INJ

MIDKHAPOOHWUW HEBPOJIOTNIYHUN XXYPHAN

MEXXAYHAPOAHbLIA HEBPOJIOTMUYECKUW XXYPHAN

Y/[IK 616.853-053.36:616-056.5

EBTYIIEHKO C.K.

OPHI'HHAJABHBIE HCC/IEAOBAHHA
/ORIGINAL RESEARCHES/

AOHeL K HAUMOHAABHBIV MEANLMHCKUN YHUBEpPCUTET M. M. [OpbKOro

PA3PYLLUUTEAbHBIE U TPY AHOKYPABEAbHBIE ®OPMbI
SMUAENCUN U ANNAENTUYECKUE DHUEDAAONATUN Y AETEN

Pestome. B cmambe 060cH08bi6aeMCA MEPMUHONO2US PA3PYULUIMEALHBIX QOPM INUAENCUU U INUNENIMUYECKUX
oHYeparonamuil y Mmaadenyes u demeil. AKyeHmupyemcs 6HUMAaHue 0emckux Heepoa0206 Ha panHell duasHocmuke u
3HAueHUU MPYOHOKYPAOEAbHbIX U MHO0AUKUX NPOSAGACHULL SNUAENCUL U UX 83AUMOCEA3U ¢ cunepmepmuell. laemcs
MPAKMoBKa pe3ucmeHmHOCIU U NCe00pe3UCMeHMHOCMU NPU NPUMEHEeHUU AHMUKOHEYAbcanmog. [Ipusodumcs
Heobxo0umbLil nammepH 0053ameabHbIX NAPAKAUHUYECKUX 00caedosanuil u ux mpakmoska. Onucwvleaemoie hopmol
anunencuil y maadeHyes u demeil, N0 000CHOBAHHOMY YMBEPICOeHUN) Aemopa, mpedyrm HO8bIX n00X0008 U
npUMeHeHUs UHMEHCUBHBIX MeXHOA0UL 8 AeHeHUU, HO KOMNEMEeHMHOCIMYb 8Pa4a 6 Kypayuu 0aHHOU Kameeopuu

601bHbIX 0OCMAEMcst OCHOBHOII.

Karoueguvie caosa: pe3ucmeHmmnbsle ¢0prl anuaencuu, snusenmuqecKue 3Hue¢a/10namuu, demu.

Inusenmuueckue snyedaionamuu — nHauboree
dpamamuueckuil pazdea Hellponeduampuu,

a nocaedcmeus ux 045 NCUXuUKu pebeHka
NpAKmMu4ecKu 6ce20a pazpyuiumensHol.

Olivier Dulac, 2009

PaspyimrenbHbie ¥ KaTacTpoUUuecKu TeKyire (Gopmbl
3MWIETICUU — 3TO MPEUMYIIECTBEHHO BO3pacT3aBUCUMbIC
BMWIETICUM U BMWIETITUYECKe CUHIPOMBI Y MJIaJICHIIEB 1
JieTeil, BO3HUKAIOIIIME B pe3yJibTaTe BO3NEHCTBUS pa3IMUHbIX
9TUOJIOTUYECKUX (hAKTOPOB (MAMOMATUYECKUX WIM CUM-
MTOMaTUYECKUX, BKIIOYAsi KPUNITOTEHHBIE), HO USHAYANbHO
npomexarowue Kpaiine pe3ucmenmuo K pazauiHsiM npomueo-
snunenmuueckum npenapamam (I1311) u ¢ bvicmpo gopmupyro-
weticsi anunenmu4ecKoll sHyegaronamuell B BUne HapylIeHUs
MOBEICHUSI U IIPOTrpeccupyolLero ciadoymus [4, 6, 19].

CeroaHsi KOHIIENMIIUs pa3BUBAIOIIErOCsl MO3Ta Hau-
6oJiee BoCcTpeOboBaHa B 00bSICHEHUHU MPUYNH BO3pacT3aBH-
CUMBIX pe3ucTeHTHBIX ¢hopm anmericuu [11]. TIpoieccor
CO3peBaHMS TOJIOBHOTO MO3Ta U SIBJISIIOTCS KITIOYEBBIMU
B (DOPMUPOBAHUU SMUJIETITUYECKUX dHIIeDanonaTuii. B
CBSI3M C 3TUM KJIaCCU(MUKAIIUS pa3TUNIHBIX (GOPM BITHIIETI-
CHM TIO BO3pacTy e0IoTa Yy JAeTell ClIOCOOCTBYET JIydIIeMy

ee NMOHMMAaHUI0, U3YYeHUIO U JieueHuto. Miumoctpauueit
K CKa3aHHOMY SIBJISTFOTCSI (DaMUJIbHbIE BO3PACT3aBUCHUMbIC
(opmbl anutericun y nereii [3].

[Ipodeccop Oraxapa yTBep:KIaeT, UTO «IIMISIICUS Y MJla-
JICHIIEB — 3TO PE3yJIBTaT OMKAOHeHUl PA3BUBAIOIIIETOCSI MO3Ta,
a CJIeIOBATeNTbHO, «3BYdJaT» T€ CTPYKTYPhI, KOTOPBIE CO3PENH, U
«HE 3ByJaT» Te, KOTOPbIE B CTAMM CO3PEBAHMSI WU IECTPYKIIVM».

