeHUA r€eTEPOreHHOCTH ayTU3Ma

B nanHOl paboTe Mbl MOKa3aJd BO3MOXHOCTb HM3YUYEHHS CHUHAPOMANbHBIX (hopm
ayTh3Ma JJs BBIJCNCHHUS KOHKPETHBIX (DU3MONIOTHYECKUX ITyTeH, KOTOpble MOTYT OBITh
CBSI3aHBI C TIOSIBIICHUEM ayTH3Ma, a TAK)KE WX CBS3b C IMOBEICHYECKUMU TTapameTpamu. Takon
HOAXOA MOXKET HE MPOCTO IOMOYb IPOJUTh CBET HAa STHOJOTHIO ayTH3Ma U MPEATIOXKHUTh
HOBBIE TEpaleBTHUECKHE MHUILEHH, HO TaKkKe U chelaTb BKJIaJ B  peIIeHUE
(byHIaMEHTaJILHOTO BONpPOCAa O CBA3M TI'€HOB, MO3ra W moBeAeHus. llomumo 3TOro, oH
MPEOCTABIAECT BO3MOXXHOCTh BBLACTHTH JHAO0(DEHOTHI, XapaKTEpPHBIN Uil KOHKPETHBIX
TCHETHYECKUX HApYIIeHWH, YTO TIOMOXET CBs3aTh T'CHETUYECKHE HApyIICHHS |
(heHOTUITMYECKHE TPOSBICHUS 00JIe3HU MM Kakoro-nubo cocrosHus (Gottesman & Gould,
2003; Walters & Owen, 2007). DHIO(PEHOTHUIT MOXKET BBICTYNAaTh OOBEKTUBHBIM MapKepoM
W3MEHEHUH BCIIEACTBUE TOM MM WMHOW TEpamuH, a TaKkKe BBICTYNATh KPUTEPHUEM IS
pasnenenuss Oombiiol rereporeHHod rpynnsl PAC  Ha moarpynmsl ¢ M3BECTHBIM

(bI/ISI/IOJ'IOFI/I‘IeCKI/IM MCXaHU3MOM, JIC)KAIIIMM B OCHOBC ITIOABJICHHUA CUMIITOMATHUKU.

B kauecTBe OJHOro M3 HSHAOPEHOTHUIIOB, YYACTBYIOLIMX B IPOLECCE CIyXOBOIO
BOCHIPUATHS M  SABJSIOIIMMCS  TIOKa3aTelleM BpPEMEHHOW 00paboTKM  pUTMHUYECKOU
MH(POPMALIMU MOXET OBbITh CIIyXOBOM CTallMOHApHBIN 0TBeT. B amanazone okomno 40 I'y CCO
OKa3aJicsi HapylleH TpH CHHAPOMAaX, AaCCONMHUPOBAHHBIX C HapylIeHHEM paloThI
napBajgbOyMUHOBBIX MHTEPHEUPOHOB, a TAKXKe MOXET ObITh HAapyIIEH B HEKOTOPBIX CIydasx
puavonaruueckoro aytusma. Ilomumo PAC, naHHBI OTBeT HapylleH M MNpH APYTHX
3a00JeBaHuUsX, IPH KOTOPBIX HapylleHa padoTa 3TOM CUCTEMBI, HaIIpUMEp MPU MHU30(PPEHUN
(Onitsuka u mp., 2013; Thuné u ap., 2016) u cuagpome meneruu 22q11.2 (Larsen u mp.,
2018; Mancini u gp., 2022). Takum oOpa3oMm, MBI TpeAnonaraeM, 4YTO CHIDKCHHE
BbIpaxkeHHOCTH CCO CBsI3aHO MMEHHO C HapyLIEHUEM MapBajJbOyMHUHOBBIX MHTEPHEHPOHOB,
HO HE C KaKMM-TO KOHKpeTHbIMH 3aboneBanueM. M3yuenne CCO y pasHBIX MHOATPYMII
UAMOTIATUYECKOTO ayTH3Ma M IPYTUX TeHETUYECKUX CHHIPOMOB TO3BOJIUT MPOJIUTH CBET HA
CBSI3b HApYyILIEHUS 3TOr0 OTBETa C JAE(UIUTOM CIyXOBOI'O BOCHPHUATUS U €ro poib B
HapyLEHUSIX PAa3BUTHUA PEUU, YTO SBISCTCS KPUTUYHBIM JUIsI NOHUMaHHUS OCOOEHHOCTEH

HapyLIEHUN Pa3BUTHSL.
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OnucanHble HaMU CHUHAPOMBI U (U3HOJIOTMYECKHE T[IOKa3aTelH SIBIAIOTCS HE
€IMHCTBEHHBIMU OOBEKTaMM HCCIIEIOBaHMS B PaMKax JIAHHOTO IOJXOJa IO MPEOI0JICHHIO
rereporeHHoctu aytusma (Neklyudova u np., 2022). Tak, gpyrum mpuMepoM TaKoro MOAXOoAa
MOXET SBIATHCA CHHAPOM XPYNKOMl X-XpOMOCOMBI, Takke accouuupoBaHHbiM ¢ PAC
(Richards u np., 2015). JlaHHBIN CHHAPOM CBsi3aH ¢ HapymieHneMm reHa FMRI (Huber u ap.,
2002), uyro mpuBOoAMT K HapyuieHuto padorsi [AMK-penentopoB, 4to, B CBOIO O4Yepeb,
cMmeraer 0amaHc BO30YKIEHUS\TOPMOXKECHHS B CTOpOHY B030yxaeHus (D Hulst u gp., 2006).
[ToBeIieHHas BO30OYIMMOCTh BHUIHA KaK Ha MOBEACHUYECKOM ypoBHe y manueHtoB (Heald u
ap., 2020; Rais u ap., 2018), Tak 1 Ha ypOBHE BBI3BAaHHBIX MOTEHIIMAJIOB, BBIpa)kKarolias B
yBesnnueHHor amiumtyae BIl Ha mpenbsBieHHME CIyXOBOIO CTHUMYJIa M CHH)KEHHOM
MPUBBIKAHUU TIPH NTOBTOpHOM mipenbsieHnu (Knoth u np., 2014; Rojas u ap., 2011; Van der
Molen u ap., 2012). CityxoBoil cTallMOHAPHBII OTBET HUCCIENOBAICA HA MBIIIMHON MOJIEIH
JTaHHOTO 3a0oyieBaHus M oka3biBasics cHUkeH (Kozono u mp., 2019; Lovelace u ap., 2020),
YTO TaKXKe MOXKET OBITh BHI3BAHO HapyllleHHEM padoThl MapBajab0yMUHOBBIX HHTEPHEHPOHOB,
KOTOpBIe BCTpeuaroTcs mpu 3toM cuaapome (Patel u ap., 2013; Selby u np., 2007). TIpu atom,
COYETAHHE TUIEPUYBCTBUTEIBHOCTH U YBEJIWYEHHBIX AMIUIUTYJ KOMIIOHEHTOB BBI3BAHHBIX
MOTEHIIMAJIOB, KOTOPOE XapaKTEPHO ISl CHHAPOMA XPYIKOH X-XpOMOCOMBI U HE XapaKTepHO
JUIL CHMH/IPOMOB, HM3y4YaeMbIX B Hallleil paboTe, yka3bplBaeT Ha pa3ivyde HApYLIEHUH B 3THX

CUHJpOMAaX.

