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PaboTa BhIMoNHeHa B eaepanbHOM roCyIapcTBeHHOM OI0UKETHOM 0Gpa3oBaTeNlbHOM yUpekKIEHHH BBICILErO
obpasoBanus «Caunkt-IleTepOyprckuii  rocy1apcTBeHHbI NEAHATPHYECKHH MEIMLUMHCKUHA YHMBEPCHTET»
MunucTepcTBa 3apaBooxpaHenus Poccuiickoi @enepanuu.

HayuHbili pyKOBOUTENE:
I'yzeBa Oxcana BajeHTHHOBHA — JOKTOP MEAMLIMHCKHX HayK, podeccop
OduumansHble ONMOHEHTEH:

Oaunak Mupocaas MuxailjloBH4 — JIOKTOp MeIMIMHCKMX Hayk, mpodeccop, uneH-koppecrnonneHt PAH,
(enepanpHoe rocynapcTBeHHOe OHO/KETHOE BOEHHOe 0Opa30BATENbHOE YUPEXKIECHHE BBICIIETO 0Opa3OBaHMS
«BoenHo-menuumHckas akanemus umenu C.M. Kupoea» Munncrepcrea oGopossl Poccuiickoi @enepauuu,
Kadeapa ¥ KIMHUKA HEPBHBIX OonesHei nMenn M.U. AcrtBauaryposa, npogeccop;

Muxaiisios Baagumup AnekceeBHY - JOKTOp MEJHMLUHMHCKHX HayK, (efepalbHOE ToCyIapcTBEHHOE
OromkeTHoe yupexaenue «HauMoHaNbHBIH MEIHUMHCKMI MCCIENOBATENLCKHII LEHTP TCHXHATPUH U
HeBposorik WMeHH B.M. bextepesa» MunucrepcTsa 31paBooxpaHenus Poccuiickoii ®Menepauuu, otaeneHme
MHTETPaTHBHOM  TepamuiM  OONIBHBIX  IICHXOHEBPOJOTHYECKOTO  MpOoQMisA, OTAEJEHHE  3K30T€HHO-
HEBPOJIOIHYECKHX PACCTPONCTE M 3MMIIETICHH, OTJE/NCHHE HEHPOXMPYPrHH, TJIaBHBIH Hay4HbIA COTPYAHHK H
Hay4HBIH PyKOBOAMTEID.

Benyias opraHusauus:

QenepanbHOE  TOCYAApCTBEHHOE aBTOHOMHOE 00pa3oBaTeNbHOE YUpeKIEHWe BbICLIEro 0OpasoBaHHMA
«Poccuiickuil HalUMOHANBHBIN HCCIE0BATE/IbCKUHI MeAHUMHCKHH yHuBepcuteT umend H.W. Iluporoea»
Munucrepctsa 3apaBooxpanenus Poccuiickoit ®enepaunn  (PIAOY BO PHHUMY um. H.U. Iuporosa
Munznpara Poccun).

3ammra cocroutes «10» despans 2025 roga B 10:00 yacoB Ha 3acelaHHMH JMCCEPTALIMOHHOTO COBETa
21.2.062.02 B ®IBOY BO «Cankr-TlerepOyprckuii rocyapcTBEHHBIH MEAHATPUYECKHI MeIHLIMHCKHL
yHuBepcuTe™ MHUHHCTEPCTBA 31paBooxpaHeHus Poceuiickoi Denepaumny»

C nmuccepranueit MOXKHO 03HAKOMHTBCA B Hay4HOH Gubnuoreke ®I'BOY BO CIIGITIMY Munsapasa Poccun
(194223, r. Cankr-IlerepOypr, np. Mopuca Topesa, 1.39) u Ha caiite ®I'BOY BO CII6GI'TIMY Munsapasa
Poccuu http://gpmu.org.

ABTOpedepar pazocnaH «  » 2024 rona

VYyeHblil cekpeTapb AMCCEPTALMOHHOIO COBETA:
JOKTOP MEIHLIMHCKHX HAyK, JOLIEHT TeiproBa Jlionmuna BukroposHa



OBILIAA XAPAKTEPUCTHKA PABOTbI
AKTyaJBLHOCTB HCCJIE0BAHHS.

PacrnipocTpaHeHHOCTh POJIaHIHYECKOH SITHISTICHH COTJIACHO Pa3/iIMuHbIM HCTOYHMKAM cocTaBiser ot 21
Ha 100000 3xopoBoro nerckoro HaceneHus u ot 17% 10 75% cpenu GonbHbIX SMHiencuUeii aeTeil B Bo3pacTe 10
18 ner.

CornacHo onpezeneHHI0 MeKIyHapoHOI uru no Gopebe ¢ amuencue pojaHaHyecKas SMHIIETCHS
(PD) npencrasnser u3 cebs MUIENTHYECKHI CHHIPOM, KOTOPEIM HAYMHAETCA Y [A€Teil B PaHHEM IIKOIbHOM
Bo3pacre (Scheffer, LE., 2017).

[lpuctynmsr mpu PO, Kak mnpaBwio, KOPOTKME M OOLIYHO BKJIIOYAIOT O4YaroBYK, Kak TpPaBHIIO,
OZIHOCTOPOHHIOIO, KJIOHHYECKYIO HIIH TOHHYECKYH) aKTHBHOCTb IOpJ1a/A3blka, MHMHYECKOH MYCKYJIaTyphbl JIMLA,
KOTOpas 3aTeM MOXKET Pa3BUTHCA B OYArOBbIA HIIM [IBY CTOPOHHHMH TOHMKO—KJIOHHYECKUH MPHIMAIO0K.

ATHIIHYHAS ONWIENCHS JETCTBA C IEHTPOTEMMNOpalibHbIMK craiikamu (cornacHo ILAE, pauee
M3BECTHas KaK CHHJpPOM ICeB/0-JIeHHOK A, aTunH4Has 100poKavecTBeHHAs MapliMajibHas 3TUIENcHs AeTCTBa
(ABPE, atypical benign partial epilepsy, arunuunas noGpokadecTBeHHas mNapuUMaIbHas OITHIETICHS),
paccmarpuBaeTcs B HACTOAINEE  BpeMs  KAaK  aTHNW4YHAs ~ JBOJIIOLMSA  JETCKOHW  SMHIENCHH ¢
LIHTPOTEMNOpaNbHEIMH criaikamMH. Ha 33I' peructpupyloTcs LEHTPOTEMIOpaibHble 3a0CTPEHHBIE BOJIHBI H
KOMIUIEKCBl  «TTMK-Me/UIeHHas BOJHA» XapakTepHodH Mopdonoruu. Jleth ¢ paHHOHW Qopmoit  umeroT
HEBPOJIOTHYECKHH NEQHLIMT H MOTYT MMETb 3aJeP3KKY MOTOPHOIO/TICHXOPEYEBOr0 HiIH MCHXO3MOLMOHAIBHOTO
passutus [Scheffer, LE., 2017].

Crenens pa3paboTaHHOCTH TEMBI HCCJIEI0BAHMSA

Ha ceromHsumHuii 1eHb OCTAarOTCA HEBBIACHEHHBIMH MHOTHE aCMEKThl TEYEHMS pPOJIaHIMYECKOil
SMUJIENICHH, B YACTHOCTH KPUTEPHHM ATHITMYHOCTH TEYEHMs, CBA3b TeUeHHMs C Xapakrepuctukamu DII. bes
BHHMaHHA OCTalOTCS TaKHe AacrneKkThl KaK Ka4yeCTBEHHbIE M KOJMYECTBEHHBIE  XapaKTEPHCTHUKH
3NeKTPOdHLEPanorpahHUeCcKHX HapyIIEHHH M X KOPPEALHS ¢ KITHHHKO-AHHAMUYECKUMH XapaKTepHCTHKAMH
TeyeHHs 3a0oseBanua. OCTalOTCA HE MONHOCTHIO BBIACHEHBI HAC/IEACTBEHHBIE MPEANOCHLIKH (OPMHPOBAHHS
ponaHAMYeCKON anmiiencun U ee atunuyHoro tevenusa (G.L. Holmes, 2000; Lesca G. ¢ coasropamu, 2013,
2019; Liu Z. ¢ coasropamu, Liu Z. ¢ coasropamu, 2019; 3apanenko H.H., 2019; Gong P ¢ coaropamu, 2020;
Liu Z ¢ coaBropamu, 2021).

Henb nccenoBanns

OnTuMu3auMs QHAarHOCTHKM W MPOTHO3a TedyeHs 3ab0NeBaHWs Yy MALMEHTOB AETCKOrO BO3PAcTa C
ponanauueckol snuiencueil (PD) nocpencTBoM H3ydeHHMs M COMOCTABJIEHHS KIMHHMKO-IHHAMMYECKHX M
3NeKTposHLedanorpadhHUecKuX XapaKTepHCTHK 3a00/1eBaHus.

3apaun HccJIeJ0BAHHSA

1. OueHnts NpeMOpOUAHBIA CTATYC NALMEHTOB C KIMHHKO-3eKTpodHLedanorpahuyeckiMu BapuaHTaMH
pONaHAHYECKOH SMHIIENICHH.

2. Hzyuuts ocobennocTtu nebrora 3a6oneBanns y NalHEHTOB ¢ KIHHUKO-2JIEKTPOIHLE(anorpadHuecKHMH
(hopMaMH poTaHIHYECKOMN MHUIENICHH.

3. Hccnenosate ocobeHHOCTH 3neKkTpodHUedanorpaduyeckoil AHHAMHKM MPH PasMYHBIX KIMHHKO-
snekTposHuedanorpaguyeckux  GopmMax pOJaHAMYECKOH OIWIENCHH M COMOCTABHTH HX C
KJIMHUYECKUMH JaHHBIMH NALIHEHTOB.

4. BbIABUTH OCHOBHBIE 3aKOHOMEPHOCTH MOJIEKY/IIPHO-T€HEeTHYECKOH OTATOLLEHHOCTH H MX 3HAYEHHE Y
MalHEeHTOB ¢ pa3HYHbIMH KIMHHKO-3/1eKTpodHIedanorpahHieckuMi  (opMaMH  poSlaHAUYECKON
SMUIENCHH.

5. PaspaboraTh JMarHOCTMYECKMHl anropuT™, MO3BOJAIOIIMA OLEHHTh BO3MOXHOCTH IeEpexoja
POJIAHIHYECKOH STMIIETNICUH B aTHIHYHYIO GOPMY M BBIAETHTE (OPMY PONAHIHYECKOM SITHIIETICHH.



Hayunas HoBH3HA HCC/IEI0BAHHA

B uccnenoBannu BriepBble M3Y4Y€Hbl OCOOEHHOCTH 1e010Ta PONaHIHYECKOH dIHIeNcHH (BO3pacT Hayaaa
NPHCTYIIOB, MPOJ0JKHTEILHOCTD NPUCTYTIOB B AebioTe 3a00/1€BaHus, KIMHHYECKHE MPOABJIEHHUA MPUCTYNA) B
3aBUCHMOCTH  OT €€ - KIIMHHKO-3JIeKTpodHUedarorpaduyeckoro  BapuaHTa. BbiABIEHB  OCHOBHBIE
3aKOHOMEPHOCTH OPMHPOBAHHS ATHITHYHOTO T€YEHHs POJIAHAHYECKOH SMHIIENICHH.

