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PE3HOME

B cTatbe npencTaBiieH KNMHWYECKMNIA CNyYan, a TaKXe NpoaHann3npoBaHbl INTepaTypHble faHHbIE, KacatLimecs fobpoka-
4eCTBEHHbIX 3aNUIeNTMMOPMHbIX NaTTepHoB aetcTea (OAMM) 1 UX BAMAHMA HA KOTHUTUBHOE U PeYeBOe Pa3BUTUE PeOEHKa,
Ha ero NoBeAeHNe N KOMMYHWUKATUBHYO akTUBHOCTb. [JAM[ BCcTpeyatoTes y 5% feTeit B nonynsauum. MNpu 06¢nefoBaHmn ae-
Tell C pacCTPOMCTBOM ayTUCTUYECKOrO CNeKTpa OHWM BbiABNATCA B 20% cny4aes, npu CMHAPOMe AeddULMTa BHUMAHUS U T1-
nepakTueHocTu (COBI) — B 25%, npun HapylweHnax pedn — B 18%. MpuseneHbl pe3ynsTatbl NCCNeL0BaHNIA, B KOTOpbIX A3
paccMaTpuBatTCA B Ka4eCTBE FEHETUYECKMX MApPKEPOB HE3PESIOCTI MO3ra U pasnuyatoTcs no CTeneHn 3KCNPecCUBHOCTY
1 NeHeTPaHTHOCTU. KOrHUTUBHbIE, peyeBble paccTpolictea u COBI y peteii ¢ O3 ¢ BLICOKOW CTENEHbI) BEPOSATHOCTU reHe-
TUYECKN AETEPMUHMPOBAHbI. 1P 3TOM KNWHUYECKME NPOSBAEHMS MOTYT NONIHOCTbI0 OTCYTCTBOBATL WK, HA060POT, Ae6i0-
TMPOBATb PA3HOO6PA3HON MCUXOHEBPOJSIOTMYECKOW CUMNTOMATUKON, 0BYCII0BNEHHOW (POPMUPOBAHMEM MUITENTUHECKON
3HUedanonaTim ¢ NPOLOJSHKEHHO CNanK-BOJIHOBO aKTUBHOCTbIO, KOTOPas TpebyeT cneunduyeckoro 1 AIMTENbHOTO Jieye-
HMS. 3HA4YNTENIbHOE HApacTaHue UHAeKca aNUNenTUOPMHON akTUBHOCTK ¢ mopdonoruen 3T BO CHe NPUBOANT K NO-
BPEXAEHMIO MEXHEPOHabHbIX CBSA3EI, 4TO, B CBOK 04epeflb, HapyLlaeT NPOLECChl KOHCONUAALIMN NAMATN B CTPYKTypax
Me3nanbHbIX 0TAENI0B BUCOYHON B0, MPOBeAeHHbI aHaNn3 nokasas, 4To AeTu C 3aNunenTuOPMHON aKTUBHOCTbLIO THNa
03N TpebytoT 06593aTe/IbHO0 ANHAMUYECKOT0 3/1eKTPO3HLedanorpadmyeckoro KOHTPONA ¢ BKIOYeHeM pparmeHTa 3a-
MUCK BO CHE 1 NPOBEAEHNEM NaTONCMX0N0rN4eckoro TeCTUPOBAHNS B CBSA3W C BbICOKOW 4aCTOTOW PeyeBblX, MHECTUYECKMX
1 NOBEAEHYECKMX PACCTPOACTB. AnunentudopmHas akTueBHoCTb Tuna A3, He accoumnpoBaHHas ¢ npuctynamu, Tpebyet
MeLNKAMEHTO3HOWM KOPPEeKLMI TObKO B CIly4ae Kay3aTUBHOW CBA3U C NPOrPeCcCMpyIOWUMN KOTHUTUBHBIMU HApYLLEHUAMM
nauueHTa.

KNHYEBbLIE CJI0BA

[lo6poKa4ecTBEHHbIE ANUNENTUOPMHbIE NaTTepHbl feTcTBa, A3, KOrHUTUBHbIE HAPYLIEHUS, CUHAPOM AeduLUnTa BHUMA-
HUA 1 runepakTueHocTw, GBI, peyesble HAPYLIEHWUS, pPacCTPOICTBA ayTUCTUYeCKOro cnekTpa, PAC, anunentuyeckas aHLe-
(hanonatus, BpOXKAEHHOE HAPYLLIEHNE CO3PEBAHMA MO3ra.
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The effect of benign epileptiform discharges of childhood on cognitive function, behavior and speech
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SUMMARY

The article presents a case report, and a literature review on benign epileptiform discharges of childhood (BEDC) as well as
effect of this type of epileptiform activity on speech, behavior and communication skills are analyzed. The incidence of BEDC
comprises 5% in pediatric population. Examining children with autistic spectrum disorder, BEDC is revealed in 20% cases,
whereas in those with attention deficit and hyperactivity disorder (ADHD) or speech disorder — in 25% and 18% cases,
respectively. Many studies considering BEDC as a genetic marker of brain immaturity highlighted by different level of
expressiveness and penetrance are discussed. It is highly probable that cognitive and speech disorders as well as ADHD in
children with BEDC may be genetically determined. However, pediatric BEDC may be asymptomatic or become manifested by
diverse psychoneurological symptoms accounted for by developed epileptic encephalopathy and continuous spike and waves
during slow wave sleep (CSWS) requiring specialized long-term treatment. Markedly elevated CSWS with morphological
BEDC affects interneuron connections, which, in turn, alters memory consolidation in mesial temporal regions. The literature
analysis revealed that children with BEDC-like epileptic activity require obligatory periodic sleep electroencephalographic
control and dynamic neuropsychological evaluation due to high incidence of speech, mnestic and behavioral disorders.
Seizure-free BEDC-like epileptic activity should be corrected pharmaceutically only in case of established causative link with
progressive cognitive impairments.
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BBEJEHHE / INTRODUCTION

B cnekTpe »xano6 Ha npueme AETCKOro HeBpONiOra BCe
yalle 3ByYaT yKa3aHusa Ha npo6nembl B 0611aCTU PEYEBOr0
pa3BMTMA, HAPYLLEHNA MaMATA, BHUMAHUSA, 3aAEPXKN MCK-
XMNYECKOro pa3BuUTUS, pacCTPOMNCTBA Perynsauum noBegeHuns
1 LWKONbHOM Ae3afjanTauumn. [oCTaTo4yHO YacToe 06Hapyxe-
HMe [06pPOKA4YeCTBEHHbIX 3ANUIENTU(OPMHbBIX NAaTTEPHOB
petctea (OOMN[J) y naHHOW KOropTbl AeTeit 06yCnoBnuBaeT
VHTEPEC K M3YHeHN0 B3aUMOCBA3N KOTHUTUBHO-NOBEAEHY€-
CKMX HapYLUEHWA U COOTBETCTBYIOLLMX U3MEHEHNIA HA 3MeK-
TpoaHuedanorpamme (33), onpeneneHnto TOMUYECKMX,
TaKTUYECKUX U MPOTHOCTUYECKUX pakTopos [1].

AHAJIN3 IUTEPATYPHBIX JAHHBIX /
LITERATURE REVIEW

10 faHHbIM OTEYeCTBEHHbIX U 3apy6eXXHbIX 1CCe0Ba-
HUIA, B 06 NONyNAUMM AeTeil KONMYecTBO Cry4aeB 06-

Hapyxenuns 3N nocturaet 5% [2], y 8—12% B panbHeii-
wem aunarHocTupyetcsa anunencus [3]. Mpn o6¢cnenosaHnm
[leTeli ¢ paccTponcTBaMm aytucTuyeckoro cnektpa (PAC)
B 20% HabnoaeHNA BbIABAAKTCA ANUNENTU(OPMHbIE 13-
mMeHeHus Ha I3l [4]. V petei ¢ cuHgpoMom geduumta
BHUMaHuA 1 runepaktusHocTu (CABIN) OAM[ BbisBnatoTCA
B 25% cny4aes, Npu HapyweHun pazputus pedn — B 18%,
ny 18% peTeii ¢ aNUNENTUEOPMHON aKTUBHOCTbIO HEBPO-
normyeckas cumntomarumka otcytcTayeT [5]. [.B. Kysbmuy
MPUXOANUT K BbIBOAY O TOM, Y4TO Y [eTeil C rMnoKCU4ecKn-
NLWEMNYECKON NepuHaTanbHOM 3HUedanonatmen ¢ NCxo-
[IOM B [leTcKuii uepe6bpanbHbiii napanuy (QLUM) 33M-nat-
TepHbl O3 BbISBNAKOTCA OOCTOBEPHO 4aule — B 22%
cny4aes. poaBnsscb B KPUTUYECKUA NEPUOA Pa3BUTMS
pe6eHka (0T 3 4o 6 net), anunenTUOPMHAsA aKTUBHOCTb
324aCTyl0 ABMISAETCA MApKepOM HapyLeHus CO3peBaHus
mo3ra [6—8], a B aHamHe3e Y 3Ha4YUTeNIbHOr0 Yncna Takux
[leTeli NpoCeXnBatTCca OCNOXHEHUS MEepPUHATANbHOIO
nepuoga [9].