Taxke MOMHMO H3y4eHHUS JIPYT'MX CHHAPOMOB, Ba)XHO pa3BHBATh MCCIIEJOBAHUS
IPYTUX TapaMeTpoB, KOTOPbIE MOIIK OBl OBITh MOTEHIMATIBHO TIOJIE3HBIMH OMOMapKepaMu
HapyLIeHUH pa3BUTHSL. OHu  Takke  MODIM  IOMOYb  CBSI3aTb  YPOBHH
MOJIEKYJIIDHO-TCHETUYECKMX M3MEHEHUH W IOoBeleHYeCKMX HapylieHuil. OpuH U3
napaMeTpoB, KOTOPBIH MOr Obl ObITh HMH(OPMATUBHBIM NpPU HCCICIOBAHUU OTAEIbHBIX
noarpynn PAC — HakJIOH HenmepruoandecKkol KOMIOHEHTHI D3I, KOTOPBIN TaKkKE CBSI3bIBAIOT
c OasaHcoM BO30YyXIeHHUS\TOpMOXXKeHHs B HepBHOU cucreme (Voytek u np., 2015). [lpu
CHUHJPOME XPYHKOH X-XpOMOCOMBI, ACCOLMMPOBAHHBIM C TMIIEPUYBCTBUTEIBHOCTBIO, 3TOT
HAKJIOH ObLI Oosiee IOJIOTUM, YTO OTpa)kaeT yBEJIMUEHHE BBICOKMX YacTOT M HEWPOHHOIO
mryma (Wilkinson & Nelson, 2021), B To BpeMsi Kak pu CHHApoMe PeTTa HaKiIoH, HalpOTHUB,
obu1 yBenuueH (Roche u np., 2019). Oto Takke ykazbIBaeT Ha pas3jinyhe UCCIIEIOBAHHOTO
HaMM MEXaHM3Ma M TOT0, 4TO ObLI MPEJIOKEH MO Pe3yJIbTaTaM U3yueHUs] CHHIPOMA XPYIIKOH

X-XpOMOCOMBI. Mag1 CYUTAacM, 4YTO CPABHUTCIBHOC H3YUCHHUC PA3JIUYHBIX T'CHCTHYCCKUX
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CUHAPOMOB, ACCOINMHUPOBAHHBIX C PAC no3Bonut BBIJICIINTE OTACIIBHBIC ITYTH, IPUBOAANINC K

CUMIITOMAaM HapyHICHUA pa3BUTHA.

Boigenenue momoOHBIX MyTeH OT HApYIICHHBIX T€HOB K OCOOCHHOCTSIM MO3TOBOM
AKTUBHOCTH U MX CBS3BIO C MOBEACHUSCKUM JIe(DUIIUTOM JJIsI BEIICTICHUS TOATPYI U3 OOIIeiH
TPYNIBl TETEPOTCHHOTO 3a00JIeBaHUS YKJIAJBIBACTCS B KOHIEHIIMIO Pa3pabOTKH HOBOTO
MoIXoAa K TUarHOCTHKE, OCHOBaHHOTO Ha uccienaoBanusax (Research domain criteria, RDoC)
(Hakak-Zargar u np., 2022; Ibrahim & Sukhodolsky, 2018; Insel & Wang, 2010). B otnuuue
OT TPAJUIMOHHOTO METOJa JAMATHOCTHKH, OCHOBAHHOTO Ha TOBEIECHYECKUX CHUMIITOMOB,
RDoC mo3BosisieT paccCMOTPETh MATOJIOTHIO, OCHOBAHHYIO Ha HAPYIIEHUW MO3TOBBIX IIETICH ¢
WCIOJb30BAaHUEM KaK TeHETHYECKUX, TaK M HEWPOOHOJOTHYECKUX METOJOB, YTO OCOOCHHO

BAKHO ITPHU JUATHOCTHUKE U JICUCHUU TaKUX CIIOKHBIX COCTOSIHUU KaK HapylmIeHusd pa3BUTUA.
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3AK/IIOYEHHUE

B nmanHOIi paboTe MBI MOKa3aJid, YTO B aHAIN3E PUTMHUYECKUX CIYXOBBIX CTHMYJIOB
Y4acTBYIOT KakK MHHHMYM JBa MEXaHHM3Ma — BPEMEHHOM M CHEKTpaibHbIA. [lepBblit
HanOosnee aktuBeH Ha vactote 27 u 40 I'm, a Ha wactore 27 'l BOBJICUEH B pa3audyeHUHN
4acTOThI LIEIYKOB. BTOPOIi k€ yBEJIIMUMBAETCS C MOBBIIIEHUEM YacTOThl CTUMYJISILIMM, a Ha
yactore 40 'l yyacTByeT B pa3IMuYE€HHMHM YacCTOThl WHIENYKOB. [Ipu 3TOM, MMEHHO mpu
nepexojie OT paznudeHus menukoB pu 27 'y k 40 [ pasnuyars 1Be MOCEIOBATEIBHOCTH
IIETYKOB CTaHOBUTCS mpormie. [Ipy moakiIOYeHUH CHEKTPaJbHOTO OTBETAa PUTMHUYECKHI
CTUMYJI TpuoOpeTaeT TOH, M 3a CUeT JTOr0 BOCHpPUATHE CTAaHOBUTCA Ooiee

HIOAHCUPOBAHHLIM.

Mbl Takke M3YYMJIM 3aKOHOMEPHOCTH paloThl JaHHBIX OTBETOB IpPH JABYX
TEeHETUYECKUX CHUHAPOMAaxX, aCCOLMUPOBAHHBIX C ayTU3MOM — cUHApoMe PeTra u cunapome
@®enan-Max/lepmua. Ilpu cungpome Perra u cungpome @enan-Mak/lepmun Oblio
oOHapyXeHO H30MpaTeIbHOE HapyIICHHWE CIIyXOBOIO CTAIlMOHAPHOTO OTBETa B JUAla3oHe
okoso 40 I'm. D10 MOXeT OBbITh CBSI3aHO C TEM, YTO MPH JaHHBIX CHHJPOMAax HapylleHa
CHUCTEMa MapBajIbOyMHHOBBIX MHTEPHEUPOHOB, KOTOPHIE BOBJIEUEHBI B TEHEPALIMIO OTBETA HA
JTaHHOM yactoTe. MBI peanoaaraeM, 4To JaHHBIN MOKa3aTelb MOXKET CTaTh IapaMeTPOM JUIs
BbIZIeNieHns noArpynmbl PAC, mpUuYrHON MOSBICHUSI KOTOPOTO SBJISIETCA HAPYUIEHUE CUCTEMBbI

napBajabOyMHUHOBBIX HHTEPHEHPOHOB.

