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AHHOTAIUA

Onuientuyeckue dHIedamonaTil — 3TO  JIBUTATEIbHO-TICHXUYECKHE
3aICP)KKA WM KOTHUTHBHBIC PACCTPOWCTBA, BTOPHYHBIE IO OTHOIICHHIO K
SMWICNTHYCCKUM  TIPHUITAJKaM WA AMUIETTHPOPMHOMN AKTUBHOCTH.
DHiedanonaTiy, BBI3BAaHHBIC TOBPEKICHUEM MO3Ta, MPUEMOM JICKApCTB HITU
CUCTEMHBIMH 3a00JICBaHUSMHU, KaK TMPaBWIO, HE TMOMAJal0T B pPaMKH JTOTO
OmpefeNeHusi, HO OHH MOTYT PEIKO CONpPOBOXKIATH OTO  COCTOSIHHUE.
CootBercTBytomasi  auddepeHnmanbHas  JAUATHOCTHKA  DIHJIENTHYCCKUX
MPUMAAKOB, a TaKXKe CYOKIMHUYECKHE dJIeKTpodHIedanorpaguaeckue pas3psiibl
UMEIOT peIIarolee 3HAUYCHUE [JIS JICUCHUS TMPUIATKOB M SIMHICHTH(DOPMHBIX
pa3psIOB W OTHOCHTEIBHONW pPErpeccud KOTHUTHUBHBIX HApYIICHUW TpHU
JOJITOCPOYHOM  HaOmroAeHUU. [IpaBUiIbHBI BBIOOP MPOTHUBOIMIIICTITUYECKHUX
MpernaparoB, TOPMOHAILHOTO JICYCHHS WM BHYTPUBEHHOTO HMMMYHOTJIOOYJIWHA
UTpaeT BAKHYIO POJIb B MPOTHO3€E. B 3TO¥ cTaThe MBI OIEHNIN TEKYIIHE TTOIXO0/IbI K
JICUCHHIO, PACCMOTPEB KIIMHUYECKHE DJICKTPOPU3HOJOTHISCKUE XapPaKTSPUCTUKN
AMUJICTITHYCCKUX dHIIe(DATOTIaTHIA.
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ABSTRACT

Epileptic encephalopathies are motor-mental retardations or cognitive
disorders secondary to epileptic seizures or epileptiform activities. Encephalopaties
due to brain damage, medications, or systemic diseases are generally not in the scope
of this definition, but they may rarely accompany the condition. Appropriate
differential diagnosis of epileptic seizures as well as subclinical
electroencephalographic discharges are crucial for management of seizures and
epileptiform discharges and relative regression of cognitive deterioration in long-
term followup. Proper antiepileptic drug, hormonal treatment, or i.v.
immunoglobulin choice play major role in prognosis. In this paper, we evaluated the
current treatmentapproaches by reviewing clinical electrophysiological
characteristics of epileptic encephalopathies.

Keywords: epileptic encephalopathy, epilepsy, West syndrome, Lennox-
Gastaut syndrome, Ohtahara syndrome.

AHHOTALIUA

Onunentuk sSHuedanonatusiaap - Oy HHOWIENTHK TyTHWIHNUIAp —EKU
AMWIENTUPOPM Xapakariap HaTH)KAcHa Maijio OyJIaguraH ys3rapuiuiap-akjinid
3au(UK €KUM KOTHUTUB Oy3winnuiap. Musi MKacTIaHUIIN, JOPU-AapMOHJIap KU
TU3UMIIM KAacaJUTMKIAp TyQaliau ro3ara KelaJuraH >SHIedanonatusiap oaariaa
yi0y Tabpu@ AoMpacura KUpMaiiu, aMmmMo yiiap KaMmJiaH-Kam xoJiiapaa 0y xojaTra
XaMpoX, OYIUIIN MYMKUH. DNUJENTUK TYTKAaHOKJIAPHUHT Ternuun 1uddeperman
JIMarHOCTUKACH, WIYHUHTJIEK, CYOKJIMHUK 3JIeKTposHIedasorpaduk oxKumiap
TYTKaHOK Ba 3MWIENTU(POPM OKUMIIAPHU OOIIKAPHUII Ba Y30K MYJIATIN Ky3aTyBaa
KOTHUTUB OY3WJIMIMTHUHT HUCOUW PETPEecCUsiCd y4yH >XKyaa Myxumaup. TVrpu
AHTURMWICTITUK TperapaT, TOPMOHAN JaBojialll €KW UMMYHOTJIOOYJIMH TaHJIOBU
mporHo3zga Karra pod yiHaiou. Ymly Makonaga Ou3  SOWICTITHK
sHIE(DATONMATHSUIADHUHT KIMHUK DJIEKTPO(U3HOJIOTUK XYCYCUATIAPUHU KYpuO
YUKHUII OPKAJIA XO3UPTH JaBOJIAI yCYJUIApUHU OaX0IaIuK.

Kanaut cy3aap: snunentuk sHuedamonaTusi, TyTKaHOK, Becra cuHapomu,
Jlennokco-I'acto cunapomu, OTaxapa CHUHAPOMH

BBenenne.Onunentudyeckas sHiledaaonaTus ONpenesseTcs Kak COCTOsHUE,
Npyd KOTOPOM SMIWIENTU(OPMHBIE aHOMAJIUM, KaK IOJlararT, CIHOCOOCTBYIOT
MPOrPECCUPYIOLIEMY HAPYIICHUIO MO3TOBOM (DYHKIIMU, HO 3TO ONPEACIICHUE MOXKET
ObITh HEeOJHO3HAUHBIM [1]. OTuer pabouel rpymnmbl MeXAyHApOIHON JIUTH TIO
6oproe ¢ snunencueit (ILAE) mo knmaccudukanum U TEpPMUHOIOTHU BKJIIOYAET 8
CUHAPOMOB B JMWICNITHYECKHE OSHIeQaTonaTuu: paHHIS MHOKJIOHUYECKAs
sHNedanomatusi, cuHApom Ortaxapa, cuHApoM Becra, cungpom J[lpase,
MUOKJIOHMYECKUHN CTaTyC MPU HEMPOTPECCUPYIONIMX SHIIe(aTonaTusx, CHHAPOM
Jlennoxkca-I'acro, cunapom Jlannay-Knedbdnepa u smuiencus ¢ HepepbHIBHBIMU

CraiK-BOJIHAMU BO BpeMsi MmeyieHHoro cHa [l]. K sTum cuHapomaM MOXHO
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000CHOBaHHO JOOABUTHh MUTPUPYIOIITUE MAPITUATHLHBIC IPUMAIKU B MJIaJICHUECTBE U
TSDKETYI0 SMUJIETICUI0 ¢ MHOKECTBEHHBIMU HE3aBUCUMBIMU Claiik-(hokycamu [2].
OOmieit yepTod SIBISETCA TO, YTO 3TU PACCTPONCTBA OOBIYHO HE MOJJAIOTCS
JICYCHHUIO CTaHJAPTHBIMU MpOTUBOANMWIeNTUYEeCKUME Tipenaparamu (IIDI1) [3]. B
pe3yibTaTe 4YacToO paccMaTpuBaeTcs OoJiee arpecCMBHOE  HCIOJIb30BaHUE
MPOTUBOAIUJIENITUYECKUX TPENapaToB, KOTOPbIE CUUTAIOTCS dPHEKTUBHBIMU IS
MOJABJIICHUS] ~ MEXIPUCTYIMHBIX  JMWICNTUPOPMHBIX  pa3psiioB  (HApUMeED,
OE€H30/1Ma3EeUHBI, BaJIbIIPOEBAast KHUCJIOTa u JTAMOTPUIKUH),
MMMYHOMO/TYJIUPYIOIIasi Tepanusi (HapuMep, KOPTUKOCTEPOUIbl, BHYTPUBEHHbBIN
ummyHornoOynmua (BBUI') n mnazmadepes), keToreHHast AUeTa U XupypruuyecKue
BapUaHTHI [3].

B »aTo0i#1 crarhe smmnenTudeckue HHIEhaIonmaTH OyayT paccMaTpuUBaThCS B
CJIEAYIONICH KOHUEMIMKU: 0co0as rpymna 0ObIYHO BO3PACTHBIX M KpalHE TPYIHO
MOAJAIOIINXCSA JICUYCHUIO DHHWJIENICUA C XapaKTEPHbIMU TI€HEPAIU30BaHHBIMU
MaJIbIMH TPUMIAJAKAMU U MACCUBHBIMU MUJICTITUYECKUMH aHOMaiusiMu D31, o0a u3
KOTOPBIX BBI3BIBAIOT 3aCTOM WJIM YXYAUIEHUE YMCTBEHHBIX WU KOTHUTHMBHBIX
GyHKUMNA B JIOMOJIHEHHE K YXKE CYIIECTBYIOIIEMY AChUIIUTY pa3BUTUA H3-32
OpPTraHUYecKOTro MOoBpeXkaeHus Mosra [ 1-3].