Heduut TAMK B mocTHaTaibHOM NIEPUOJIE MOXET MPH-
BECTU K Pa3BUTHIO, BYACTHOCTU, HEOHATAIIbHOM SMWJICTITUYE-
CKOM 9HIIe(aIonaTim ¢ CyrpecCUBHO-B3PbIBHBIM ITATTEPHOM
Ha D3I, Tak Kak KaHaJIbl OJIOKUPYIOTCS YBETUUMBAIOIIUMCS
YPOBHEM HATpUs W TUIIEPCUHTE30M TiyTamaTta. B To ke
BpeMsI MOBBIIIeHHBIN YpoBeHh TAMK Ha 1mo3mHux ctagmsx
OHTOTEeHEe3a BOBJIEKAET CTPYKTYPHI TOJIOBHOTO MO3Ta, UIYIIIHE
B KayTOpOCTPaJIbHOM HAIIPaBJICHUH, U C «OTTO3TaHNEeM» JI0-
CTUTaeT HEOKOPTUKAIBHBIX CJTOeB: Koria runiepcraTe3 TAMK
y3Ke 3HaUUTeJIeH, B JIOOHBIX TOJIX €0 HEI0CTATOUHO.

BpoxneHHbIe TUCIUIA3UU W MaJlbhopMallii MO3Ta,
TUTIEPTePMHUS, TIOAOCTPHIN IHIIEhATUT, METAOOTNISCKIE
TMUChYHKIINY Y IpyTHe TPUIMHBI (pa3pyIIalonye poMexKy-
TOYHBIE HEMPOHBI) CITOCOOCTBYIOT MOSIBIIEHUIO ITOCTOSTHHOM
3aJIITOBOI aKTUBHOCTH, KOTOPast B KOHEYHOM UTOTE 1 TIPH -
BOJUT K Pa3BUTHIO IIPOrPECCUPYIOIINX MUOKIIOHUI [14].
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B pa3BuTUM KOTHULIMIA y IeTelt B IEPBOM ECATUICTUM
SKU3HU BaXKHYIO POJIb UTPAET UMEHHO akmusayus GyHKIIUN
TUTITIOKAMIIA U yMeHbUleHUe TUTIEPBO30YIMMOCTH HE3PEIOro
HeokopTeKca. Me3uarvhblil ckaepo3 u ampoghus eunnoKamna
CMAaHo8smcst 6a308bIMU 2eHEPAMOPAMU INUAENIMUYECKOU aK -
musHocmu 6 nooasaenuu namsamu [12, 25].

PaccornacoBaHue MexaHu3Ma co3peBaHUsl B KOMOMHALIUA
C TPAH3UTOPHBIMU BOCTIAJIMTEIBHBIMU MpolieccaMy Ha (hoHe
MEPMAHEHTHOM CIaiK-BOJHOBOW aKTUBHOCTU, TUTIEPTEPMUM,
cTpecca, MPeMOpOUIHON MPEeaPacoNOXEHHOCTH MTPUBOAUT
K Pa3BUTUIO pa3pylIUTeIbHBIX (popM amuiencuu y aeteil. Ho
HanOosiee aKTyalbHBIMM CETOHSI B HEMpOMNeauaTpyu siBIisi-
10TCs (peOpUITbHBIE CYyTOPOrd 1 (heOpUILHO-TIPOBOLIpYeMast
snuercus [8].

B Hacrosiee Bpemsi 10cTaTO4HO 0O0CHOBAHHO, UCXO/IS U3
MUPOBOTO OMbITA, IPOEKTa HOBOI KTacCU(BUKALIY STTUICTICUM
U CaMMX SMWIETITUYECKUX TIPUCTYTIOB, MOXKHO BBIICIUTDH 4
BEIYIIMX 3TUOJIOTMUYECKHUX (hakTopa
OCHOBHBIX 3MUJIENTUYECKUX IH-
nedaronaruii [14, 15]. B nepeune
HAMHM NPUBOJATCS HAUOOIee YacTo
BCTpeyaeMble SMUWIENCUA U SMU-
JieNTUYeCKre CUHIAPOMBI Y JIeTeid.

1. DnuienTHYecKue 3HIE-
¢danonaTum HEOHATAJLHOTO M
MJIAJIEeHYeCKOro Bo3pacra:

1.1. PaHHgd MianeHuecKas
sHI1EedaToNaTHs ¢ CynpecCuBHO-
B3PBIBHBIM NaTTepHOM Ha DIT
(cunnpom OTaxapa).

1.2. Tsxenast SMUIENICUSI ¢ MHOXECTBEHHBIMU He-
3aBUCUMbIMU (Dokycamu craiikoB (SE-MISE, cunapom
Mapkanaa — biitome — OTtaxapa).

1.3. Tsaxenast MUOKJIOHMYECKAST SMUIETICUST MJTAIEHIIEB
(Apase).

1.4. 3710KaueCcTBEHHbIE MUTPUPYIOLIE TTapLATbHBIC TPH-
crynbl itageH4YecTBa (MM PSI-cunnpom Kornmona — [ynoka).