KnuHunyeckue cny4vaun / Case reports

Mo mHeHuto A.A. XonuHa (2016 .) [10] n pafa 3apy6ex-
HbiX aBToOpoB [11, 12], M3MeHeHnst B (DOpPMUPOBAHNM BbIC-
LIMX NCUXUYECKMX PYHKLMIA N peqn CBSA3aHbl C pacCTPOi-
CTBOM CO3pEBaHNA HEPOHANbHbIX CBA3EM U aIeKBATHOTO
(PYHKLMOHMPOBAHMA 3HAYUMbIX KOPKOBbIX 30H BCNej-
CTBME MNOCTOSAHHOW NPOAOJSKEHHOR 3nunenTudopmMHON
aKTMBHOCTM Ha Q3 a TakXe reHeTUYecKn LeTepMUHMPO-
BAHHOr0 HapyLIEeHMs CO3PEeBaHMS MO3rOBbIX CTPYKTYp
1 MOPMONOrnYecKMX N3MEHEHWU B FOSIOBHOM MO3re, BO3-
HWUKLUMX HAa NpeHaTanbHOM 3Tane pa3BuTus.

K.0. MyxuH (2015 r.) [13] B cTaTbe, NOCBSLLEHHON PO-
NaHAM4ecKon anunencuu (MANONATUHECKONA (hOKasbHOM
3Nnnencumn AeTCcKoro Bo3pacTa C LeHTpasbHO-TeMNOopanb-
HbIMW NMUKamu), yKa3blBaeT Ha BO3MOXXHOCTb BO3HUKHOBE-
HUS Y HEKOTOPbIX MaUMeHTOB HApYLUEHUA peyeBbiX W KOr-
HUTWUBHbIX (DYHKUMIA (3pUTESIbHON NamaTi, BHUMAHUSA),
NPOSIB/IEHNA NCUXNYECKOr0 MHGAHTUN3MA, HU3KOW MOTK-
BaLMM K y4e6HON AeATeNnbHOCTH, TPYAHOCTE NPOU3BOSIb-
HOV perynaumu co6CTBEHHOr0 NOBEAEHUS N AeATEeNIbHOCTK
npu 06WemM YypOBHEe MHTENNeKTa, COOTBETCTBYIOLEM BO3-
PacTHbIM KPUTEPUAM HOPMbl. ABTOP CHWTAET, Y4TO CI0XHO
0[JHO3HA4YHO COOTHECTU BO3HUKHOBEHMWE HEPONCUX0Norn-
4yeckoro geduumta TONbKO C BbICOKMM uHAekcom LIM[
NN 06BACHATL €ro «BPOXAEHHOW HE3PEenoCTbi0 KOpbI»,
KOTOpasi, B CBOK 04epefb, ABNSETCA n npuynHon AN,

BapunabenbHocTh nattepHoB 30/, nx BHe3anHoe NosiB-
NeHMe N UCYE3HOBEHUE, TpaHCcMep CTOPOHHOCTM nonyuwa-
puWii, N3MEHEeHME NOKanM3auum u aMmniauTyabl NaTTepHOB
B AMHAMUNKeE — BCE 3TO CBMUAETENIbCTBYET 06 NX «HeopraHuye-
CKOM» reHese BCleCcTBNEe MeMOPAHHO HECTAOMITbHOCTN.

Mo mHeHmnio K.H). MyxnHa, oCHOBaHWAMK Ans Ha3Hayve-
HWUA aHTMANWNENTUYECKON Tepanuu B TaKUX Cly4asx sB-
NAETCA PUCK aTUMUYHOWN 3BOSTOLUM PONAHANYECKOW 3nun-
nencun, BbICOKNIA MHAEKC 3NUNenTUdOPMHON aKTUBHOCTH,
CNOCOOHbIV NPUBOANTL K CTOWKOMY KOTHUTUBHOMY Aedu-
LUNTY, a TaKXXe HeraTMBHOE MNCUXOreHHOe BO3JENCTBME
NMPUCTYMNOB Ha NauWeHTa 1 YSIEHOB ero CeMbM, BAUSIOLLEE
Ha Ka4ecTBO XMn3Hu [13].

B 0630pe H.H. 3aBageHko u ap. (2018 ) [14] nog4yepku-
BaeTCH, 41O NMobas hopma Anunencumn, TONUYECKN CBA3AH-
Has C 30HaMU pPe4n B JOMUHAHTHOM MOJYLIAPKUMN, MOXET He-
raTWBHO BNUATb HA CTAHOBNEHNE PeYEBbIX (DYHKLUIA 3a CHeT
MOBPEXAEHUS KOPKOBbIX PEYEBbIX 30H M HENPOHAJIbHbIX
cBsi3eil. OCO6EHHO 3HAYMMOV [N OCYLUECTBJIEHMS 3KC-
MPECCUBHON 1 UMMPECCUBHON PEYN ABNAETCHA 30HA, BKIIO-
YatoLLas HUXKHME OTLESbl LIEHTPanbHOM (pONaHA0BoM) 1 na-
TepanbHOW (CUnbBMEBOM) 60p034, TAe PaCMOSIOKEHbI
LeHTpbl bpoka (3agHeHXHAS npedpoHTanbHas 0651acTb —
peveaBuUraTesnbHbIN LEHTP) U BepHuke (3agHunid 0TaeN BEpX-
HeN BUCOYHON N3BUMUHBI — CEHCOPHbIN LLEEHTP peyn).

Y4nTbiBasA COXHbIA U ANWUTENbHbIA NPOLECC CTAHOB-
NeHns peyveBbiX (DYHKUWA B paHHeM [eTCTBe, cneayet
NPUHUMATb BO BHUMAHNE PUCKN HAPYLLIEHWNIA Pe4eBOro OH-
TOreHesa, CBA3aHHbIe C AeCTBUEM HEMPOOMONOTrMYECKNX
(bakTOpOB KaK B NpeHaTanbHOM, TaK 1 B NOCTHATaIbHOM
nepuofe, a Tak>Ke BAINSAHNE Ha HEiPOOHTOreHEe3 reHeTnYe-
CKOVi NMpeapacnonioXeHHOCTN. B ka4ecTBe reHoB, CNoco6-
HbIX AeTEPMUHNPOBATb HAPYLUEHME Pa3BUTUA PeYun, aBTO-
pbl HasbiBalwT FOXP2 (B nokyce 7q31), FOXP1 (3p14),
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ATP2C2 (16qg24), CMIP (16q24), SETBP1 (18qg12.3),
KIAA0319 (6p22.2), TM4SF20 (2936.3), SRPX2 (Xq22.1),
CNTNAPZ (7936), NRXN1 (2p13.3), nog4epkmsas, 4To mMy-
Tauuy Tpex nocnegHux 06Hapy>XXuUBaKTCA y AeTen ¢ anu-
nencuei.

[eHeTM4Yeckasn NpeapacnofioKEHHOCTb TakXe akTyasb-
Ha NpU PeYeBbIX N KOTHUTUBHbLIX HAPYLIEHUAX Y [eTen
C paccTpoMCTBAMM ayTUCTUYECKOr0 cnektpa. B pabote
G. Lesca et al. (2012 r.) [15] reHbl ATP13A4, CDH9, CDH13,
CNTNAP2, CTNNA3, DIAPH3, GRIN2A, MDGA2, SHANK3
yKa3aHbl Kak MoTeHUMaNbHO 3Ha4Mble Ans aeboTuposa-
Husa cumntomoB PAC, HapyLUEHWIA peymn 1 ponaHan4eckon
anuencuu.

B ctaTbe P. Halasza et al. (2019 r.) [16] paccmaTpuBaet-
CA PS4 paccTPOMCTB 3NUIENTUYECKOr0 CNEeKTPa, TaknX Kak
ponaHaudeckas anunencus, cuHgpom [MaHanortonynoca,
cuHapom Jlanpay—KneddHepa, anunentuHeckunii cTatyc
C NMPOAOJIKEHHOI CNank-BOTHOBON aKTUBHOCTbIO B CTaANN
MeAJIeHHOro cHa (aHrn. electrical status epilepticus in
sleep, ESES). ABTOpbl 0TMEYaloT, 4TO KIMHMKO-3/IEKTPO-
donamonormyeckme NaTTepHbl AaHHbIX HO3010TMA Pa3Nny-
Hbl, HO UX 06bEJNHAET BOBJIEYEHHOCTb B MPOLLECC 0671aCTH
cunbBueBon 60po3abl (Sulcus/fissura lateralis) n Hanu4ne
KOrHUTWBHOIO AeduumnTa, BaXXKHbIM yCloBMem hopmupo-
BaHMS KOTOPOro AIBNAETCA BO3pacT AebroTa 3ab6oneBaHus
B KOHTEKCTE NCMXMYEeCKOro OHTOreHe3a.