Cunnpom Otaxapa siBisieTcs camMod paHHel (opMol BO3pacT3aBUCHUMBIX
HEOHATAIBHBIX MUICTITUYECKUX dHIIe(anonaTuii u Obu1 Brepsbie onucaH OTaxapa
n kosuieramu B 1976 rony [4]. Ero 4acto omnpenensitoT Kak «PaHHIOK AETCKYIO
snuienTuueckyro »sHuedanomatuio (P33D) ¢ mnonaBieHHeM BCHBIIIECK» WU
«PaHHIOK  MHUOKIOHWYECKYl0 dHIedanonaturo (PMD)» [4]. CumMnromsl
MOSIBJISIFOTCSL B TEYEHUE TIEPBBIX 3 MECSIIEB MOCTE POKIACHUS U OOBIYHO B TEUCHUE
nepBbiX 10 gHel. YacTto cMMOTOMBI MOABISIOTCA B TEYEHUE MEPBBIX HECKOJIBKUX
4acoB MOCJIE POXKJICHUS, M B HEKOTOPBIX CITydasX MaTepH YyBCTBOBAIM BO3MOXKHYIO
CYJIOpPOXHYIO aKTUBHOCTh BHYTPUYTpOoOHO. Hawuano octpoe y paHee HOpMaJbHbBIX
nereid [4]. OCHOBHOM mMaTTEPH MNPHUCTYNOB — TOHUYECKHE CHAa3Mbl, JIPyrue
MaTTEPHBI BKIIIOYAIOT TOHUYECKUE/KIIOHUYECKHE, KJIIOHHUYECKUE, MUOKIIOHUYECKUE,
aTOHMYECKHE, a0CaHChI, MapIUaibHbIC, CIOXHBIE MapIuaibHbie (C BTOPUYHOU
reHepanu3ainueii uim 6e3 Hee), reJacCTUKUA U JHKEKCOHOBCKue. [IpucTymnbsl MoryT
MOSIBIIATHCS TPyNIaMy WJIA MOOJWHOYKE, a MATTEPHBI, BEPOSATHO, U3MEHSTCS CO
BpeMeHeM. Hepeako maTTepHBI MOSBISAIOTCS CHOBA Ha OoJjiee mo3aHel ctamuu [4].
[Tarrepn D3I xapakTepuszyeTrcsi Kak BCIUIECK TNOAABICHUS KaK BO BpeMs
OoJpcTBOBaHUS, Tak HW BO BpeMs CHa. OJTO o3Haydaer, uyrto OOl
(anexTposHIiedasorpaMma) UMEET TEHCHIIUIO TOKa3bIBATh IEPUOIbl OUCHb HU3KOH
AIIEKTPUYECKON aKTMBHOCTH MO3ra, 3a KOTOPBIMH CJIEAYyeT BCILJIECK BBICOKOM
MUKOOOPA3HOM AaKTHUBHOCTH, MPEXKIE YEeM CHOBA BEPHYThCA K OYEHb HU3KOU
aKTUBHOCTU. MHOT/1a OJlHa CTOpPOHA MO3ra, MO-BUIMMOMY, MOpaKkaeTcsi OOJIbIIIe,
yeM npyras [5]. [Ipuctynbl TpyJHO MOJAAIOTCS JICUCHUIO; XOTS B HEKOTOPBIX
CJIy4yasiX UX MOKHO YJIYYIIUTh C MOMOILBIO JIeUeHHs. B 11e710M MporHo3 mioxoi c
TSDKEJIOM TICMXOMOTOPHOM 3aJ€PKKOW W 3HAYUTEJIBHBIMA TPYAHOCTSIMU B
oOydennn. Yacto ciiydan MpOTpeccCUpyroT 10 cuHapoMa Becta miam mapiimaabHOM
snmiencur (00bIYHO B MutajieHuecTBe). [lo3ke y ropa3fgo MEHBIIEro 4ucia

pasBuBaetcsi cuHapom Jlennokca-I'acto. IlcuxoMmoTOpHOE pa3BUTHE MOXKET OBITH
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HEMHOTO JIy4llle, €CJIM y MJIAJICHIIEB HE pa30BbeTCs CUHAPOM Becra nnu JIennokca-
["acto. IlomoBHHA neTeEl, CKOpEE BCETO, YMPET B MIIAJICHUYECTBE WU AETCTBE |5, 6].
XOT4 3TO pAaCCTPOMCTBO HEU3JIEUUMO, MHOTOE MOYKHO CHEJIaTh I YJIy4IICHUS
YKW3HU HE TOJIBKO JETEN, HO U ceMell. KOHTpoJIb HaJl MPUCTYIIaMH SIBJISIETCS TJ1aBHOM
Heiabl0o W OylnerT MNpeAnpUHST JMOO MyTeM ONTUMHU3UPOBAHHBIX JI03UPOBOK
MPOTUBOCYAOPOKHBIX MPENapaToB, TAKMX KaK BUTa0aTpUH (TOMAMAaKC), TUJIAHTHUH,
30HarpaH u ¢gpenobapouTa, MO0 MyTEM CTEPOUAHON TEPANUH C UCTOJIb30BAaHUEM
AKTI' u npegnuzona. IIpoTuBosnunenTHyeckue mpenaparbl MOKHO MPUHUMATH
KaK B MOHO-, TaK U B nojutepanuu. [Ionck KOHTpoIIsl HaJl MPUCTyHaMy MOKET ObITh
MEJUIEHHBIM U Pa304apOBBIBAIOIIUM IpoueccoM. CyIlecTBYeT TaKKe BO3MOKHOCTh
UCIIOJIb30BaHUs TAKMX METOJOB JICUCHUs, Kak kerorenHas nauera, BHC umu Gonee
WHBAa3WBHAs XWUPYpPrus, Takas KaK 4YacTHUYHAs PE3CKUMs WM  [OJHas
remucheprkromusi. dusnorepanus ¥ TPYAOTEPANHs MOTYT [OMOYb YJIYYIIUTh
JIBUTaTEJIbHBIE HABBIKM, B TO BPEMsI KaK UIIIOTEPAIINs MOKET IIOMOYb YJIy4YIIUTh
OOIIYIO MOABUKHOCTb, CUJTY Y BBIHOCJIIMBOCTH [7].

PanHsis MHOKIIOHMYECKas »HHIEdanonaTus, 3MUICNTUYECKUN CHHIPOM,
HAUYMHAIOIIMICS MO0 B HEOHATAJIbHOM IEPUOJE, TUOO0 B MEPBbIE MECALbI KU3HHU,
XapakTepusyercsa  OecropsJouHbIM,  (parMEHTapHbIM  WJIA  MAacCHUBHBIM
MHUOKJIOHYCOM, ITapLUUaIbHBIMU IPUIIAAKAMHU U ITO3JHUMHA TOHUYECKUMU CIIA3MaMHU.
[Tporuo3 Tsokenbiid. PaHHAS MMOKIOHHMYECKas »HHIEaonaTus KIMHUYECKU
XapaKTEpPHU3yeTCsl HA4aJloM OECHOpSI0YHOIO WU (parMEeHTapHOIO MHUOKIIOHYCA.
MoryT Takke BO3HUKATh JpPYTH€ THINBl MPUIAIKOB, BKJIKOYAs MPOCTHIE
MapUyaJbHbIE TPUNAAKA, MACCHUBHYI0 MHOKIOHHIO M TOHUYECKHE CIa3MBbl.
becnopsqouHblil, YaCTUYHBIA MHOKIOHYC OOBIYHO TMOSBIAETCS KakK MepBbId
NPUNAA0K, JaKE Yepe3 HECKOJIbKO YacOB IMOCHE POXACHHUSI. MUOKIOHYC OOBIYHO
3aTparuBaeT JULO WIM KOHEYHOCTH M MOKET ObITh OrpaHMYEeH OpOBbIO, OJIHOM
KOHEYHOCThIO WM nanbueM. l[logepruBaHus NOpouCXOnsAT, KOTJa MIIaJICHIIbI
OOAPCTBYIOT UJIH CIIAAT, U MX YACTO OMUCHIBAIOT KaK «0eCopsA0YHbIE», TOTOMY YTO
OHU OOBIYHO MEPEKIIOYAIOTCS C OJHOW YacTH Teda Ha JPYTylo CIydailHbIM,
aCUHXpOHHBIM oOpa3zoM. YactoTa BapbuUpyeTcsi OT CIy4allHOM JO0 TMOYTH
IIOCTOSIHHOM. B J0mMojaHeHWe K OrpaHM4eHHOMY YacTUYHOMY MHMOKIIOHYCY, B
HEKOTOPBIX CJydasX MOKeT TakKe MHOTJa HaONIoNaThCs TeHEepaTn30BaHHBIN
MHUOKJIOHYC. YaCTUYHBIE NIPUITAJKU CIYyYAOTCA 4acTO U IIPOUCXOIAT BCKOPE MOCIIe
HEYCTOMYMBOIO MHOKJIOHYyca. CeMHMOTHMKA MAapUHAIbHBIX IPUIIAAKOB TOHKAs,
COCTOsIIIIasi, HAIIPUMEp, U3 OTKJIOHEHUS IJ1a3 WM aBTOHOMHBIX SBJICHUM, TAKMX KaK
anHoO» WJIM NPWINB KPOBH K JIMIy. TOHMYECKUE MPUIIAIKU PETUCTPUPYIOTCA 4acTO
Y MOT'YT POUCXOJUTH B IEPBBINA MECSII )KU3HH WM TI03KE; OHU MOTYT IPOUCXOAUTh
KaK BO CHe, Tak M O0oapcTBOBaHMU. C KIMHUYECKOW TOYKU 3pEHUs, y peOeHKa
Ha0II01aeTCs muddy3Hoe TOHUYECKOE COKpalieHue, 00BIYHO
pacIpOCTpaHAIOIIeeCss Ha KOHEYHOCTH. Hacrosmume >SNWIenTUYecKue Cra3Mbl
penKu U 0OBIYHO MOSBISIIOTCS Mo3xe. HeBposjornueckne OTKIOHEHUS TTOCTOSIHHBI:
OUYEHb CHJIbHAS 3a/IepXKKa ICUXOMOTOPHOI'O Pa3BUTHS, BBIPAKEHHAs TMIIOTOHUS H
HapylIeHHas OJWUTEIbHOCTh, MHOIJA C BETeTaTHMBHBIM cocTosiHUueM. [Ipu3Haku
nepudepruIecKoil HEBPOIMATUH MOTYT TaKKe HAOJIOMAThCs B PEIKUX ciaydasx [8].