Takke, Mbl BIEpPBBIE HCCIEIOBAIA 3aKOHOMEPHOCTH YCTOWYMBOW BOJHBI TPHU
cunnpome Perra u cunnpome denan-Max/lepmua. Hamm pe3ynpraTsel IoKa3aaid CHUKEHUE
aMIUTATYJIBI 3TOTO OTBETA MPU CUHIpOME PeTTa Ha BceX 4acTOTaxX, HO MPH 3TOM COXPaHEHHUE
3aKOHOMEPHOCTH YBEJIIMYEHUE AMIUIMTYAbI C 4aCTOTOW. MIHTepeCcHO, YTO Ha camMOil BBICOKOM
yactote, 83 ['m, TaM, rae mociaeaoBaTeIbHOCTh IEMYKOB CIBIIIAIACH KaK MPOTSKEHHBIN
CTUMYJI C TOHOM, aMmIUIMTyZda OTBE€Ta C BO3pAacTOM yBenuuuBaiack. lIpu cungpome
@®enan-Mak/lepmun ycronuuBas BOJHA OTIMYAIACh OT KOHTPOJIBHOW IPYIIIBI JIMUIL IPH
ctuMyisinua ¢ yactorod 40 I', 1 3aKOHOMEPHOCTh YBEJIMYECHUSI aMIUIUTYIbl Ha BBICOKHX

JacTOTax TaKKEC COXpaHsAIaCh.
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1.

BbIBO/IbI

VYV nerell C TUMWYHBIM Pa3BUTHEM B aHAJIN3€ PUTMHUYECKUX CIIYXOBBIX CTHUMYJIOB
Y4acTBYIOT Kak MUHMMYM JiBa MexaHu3Ma. [lepBblil U3 HUX, BpeMEHHON MEXaHU3M, Ha
D3I orpaxkaercst B mapameTpax CIyXOBOI0 CTAlIMOHAPHOIO OTBETA, KOTOPBIN CBSI3aH C
pa3IMYeHHEM YaCTOTHI IIETYKOB MPU CTUMYJSIIUU B 1uanazoHe okojo 27 ['u. Bropoii
— CHEKTpaJbHbIA MEXaHU3M — aCCOLMMPOBAH C YCTOWYMBOM BOJIHOW, U CBSI3aH C
pazIuyeHueM MIETYKOB B Juarnazone okosio 40 I'u, rne Habmromaercst 6ojee TOHKOE

PA3INUCHUC PUTMHUYCCKHUX 3BYKOB.

3HayeHust (pa3oBOM KOrEpEHTHOCTH CIYXOBOTO CTAllMOHApHOIO OTBeTa Haubolee
CUJIBHO CHWXEHBI B AuanazoHe okojio 27-40 I'u npu Hapymenun rena MECP2 n 40
I'n mpu Hapymienuu reHa SHANK3, 94T0 MOXET ObITh CBSI3aHO C HApyIICHHEM PaboThI

MapBaIbOyMUHOBBIX HHTEPHEHPOHOB, HAOIIOMAIONTUMCS TPU JTAHHBIX 3a00JIEBAHUSX.

AMIIIUTYla YCTOWYMBOM BOJIHBI CHW)KEHa IpU HapyuieHuu reHa MECP2 Ha Bcex
yacToTax, a Ipu HapylieHuu rena SHANK3 cHukeHa Npu CTUMYJISILUU ¢ yacToTon 40
', mpu 3TOM HaOIIOAETCS YBEIUYEHNUE aMILTUTYAbl Ha O0Jiee BBICOKMX 4acTOTaXx.

M3yueHne reHeTUYeCKUX CUHPOMOB, aCCOLMMPOBAHHBIX C ayTU3MOM M HapyllleHUEM
peud, MOXET  IMO3BOJHUTH  BBIACTUTH  Helpoduznonornueckue MNyTH H
COOTBETCTBYIOIIME UM 3JEKTpodHLEeanorpapuueckue OHOMapKepsl, JIeKallue B

OCHOBE OTJEJIbHBIX NOArPYII ayTU3Ma.
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CIIUCOK COKPAIIEHU M YCJIOBHBIX OBO3HAUEHUI

PAC — paccTponCcTBO ayTUCTUYECKOrO CnekTpa
CP — cuHgpom PetTa

OMI — cungpom denan-MakOepmua

O3l — anekTposHUedanorpamma

Bl — BbI3BaHHbIE NOTEHUMASbI

CCO — cnyxoBoW CTauMoHapHbIN OTBET

YB — ycTon4ymsas BorHa

MPYLL — nopor pasnuyeHus 4acToThl LEen4ykos
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IMPUJIOKEHU A

Ipunoxenue 1. Jlemorpadguueckue u KIMHUYECKUE TaHHBIC YIaCTHUKOB C TEHETHUECKUMU
CUHPOMaMU.

Ipunoxenue 1A. lemorpaduueckue JaHHble W JaHHbIE  KIMHUYECKOIO U
KIIMHUKO-TEHETUYECKOTO TecTupoBaHusi nereil ¢ cuuapomom Perra. RSS (Rett syndrome
severity score) — ONPOCHHMK BHIPAKEHHOCTH CUMITOMOB cuHApoMa Perra (Bappupyercs oT
0 no 18, rne 18 — HaubombIIast BRIPAXKEHHOCTh CUMIITOMOB). YPOBEHb Pa3BUTHS PEUU —
3aKJIIOYEHHE CIIELUAINCTa O PA3BUTHU PEYH.

HcnwiT | Bo3pact Bo3pacr Tun myramun RSS | YpoBens pa3Burus
yeMblil | mpw 3anucu | perpecca peun
ROOI  |g 55 18 MECP2 ¢.763 C>T, p.R255X 12 |ner peun
R0O02 |4 24 MECP2 ¢.953G>A, p.R318H 5 crosa
RO05 785 18 MECP2 ¢.952C>T, p.R318C 7 CloBa
RO06 |75 15 MECP2 ¢.502C>T, p.R168X 6 cnoBa
R0O09 6.55 He 3adukcupoBan | MECP2 c¢.763 C>T, p.R255X 9 HeT peun
RO10 12.34 42 MECP2 c.1101del101, p.H367fs 9 CIIOTH/3BYKOKOMILIEKCHI
ROI12 (591 12 MECP2 ¢.763C>T, p.R255X 11 CIIOTH/3BYKOKOMILTEKCHI
RO17 4.89 15 MECP2 ¢.352C>T, p.R118W 13 HeT peun
RO21 |94 18 MECP2 ¢ 473C>T, p.T158M 18 |ner peun
R024 |4 65 21 MECP2.952C>T, p.R318C 13 Her peun
R0O27 30 MECP2 c.1164 1207del44,
8.31 p.P388fs 8 HET pe4n
RO34 g4 7 MECP2 ¢ 502C>TN, pPRI6SX |15 | yer peun
RO36 1984 1 MECP2 ¢.63-6C>G 13 |ner pem
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R0O37