OnepkynsapHas obnactb (pars opercularis), 30Hbl yrno-
BOVi 1 BEPXHEN BMCOYHOW W3BWUJIMHBLI TOMUYECKN CBA3AHbI
C (DYHKLUMAMU YCTHOW 1 MUCbMEHHON PEYM N HABbIKOM KOM-
MYHMKALWUKW. 3TN 30HbI, ByAYy4N YHKLNOHASIbHO BKJTHYEH-
HbIMI B accoLMaTUBHbIE 06MacTW Kopbl, 06pabaTbiBalOT
MOCTynawLMe CEHCOPHbIE CUMHASIbl, CIMYasf UX C XPaHs-
WMMNUCS B NAMATI NPOTOTUNAMMU, NOJSTYYEHHbIMW paHee, CO-
OTHOCAT NHDOPMALNI, TPAHCIIMPYEMYHO OT PasHbIX N0 MO-
JanbHOCTM peuentopoB. [lepucunbBuapHble 06M1acTy
MMEKT MHOXXECTBEHHbIE (DYHKLMOHAMbHO 3HA4YMMble CBA3M
¢ Tanamycom. AddpepeHTHble UMNYNbCLI N3 A4ep Tanamy-
ca MocTynawT B CEHCOPHble (MepBUYHbLIE) U acCoLMaTUB-
Hble 30Hbl KOpbl. lMpUMepoOM BAMSAHWA HA pedb MOXeT
MOCNYXWUTb KOMMJIEKC MPOLECCOB, WHULMWPOBAHHBIX Ne-
pPUCUNbBMAPHON 0651aCTblO: MepBUYHAA ClyX0Bas Kopa
(nons 41, 42) OCYLUECTBNIAET aHANN3 U CUHTE3 3BYKOBOI
MHpopMaLun No OAMTENbHOCTA 1 3BYKOBLICOTHbIM Xapak-
TEPUCTUKAM C BO3HWKHOBEHMEM YETKUX OLLYLLEHWNA, BTO-
puyHas cnyxosas kopa (nosie 22) o6ecneynBaeTt CNOXHOe
BOCNPUATUE 3BYKOBOW WHOpMALMK, a TPETUYHbIE Mons
(accoumaTnBHas TeMeHHO-BWCO4YHAa Kopa — nona 39, 40,
3a[HUIA 0TAEN MONAa 7, 3aAHNA Kpai BEpPXHEN BUCOYHO 60-
po3abl, nosie 36) KOHBEPrUPYHOT CEHCOPHbIE CUTHAbI pas-
NNYHbIX MOJASIbHOCTEA, YTO CMOCOOCTBYET MOHMMAHMIO
CMbICNA YC/bILLIAHHBIX CJI0B C OMOPOIA HA NaMATb 1 (HOPMU-
POBaHWI0 YCNOBHO-ped/IEKTOPHbIX CBA3EN [16].

B ocyuwiecTBneHnn peyveBOil akTUBHOCTU NPUHUMAET
y4acTue NeBONONYLIAPHbIA Ayroo6pasHbii NyTb Mexay
30Hamn BepHuke n bpoka: Henpamon nyTb, nNapannenb-
Hblii Ayroo6pasHOMYy Ny4Ky, CoeamHsaoWwuii 30Hy bpoka
C HMXKHETEMEHHO 061acTbio (NepefHnii CErMeHT) U HIXK-
HETEMEHHYI0 06/1aCThb C 30HO BepHuKe (3ajHNUIA CErMEHT).
T.e. HapsAy ¢ CO6GCTBEHHO peYeBbIMU PYHKLUMAMUN (peanu-
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3auMs 3KCNPEeCCUMBHON U UMMNPECCMBHON Pe4n) BOBNEYEHbI
1 BOCNPUATUE, N OPUEHTALNSA B NPOCTPAHCTBE.

[Mpu yKa3aHHbIX BbiLle 3a00JIEBAHMAX 3NUSTENTUYECKOrO
crnekTpa Hanbonee 4acTo B Ka4eCTBE Helponcuxonornye-
CKOro aedumunTa BbISBNANNCH: HAPYLLEHWE NUCbMA, TPYA-
HOCTW Bep6anu3auun Mbicnein, NOHUMaHKE A3bika 1 onepa-
TUBHAA namsATb. BoBfieyeHMe B MaTonornyecknini npoLece
KOPTMKOTaNamn4eckoii CUCTEMbI Ha (DOHE HapyLIeHns nna-
CTUYECKNX PYHKLMIA CHA ABNAGTCSA NPUYMHOI NCUXUYECKNX
pacCTPOWCTB U MNOBEAEHYECKUX HapylweHun npu ESES.
Mapkepamu TSXXeCTU KOTHUTUBHbIX PACCTPOICTB, BAUSAIO-
LMX Ha NPOrHO3 pa3BMTuS 1 3aboseBaHns B LIENOM, aBTO-
Pbl CHUTAKOT NOTEHUMPOBAHNE B (Da3e MeAJIEHHOr0 CHa, Ya-
CTOTY WHTEPUKTAJIbHbIX 3NUIEeNnTU(OPMHbIX pPa3psaoB
1 TeHeTUYecKne HakTopbl, ONpeaenatowne Kaxxablii CuH-
APOM (KaXKAblii heHOTUN) AaHHOro cnekTpa [16].

B 0630pe, NOCBALEHHOM N3Y4EHUNIO KOTHUTWUBHbIX U pe-
4eBbIX DYHKLMIA Y NaLKUEHTOB C J06POKA4e€CTBEHHON 3nu-
nencuen ¢ LEHTPanbHO-BUCOYHbIMK cnaiikamu, Y.J. Lee
etal. (2017 r.) [17] oTMe4aloT, 4TO B 6OMNLLUNHCTBE C/y4aeB
npu JaHHON (popmMe NPOrHO3 Pa3BMTKSA NO3HABATENbHON
AKTUBHOCTK, MOBEAEHUSA W OCBOEHWUSA LETbMMU U NOAPOCT-
KaMu peYyeBblX HABbIKOB MPU TUMMYHOM Te4eHUU 3abosie-
BaHWA ONpeaenserca Kak XOpoluii. Hapagy ¢ 9Tum uc-
CneaoBatenu npuBOAAT [AaHHble O Cepbe3HbIX HENnpo-
MCUX0JIOTMYECKNX NpobsieMax, BO3HUKHOBEHWE KOTOPbIX
npu Takon cpopme (POKanbHOW 3NMiencum 3aBUCUT OT
uMKna cHa—604pCTBOBAHUA, WHAEKCA CMNaliK-BOJTHOBOIA
aKTMBHOCTM Ha 33, npeobnajatoLleil TONMYECKOI NoKa-
nu3auum anunenTgOpPMHbIX Pa3psaaoB U MOXET ObITb 06Y-
CNOBJIEHO aTUMMWYHON 3BONKOLMEN AaHHO (DOPMbI 3a60ne-
BaHUA. B cnyvae HeraTuBHOW 9BONOLMN TEHETUYECKO ¢hO-
KanbHOW 3nunencum n CyoKIMHUYECKON anunenTugopm-
HOWi aKTMBHOCTW B 3NWNENTMYECKYK dHUedanonaTuto
C NPOAOMKEHHOW 3NUNenTUOPMHON aKTUBHOCTbI Mea-
NEHHOr0 CHa 0XXMAAeMo M NpPefCcKadyeMo NOosBEHNE KOr-
HUTWBHOTO feduumnTa, npo6sieM ¢ 0CBOEHNEM PEYEBbIX Ha-
BbIKOB, @ TaK)Xe yNpaBfeHnemM noBeAeHnem.

ATUNUYHbIE YepTbl A06POKAYECTBEHHOW 3nuiencuu
C LEHTPaNbHO-BMCOYHbIMI CNaiikamu NposiBAATCS Kak
B K/IMHNYECKON KapTWHe (M3MeHeHMe XxapakTtepa npucTty-
MoB, WX YAJINHEHME, NOABJIEHNE B AHEBHON BpeMs), TaK
1 no AaHHbiM 33l (aHOManbHas )OHOBAs aKTWBHOCTb,
atunmyHas mopdonorus paspanos, NOSBIEHNE 04aroBbIX
Nn 6UTEMNOPanbHbIX CUHXPOHHBIX PA3psAL0B, B T.4. KOM-
NNeKCcoB «MUK—BONHa» ¢ YacTtoTton 3 lu). B kavyecTBe npo-
FHO3MPYEMbIX KOTHUTUBHBIX NPO6JIEM aBTOPbI yKa3blBalOT
Ha TPYAHOCTU B 06Y4YeHNU 1 pa3Butun peyu [17].