C‘—II/ITaeTCH, 4TO paHHAA MHOKJIOHHYCCKAaA BHHCCI)aJ'IOHaTI/IH HUMCECT PAa3JIMYHBIC
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MpEeHaTalbHbIE ATUOJIOTUU, KOTOPBIE YAaCTO OCTAIOTCS HEM3BeCTHbIMU. HekoTophie
COCTOSIHUA, TaKH€ KaK BPOXKICHHOE HapyllleHHe MeTa0o0Jii3Ma, MOTYT BbI3bIBATh
KIIMHUYECKY0 W OJl'-KapTWHY, TUNHYHYIO JJIsI pPaHHEW MHUOKIOHUYECKOU
sHIE(aTONaTHH, TAKYI0 KaK HEKETOTHYECKask TunepriauiuaeMus, D-rimeprunoBas
anuaeMusi, MPOMUOHOBAS alUJeMus, ACPUIUT MOJIUOIEHOBOro KodakTopa H
METUJIMAJIOHOBAs aluJeMus. Y HEMHOTUX IMallMeHTOB HAOIOAAETCs KIMHUYECKas
KapTHHA, TIOX0Kasi Ha PaHHIOI MHOKJIOHHUYECKYIO SHIE(DATONaTHIO C AaTUITMYHBIM
MAaTTEPHOM «BCIIBIIIKA-TIOJJABJICHUE», KOTOPHIE IMOJTHOCTBHIO BBI3IOPABIMBAIOT
nocje Tepanuu NUPUIOKCUHOM. HeKoTopble MOPOKU pPa3BUTHSL TakKKe MOTYT
BBI3BIBaTh PAHHIOI0 MUOKJIOHUYECKYIO 3HIE(]anonaTnio, HO Yalle OHU BBI3IBAIOT
cuaapom Oraxapa [9]. Ilpu panneld MuoxoHWYeckod sHiedamonatuu D3I
XapaKTepU3yeTcsl MATTEPHOM «BCIIBIIIKA-TIOJIAaBJICHUE)» CO BCIBIIIKAMU CHANKOB,
OCTPBIX BOJH U MEJICHHBIX BOJIH, KOTOpPBIE HEPETYJSIPHO TNEpeIieTaloTcs u
pa3AeNsoTCs NMEepUoJaMu 3JIEKTpUuueckoro moiyanud. Ilapokcusmer 9310 Moryt
ObITh KAaK CHUHXPOHHBIMM, TaK M AaCHHXPOHHBIMAU B OOOUX TOJYIIAPHUSX.
HopmanbHolit  ¢oHOBOM aKTUBHOCTH HeT. [laTTepH «BCHBIIIKA-TIOAABICHUE)
OOBIYHO pPa3BUBAETCS B ATUIMYHYIO THUICAPUTMHIO WJIM B MHOI0OOYaroBbI€
MapPOKCU3MBI ITOcIe 3—5 MecA1eB KU3HU. Xa0TUIHBIM MUOKJIOHYC OOBIYHO HE UMEET
UKTalnbHOTO aHajora Ha DOI. [lapuuanbHble TPUNIAAKU UMEIOT XapaKTEPUCTHKU
D3I, cxokue ¢ TAKOBBIMU MPUIIAIKOB Y HOBOPOKIeHHBbIX. Pe3ynbratel KT 1 MPT
pa3IMyalOTCid M CBS3aHbl C ATHOJOTHEH. MO3r MoxkeTr ObITh JMOO B IEJIOM
HOPMAaJbHBIM, JUOO MMETh ACUMMETPUYHOE YBEIUYECHHE OJHOTO MOIyILIapus,
pacuIiupeHrue COOTBETCTBYIOIIETO OOKOBOTO KEIyJ04YKa WM KOPKOBYIO U
NEePUBEHTPUKYISIpHYIO  aTtpoduto [10]. VYuuTbiBas BpOXKIECHHYIO OIIMOKY
MeTaboIu3Ma, OMMCAHHYIO BBINIE, CJIEAYET ONPEASIUTh YPOBHU aMHUHOKHUCIOT B
CBIBOPOTKE, OCOOEHHO METa0OJIMTOB TIJMIMHA W TJIHMIEPUHA U OpPraHUYECKUX
KHUCJIOT, a TAK’KE aMUHOKHUCJIOT B CIIMHHOMO3TOBOM sKUAKOCTH [4, 8, 9]. ITpornos miis
paHHEl MHOKIOHMYECKOHN HHIedamonatu HeOIaronpuaTHbid, U 3)PeKTUBHON
Tepanuu i1 paHHEH MUOKJIOHUYECKOH sHIle(anonatuu He cymecTtByet [9, 10].
Cunnpom Becta 00bIYHO BO3HHMKAET HA MEPBOM TOJY KH3HU U COCTOUT M3
Tpuaabl MHGAHTUIBHBIX CHA3MOB, YXYJIIEHUS PA3BUTHUS U TUIICAPUTMUYECKOTO
pucynka Ha OO0 [11]. Dnmirentudyeckue cma3Mbl IPEACTaBISIOT COOOM
KPaTKOBPEMEHHbIE T'€HEPAIM30BaHHBIC MPHUCTYIBI, BKIIOYAIOIIME pa3rubaHue
W/Uj CrubaHue B OCEBOM HAMPABJICHUU U KOHEUHOCTEeW. OTIEeIbHBIN ClIa3M JIJTUTCS
HECKOJIBKO CEKYH/I, 4aCcTO JOJIbIIIe, YEM TUIIUYHBIE MUOKJIOHUYECKUE MPUCTYIIbI,
XOTSl ¥ HE TaK JIOJTr0, KaK OOJBIIMHCTBO TOHUYECKUX MPUCTYMOB. Cria3Mbl MOTYT
OBITh €1Ba 3aMETHBIMU M MOTYT OBITh H30JIMPOBAHHBIMH B Haudajie, OOBIYHO
IPYIIIHUPYSACH MO3KE B XOJIe. XapaKTEPHbI HECKOJILKO KJIaCTEPOB B JIEHb, 0COOEHHO
npu connuBoctd [11, 12]. I'mmcaputmusi, TUNMYHBIA MEXIPHUCTYIHBIM NPU3HAK
D3I, cOCTOUT U3 AE30PTaHU30BAHHOTO PUCYHKA C ACMHXPOHHBIM 3aMEIJICHHEM
OYEHb BBICOKOW aMIUIMTYJIbl U YACTHIMA MHOTOOYArOBBIMU CHallKaMu U OCTPHIMHU
BOJTHOBBIMU pazpsaamu. MkranpHas 321 0OBIYHO BBISIBISET T€HEPAIU30BAHHYIO
MEJUICHHYIO BOJIHY, 3a KOTOpoiu ciemyeT auddy3Hoe 3aTyXxaHWe HAMPSHKCHUS
(3JIEKTPOICKPEMEHT), KOTOPOE MOXKET OBITh CBSI3aHO CO CITA3MOM HMJIA OBITH TOJIBKO

