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PE3IOME

HOpOKI/I pa3BuTHA TOAOBHOTO MO3ra ABAAIOTCA OAHOI7[ M3 YaCThIX MPUYMH BO3SHMKHOBEHMUA IMUAENCUM B AET-
CKOM BO3pacre. y MagMEeHTOB C MOPOKAMY PA3BUTHA I'OAOBHOTO MO3ra MMUACIICUA AMATHOCTUPYETCA B 75—80%
CAy4aes.

Anccannedarns npeacraBaser co60i KOPTHKAABHYIO MaAb(hOPMALMIO, KOTOPAS PA3BMBAETCS B Pe3yAbTaTe
rA0GaABHBIX HAPYIIEHMI HEMPOHAABHO-TAMAABHONM Murpaumyu. B KadecTBe BEpOATHON ee MPMUMHBI paccMa-
TPUBAETCA YXYALIEHME (TPAHCIOPTHON» GYHKIMM CHennduyecKux acTPOLMTOB M PaAMaAbHBIX IAMAABHBIX
BOAOKOH, YYaCTBYIOLMX B MUIPALyy 3aPOABIIEBIX KAeTOK. OTCYTCTBME M3BMANH B 3peAOM MO3re (armpusi)
ABASIETCS MOPOAOTHYECKUM CYOCTPATOM NOAHON AMCCIHIEDAANH, HAANIME AMIIb EAMHWYHBIX, PYAMMEHTAp-
HBIX I YTOALIEHHBIX U3BUAMH (IAXUTVMPHs) — HEMOAHON Anccannedarnn. Kannndeckne mposBrenus AnccaHie-
(arny mpeACTaBACHBI 3aAPIKKOM ICHXOMOTOPHOTO Pa3BUTHA, CIACTHYECKON TETPANAETVeN U Pe3UCTEHTHON
SMMUAETICHEN.

IJeap paGoThl — M3YYUTH M CONMOCTABUTH KAMHUKO-IAEKTPO(PU3NOAOTHIECKUE M HEHPOBM3YAAM3ALNOHHbIE
pe3yabTaThl 06CAeAOBaHMS AeTell ¢ Anccannedarueit, oneHnts 3h(EKTUBHOCTh IPOTUBOIMMAENTHIECKOIN Te-
parmmt 1 BBLABUTH YacTOTY (hapMaKOPE3UCTEHTHBIX (DOPM SMUACIICHIL

Marepuaasl u MeTopbl. [IpoaHaAu3upOBaHbl AAHHBIE AHAMHE3d, PE3YAbTATHI HEBPOAOTMYECKOTO OCMOTPA,
CEMMOTHKA SMMAENTHYECKUX IPUCTYIOB, AAHHBIE HEVPOBU3YAAM3ALMOHHBIX M IAEKTPOPU3NOAOTHIECKHUX WC-
caepoBanmil 22 manueHTOB C AMCCIHLedaaer, KOTOPble MPOXOAMAM OOCAEAOBAHME Y AeYeHHE B OTAEAEHMUM
ncuxoneBporormu Caukt-IleTep6ypreckoro rocyAapCTBEHHONO NEAMATPUIECKOTO MEANIIMHCKOTO YHUBEPCUTETA
B 2012-2015 rr.

Pesyabrarel. [Ipu HelipoBU3yaAU3AUMOHHOM O6CAEAOBAHM B PABHOJ CTENEHM BBIABAEHBI IAXUTMPUS M ATH-
pust, C IpeMMYIEeCTBEHHOI A0KaANu3aryeil Maab(opmaryi B A0GHBIX OTAeAAX TOAOBHOTO MO3ra. B moaasasio-
1eM GOABLIMHCTBE CAYYAEB IPU KAMHMIECKOM OOCAEAOBAHMI BBIIBACHO HAAMYME MOTOPHOTO AeuIMTA, KOT-
HUTHBHBIX ¥ TIOBEAEHYECKHX HAPYWeHN. AeOIOT SMMAENTHYECKIUX IPUCTYIIOB AOCTOBEPHO Yallle HAOAIAAACS B
Bo3pacTe A0 6 Mec. Jame oTMe4aANCh MMACNTHYECKHUE CIa3Mbl M (POKAABHBIE IMUACITHYECKIE IPUCTYIIBI KAK
CO BTOPUYHOI TeHepaAu3anyueil, Tak u Ge3 Hee. Koppeasiumst HelpOBU3YaAUSALMOHHBIX M 3AEKTPOIHIEDAAO-
rpapuyecKux AQHHBIX OTMEYaAach y MOAOBHHBI 06CAEAOBAHHBIX AeTell.