ATunuyHasa 9BONKOLKNA CNOCOOCTBYET MOSIBNEHUIO 60-
Nee CJI0KHOM0 No CTPYKType u 06bemMy geduumTa KOrHu-
TUBHbIX OYHKLMIA 1, COOTBETCTBEHHO, 60/1€€ CEPbE3HOMY
MPOrHO3y B OTHOLUIEHUN pa3BuTKA. 110 MHEHMIO Uccneno-
BaTesieii, cneayeT y4nTbiBaTbh FeHETUYECKIE aCNeKTbl aTu-
MUYHOWN PONaHANYeCKOW 3nuencumn, KOTopble NPeanosno-
XKUTENIbHO peanua3ytoTcs npu ydactum 6enka P2 (FOXP2),
6enka X-cBsi3aHHOTO0 2 (SRPX2) n 6enka — dpakTopa 9J10H-
rauum (TpaHcnokasbl) 4 (ELP4), KoTopble CBA3aHbl C pas-
BMTWEM PEYMN, PAaCCTPOICTBAMU ayTUCTUYECKOrO CneKTpa
1 YMCTBEHHO 0TCTanocTbto. 06CyXAaeTcs posib ApYrux

reHoB (GRIN2A, GRIN2B, PRRT2, GABAA-R, GABRG2),
BNNAIOLWMX HA NOSBIIEHWE HEWPONCUMXMATPUHECKNUX pac-
CTPONMCTB, B T.4. CBA3AHHbIX C PEYbIO, KOTHUTUBHbIM QOYHK-
LLMOHUPOBAHMEM U NoBefeHnem [17].

TpYAHOCTb B MPOrHO3UPOBAHUM KOFHUTUBHOTO U PEYeBO-
ro geduumta BUAUTCA aBTOpaM B MHOrO(akTOPHOCTM
1 CNOXHOCTW B3aUMOJEiCTBISA NAYLLNX B AETCKOM BO3pacTe
reTepOXPOHHbIX MPOLECCOB CO3PEBAHNS MO3IOBbIX CTPYKTYP
1 BNUSHWNS TeHETUYEeCKOI NpeapacnonoXeHHOCTM — Npeano-
naraemoii, HO He BCErAa BbIIBIEHHON Y KOHKPETHOr0 pebeH-
Ka. Takxxe B 0630pe NOAYepKMBAETCA HEOOXOANMOCTb NPO-
JNO/MKeHNS MacLUTabHbIX WCCeA0BaHNIA, HanpaBlieHHbIX He
TONIbKO Ha KJIMHUKO-HEAPOdN3N0NOrn4eckne napamerpel,
HO 11 Ha FTeHETUYeCKY0 NPUPOAY 3a60s1eBaHNS, BKOYas N0J-
HOE WU NPULENbHOE CEKBEHUPOBaHNe 3k3oma [17].

VI3y4eHnto reTeporeHHbIX KOrHMTUBHBIX HapyLleHun,
CBA3AHHbIX C ANUNENTUEOPMHbIMU pa3psagammn B MeJSIeH-
HOM CHe, MOCBALLEHO PETPOCMNEKTUBHOE OJHOLEHTPOBOE
nccneposanue M. Filippini et al. (2013 r.) [18]. Cpeau 06-
CYXX[aeMblX B CTaTbe HENPOKOTHWTMBHbLIX NpobriemM —
TPYAHOCTM OCBOEHNA A3bIKA U PeYU, MHECTUYECKME Hapy-
WEeHNA W CNOXHOCTW YNPaB/IEHUSA BHWMAHUEM, YTO
B LieJIOM HEeraTMBHO BJSINAIET HA OCBOEHME LUKOJIbHbIX Ha-
BbIKOB MpU COXPaHHOM WHTeNnekTe. B uccnepgoBaHum
npuHAnmM y4actne 33 pebeHKa ¢ YCTAHOBJIEHHbIM AMarHo-
30M, Habs0AeHNe 3a KOTOPbIMM OCYLLECTBIANOCH HA NpPO-
TsKeHUn 2 net. [lpoBedeH aHanu3 AONTrOCPOYHbIX 3d-
(beKTOB MEJNEHHOr0 CHa U BJINSHUA WHTEPUKTANbHbIX
aNUNenTUMOPMHbIX Pa3PAL0B HA HEWPONCUMXONoruye-
CKOe pasBuTne NyTem permcTpaumm Bcen NpoaoKNTENb-
HOCTW HOYHOIO CHa 'y IeTel C pONaHANYECKUMU Cnankamu.
B KayecTBe aHanu3mpyemblx napameTpoB NMPUHUMANUCh
BO BHUMaHMe: Mon 1 BO3pacT pebeHKa, BO3pacT AebtoTa
1 NPOAOSIKNTENbHOCTL 3a60/1eBaHNSA, 4acToTa CyAopor,
OTArOWEHHOCTb CEMENHOr0 aHamHe3a Mo W3y4YaembiM
npo6nemam, Hanuyue OTHETIMBOrO (hoKyca anuaenTu-
(hOPMHOI aKTMBHOCTU B 60APCTBOBAHNW, MPUHUMAEMbIE
aHTuanunenTuyeckue npenapatbl (A3M) U Ux AO3bl, HEll-
POMNCUXONOrNYECKMIA CTATYC (KPUTEPUIA BKITKOYEHUA — CO-
OTBETCTBYHOLINA BO3PACTY KO3MMULMEHT MHTENNEKTA),
a TakXXe OTCYTCTBUE CTPYKTYPHbIX aHOMasiMiA UIn NHON
OpPraHM4ecKoi NaTonoruy B roIOBHOM MO3re, NOATBEPX-
[IeHHOe pe3ynbTaTaMmy MarHUTHO-PE30HAHCHOI Tomorpa-
Gun (MPT). Oetn 6bin pa3geneHbl Ha TpW rpynnbl B 3a-
BUCUMOCTM OT 4aCTOTbl WHTEPUKTANbHbIX 3NUIENTU-
(hOpMHbIX pa3psanoB B 06LLEN NPOAOIKUTENBHOCTU Mef-
neHHoro cHa: rpynna 1A (c yactotoii meHee 50%), rpynna
1B (c yactotoii 50-85%) u rpynna 2 (c 4acTtoTon 6onee
85%). B rpynny 2 BK/OYEHbl NALUUEHTbl C aTUMUYHbIMM
hopmamu 10O6POKA4ECTBEHHON INUMENCUN C LIEHTPOTEM-
nopanbHbiMu cnaiikamun n ESES. B pesynbtate y getei
rpynnbl 1A puck pasButus pedesbix (BepbasibHbIX) TPYa-
HocTel cocTtaBun 50%, HECMOTPA Ha AOCTUTHYTbIA KOH-
TPONb HaA npucTynamu n Hopmanuaauuto 331 B AHEBHO
nepuog. Y geTeii rpynnbl 2 BEPOATHOCTb PA3BUTUS HENPO-
KOrHUTUBHbIX HapyweHuin yeenuyunack Ao 100%.

B kayecTBe HEMPONCUXONOrMYECKNUX AePUUUTOB Onpe-
Jensanncb BepbanbHble TPYAHOCTM C OCBOEHWEM peyu
1 A3blka (M OHEMATUYECKIE, U NEKCUKO-CEMAHTUYECKME),
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a TaKkXxe onepaunu ¢ uudpamm, akTUBHOCTb M EMKOCTb pa-
6o4yent (onepatmBHOi) namatu. ViMeHHO ee pedoumumTap-
HOCTb NPENATCTBYET OCBOEHMIO MUCbMEHHOW peyun, B TH.
HaBbIKOB YTEHWS (pacrno3HaBaHWe W MOHWMaHWE TeKCTa)
1 CaMOCTOSATENIbHOrO NUCbMA, Y4TO OTPAXaeTcs Ha akafe-
MUY€ECKOI ycneBaemocTu. Pe3ynbTaTbl uccnefoBaHns noj-
TBEPXKAAOT HEraTWBHOE BIMSHWE 3NUNENTU(OPMHbIX pas-
PALOB B ME[JIEHHOM CHEe Ha KOPKOBble HEpOHanbHble
CBfI3M1, 3a[leNCTBOBAHHbIE NPU KOAMPOBAHWUM 1 3aNOMUHA-
HUKM Bep6anbHOW MHGOPMALMK. T1aTOreHe3 BbISBJIEHHbIX
HENPOMNCUXOSTIOTMYECKMX HAPYLLUEHWA aBTOPblI CBA3bIBAKT
KakK C BINSHUEM Y1CNa M 4aCTOTbl Pa3ps0B BO CHE, TaK U C
reHeTM4eCcKON MpeapacnosioKeHHOCTbO, 06YCN0BMBAIO-
LLEA N KOTHUTUBHbIE NPO6JIEMbI, U CMANKOBYH aKTUBHOCTb.
Miccnepnosatenu caenanu BbiBOL O HEOOXOAMMOCTU KOH-
Tpona hasbl MeANEeHHOr0 CHa, He COMpPOBOXAakoLerocs
ObICTPbIM ABWXEHWEM TJ1a3, Ha BCEM ero MpOTSXKEHUN
C MOMEHTa Ha4ana anunencun. Takxe BaXKHa BCECTOPOH-
HAS HepOnCcUxXonormyeckas ANarHoCTMKa, OCYyLLecTBNse-
Masi eXerogHo, Aake Ha oOHe JOCTUIHYTOr0 KOHTpONs
Hag npuctynamu. MNlatoreHe3 KOrHUTUBHbLIX NPO6IIEM U BEp-
6anbHOro geduumTa y AeTen CONpsHKeH ¢ 4acTOTOM Hapy-
LUEHWI B MeAJIEHHOBOJSTHOBOM CHe, BO3PACTOM Hayana anu-
nencun n npuHumaembimn A3, TeHe3 TpyaHoOCTEN
0CBOEHWSA A3bIKA W PeYn AeTbMU NCCNEeA0BAHHBIX TPy, N0
NPeAnoJsioKeHN0 aBTOPOB, CBA3aH C ANCHYHKLMEN onepa-
TUBHOW NamMATK, TONUYECKN COOTHOCKUMOIA C MEpPUCUIIbBU-
apHbIMM 30HaMK, KOTOPbIe NOABEPrasncb PUCKY B KPUTU-
yeckue nepmopsl pazsmtus [18].