anekTporpadguieckuM (6e3 KIuHudeckon koppensmun) [12]. ScHoit sTnonorun He
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oOHapyxeHo mpumepHo B 40% cmayudaeB. CyllecTByeT UIMPOKUN CIEKTP
NOTEHIIMAIBHBIX MPUYUH, BKIIOUYas 1epeOpaibHble MOPOKH Pa3BUTHUS, HHPEKIIHIO,
KPOBOM3IUSHUE, THINOKCUYECKU-IIIEMUYECKOE TMOBPEKICHUE, METa0O0JINYECKUe
HAapyUICHUS] U TEHETUYECKHUE COCTOSIHMS, Takue Kak cuHapom Jlayna [12, 13].
Paznuuus B METOIONOTHSX U3YUYEHHUS HE MO3BOJSIOT JATh YETKYI0 PEKOMEHIAINIO
10 JICYEHUIO MEePBOM JIMHUU; OJIHAKO HA MpaKTHUKe 00bIyHO ucnoib3ytorces AKTI u
Burabatput. Koptukocrepoubl MmoryT ObiTh MeHee dpdextuBabiMU, yeM AKTT,
x0T oHU 3(dexTuBHbl. Burabarpun Moxketr ObITh Oosiee 3()(PEKTUBHBIM TpU
TyOepo3HoM ckiepo3e. [pyrue s¢dQexTuBHBIE areHThl BKIIOYAOT BaJbIIPOAT,
JIeBeTUpaIleTaM, TOMpaMar, 30HUCaMU/l, TaMOTPUIKUH U OeH3ouazenuusl [11].
Kerorennass sauera mosie3Ha B OosbmMHCTBE ciydaeB [12]. DoxanpHas
KOpPTHUKAJIbHAsA PE3CEKIUs WIM TeMUC(EPIKTOMHS MOTYT paccMaTpuBaThCsi B
Clly4asiX, KOTOpbIE SIBIISIFOTCA TMOPAXEHHbIMH W HE MOAJAIOTCS JICYEHHUIO C
MEIUIIMHCKON Touku 3peHus [11-13]. PazBuTue ocraeTcs HEM3MEHHBIM TOJBKO B
MEHBIIMHCTBE Cay4yaeB. Y OOJIbLIIMHCTBA JieTell HaOIroAaeTcs 3aMenieHue, IaTo
WJIM PErpecc TPaeKTOpUU MX pa3BUTHS. [IpOrHO3 pa3BUTHA YACTUYHO 3aBUCUT OT
strosiorud. He ObUTIO MOKa3aHO, YTO KaKOW-TMOO KOHKpeTHBIM ADJl Biuser Ha
JOJTOCPOYHBIN UCXO0]1 pa3BUTHsL. OOIMPHBIN 0030p IUTEpaTyphl MOKa3al, yto 16%
UMEIM HOpPMaJIbHOE pa3BUTHE, a 47% WMenu MPOIOJDKAIOIIKECS CYIOpPOrd IPU
cpenHem HaOmoneHuu B Tedenue 31 mecsana. [lpu knaccudukanyu no 3THOIOTHU
HOpPMAJIbHOE pa3BUTUE ObUIO omucaHo B 51% KpPUNTOrEHHBIX CIy4yaeB IIO
CpaBHEHHIO C Bcero aumb 6% cumnromatnueckux ciydaeB. [Ipumepno 17%
Cly4daeB nepepociiv B cuHapoM Jlennokca-I'acto [12].

Hayano sToro peakoro CMHApOMa MPOUCXOAMWT HA MEPBOM TOAY KU3HHU U
MOXET BO3HUKHYTh B HEOHaTaJbHOM mnepuojae. OH XapaKTepusyercs 4YacThIMU
napyajibHbIMU MPUNAAKAMA C MHOTOOYAroBbIM HAdyajioM, C aBTOHOMHBIM WIIU
MOTOpPHBIM BOBJIeueHHUEM. [IpuMnanku yBEIUYMUBAIOTCS O YaCTOTE€ U MOTYT CTaTh
MOYTHU HEMpephIBHBIMU. KIMHMYECKass CeMHOTHKA TIPUITAJIKOB BKIIIOYaeT OOKOBOE
OTKJIOHEHHE TOJIOBBI U TJ1a3, (DOKAIbHbIE KJIOHHYECKUE MPUITAJIKHU TJIa3, JTUIa WIH
KOHEYHOCTEH, OJHOCTOPOHHUE WM JBYCTOPOHHHE (OKaAJIbHBIE TOHUYECKUE
MPUTAJKH, aBTOMAaTUYECKHUE [IBH)KEHUS, TaKHE€ KaK »KEBAaHHE, IEpPEKECBbIBAHUE,
aBTOHOMHBIE IPU3HAKHU, TAKUE KaK allHO?, CIFOHOTEUCHHUE WIIA TOKPACHEHUE JIMLA U
BTOPUYHBIE T€HEPAIN30BAHHBIE TOHUKO-KJIOHUYECKUE MPUMNAIKU. HTepUKTaIbHas
D0l BBISABIAET MHOTOOYAroBYIO 3MWICNTUPOPMHYIO aKTUBHOCTh U 3aMENJICHUE,
muddy3Hoe 3amenienre (HOHOBOM aKTUBHOCTU. Y HEKOTOPBIX MALIMEHTOB MOKET
ObITh HOpMalibHAst D1, 3aTem (hoHOBasi aKTUBHOCTH DI CTAaHOBUTCSA MEIJICHHOM
¢ GIAYKTyupyromiei acuMMeTpUel MeXy pa3TudHbIMU 3anucsiMu. [lepBoHavaibHO
MO>KHO OIMPENENIUTh LMK COH-00IPCTBOBAHUE; BEPETEHA PEIKK U ACUMMETPUYHBI.
Hkranbnas 931" moATBepK1a€T MHOTOOYAroBble Hauasa, KOTOPbIE MOTYT MEHSITHCS
OT TPHUCTYIA K MPUCTYNy. B OOJTBIIMHCTBE CIIy4aeB HET YETKOW ATHOJIOTUH WIIH
CTPYKTYPHBIX MpOOJieM, 4YTO TIO3BOJISIET MPEIAINOJOXKUTh, YTO TE€HETUYECKHUE
bakTopsl MOTYT OBITH TPUUUHON WK (hakTOopom pucka. [IpucTymsl 4acTo TPYIHO
KOHTPOJMPOBATH C MOMOILBIO CTAHAAPTHBIX TPOTUBOAMUIENTUYECKHUX MTPENAPATOB.
B HekoTophIX ciy4asx MOTYT OBITh TOJI€3HBI OpPOMUIBI, CTHPUIICHTON U
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KJIOHa3emaM. Perpecc pa3BUTHS SIBISETCS OOBIYHBIM SIBICHHUEM, W B TSKEIBIX
ClIy4asx cooOIIasoch 0 CMEPTH B MJIaJIeHYECTBE U IeTcTBE [14].

DTO peaKo PETUCTPUPYEMOE PACCTPOMCTBO HAUMHAETCS B MJIaICHUECTBE MJITU
paHHEM JIETCTBE, OOBIYHO B TEUEHHUE IMEPBOT0O roja >KU3HU. [IpucTymnbl 0OBIYHO
HAYMHAIOTCSA C NMapUUaJIbHBIX JIBUTATEIbHBIX MPUIAJKOB, XOTS MUOKIOHUYECKUN
CTaTyC MOET BO3HUKHYTh B Hayaje. MOTyT BO3HUKHYTh MHUOKIOHUYECKHUE
abcaHChl, MAaCCHMBHbIE MHUOKJIOHHMM M PEIKO TE€HEpaJIU30BaHHbIC WU
TEMUKIIOHUYECKHUE TPUNAAKA. MUOKIOHHM MOTYT OBITh MHOTOOYaroBbIMH H
MPOUCXOAUTh CO B3AparuBaHUAMU. MHUOKIOHUYECKUU SIWICNTUYECKUN CTaTyC
MOXET OBITh PEHUIUBUPYIONTUM. YacTO BCTPEUAIOTCS JBUTATEIbHBIC HAPYIICHUS U
JIBUTaTelIbHbIE paccTpoiicTBa. MHTEepukTanbHas D3I cOCTOUT U3 MHOTOOYAroBbIX
AMUWICHTH(POPMHBIX Pa3psAa0oB W (POHOBOTO 3aMemieHUs. ONuienTU(OPMHBIC
pa3psabl YCHIMBAIOTCS BO CHE, B HEKOTOPBIX Clydasx HanoMmuHas narrepH ESES.
HkranpHad 3anuck O3 MOKET JEMOHCTPUPOBATH T'€HEPAIIN30BAHHBIE MEIJICHHbBIC
CHailku W BOJIHBI WJIA TATTEPH aOCaHCOB B 3aBUCHUMOCTH OT THUIIA MPHUIAJKOB.
['eHeTnueckass mpuUYMHA ONPEAEIACTCS NMPUMEPHO Y MOJIOBUHBI JETEH, BKIIKOYAs
cuHApOoM AHTrenbMaHa u 4-nicuHjpom. Jlpyrue cooOiaeMbie MPUYUHBI BKIIOYAIOT
TUIIOKCUYECKU-UIIEMUYECKOE TIOBPEKJICHUE U KOPTUKAJIBHYK JIHUCILUIA3UIO.
Onu30/1bl MUOKJIOHUYECKOTO CTaTyca MOTYT pearupoBaTh Ha OEH30Ma3CIHHBI.
ADJI, xoropbie MoOryr ObITh 3((PEKTUBHBIMU, BKIIOYAIOT BaJIbIpPoOaT C
TOCYKCUMHUIOM WIH KJI00a3aMoM. Y AeTell IJIOXOMl MPOTrHO3, OHH UCIBITHIBAIOT
perpecc pa3BUTHS U B KOHEYHOM HTOT€ TSKEIYK) YMCTBEHHYIO OTCTAIOCTD.
[loBTOpHBIE AOU30Abl MHMOKIOHHYECKOTO CTaTyca MOTYT CIIOCOOCTBOBATh
YXYALIEHUIO0 KOTHUTUBHBIX (pyHKIMit [15].