16

MECP2 c.763C>T, p.R255X

9.5 13 CJIOTH/3BYKOKOMILIICKCHI
RO38 3.65 9 MECP2 c.941C>T, p.P314R 12 HeT peun
R039 545 18 MECP2 c.1193_1233del141 14 HeT peunt
RO40 |3 6 MECP2 ¢.55G>T, p.Glul9 6 HeT pedn
RO41 4.03 11 MECP2 c.844C>T, p.R282X 12 HeT peun
R042 16.86 19 MECP2 ¢.763C>T p.R255X 9 CIIOTHY/3BYKOKOMILIEKCHI
R043 369 24 MECP2 808C>T, p.R270X 10 cI0BA
R044 6.64 He 3adukcupoBan | MECP2 ¢.538C>T, p.R180X 8 HeT peunt
RO045 75 26 MECP2 ¢c.62+2T>C 13 HET peun
R0O46 7.09 12 MECP2 ¢.763C>T, p.R255X 10 HeT peun
R047 783 He sadukcuposan [ MECP2 ¢.434G>A p.Argl45His  |g HeT peunt
R0O48 945 6 MECP2 ¢.378-2A>C 8 CIIOTH/3ByKOKOMIUICKCHI
R049 22 MECP2 ¢.1036_1190del;
7.36 p-Ser346Glyfs*7 8 HeT peun
RO55 11.25 30 MECP2, ¢.367C>T, p.R133C 12 HeT peun
RO56 11.64 24 MECP?2 808C>T, p.R270X 10 HeT peun
RO57 10.56 30 MECP2 c.763C>T p.R255X 8 HeT peun
RO58 586 He 3adukcupoBad | MECP2 ¢.352C>T, p.R118W 3 CITOBA
R059 6.25 He sapukcuposan | MECP2, ¢419C>T, p.Alal40Val |, cI0Ba
RO60 14.34 21 MECP2.952C>T, p.R318C 8 HeT peun
RO61 377 12 MECP2, c.808C>T, p.Arg270Ter |3 HeT pedn

88




R062 12 MECP2, c.808del,
2.83 p-Arg270Glufs*19 8 HeT pedn
R0O63 14 MECP2, c.1157 1200  del,
6.43 p-Leu386GiInfs 9 HeT pedn
RO64 491 20 MECP?2, p.Arg306 6 CJIOTH/3BYKOKOMILIIEKCHI
R0O65 10.15 60 MECP2, ¢.710C>G, p.Pro237Arg |4 CloBa
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Ipunoxkenue 1B. Jlemorpaduueckue JaHHbIE H  JaHHBIC
KJIIMHUKO-TEHETUYECKOT0 TeCTUpoBaHMs Jnered ¢ cunapomom @eman-Mak/lepmua. SRS
(Social responsiveness scale) — 1IKasia COIMATBEHON OT3LIBYUNBOCTH.

KIIMHHUYCCKOI'O nu

HMcnbityemsbrnii | Bo3pacr npu 3anucun | Tun myranun SRS
SHO1 16.60 nyrumakanus 22q13.3, sarponysuias SHANK3 63
SHO02 3.76 nenerst 22q13.3, 3atponysiras SHANK3 64
SH04 9.83 ngymnukanus 22q13.3, 3arponysmas SHANK3 60
SHO5 930 neneuus 22q13.3, 3arponysmas SHANK3 131
SHO06 1136 nenenus 22q13.3, 3atponysmas SHANK3 150
SHO7 4.53 nemerst 22q13.3, 3atponysiras SHANK3 107
SHO8 15.84 nenenust 22q13.3, 3atponysmas SHANK3 112
SHO09 6.66 nymnukanus 22q13.3, 3arponyBmas SHANK3 85
SHO10 14.76 nyruakanus 22q13.3, sarponysuias SHANK3 103
SHO11 24.9 nenerst 22q13.3, 3atponysimas SHANK3 103
SHO012 33 nenerust 22q13.3, 3atponysiras SHANK 3 25
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[Tpunoxxenue 2. O6pazen onpocuuka RSS (Rett severity symptome scale), HeoduuanbHbIN
TIePEeBOJ HAa PYCCKUSA S3bIK.

YacToTa H KOPPEKTHPYEMOCTh MPUCTYNOB

0 — HeT npucTynos

1 — 7nerko mojaeTcsi KOPPEKIMHU C MOMOIIBIO MEAUKaMEHTOB

2 — moagaeTcsi KOPPEKLUUH C IIOMOIIBIO MEIMKAMEHTOB, HO IPUCTYTIBI CITyYaroTCs

3 — HeKOppeKTHpyeMbIe IPUCTYTIBI, TPEOYIOMINEe HECKOIBKUX METUKAMEHTOB U1l KOHTPOJIS
JlpIxaTejbHbIe HEPeryJsipHOCTH

0 — oTCyTCTBYIOT

1 — CcOCTOAT U3 MUHUMAJIBbHBIX 33JIePKEK TbIXaHUS

2 — 3aJIep>KKH JIbIXaHUS ¥ TUIICPBEHTIJIAIMS B TCUCHHE MEHEe, YeM TOJIOBHHBI TIEpHo/ia
00ApCTBOBAHUS

3 — TUIICPBCHTUIIAIUA U 3aJCPKKHU JbIXaHUA HAa IIPOTAXKCHUU 0oJiee ITOIOBHHEI nepuoga
60,Z[pCTBOBaHI/I$I ¢ niu 0e3 IHMAaHOTHYCCKHUMU 3IIN30aMHU

Ckoinos

0 — orcyTtcTBYyeT

1 — wmenee 20 rpanycos

2 — wmeHee 30 rpanycos

3 — Oonee 30 rpaxycoB, UM €CIM UMEJIO MECTO XHUPYPTUYECKOE BMEIATEILCTBO
CrnocoO0HOCTH X0OUTh

0 — HOpMmasibHas OXO/Ka

1 — nerkas anpakCUYHOCTb

2— CEpbC3HAd AlIPAKCUIHOCTD WA H606XO)II/IMOCTB MNOAACPIKKHU, KOTT MAaUUCHT XOOUT
CaMOCTOATCIIbHO

3 — HeO6XO,I[I/IMOCTB NOAACPIKKH, KOraa MalueHT CTOUT, H/UIU UCIIONB30BaHHUE
HHBAJIMAHOTO KpeECiia

Hcnonb3oBanue pyk

0 — HOpMasbHOE
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1 — ueneHamnpaBlieHHOE XBaTaHHUE

2 — TPUKOCHOBEHHE K HEOOXOIMMBIM BemiaMm (tapping for needs)
3 — HET BO3MO)KHOCTH HCIIOJIb30BATh PyKU

Peun

0 — HOpMmasbHaA

1 — npemnoxenus/dppasbl

2 — OTAENBHBIE CI0BA

3 — HeT peun

Con

0 — HOpMaJIbHBIN

1 — mpockinaercs, HO 3achIlIaeT CHOBA

2 — (parMeHTUPOBAaHHBIM HOYHOU COH C THEBHOM COHJIMBOCTHIO

3 — He crnoco0eH 3aCHYTh B TEUCHHUE HOUU
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Hpnnome}me 3. PGSYJ'IBTaTBI CTAaTUCTHYCCKOI'O aHaJIn3a.