1.5. Cungpowm Becra.

2. DnuiaenTudeckue 3Hneda onaTuu IeTCKOro Bo3-
pacra:

2.1. Cunnpom [yyse.

2.2. Cunapom JleHHokca — lacro.

2.3. CUHIPOM TeMUKOHBYJIbCUBHBIX MMPUCTYIIOB, Te-
MMIUIETUU, TPOBOLMPYEMbIN TUIIEPTEPMUEIA, STUICTICUN
(cunnpom IHHE).

2.4. Pa3pymureabHast sienTidecKast SH1eaionaThs
y JeTell IKOJBbHOIO BO3pacTa, BhI3BAHHAS TUIIEPTEPMUEH
(FIRES-cunapowm, paHee HazbiBaeMblit DESC-cuHapom).

3. DmuienTuyeckue 3HNedaIoNaATHN, CONPOBOKIAI0-
uecs: MOCTOSTHHOM MPOJOJKUATEIBHOM 3MUIENTHIECKOM
aKTHUBHOCTBIO B (pa3e Me/IeHHOro cHa Ha DOT:

3.1. Cunnpowm Jlannay — KieddHepa (mpuodbpereHHast
anuenTuyeckas adasus).

3.2. KornutuBHas snuientudopMHas 1e3MHTerparust
C BMWIETITUYECKOM aKTUBHOCTBIO Ha DI 1 6e3 anuienTtu-
YECKUX MPUCTYIIOB.

lpara, koHrpecc, 1999r.
Mpodg. OTaxapa (cnpaBa),
npog. C.K. EBTyLueHko

4. DnuienTuyecKue SHIe(aronaTui Npu HACIeACTBEH-
HBIX 3200J1eBAHUAX U XPOMOCOMHBIX AHOMAJIHAX:

4.1. Cunapom DaBapjaca (tpucomus 18-it xpomoco-
MBbl) — JIMLIEBOM TUCMOP(DU3M + apTPOTPUIIO3.

4.2. Cunnpom Mumtepa — Jlukepa — auccoHehalns:
KpaHuohalaibHbIi JucMOpduU3M, MUKpoLedaTus, 1II-
poKasi lepeHOoCH1Ia, YKOPOUCHHbIE TTaJIbIIbI.

4.3. Cunnpom Aiikapau (MHGAHTUIbHBIE CMAa3MBbl,
MUKPOTUPUSI, areHe3usl MO30JIMCTOTO Tejla, XOPUOPETH -
HaJIbHBIC JIAKYHBI).

4.4. CunapoM AHrejlbMaHa — JIMIEBOW TUCMOPGHU3M,
U POKKE 3YObl, TUTTOMUTMEHTALMSI KOXHU, TUTIOTOHUSI,
«CYACTJINBAsi MADUOHETKa».

4.5. TyGepo3Hblii cKiepo3 (MHGMAHTUIbHBIE CTIa3Mbl,
cuHapoM Becra, anmenicus).

4.6. Cungpowm Ipagepa — Busuin — MblleyHast TUII0-
TOHUSI, TUTIOTEHUTAIU3M, KPUTITOPXU3M, CUHIAKTUIINS,
BBIBOPOT BEK.

4.7. MERRF — muoxkioHnueckas
(MUTOXOHApPUATbHAS) STUJIETICUST Kpac-
HBIX Pa30PBaHHBIX BOJIOKOH.

Haire nccnenoBanie — 3To pesyssrar
o0cnenoBaHus 2 TpynI O0JbHBIX B Mex-
pPErMoOHaJbHOM CTAallMOHAPHOM JIE€TCKOM
npotrBoanmuienTyeckoM teHtpe (OJJKb —
KIMHMYecKas 6a3a Kadeapbl IeTCKOM 1
obmeit HeBpojoruu GUITO JonHMY).

IlepBas rpynma — 482 pebeHKa B BO3-
pacte oT 2 MmecsueB A0 17 jeT (neBovyek
286, ManpunkoB 196), cTpamalomux pas-
JIMYHBIMU (POpMaMM STTUJICTICUH (M3 HUX TSIKEJIoe TeUeHUe
oTMeueHo y 85 % nereit).

Bropas rpynma — 52 pedeHka (neBouek 22, MaJIbuMKOB
30) B Bo3pacte ot 3 110 15 siet, HabItoJaBIIMXCS Y HEBPOJIoTa
Y TICUXUATpa ¢ Pa3IMYHBIMU PACCTPONCTBAMU TTOBEACHUS
6e3 SMWIENTTUIECKUX TTPUCTYTIOB, HO C SNUJICTITU3UPOBAH -
Hoii DAT (!).

HecmoTps Ha TO, UTO Bo3pacT3aBUCHUMBbIe (haMUIbHBIE
(bopMBI aTIMIIETICUM Y MITAJICHIIEB U IeTeH, TPYIHOKY-
pabebHbBIe, C OBICTPO BO3HUKAIOIIECH SIMUICTITUYECKOMN
sHIedanronaTuei, He TakKue YX peakue 3aboeBaHUs, Y
MPaKTUKYIOIINX Bpadyell OHW YMUCIISATCS B papuTeTax, a
Bellb M3HAYaJbHO MPAaBWJILHO MOCTaBICHHBIN TUAarHO3
MUKTYEeT YK€ M3HauaabHO Ha3HauYeHUe TpernapaTtoB 3-To
mmokosieHus [17].