OmpezeneHo, 4YTO K AOCTOBEPHBIM HEONATOMPHATHBIM MMOKAa3aTeNsiM MpPeMOPOMAHOrO  CTaTyca,
NPHBOJAIIMM K (JOPMHUPOBAHHIO ATUITHYHOTO TEYEHHUS POJIAHIMYECKON 3MUIENICHH OTHOCATCS MATOIOMHYECKOEe
TeueHHe GepeMEHHOCTH, MPOBEICHHE PeaHMMAIMOHHBIX MEPONPUATHI B POAMIIBHOM 3alle, NIPekIeBPEMEHHbIE
POZIBI M HU3KAsA MAcca Tena MPH POXKIEHHH.

OmnpezneneHsl  3aKOHOMEPHOCTH  3MeKTpodHNedanorpadpuyeckux  ocobGeHHOCTel  ponaHaHUecKoit
STHJIETNICHH Y MALMEHTOB C Pa3THYHBIMH THITAMH €€ TeUEHHH.

ConocraBneHbl KITMHHYECKHE U 3JIEKTpOdHLUedanorpaduyeckye 1aHHble aeTeil, crpagarommx PY/APD.
BhIsBIEHO ¥ CTATUCTHYECKHM JIOKA3aHO, YTO JUIA JeTedl ¢ TSUKEIBIMH MOTOPHBIMM HapylleHHaMH (Bbime Il
kiacca no wkane GMFCS) no cpaBHeHHIO ¢ rpynmoii aeteii ¢ TMMHYHO#M PD W rpynnoii nereit ¢ aTunmunoii PD
0e3 MOTOPHBIX HapyLIeHHI XapaKTEepHO YMEHbLUEHHe B JHHAMHKE CrPYMITHPOBAHHOCTH XapaKTEpPHBIX JUIA
POaHAMYECKOH 3ITHJIETICHH HApYIIEHHUH B 3/1eKTpo3HIedanorpaMme, JIOKAIU3alka UX B TEMEHHBIX 001acTaX, a
TaKKe YMEHBIICHHE MPE/ICTABIEHHOCTH POJIAHAHYECKHX CMIAaHKOB MPHU JHHAMHUYECKOM HabII0AeHHH.

Briseniena v nokasaHa B3aMMOCBA3b MEXAY PaHHMM Bospactom aebiota 3aGoneBaHus y nereil c
TUMHYHO MpoTeKatoled PO 1 no3eiBaMu Ha pBOTY BO Bpems NpHcTyna. Y AeTel ¢ aTUIIMYHO MpOTeKaromei
ponanauyeckoi amuiencuel Oe3 rpyObIX MOTOPHBIX HapylleHWil HauGosiee XapaKTepHBIM CHMITOMOM
PONTAHIMYECKOro IMUJICNTHYECKOrO TMpPUCTYMa SABJAETCA aCHMMETPHsS JIMIA, LMaHo3 ryd M HocoryGHoro
TpeyronbHUKa. Taroke J0Ka3aHO, YTO MPOMOIKHUTENBHOCTE POJAHIMYECKOrO SMUIIENTHYECKOrO MPUCTYNa He
MMEET BIMAHMA Ha €ro CeMHOJIOTHIO, B OT/IMYME OT Bo3pacTa JeCloTa SMUIENTHYECKHX MPHCTYIOB NpH
pOnaHIM4YeCKOH MUIETICHH.

Teopernyeckasi H NPAKTHYECKAS 3HAYHMOCTEL PaboThI

Hana 4erkas nuMd@epeHUMAMs  OCHOBHBIX  BETeTATHBHBIX  IIPOSIBIEHHH  POJNaHIMYECKOro
SMUJIENTHYECKOr0 MpUCTyna. BbIsBIeHbl OCHOBHbIE OCOODEHHOCTH HapyIIEHHH IEePHHATAILHOTO MEpHO/a,
OKa3bIBAIOLIME BIIMSHHE HA CEMHOJIOTHIO TIPHCTYTIOB NPH PasIHYHbIX KIHHHKO-3JIEKTPOIHIeDanorpaguueckux
BapHaHTaX POJIaHAWYECKOH snuiencuu. PaspaboTaH anropuTM IMarHOCTHKH M NPOTrHO3HPOBAHHSA THIIA TEUEHHA
BapHaHTa PpOJIAHAUYECKOH 3SMHIENCHH ¢ YYeTOM OCOOEHHOCTEH MNEepHHATATBHOrO IMEepHOa, AMHAMMKH
KOJIMYECTBEHHBIX (PacrpOCTPaHEHHOCTb, CPYMMHPOBAHHOCTh) M KAYeCTBEHHBIX (aMmuTY @) XapaKTePUCTHK
Creu(UYHBIX JUIS POJTAHIHYECKON MHIETICHH eKTPo3HLEedanorpaguueckux HapyleHHil.

[Tpomomkennpii 01" MOHHTOPMHT € 3aMMCBIO HOYHOIO CHA B AWHAMHKE OINpEIENHI BEPOSTHOCTH
(OpMHpOBaHHSA aTHNHYHOIO BAPHUAHTA POJIAHIMYECKOM SMHIENCHM M, KaK C/IEJCTBHE, BO3IMOXKHBIH MPOrHO3
BOCCTAHOBJIEHHA HAPYIUIEHHBIX MOTOPHBLIX H NCUXHYECKUX (QYHKLIMH.

Pa3zpaGoTaHHbIH J1HArHOCTHYECKHIT anropUTM MOXKeT ObITh 0OpPMIIEH B METOAMYECKOEe Mocodue s
Bpayei, KOTOpOe MOMOXKET B JMAarHOCTHKE TPYJHOPAcro3HaBaeMbIX (DOPM PONAHIMYECKON JIHIENCHH H B
OIpeAe/ICeHHH TAKTHKH TEpanuu.

OcHoBHBIE N0JI0K€HHH, BLIHOCHMbIE HA 3alIHTY

i Ponananueckas anunencHs ABISeTCS pacnpocTpaHeHHOH HopMoii (POKaTBHOM MIHONATHYECKOH
SMMJIETICHK Y JIeTel (BCTPeYaeMOCTh MO pa3nuyHbIM JaHHeiM 10 21 Ha 100000 nerei), npu OQHOTHUMHBLIX
KIMHUYECKHX  TPOABIEHHAX TMpUCTyna B fAe0l0Te HWMeeT  pa3iuyHOe  JajibHeilllee  KIMHHMKO-
9/1eKTposHLEeasorpagUyeckoe TeYeHHEe W MPOrHO3 BOCCTAHOBJICHHS HAPYIUEHHBIX MOTOPHBIX M TICHXHUYECKHX
(GYHKLUMH.

2 LlenecooOpa3Ho BbIAENATL THNHYHBIE M aTHNM4HBIE (OpMbI  3a00JieBaHUs, KOTOpbIE
OTJIMYAIOTCA CTEMEHBIO KIMHMYECKUX HapyuwleHud, O0I XapakTepucTHKaMH W TPOTHO30M TEYeHHs, a
PE3YNbTaTbl I'CHETUYECKOIro HOHHOFGHOMHOFO/HOHHOBKBOMHOFO Jud0 maHeJIBEHOro HCCIEJ0BaHHA HE HMCHOT
pelIaoLIEero 3Ha4eHHs B IMarHOCTHKE BAPHAHTA POJIAHAMYECKOH SMUIIENCHH, Pellalolee 3HAYEHHE OCTaeTCs 3a
KJIMHHKO-CEMHOIOTHYECKHUMH XapaKTepPUCTHKAMH 3ITHIENTHYECKOrO MPUCTYIIA.
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: Ananus Hapywenui 901" B J'1HaMIIKe HMEET CYILECTBEHHOE 3HaueHHe B OonpeaeneHuH Gpopmsl
TEYEHUA pOJAHAMYECKOH OSMHIencHH W B (OPMHPOBAHWM TIPOTHO3a TedeHHs 3a00JIeBaHMA, CTENEHH
TNICUXOPEYEBbIX H MOTOPHBIX HApYIIEHHH.

4, Jing nereli ¢ TSHKENBIMH MOTOPHBIMM HapyleHusamH (2-5 wiacc mo GMFCS) HauGornee
XapaKTepPHO YMEHbIUEHHE B JMHAMHKE CrPYNIHMPOBAHHOCTH KOMIUIEKCOB POJIAHAMYECKHX CMaiKOB, a TakikKe
JIOKaIM3alMsi KOMIUIEKCOB «pOJIaHAMYECKHX craiikoB» B TemeHHOH obnactu (p=0.023) u ymeHblueHuHe
Npe/ICTaBlIeHHOCTH pojananyeckux cnaiikos (PC) B nunamuke.

JInuneli BKIaQ aBTOpa

ABTO]J JIHYHO TMpOaHalIH3HpPOBaJl JaHHBIE JIMTEPATYpPbl, Y4aCTBOBaJl B pa3pa60TKe ,ﬂHSaﬁHa, MOCTaHOBKE
LCJIH K 3a1a4 UCCJICJOBAHUA.

ABTOp CaMOCTOATENILHO MPOW3BEN OTOOP MALMEHTOB JUI BKJIFOUEHHS B MCCle/loBaHHe K cOOp apXHBHOTO
MaTepHana. ' ‘

ABTOpOM oOrfpefie/ieHbl JHArHOCTHUECKH 3HAYMMbIE KPUTEPHH aTUIHYHOCTH POJIAHJHYECKON SMMIIETICHH,
CO3/1aHa NepBHYHAs JOKYMEHTAaLMs H nepcoHnduuMpoBaHHas 6a3a NaHHBIX, B TOM YHCIIE aCCOLMHPOBAHHBIX C
3a0oneBaHHEM TE€HETHHYECKHMX HapyIUeHHH, TNpoBeICHa CTaTHCTHYecKas o00paboTka JaHHBIX, AaHAIH3
NOJY4YEHHBIX Pe3y/IbTaTOB.

ABTOp NMYHO TNPHHHMMAaJl ydacTHe B oOcleZloBaHMH, HaOIIOJEHWH M auarHocTuke 65 w3 92 manueHTOB
(70,6%). Apnssce BpayoM (YHKLMOHAIBHOH AMarHOCTHKH, CAMOCTOSTENBHO MpoBel W paciuudposan 115 uz
224 (51.3%) nnuTenbHBIX EKTpO3HIEeanorpahuuecKknX MOHHTOPHHIOB HOYHOIO CHA YYTEHHBIX B JaHHOM
MCCIEI0BAHUH.

Ha ocHOBaHMM mOMyuYeHHBIX pE3yAbTATOB, COBMECTHO C HAy4YHBIM PYKOBOJWTEJIEM HANMCAHbl H
OITyOJIMKOBAHBI CTaThU M TE3MCBHI, HAMTMCAH TEKCT JUCCEPTALIMU U aBTopedepara.

Bueapenune pe3yabTaToB paGoThl B NPAKTHKY

PesynbTathl paboThl Mcronb3yroTes B jedeOHO-AHarHoctudeckom u yuebHoM mpouecce OI'BOY BO
«Cankr-IlerepOyprekuil rocy1apcTBeHHbIH neAMaTpUYECKUH MEIMUMHCKHIT yHUBepcuTeT» MuHHCTEpCTBa
3npaBooxpaHeHus Poccuiickoii @enepauuy.