Ipunoxkenue 3A. Pe3ynsrarbl cTaTUCTUYECKOTO aHAIKM3a 3HAYCHUH ()a30BOM KOTEPEHTHOCTH

B KOHTPOJILHOM IpyTIIe.

Iddext DFn, DFd SSn SSd F p
Bospacr 1,36 0.106 44.325 0.086 0.77
Yacrota 3,108 30.684 40.080 27.561 <0.001*
Ionymapue 2,72 0.094 2.292 1.469 0.23
Peruon 1,36 0.326 1.631 7.185 0.01%*
Boszpacr*Yacrora 3,108 2.048 40.080 1.840 0.14
Bospact*JlarepansHocTh 2,72 0.224 2.292 3.514 0.03*
Bozpact*Pernon 1,36 0.050 1.631 1.111 0.29
Yacrora*JlatepaibHOCTh 6,216 0.722 5.678 4.576 <0.001*
Yacrora*Peruon 3,108 0.182 4.734 1.381 0.02
JlarepanbHocTb*Pernon 2,72 0.013 0.916 0.515 0.61
Bospacr*UYacrora*JlatepanbHOCTD 6,216 0.078 5.678 0.493 0.81
Bospacr*Yacrora*Pernon 3,108 0.201 4.734 1.529 0.21
Bospact*JlarepanpHOoCcTh *Pernon 2,72 0.013 0.916 0.498 0.61
Yacrora*JlarepanbHocTh*Pernon 6,216 0.067 2.648 0.908 0.49
Bospact*Yacrora*JlatepanbHocts*Pernon 6,216 0.052 2.648 0.706 0.65
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Hpnnomeﬂne 3B. PGSyJ'IBTaTBI CTATUCTHYCCKOI'O aHalIn3a aMIUIUTYIbI YCTOﬁqHBOﬁ BOJIHBI B

KOHTPOJIBHOM TpyIIie.

I dexr DFn, DFd SSn SSd F p
Bospact 1,36 1066.910 4972.011 7.725 0.003*
Yacrota 3,108 2507.034 2524.972 35.744 <0.001*
JlarepanbHOCTB 2,72 9.209 158.547 2.091 0.13
Peruon 1,36 256.978 115.366 80.190 <0.001%*
Bospacr*UYacrora 3,108 132.708 2524.972 1.892 0.18
Bospacr*JlarepansHOCT 2,72 15.056 158.547 3.419 0.03*
Bospact*Pernon 1,36 0.836 115.366 0.261 0.61
Yacrora*JlarepalbHOCTh 6,216 2.098 182.632 0.414 0.79
Yacrora*Pervon 3,108 25.311 61.662 14.777 <0.001*
JlarepanbHocTh*Pernon 2,72 15.758 36.918 15.366 <0.001*
Boszpacr*Yacrora*JlatepaabHOCTD 6,216 7.938 182.632 1.565 0.19
Bospact*UYacrora*Pernon 3,108 2.074 61.662 1.211 0.31
Bospacr*JlarepansHocTs*Pernon 2,72 0.521 36.918 0.508 0.57
Yacrora*JlarepanbHocTh*Pernon 6,216 1.028 33.417 1.107 0.36
Bospacr*Yacrora*JlatepansHOoCTh*Pernon 6,216 0.484 33.417 0.521 0.74
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Ipunoxenue 3E. Pe3ynprarel cTaTHCTUYECKOTO aHANIM3a 3HAYCHHH (Pa30BOI KOrepEeHTHOCTH

B I'pyIIIIe AeTel ¢ cuHApoMoM Perra.

ekt DFn, DFd SSn SSd F p
Bo3spact 1, 66 0.669 65.991 0.669 0.42
I'pynma 1, 66 13.326 65.991 13.328 <0.001*
Yacrora 3,198 1.385 66.529 1.374 0.25
JlarepanbHOCTD 2,132 0.063 4.191 0.997 0.37
Pernon 1, 66 0.035 2.080 1.113 0.29
Bospacr*Uacrora 3,198 1.877 66.529 1.862 0.15
I'pymma*Yactora 3,198 7.257 66.529 7.199 <0.001*
Bospact*JlarepansHocTb 2,132 0.064 4.191 1.014 0.37
Boszpact*Pernon 1, 66 0.111 2.080 3.521 0.07
I'pynma*Pernon 1, 66 0.035 2.080 1.125 0.29
Yacrora*JlarepanbHOCTD 6,396 0.142 9.642 0.970 0.41
Yactora*Pernon 3,198 0.164 6.579 1.641 0.19
JlarepanbHocTb*Pernon 2,132 0.032 1.790 1.196 0.3
Bospacr*Uacrora*JlarepaabHOCTH 6,396 0.076 9.642 0.523 0.76
I'pynmma*Yacrora*JlarepaqbHOCTH 6,396 0.446 9.642 3.053 0.01%*
Bospacr*Yacrora*Pernon 3,198 0.078 6.579 0.785 0.49
I'pynma*Yacrora*Pernon 3,198 0.022 6.579 0.224 0.89
Bospact*JlarepansHocTh*Perron 2,132 0.049 1.790 1.797 0.18
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I'pynma*JlarepansrocTh*Pernon 2,132 0.023 1.790 0.841 0.42
Yacrora*JlarepaibHocTh* Pernon 6,396 0.147 4.258 2.276 0.05
Bospacr*Uacrora*JlarepanpHOCTh *Pernon 6,396 0.146 4.258 2.256 0.06
I'pynma*Yacrora*JlarepansaocTs*Pernon 6,396 0.088 4.258 1.369 0.24
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Hpnnomeﬂne 3F. PG3YJ'IBT3.TBI CTAaTUCTUYCCKOI'O aHaJIn3a aMINIUTYIbI YCTOIZQHBOIZ BOJIHEBI B

rpymnme aerei ¢ cuaapomoM Perra.