OTtu Bo3pacTtiaBucuMBIe opMbl amtericun (OTaxa-
pa, Aiikapaou, [pase, Becra, Jlyy3se, JlenHokca — Iacro,
JxwuBoHca, Kormmona — Jlynmaka, Taccunapu u ap.) yxe
WM3HAYAJIBHO SBJISIIOTCS PE3UCTEHTHBIMU U TTPAKTUIECKY He
pearupyioT Ha obmenpuHaTeie [1D11.

DTU CUHAPOMBI OTHOCHUTEJIBHO JIETKO TUATHOCTUPYIOTCS
(c yactoroii mpuctynos ot 10 mo 100 B cyTKm), HO, K cOXa-
JIEHWIO, OBICTPO TpaHC(HOPMUPYIOTCS B SMUICTITHYECKYIO
sHIedanonaTuio [5].

Cunapom Oraxapa. Hauano B Bozpacrte 1—4 mec., CrioH-
TaHHas pemuccust — 25 %, TpaHchopMalKs B CUHIPOM

16 MekayHapOAHbIA HEBPOIOTHY€CKHH 2KypHarl
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Becra — 45 %, Jlennokca — Tacro — 20 %, napLmaabHbIe
MUOKJIOHUU PYK, HOT — 65 %, MPUCTYITbI TOHUYECKUX CITa3-
MoB — 110 100 %; Ha DOI' — cnenmduuecKuii maTTepH «yr-
HeTeHMe — pa3psill», BOSHUKAIOIINIA KaK BO CHE, TaK U MPHU
GoapcTBoBaHUM; B 25 % ciydyaeB
BO3MOXEH OJIaroNpUsITHBINA
MporHo3, cMepth — 10 % [22].
BTOpBIM 110 3HAYMMOCTH
1 6e3 0COOBIX HAIEX Ha BbI-
3MOPOBJICHUE SIBJISIETCS DITH-
JIETITUYECKUi cuHApoM Becra.
TUTTUYHBIE «ITOKJIOHBI» —
BM3UTHAsI KAPTOYKa JaHHOTO
cuHapoMa. TUIMYHBINA mMaT-
TepH Ha DD — runcaputmus.
W3HayaIbHO JaHHbBIE TIPH-
CTYITBI (PapMaKOPE3UCTEHTHBI.

Huuua (PpaHuns),
KOHrpecc, 2006 r.
Mpodg. LLapnorra

Apase,
npog.
C.K. EBTyL1eHko

JneBetupaneraM (pypamun win Stiripentol).

ITpu npoBeneHun auddepeHImaTbHON TMAaTHOCTUKI
cuHIpoMa Becta HE0OXOIMMO MCKITIOUMTH: JOOpoOKave-
CTBEHHBII HOYHOI MUOKJIOHYC, MapOKCU3MaJIbHYIO JUC-
TOHMIO M XOPE0oaTeTo3, CIIOHTaHHbI pediekc Mopo, uH-
aHTWIBHYIO MacTypOalnio, TUMIEPIKCIIEKCUIO, PAHHIOI
MMOKJIOHNYECKYIO 9H1Ie(hanonaTuio, paHHIOW MH(DaAHTUTb-
HYI0 3NJIeNITUYECKYIo sHIIeanomnaruto Oraxapa, 100poka-
YECTBEHHYIO MUOKJIOHMYECKYIO STWJICTICUIO MJIaJIEHYECTBa,
KHUIIIEYHYO KOJIMKY, CUHIpoM 3aHaudepa — ractpoasoda-
reayibHbIN pedutokc U auadparMaibHyIo TphiXy [21].

PucyHok 1. Benbiwka — nogasneHne Ha 33
y AeBoYku 2 mecsaueB ¢ cuHapomom OTaxapa

PucyHok 2. dnunentunyeckuii cuHapom Becta
y pebeHka 6 mecsiueB

XeHeBa, koHrpecc, 2007 r.
3a py6exkoM peKOMeHyeTcsl BUrabatput win Kenmnpa — lpog. O. AQynak (cnpasa),

Jleuenne. MexXayHapOIHBIN MPOTOKOJI: BUTA0ATPUH
(cabpun) 40 mMr/kr + cuHakTeH aeno 0,25 M1 B/M yepe3 IeHb
Ne 7, B nanbHeiiiem 2 pa3a B Heneo Ne 4, 0,5 mut 1 pa3 B He-
nemo Ne 8 + uMMyHOII00y/1MH B/B (6noBeH MOHO) 200 MI/KL.

Tskenas MUOKJIOHHYECKAS SMUJIENCHS MJIAEH-
yectBa (cunapom IllapaorTel ApaBe) nposisisieTcst
B Bo3pacTe oT 2 10 12 MecsilieB MacCOBBIMU I'eHepa-
JIN30BAHHBIMU WJIM CErMEHTapHBIMU MUOKJIOHUSIMU,
pexe abcaHCaMU U TOHUYECKHMMHU MapOKCU3MaMMU,
BO3MOXEH SMUJIENTUUECKU I
cratyc. Tskenas MblleuHast
runotoHus [16].