JleTckas snuientuyeckas sHuedanonatus, win cuaapoM JlenHokca-I'acto
(JITC), sBugercs  pa3pylIUTEIbHBIM  CHUHAPOMOM  JICTCKOM  SIMJICTICHUH,
coctaBisironuM  1-4%  nmerckux snuiencuid. CHHIPOM — XapakTepHU3yeTcs
MHOKECTBEHHBIMH TUIIAMU IIPUCTYIIOB; YMCTBEHHOU OTCTAJIOCTHIO UJIA PETPECCOM;
aHOMAaJIbHBIE pe3YyJbTaThl AyeKkTpodHIedamorpammbl (D3I7) ¢ mapokcuzmMamu
OBICTPOM aAKTUBHOCTH W TEHEPAIU30BAHHBIMH MEJJICHHBIMU THUKOBBIMU H
BOTHOBbIMU pazpsiaamu (1,5-2 ['m). Hawmbonee pacnpocTpaHeHHBIMU THUIAMU
MIPUCTYTIOB SIBJISIIOTCS TOHUKO-aKCHaIbHbIC, aTOHUYECKHE U a0CaHCHBIE MTPUCTYTIHI,
HO MOTYT HAONIOaTbCd MHUOKJIOHMYECKHE, TeHEepaM30BaHHBIE TOHUKO-
KJIOHUYECKHME W MapUuajibHble MNPUCTYNBI (CM. KIMHMYECKYIO KapTuHy). D00
ABJIIETCSI HEoTheMJIeMOil 4dacThio oOcienoBanus Ha JII'C. HelipoBuzyanuzanus
ABJISICTCS. BAXXHOM 4YacThl0 TMOWUCKAa OCHOBHOM Artuojoruu. JII'C  moxHO
KJaccu(UIMpoBaTh B COOTBETCTBMM C TNpENINoiaraéMod ATHOJOTHEH Kak
WIUONIATUYECKUM WM  CUMIITOMAaTHYECKHM. [lalilMeHTOB MOXKHO  CUMTATh
nMerommumMu nanonatuueckuit JII'C, eciu 10 MOSIBIEHUSI CHMIITOMOB TTPOMCXOAUIIO
HOPMAJIBHOE IICUXOMOTOPHOE PAa3BUTHE, OTCYTCTBYIOT OCHOBHBIE PACCTPONCTBA WIIH
OTIpEJICICHHBIC MPE/IoJIaracMble TPUYUHBI, U HE OOHAPY>KEHO HEBPOJIOTHYECKUX
WU HeWpopaauosiornyecknx oTkiaoHeHuid. Hamporus, cumnromatuyeckuit JII'C
JUATHOCTUPYETCS, €CIIM MOKHO ONPEAEIUTh BEPOSTHYIO IPUUMHY, OTBETCTBEHHYIO
3a cuHIpoM. HMccnemoBaHusi Ha OCHOBE NOMyJSIIMM Toka3anu, yto 70—78%

narueHToB ¢ JII'C nmeror cumnromatrnueckuii JII'C. OCHOBHBIE TATOJIOTHH B ITUX
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CIIy4asiX BKJIIOYAIOT SHIEDATUT W/ I MEHUHTUT, TYOCPO3HBIH CKIIEPO3, MOPOKH
pa3BuTHS Mo3ra (Hampumep, KOPTHKaJIbHBIE IUCIJIA3UU), POJOBYIO TpaBMY,
TUIOKCUYECKU-UIIIEMUYECKOE TOBPEKICHUE, TOPAKEHUS TOOHOM 107U U TpaBMy. B
neiaoM, JII'C cocraBimsger 1-4% mnanueHToB ¢ AeTckoit »muierncueit, Ho 10%
MalKMEeHTOB C HaYaJIoOM 3MWJIENCUU B Bo3pacte 1o S net. Pacnpoctpanennocts JII'C
B Atnanre, mrat xopmkus, CIIA, 6suta 3apeructpupoBana kak 0,26 na 1000
xupopoxacHud. JII'C wame BcTpedaeTcss y MajlbYUMKOB, YEM Yy JEBOYEK.
Pacnpoctpanendocts cocrabisier 0,1 na 1000 HaceneHuss mjis MajlbYUKOB IO
cpaBuenuto ¢ 0,02 va 1000 Hacenenus aJjig 1eBOYEK (OTHOCUTEIBHBIN puck 5,31).
Cpennuii Bo3pacT Havasia SMUICTICHU COCTaBIseT 26—28 mecsieB (auama3oH oT 1
nHs 10 14 net). [IukoBbIi BO3pacT Havasa snuiierncuu Beiie y naiueHToB ¢ JII'C ¢
uaeHTuuuupyemoit stuonoruedt, yem y Tex, y koro JII'C wHe wumeer
uaeHTuPuIUpyemMoil 3Tuosioruu. PasHuiia B BO3pacTe Hayajga MEXIy TpYIIoOn
narueHToB ¢ JII'C u anamue3oM cunapoma Becta (MHGaHTHIBHOTO ClIa3Ma) U TEMH,
y koro JII'C 6e3 cunapoma Becta, He3HaunTensHa. CpellHUN BO3pACT MOCTAHOBKHU
muarnoza JII'C B Smonum cocraun 6 jer (amamazon 2—15  jer).
ONUIEMUOIIOTUYECKUE HCCIEIOBAHUS B NPOMBIIUIEHHO pPa3BUTBIX CTpPaHax
(manpumep, Ucnanuu, Dctonuu, Utanuu u OUHASHIUU) TOKa3ald, 4TO JOJIA
nanueHToB ¢ smwiencuei u JII'C, mo-BuauMoMy, OTHOCHTEIIBHO TIOCTOSIHHA CPEn
M3y4aeMbIX TMONYJSINMA M aHanoruyHa TakoBoil B CoeauHeHHbIx IllTarax.
Pacmpoctpanennocts JII'C cocraBiger 0,1-0,28 na 1000 nacenenust B EBporme.
Exeronnas  3aboneBaemMocts JII'C B JeTCKOM  BO3pacTe  COCTaBIIsET
npubiu3utenbHo 2 Ha 100 000 gereit. Cpenu eTeit ¢ yMCTBEHHOM OTCTAJIOCTHIO
JII'C ectb y 7%, B TO Bpems kak y 16,3% nanueHToB ¢ yMCTBEHHON OTCTAJIOCThIO,
Haxomsmmxcss B ydpexaeHusx, ectb JII'C. JloarocpoyHblil MPOTHO3 B LEJIOM
HeOnaronpusTHeIM, HO u3MeHuMBbIM Tnpu JI['C. JloHTuTIONHBIE HCCIEI0BaHUS
MOKa3aju, 4YTO MEHBIIMHCTBO nanueHToB ¢ JII'C B KOHEYHOM HTOre MOTJIU
HOpMaJIbHO paboTtath, HO 47—76% Bce elie MMeNnu TUIMYHBIE XapaKTEPUCTHUKU
(YMCTBEHHasi OTCTAJIOCTh, PE3UCTEHTHBIC K JICYCHUIO TIPUCTYIIBI) MHOTO JIET MOCIIe
Hayaya 3a00JIeBaHUs U HYXKJAIUCh B 3HAYUTEIHLHOM TOMOIIM (HapuMep, yXoi Ha
nomy, mniomemenue B cranuoHap). llpu JII'C wucmonb3yroTcss pa3iudyHbIe
TEepaneBTUYECKUE TIOJIXOJbI, HAYMHAS OT OOBIYHBIX MPOTUBOIMUICHTHUCCKUX
CPEACTB M 3aKaHuuBas JHeTOM W xupyprued. K coxaneHuro, MHOrue
JI0Ka3aTeIbCTBa, MOATBEPXKAAONINE TU MOJIXO0JbI, HE SBISIOTCS HAJEKHBIMU, U
JICYEHUE YacTO OKa3bIBaeTcsi Hen(hPeKTUBHBIM. BapraHThl MEAUIIMHCKOTO JICUEHUS
1151 nauueHToB ¢ JII'C MOXHO pa3fenuTh Ha CIEAYIOIIME 3 OCHOBHBIE I'PYIIIBL:
BapUAHTBl MEAMIIMHCKOTO JieueHus st manueHtoB ¢ JII'C  Bkirouaror
WCIIOJIb30BaHUE TMPOTUBOIMWICTITUYECKUX TPENapaToB, TaKUX KaK BaJbIIpoeBas
KHCJIOTa U OEH30/1Ma3eNuHbl, TAaKUE KaK KJOHAa3emaM, HUTpas3ernaMm U Kiobazam,
BUTa0aTpUH, 30HUCAMHUJ, JIAMOTPUDKWH, TomupamMar M  pydUHAMU],
3 PEKTUBHOCT,  KOTOPBIX  JIOKa3aHa  JBOMHBIMH  CJCHBIMH  IuTane0o-
KOHTPOJIMPYEMBIMU HCCJICIOBAHUSIMA (HaNpuMep, JaMOTPHUIKHUH, TONUpaMar,
dbenbamart u pypunamua). Kerorennas 1uera MoKeT OBITH MOJIE3HA JIJISl TTAI[IEHTOB
c JII'C, pedpakTepHbIX K MEIUIIMHCKOMY JICUEHUIO. XUPYPrHUECKUE BapUaHTHI
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neuenns JII'C BKITIOYAIOT MO30JIUCTOE TETO, CTUMYJISIIAIO Oy »KIAIOMEro HepBa 1
(boKanbHYI0 KOPTHKAIIbHYIO pe3ekiuio [18-21].