HeCoOMHEHHOI NpakTU4ecKoi LLeHHOCTbI 3TOr0 nccne-
[0BaHNA ABNSETCH 000CHOBAHWE PAHHEro BbIABIIEHUS
N YCTPAHEHWUS KOTHUTMBHBIX N PEYEBbIX HAPYLUEHWUN Y fAe-
TeN C AaHHO hopMO anunencumn. 3aHATUS, HANPaBJeH-
Hble Ha pa3BuTMe 1 POPMIUPOBaAHIE PeYU, TPDEHUPOBKY Na-
MSTU, aKTUBHOE MeJarorm4eckoe n HeMpPOKOPPEKLMOHHOE
COMPOBOXAeHNe (DOPMUPOBAHUS LUKOMbHbIX HAaBbIKOB
(B COOTBETCTBYIOLLEM BO3pacTe), NO3BOJIAOT NPEBEHTUB-
HO BNMSATb HA KOTHUTUBHBIA 1 PEYEBON CTaTyC pebeHKa
c anunencuen [18].

Ha BbICOKMIA puck (HOPMUPOBAHUA «MNPUOOPETEHHbIX»
KOFHUTUBHbIX PEYEBbIX N MOBEAEHYECKNX HAPYLLEHWIA NMpK
HanM4yMmM BblpaXKeHHOW 3NUNenTUOPMHON aKTUBHOCTK
Ha 93l Ha d)OHe OTCYTCTBMA ANUNENTUYECKUX NPUCTYNOB
YKa3blBatoT B CBOel cTatbe A.A. XonuH u ap. (2017 r.) [19].
ABTOpbI CHMTAIOT, 4TO BbiABAEMble y pebeHka Ha 33l
natTepHbl O3MN[ cneayeTt paccmaTpuBaTh Kak noBoj Ans
yry6eHHOA ANArHOCTUKMN B OTHOLLEHUW NPOLOJIKEHHON
CMnank-BO/IHOBOW aKTUBHOCTW MeAJIEHHOBOMHOBOrO CHa
(aHrn. continuous spikes and waves during slow sleep,
CSWS), a B crny4yae BbICOKOI0 MHAeKca (CBbiwe 85% 3anu-
cun) n audpdysHon pacnpoctpaHenHocTn AN — ans mc-
Kno4eHns nattepHa ESES. B ka4ecTBe HO30M0rUiA, Xapak-
TEPU3YIOLUNXCA BbIPaXEHHbIMU KOTHUTUBHBIMU 1 peye-
BbIMW HAPYLIEHUAMU HA POHE NPOAOSIKEHHON 3NUNENnTU-
(bOPMHOI aKTUBHOCTW, PacCMaTPMBAKOTCA CUHAPOM Npu-
o06peTeHHON adha3un JlaHpay—KneddHepa, anunentuye-
ckasi gucdasusi ¢ paHHUM [Oe6TOM, OPONIMHIBOOYKKO-
MOTOpHAsA AUCnpakcus, AeTCKUii ayTUCTUYECKUiA annunen-
TUCOPMHbIV Perpecc, NPUOBPETEHHbIA 3NUNENTUYECKNN

anunencus n NapokcnamMasibHble COCTOSAHUS

No6HbIN cuHapoM. ccnenoBatenu coobLLaOT O LESeco-
00pPa3HOCTM NEYEHUN JaHHbIX COCTOSAHWUIA C NPUMEHEHNEM
A3l n npuBoaAT pesynbTaTbl COOCTBEHHOr0 AWHAMMYE-
cKoro Habnwoaennsa 34 peteit ¢ nattepHom ESES, nony-
4aBLUMX JieBeTMpaLleTam, KOTOPbIA NOKa3asn BbICOKYH a(-
(heKTUBHOCTb B 67,6% cny4vaes.

Bonpoc 0 He06X0AMMOCTM HA3HAYEHMS aHTMANUNENTH-
yeckon Tepanun y aeten ¢ O3 Ha 33T o6cyxaaeTcs BO
MHOTMX WCTOYHWKAX W SABNAGTCA KpalHe aKTyasibHbIM
N OUCKYCCUOHHBIM. [epBOCTENEHHbIM NPU MPUHATUN pe-
LEHNS O Heob6XOAMMOCTU NEeYeHUs SBNAETCA Hanuyue
cBA3u mexay npuctynamu n OAMM Ha 33I. B cnyyae Be-
puduKaumMm JaHHON B3aMMOCBA3M Tepanus HasHavaetcs
COrnacHo TUNy NPUCTYMNOB W KOHKPETHOMY 3nuiientuye-
CKOMY cuHApoMmy. Hambonee amckyTabenbHOW OCTAETCs
LesiecoobpasHocTb HazHavyeHms AJMM y geteii ¢ O3 npu
OTCYTCTBUM ANUAENTUYECKUX NPUCTYNOB. B JaHHOM cny-
yae, no mHeHuo K.K0. MyxuHa, OCHOBHbIM MOKa3aHuem
ONS JIeYeHNs ABNAETCA HaNN4YMe KOrHUTUBHO daNnnenTun-
(hOPMHON [e3nHTerpaunm, T.e. HapacTatoLWne KOrHUTUB-
Hble W MOBEAEHYeCKNEe HapyLleHus, 06yC/I0OBNEHHbIe NO-
CTOSIHHOW NPOAOJIKEHHOI, 06bI4HO AN y3HON, anusen-
TUOPMHOI aKTUBHOCTBIO Ha 33T [1].

K.H0. MyxuH ¢ coaBTOpammu Takxe CHOpPMynMpoBasm
npeanoXeHus no HazHadeHunto A3MN y naumentos ¢ 03NN
Ha 33l Hanu4ue ANUNENTUYECKMX NPUCTYNOB, NMOCTOSAH-
Has NPOAOJHKEHHAs ANUNenTudOopPMHas aKTUBHOCTb Ha
93l B COYETAHUN C BbIPAXKEHHBIMU HAPYLLEHUAMU KOTHM-
TUBHbIX (DYHKLWIA, Pe4YN UM NOBEAEHNSA, HapacTaHNe WH-
JeKca 3nunentTUqOPMHOIA aKTUBHOCTW B COYETaHUN
C yrny6sieHnem KOTHUTWUBHbIX HapylweHWn B AUHAMUKE
[20]. HasHa4yeHme aHTMANMNENTUYECKON Tepannm He PeKo-
MeHZYeTCA nauneHTam ¢ HaJIM4MeM HapyLLUeHUA BbICLINX
KOPKOBbIX (DYHKUMIA 1 HU3KUM uHaekcom OO Ha 39T.
Kpome T0ro, fie4eHne c4mTaeTcs HelenecoobpasHbiM npu
BbICOKOM MHAEKCEe 3nuenTUOPMHOA aKTUBHOCTW W OT-
CYTCTBMM HEMPONCUXNATPUYECKNX paccTponcTs [1].

AKTyanbHOW npo6nemoii ABNAeTCA U3y4veHne opmu-
poBaHua [3M[O-aKTUBHOCTM Yy [€Teil C rMNOKCUYECKUM
nopaxeHnem 6e10ro BeLlecTBa — NEPUBEHTPUKYNSPHON
neikomansaumen (MBJT) n OUMN. N3BecTHO, 4TO KOM6UHa-
unsa uepebpanbHoro napanuya n J9MN0 Ha 33T BcTpeyaeT-
cA [0CTaTo4HO 4Yacto [21-23]. MoayepkusaeTcs A06PO-
Ka4yeCTBEHHOE TeyeHue anunencumn y getei ¢ MBI v gud-
(by3HbIMW HapyLIEHMAMMU MuenuHmsauun. Mpu 3TOM MO-
ryT COXPaHATbCS YCTOWAYMBAs K npenaparam anuienTu-
(hopMHas aKTMBHOCTb B COYETAHWUN C Je3UHTErpaTuBHbIM
3NUIeNTUMOPMHbLIM NMPOLECCOM. TakXe OTMEYEeHO OTCYT-
CTBME YETKON KOpPenaunum nokanmsaunm anunentTudopm-
HOM aKTUBHOCTW W Hambonee OTHETNIMBbIX CTPYKTYPHbIX
n3meHeHuit Ha MPT [24].