BriBoabl. B Tepammyu smmaentideckux mPUCTYNOB Y MANMEHTOB NPEOOAAAAAN IPENAPaThl BAABLIPOEBOIN KIC-
AOTBL. Pe3yAbTaThl MPOBEAEHHOTO MCCAGAOBAHMA CBMAETEABCTBYIOT O TOM, YTO OAHOV M3 4ACTBIX MIPUYKMH

P4 Kacymo8 Byzap Paypobuu, e-mail: vugar24@mail.ru.
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TAKEABIX (POPM SMUAENCHY ABAAIOTCA MOPOKM Pa3BUTUA TOAOBHOTO MO3Ta, MO3TOMY MX PaHHAS AMarHOCTVKA,
aAeKBaTHOE KOHCEPBATMBHOE VM XMPYPIUYECKOE A€YeHNMe CHOCOGCTBYIOT CHVIKEHMIO YacTOTH (hOPMMPOBAHMUS
(apMarope3UCTEHTHOCTH IMUAENICHI Y UHBAAUAM3ALMK GOABHBIX.

KaroueBbie caoBa: MUAENCHUA, TOPOKYU PA3BUTHUA TOAOBHOTO MO3ra, AI/ICCSHIIe(ba/\MH, CUMIOTOMATNYECKAA

MMACTICHA.
BBEAEHUE
Onmaencus — OAHA M3 BaKHENWNMX MPOGAEM

ICUXMATPUY, HEBpPOAOTMYU U Helpoxupyprum [1-4].
BeiiBaenne atmorormyeckoro aktopa IMMAENTH-
9eCKMX IPUCTYNOB fABAAETCA OAHOM M3 OCHOBHBIX
3apay B paGoTe KAMHMIMCTOB, MOCKOABKY 9acTO
onpeAeAsfeT HPOTHO3 ¥ TAKTUKY A€YeHMA AeTeil C
CUMIITOMATHYeCKON anmaencueit [1-3, 5-7].

BoamoskHOCTM  COBpeMeHHOW  HelpOBU3YyaAU-
3amyu U 9AeKTPOdM3NOAOTMYECKMX METOAOB AMa-
THOCTMKM [O3BOASIOT ONPEAEAUTh POAb IIOPOKOB
TOAOBHOTO MO3ra B 3THONATOTEHE3e 3MUAENCUM U
nporuose 3a6oaresanus [3, 7, 8—11]. HanGoree nu-
(opMaTUBHBIM METOAOM B AMATHOCTMKE CTPYKTYP-
HBIX M3MEHEHMI ABASETCA MAarHUTHO-PEe30HAHCHAHA
tomorpapusa (MPT), mnosBoasiomas mnpuIEABHO
U3Y4INTh COOTHOUIEHME CEPOrO M GEAOTO BellecTBa
TOAOBHOTO MO3ra, a TaKJKe UCKAIYUTh HOBOOGPa30-
BaHua u tpasmsl [1, 2, 12, 13].

Dumaencus, MHTEAAEKTYaAbHbBIN, KOTHUTUBHBIN,
IDOBEACHYECKMI ¥ HEBPOAOTMYECKMI AeUIUT AB-
AAIOTCA OCHOBHBIMM KAMHMYECKUMMU HpOHBAeHI/IH-
MM PasHOOOPA3HBIX IOPOKOB TOAOBHOTO MO3ra.
ITo pe3yapTaTaM HEKOTOPBIX IMUAEMUOAOTMYECKUX
MCCAEAOBaHN} OTAEABHBIX HO30AOTMYECKUX (HOpM
KOPTMKAABHBIX MaAbdOpMaIuil U3BECTHO, 4TO OHM
ABASIIOTCSL  9TMOAOTMYeCKUMU dakTopamu B 37,6%
Bcex cay4aes anmaencun [7, 10, 13, 14]. Pesucrent-
HOCTb K aHTUINUAENTHIECKOIN Tepanuy Ipyu HaAUUUK