PaccTpoiicTBO, mnpu KOTOPOM COH HMHAyUMpoBan KapTtuHy OOl
XapaKTEePU3YIOIIYIOCS «CYOKITMHUYECKUMM craikaMu u BOJIHAMH,
MPOUCXOJAIIMMHU  TOYTH HENPEPHIBHO BO BpEMS MEIJIEHHOIO CHa U
MOSIBIIIIOLIIMMHUCS KaXKIyl0 HOYb B TEYEHUE PA3HOr0 MEPHUOJa BPEMEHH Yy IETEH,
ObLJIO  OMUCAaHO  TOJ  Ha3BaHUEM  «CYOKIMHHYECKUH  DJIEKTPUYECKHI
AMHUJICTITUYECKHI CTaTyC, BEI3BAHHBIN CHOM Y eTei». [lo3anee paccTpoiicTBO ObLIO
Ha3BaHO <(OJEKTPUUECKUNA HNUJIENTUYECKUN CcTaTyc BO Bpems cHa» [22].
KivHrnyeckne  MposSIBAEHUS  3TOrO  CHHAPOMA  BKJIKOYAKOT  T'€TEPOTr€HHOE
DIUJIENITUYECKOE PACCTPOMCTBO CTAaTyCcd, YXYAUIEHUE HEHPOICUXOJIOTMYECKUX
(byHKIMI, CBA3aHHOE C AMWICITUYECKUM PACCTPONCTBOM WM HE3aBHUCHMOE OT
HEro, M YyXyJIUIEHWE [BUratenbHblX (QyHKuui. TunuyHas kaptuHa OO0
HEIIPEPBIBHBIX CIIAMKOB M BOJH BO BpPEMsS MEJICHHOI'O CHA TaKXeE SIBISIETCS
CYUIECTBEHHbIM M aOCOJIIOTHBIM MPU3HAKOM JUIS Paclio3HaBaHUS CHUHIpPOMA.
Bo3zpacT, B KOTOpOM IPOUCXOAUT NEPBBINA MPUCTYII, KOJIEOIETCA OT 2 MECALEB 10
12 ner, ¢ nuKoM OKoJI0 4 U 5 1eT. DTOMY COOBITUIO MOXKET MPEIIECTBOBATh JIH00
HOpMaJbHOE I[CUXOMOTOPHOE pa3BUTHE, JHOO aHOMalbHbIE IPHU3HAKHU,
YKa3bIBAIOLIUE HA PaHEE CYIIECTBOBABILYIO SHIE(DATONATHIO, TAKUE KaK FreMUIapes,
IeMUILIETHs, ClacTUYecKass KBaapuiuierus, Aud¢y3Has TUINOTOHUS U aTaKCHUS.
Tunel IpUCTYNIOB, BOZHUKAIOIINE PU PACCTPOUCTBE, MOT'YT OBITh KAK YACTHYHBIMH,
TaK U reHepain30BaHHbIMH. OHM BKJIIOYAIOT OAHOCTOPOHHUE WIIMA JIBYCTOPOHHHUE
KJIIOHUYECKUE MPUCTYNbl, T'€HEPATU30BAHHbIE TOHUKO-KJIOHUYECKUE TPUCTYIIbI,
abcaHChl, MapUUaIbHbIE MOTOPHBIE MPUCTYTIBI, CII0KHBIE TAPLHAIbHbIE TPUCTYIIBI
WM AnjienTuieckue najgenus. OHu MOTyT IPOUCXOAUTH BO BpeMsi 00ApCTBOBAHUS
i cHa. OHAaKO TOHMYECKUE MPUCTYIbl HUKOrAa He npoucxoasaT. CooOuaercs,
YTO MEpBbIe NPUCTYNBI ObIBAIOT HOYHBIMU U OJTHOCTOPOHHHUMH MOYTH B MOJIOBHHE
3apEruCTPUPOBAHHBIX Cily4yaeB. B Havane yactora npuctynoB HU3Kas. OJHAKO BO
BpeMsi OOHapyXeHHMs THUIIMYHOIO HOYHOro mnarrepHa O3l snuientuyeckue
IPUCTYNBI YaCTO MEHSIOT CBOIO TSDKECTh M YacTOTy. AOGCAHCHI M SMUJIENITUYECKUE
NAJCHUSl IPEABEIIAIOT IOSBICHUE HENPEPHIBHBIX CIIAMKOB M BOJH BO BPEMS
MEJUIECHHOIO CHA, a YacToTa IIPUCTYIIOB YBEJIMYMBAECTCS Kak BO BpeMs
O0onpcTBoBaHMs, Tak W BO BpeMms cHa. Okono 60% TalMEHTOB TaKxke
JEMOHCTPUPYIOT HECKOJIBKO THUIOB MPUCTYNOB [22, 23]. XapaKTepHOU 4YepTOU
TOTO PACCTPOMCTBA SIBJIAETCS IMOSBICHUE HENPEPBIBHBIX CHANWK-BOJHOBBIX
paspsgoB Ha O3I BO BpeMs MEIJIEHHOrO CHa. TunuuyHele u3mMeHeHus OO0
NOSBJISIIOTCS yepe3 1—2 roaa mocsie nepBoro NpUcTyIa M CBS3aHbl C YXYJIUICHUEM
noBeAeHusi. DokalbHbIE W TEHEPAIU30BAHHBIE MEXKIPUCTYIHBIE  CIANKU
BO3HHMKAIOT JI0 ATOTO BPEMEHU U COXPAHAIOTCS BO BpeMs OOJPCTBOBaHUS U
OBICTPOTO CHA MOCJIE MOSBICHUS HETIPEPHIBHBIX CHANK-BOJIH BO BPEMsI MEJIJICHHOTO
cHa [24]. IlpuunMHa »HIEKTPUUYECKOTO SMWICNTUYECKOrO0 CTaryca BO Bpems
MEJUICHHOIO0 CHa Heu3BecTHa. lIpenmonaraercs, 4To MJIATEIBHOE COXpPaHEHUE
HEIIPEPBIBHBIX ~ CHAWK-BOJIH  BO  BpeMs  CHa  SBISETCA  HNPUYUHOMU
HEHPOIICUXUATPUYECKUX OTKJIOHEHHW MPU DJIEKTPUYECKOM SIUJIENTUYECKOM