Ha B9I' —nenpra-ak-
TUBHOCTb + CIaiiK-BOJHBI,
BbIpaxkeHa (pOTOCEHCUTUB-
HoCTb. BeICTpo HapacTaioT
TCUXOPeYeBble U MOTOPHbIE
paccTpoiicTBa. ArrpaBalusi
MPUCTYTIOB NMpU MpUeMe
KapbamMaszenuHa U JamukTana. Kenmpa B cuporie 3Hauu-
TeJbHO ypexkaeT MpucTymnbl. Hanmnune MUTOXOHApUATDb-
HOM AUCHYHKIIMY AUKTYET HEOOXOAMMOCTb Ha3HAuYEHUSsI
L-kapHuTuHa (kapHusist) 1 kosH3uma Q10 (kynecaH).

MaJjio 3HaKOMBIM MPAaKTUYECKUM BpadyaM SIBJISIETCS
anwientuiyeckuii cuuapoM Konmnona — [lynaka, uiu 3j10-
KauyeCTBEHHas 3MUJIENCUsl MIaeHIIEB C MUTPUPYIOLIUMU
MyJibTHOKaTbHBIMU cynoporamu (Malignant epilepsy of
infancy with migrationq multifocal seizuges — MEIMMS).

3abosieBaHMe Yalle BCEro HauMHAeTCs C 6 MecsleB
SKU3HU MJTa[JICHLIEB M U3HAYATBHO XapaKTePU3yeTCsl TUITHY -
HBIMU CEPUMHBIMU (POKATLHBIMU MPUCTYNaMU (JIULO WITH
KUCTHU PYK), HO ¢ TeHIeHLMel K cmeHe (!) monymapuii u
BOBJIEYEHHUEM TTPOTUBOIOJOXHBIX KoHeuHocTei. Ha DO
TUMMUYHBINA (OKATbHBIN MaTTepH. BO3MOXHO CITOHTaHHOE
MpeKpalleHre U TosIBJIeHre BHOBb uepe3 2—4 Heaenu. Boi-
nensitoT 2 Buaa redeHust cuHapoma Komnmona — Jlynaka:

1. Msrkoe (Mild phenomen), ToJIbKO ¢ (hOKaTbHBIMU U
MUTPUPYIOIINMEI CYyIO0POTAMU.

2. Tsexenoe TeueHne cunapoma MEIMMS ¢ mosgBiieHn-
eM (peHOMeHa supression — burst, 6J1M3KOro K (hpeHOMEHY
«BCIIbIIIKA — MofaaBiaeHue» (Otaxapa). Yactora mpuCTyNnoB
no 50—100 B cyTKM CO CMEHOI MmoJiylapuii, Ho OBICTPO
(bopmupywleiics 3MUIenTUIEeCKOi sHIedaronaTuei
(A.A. XonuH, 2011).

Crenyiouieil TpyTHOKypabelbHO#i GhOopMOii SBJISIETCS
anujenTuyeckuii cunapom Jlennokca — I'acto. AtoHu-
YeCKH-aCcTaTUYECKUe MPUCTYIbI — CepAlleBUHA JaHHOM!
dopmbl snmnencun. Ho nmpucoenuHeHne HapyIIeHUST MH-
TEJIEKTYaTbHBIX (DYHKIIMI U pACCTPOMCTB IMTOBEACHUS eIl
OostblIe 6ECITOKOUT POIUTENEH.

K TpymHomuarHocTupyemoii (popmMe SmuIerncum Ha Ha-
YaJIbHBIX 3TallaX TaKKe OTHOCUTCS TyOEPO3HbIil CKJIepo3
(00ae30p BypHeBmLIsA). OCcHOBa GOJIE3HN — HAIMYKE
JETTUTMEHTUPOBAHHBIX MATEH U MH(MAHTUIbHBIX CITA3MOB Y
MJajieH1eB (3KBUBaJieHT cuHapoma Becra). K coxaneHuto,
Ha MPT B Hauajre 3a00JieBaHUsI PEIKO HAXOIIT ITaTOJIO-

npog. C.K. EBTyLueHKkO
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ruo (Tyoephl), MOCKOJBKY HE IO3BOJISIOT pa3pellaroline
BO3MOXHOCTH amrapata. M Toabko B crienragibHoM MPT-
pexxuMe B 6—9 MecsILieB CTaBUTCS MPaBUIBbHBINA 1ruarHo3s [1].

Ipu cunapome Becra y 30 % mutageHIieB BO3MOXEH
TyOepO3HbIi CKIep03! DTO IMOoATBEPKAaeTCS U TeM (haKTOM,
4TO B pe3y/bTaTe BHYTPUYTPOOHOIO TeHETUYECKOTO COOsI B
MEepUOJI 3aKJIaIKI MO3Ia U KOXKU (9KTOAEPMaTbHbIN TUCTOK)
MOKET BO3HUKHYTb JaHHasl maTtoJjorus [20].

K coxaneHnuio, BHUMaHKe He aKLIEHTUPYETCsI Ha U3Me-
HEHUSIX Ha KOXKe, TPOOoTeprupo-
BaHHBIX reMaHTMoMax, pabdjo-
MHroMax (MUKCOMax) cepala, Ha
MaToJIOTUU TIOYEK, IJ1a3, 3y0OoB.
Hesposory cienyeT akiieHTHU-
poBaTh BHMMaHUE Ha oyarax
JeNUTMEeHTAllMM, TaTOJOTUHN
cepala, MoyekK, UCKIIOUYUTh
[JIayKoMY, a jajiee Bce BMecCTe
CBSI3aTh ¢ OOHAPYKEHHBIMU Ia-
MapTOMaMH B TOJIOBHOM MO3Te.