Pe3ynbTathl Hcce0BaHUS BHEIPEHbI B KIIMHUYECKYIO MIPAKTHKY OT/IE/IEHHsSI HEBPOJIOTHH, HEWPOXHPYPriu
1 MeauuuHckod reHeTukH @T'BOY BO CIIGITIMY Munsapasa Poccun u OO0 «IlcuxoneBposioruueckuii
Llentp II.E. 3aiiuera».

Crenennb AOCTOBEPHOCTH H anpoﬁauuﬂ PE3yIAbTATOB

JlocTOBEpHOCTh MOJIyYEHHBIX Pe3yJbTaroB o0yc/IOBNEeHAa pPernpe3eHTaTHBHOCTBI0 W JOCTATOYHBIM
oObeMOM BBHIOOPKH MAalMEHTOB, BKJIIOYEHHBIX B HcciefoBaHHe. Mcrnonb3oBaHHblE METOABI HMCCIEOBaHHS
OTJIMYAIOTCS BBICOKOH MH(GOPMATHBHOCTBIO H BATHHOCTBIO.

OcCHOBHbIE pe3yJbTaThl TNpeacTaBleHbl Ha «32-M  MEKIYHapOAHOM KOHrpecce M0 OSIHIENICHH»
(bapcenona, 2017 rox), 16 HayuHO-npakTHYeCKOH KOH(epeHUHH « TpyAHbIH KIMHHMYECKHH ClTyyai B MpaKTHKe
ncuxoHesponoray (Cankr-Ilerepbypr, 2021 rox), Ha koHpepeHunn «llcuxonerponorus: Bek XIX — Bek XXI»,
2022 r. Cankr-IlerepOypr, Ha BCEPOCCHHCKOM TEpareBTHYECKOM KOHIPECCE ¢ MEXIYHApPOAHBIM Y4acTHEM
«borkuHckue ureHus»», 2022 rom, Ha «XII banTuiickom KOHrpecce MO MAETCKOH HEBPONOTHH (C
MeXIyHapoaHbIM yuacTtueM)», 2022 roma, XXV 100wiedHOM KOHrpecce ¢ MEKAYHapOAHBIM Yy4YacTHEM
«JlaBUIEHKOBCKHME 4TeHH», 2023 roa.

[To pesynbraTtam McciefoBaHHs aBTOpoM onyOnMKoBaHO 9 Hay4dHBIX cTaTed, M3 HUX 5 B JKypHajax,
BXOIAIIMX B CIMCOK HAyUYHBIX peLleH3HPYEeMBbIX JKypHanoB, on00peHHBIX Beicineit ArTecTalmoHHOI
Komuccueit MuHuctepcTBa Haykd M Beiciiero oOpa3oeanus Poccuiickoit ®@epepauuun. [lonyueno
CBHJIETENIBCTBO O IOCYAAapCTBEHHON peructpaunu 6aspl JaHHBIX «[ eHeTHYeCKHe aHOMAJIHH, aCCOLMHPOBAHHbIE
C pOJIaHIUYUECKON 3MHIICTICHEH .

MeTO}IO.ﬂOl"IIﬂ H METO/Abl HCCJIEJOBAHHSA

OcHoBoO# MPOBEACHHOI0 HCCJICNOBAaHHA ABHUIIOCH IMOCJIENOBATENbHOE TTPHMEHEHHE METONOB HAay4YHOIO
[103HAHHA. PaGora BBITIOJIHEHA B Nn3aiiHe CpaBHHTEIIBHOI'O HCCJIENOBAHHUA. HOCpCIlCTBOM



MOJTyCTPYKTYPHPOBAHHOTO HHTEPBBK) OCHOBHBIX WYIEHOB CEMBH M H3YUEHHS MEIMIMHCKON NOKYMEHTALMU
onpenensuch OCOOEHHOCTH MEepPHHATAILHOrO aHAMHEe3a, CEMHOJIOMYECKHE OCODEHHOCTH 3MHIIENTHYECKHX
npuctynoe B aeGrore 3abonepanus. OLeHMBANMCh BO3pacT AeOlOTa MPHCTYIOB, MX MPOAOIKHTENLHOCTD,
HalM4YWe H OCOOEHHOCTH BEreTaTHBHOI'O COINPOBOJKIEHHS TIPUCTYIOB, a TAKXKe KOPPENSLHS MEXKAY 3THMH
nokasarensMu. Mcrnonb3oBaHbl OCHOBHBIE NPHHLMIBI H METOAbI N0OKAa3aTeIbHOH MeIMLMHBL TeopeTudecKoi
OCHOBOH 1 (OPMY/IMpOBAHMS W TPOBEPKH HAYYHBIX TMIOTE3 TMOCTYKHII AHAIW3 OTEYECTBEHHBIX M
3apybexHbIX myOnukauui. JIna DOCTHXKEHHS TOCTABIEHHOM LEJM M pelleHHs 3a4a4 HCOJb30Balu
KJIMHUYECKHE, UHCTPYMEHTA/IbHbIE U CTATUCTHYECKU-AHATUTUYECKHE METO/IBI.

O6BeM 1 cTPYKTYpa JHCCEPTANHH

HuccepranmonHas paboTa COCTOMT M3 BBEIEHMS, LIECTH I71aB, 0OCYKAEHHUS MOTYYEHHBIX pe3yIbTaToB,
3aK/IOYEHHA M CIIHCKA MCIIOJIb30BAHHOM JIMTepaTyphl. MatepHan uznoxkeH Ha 169 cTpaHuIax MallIMHONMKUCHOIO
TekcTa, mnpowuntocTpuposaHa 40 pucyHkamy, 52 Ttabnuunamu, a Takke fABa npwiokenusa. CHucok
HCIIOIb30BAHHOM JTHTEpaTyphl cofepKUT 150 HeTounuka (25 oreyecTBeHHBIX M 125 3apyOeskHBIX).

COJIEPXKXAHHE PABOTBI
Marepuan H MeTOABI nccﬁenonanun

Bce nauueHThbl, BKIIOYEHHBIE B HCCIENOBAHME, OCMOTPEHbl [ETCKUM HEBPOJOroM, HAETCKHM
NCHXHATPOM, U3y4aIach MEULIMHCKAs JOKYMEHTALMA.

BceMm maumeHTaM MpoBOAMIOCH JnekTpodusHonoruueckoe uccrnemoBanue — DO MOHHUTOPHHI ¢
3aMUChI0 HOYHOIO CHa NMPOJO/KUTEIBHOCTBIO He MeHee 10 yacoB, He MeHee 3 pa3 3a BpeMs HaGIIIONEHHS, C
HHTEPBAJIOM MEKIY HCCIIENOBAHHAMH OT 3 10 9 MecsALeB.

I'eHeTHYECKHE MCC/IE0BaHUA TMPOBOAWIMCL B PazIMuHbIX jabopaTopusX M TNpeACTaBAsIM coOOM
TMOJHOT€HOMHBIE, IOJHOBK30MHbIE WM TaHeNbHble HccienoBaHHA. CBA3b BBIABIEHHBIX TI'€HETHYECKHX
HapyLIeHHH ¢ pasBHTHEM KIMHHYECKOH KapTHHBI SMMIENCHH Y AeTeil onpenensiack coriacHo 6azaM JaHHBIX
OMIM (Online Mendelian Inheritance in Man), GNOMAD (Genome aggregation database), SAGAS (Seizure-
Associated Genes Across Species) ver. 1., GeneCards (the human gene database).

Hexons w3 onpenenseMblXx B XO4e  KJIHHHYECKOrO  OCMOTpPa  HapyIIeHHH  MOTOPHOTIO,
NICHXO3MOLMOHATIBHOTO M PEYEBOr0 pPa3BUTHA, M IS ONpejelieHuss OCOOCHHOCTEH Te4YeHHs Ppas/IMYHbIX
BAPHAHTOB POJIAHIMYECKOH SMHJIENCHM BCE MALMEHTHI pa3/iesieHbl Ha TPH IPYMMbI:

I'pynna I — mauneHThl ¢ THNHYHOH poJlaHAMYECKOH smuiencuei, 6e3 HapyleHHH MOTOPHOTO W/WIH
peuesoro pa3putus (n=18).

['pynna II — mauneHTsI ¢ HapyIIeHHEM MOTOPHOTO H/WIH TicuxopedeBoro passutus ¢ PC 8 DOI (n=41).

I'pynna III — nauuenTts! 6e3 rpy6oro motopHoro aeduumra (He Beie 0-1 knace no wkane GMFCS), Ho
C HAPYILEHHEM TMCHXOIMOLMOHAIBHOTO pa3BUTHA (n=33).

B xone u3y4yeHHs MEIMLIMHCKON JOKYMEHTALMH, NMPOBENEHHS OCMOTpa, CTAaHAAPTHOIO OIpoca H
TNIPOBE/IEHUS TOJYCTPYKTYPHPOBAHHOIO WHTEPBbIO NOJIY4€Hbl JaHHble 00 OCOOEHHOCTAX MepHHATAIBHOTO
aHaMHe3a, OCOOEHHOCTAX TEYEHHs SMHIENTHYECKOro TNpHcTyna B Aebrore 3afoneBaHus, BKIOYas Takue
napamMeTpel Kak Bo3pacT Ae0loTa 3MWIENTHYECKHX TPHCTYIOB, MPOAOKHUTENBHOCTh JIHIENTHYECKHX
NpUCTYNOB B e6roTe 3a00/1eBaHUsA, HATMYHE PA3/IMYHBIX BEr€TaTHBHBIX CHMITOMOB T€YEHHS POJIaHIHUYECKOrO
npuctyna. Jlna ananusa snekTposHuedanorpaguuecKuX HapyleHWH, XapaKTepHbIX IS POJaHAHYECKOH
SMWIENCHH, HCIONB30BAICH dNeKTpodHUedanorpad-ananuzatop «OHuedanan-2D2I'P-19/26» ¢ nakerom
COOTBEeTCTBYIOIHX mporpamm paspaborku OO0 HITK® «MeaukoM-MT/I», r. Taraupor.

IIpu HaGope u 0OpaboTKe MaTepHalOB, MOJYYEHHBIX B pe3yJIbTaTe aHAIW3a JaHHBIX, Co3jaHa Oasa
naHHbIX B TabmuuHoM penaktope MS Excel 2007 mis onepauuonHoit cuctemsl Windows. CraTHcTHYeCKHH
aHaJIu3 NMPOBEZIEH ¢ MOMOLLBIO NMaKeTa CTaTUCTHYECKUX Mporpamm Statistica 12.0.

CounanbHo-aeMorpaduueckas XapakTepucTHKA 00¢/1eyeMoil rpynnbl HAUHEHTOB

O6mee uHCIO MAaLMEHTOB, BKIIOYEHHLIX B OOCIeqyeMylo rpynmy, coctaBuio 92 4enoseka. U3
obceyeMbIX UHesI0 COOCTBEHHBIX HabmoeHHi cocTaBuio 51 yenoBek, apxUBHbIH MaTepuan 41 venosex.



Cpennuit BospacT nauueHToB coctasnsan 98.5 mecauer (MuH. 17 Mecsues, Makc. 234 Mecsua, cpeaHuUii
8,2 roma, median = 96.5 mec. (120; 71 mec.)). CpenHss nNpoao/KHTE/ILHOCTh HaOMOaeHHs cocTaBnsna 35,46
mec. (2,9 net, median=24 (55.25; 12.00) mecsaua).