40
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BBIIBAGHHOTO IIOPOKa T'OAOBHOTO MO3Ta MOJKET CAY-
SKUTh NOKa3aHMeM K XMpypruieckomy Aedenmo. Ilo
AaHHBIM 3apyOesKHBIX aBTOPOB, CPEAN MALUEHTOB C
pedpakTepHBIMM INMAENCHAMM, HOABEPTIINMXCA XM-
pypruyeckomy aedennto, y 30—75% aereit paHHero
BO3pacTa HpUINHON (PapMaKOPe3UCTEHTHOCTH OKa-
3aAKCh TOPOKM TOAOBHOTO Mo3ra [1, 2, 15-19].
Lleap mccrepOBaHMA: M3YUUTh M COIOCTaBUTh
KAMHUKO-3AEKTPO(]HU3NOAOTHIeCKME U HeHpPOBU3Y-
aAM3alMOHHbIE Pe3YAbTAaThl OOCAEAOBAHMA AeTeit
c Amccannedaaneit, oneHnTs 3PEPEKTUBHOCTD NPO-
TUBOIMMACITHIECKON Tepamuy ¥ BBIABUTH 4aCTOTY
(hapMaKOpe3UCTeHTHBIX (POPM SMUACICHNL.

MATEPUA/IbI U METOADbI

O6caepoBanbl 22 peGeHka ¢ AnccaHnedaruen
(AD), y 20 (91%) aumarHocTMpOBaHA IMUAENCUS.
V Bcex AerTeil u3ydYeH aHaMHE3, NPOBEAEH HEBPO-
AOTMYECKUIT OCMOTp, BBIIOAHEHBI HENPOBUIYAAU-
3aIMOHHbIE ¥ IAEKTPODU3NOAOTHYECKME UCCAEAO-
BaHMA.

PE3Y/IbTATbl U OBCYXKAEHUE

B nccaepoBanum npuHAAM yyactue 15 Maap4mMroOB
(68%), cemb aeBouer (32%). Aauubie 0 maumeHTtax
B MCCAEAyeMOit rpynme (oA, Bo3pacT Aebrora amm-
AENITUIECKNX IPUCTYIIOB) TPOAEMOHCTPUPOBAHBI HA
puc. 1.

> 7 Mansumiu

7 mec—1 rop 1rop—6 aer 7 aer—14 aer

Puc. 1. Pacnpeaeserne nanqueHTOB MO MOAY U BO3PACTy Ae6IOTa SMMAENTHYECKUX TPUCTYNOB (1 = 22), %

Fig. 1. Distribution of patients by sex and onset age of epileptic seizures (n = 22), %
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AeGroT anMAenTMYIECKMX TPUCTYIOB MAKCUMAAb-
HO IIPeACTaBAEH B BO3PACTHOM IEPUOAE OT POSKAE-
HMUA AO 6 MeC y BOCBMM MaAbYMKOB M TPeX A€BOYEK
(50%). C 7 mec a0 1 ropa snmAenTnIecKme mpuUCTYIIbI
3aperucTpUpPOBaHbl Y TpeX MAAbYMKOB ¥ OAHOM Ae-
Boukn (18%). B mepmoae ¢ 1 ropa a0 6 aer — y
ABYX MaAb4MKOB M ABYX AeBouek (18%). C 7 aer a0
14 — y opnoro maabunka (5%). V oAHOrO MaArb4mka
" OAHOU AeBOYKM (9%) anmMAenTUIeCKUX MPUCTYTIOB
He 0TMe4aroch. AeOOT IMUAENTHIECKUX PUCTYIOB

y AeTeit ¢ AuccaHnedaineil MaKCMMaAbHO OTMeYai-
Cs B BO3PACTHOM IepUOAe C poskAeHMs Ao 1 ropa —
15 nanuentos (68%).

Bcem paeram mpoBoamamcy MPT
ro MO3ra ¥ 3AeKTpo3Hedarorpadus
(raba. 1).

B rta6a. 1 mpeacTaBAeHBI CBEAEHMS O BBIABAEH-
HBIX CTPYKTYPHBIX M3MEHEHVAX TOAOBHOTO MO3Tra U
CEMMOTHKE AMUAENTHIECKUX IPUCTYIOB ¥ 06CAEAO-
BAHHBIX AeTeit.