B pa6ote K.H0. MyxuHa un gp. [25] 6bina npeanoxeHa
aeduHMUMS «pokanbHas anunencus AeTcTBa CO CTPyK-
TYPHbIMU N3MEHEHMSIMU B MO3re 1 J06POKA4eCTBEHHbIMM
anunenTopMHbIMKN  paspsgamm Ha 330> (OIOCUM-
[AnnA). Ee npegnaraetcs ucnonb3oBatb AN rPynnbl ge-
Ten ¢ hokanbHOM anunencuei, accounmposaHHoii ¢ a0
Ha 33I, 1 nepnHaTasbHO 06YCIIOB/IEHHbIMW OPraHNYeCcKN-
MU MOPXKEHUAMI Mo3ra. [laHHas KoropTta 3aHUMaeT «npo-

www.epilepsia.su

41



2022 Tom 14 Ne 1

SAMNAENCUA

M NAPOKCU3MAJIbHbIE
COCTOSAAHMSA

42

MEXYTO4YHOE» MOMOKEHNE MEXAY WANONATUHECKUMU
1 CUMNTOMATUYECKUMM AMUIENCUAMMN COMTACHO MX 3MeK-
TPOKJINHNYECKUM W HEMpOBM3yann3auMoHHbIM XapakTe-
pucTukam. lMccnepgoBaHne nokasano, 4TO y MauueHTOB
¢ ®3ACUM-O3M[ 4acto BbISBNATCA NMCEBAOreHEpanu-
30BaHHbIE MPUCTYMbI: aTUNUYHbIe aBCaHCbl, 3NUNENTUNYe-
CKWe Cnasmbl, aTOHMYecKue (HeraTUBHbIA MUOKJIOHYC),
MUOKNOHMYeckne npuctynbl. CoveTaHne (OOKaNbHbIX
1 MCEeBAOreHepPannM30BaHHbIX NPUCTYNoB, a Takxe O3M[
1 andy3HbIX pa3panos Ha A3 ANKTYeT HEOOXOANMOCTb
nsberatb HekoTopbix AJI ¢ y4eTOM BO3MOXKHOIA arrpaBa-
UMmn NpucTynos. B nepsyto o4epenb, He OnpaBAaHHbI B MO-
HoTepanuum kap6amasenuH 1 OKckap6asenuH, Hepenko
npoBoOLMpYOLME MOSABIEHWE MCEBAOreHEpann30BaHHbIX
npuctynos [26, 27]. B ka4ecTBe 6a30BbIX PEKOMEHAYIOTCA
npenapatbl WWPOKOro CNeKTpa AeNCTBUA — Banbnpoarhbl
(nMuam my>KcKoro nona), nesetupaseram, Tonupamar [25].

13BecTHO, 4yT0 y Aeten ¢ AL HellpoBm3yanu3auns 06-
Hapy>xuBaet npudHaku MBJT B 42-53% cny4aes. Mpn aToM
Hepeako MBJT co4eTaeTca ¢ nopaXKeHMem KOPKOBbIX CTPYK-
TYp, @ MaKCMMaNibHO U30IMPOBAHHOE NOBPEXeHNe 6eno-
ro BELleCTBA BbISBNAETCA NPW CMNACTUY4ECKOW LUNneruun
C 4aCTOTON [0 75% [28]. AnunenToreHes npu nNoBpexae-
HUK 6e510ro BellecTBa 06bACHsAeTCA covetaHuem [BJT co
CTPYKTYPHbIMW U3MEHEHMAMU B CEPOM BELLECTBE FOJI0BHO-
ro mosra. llpuyem cTeneHb NOpaXxeHUs Ceporo BellecTBa
3asucut ot Tskectu MNBJ1. B nccneposaHnm, 0CHoOBaHHOM
Ha AaHHbIX ayTONCUKU, MUKPOCTPYKTYPHbIE N3MEHEHUS Ce-
poro BelecTBa 6binu 06HapyXeHbl y 1/3 aeTein ¢ M30nMpo-
BaHHoi [BJ1, BbifiBNeHHOI npu nposegeHuu MPT [29].

MiccnepoBatenun BbIAENAOT «UAMONATUHECKNE» N «CUM-
nTomaTuyeckme» )OpMbl 3NUNENTUROPMHON aKTUBHOCTK
y geten ¢ OUM. OTAMYUTENbHBIMU OCOOEHHOCTAMU «UANO0-
natundeckux» LOIM[O-KOMNIEKCOB ABAAKTCA: W3MEHYU-
BOCTb SloKanu3auunm u Mopgonorun u KynmpoBaHue anu-
nenTMgOPMHO/A aKTUBHOCTM MO Mepe co3pesaHus. Mpu
3TOM «CUMNTOMATUYeCKas» INUNenTM@opMHas aKTUB-
HOCTb JIOKANN3YeTCA B OLHUX U TEX XK€ OTBEAEHUSAX U CO-
4eTaeTCa C YCTONYMBLIM PernoHasibHbiM 3amMeasieHnem [2,
30]. B ofjHOWM 13 cTaTel, NOCBSLLEHHbIX AHANN3Y Pa3HbIX
BapMAHTOB 3NWIENTU(OPMHOIA aKTWBHOCTM, aBTOPbI
NPeAnonaratT, 4T0 BbICOKAA BbIABNAEMOCTb «UANONATH-
4eCKO» anunenTudOpPMHOI aKTUBHOCTMW, NMOATBEPXAAI0-
LI/ HE3PENOCTb FONOBHOIO MO3ra, MOXET 6bITb OJHUM U3
HacneaCTBEHHbIX (PAKTOPOB, Npefpacnonaravlmx K pas-
BUTUIO OTAENbHbIX dhopm AL [8].

H. Doose et al. [12] npefnaraioT KOHLENUNIO BPOXAEH-
HOr0 HapyuweHus co3peBaHus mosra (aHrn. hereditary
impairment of brain maturation). Mo MHeHW aBTOPOB,
JaHHas Teopus 06bACHAET BO3PACT3aBMCUMBbIA XapakTep
nattepHoB L3N ¢ nonHbIM KynupoBaHWem NPUCTYNOB
M 3aNuNenTngOPMHON aKTUBHOCTW MO Mepe CO3peBaHus
mo3ra. Kpome Toro, anunentudopmHas akTUBHOCTb TUNa
HOMN[O aBnseTcsa ayTOCOMHbIM T€HETUYECKN AEeTEPMUHN-
pPOBaHHbIM PEHOMEHOM C BapuabenbHON 3KCNPECCUBHO-
CTbl0 U €e YCWIeHUeM Mpu COYETAHUW TEeHETUYEecKOoro
(pakTopa 1 OpraHM4eckoro oyara B Mo3re.

Oco6bIit MHTEpeC NpeacTaBnseT posib ANUNenTUdopM-
HoW akTuBHOCTM B reHe3e PAC. Mo gaHHbiM LB. Ky3bMunya

u ap. (2019 r.) [31], cybknuHuyeckas anunentudopmHas
aKTUBHOCTb, BbifiBNIieMasn y aeteii ¢ PAC, pernctpupyeTtcs
B 2,5-60% cny4aeB. Ho ee NOTEHUMUPYOLLAS POSb B FEHE-
3e PAC He pokasaHa. HazHa4veHnume A3l ¢ LeNiblo HUBESK-
pOBaHMA 3NUNEnTUGOPMHON aKTUBHOCTU, KaK NpaBuno,
He YMEeHbLUAeT BbIPAXXEHHOCTb COOCTBEHHO ayTUCTU4e-
CKNX MPOSABIIEHNI, @ B HEKOTOPbIX CNy4asnx ycyrybnser nx
32 C4eT N060YHbIX acpdpekTos AN,

M3yyveHnto BnusaHua OOMN[ Ha HapylieHne noBefeHus
N KOTHUTUBHOTO pa3Butus aeten ¢ GBI nocesalieHa ny6-
nukaumsa W.A. Cagekosa n gp. (2017 r.) [32]. B uccneposa-
HUKM npuHanm yyactue 90 aeteii B Bo3pacTe 3—7 net. M3y-
4asinCb HeMponCUXoNornvyeckuin cTaTyc (AMarHocTuka
WHTEeNseKTa — TecT Bekcnepa), cTatyc BHUMaHUA (Tabsim-
ubl LWynbTe), namsatn n mblwnennsa (no A.P. Jlypus), npo-
BOAMNUCH TeCTbl HA npuaHaku COBI (no H.H. 3aBageHko)
1 NPOU3BONLHYIO perynaumnio. Takxe Onpenensincs Hei-
podusnonornyecknin  crtatyc (33M-moHUTOpPUpPOBaAHME
[IHEBHOI0 CHA NPOAOJIKUTENILHOCTbLIO He MeHee 14 ¢ yye-
TOM uHAekca BbiasnsemocTu A3M[). YHacTHUKM 6binu
pasfesieHbl HA rpynnbl: rpynna 1 — 30poBble AeTu, rpyn-
na2 - getu ¢ sepudpnymposanHbim GBI rpynna 3 — getu
C paccTpoicTBaMu akcnpeccuBHomn pedn. 3NN 6binn Bbl-
ABneHbl y 40% nauneHToB B rpynne 2 'y 37% — B rpynne
3. O6Hapy>XeHbl KJINHUKO-HENpO(N3Nonornieckmne Kop-
penauumny geten rpynn 2 un 3.