CTarycc BO BpCMs MCIJICHHOI'O CHaA, BTOpHWYHAsA 6I/IHaTepaﬂbHaﬂ CHUHXPOHHA
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ABJISIETCA MEXaHU3MOM, JIeKAIlUM B OCHOBE HENPEPHIBHBIX CIIAMKOB M BOJH BO
BpEMsI MEUIEHHOTO CHAa. B 3TOM OTHOIIEHMH KaXXyIIHECs TE€HEPAIN30BAHHbBIC
npUCTyIbl (abCcaHChl, TOHMKO-KJIOHMYECKHE aTaku), MPOUCXOJAIIUE TMPU 3TOM
COCTOSIHMM, Ha CaMOM JIeJIE UMEIOT 04aroBO€ Hayajio, YTO MPOAEMOHCTPUPOBAHO
MEXIIOJIYIIIAPHOM TMHKOBOM JIaTeHTHOCThIO uX IOI-KoppensaToB, ¢a3oBbIM
oOpalieHreM CHnailkoB B OJTHOCTOPOHHHUX JIOOHBIX OOJACTSAX M HMCCIEIOBAHUSAMHU
KOTE€pEHTHOCTH U (a30BOro aHanuza. JlokannzoBaHHas MeTabOIMYECKast aHOMaJ s
OblJIa TaKKe BBIABJICHA ¢ Tomoinbplo ucciegoBanuii [19T. Takum obGpa3zom, XOTs
ANEKTPUUYECKUHN AMUICNTUYECKUI CTaTyC BO BPEMsSI MEIJICHHOTO CHA B HACTOSAIEE
BpeMs KJIACCHU(PUITUPYETCS CPEeAM SIUJICTICUI, HEOMPEICICHHBIX KaK (OKaThHBIX
WU TEHEpPAIU30BaHHBIX, IOCJIEIOBATENbHBIC JAaHHBIE TOJATBEPKIAIOT TOUYKY
3pEHUs, YTO 3TOT CHHAPOM JIOJDKCH OBITh BKJIFOYEH B 00JIACTH JIOKAIM30BAHHBIX
SIHWJICTICUH, KPUNTOICHHOW WM CHMIITOMATHYeCKOHW mpupoabl  [23-25].
DNEeKTPUYECKUN SMUICTITUYECKAN CTaTyC BO BpEMSI MEJIJIEHHOIO CHA BCTPEYAETCS
penko. OgHO HcclienoBaHue BRIABUIIO 3a0o0ieBaeMocTh 0,5% cpenu 12 854 nerei,
oOcnenoBaHHbIX B TedeHue 10-nmetHero mnepuoga. OYEBUIHOTO TEHIIEPHOTO
npeoOnamanust He Habmomaerca [23]. IlpucTynmbl npu  3JIEKTPUYECKOM
AIUJIEITUYECKOM CTaTyCe BO BPEMSI MEJICHHOTO CHA MPOXOJST CAMOCTOSITEbHO U
ucyesaroT B cepeauue 12-ro Beka. biaaronpuarHeiii KCXO[ MPUMAJAKOB HE 3aBUCUT
OT ATUOJIOTUH U HAOJIIOIAE€TCSI TAKXKE B CIy4Yasix ¢ KOPKOBBIMU MTOPOKAMH PA3BUTHS,
TaKUMH KaK MHOTOJIOJIbYaTasl NOJMMUKPOTUpHs. XapakTepHble naTtTrepHsl D3I Bo
BpeMs MEJICHHOTO CHA TakK)Ke MCUEe3al0T MPUMEPHO B TO K€ BpeMsi, HO O4aroBble
MEKIIPUCTYIIHBIEC CIIAHKU MOTYT COXPAHSThCS. YIIydllIeHUE peueBoi AUCHYHKIUH,
YMCTBEHHON OTCTaJIOCTH W MCUXUATPUUECKUX PACCTPOMCTB OOBIYHO MPOUCXOJMUT,
HO OHO M3MEHYMBO U WHJUBUAYAJIbHO. BOJIBIIMHCTBO 3aTPOHYTHIX JETEW HUKOTIA
HE BO3BPAIIAIOTCA K HOPMAJIbHBIM YPOBHSIM, OCOOEHHO B BepOaibHON 00acTH U
BHUMaHUU [22, 23]. DnuienTU4YeCKWe MNPUNAIKM MOTYT IOJJIaBaThCs WM HE
MOJIJIaBaThCs JICUCHUIO PA3NMUYHBIMU TIpernapaTtaMu, BKIIIOYass OEH30Ma3eTHHBI,
BaJILIIPOAT, 3TOCYKCUMHUJ, kKapOamazenuH u ¢enutouH. HecmoTpss Ha TO, 4TO
MPUMNAJAKH MOTYT ObITh pedpakTepHbl K TEepanmuu B TEUCHUE MECSIICB WUIIU JIET,
JIOJITOCPOYHBIN MPOTHO3 DMUIICTICUU OJAroNpHusiTeH ¢ MCYE3HOBEHUEM IPHUIIAJKOB
Bo Bcex caydasx. CooOmanoch, 4YTO TOJbKO  OCH30JMAa3CNHUHBI U
aApEHOKOPTUKOTPOITHBIA TOPMOH MOAABIISAIOT 3JIEKTPUUECKUM CTATyC U, BO3MOKHO,
yIy4dmarwT pedeByr0 ¢yHkiuoo. OIHAKO MOJOKUTEIbHbIE 3(P(EKTHl YacTo
ABJISIFOTCS BpEMEHHBIMU [23]. B OTIENBbHBIX CllydasX XpPOHUYECKOE MEPOPAITBHOE
JedeHue kiaoba3zaMoM, JiopazernamMoM M KJIOHA3emaMoOM B COYETaHUU C JAPYTrUMU
MPOTUBOAIUJICITUYECKUMHU TpenapaTaMu, OOBIYHO BaJbIIPOATOM, IO-BHAMUMOMY,
uMeno nnuTenbHbld 3 dext. Takxke coobuianock 00 3PHEKTUBHOCTH KOPOTKUX
UKJIOB (OT 3 10 4 Helenb) OTHOCUTENIBHO BBICOKMX 1103 auazenama (0,5 Mr/kr)
MOCJIe PEKTALHOTO Ooitoca nuasenama B no3e | mr/kr. B Hacrosiee Bpems
KOMOMHUPOBAaHHOE TMPUMEHEHHE OCEH30JMAa3eNMHOB W BajblIpoaTa CUYUTACTCS
METO/JIOM BBIOOpa mpu 3TOM coctossHuu. C JApyroil CTOPOHBI, CleayeT u30erathb
nositepanuu. [longpoOHas orieHKa MPOTUBOSUIIENITHIECKUX CXEM y 88 MarMeHToB
MPOJIEMOHCTPUPOBAJIA, YTO COKPAIIECHHE MOJUTEPANUH COBHAIO C YIYyYIICHUEM