TOAOBHO-

(93T)

Ta6aumga 1

Aaunsie MPT roaoBHoro mosra, 99T uccarepOBaHMS, CEMUOTHKA MUAENITUIECKUX IPUCTYIIOBY AETEN C AMCCIHLedaruein

KoanygectBo O6AacTh CTPYKTYPHOTO MOPasKEHUA Usmenenns ta DOT Buta nprcTymo
MalMEeHTOB TOAOBHOTO MO3ra
TTaxurupus: Anddysubie nsmenenns 6nosrextpu- | OII, QCBT - 2
AoGuas — 3 9eCKOI aKTUBHOCTU FOAOBHOTO 2C -2
Bucounas — 1 moazra — 21 MA -1
11 3arsirouHasg — 2 3aaepsrka cO3peBaHMA BO3PACTHOTO BIT - 2
Ao6ro-Temennas — 1 purma — 9
AoGuas, TemeHHas, 3aThIAOYHAA — 2 Coueranne AndGYy3HBIX M 04aroBbIX
Aob6uas, remennas,Buco4ynas — 2 n3menenun — 16
Auddysnaa arupus — 3 Pernonaapnas anmaentudopmHasd ®CBI' - 1
aKTUBHOCTH — 16 9C -3
3 lenepaan3oBanHas snmaenTudopmHas MA -1
AKTMBHOCTb (B TOM YMCAE THICAPUT- I -1
mus) — 6 (9) A-1
AokanbHas armpus: DnurentudopmMHas aKTUBHOCTD He ®OCBT - 4
AoGuas — 2 3apeructpuposana — 3 3C — 4
6 Ao6Ho-Temennas — 1 MA -1
Temenno-3arpirounas — 1
AeBas roGHasA, TeMeHHas, 3aThIAOYHAA — 1
IlpaBas roGHas1, TeMeHHast, 3aThIAOYHAA — 1
Arvpus, Daxurnpus: ®I1, ®CBT - 2
IIpaBas A0GHAs, TeMeHHAs, 3aTIAOYHAST — 2 9C -2
2
TII - 2
A-1
Maxurupna — 11 11,
Arvpus — 9 ®CBI - 9
Arupust, naxurupus — 2 2C - 11
Bcero MA -3
I -3
A-2
BII - 2

Hpumeuanne QI - doxkarsusie npuctyns;; OCBI' — dokrarsHble ¢ BTOpMuHOI TreHeparusanueit npuctynss; 9C — ammaentu-
geckue cnasmbl; MA — mmokaonudecku-acratnyeckue npucryns; I'Tl — renepasusosanusie npucrynsl; A — aGcancs; BII — Ges

IPUCTYIOB.

IMaxurupusa amarsoctupoBara y 11 mammeHTOB
(50%) ¢ HanbGoaee wacToit AOKaAM3anMelt B AOGHO
obractu (n = 8; 73%). V manueHTOB C maxurupu-
eif B paBHOM CTeNmeHM HAOAIOAAAUCH IMMAENTHIE-
ckue cmasmel (18%), dokarbHble U (DOKaAbHBIE C
BTOpPUYHO reHepaim3anmeit npucrynsl (18%). V
ABYX NaIjeHTOB C Maxurupueil 3a mepuop HabAo-
A€HMA SMUAENTHIECKME NPUCTYNBI HE 3aPeTUCTPH-
pOBaHbL.

Arupus BbiaBreHa y AeBsatu Aeteit (41%), B co-
geTaHuy ¢ naxurupueint — y AByx (9%). V nayuen-

TOB C arupueii dame HaGAIOAAANCH IMUACNITHIECKIUE
cnasmel (n = 9; 82%), pokarbHble U (HOKAABHBIE C
BTOPMYHON TeHepaAnsaiyeit npuctynst (n = 7; 64%).
V naru nmanmeHTOB 3apMKCUPOBAHO COYETAHME pas-
AVYHBIX THUIOB 3MUAENTHIECKUX NPUCTYIOB.

Xapakrepuctura namenernit Ha O y 60AbHBIX
C AMUAENTUIECKUMY TapOKCHU3Mamu 60Aee TOAPOGHO
npeacraBaera B TabA. 2. COOTBETCTBME M3MEHEHMI
Ha D3I u AoKaAM3aLuy BHIABAEHHBIX MOpdoAOTHYe-
CKMX M3MEHEeHMI B I'PyIIe AeTell ¢ AuccaHnedarnen
cocraBaseT 45 %.
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Ta6aumga 2

Xapaxrep usmeHenuit Ha DOT B rpynme Aereit ¢ AuccaHnedarueit M dNUAeNCHen

0Af OoT o6uiero AnaTtomo-9aerTpoHIEdar0-
Koa-Bo A Hf Aoxkaanzauns ogara, posuued
M3amenenna Ha DOT . 4MucAa AeTelt C rpadudeckas KOppeAdanus,
Aereit S o KOA-BO GOABHBIX o
anmaencueit, % KOA-BO GOABHBIX (70)
T'enepaansoBanHas anmaenTudOpMHas B B
aKTMBHOCTb (B TOM umcae runcaputmusi) | 6 (5) 30
PernonanbHas /pernonasbHas c AoGuas, 3
BTOPUYHOV TeHEPAAU3ALUEN INUAEITH- Bucounas, 4
(opmMHaA aKTMBHOCTb Ao6uo-Bucounas /
TeMeHHas, 4
MyabTudoxrarpnas
14 70 (Tpn u Goaee ouaros), 3 9 ()
Bcero aeteit ¢ anmaencuenn 20 10 (45)
Bcero aeteit B rpymme 22