B rpynne 2 (y petei ¢ nposisneHuamu GOBI) nHaekc
anuIenTMOPMHOI aKTUBHOCTU cocTaBun 82%. Peruo-
HapHas npepctasneHHocTb O3 Takxe Mmena HeKOTO-
pble 0COBEHHOCTK: Y NaUMeHTOB C NpeobnajaHuem rune-
PAKTUBHOCTU 3NUIENTU(OPMHAA aKTUBHOCTb PErucTpu-
poBanacb B LEHTPasibHO-TEMMNOPAbHbIX OTBEAEHMUSAX
(74%), a npun npeobnagaHum Npo6siemM ¢ KOHLEHTpaumen,
pacnpeaenieHneM 1 YCTONYMBOCTbIO BHUMAHMS Habnoga-
nacb MySbTUPErnoHanbHas akTUBHOCTL (68%). BbisBnsie-
Mble B HEBPOJIOTMYECKOM CTaTyCe y JeTeil 3TON rpynmbl
MWKPOOPraHM4eckne CUMNTOMbI (MOTOPHAsA AMCNpaKcus,
nMpamuiHbie 3HaKKM) BKyne ¢ gaHHbiMu 33 cTanu noso-
oM ansa HasHaveHust MPT ronoBHOro moara, B pesysnbTa-
Te KOTOPOW 06Hapy»XeHbl NPU3HaKW aTpodun Kopbl n06-
HbIX [0Nen, CTPYKTYPHOW acMMMETpUU TUNMNOKaMMNoB,
Herpy6oii BeHTpukynomeranuu. Y geten rpynnsl 3 gua-
FHOCTMKA KOTHUTUBHOM 1 Pe4eBOi cdpep BbIBUIIA CHUXKE-
HMe noKa3aTenen BepbanbHOr0 UHTENMEKTA, cneynguye-
CKNe peyeBble HapyleHWs, B TMH. apTUKYNALWOHHbIE.
MHpeke anmnenTudOpMHOA aKTUBHOCTM cocTaBun 64%.
MpakTnyecku y 1/3 nauneHTOB AAHHOI rpynnbl onpeaens-
nacb MeaJIEeHHOBOMHOBAA aKTUBHOCTb B JIOGHbLIX OTBEJE-
HUSAX MO Tuny (OPOHTANbHOW NPEPbIBUCTON PUTMUYHON
fenbta-akTueHocTK (aHrn. frontal intermittent rhythmic
delta activity, FIRDA) [32].

OOHUM N3 BaXKHbIX MPAKTUYECKN 3HAYUMBIX pe3yfbTa-
TOB WCC/IeOBAHUNA SABNSETCS BbIBOS O TOM, H4TO BO3MOX-
Hast accouunauna COBI w O3M0 moxeT cnocobCcTBOBATh
Jle3nHTerpaunn nosedeHus, a covetanme O3MNO n Hapy-
WweHna opmMupoBaHna pedn — OPMUPOBAHUIO KOTHU-
TUBHOW pe3uHTerpaunn. O6HapyXeHue 3nunentTudopm-
HOW akTuBHOCTM (no Tuny [LO3MMO) npu KANHUYECKK
BepuduunpoBaHHbix COBI 1 HapylweHMsax pe4eBoro pas-
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BUTWSA TpebyeT BHUMAHMA HEBPOJIOra 1 Ha3Ha4YeHNUs Kop-
PEKUMNOHHbIX MepPONPUATANA, HANPaB/EHHbIX Ha yNydlle-
HWe cO3peBaHns CTPYKTYp rofoBHOro mo3ara [32].

KJIUHUYECKHUH CJIYYAH / CASE REPORT

Mbl NPUBOANM KNMHUYECKWUIA cRyyaii nauneHTku M.
2014 rp.

Kano6s1 / Complaints

XKanobbl Ha 4acTble MHOXECTBEHHbIe HaBS34BbIE
[IBUXKEHNSA B COYETAHUN CO 3BYKOBbIMU (DEHOMEHAMMN MO
TUMNY WMbIFTAHUS 1 MOKalNMBaHMs. boutcs cnaTb ofHa.
OTmeyvalTCa TPYAHOCTM C KOHUEHTpaLWed BHUMAHNS, Ya-
CTO OTBJIEKAETCSA Ha ypOKe, OTB/IEKAeT COCeAen no napre,
nepebuBaeT y4mTens, BbIKPUKUBAET C MecTa. Ha npoTsxe-
HUW NOCNEAHMX 2 NET NPOrpeccupyroT TPYAHOCTM C 3aMno-
MUHAHNEM MaTepuana U KOHLEHTpPauuen BHUMAHUS, N3-
32 4ero AeB0YKa [1eNaeT perynspHblie oWnbKM B KNaCCHOM
1 IOMaLlUHe paboTe.

Anamue3 >xu3HH / Anamnesis of life

bepemeHHOCTb BTOpas, (u3nosiornyeckas; pombl
CPOYHbIE, ANUTENbHbIA 6E3BOAHbLIA NEpuoa, WHTpPaHa-
TanbHas runokcus. OueHka no wkane Anrap 2—-6-8 6an-
NnoB, 2 CyT B OTAENEHUN PeaHMMaLMM HOBOPOXXAEHHbIX.
Bbinncana nomon Ha 8-t aeHb XU3HW. Pa3Butne Ha nep-
BOM rofly C IBUraTenbHOn 3agepxxkoi: 4—8-15 mec.

Anamue3 3a00;1eBanma / Anamnesis of disease

C mnageH4yeckoro Bospacta Habnwoganacb HEBPOJO-
roM B CBA3U C 3a[€PXXKOW pa3BuTus. powna HeCKONbKO
KYpPCOB CTaUMOHAPHOIO JIe4eHNs C AMArHo30M «Mocen-
CTBMSA MepuUHATaNbHON TUMOKCUYECKN-NLIEMNYECKOW IH-
uechanonatu B hOopMe NUPAMUAHON CUMNTOMATUKU».
[Tony4ana HOOTPOMHYIO U COCYAUCTYIO Tepanuio, Maccax,
BonTa-Tepanuto. B Bo3pacte 6 net 3amMeTunm TPyAHOCTH
¢ 00y4eHMeM, 3aNOMUHAHNEM, BbIPaXKEHHbIE NPO6GIEMbI
C KOHUEHTpauuen BHUMaHuA. o peKOMeHAaumm HeBpO-
nora npowna MPT, 33I' cHa, naToncuxonorn4yeckoe Te-
CTUPOBaHNe.

Hespomnoruueckuri craryc / Neurological status

B HeBponornyeckom cratyce paclunpeHue pegnekco-
F€HHbIX 30H C 06eMX CTOPOH, NAaTONOrM4Yeckne pednekchol
babuHckoro, TpomHepa, 6biCTpas UCTOLLAEMOCTb GpHOLL-
HbIX pednekcoB, MEpPUOANYECKME KIOHYCbl B CTOMAXx.
[mcmeTpus Npu BbINOMHEHUN KOMEHHO-NATOYHOR 1 Nanb-
LleHocoBow npo6 JlesLua.

IIaTOIICUXOIOTHYECKOE TECTUPOBAHHUE /
Pathopsychological testing

Ha doHe [0CTAaTO4YHbIX MHTENNEKTYanbHO-MHECTUYE-
CKMX BO3MOXXHOCTEN ONpPeaenseTcs CHUXeHNe MYHKLNUM

anunencus n NapokcnamMasibHble COCTOSAHUS

BHUMAHMSA, 00YCNOBJIEHHOE HAPYLUEHMSIMU 06LLel Helpo-
OUHAMWUKN (OTYETNNBOE, YCTONYMBOE, YMEPEHHO Bblpa-
)KEHHOE 3aMefJieHne Temna AedATeNbHOCTM No Tuny 3a-
CTpeBaHusa) C paccTPOMCTBOM (DYHKUWUM NepeKStoyYeHns
(6anaHca npoueccoB BO36YXAEHUA—TOPMOXEHUA B CTO-
POHY KJINHWYECKN 3HAYUMMON CNabocT TOPMOXKEHUS)
1 4YaCTUYHON HEJOCTATOYHOCTbLO BOJIEBOrO YCHIIMA NO Op-
raHn4eckomy Tumny.