I dexr DFn, DFd SSn SSd F p
Bo3spact 1, 66 413.523 9880.828 3.013 0.87
I'pynma 1, 66 8442.255 | 9880.828 61.517 <0.001*
Yacrora 3,198 541.519 9674.159 4.030 0.008*
JlarepanbHOCTD 2,132 16.173 476.044 2.446 0.11
Peruon 1, 66 16.331 220.716 5.327 0.02%*
Bospacr*Uacrora 3,198 97.304 9674.159 0.724 0.54
I'pynna*Yacrora 3,198 128.220 9674.159 0.954 0.42
Bospact*JlarepansHocTb 2,132 11.359 476.044 1.718 0.19
Boszpact*Pernon 1, 66 10.871 476.044 1.644 0.2
I'pynma*Pernon 1, 66 70.100 220.716 22.867 <0.001*
Yacrora*JlarepaabHOCTH 6,396 38.162 969.557 2.834 0.02*
Yacrora*Peruon 3,198 9.176 354.648 1.863 0.14
JlarepanbpHOCTh*Pernon 2,132 3.358 197.639 1.223 0.29
Bospacr*Uacrora*JlarepaabHOCTH 6,396 31.167 969.557 2.315 0.04*
I'pynmma*Yacrora*JlarepaqbHOCTH 6,396 10.870 969.557 0.807 0.54
Bospacr*Yacrora*Pernon 3,198 3.824 354.648 0.776 0.51
I'pynma*Yacrora*Pernon 3,198 13.343 354.648 2.709 0.04*
Bospact*JlarepansHocTh*Perron 2,132 0.591 197.639 0.215 0.77
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I'pynma*JlarepansrocTh*Pernon 2,132 3.029 197.639 1.104 0.33
Yacrora*JlarepaibHocTh* Pernon 6,396 6.412 335.408 1.376 0.25
Bospacr*Uacrora*JlarepanpHOCTh *Pernon 6,396 7.544 335.408 1.619 0.18
I'pynma*Yacrora*JlarepansaocTs*Pernon 6,396 3.245 335.408 0.697 0.57
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Ipuaoxenue 4. O6pazen; UHGOPMUPOBAHHOTO COTTIACHS TSI POJUTENEH HITN
COIIPOBOXK/IAIOLIETO JIMIA YYACTHUKOB MCCIIC0OBAHUS.

HNudopmupoBanHoe coracue
Ha y4aCTHE B UCCIIECIOBAaHUU

HccnenoBarenbckas rpynmna 1a00paTopuu BBICIICH HEPBHOU JEATEIBHOCTH YEIOBEKa
npuriamaer Bac npuHATE ydyacTHe B TNCHXO(MU3MOJIOTMYECKOM HCCIIEAOBAHHUM, LIEJIBIO
KOTOPOTO SIBJISIETCS U3y4YeHHE HEHpOPU3NOIOTHYECKUX MapKepoB HayueHus y aerei ¢ PAC u
y TPYIIIBI KOHTPOJI 6€3 HEBPOJIOTHUECKUX MaTOJIOTUH.

IIpexne yem Bpl mpumere pemeHue o0 yd4acTHM B 3TOM HCCIEAOBAaHMM, MbI Obl
XOTenu IpenocTaBuTh Bam nnpopmaiuio o6 3ToM Mcclea0BaHUH, O TOM, YTO OXuaaer Bac,
U O BO3MOXKHBIX pPUCKaX.

YcaoBus Y4yacTusa B HCCJI€A0OBAHUHA

BrI moxkeTe IMPUHATL Y4aCTHC B UCCIICJOBAHUHN B KAYCCTBC KOHTPOJILHOTO OGCJ’ICI[YGMOFO,
€CIIn.

e Brl sBnsieTech neecnocoOHBIM (T.€. COBEPIICHHOIIETHUM, HE CTPAJAIOLIUM TSKKUMU
MICUXUYCCKUMH PACCTPONUCTBAMU M PACCTPOHMCTBAMH, CTIOCOOHBIMHU yXyIIIUTh Bare
COCTOSIHUE MJIH CIIPOBOLIMPOBATH 00OCTPEHHE);

e VYV Bac orcyTcTBYeT HCTOpUSI HEBPOJIOTUYECKUX 3a00I€BaHUM U TPABM T'OJIOBHI B
TE4eHHE MOCIENAHUX 3X JIET, a TAKXKe APYTUX HEBPOJIOTHYECKHUX IPOTUBONOKA3ZAHUN;

e VYV Bac HOpMaJIbHOE WJIM CKOPPEKTUPOBAHHOE 3PEHUE;
e Brl HaxoauTech B HOpMaIbHOM (DYHKIIMOHAJIBHOM COCTOSTHUH;

e Brl cormtacHbl Ha 00paboTKy Bammx nepcoHaibHbIX TaHHBIX 0€3 UX PACKPBITHS
TpeTbuM Jinam (noapodHee cM. [Ipunoxenue 1).

/1o0poBOILHOCTD yYacTHst

Bame ywactue B wHccieqoBaHWUM JOKHO OBITH HCKIIOYUTEIIBHO JTOOPOBOIBHBIM.
JlaHHO€ coryacue He JOJDKHO JaBaThCsl IOJ BIMSHUEM OOMaHa, IICUXHYECKOTO WU
(u3MYECKOTO HACWIMSI WM B YCIOBHSIX HecBOOOIbl. Bame cormacue He OMKHO OBITH
BBIHY/ICHO CTEUEHUEM TSKEIIBIX KU3HEHHBIX 00CTOATENHCTB (HEIOCTATKOM MaTepuaIbHBIX
CPEeNCTB) W/Uin HEe 00YCIIOBICHO KAaKOW-TMO0 3aBUCUMOCTBIO OT UCCIIeI0BaTeNsI (-JIeii).

Bbl MoOxeTe NpUHATH pEIICHHE He YYacTBOBaTbh B MCCIIECIOBAaHWU CeHWYac WIH
OTKa3aThCs TPOAODKATH YydYacTBOBATh Ha JIOOOM »JTame 0e3 KaKuX-TMO0O HeraTUBHBIX
OCJIEACTBHUI.

KondguaeHunaabHOCTh

Bamm nms, hamuins U JODKHOCTh HE OyAyT YIMOMSIHYTHI TZie-IM00 B CBS3U C TEMHU
CBEIICHUSIMH, KOTOpBIE BbI cooOmmuTe. Bee pesynprarsl OymyT mpencTaBiaThes 0e3 yKazaHus
BalllUX TIEPCOHANBHBIX IaHHBIX. Bce maHHbBIe, cOOpaHHBIE B XOJI€ HCCIICAOBaHHA, OyayT
JOCTYIIHBl TOJNBKO HcCclenoBaTenbckol rpynme. Ilo pesynasratam HcCleOBaHUS MBI
IUTAHUPYEeM OITyOJIMKOBaTh pe3yibTaTbl B pedepupyeMbix xypHanax. Jlanneie o Barmeii
nepcone OynyT xpanutbes He Oonee 10 net. [TonpoOuee cMm. [punoxenue 1.
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IMpouenypa uccijienoBanus

[ToaroroBka K MCCIEIOBAaHMIO BKIIOYAET YCTAHOBKY MIEKTpodHIedantorpaduiecknux
(O3T') snexTpoaoB Ha MOBEPXHOCTh KOXKU. ITpH 3TOM Ha KOXKYy HAHOCHUTCS A€PMaTOJIOTHYECKU
0e3BpeiHas IEKTPONPOBOIAIIAS IACTA, KOTOPAsk HOTOM JIETKO CMBIBA€TCS BOAOM.

B ocHoBHOII yacTu mccnenoBanus Bam OyayT HpembsBICHBI Pa3ndHbBIE CIyXOBBIE
CTUMYJIbI (TOHAJBHBIE CUTHAJIBI PA3UYHBIX YacTOT), BO BPEeMs MPEIbSIBICHUS KOTOPHIX Bam
HEo0XouMo OyAeT CMOTpPEeTh BUIe0 0e3 3ByKa (MyabT(UIbM WK (GUIIBM O IPUPOJE).