Pacnpeaenenne mo Tumam 3nMAENTHYECKUX IPH-
CTYIOB B TpyIIe AeTell C AMCCIHIedarneinr Mpea-
CTaBAGHO Ha puc. 2.

Maapunkn
B

e
¥ o

o +

K TeHepaaudanuen

CIa3Mbl
®DokarbHbIE

]
\
aJ
=3
Bes mpucrynos .

IIpocTeie doxrarbHbIe
ChroaHble pOKaAbHBIE
TenepaansoBaHHble
IPUCTYIIBI
MunorAOHMIECK M-
acTaTmyeckue
DumaentTuyeckKue

A6canch

Puc. 2. KanHndueckue npOSABAEHMS SOMAENCUM Y AeTel
¢ AnccaHnedarnen
Fig. 2. Clinical manifestations of epilepsy in children with
lissencephaly

IIpoanaausmpoBaHbl 4aCcTOTa ¥ CEMMOTMKA IIN-
AENTHYEeCKUX HIPUCTYIOB Y HAIMEHTOB C AMCCIHIle-
daaneit (n = 22). CraTucTudecky 3HAYMMO yalle Ha-
6A0AaAKCh ammAenTudeckue crnasmbl (30%, p < 0,01)
U (pokarpHblE C BTOPUYHON TeHepaiu3aLmenn MAK
6e3 BTOPMYHON TeHepaAmdayuu npuctymsl (v = 9;
41%). Pesxe — renepaanzosanusie TKC (n = 3; 14%),
a6cancel (n = 2; 9%). V 10 aereit (46%) oTrmedarocsh
coveTaHye PAa3AMYHBIX INMAENNYECKUX MPICTYIOB.
V aAByx manyeHToB (9%) anmaentudeckue OPUCTYIIBI
He 3aMKCUPOBAHBI.

B 1aba. 3 mpeacTaBaeHa XapakTepUCTHKA HEBPO-
AOTMYECKOTO CTaTyca AeTeil C AUCCIHIedarneit.

V 20 nanuentos (91%) BbIsBAEHBI OTKAOHEHMS B
HEBPOAOTMYECKOM cTaTyce. TssKeable ABUIaTeAbHbIE
HapymeHus ¢ (QOpPMMPOBAHMEM [ape30B, Hapylle-
HMEeM MHHepBaiyu OyAbOApHON TPYNIbI YePEemHbIX

HepBOoB — y 12 MaApumMKOB ¥ na™u AeBouek (77%).
MbimeyHas IMOOTOHUA — Y ABYX MAAbYMKOB U OA-
Hott AeBouky (14%). [TopaskeHune srRCTpanupaMuAHON
CUCTEMBbl B BUAE TI'MIEPKMHE30B, aTakKCUM — Y ABYX
MaAbuMKOB U mATH AeBodek (32%). V 20 aereir pan-
HOJ TPYIIBl OTMEYaAUCh MHTEAAEKTYaAbHO-MHECTH-
YecKye HapyuleHns pasHoit cremennu Tsxectn (91%).

Ta6anmmga 3

Pe3yAbTaThl KAMHMYECKOIO 06CAEAOBaHMS AeTeit
c AuccaHuedaruen (n = 22)

Oco6eHHOCTY HEBPOAOTHIECKOTO
Manpunku | AeBouxn

craryca

ABurateabHble HapyLIEHNs, TAPE3b 12 5
Arakcus, runepruHe3bI 2 5
MbImeyHas TMIIOTOHUA 1

Crurmbl An3amM6puorenesa

3IIMPP, xorauTuBHbBIE HapyLIEHNA 14

Bes ocobennocreii 1 1

IIpumewuasnne 3IIMPP — 3apepskka ICMXOMOTOPHOTO 1
pedeBOro pa3BUTHA.