cuHapoMa. Takke ObIIO BRICKa3aHO TIPETIOIOKEHUE, UTO MEeperpy3Ka mpenaparamu
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U HEKOTOpbIE JIeKapcTBa (Hampumep, kapOaMa3emuH) MOTYT HUrpaTh poJib B
MOJJIEP>KaHUM HETPEPHIBHBIX CHNAWKOB U BOJH BO BpeMsl MEIJIEHHOro cHa. B
ClIydasiX AJIEKTPUYECKOTO SMUJIENTHYECKOr0 CTaTryca BO BpPEMSl CHA C TSDKEJbIM
HapyLIEHUEM pedH ObLIO MOJIYYEHO MPOrPECCUBHOE U JIOJTOCPOYHOE YIIyUIICHHUE
pedeBoil GyHKIMU ¢ TPUMEHEHUEM XUPYPIHUYECKOW MPOIEAYphl MHOXKECTBEHHBIX
CyOIuanbHBIX pacceYeHH 001acTu (POKAIBHBIX SMUICITUYECKUX pa3psiios [17].
[IpuoOperennas snuentuyeckas adasusi OOBIYHO PA3BUBAETCS Y 3I0POBBIX
JeTel, KOTOPbIE OCTPO WJIM MOCTENEHHO TEPSIIOT CIIOCOOHOCTh K PELENTHUBHOW U
DKCIIPECCUBHOM pEYU, YTO COBIAJACT C TOSBICHUEM IMAPOKCHU3MAIbHBIX
anexTposHiedanorpadpuuecknx (3317) nzmenennii [22]. B GonbmnHCTBE CiTydaes,
OMKCAaHHBIX MOJAPOOHO, YETKO HOPMAJbHBIM MEPHOJ MOTOPHOTO U SI3BIKOBOTO
Pa3BUTHS HACTYNAET JI0 MOSABJICHHUS] CUMIITOMOB MPUOOPETEHHON 3MHUIENTHYECKOM
adazun. OgHako 3a nociueaHue 2-3 1ecATUIETUS HECKOJIBKO 3apEruCTPUPOBAHHBIX
ciy4aeB  ObUIO  TPYAHO  KJacCU(UUUPOBATh,  IMOCKOJIBKY  CHUMITOMBI,
MPOSIBISIIONINECS Y MAllMEHTOB, O-BUJUMOMY, UMEIOT BapUAHTHI IIEPBOHAYAIBHO
OMMCaHHbIX. B oOgHOM cioydyae BMECTO PEUENTHBHONM peyd yXYIIIUJIACh
DKCIIPECCUBHASL Pe€Yb, TOTJAa Kak B JPYroM cilydae 3a KOPOTKHM IE€PHOJIOM
HOPMAaJIbHOI'O PAa3BUTHUS peuH (OTIEIbHBIE CIIOBA) MOCIEI0BAIa PETPECCUS PEUU C
aHoMajbHbIMU pe3ynbratamMu OO0, IIpuobpereHHyr0 3nuienTHYECKy0 adazuio
HeoOxoaumo nuddepeHIpoBaTh OT ayTU3Ma ¢ MUHUMAJIBHON perpeccuer peuu,
OCOOCHHO KOTJa OHa CBsi3aHA C HM30JMPOBaHHBIMU aHOManusMmu IOI'. MHorue
COBPEMEHHbIE UCCJIEeI0BaTENN KJIACCU(PHUIIMPYIOT pUOOPETEHHYIO
AMUIENTHYECKYIO apa3nio KaK YaCTh CUHAPOMA DIIEKTPHUUECKOTO SMUIENTUYECKOTO
cratyca cHa (ESES) [25]. ¥V nopaxennsix aeteit ada3us OOBIYHO MOSIBIAETCS B
Bo3pacte 4—7 uner, W HaOmomaerca HeOoJbIIoe MpeodiiajaHue MYKUYUH
(cooTHOILIEHHE MYXYMH M >KeHIuH 1,7 : 1). OnHako Hayajao CUMITOMOB OBLIO
OMMCAHO Y NAlIMEHTOB B BO3pacTe OT 18 mecslieB ¥ y NallueHTOB B Bo3pacte 13 jer.
OT0  00CYXJEHHE  UCKIIOYAaeT  BpPOXKICHHbIE ClIy4al C  TUIUYHBIMU
anekTpodHIedanorpapuueckumu (331°) maTrTepHaMH W HE3HAYMTEIBHBIM HIIH
OTCYTCTBYIOLIMM PAa3BUTHUEM pEUM; B TAKUX CIIy4asX TOYHBIM BO3pacT Hayajia
3a00JIeBaHUsl HUKOTJ]a HE MOKET ObITh omnpeseneH. Jloarocpounble ncciae10BaHus
pe3yNbTaTOB y TMAIMEHTOB C MPUOOPETEHHON SNuiienTU4YecKoil adaszuent
OTpaHUYEHBl OTCYTCTBHEM €IMHOOOpa3usi B IMAarHOCTUYECKUX KpuTepusx. OKoio
MOJIOBUHBI MALIMEHTOB UMEIOT HEKOTOPbIE KoJieOaHus adpa3uu, U KojieOaHus OOBIYHO
IIPOUCXOMST B TEUEHUE HECKOJIBKUX MecsaleB. MHorna adgasus MoxeT yxyamaThes
B TeueHHe 7 JeT mocie Hayaina 3aboneBaHus [19]. Jleuenue npuoOpereHHON
ANWIENTHYECKON ada3uu Janeko OT CTaHJApTHOIO, U MHOTHME TEpareBTHYECKHE
METOAbl ObUIM  HMCHpoOOBaHBI ¢ mepeMeHHbIM ycrnexoM. Cpean  HHX
MPOTUBOCYAOPOKHbIE npenaparsl, KOPTHUKOCTEPOU/IBI (Hanpumep,
aapeHokopTuKoTponHblii TopMoH (AKTI)), keTorenHass auera U XUPypruueckoe
BMEIIIATEJILCTBO C MHOXECTBEHHBIMU cyoOmuanbHbiMu TpaHccekusimu (MCT).
brokarop KaJblMEBBIX KaHAJIOB HUKAPAUIWH WCIOIB30BAJICA TIPH JICYCHUU
npuoOpeTeHHoM HnwienTtrudecko adasuu. B mnepBonauambHOM oOTYeTe O 4
MalKueHTax, KOTOpblE MPEANojaraid HCHOJIb30BAaHWE HUKApAUIIMHA IS

MPUOOPETECHHON SMUTIENTUYECKON ada3nu, HUKAPAUIMH JTaBAJICS B COYETAHUU C
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MIPOTUBOCYAOPOKHBIMU TIpernaparamMu (KapOamasenuH, BalbIIPOEBasi KUCIOTA) U
KopTukoctepougamu (3 u3 4 cnydaeB). OJIHaKO MpeKpallleHue IMpuema
HUKApJIUINUHA OBUIO CBS3aHO C OCTPBIM yXYIIIeHHMEM peud. Jlo3a HUKapaunuHa
coctraBisuia 1 mr/kr/aens i 60 Mr/neHs st KpYNHBIX MalrdeHToB. Heckonbko
OTYETOB O CIIy4asX MPOJAEMOHCTPUPOBAIIM, YTO BHYTPUBEHHBIA ramMMa-TrIo0yJIuH
MOKET OBITh TMOJIE3EH NP MPUOOPETEHHOM SMUIeNnTHYEeCKOW adaszuu, HO MOTYT
noTpedoBaThCs MOBTOpPHBIE 703kl [20]. MHorue OOBIYHO HCHOJB3YyEeMbIE
MPOTUBOCYAOPOXKHBIE CpencTBa, JG(EKTUBHBIE TMPOTHUB MaPIHAIBHBIX WU
TCHEPAIM30BAaHHBIX  NPHUMAAKOB,  HCIOJIB30BAIMCH TNPU  IPHOOPETCHHOU
MHIIENTHYEeCKON ada3un ¢ nepeMeHHbIM ycriexoMm. denobapoOuran, kapbamasenuH
¥ GEeHUTOUH 4acTo Hed((DEKTUBHBI JJI1 OCTAHOBKH 3JIEKTPOdHIIEPanorpaduaecKux
(B3T) pa3psoB, a adaszust MOKET YXYAIMIUTh ANEKTPOrpaPUIECKyI0 aKTUBHOCTD.

BeiBoabI. OnimienTuuecKue 3HIePanonaTid — 3TO TSHKEIble pacCcTpocTBa
rOJJOBHOTO  MO3ra  paHHEro  Bo3pacTa, KoTopble  mposiisitores (1)
ANEKTPOrpaPuUecKol MmapoKCU3MaibHOM aKTUBHOCTRIO DI, KoTopas dacto
arpeccuBHa, (2) cymoporaMu, KOTOpble OOBIYHO MHOTO(DOPMHBI M TPYJIHO
MOAJA0TCS JICUCHUIO, (3) KOTHUTUBHBIMH, TOBEJCHYECKUMU U HEBPOJIOTUUECKUMHU
nedunuTaMu, KOTOpbIe MOTYT OBITh HEYMOJIUMBIMU, U (4) UHOT/1a pAaHHEH CMEPTHIO.
KoHuenuus «3nuiienTuYeckux dSHileanonaTuii» OCHOBaHA Ha MPEJIOJIOKEHUH,
YTO arpeccuBHasi UKTajdbHas (CyIOPOTH) U dJEKTpUYecKas (deKTporpapudeckas)
AIUJICTITOTeHHAsT aKTUBHOCTH BO BPEMs CO3PEBAHMSI MO3ra SIBISETCS OCHOBHBIM
MPUYUHHBIM (dhaxTopom MIPOTPECCUPYIOIIETO KOTHUTUBHOTO U
HEHPOIICUXOJIOTMYECKOr0 yXyAIIeHHUs Wiu perpecca. HampoTtus, sta mnaryOHas
ANUJIENTHYECKAs: aKTUBHOCTH SIBJIAECTCA CIEUU(PUUECKON BO3PAaCTHOM peakiueit
MO3ra Ha Ype3MEPHYIO BO30OYAMMOCTh HEOKOPTEKCA HAa PA3IMYHbIE MATOJIOTUYECKUE
COCTOSIHUSI, KOTOPHIE SBJISIOTCS 04aroBbIMU WU TU(PGY3HBIMU, CHMIITOMATHYECKOMN
WM WUANONATUYECKOM NPUYMHBIL. OTa BO3pacTHas »SIWICNTOINEHHAs peakius
CBOMCTBEHHA HE3PEIOMY MO3TY M 3HAYUTEIbHO BAapbUPYETCS B COOTBETCTBUU CO
CTaJIMeH 3peI0CTH MO3Ta B TO BpeMsl, Koraa 3To mpoucxoaut. Takum odpazom, DI
JEMOHCTPUPYET B TMEPBYK OuYEpe/lb MATTEPHbI IOJABJICHUS BCIHBIIIEK B
HEOHATAJIbHOM TEPUOJE, THUICAPUTMHUIO B MIJIQJCHYECTBE M  MEIJICHHbIC
reHepain30BaHHbIe craik-BosHOBbIE paspsaasl (I'CBP) B pannem npetrctBe. C
BO3pPACTOM MPUCTYTIBI U JIEKTpOrpauuecKue SMUIENTOreHHbIE MTPU3HAKH MOTYT
MEePEeXOAUTh OT OJIHOM K APYrod BO3pPACTHOM CTaIUHM, TO €CTh OT IMOJABJICHUSA
BCHBIIIEK K TUNCAapUTMUM, a 3ateM K memieHHou ['CBP. Bce smmientuueckune
sHIE(daTONaTU UMEIOT TEHACHIMIO K OCJIa0JeHUI0, MPEKPALIECHUIO WIH JaKe
NpEeKpalieHuI0 B  MOJPOCTKOBOM  BO3pacTte, HO 4YacTO C  CEPbE3HBIMU
HEUPOKOTHUTUBHBIMHU OCTaTKAMH.
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