Ceronns Beiaensior 8 gopm
JIOOHOI CUMITOMATHYECKOI
SMUJIENCUM Yy eTeil, 9acTo
HMEKIUX Pa3pymiuTe/ibHOe
TedyeHue [18].

Ilpu snunencumn 100HOK
JoJv (B OCHOBE KOTODPOIi yaiiie
Bcero JjiexaT (okaabHble KOp-
KOBbBIE OTUCIJIAa3Uu, MUKPO-
TUpHUs, TTAXUTUPHUS, BKIIOYast
nepeHeCeHHbIN dHIIEhATUT,
Me3uaJbHbIl CKIepo3, TyOe-
PO3HBII CKJIEPO3 U Jp.) BO3-
HUKAIT M3HAYaJlbHO YacThbie
MEPBUYHO- MU BTOPUYHO-
reHepajau30BaHHbBIC STTUJICTI-
TUYECKUE TPUMAIKH, HEPEIKO
¢ (poKaJTbHBIM KOMITOHEHTOM.
Pa3psabl mepMaHEHTHO DTH-
JIETITU3UPYIOT KOPY TOJOBHOTO
MO3ra U BTOPUYHO MTPUBOIST K
peUYeBbIM, MOBEIEHYECKUM M KOTHUTUBHBIM PacCTPOMCTBAM
M arpeccuu, 4To U 00yCIOBIMBACT pa3pyllieHNe ICUXUKU 1
3aJIePXKKY MOTOPHOTO pa3BUTHSI: 1) MOTOPHBIE MAPOKCHU3MBbI
MPEerMYIIECTBEHHO KJIOHMYECKOTO XapaKTepa; 2) OlepKy-
JISPHBIE MAPOKCU3MBI; 3) TopcoJiaTepaibHbIC MPUITAIKN —
MPOSIBIISIIOTCS aABEPCUBHBIMU MTPUCTYITAMU C HACUIBCTBEH -
HBIM ITOBOPOTOM TOJIOBHI U TJ1a3; 4) opOUTOGPOHTATIBHBIC
MPUCTYITBI — MPOSIBJISTIOTCS BEreTATUBHO-BUCLIEPATbHBIMU
deHomeHamu; 5) nepenHue (GpPOHTOMOJISIPHBIE) TIPUCTY-
Mbl — TIPOSIBJISIFOTCSI OLIYIIIEHUEM BHE3aITHOW pacTepsiH-
HOCTH Y TTOTepel OpHeHTALIK; 6) LIMHTYJISIPHBIE TIPUTIA/I-
KW — XapaKTePHBI CIOXHbIE MaplUHalbHbIe MPUCTYIHI C
aBTOMATM3MaMU KECTOB, ICUXOMOTOPHBIM BO30YXICHUEM
(ayTOMOTOPHBIM), TIOSIBJIECHUEM AUC(HOPUUECKIUX STTU30/10B U
arpeccueii; 7) MpUCTYIbI, UCXOSIINE U3 TOTTOTHUTETbHOMN

AoHeuk, MexxayHapoaHbIn
cumno3aunym, 2008 r.
Mpodg. IN. Kyparono (cnpasa),
npog. C.K. EBTyLueHKO

benbrus, Me>xgyHapoaHbii KOHrpecc,
nocBsiLeHHbI 50-1eTuio onucaHus
cuHgpoma JlaHgay — KnegpHepa,
2007 r. Mpog. d. KnegpgpHep (cnesa),
npog. C.K. EBTyLueHKO
(B yeHTpe), npo¢. B. JlaHpay (cnpasa)

MOTOPHOI 30HBI, — XapaKTEePU3YIOTCSI HOUHBIMU aJIBTCPHU -
PYIOIIUMU TeMUKOHBYTbCUSIMU, XaOTUIHBIMU JIBUKEHUSI-
MU; 8) cperHHbIE (MeIualbHbIe) MPUMATKU, UMEHYEMbIE
JIOOHBIMU aTUITUYHBIMU abCaHCaAMMU.

Oco0y10 KaTeropuio pa3pymmTeIbHbIX (GopM SNIIENCHI
cocrasiser snuaencus Jlanaay — Knedduepa.

Ormunernicusa Jlanmay — Kireddnepa — pesynbrar yaiie
BCETr0 MMEBIIIMX MECTO B aHAMHE3¢ IeHepaJIM30BaHHBIX C
MapiuaabHbIM OTTEHKOM TTPUCTYIIOB C MOCJIEAYIOLIUM pa3-
BUTHEM aa3nu 1 HapyIIeHU TOBEACHMS,
CHMXKEHUEM KOTHUTHUBHBIX (DYHKIUIA U
¢dopMUpOBaHUEM ayTU3MA.