B nononHuTenbHOM uacTu HccienoBaHus Bam OynyT npeabsBisiTbCS KOPOTKHE
BUZCO(PArMEeHThl. DTa YacTh SKCIEPUMEHTa TaKXKe IMpearoiaraeT MacCUBHOE pa3rubaHue
KHUCTH PYKHU U 3aIUCh CIIOKOMHOro 0OAPCTBOBaHMS OKOJIO MMHYTHI C MOBSI3KON Ha Iaszax. Bo
BpeMs HCCIeNOBaHUS Bbl JOMKHBI CIIENOBaTh YKa3aHUSM HCCIEAOBATENsS, OQHAKO HE
CTECHSINTECh TOBOPUTH O CBOEM JUCKOM(OPTE - HAILIM COTPYIHUKU MTOCTAPAIOTCA CJIENIaTh BCE
BO3MO)KHOE, YTOOBI Bamr ombIT y4acTHs B HCCIIEAOBAaHUH OBLT MOJIOKUTEIBHBIM.

OOw1ast NpoAOIKUTEIBHOCTh UCCIIEA0BAHMSI COCTABIISIET OKOJIO BYX 4aCOB, BKIIHOUAs
KOPOTKHE ITEPEPHIBHI.

Hacrosimee uccrnenoBanue mpenmnonaraer, 4to Bbl cHOBa moceTHTE J1a00OpaTOPHIO
yepe3 HECKOJbKO [HEW, JUIsi MOBTOPHOTO MPOXOKACHUS OCHOBHOM YacTHU HUCCIEAOBAHUS
nepBoro nHsa. OOmias MpoaOIKUTEIHFHOCTh UCCIIENOBAHUSA B KaXABIA W3 JHEW COCTABISIET
OKOJIO IBYX YaCOB, BKJIt0Yasi KOPOTKUE MEPEPHIBHI.

Bo3moxkHble Hey100cTBa

Ms1 npocuMm Bac 1o BO3MOXKHOCTH BO3JIE€PKUBATHCA OT JBMXKEHHI U MOPraHusl BO
BpeMs peructpauuu O3I. Bo3mMokHO, 4TO BO BpeMs MPOBEACHHUS HCCIENOBaHUS Bbl
MOYYBCTBYETE€ HEKOTOPBIM IHUCKOM(OPT M3-3a MPOJOIKUTEIHHOTO HAXOXKACHUS B Kpecie B
MTOJIOKEHUM CHUJS, OJTHAKO MBI IIOCTapaeMcs cleilaTh Bame ygacTue B HaleM MCCleI0BaHuE
MaKCUMaJTbHO KOM(DOPTHBIM.

Brl B 11000#1 MOMEHT CMOKETE OCTAHOBHUTH MCCIIEOBAHUE M OOPATUTHCS 32 TTIOMOIIBIO
K HaM. J[aHHO€ MCCIIENOBaHKUE HE MPEAIOIaracT Ype3BblYaiHbIX CUTYAllUM, OJHAKO B CIIy4ae
BO3HHKHOBEHUSI TaKOBBIX Bam Oyner okazana HeoOxoammasi moMolnb. B momemennn MBH]]
n H® PAH umeercs Bce HeoOXomuMoe NIl OKa3aHUs MEPBOM MOMOIIHM (amTeuka), TeyedoH
JUTSI BBI30BA DKCTPEHHBIX CITYXKO.

IIponenypa uccienoBaHus HE MpEANoNaraeT BO3ACHCTBUS Ha PEHNPOLYyKTHBHYIO
CHCTEMY U He TpeOyeT pruemMa JIEKapCTBEHHBIX CPEICTB I0CIIE Y4acTHsI B UCCIIC0OBaHUE.

BrIroanl

WNudopmanus, noaydeHHas B X0/ ITOTO UCCIIEI0BaHU, MOXKET B OylyllIeM IPUHECTH
nonk3y U Bam, v apyrum Jiogsam.

Bnumanue! 1lo okonuannu HCCIICAOBAHUS YHACTHUKAM MOXKCT OBITh npeaocCTaBJIiCHA
I/IH(I)OpMaLII/ISI 00 O6H_II/IX pe3yiibTarax UCCICA0BAHUA. C AOHNOJHUTCIbHBIMHA BOIIPOCAMU 110
HUCCICIOBAHUIO O6paIJ_[aTBC$I K KOOpAUHATOPY HPOCKTa HexaronoBon AHacTacum 110
QJICKTPOHHOMY aApeCy N B Teme nucbMa HpOCL6a YKa3aTrb ((HpOeKT 10 CHHI[pOMy Petrtay.
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JlaHHO€ ncclieIoBaHUE PACCMOTPEHO U 07100peHo DtuueckuM komuteroM UBH/I
H® PAH.

HHOATBEP KAEHUE HH®OPMUPOBAHHOI'O COIVIACHUSA HA YYACTHUE B
NCCIIEAOBAHUH

Iloonucvieas Oaunyto ¢opmy ungopmuposanno2o coenacus, s NOOMEEPHCOAl, UMO
npouumain(a) u NOHAN(a) yeuu, npoyeoypy, mMemoowvl U 803MON*CHbIE Hey0obcmea yuacmus 8
uccnedosanuu. A 6vin(a) npoungopmuposarn 0 NPOOOIHCUMENLHOCIU UCCTEOYEMO20
8030elicmeusi U CpoKax MNpoeedeHus: NOOO0OHBIX UCCIedosanuli 8oobuje. A nomyyun
ungopmayuio o Oelicmeusx  ciyyae Henpeo8UOeHHO20 GIUAHUAL HA Moe 300pogbe. Y mens
OblIa  803MOJCHOCMb  3a0amb  6ce  uHmepecylowue MeHs eonpocvl. A  nonyuun(a)
Y0081emeopumenbHvle OMeenvl U YMOYHEHUs. N0 6CeM BONPOCAM, UHMEPECOBABUIUM MEHS 8
C6A3U ¢ OaHHbIM ucciedosanuem. [lannoe coenacue oaemcs He NOO GlUAHUEM OOMAHA,
ACUXUYECKO20 UNU PUIUYECKO20 HACUNUA UNU 6 YCIO8UAX Hec80600bl. Moe coznacue He
BLIHYJHCOEHO — CMeYeHueM  MAMCENbIX — JHCUSHEHHbIX — 00cmoamenscme — (HedoCmamKkom
MamepuaneHulx — cpeocms) u/unu  He 00YCI061€HO  KAKOU-TUO0  3a6UCUMOCMbBIO  OM
uccneoosamens (-eti). A 0aro ceoe coenacue Ha yuacmue 8 UCCl1e008aHUU.