Cpenu Bcex MalMEHTOB, BKIIOYEHHEBIX B HCCIIENOBAHHE, MALMEHTHI MY3KCKOTO MoJia cocTaBiiM 66,3%, a
xkeHcKoro 33,7%, 4To COOFBETCTBYET JaHHBIM MUpPOBOH nuTepaTypsl (Lerman P., 1985, Mukhin, K.Iu., 2001).
CpenHsas NpoaO/DKUTENBHOCTE KATAMHECTHYECKOro HabIoqeHHs cocTaBuia 35,46 Mecsles.

Ouenka npemop6ugHoro cratyca oGcsiegyeMoii rpynnel NAHEHTOB

Ha nepBoM 3Tane HccieloBaHUS MPOBOJHICS aHAIM3 IpeMopOMaHOro craryca ofciexyeMbIX TpyI
MalUMEeHTOB, YTO BKJIIOYAJIO OLEHKY HACJeJCTBEHHOH OTArOLIEHHOCTH, ocobeHHOCTeH TeueHus OepeMeHHOCTH,
CPOKH pOAOpa3spelleHHsl U €ro THI, NMPOBEJEHHE PeaHHMALIHOHHBIX MEPONpPHUATHH B POAMIIBHOM 3aje, Maccy
TpH POXKIESHHH M OLEHKY M0 LKane Amrap.

B ob6ueit BeiGopke 8.7% netel MMelH OTArOLIEHHYHO HACIeICTBEHHOCTD 110 anuiaencud 1 10.9% uMenu
cHOCoB, 60/IbHBIX TOH WM HHOH GOPMOH 3MUIENCHH, YTO COOTBETCTBYET JIMTEpaTypHBIM NaHHBIM. OmHaKo,
JOCTOBEPHBIX Pa3/THYHi MO ITHM OKa3aTeNIM cper o0cieyeMbIX rpyI BIABIEHO He ObLo.

M3 Bcex nereil, BKIIOYEHHBIX B HCC/IEOBAHHE, PEAHMMALIMOHHBIM MEPOTIPHATHAM B POIHILHOM 3alie
nozsepranucek 23,6% nanueHToB, NpHYEM cTaTHcTHUeckH vatle (76,2%, p=0.002) nauueHTsl ¢ BNOCIEACTBUH
copMHpOBaBLIECS aTUITHYHOM ponaHAHYecKOi Snuiencuei ¢ rpyObIMH MOTOPHBIMH HapylueHHsAMH. Bo Bcex
Tpex rpynmnax Haubonee 4acTo OTMEYATHCh CPOUHbIE poabl (37-42 Hemens rectalyu), OQHAKO B rPYIIe JETel ¢
rpyObIM MOTOPHBIM M TICHXOHEBPOJIOTHYECKHM JiepuLMTOM cTatHeTHYeckH yaie (p=0.0002) orMeyanrch poabl
Ha cpoke paHee 37 Henenu recrauuM (npekIeBpeMeHHble), a CpOouHble poabl (B AuamnazoHe 37-42 Henmenw
recTalylH) Yalle OTMEYAIUCh Y MAllHEeHTOR C THITHYHO nmpoTekaoueii PD.

[ony4eHHble pe3y/bTaThl COOTBETCTBYIOT JIMTEPATYPHBIM JaHHBIM H CBHJIETENBCTBYIOT 00 OTCYTCTBHH
OTATOLIEHHOTO NMEPHHATAIBHOIO aHaMHe3a y AeTel ¢ THITMYHOM Bo3pacT3aBHCHMOM anuiencueit (Scheffer, LE.,
2017).

PaBHO3HauHas OlLieHKa 10 wIKane Anrap y ieTeii B rpynne ¢ BbIpaKeHHbIMH MOTOPHBIMH HAapyLLEHUSIMH
M B Tpynne Jereil C HE3HAYMTENbHBIMH MOTODHBIMH HApDYLIEHMSMH, M C pEYeBBIM JAeULMTOM MOXKET
CBHMIETELCTBOBATh O OONbIIEM 3HAYeHHH B Pa3sBHTHH COOTBETCTBYIOLIMX HApPYLIEHWH SMHIENTHYECKOro
npolecca, 4eM MHIMOKCHYECKH-HIIIEMHYECKOe MOpaskeHHe LIeHTPaJIbHOH HEPBHOH CHCTEMBI.

Tabnuua 1 — CBoHBEIE XapaKTEPHCTHKH 0COOEHHOCTEH NMpeMOpOUIHOrO CTaTyca, BBIIEIEHBl CTATHCTHYECKH
3HAYHUMblE Pa3/IHYHUs

ITokasarenb I'pynna [ I'pynna II I'pynmna II1 Bceero
[TaTonoruyeckoe 15 (36.6%)
Te4YeHHE 0 9 (27.3%) 24 (26,1%)
GepeMeHHOCTH p=0.001
PeaHnMalMOHHBIE 16 (41,0%)
MEpOTPHATHA B 1 (5,6%) 4 (12,5%) 21 (23,6%)
POIMIEHOM 3are p=0.002
CpouHble poapl 17 (94,44%)
(37-42 nepens 26 (63.41%) 28 (84.84%) 71 (77.1%)
recTaiuu) p=0.01
[MpexxneBpeMeHHbIE 15 (36.6%)
ponei (paHee 37 0 3(9.1%) 18 (19.6%)
He/Ie/TH FeCTaLHH) p=0.0002
T os aamas | 31643846 95%
Bec npu poskeHHH 3362,94 95% U1 ’_0’ 002 i 2805,12,3523.65 | @ __.
(cpennuii, rpamm) 3115,90; 3609,98 (p=0.002)
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W3 nereii,

KOTOPBIM TPOBEIEHO HeHpoBH3yalnH3alHOHHOe oOcienoBaHle

roJIOBHOro Moa3sra,

CTATUCTHYECKH BBIAEIANACh TpyNna JeTed C THNWUYHOM pONAHIWYECKOH OSIHIENCHeH, y KOTOpHIX He
BBIABIIAIOCE MaTtonoruH (p<0.05) na MPT.

Onenka ocobennocreii 1e610Ta 3a60/1eBAHNHSA NPH PA3THYHBIX KJIHHHKO-3JIEKTpoIHUedanorpaduyeckux
BAPHAHTAX POJIAHIHYECKOH dNMHIENCHH

K ocobennoctsam )166}0Ta B JaHHOM HMCCJIEJOBAHHH OTHECEH BO3pacT BO3HUKHOBEHHA TEPBOro
NpUCTYIMNa, €ro Npoao/LKUTENIbHOCTE, CEMHOJIOTHA NMPHUCTYIIOB.

Tabnwua 2 — Bozpact aebroTa MpUCTYNOB poJIaHAMYECKOH MHIIENICHH 110 IPYINaM, B Mecalax

[Toka3zarens I'pynna | I'pynna II I'pynna 111
Konuuectso :aﬁmo,ueﬂﬂu, 18 35 24
Cpenuuit Bo3pact 57,38+31.45 (AU 95% 40,86+27.50 (JIU 95% 35,63+29.00 (A 95%
nebrora 19.811; 43.081) 31.75;49.97) 21.43;49.82)
Meanana 59.5 (36.0; 63,5) 42.00 (12,00; 51,00) 25,5 (9,5; 63,00)

HauGonplas meavaHHas NPOAO/KMTENBHOCTE MPHCTYNOB (B TIPOTHBOBEC JIMTEPATYPHBIM JAHHBIM,
(Aicardi, 1986; Myxun K.IO., 2015)) B neGrore 3abonepanus orMeuanack y jereid B rpymme I. ITpu stom
HaubonblIas cpeHAs NMPOJOJDKMTEIbHOCTh NPUCTYNa OTMEYeHA B rpynmne JaeTeidl ¢ rpyObIMH MOTOPHBIMH
HapyIIEHHUSIMH, YTO MOXET OOBACHATBCA THKECTBIO HM3HAYAIBHOTO TMOPAKEHHs HEPBHOH CHUCTEMBI H, B
YaCTHOCTH €€ BEreTaTHBHOIO OT/e1a, OJHAKO JAHHbIE PAa3/IHYHsi HE MMEIH CTaTHCTHYECKOH 3HAYMMOCTH.

Ilpu ouenke cBA3M MeXIy NMPOJAOKHTENBHOCTRIO NMpHCTyna B JAelioTe 3aboneBaHusi ¥ BO3PAcCTOM
nebrota (B obuiei BbIOOPKE) BbIABIEHA CTATHCTHYECKH 3HauMMas (KpuUTepuit koppensuud Crmpmena, p,
p=0.014) nBycTOpOHHSS KOppeNnsAlMs MeKAy BO3pacToM e0IoTa W NMpOJO/KHTENIbHOCTBIO NPUCTYNA B AebioTe
CpeZlu manueHToB obmiei BEIOOPKH, TO ecTh YeM B GoJiee paHHEM BO3pacTe perHCTPHPOBAJICS MEPBbIN B KU3HU
MPHCTYI, TeM AoJblle Oblna ero NMpoAOKUTENBHOCTb, YTO BepoATHee Bcero o0ycnoBleHO (yHKIMOHAIBHOM
HE3PEJIOCTBIO HepBHOﬁ CHCTEMBI H, B YHaCTHOCTH, €€ BEr€eTaTUBHOIO OTAEC)14a.

AHaH3 XapAKTEPHCTHK NPHCTYNOB Y JeTel ¢ KJIHHHKO-3J1eKTposHuedasorpapuueckumu
dopmaMu posIaHAHYeCKOH YNMHJIETICHH

OnHUM W3 OCHOBHBIX KPHTEPHEB NHATrHOCTHKH ponaﬂnnqecxoifi SMHUICIICHH ABJACTCA HalIH4YHE B
KJIIMHUYECKOH KapTHHE 3MHJIENTHYECKUX MPHCTYIMOB, HMCIOLIHX OMNPEAC/ICHHBIC XapaKTCPHBIC OCOGGHHOCTH, K
KOTOPBIM OTHOCATCHA OTHET/IHBAA MNPHYPOYECHHOCTE K YPOBHIO 60ﬂpCTBOBaHH5] H OTCYTCTBHE YTpaThbl CO3HAHHA
BO BpEM4 MPHUCTYIIA, a TAKKE 0o0uIHe BereTaTHBHOTO COMNPOBOKIAEHHA TIPUCTYTIA.

KiroueBble CHMNTOMBI 3MHJIENTHYECKHX TNPUCTYTOB, Haﬁmonathxe ¥ OGCﬂeﬂyeMle NalueHTOB
pa3ae/i€Hbl Ha MOTOPHBIE, 06U.ICMO3FOBI:IC H BEreTaTHBHLIC.