Onujencus 0e3 dMUIENTHYECKUX
NPUCTYNOB, Wi Snuencus-adasus Jlan-
nay — Knedduepa. Bospact 6—10 jet. ¥
60 % neteii SMWIENITUYECKUX TTPUCTYIIOB
MOXeT 1 He ObITh. Ho Ha DOT" — crietiudu-
yeckue uaMmeHeHust. Tonbko y 40 % adasust
pasBuBaeTcs uepe3 1—2 roga mocie mpu-
naakoB! [lepBble MpU3HAKU: OTCYTCTBHUE
MOHUMAaHUS, HEBBITIOJTHEHUE KOMaH/IbI,
peOeHOK HEYIIpaBJIsSieM, CIOBECHAsT OKPOLI-
Ka, 9XoJiajusi, 0eCCMBICIIEHHOE TTOBEICHNE
(ceHcomotopHas adasusi). Ho arpeccus-
HOCTb, ayTUCTUKOTOA00HOE MOBeAcHNUE
MOXET OBITh OCHOBHBIM TIPOSIBICHUEM
JTAHHOW (HOPMBI STTUJICTICUU.

Mexnay npunagkaMu, MOsBICHUEM
aa3uu U TOBEeIEeHYECKUX PaCcCTPOMCTB
MOXeT OBITh MHTePBAJ JUTUTETbHOCTHIO OT
Heneu 10 1 roga u Gosbiie!

NMmeHHO 3nuIenTHYeCKAasi aKTUBHOCTD
B (DyHKIIMOHAJIBHO 3HAYMMBIX 00J1ACTAX
MO3ra MOXKeT NMPUBOAUTDH K IJIATEJIHLHOMY
PaccTpoiiCTBY MOBEAECHUS, ICMXMKHU U KOT-
HUTUBHBIX hyHKIMIA. Y 52 % G0JIbHBIX, 10
HAIIMM TAHHBIM, BO3MOXKEH SMUIenTHYe-
cKmii a1eKTprdeckuii craryc cHa (DD CC).

KosBapHocTts cunapoma Jlangay —
Kiredbduepa B ToM, 9TO TSKEIIbIE STTMIICTI-
THYECKUE TIPUCTYTBI MOTYT BO3BpAIaTh-
csl, 1 OOJIbHBIC BXOASIT B HACTOSIIIUI SIMUICTITUYCCKUIA
cTaryc.

[1o HammmM gaHHBIM, TTOBEIIeHNE TeMnepatyphbl (OPBU,
OP3, npyrue npuannsl) Beie 38,0 °C 1 IINTEIHHOCTHIO
6oxpire 3—5 yacoB y OOJBHBIX ¢ cMHApoMoM Jlanmay —
Kneddnepa kpaitHe ormacHO B CBSI3U ¢ BO3MOXKHOCTBIO I10-
SIBJICHUSI CEPUM SITUJICTITUMIECKUX TTPUCTYIIOB U STTMJICTITHYE-
ckoro craryca. ¥ 9 u3 17 HaOGnoaeMbIX 1eTeil ¢ CHHIPOMOM
Jlanmay — Kneddnepa mpoBoumpyiommum GakTropom ObLIO
TOBBIIIIEHUE TeMIIEPaTyphI!

TuneprepMust 4acTo SBIAIETCS MapKepoOM BO3HUK-
HOBEHUS SMUJIECTITUYECKOTO CTaTyca M YIrpo3bl XU3HU
IeTsIM, cTpamaiomum snmaencuei Jlanmay — Kiaed-
¢dHepa, XoTa IIUTEeAbHO (2—5 JIET) Y HUX MOXET U He
OBITH TPUCTYTIOB.
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PucyHok 3. 6-Hoii 1., 9 neT. Cunapom
Jlanpay — Knegpdprepa. 33l cHa: HenpepbiBHbIE
reHepasn3oBaHHbIe KOMIJIEKCbI MUK-BOJIHA —
3J1IeKTPUYECKNI CTaTyc CHa

OnHako rumeprepmusi y JAeTeil CeroaHs I0JDKHA pac-
CMATpPUBATBLCSA B PAMKAX He TOJIbKO (DeOPHIILHBIX CYI0POT,
HO U ¢heOpuabHo-nposouupyemMoli snuiencuu, BKI04as ee
oT/iejbHbIe ()OPMbI, MPH KOTOPbIX OBICTPO pa3pylnaeTcs
NCUXMKA peOeHKa U HApacTaeT cjiadoymue.

CeronHsi B COBpeMEHHOI HelipomnmeauaTpuueckKou
SIUJICTITOJIOTUU BbIAEICH OTACIbHBIN TOCTATOYHO eMKUI
paszes: ocTpasi MUIETICUS C STMMICITUYECKUM CTaTyCOM
MpH YYACTUH TUNEPTEPMUM U MEXAHHU3MOB BOCHAJIEHUS
AETIMSE (Acute encephalopathy with temperature and
inflammation medicted status encephalicus). B pamkax
nanHoro pasaena usydaworca: FIRES, IHHS, NORSET.

PaspymurenbHaa anujientuyeckas sHunedasonaTus
y aeteii mKoJgbHoro Bo3pacra (Devastating epileptic
encephalopathy in school-age children — DESC) — pe3n-
CTEHTHAS SNMIJIETICHUSA C TSKeJIbIMU KOTHUTHBHBIMHI HApYy1e-
HUSIMH, BO3HUKAIOIIAA Y AeTeil NKOJIbHOT0 BO3pacTa nocJjie
TUNEPTEPMUN U JUTUTEIBHOr0 SMMJIENTHYECKOro CTaTyca.