HNHCcTpyMEeHTANbHAA JUATHOCTHUKA /
Instrumental diagnostics

Mpn BMAe0-33M-MOHMTOPUHTE BO CHE 3aperucTpupo-
BaHa NpoAos/HKeHHad AndddysHas anunenTudopMHas ak-
TMBHOCTbL TUNa A3MN[ ¢ uHaekcom npeacTaBiaeHHOCTH 60-
nee 50% B (ha3e MeJneHHOro cHa (puc. 1).

MPT BbinonHanu Ha annaparte Signa Infinity 1.5 (General
Electric, CLLUA). B pexxume FLAIR 06Hapy>XmBatoTcs 30HbI
MOBbILIEHHOr0 CUTHANA, 06paAMIAOLLME KOHTYPbI 60KOBbIX
XKenyno4KoB, 4TO ABMAETCA XapaKTepHbIM HEeWpoBM3yanu-
3aLMOHHBIM KPUTEPUEM MNEPUBEHTPUKYNAPHON neiikona-
TUW. Y NepefHero nosoca npasoro 60KOBOI0 XenyLo4ka
BU3YasN3NPYETCA 30HA CHUXXEHWUS CUTHANA HENPaBUbHON
dopMmbl (NOCTULLEMUYECKAS KACTA) (PUE. 2).

Juaruno3 / Diagnosis

anunenTtuyeckas 3Huedanonatus ¢ NPOAOCIHKEHHOIA
CNaiK-BOTHOBON aKTUBHOCTbIO BO CHE. XPOHNYECKUIA MO-
TOPHbIN 1 BOKANbHbIA TUK. CUHAPOM AeduLmTa BHUMAHUA
C rMNepakTUBHOCTbI0. KOMOUHMPOBAHHBIA TWN.

OBCYXKIEHMUE / DISCUSSION

AHann3 JaHHOro KNWHUYECKOro crny4as AeMOHCTpupy-
eT (DEHOMEH, KOTOPbIA MOXET ObiTb 0ObSACHEH TEOPUEN
BPOXXAEHHOI0 HApYLLIEHNS CO3peBaHmMs Mo3ra. Y nayneHT-
KW C nepuHaTasibHbIM FUNOKCUYECKN-ULLIEMUYECKM MNO-
pakeHnem 6enoro BeLlecTBa NOCTENEHHO 3BOJHOLNOHN-
pyeT anuienTuOopMHas akTUBHOCTb C YOPMUPOBAHNEM
(heHOMEHa 3/IEKTPMYECKOro cTaTyca CHa, KOTOPbIA Koppe-
NPYET C KIIMHNYECKN OCTOBEPHbIM CHUXXEHNEM BbICLLNX
KOPKOBbIX (OYHKLMIA B AUHAMUKE.

Y4nTbIBaA BbICOKMIA NHAEKC 3NMIenTUgOPMHOR aKTuB-
HOCTU U OTYET/INBYIO BPEMEHHYID CBA3b MEXJY BO3HUK-
HOBEHMEM AN DY3HON NPOLOSIKEHHON 3nunenTugopm-
HOM aKTWBHOCTM M (DOPMUPOBAHMEM KOFHUTUBHON
Je3nHTerpauuu, NpecTaBnaeTcs NOrMYHbIM Ha4aTb Tepa-
nuto ASTM. Mpenapatom BbiI6Opa B A4aHHOM chy4vae 6ynet
ABNATLCS BanbNpoeBas KMUCNOTa C MOCNeAYHLWMUM nNpu-
COeAMHEHNEM 3TOCYKCUMMAA NMPU COXPaHEHUN (DEHOMEHA
NPOJAO/IKEHHON Cnank-BOSIHOBOW aKTUBHOCTU B MeAJ1eH-
HOM CHe. B cny4ae otcyTcTBMSI 3dd(heKTa B BUAE CHIUXKE-
HWA WHAeKca 3nuIenTUOPMHOW aKTUBHOCTU Cliefyto-
el TepaneBTUYECKON onuuen OydeT ropmoHanbHas
Tepanus no cxeme nynbc-Tepanuu (BHyTPUBEHHO, 5 fHEN)
C nocrefywmnm opanbHbIM NPUMEHEHUEM [TIIOKOKOPTUN-
KOWA0B Ha CPOK [0 6 MeC C AanbHEALW M NOCTENEHHbIM
CHVXeHMeM [03bl npenapara [33].
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Pucynox 1. PparMeHT BUAEOIEKTPOIHLEPAIOrPAPUYIECKOIO MOHUTOPHUHIA BO CHE MALMEHTKHU M. (BO3pacT 8 1eT)

Picture 1. Fragment (in sleep) of video electroencephalography monitoring in the patient M., 8 years old

PucyHok 2. MarHuTHO-PE30HAHCHAA TOMOI'PAMMA
ManueHTKU M. (Bo3pacT 8 1eT)

Picture 2. The magnetic resonance image in the patient M.,
8years old

3AK/IIOYEHHUE / CONCLUSION

AHanu3 3apy6exHbiX W 0TEYECTBEHHbIX NMy6nuKauuin,
MOCBALWEHHbIX COCTOAHUIO KOTHUTUBHON (DYHKUWUW Y Ae-
TeN C HaNM4ynem 3nunenTugOPMHOA aKTUBHOCTM MO MOP-

donorun 3N Ha 33T, a TakXKe NpUBeAEHHOE KINHUYe-
CKOoe HabnjeHnMe MO03BONAOT CcAenaTb Ccneaylouime
BbIBObI:

— J06POKA4YeCTBEHHbIE AMUENTUAOPMHbIE MATTEPHbI
[EeTCTBA ABNSAOTCA reHETUYECKUM MApKePOM He3penocTu
MO3ra 1 pas3nuyatoTcsd No CTeneHW 9KCNPeCCUBHOCTU
1 NEHETPAHTHOCTHK;

— 9NuUNenTudOpMHble HapylieHna Ha 33l umeroine
mopconoruo O3, xapakTepu3yoTca BO3pacT3aBUCK-
MbIMMW NMPOABAEHUAMW N 3HAYUTENbHBIM HapacTaHEM WUH-
[leKCa BO CHe;

— KOrHWTUBHbIE paccTponcTea n GOBI y petenn ¢ 3N
C BbICOKOW CTENEHbO BEPOATHOCTU FEHETUYECKMN JeTepMu-
HWPOBAHbI (NPU 3TOM KJIMHUYECKUE NPOABAEHUA MOTyT
MOJIHOCTbO OTCYTCTBOBATb WK, HA060POT, AEMOHCTPMPO-
BaTb PA3HO0OPA3HYI MCUXOHEBPOSIOTMYECKYD CUMNTO-
MaTuKy, 00YCIOBSIEHHYIO (DOPMMPOBAHUEM 3NWUNENTUYE-
CKOI 3HUedanonatum ¢ Npoa0KeHHOW cnank-BONHOBOWA
aKTUBHOCTbH, KOTOpas TpebyeT arpecCUBHOIO U AJNINTESb-
HOTO JIe4EHNS);

— 3Ha4nTesNbHOEe HapacTaHue MHAEKca anuIenTudopm-
HOW aKTUBHOCTM ¢ Mopdponorueid A3 BO cHe NpuBOAUT
K MOBPEXOEHVNI0 MEXXHENPOHASIbHbIX CBA3EN, 4TO, B CBO
04epefb, HapyllaeT MNpoLecchbl KOHCONMMAaLunW namsTtu
B CTPYKTYpax Me3unasibHbiX OTAEI0B BUCOYHO A0NK;

— JIeTN ¢ 3nunenTuOpPMHOI akTUBHOCTbIO Tna A3
TpebytoT 0693aTeNIbHOr0 AuHammnyeckoro 33M-KoHTpons
C BKJIKOY4EHNEM dparMeHTa 3anucy BO CHE 1 NPOBELEHU-
€M NaToncuxonorn4eckoro TeCTUPOBaHUA B CBA3W C Bbl-
COKOM 4acTOTOW PevyeBblX, MHECTUYECKMX W MOBELEHYe-
CKNX PacCTPOWACTB;

— anunenTudopmMHasa akTuBHOCTb Tuna A3M[, He acco-
LUMMpOBaHHAs C nNpuctynamu, TpebyetT MeanKaMeHTO3HOIA
KOppeKuun TONbKO B Clly4ae Kay3aTMBHOI CBA3W C MpPoO-
rPeCCUPYIOLMMMN KOTHUTUBHBIMU HAPYLLEHUAMMN NaLneHTa.
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