K BereraTMBHbIM CHMIITOMaM OTHECeHbI LHaHO3 Ty0, HOCOTYOHOro TpeyroiabHHKa, JMUa H

reHepalu30BaHHBI  1IMAHO3, THUMEpCaTUBalMA, HEMPOM3BOJILHOE HEyJAepKHBaHME MOYM HIM  Kana
(ypuHalms/nedeKals), pBoTa, MO3bIBEl Ha PBOTY, @ TAK)KE apeCT PevHd B MPHCTYTIE.
Tabmuua 3 — OcHOBHBIE BBISABIIAEMbIE CHMIITOMBI POJIAHAHUYECKOrO NPUCTYMa
CHuMIITOM | I'pynna I | T'pynmna I1 | Tpynmalll | Bcero
MoTtopHbie 1 06111eMO3roBble CHMITOMBI
ARl Gy POSEN 16 (88,9%) 29 (90,6%) 22 (91,7%) 67 (90,5%)
6oapcTBOBAHMSA/CHA
YTrHeTeHHe CO3HAHMS 2(11.8%) 9 (27,3%) 5(23.8%) 16 (22,5%)
AcuMMeTpHs LA 16 (94,1%) 27 (79,4%) 18 (78,3%) 61 (82,4%)
KnoHuu koHeuHocTe#H 6 (35,3%) 15 (44,1%) 9 (39,1%) 30 (40,5%)
[MocTnpucTynHbIH napes 0 1 (3.8%) 0 1(1,5%)
Tonna




INponomxenune Tabauue 3

Cumrrom ['pynna | I'pynna I1 I'pynmna III Bceero
BereraTHBHBIE CHMITTOMEI
[{uano3 ry6 10 (62,5%) 17 (54,8%) 14 (58,3%) 41 (57,7%)
Hesos ooy dpiey 9 (52,9%) 14 (43,8%) 9 (37,5%) 32 (43,8%)
TpeyroJibHHKa

[{naHo3 nuua 4 (23,5%) 6 (18,8%) 6 (27,3%) 16 (22,5%)

["enepanuzoBaHHbBIH LIMaHO3 0 2 (6,3%) 3 (13,6%) 5(7,0%)
I'unepcanupanus 13 (76,5%) 18 (52,9%) 14 (56,0%) 45 (59,2%)
YpuHauus 5 (2.4%) 7 (20,0%) 3 (12%) 15 (19,5%)

Jedexanus 0 2 (5,7%) 1 (4,2%) 3 (4,1%)
PBoTa 5 (29,4%) 8 (23,5%) 8 (32,0%) 21 (27,6%)
[TozbIBEI HA pBOTY 10 (58,8%) 19 (54,3%) 18 (75,0%) 47 (61,8%)
Taxukapaus 5 (35.7%) 6 (28,6%) 2 (18,2%) 13 (28,3%)
ApecT peun 8 (47,1%) 5(33,3%) 4 (26,7%) 17 (36,2%)

HaunGonee yacTbiMu 0GLIEMO3rOBBIMH H MOTOPHBIMH CHMIITOMAMH NPHUCTYNa GBUTH CBA3b C YPOBHEM
GoapcTBOBaHKS, TO €CTh Y GONBIIMHCTBA MALIMEHTOB BO BCEX IPYINaX MPHCTYNbI PErMCTPHPOBATHCE BO BPEMS
CHa, MPH OTXOK/ICHUH KO CHY W/ Npu npolykaeHuH 1 acummetpust uua (90,5% u 82,4% cooTBETCTBEHHO).

Knonuyeckue cynoporu B koHeunoctsx (40,5%), yruerenue cosuanus (22,5%) M MOCTIPHCTYIHBIH
nape3 Tonna (1,5%) BeTpedanuch 3HAUMTENBHO peXke. YTHETEHHe CO3HAHMA 110 CTENEHH CTYNOpa BCTPEUaioch
HCKJIIOYMTEIBHO B rpymnne JeTei ¢ rpyObIMH MOTOpHBIMH HapyuieHMsMH (rpynna II), uro moxer GbiTh
00BACHEHO OTATOLIEHHBIM NPEMOPOUIHBIM (POHOM COCTOSHHS HEPBHOMH CHCTEMBL.

Y4uTBIBas OTCYTCTBHE CTATMCTHUYECKH 3HAYHMBIX PA3THYHA B YACTOTE CHMIITOMOB MPHCTYNA MEILY
obc/ielyeMbIMH IPYNIaMu, MOXHO CHENaTh BBIBOA 00 OJMHAKOBOM TEYEHHHM POJAHAMYECKOro TPHCTyNa y
TNALHEHTOB C Pa3JIMYHBIM KIHHHYECKHM TeHEHHEM POJIaHHYECKOM JIHIEIICHH.

Tabnuua 4 — B3auMocBA3b MKy BO3PACTOM TOSABJIEHHS OTIENBHBIX CHMIITOMOB [PUCTYTIA H BO3PACTOM
nebrora 3a6oepanus B o6u1eii BeIGOpKe (BbIAEICHbI CTATHCTHYECKH 3HAYMMBIE Pa3IHUMs)

Bo3spact pebenka

Bl AR NPH BBIABICHUH Konuyectro
CHMIITOM KOppesLu1 3HayumMocTs (p) {epennnk ———
CnupmeHa (p) Mecxubl),
R & YpoRHEH 0,02 0,39 42,8 67
GonpcTBOBaHUS
VrHeTeHHe CO3HAHUA -0.08 0.31 42,16 55
AcuMMeTpHS JHUA 0.33 0.005 45,81 60
Knouun koHeunocrei 0.09 0.29 44,72 29
Inano3 ryd 0.35 0.004 50,4 40
Ilnano3 HocoryGHOTO 0.28 0.02 49,9 31
TpeyroJbHHKA
[{nano3 nua 0.15 0.17 49,0 15
['enepanu3oBaHHbIN -0,16 0,15 22,75 4
LHAHO3
I'unepcanuBanus 0,35 0,002 48,86 45
Vpunauus 0,11 0,2 47,86 15
Jedekaips 0,08 0,3 52,33 3
Peorta 0,02 0,38 42,33 21




ITpopomxenue Tabnuiib 4

Koodilimmaemr Bospact pebenka
u TIPH BBIABIICHHH KonunuectBo
CHMITOM - KOppenauuu 3HaguMocCTb (p) (cpemmmit el
CrniupmeHa (p) MeCﬂLIbI),
ITo3bIBBI HA PBOTY 0,37 0,001 50,02 46
Taxukapaus 0,17 0,19 48,92 13
ApecT peun 0,12 0,28 50,11 17

CraTHCTHYECKH 3HAa4YMMas MOJIOXKUTENBHAS KOppensAlus (YeM crapiue peGeHOK Ha MOMEHT aebiota
TPUCTYTIOB, TEM 4Yalle BCTPEYalICsd CHUMIITOM) BBIAB/IEHA MEXAY BO3pPacTOM [ebloTa M CleNYIOLMMH
CHMIITOMaMH: aCHMMETPHS JIMLA, LIMaHO30M I'y0, LIMaHO30M HOCOTYOHOTO TPEyroJIbHHKA, THIepcauBalldel u
TMO3BIBAMH Ha PBOTY.

HaubGonee oryernuBas KoppensuMs OMNPENENsAIach MEXIY BO3PAaCTOM [MOSABJIEHHS TPHUCTYMOB H
nossiBamMu Ha pBoTy (p=0.37, p=0.001), uTo pacueHuBaercs Kak ymepeHHas Koppesuus. Koppensuus mexay
BO3pacTOM Hayajla ¥ TAKHMH CHMIITOMaMH KaK «LHaHO3 ryb» W «runepcaluBalisy» TAKKe paclieHHBAIach Kak
ymepenHnas (p=0.35, p=0.004 u 0,002 cooTBeTCTBEHHO). _

Kpome acuMMeTpWM NMLIa BCe OIMMCAHHBIE CHMIITOMBI SBJISIOTCS BEr€TATHBHBIMH, YTO MO3BOJIAET
C/leNaTh BBIBOJ O TOM, YTO Y€M paHblle NPOUCXOAUT aeOioT npucTynoB npu PO/APD, tem B Gonbiueii creneHn
BOBJIEYEHA B MIPOLIECC BEreTATUBHAN HEPBHAS CUCTEMA.

IMomyyeHHsie JlaHHble CBHJETENBLCTBYIOT 00 OTCYTCTBMM 3HauMMOW B3aHMOCBA3H  MEXKIY
MPOIO/KHTENBHOCTBIO €0OTHBIX NPUCTYTIOB M KJIMHHYECKOH KapTHHBI POJIaHAWYECKOTO MPHCTYNA, TOr/a KaK
BO3pacT nebl0Ta MPUCTYNMOB MpH POJIAHAMYECKOH SMHIETNICHH OTYeTIMBO KOPpeIHpyeT ¢ pa3HooOpazveM
ceMHooruy npuctyna P3/APD.

B rpynne pereii ¢ TunMuHO mpoTekaomied PD  eIMHCTBEHHBIM CHMITOMOM TpPHCTYTIA,
KOppe/IMpPYIOIMM ¢ Bo3pacToM aeliota 3aboneBanus ObUTH MO3bIBEI Ha pBOTY; B rpymne Il TakoBbiMu
CHMNTOMaMH SBJIAIMCH (B TOpPsAZIKE YMEHbLIEHHS CHJIbl KOPPEJALMOHHOH 3aBMCHMOCTH) HMaHO3 TY0,
aCHMMETPHA JIMLIA H LIHAHO3 HOCOTryOHOTO TpeyroibHHKa. B rpynmne nertei ¢ TAKEIbIM NICHXOHEBPOJIOMHYECKHM
ne(HIMTOM MOT0OHOMH KOPPeNSLIMH BbISBHTH HE YIa/IOCh.

PesybTaThl AHHAMHYECKOr0 HelipodH3HO0/10rHYecKoro 06c/1eI0BAHNS NANHEHTOB ¢ Pa3IHYHBIMH
KJIHHHKO-3/1eKTporpaguyeckumu GopMaMu posianIHYeCKOH IMHIIeNCHH

Hccnenopanre OHMO2/1EKTPUUECKOH AKTHMBHOCTH KOpbl OONBLIMX TMONyLIapWi TOJOBHOTO MO3ra
OLIEHHMBAJIaCh TOCPEICTBOM MPOBEIEHHA UTHTEIBLHOro 3ekTposHuedanorpaduyeckoro obcienoBaHus Bcex
NAaLMEeHTOB B IHHAMMKE HE MEHEE TPeX pa3 3a BpeMs HaOnoaeHus.

[TepBoe nccnenoBanye NpoBOIHIACH HA MOMEHT BKJIIOUEHHUS MALIMEHTa B MCC/Ie/IoBaHKe, 3aTeM Yepe3 3-
6 mecsLeB U yepes 6-12 mecsues.

OueHHBANIOCH HAIMYHME KOMIUIEKCOB PpOJIAHAMYECKMX CMAHKOB, WX JIOKATM3allksi, aMIUIMTY/a,
pacnpocTpaHeHHOCTb.
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Pucynok 1 — Ponanauueckue cnaifiku y Maibuuka 6 jiet ¢ THIMYHO nportekatoulei PO, cobcTeenHoe
HabmoneHne
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IIpu oueHke 3/ekTposHLedanorpadpuyeckux HapyLIeHHH aHATH3HPOBANACh AMIUTHTYA KoMIuiekca PC
B YCPEAHEHHOM MOHOMNOJIIPHOM MOHT@KE€ B MHKDOBOJIBTAX, B TOM 4YHCJAE€ B [JWHAMHKE. BbisBieHa
CTaTHCTHYECKH 3HAYHMO MEHbllas aMIUIMTYyJa B TepBOH rpynne Ha stane wWHHUManbHoH 330, Ilocne
Ha3HaYeHHs TEPANHK HJIH €€ KOPPEKLHH Pa3IHyHs MepecTaBaii ObITh CTATUCTHYECKH 3HAYUMBIMH.