Ilommnuce Y4aCTHHUKaA UCCIICAOBAHUA
HJIM €T0 3aKOHHOT'O IMPEACTABUTECIIA

(mns nereit mmanme 18 ner)

Hara: « »
201
Aa 00vsCHUNL(A) pecnoHOeHmy NpedsloNCeHHYI0  8bluie opmy UHDOPMUPOBAHHO2O

coenacusl, a makyce omeemui(a) Ha 6ce 80NPOCbL PeCNOHOEHMA OMHOCUMENbHO YUACMUs 8
uccnedosanuu. Ezco(ee) pewienue npuname yyacmue 8 uCCie008aHUU He HABA3AHO KeM-mo, d
A67151eMCsl OCOZHAHHBIM U 00OPOBONLHBIM, O YeM NOYHEeHO CO2Nacue.

@®.1.0. u noanuchs UHTEPBHIOEPA

Hara: « » 201
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CnHcok NpuJIoKeHUi:

[Tpunoxenue 1. Cornacue Ha 00pabOTKY
MIEPCOHANIBHBIX JAHHBIX
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COIUTACHE Ha 00paboTKy nepcoHAJIbHBIX JAHHBIX

3aperucTpUPOBaHHBIN
0 ajpecy:

nosnHoe PO

aZpec C YKazaHUEM UHICKCa

MIPOXKUBAIOLINIM 110 aipecy:

azpec C YKazaHUEM UHJCKCa

aapec C YKasaHHUEM UHJCKCa

cepys ¥ HOMep Macropra:

JlaTa U OpraH, BbIAABIINN

HacIopT:

cepust ¥ HOMep T1acropra

nMenyembiit nanee « CyObeKT MepCOHANBHBIX JaHHBIX», «CyObekT I1/[H»,

JlaTa BbIJa4M I1acropTa, HAMMCHOBAHUC OpTraHa, BBIAABIICTO NACIIOPT, KO ITOAPAa3ACICHUA

cBO0OOJTHO, CBOCH BOJICH M B CBOEM MHTEpece B COOTBETCTBUH ¢ DenmepaibHbIM 3ak0HOM 0T 27.07.2006 Ne 152-D3 «O
MIEPCOHATBHBIX JaHHBIX) TPEIOCTABIAI0 HacTosmIee cornacue (nanee — Cornmacue) Ha 00pabOTKy MOHX ITePCOHANBHBIX JAHHBIX
®OI'BYH UHcTUTYT BhICLIEH HEPBHO AeATeIbHOCTH U Helipodu3unonoruu Poccuiickoii akagemun nayk (MBH/{ u H®
PAH), ropunmueckuii u pakTiHueckuit anpec: . Mocksa, yin.bytineposa n1.5A.

Cornacue MMpEeaAOCTABIIACTCA B OTHOMICHUH CICAYIOMINX NMEPCOHAJIBHBIX JAHHBIX, uenel‘/i M CIIOCOOOB MX O6pa60TKI/IZ

00beM (mepevyeHb) 1eJb 00padoTKHU MepPCOHAIBHBIX crnoco0bI 00padoTKU NMOANUCH,
o0padaTbIBaeMbIX AAHHBIX MEePCOHATBHBIX JTAHHBIX MOATBEP KA A
MePCOHANIBHBIX corjacue
JaHHBIX
1. @U0 1. [lposedenue uccredosanuii ons | coop,
usyyeHus Hayuewus y oOemeil C
2. Odama cunopomom  Pemma. Ilepeoaua | 3alHCB,
Podicoens NEePCOHATIbHBIX OAHHBIX MPembum
) nuyam  ue naanupyemcs, xoms | CACTOMATH3ALMA,
3. o-meiln Oeudenmupuyuposnnas 20r
HaKOIUICHHUE,
Mooicem  Obimb  nepedaHa O
06pabomxu mpemvum auyam
P P 4 XpaHeHue,
yTouHeHne  (oOHOBIEHHE,
HU3MEHCHHE),
U3BIICYCHHE,
UCIIONIb30BaHUE,
nepenada
(pactpocTpaneHnue,

MIpeoCTaBICHUE, JOCTYI),
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00e3IMYuBaHue,
OJIOKMpOBaHHE,
yAaneHue,

YHUUTOXKCHUE
IIEPCOHAJIbHBIX JIaHHBIX.

O6pa60T1<a NEPCOHATIbHBIX NJaHHBIX YKa3aHHbIMU crocob0aMu MOKET OCYHICCTBJIATHCA KaK HCABTOMAaTU3UPOBAHHBIM, TaK U

ABTOMATU3UPOBAHHBIM crocob0aMu.

Cornacue MOXeT ObITh OTO3BAHO B Clly4yae HapYIIEHHs] YCTAHOBJICHHBIX IPAaBUI 00paOOTKHU MEPCOHAIBHBIX JIAHHBIX U B HHBIX
ciyvasix, IpeaycMOTpeHHbIX PenepaibHbIM 3aKOHOM OT 27.07.2006 Ne 152-D3 «O nepcoHaJbHBIX TaHHBIX», TyTEM
npeacrasnenus B UBH/I u H® PAH nucemenHoro 3assnenus Cyonekra [1/1H ¢ ykazaHHeM MOTUBHPOBAHHBIX IPUYUH €T0

oT3biBa. B CJIy4dac OT3bIBa Cornacus NEPCOHAJIbHBIC NaHHBIC, BKIIFOYCHHBIC B JOKYMCHThI, 06pa3y101111/1ec51 nin 06pa3OBaBIIII/IeC$[ B

nestensHoctd UBH/T 1 HO PAH, B ToM unicne Bo BHyTpeHHue nokyMeHTsl IBH/] u HO PAH, B nepuoa neiicteus Cornacus,
MoryT nepenasarbes TpetbuM Juiiam UBH/T 1 H® PAH BnpaBe ocymiecTBiIATh XpaHeHHE (apXHUBHOE XpaHEHHE) U
KOMITJIEKTOBAaHHE IOKYMEHTOB U IIEPCOHAIBHBIX IaHHBIX, B TOM YHCIIE B ()OpPME NIEKTPOHHBIX (LIU(PPOBHIX) JOKYMEHTOB

(OpHUTHHAJIOB U KOTHI), B SJIEKTPOHHBIX 0a3aX MaHHBIX BKIFOUYUTEIHHO.

VBH/I] u H® PAH He BIipaBe pacnpocTpaHsiTh HEOrpaHHUEHHOMY KpPYTY JIUII epcoHabHble nanHbie Cyonekra [1/H,

OTHOCAIIHECA K COCTOAHNIO €TI0 3J0POBbA.

Cpok, B TeueHHe KoToporo aerictsyer Cornacue, cocTaBiseT 4 (4eThIpe) rojia ¢ MOMEHTA €T0 NMPeoCcTaBIeHus. Takoi Cpok He
orpannuuBaetr UBH/] u H® PAH B Bonpocax opraHu3alnyy apXuBHOIO XpaHEHHs JOKYMEHTOB, COAEP KAINX IIEPCOHANIbHbIE

JTaHHEIE, B 3JIEKTPOHHOH (TIHpoBoit) hopme.

®UO Cyb6pekra [1/10 momHOCTHIO

IO CH
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