AnTysnMAenTHMYeCKMe IpemapaTsl MCIOAbB30Ba-
AUCh B Tepammuy IIMACNCUM Y A€Teil C AMCCIHIe-
danmelt B MOHOTepamuy ¥ IOAUTEPANNM B CPeA-
HeTepameBTUIECKUX AO3UPOBKAX, C Y4IETOM MUX
MHAMBUAYAABHOM IIepEeHOCUMMOCTH U 3(PQeKTUBHO-
ctu. YacToTa mpuMeHeHMA MPOTUBOIMUAEITUIECKUX
npenapaToB IpeACTaBA€HA HA puc. 3.

Bce 20 manueHTOB ¢ anmAencueit mOAy49aAu BaAb-
npoatsl (100%). Tommpamar mcmoap3oBarcs B Ae-
geHun y wmecty nanuentos (30%), Burabatpun — y
watn (25%), AeBeTupameram, NIpoOu3BOAHbIE KapOOK-
camupa u AKTT — y gersipex (20%), 6enzoanaze-
mnebl v eHobap6urar — y tpex (15%). Bersonan
HasHayeH opHomy manyenty (5%). Asa mamuenra c
Anccannedarnert aHTUINUACITHYECKYIO TePANNIO He
IIOAYYaAM B CBA3M C OTCYTCTBUMEM IIMAENTUIECKUX
IPUCTYIOB M NATOAOTMYECKUX M3MeHeHuit Ha DOT.
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Puc. 3. HYacrora npumeHeHuss aHTUINUAENTUIECKNX TIpe-
NapaToB B A€YEHMM IMUAENCUMY AeTeil ¢ AMCCIHLeda-
Anen
Fig. 3. The frequency of antiepileptic drug administration
when treating epilepsy in children with lissencephaly

ITpn aHaam3e pe3yAbTATOB A€UYCHUA IMMUACICUM Y
Aereit ¢ AD (n = 20) BbIABAGHBI CAeAyIOlIVe NOKa-
3aTeAM: PEMUCCHA NPUCTYIOB HaGAIOAAAACH Y ABYX
(10%) aereit, ypeskenne mpucrynos — y 10 (50%),
oTcyTCcTBME 3(perTa OT MPOBOAMMON Tepamuyu — y
AByx (10%), TpaHcdopmanus CyAOpor — y WeCTH
(30%). Horoskurerpnas amHamuka Ha III 3apern-
crpupoBana y AByx (10%) manmentos. Vxyamenue
AGO OTCYTCTBME MOAOKUTEABHBIX IAEKTPOIHIeda-
rorpacpuuecknx nuamenenmit — y 18 (90%). V aByx
MAIeHTOB C ANUCC3HIedaAneil 3SMUAENTHIECKHUE
npucTynsl He 3aduxcuposaHsl, Ha OII snmaenTn-
(OpPMHOJ aKTMBHOCTY HE BBIABACHO.

3AKNIOYEHUE

V 22 pereit ¢ anccannedarneit npu HelpoBu3lya-
AM3ALVMOHHOM OGCAEAOBAHUM B PABHOV CTEIEHM BbI-
asaenbl maxurnpus (50%) n arupus (50%). Aokaan-
3anua Maabdopmanuy HabAIOAAAACD Yalie B AOGHO
obaactu (n = 12; 55%), Auddysnasn arupus BeLABAE-
Ha y Tpex nanueHtos (14%).

V gactu o6crepoBaHHbIX manuentos AD accorm-
I/IpOBaHa C MOCACACTBMAMMU T'MIIOKCUMYCCKU-NIIEMIMYIEC-
CKOTO MOpaskeHnsi roroBHOTO Moara (n = 3; 23%), ¢
areHe3ueil u (MAM) IMIONAA3MeN MO3OAMCTOTO TeAd
(m = 2; 9%), ¢ runonaasmeit MOAyWAPUI UAM dep-
B Mo3zkeuka (n = 2; 18%), BeHTpMKyAOMeraamen
(m = 6; 27%). V aByx naumentoB (9%) Auccanue-
(parna codeTarach C NOAMMUKPOTMPHEH, POKAABHOM
KOPKOBOM AMCIAA3MeNl ¥ HENMPOHAABHON KAETOYHOMN
reTepoTONNnen.

AeGIoT anMAenTHIECKUX IPUCTYIOB AOCTOBEPHO
Jamje OTMedaAcs B Bospacte Ao 6 mec (50%; p =
0,03), ycranoBAeHO TpeobAaAAHME DMUAETTHIECKUX
cnazmos (50%, p < 0,01), pokarpHBIX dMMAENTHYE-
CKMX IIPUCTYNIOB C BTOPMYHOM TeHepaAM3anuen u
6e3 Bropu4HON reHeparnsanuu (n = 9; 41%).