Tabnuua 5 — JlaHaMMKa H3MEHEHHS YCPEIHEHHON aMILTMTY/1bl POJIaHAMYECKOTO CraKa CpeIH 00C/eLyeMbIX
rpynn, MKB (Bblel€HbI CTATUCTHYECKH 3HAYMMBIE Pa3TH4HA)

29 I'pynna | I'pynna II I'pynna II1 p
I-II = 0.048
20rI' 1 205.22 293.9 343.44 LIII = 0.027
S JC) ) 239.67 2409 318.86 p>0.05
20I'3 146.71 169,06 186,88 p>0.05

OuenuBanach crpynnuposaHHocTh komiuiekcoB PC. HauGonee uacto crpynnupoBaHHOCTE KOMIUIEKCOB
POJIaHAMYECKHX CMaHKOB OTMEYasach B rpynre AeTeH ¢ THKEeTbIMH MOTOPHBIMH HapylieHusMu. HecMoTps Ha
AWHAMHYECKOE CHIKEHHE CrPYIITMPOBAHHOCTH BO BCEX TPeX IpyImnax, CTATHCTHYECKH 3HAYMMOMN JHHAMHMKA
Opi1a Uk B rpynmne II.

Tabnuua 6 — OueHka CrpynnHPOBAHHOCTH KOMILIEKCOB POJIAHAWYECKHUX CNAHKOB CPEAM TPYII, BbIAEIEHbI
CTaTUCTHYECKH 3HAYHMBIE PA3THYHUsA

29I I'pynmna I ['pynna II 'pynmna 11 BCEro p
90T | 9 (50%) 32 (78%) 21 (65.6%) 62 (68,1%) >0.05
29I 2 7 (43,8%) 18 (45%) 15 (53,6%) 40 (47,6%) >0.05
0TI 3 2 (18,2%) 6 (20,7%) 5 (33.3%) 13 (23,6%) >0.05
I 1-29r2
p<0.001
92I'2-93I'3
p=0.012

Jlnsg OLEHKH pacnpOCTPAHEHHOCTH KOMIUIEKCOB PONAHIMYECKHX CHMaWKOB ObUT NpEUIOKEH HHIEKC

pacrnpocTpaHeHHOCTH

KOMILICKCOB

no Kope

GomplMx nomywiapui, B

COOTBETCTBOBABLIMH cpeJHeMy apH(dMETHUECKOMY JAHHOTO MOKa3aTess B rpyre:
1. OnunentudopmHas aKTUBHOCTE B Mpefesax OHOH N0IH
2. OnunentudopMHas aKTHBHOCTb B Mpe/eiaxX OJHOTO MOMyLIapHs

YHCJIOBOM

MpeacTaBJIC€HUHA

3. OnunenTHhOpMHAA AKTHBHOCTB, PACIPOCTPAHSAIOLLAACS HA KOHTPIIATEPAIBHOE MOJTyLIapHE.

Ha »9rame MHHMUMANBHOrO  Ha3HAYEHHS WIM  CMEHBI  MPOTHBOMHIENTHYECKOH  Teparuu
PacrnpoCTPaHEHHOCTh CTATHCTHYECKH HKKe ObLia B Ipynne JeTell ¢ THNWYHO npoTekaroweil PD, ogHako npu
nposeleHuH nocaeayromux 33" Ha doHe cnenuduyeckoil Tepanuu 3HAYUMOCTD Pa3/IHYHI HHBEIMPOBAIACH
NpH JMHAMHYECKOM CHIDKEHHH MHJIEKCa BO BCEX IpyMNax MalueHTOB.

Tabnuua 7 — Unjeke pacripocTpaHeHHoCTH KomiiekcoB PC B rpynnax

DI I'pynna | ['pynna II I'pynna III P
I-I1=0.003
9ar'1 1.83 2.73 2.69 T—III = 0.015
29I 2 1.50 2.18 2.21 >0.05
29I 3 1.0 1.66 .33 >(.05
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Ilpy oLEeHKE /OKAMM3AaLMOHHBIX XapaKTePUCTHK PpOJNIAHAHYECKHX CraifkoB 3HAYUMMOlN OKazanach
MCKJTFOYHTENILHO IMHAMHKA NPH Jlokaiu3auuu PC B TeMeHHBIX 0051acTsX.

Jlokamuzauus PC B TemenHo# obnacTw Ha mepBoM 3Tane perMctpupoBanack y 39 nauuentos (42,9%)
ofuiei BeIOOpKH.

Pacnipenenenue no rpynnam coctasuio 4 naumenTa B rpymne I (22,2%), 23 nauuenta (56,1%) B rpynne 11
u 12 nmammenToB (37,5%) B rpymnne III. Haubonbliee KOMM4eCTBO MAalMEHTOB ¢ TEMEHHOH JOKATH3aLMel
OTMEYanoch B TIpynne Jaered ¢ rpyObIMH MOTOpPHBIMH HapyluieHusMd (rpynna II), pasnuums Geinu
cratucTHyecku 3Hauumble (p=0,036).

[lo xkpurepuro Mak-Humapa BbisiBI€Ha CTATHCTHYECKH 3HAa4MMas JWHAMHKa W3MEHEHHMs NapameTpa B
rpynne II mexxay stanamu 1 u 3 (p=0.013) u sTanamu 2 u 3 (p=0.007).

Takum oOpasom [0Ka3aHO, YTO CTaTHCTUYECKM 3HAYMMas [IOJIOXKWTENbHAas  JWHAMHKA HM3MEHEHHMs
pacmpoCTpaHEeHHOCTH POJIAHAHYECKHX CMaikoB (B BHAE yMeHblIEHHA pacnpoctpanenHoctd PC mo kope
GonblIMX Mosylnapuit roJOBHOrO MO3ra) OTMe4aeTcs B JAHHAMHKE Yy BceX aerteit ¢ PD/APD, He3aBHCHMO OT
KJIHHHKO-3JIEKTpO3HIeanorpaduueckoii HopMsi.

Taxke mnokaszaHo, 4yro Haubonbluas pacrnpocTpaHeHHOCTh PC XapakTepHa ais JeTel C aTHITHYHO
npotekawoel P3.

HokazaHo, uto s jered ¢ rpyObIMH MOTOPHBIMM HAapYIIEHWAMH XapakTepHa JIOKaTH3alus
PONaHIHYECKHX CNAaWKOB B TEMEHHOHW 00/1acTH, a Takke JMHAMHYECKOE yMEHbILUEHHe CrpyNIMPOBAHHOCTH
pOJIAaHAMYECKHX CMaHKOB.

PesyabTarhl reneTnueckoro obciie1oBanus eTeii ¢ KIHHAKO-YIeKTpodHuedanorpaduaeckumn
dopmamu poraHIHYECKOH NMHIENCHH

lenetnueckoe wuccneoBaHWe npoBeaeHo 36 mnaumentam w3 92 (38,04%), BKIIOYEHHBIX B
vccnenosanue. Pacnpenenenye nauMeHTOB ¢ MPOBEACHHBIM INEHETHYECKHM HCCIIEI0BaHHEM 10 00CieIyeMbIM
rpynnam coctaBuiio 3 yesioseka B rpynne I, 16 uenosek B rpynne Il u 17 uenosek B rpymme II1.

V uactu obcnenosanHbIx maiueHToB (16 yenoBek, 44,44%) BHISB/IAIMCH HAPYLIEHHS B OJHOM TeHE, Y
20) manMeHTOB MaTOJIOTKA olpeieisiack B GonblueM uucie reHoB (55,56%).

¥V nopasnstoutero 6onbIHHCTBA nalueHToB (33 pebenka, 80.4%) BeIABIEHBI FEHETHUECKUE H3MEHEHUS,
KOTOpbI€ MOTYT NPHBOAHMTL K HapYLIEHHIO CO3PEBaHHA I'OJIOBHOIO MO3ra, YTO COOTBETCTBYET KOHILEIMIMH
H. Doose, 1989 o HacneAcTBEHHOM HapyLIEHHH CO3PEBAHHMA TOJIOBHOTO MO3ra, YTO B CBOK) OYEPE/Ib, MOMKET
NpHBOANTL K pasBuTHIO PO/APD. K TakoBbIM HapylIeHMsM B MpPEACTABIEHHON BHIOOPKE OTHECEHBI I'€HBbI,
OTBETCTBEHHbIE 34 BHYTPHKJIETOUHYl0 nepenady curHana (DOCK?7), perynupyioigue Metabonusm
rammaamuHomaciaHoi kucnotel (FAMK) — GABBR2, GABRAZ2, reHsl rinyramaThbiX peuentopoB (GRIN1),
reH koaupyoomui wierounyio cMmepts (CIDEC), murpauunto HeiiporoB (OXR1, RELN), reHsl oTBeuaroliye 3a
mutorHdeckuii muka (CLN3, CLNS), ren STXBPI (B uucie mpoyero OTBEYAIOIMHA 3a CHHANTHYECKYIO
nepenady M cHHTe3 HeiiporpancmurrepoB), HUWE] (perynupyromuii cozpeBaHMe TONOBHOTO Mo3ra B
npouecce sMOpHOreHe3a).

K renam, npHMBOAALIMM K HapyLIEHHIO CO3pPEBaHHA TOJIOBHOIO MO3ra OTHeCeHa TIpyIna IeHOB,
orBevatommx 3a cbopky PHK (PTPN23, NARS2, HNRNP). I'pynna resoB PEX (6-10) Taxke oTHeceHa k
JaHHOH rpynmne, Tak Kak HapylleHHs B (YHKUMOHMPOBAHHWH TMEPOKCHCOM TPHBOJAT K HApYILEHHIO
MUETHHH3ALIHH.

Hecko/lbKO MEHBLIYIO IpeACTaBIeHHOCTh MMENH pa3fiu4Hble KaHanomatHH (25% ot ofiiero ymcia
TNAlHEHTOB C MPOBEJEHHBIM M€HETHYECKUM HMCCIIEIOBAHHEM, N=9), XOTA Pa3IH4Hs 110 3TOMY KPHTEPHIO MEXKIY
rpynnaMH Takxke He ObUTH CTATHCTHYECKH 3HAYMMbBIMH.

CornacHo MOMy4eHHBIM NaHHBIM, MAaKCHMAIbHYIO MPEICTABICHHOCTh CPEIH IPYII HACIEICTBEHHBIX
HapylleHuH, npusoadimx k PO/APD, 3aHuMaioT aHOManuu, NPHBOAALIME K HaApPYILICHUSIM MHEIMHH3ALMH
HepBHbIX myTei (80,4%), Ha BTOpOM MecTe MO BCTPEYaeMOCTH cpead NauMeHTOB ¢ PD/APD BbISBIEHBI
HapylleHHs B )yHKUMOHMPOBaHHWH TN€HOB, OTBEYAIOIINX 3a KaHanonatuu (25%). HaumeHeluuii Bec B Haweil
BbIOOpPKE 3aHMMAET NMaTOJIOrHA 'eHOB, ACCOLMMPOBAHHbIX C HapyLleHHeM OHoreHe3a MepoKCHCoM - 5,6%.

PesynbTaTel NpoBeEHHOrO HCC/IEOBAHHA YKa3bIBAlOT Ha OTCYTCTBHE OTYETIMBOH MOHOIEHHOM
HAaCJIEICTBEHHOH OTATOLIEHHOCTH 3a00/1eBaHUil CMIEKTPa POTaHAHYECKOH 3MHJIETICHH, a TAKKe Ha OTCYTCTBHE
3HAYMMBIX PasTHYMii MEKTy IPynnaMd CPaBHEHHsA M0 KOHKPETHBIM IeHeTH4YeCcKMM HapylueHusm. [Ipu sTom
NaHHble yriyOIeHHOro TreHeTHYeCKOrO MCCNeZIOBAHHA BBISBISIOT IATOJNOTHIO, ACCOLMMPOBAHHYIO C
CO3peBaHHEM IOJIOBHOIO MO3ra y BceX 00cneZloBaHHBIX MAllHeHTOB.
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[MPAKTHYECKHE PEKOMEHJAITUHA
Ha ocHOBaHMM MOJTy4EHHBIX JAaHHBIX C(OPMHPOBAH ANTOPUTM AMArHOCTHKH M TMPOTrHO3a THIIHYHOIO H
aTHITHYHOTO TEYEHHA POTIAHAHYECKOH SMHICNICHH:

Ilpy BBIABIEHMM Yy TaugdeHTa ano0 Ha crneuudUyeckHe SNWIENTHYECKHE [PHCTYIbI,
aCCOLMMPOBAHHbIE CO  CHHJKEHHMEM YypoBHeM OOIpCTBOBaHMS, COMPOBOXKIAIOUIHECS  BBIPAKEHHBIM
BEr€TATHBHBIM  KOMIIOHEHTOM, LenecooOpa3HO pacuiMpeHHe oOcneoBaHWS B BHAE  TNPOBENCHHA
MPOAOILKEHHOI0 /IEKTpo3HLeanorpaduyeckoro MOHUTOPHHIA HOYHOI'O CHA.

Jlns  yTOYHEHHs THNA TEYEHHA pPOJAHAHYECKOH OJMNWIENCHH HeoOXOOMMO MOC/IeN0BaTeIbHOE
NPOBEJIEHHE HECKOJBKMX TMPOJO/DKEHHBIX 3JeKTposHLedanorpaguyeckuX MOHHMTOPHHIOB ¢ (HKcalMeld B
MEIHLIMHCKOH JOKYMEHTALHH TaKHX NapaMeTpoB KaK aMIUTMTya kommiekca PC ot nuka 1o nuka B MKB, npu
H3MEPEHHH B YCPEIHEHHOM MOHOMNOJIIPHOM MOHTa)Ke, /Ul BO3MOXKHOCTH CPaBHEHMS 3TOH XapaKTEPUCTHKH B
JTMHAMHUKE.

HecMoTps Ha BBIpakeHHbIE Pa3jIMuks B NMPEMOPOMIHOM M B HEBPOJOTHYECKOM CTAaTyCe MalMeHTOB C
THIHYHOH PO u ¢ APD, Henb3a uckmouate Hanuuve PO y nmauueHToB ¢ TAXKeasIMH opMaMu LiepeGpaibHOro
MOpaXKeHUs, BKIIOYAs AETCKHil LepeOpanbHBIH Mapaju4 CO CTENEHBI HapylleHHs OOJIbIIMX MOTOPHBIX
¢bynkumii cepime 2 knacca GMFCS, uro Tpebyer yrimydnaenHoro obcnenoBaHus.

He BbiABNEeHO HeOOXOAMMOCTH BBIMOJHEHHUSA YITyONEHHOTO TeHeTHueckoro obclenoBanus (B BHE
NPOBEIEHHS IOJIHO3K30MHBIX/TIOJIHOI€HOMHBIX MCCNIEIOBAHMH) TMALMeHTOB C TOYKH 3PeHHS KOPPEKLHH
Tepanvy WIKA CMEHbI TAKTUKH BEJCHHUA OMUCBIBAEMOH rpynmnbl OOJBHBIX, YYUTBIBAS OTCYTCTBHE CTATHCTHYECKH
3HAYMMBIX pa3IHYMi MEXIy rpynnaMy NalUeHToB ¢ THMHYHOH PO 1 APD B maTtonoruu pa3nvyHbIX I'€HOB.

Ha ocHOBaHMHM H3Y4eHHOH Hay4YHOH JMTepaTypbl, H aHaIM3a IOJYYEHHbIX Pe3yJbLTATOB MPOBEAEHHOTO
HCCIIeIOBaHHA, YTOYHeHb! JH depeHIHaNbHO-IHarHOCTHYECKHE KPUTEPHH THIIHYHOM M aTHITHYHBIX BAPHAHTOB
POJIAHIMYECKOM IITHIICTICHH.

Tabnuua 8 — JluddpepeHunanbHO-AHArHOCTHYECKHE KPUTEPHH THITHYHOH W aTHITMYHON POJIaHIHYECKOH
SMHUJIENICHH

ATunuunas PD ¢
Kpurepuii . Tumaunas P Arunuynas PO ¢ MPEUMYLIECTBEHHO
MOTOPHBIMH HapyIIEHUAMH pedeBbIMU
HAPYIIEHHAMH
Teuenue GepeMeHHOCTH yIOBJIETBOPHTE/bHOE NaTOJIOrH4ecKoe YIOBJIETBOPHTE/IbHOE
Cpok recrauuu 37-42 nepenu <37 37-42 uenenu
Macca Tena npu poxKIeHHH 3362 + 480 2685 + 935 3164 + 850
PeanumanuonHele -
MEpONpPHATHS B pOJ1. 3ai1e
MoTopHoe pa3BuTHE Ha ' i C zanepkkoi cBblilue 6 C zanepxkoi ot 3 10 6
PRSP Ee3 ocobennocreit AR P 4
MepBOM roJly JKH3HH _ MecsLeB MecsLEeB
Heliposusyaiusauus bes naronoruu Atpodust kopbt BITT'M Atpodus kopel BITI'M
Bospact iy
s 57,38+ 31,44 wmec. 40,86 + 27,5 mec. 35,63 £ 29.0 mec.
NIPHCTYIIOB
AWHTCIEHOCTS FPRETYTOB. | 55 54 .45 0% s 33,04 £ 76,13 mun. 15,12 + 28,78 MuH
B nebrote
OcHOBHBIE CHMITTOMBI AcumMeTpus JIuLa, CBA3b CO CHHIKEHHEM CBA3b CO CHHIKEHHEM
NPHUCTYTIOB B 1e0I0Te MO3bIBbI HA PBOTY ypoBHEM OOJPCTBOBAHHS | ypoBHEM 0OAPCTBOBAHHA
AcumMMmeTpus nuua
Cumnrom, P o
KOppeNHpPYHILHUH ¢ [To3biBEI HA PBO M oyb, tasss
PPempyIoI A HocoryOHoro
BO3pacTOM
TPeyrojbHHKa
H -
Jlokanuzauus PC Llentpo TemeHHO-3aThUIOYHASA mobas
TeMIopaibHas
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P

[Ipogomxenue Tabnuiier §

Arunuunas PO c
— Tunuanas P Atunuunas PD ¢ MIPEHMYLLECTBEHHO
MOTOPHBIMH HapyLIeHHSIMH peyeBbIMU
HapyLUeHHAMH
CrpynuspopiEasets £ be3 uamenenuit CHIJKaeTcA be3 u3meHenuii
JMHAMHKE)
Hunamuka D3I'M
T — i1l 1l Ll
Hunekc
pacnpocTpaHeHHOCTH 1,83 2,73 2,69
POTAHIHYECKHX CIAIKOB
T [Mporpamma nns nereii ¢ TIporpRMA- I aewe &
U o0yueHus MaccoBas nporpamma 3P HapylIeHHEM peueBoro
Pa3BHTHs

3AK/IIOYEHHUE

Bbicokas  BCTpeuaeMOCTb  PONAaHAMMECKOH  SIHJIENCHH U ee KIMHHKO-3JIEKTPOsHLEe(anorpadhuuecKux
BapHaHTOB Y JIeTeH, 3aTPyAHAIOT JHATHOCTHKY (OpPM ponaHauyeckoit srunencuu. OIHAKO YBEIHUHBAIOLIASCH
AOCTYMHOCTb TAKMX COBPEMEHHBIX METO/IOB HEHPO(HU3HONOrHYECKOro 06Cie[oBaHHs Kak MPOJIOKEHHEIH (B
TOM YHcIie aMOy1aTopHbIH) 37eKTpo3HIe(anorpahHuecKuii MOHHTOPHHT MO3BOJISET PELIMTE 3TY Npobiemy.

JlmaTensHOE BpeMs CYMTaBlIascs JOOpPOKA4YeCTBEHHOM M He TpeOyiouiedl MeIMKAMEHTO3HOTO JIeueHHs
pONlaHAWYeCKas SMHJIETICHS HAa CETrOHALIHHIA JIeHb YTpaTHIa MPaBO CYHTATHCS TAKOBOM, YTO MOATBEPIKAAETCS
KaK COBPEMEHHBIMH JIMTEPaTyPHBIMH IaHHBIMHU, TaK H pe3yJIbTaTaMH MPOBEAEHHOrO HCCIEI0BAHHUS.

[Nomy4eHHbIe pe3ysbTaThl MO3BOJIAIOT YTOYHHTh AMHAMHKY 3/1€KTposHUedanorpaguyeckoro KOHTpoas u
NporHo3 3aboneBaHus, ONTHMHU3HPOBATH TAKTHKY JICYEHHS.

B mpoBeicHHOM HCCIIeIOBaHHH IIPH BCEM MHOroo0pa3uM KIMHHKO-3/EKTpo3HIedanorpaguueckux Gopm
pOJIaHIMYeCKOH SMUIENcHH ObIO BBIIENIEHO TPH OCHOBHBIX BAPHAHTA!

L] Tunuunas ponaHau4vecKas NnHUICICHA

* ATuUnu4Has poJaHAHYECKas SMHIIETICHS C rPyObIM MOTOPHBIM JedeKToM

* ATHNHMYHas ponaHAMYecKas JMHJIENCHA C MPeMMYLIEeCTBEHHbIM HApYIIEHHEM pa3BUTHS PEe4H W
TICHXHKH

Bce ykasaHHble (GOpMbI OOBEIUHSIOT CXOXKHE 3JIeKTpodHUedanorpaduyeckie HapylUIeHHs [0 THITY
POJIAaHAMYECKMX CMaiKOB (pa3IMYHON JTOKaIH3alMH) H CEMHOJIOTHYECKH CXOJKHE AMUIIENITHYECKHE TTPUCTYIIBI C
BbIPaKEHHBIM BEreTaTHBHBIM KOMITOHEHTOM.

BBIBO/IbI

1. VYcranosneHo, yTo Haubosee OTArOLIEHHbIH NMpPeMOpPOMIHBIA CTAaTyc XapaKTepeH /s TMalHeHTOB ¢
aTUMHYHON PpONaHAMYECKOH OSIHIeNncHed W BbIPAKEHHBIMH [IBUraTe/IbHbIMH HapyueHuamu. K
NoKasaTe/IiM OTATOLIEHHOrO NpPeMOpOMAHOrO CTaTyca OTHOCATCA HEYOBIETBOPUTENBHOE TEYeHHE
6epemennoctH (p=0.001), mpoBesieHHe peaHUMALIHOHHBIX MEPONPUATHS B poauibHOM 3ane (p=0.002),
npexxaespeMeHHbie poasl (p=0.0002), Hu3Kkas Macca Tena npu poxaeHuH (p=0.002).