ITpn kAMHMYIECKOM OGCAEAOBAaHMM BBISBAEHO Ha-
Andme mMotopHoro Aedumura (n = 20; 91%), xor-
HUTMBHBIX M TOBeAeHYeCKux Hapyumenuit (n = 20;
91%). V AByX AeTeii C maxurupueit He BHLABAEHO OT-
KAOHEHMII B HEBPOAOTMYECKOM CTaTyce. Y AeTeit ¢
smmaencuent (v = 20) BbisIBAEHA HEHPOBU3YAAUIALN-
OHHO-3AeKTpO3HIedarorpaduieckas KOppeAAnns B
45% cayuaes (n = 9).

B Tepanuu snuAenTM4IeCKUX NPIUCTYIIOB Y HALMEH-
ToB ¢ AD vyame ucnoab3oBaruch Baabnpoats (100%).
Peske — Tommpamar (30%), surabarpun (25%), AKTT,
AeBeTupaieTam, npousBoAnsie kapbokcamnaa (20%),
6enszoanazennssl (15%), penobapburar (15%), Gen-
30HaA (3%). ABa maumeHTa Tepanuio He MOAYYaAM B
CBSI3M C OTCYTCTBMEM NPUCTYIIOB.

Takum o6pazom, 20 manueHTOB C CUMITOMATH-
94eCKOM JNMAENCHMeN ¥ AUCCIHIedainell Hampas-
A€HBI B KAMHNKY Ha AedeHye B CBA3YM C HaAMIMEM
PE3UCTEHTHBIX K Tepamuy JNUAENTUIECKUX LPU-
crynos. Ha ocHoBanmm aHaamsa >kar00, KAMHUKO-
aHAMHECTMYEeCKMX AAHHBIX, CEMMOTHUKY HIPUCTYIOB,
KOMIIAEKCHOTO CTalOHaPHOTO OGCAEAOBaHMSA IPO-
BeAeHA KOPPEKIMS aHTUINMAENTHIECKON Tepanmmu
coraacHo Kamumyeckum peKOMeHAALMAM IO Aede-
HUMIO 9OMAENCHM y AeTell. B mepmop Aevenms u mpu
KOHTPOABHOM o06caepoBarmyu 20 GOABHBIX C 3mM-
Aercueit HaGAIOAAAUCH TOAOSKUTEAbHbBIE PE3YABTATHI
B Buae pemuccun (n = 2; 10%), ypeskenns snurentu-
geckux npucrynos Ha Y0-75% (n = 10; 50%), noro-
SKUTEAbHON AnHamukoi Ha DOT (n = 2; 10%).

Pe3yapTaThl mpOBEACHHOTO MCCAEAOBAHMA CBUAE-
TEABCTBYIOT O TOM, YTO OAHOJ 13 YACTBIX IPUIMH THA-
SKeABIX (POPM IMMAELCUM Y AeTeil ABAAIOTCA MOPOKM
pasBUTHUA TOAOBHOTO MO3ra, B YaCTHOCTM AMCCIHIIE-
darna. Panuas HeifpoBu3yaAm3anusa M KAMHMYECKAST
Bepu@uKaLus IOPOKOB PAa3BUTUSA TOAOBHOTO MO3-
ra, CONPOBOKAAIOWNXCA TAKEAbBIMM GOpMaMy IMN-
A€ICUM VM APYTUMMM HEBPOAOTMIECKMMY HAPYLIEHUAMM
y AeTeil, CIOCOOCTBYIOT CBOEBPEMEHHOMY Ha3Hade-
HMIO aA€KBATHO MOAOOPAHHOTO NPOTMBOIMUAENTH-
YeCKOTO ¥ HENPOXUPYPIUIECKOTO A€YeHUA. DTO CHU-
JKaeT AOAI0 (dopMupoBaHMA (apMaKOpe3UCTEHTHOMN
AMUAETICHUM, VHBAAMAMIALUN AeTelt U, CAEAOBATEABHO,
COCOOCTBYET YAYUIIEHNMIO KA4eCTBa MX SKU3HM.

KOH®/IUKT UHTEPECOB

ABTOpBI ACKAAPUPYIOT OTCYTCTBUE ABHBIX U MOTEHIMAAB-
HBIX KOH(AUKTOB MHTEPECOB, CBA3AaHHBIX C MyOAMKALMeH Ha-
CTOSIIEN CTAThH.