2. BeoiaBieHa [BYCTOPOHHAA KOppENsLMs MEXKIy BO3pacToM nAe0ITa pOJaHIH4YeCKOH SMHJIENCHH |
JUMTeNBHOCTEIO ebtoTHbIX mpuctynoB, p=0.014. Takum of6pa3om, AOKazaHO, YTO YeM paHbLIe
PETHCTPHPYETCS MEPBbIH B KHW3HH PONAHIMYECKHI TPUCTYM, TeM OH Oosiee MPOMOKMTENBHBIH 10
BPEMEHH.

3. Jlns TUNUYHOH pONAHAMYECKOH snuiencud Haubonee OTYETIMBA KOPPENALMSA MeXIy PpaHHHM
BO3pacToM Ae0roTa NMpUCTYIOB U NO3bIBAMK Ha pBOTY B npuctyne (p=0.023), Toraa Kak ais aTHIMUYHOM
PONAaHIHYECKOH OSMHIENCHH C MPEHMYLIECTBEHHbIM HApyLIEHHWEM I[ICHXOPEYEBOrO pa3BHTHA TpH
COXpaHHOM MOTOPHOM, TaKOBBIMH CHMITOMaMH ABJsIOTCA acuMMeTpus auua (p=0.038), uuanos ryd
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(p=0.012) u unano3 HocoryGHoro Tpeyronshuka (p=0.039), npu 3TOM NPOAOKMTENLHOCT MPHCTYNA
He HMEET OTYETIMBOrO BIIMSHHA HA CEMHOIOTHIO CaMOr0 MPHCTYIA.

4. BblABA€HO, YTO A1A JeTeH C TSKEIbIMH MOTOPHBIMH HapyweHusmu (2-5 xkiace no GMFCS)
XapakTepHO YMEHbLIEHHE B IHHAMHKE CrpyNIMHPOBAHHOCTH KOMITJIEKCOB POJIAHAHYECKHX craikos. J{s
9TOH ke rpynibl Oblia HauboJee XapaKTepHa JIOKATH3aLHsA KOMIUIEKCOB «POJIaH/IHYECKHX CaiiKoB» B
TeMeHHOH obnacTH (p=0.023), a TakKe yMeHblIeHHe npeacTaBieHHocTH PC B TUHAMUKeE.

5. He BBISBIEHO 3HAYUMBIX pa3IMYMi B OCOOEHHOCTAX TEHETHMYECKHX HApyLIEHWH y IeTell ¢ TUIHYHO
NpOTEeKAoLeH U ATUITHYHON PONTaHIHYECKON SITHIETICHEN.

6. VYcraHOBNEHO, YTO [€TH C pa3sIMYHBIMU KIMHUKO-3/IeKTpo3HLUedanorpaguueckumMu  hopmamu
POTaHAMYECKOMH IMU/IENICHH B KATAMHE3€ JI0/KHBI 00y4aThesl M0 COOTBETCTBYIOLIEH THITY HapylIeHHH
NporpaMme JeTCKOro AOIIKOIBHO/LIKOIBHOTO 00pa3oBaHus.

7. PaspaboTaHHBIii anrOPUTM AMHaMHYeCKOro HabmioneHus W 0O6C/ieIoBaHMS TNalMEeHTOB ¢ PD/APD,
BKJIIOYAKOIIHH OLIEHKY KOJIMYECTBEHHBIX (aMIUTMTYJa, pPacrpOCTPaHEHHOCTh) M JIOKATHM3ALHMOHHBIX
XapaKTEPUCTHK PONIAHIHYECKHX CMaiKOB MO3BOJAET NPOBecTH AH(PDEPEHLHAIBHYIO JHArHOCTHKY
mexay popmamu PO/APD 1 oTHECTH THIT TeUeHHs PONIAHIMYECKOM SITHIENCHH K OTHOM U3 ee KIIMHHKO-
3EKTPO3HLEDaTOrpapUUecKUX  Pa3HOBUIHOCTEH, 4YTO  MO3BOJNSET  OLEHHTh  BEPOSTHOCTH
He61aronpHUATHOrO MPOrHO3a TEYEHHS 110 PA3BHUTHUIO MOTOPHBIX H MCHXMYECKHUX HAPYIIEHHH.

IMEPCIIEKTUBBI IAJIBHEMILIEM PASPABOTKH TEMbI UICCJIEJIOBAHUSA

[IpoBeneHHbIH aHaIM3 JTMTEPATYPHBIX JaHHBIX M COOCTBEHHOE HCCIIEIOBAHME IMOKA3aji0, YTO B HACTOsLIEE
BpeMs HE CYLIECTBYET €IMHOW KOHLEMIMH B YaCTH Pa3IM4HOro NoAxoja K AHarHOCTHKE, W TPty THIIMYHOM
H aTUMTUYHOM pOJTaHIIH'—IBCKOFI anuierncur. Takke coriacHo AAHHBIM JIHTEPATYpPbl HET MOHHUMaHHA, ABJIAKOTCA
JM aTHNHYHble (GOPMBI PONAHAMYECKOH SMHIETICHH CaMOCTOATebHBIMH (Gopmamu 3a60eBaHMA, WM OHH
AB/IAIOTCA BAPHAHTAMH TEUEHHUS, TMOO0 IBOJIOLIMEH TUITHYHON POJIaHIHYECKOM SHIIETICHH.

He cyliecTByeT €IMHOro AMarHOCTHYECKOTO aArOPUTMA MOCTAHOBKHM [IHATHO3a aTHIHYHOM PONIAHMYECKOM
snwiencud. He omucanbl B juTepaType 4eTKHE MOJXOIbI K KOHCEPBATHBHOM W XHMPYPrHYeCKOM Tepanuu
POJIaHIUUECKOH IITHIIETICHH.

BrisBeHHEe KIMHHKO-3NeKTposHUedanorpaduyeckoro koMruiekca PD B janbHeWimeM MO3BOJMT
CMELMAIUCTY, B TOM YMCIIE NIEPBHYHOIO 3BEHA 3/IpaBOOXPAHEHMS, ONPENEIHTh TeparneBTHYECKYIO TAKTHKY M
BO3MOKHBIH NPOrHO3 pa3BUTHA 3a00NeBaHu.

HeoGxonuMo yBelH4eHHE KOJIHYECTBA MPOBOJMMBIX MOJHOIK3OMHBIX M TOJHOTEHOMHBIX I€HETHUECKHMX
HCCIE0BaHNI B Koropre nauueHToR ¢ PO/APD nang ynydmueHHs MOMHOTBI W TOYHOCTH JHArHOCTHKH
PONAHMYECKOH SMUIENCHH.

CITMCOK MMYBJIMKALIMH, OITYBJIMKOBAHHBIX ABTOPOM I10 TEME MUCCJIEJIOBAHUS
B n3pannax, pekomenaoBanabix BAK MunoGpunayku Pocenn:
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2. OnslT HCNONB30BAHUSA JIEBETUpALIETAMA NMPH JIE3MHTErPaTHBHBIX MCHXMYECKHX PacCTPOHCTBAX y HeTei ¢
3MUNEeNTHOOPMHBIMK H3MeHeHHsMH B D3I cua / E.P. Bapanuesuuy, J[.E. 3aiiues, [u ap.]. / Yuensie
3anucku CII6I'MY um. akan. W.I1. [Tasnosa. —2011. —T. 18, Ne 3. — C. 23-28.
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akageMu. — 2019. — Ned (68). — C. 66-71.
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—C. 66-72.
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6. CBHIeTeNbCTBO O rOCYapCTBEHHOMN perucTpauuu 6a3sl qaHHBIX Ne 2024621368 Poccuiickas ®enepauus.

'eneTHueckue aHOMaaHM, acCOLMMPOBaHHBIE ¢ ponaHauveckoil snunerncueii: Ne 2024620548: 3asen.
16.02.2024: omy6n. 29.03.2024 / H. A. Turos, [I. E. 3aituer, M. JI. 3aiiues; 3aseurens PenepansHoe
rocyjapcTBeHHoe OromkeTHoe oOpa3oBaTenbHOE yupexkaeHHe Boicuiero obpazoBanus  «CaHKT-
[TerepOyprckuii  rocynapcTBeHHBI NEeJMAaTPUYECKHWH MEQMLMHCKMH YHHBepcHTeT» MHMHHCTEpCTBA
3apaBooxpaHeHus Poccuiickoit @enepamuu. — EDN PWTNES.
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3aiiues, JI. E. MHuuManbHas Tepanus 3MUIENTHYECKUX NE3MHTErPaTHBHBIX HapylueHui y nerei / JI.E.
3aiines, H.A. Turos, M./1. 3aiiues // VI bantuickuii KOHrpecc 1o 1eTCKOH HEBPOJIIOTHH: COOPHHK TE3HCOB
koHrpecca, Caukt-IletepOypr, 09-11 wmrons 2016 roma. — Canxrt-IletepGypr: Cankr-IlerepGyprekas
obluecTBeHHas opraHu3anus «Yenosek u ero 3moposbey, 2016. — C. 148.
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W. Tutora // XX JlaBHICHKOBCKHE YTEHHsA: COOPHHK TE3HCOB KOOHIEHHOr0 KOHIpecca ¢ MeX/IyHapOJHbIM
yuactiem XX JlaBMOEHKOBCKHE 4TeHHA K 125-netMio cosganHus nepBoii B Poccun  kadenpwl
YCOBEpILUIEHCTBOBaHUS Bpaueii-HeBponoros, Caukr-IlerepOypr, 27-28 ceursOps 2018 roma / Ilon
penakuued npodeccopa C.B. Jlo63zuna. — Cankr-IletepOypr: Cankrt-TlerepGyprekas ofinecTBeHHas
opranu3auus «Yenosek u ero 3noposben, 2018. — C. 399-400.

Hoeble aTHONOrHYecKKe (akTopsl ponanaudeckoii snunencuu / 1. E. 3aiiues, H. A. Turos, H. 1. 3aiiues,
O. B. I'yzesa // Borkunckue urenus: COopHuK Te3ncoB. Beepoccuiickuii TepaneBTHYECKHH KOHrpecc ¢
MexxayHapoaHeiM ydactueM, Caukr-IlerepOypr, 22-23 anpens 2022 roma. — Cankr-IlerepOypr: CaHkt-
[NerepOyprckas ofluecTBeHHas opraHu3aims «Yenosek W ero 3moposee», 2022. — C. 71-72. — EDN
OXAZTG.

CITUCOK COKPAILIEHUH

APD — aTunuuHas ponaHAWYECKas 3MHIIENCHA

BIII'M — Gosbliuye nojyLapHs roJIoBHOro Mo3ra

JIU — noBepurenbHblil HHTEpBA

PC - ponannuueckuii cnaiik

PO — ponanauyeckas snunencus

O30T - anekrposHuedanorpaMma

33I'M - anexrtposnuedanorpaguyecktii MOHHTOPHHT

ABPE - atypical benign partial epilepsy (atunuunas no6pokavecTBeHHas napLuanbHas SMHIETICHS)
GMFCS — gross motor function classification system (cucrema kiaccuduKkaLu r100albHBIX MOTOPHBIX
byHKLUMIT)

ILAE - international league against epilepsy (MexayHapoaHas ura no 6ops0e ¢ 3nunencuei)
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