BK/A/Z ABTOPOB

I'yzeBa B.JI. — paspaGoTka KoHuemumu u Au3aiiHa, mpo-
BepKa KPUTUIECKY BASKHOTO MHTEAAEKTYAABHOTO COAEPIKAHN,
HAJCAHME PYKONMCH CTAThbl, OKOHYATEABHOE YTBEPSKAEHME
Ars ny6avkanyy pykomucn. Oxpum VI.B. — nposeaenue npax-
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TUYECKOM YaCTy UCCAEAOBAHNUA, aHAAN3 M MHTEPIPeTalyi AaH-
HBIX, HaIMCaHye pykomucu crateu. Kacymos B.P. — nposeaenne
[IPaKTUIECKOI 4aCTH HCCAEAOBAHNM, Pa3pabOTKa KOHIEMINH 1
AM3ajifHa, MPOBEPKa KPUTHIECKH BAXKHOTO MHTEAAEKTYaAbHOTO
coaepskanui. I'ysesa O.B. — npoBeaeHne npakTuueckoi yacTu
MCCAEAOBAHMA, IPOBEPKA KPUTUIECKM BAaSKHOTO MHTEAAEKTY-
aapHOrO copepkanna. I'yzesa B.B. — mpoBepenme mpaxride-
CKOJl YacCTM MCCAEAOBaHWA, IPOBEPKA KPUTUYECKM BASKHOTO
MHTEAACKTYaABHOTO copepskanna. Makcumosa H.E. — mpose-
AEHJe TPaKTUYeCKON YaCTH MCCACAOBAHMA, NIPOBEPKA KPHUTH-
9eCKM Ba’KHOTO MHTEAAEKTYaABHOTO COAEpPIKAaHMA.

NUCTOYHUK PUHAHCUPOBAHUA

ABTopb! 3aABAAIOT 06 OTCYTCTBUM (PUHAHCUPOBAHUS LIPK
IPOBEACHUM UCCACAOBAHMA.

COOTBETCTBMUE NPUHLUHINAM 3TUKU

MccaepoBanye OAOGPEHO AOKAABHBIM 3TUYECKUM KOMU-
tetom CII6TIIMY.
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Characteristics of symptomatic epilepsy and other neurological disorders
in children with lissencephaly

Guzeva V.l., Ochrim L.V., Kasumov V.R., Guzeva 0.V., Guzeva V.V., Maksimova N.E.

Saint Petersburg State Pediatric Medical University (SPSPMU)
2, Litovskaya Str., Saint Petersburg, 194100, Russian Federation

ABSTRACT

Brain malformations are one of the most frequent causes of epilepsy in childhood. In patients with malformations
of the brain epilepsy is diagnosed in 75—80% of cases. Lissencephaly is a cortical malformation, which develops
as a result of global violations of glial-neuronal migration. The probable cause of the deterioration is considered
to be the “Transportation” function-specific astrocytes and radial glial fibers involved in the migration of germ
cells. The absence of convolutions in the mature brain — morphological substrate is agyria full lissencephaly,
the presence of only a single, rudimentary and thickened gyri (pachygyria) — incomplete lissencephaly. Clinical
manifestations lissencephaly presented delayed psycho-motor development, spastic tetraplegia and intractable
epilepsy.

Materials and methods. To examine and compare the clinical, electrophysiological and neuroimaging
results in children with symptomatic epilepsy with lissencephaly, to assess the effectiveness of antiepileptic
therapy and to identify the frequency of drug-resistant forms of epilepsy. The study involved 22 patients
with lissencephaly. In all the children studied anamnesis and neurological examinations were conducted and
neuroimaging and electrophysiological studies were performed.

Results. In neuroimaging examinations, pachygyria and agyria were equally identified. The preferential
localization pachygyria was observed in the frontal region. In most cases, clinical examination revealed the
presence of motor deficits, cognitive and behavioral disorders. The debut of seizures was observed significantly
more often in the age of six months. In general, during the observation period focal seizures with secondary
generalization like, with or without secondary generalization were more common. Neuroimaging and EEG
correlation was noted in half of the children surveyed.

Conclusions. In the treatment of epileptic seizures in patients valproate are used more often. The results of
the study suggest that one of the common causes of severe forms of epilepsy in children is malformations of
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brain development, so their early diagnosis and adequate antiepileptic therapy correlated with the prevention
pharmacoresistance, symptomatic epilepsy and disability in children.

Key words: epilepsy, malformations of brain development, lissencephaly, symptomatic epilepsy.
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