Bnepseie cunapom 0611 onrcaH B xkypHasie Epilepsy Res.
B 2006 . (N2 69, c. 67-79) Y. Mikaeloff, Jambague, L. Hertz-
Pannier et al. noxg HazBaHueM «DESC: a pseudoencephalitis».
Ho BTeuenue 5 ner Haszpanue DESC tpaHcdhopMupoBaioch B
obHoBeHHoe Ha3zBaHue — FIRES-cunnpom (Nablout R. et al.
Efficacy of ketogenic diet in serve refractory status epilepticus
initialing fever inducted refractory epileptic encephalopathy
in school age children (FIRES) // Epilepsy, 2010, 10, 1528).

B xauectBe 3THosorunyeckoro ¢pakropa FIRES-
CHHIpPOMa PacCMaTPUBAIOTCS 2 OCHOBHBIC MPUYHMHBI:

1. JIBycTOpOHHEe MopaskeHUe rMIIoKamIia, BOSHUKAr0-
11Ie€ B Pe3yJIbTaTe TSLKEIOTO U MPOA0JIKUTEIBHOTO M-
TUYECKOTO cTaTyca Ha (hoHe TMXOPaIKHU.

2. PasButne octporo BupycHoro (HV-6) nmoimosHiie-
danuTa ¢ nperMyIIecTBEHHBIM MOPaXKEHUEM MEePUCUITb-
BUAPHBIX OTHEJIIOB KOPBI TOJJOBHOTO MO3Ta (BO3MOXHO,
PeUMIUBUPYIOLLIETO).

FIRES-cuHnpoM He SIBJISIETCS CTOJIb YK PEIKUM 3a00-
JICBAaHUEM, U IO Mepe 3HAKOMCTBA Bpadeii ¢ JaHHOI TaTo-
JIOTMEH KOJMYECTBO BHOBb JUArHOCTUPOBAHHBIX CIIyYaeB
OyIeT BO3pacTaTh.

MBI TIepecMOTpeId CBOM SMWJICNTOJOTUYECKU apXUB
Y MPUIIUIA K BbIBOMY, 4yTo nuarHo3 «FIRES-cunapom» Mbl
MOTJIY OBl TOCTABUTh U paHee 5 OOJIbHBIM.

Ho yxe B 2010—2011 rr. MBI 3aM0A03pUIN TUATHO3
«FIRES-cuHnpom» y 5 G0JIbHBIX, IMOCTYIUBIIUX B pEaHU-
ManmoHHoe otaeseHue OJIKB, a 3atrem mepeBeeHHBIX B
00J1aCTHOI KIIMHUYECKUIA CTallMOHAPHBII TPOTUBOSMUIICTI-
TUYECKUI LIEHTP 3TOM Xe OOJbHUILIBI (KIMHUUYecKast 6a3a
Kadeapsbl), T1e M ObLT MACHTUMOUIIMPOBAH TaHHBINM CUHIIPOM.

3aboseBaHne JeOIOTUPYET MIPEUMYIIECCTBEHHO y IeTei
LIKOJLHOTO Bo3pacTa. BospacTt nediora Bapbupyet ot 5 10
14 net. [IpogoXKUTEIBHOCTD TUXOPAIKH C MOMEHTA ee Ha-
yaja 1o IpucoeMHeHus cynopor coctasisiet 1 —10 qHeit (B
cpeaHeM — 4 qHs).

3aboseBaHNE HAUMHAETCSI BHE3AITHO C AMAJICTITUYECKOTO
cratyca CyJOPOXHBIX TIPUCTYIIOB, KOTOPBIA pa3BUBAETCS
Ha (poHE rUIepTepMuUn, HO MEepPBbIe MPUCTYITBI MOTYT BO3-
HUKAaTh CITYCTSI HECKOJIBKO JTHEH Mociie Havasa JIUXOpaaKu
HecreMpUIECKON 3TUOJOTUY (Yaliie — MHMEKIIMS BEpXHUX
NIbIXaTeIbHBIX MyTeil).

BricTpo pasBuBaeTcsi COMOPO3HOE COCTOSIHUE U TIPU-
COCJIMHSIIOTCS SMUJIETITUYECKHUE TIPUCTYIIB. XapaKTepHO
BO3HUKHOBEHUE CYTOPOXHBIX TPUCTYIIOB: (hOKATbHBIX
MOTOPHBIX, 3aXBaTbIBAIOLIMX 00€ CTOPOHEI T€ja, U TeHepa-
JIN30BAHHBIX TOHUKO-KJIOHUUYECKUX (T.€. TIPOSIBJIEHUE CTa-
TycHOM hopmbl anmierncun). K coxaaeHuto, CyaopoxXHbIe
MPUCTYTIBI MOTYT HE MpeKpamiaThCsl U ocjie UCUe3HOBEHUSI
JIMXopaaku. XapakTepHa OojbIIas IMPOJOJIKUTEIBHOCTD
SMUJIETITUYECKOTO CTaTyca, COCTABJISIIONIAst B Pa3TIUUHBIX
HabmoneHusix ot 4 1o 90 (!) nHeit, B cpennem — 30 aHeit [13].

Crnenywoiast ctaausi 3a00JieBaHUs XapaKTepu3yeTcst
MpeKpamnieHueM IPUCTYIIOB U MOCTENEHHbBIM YIydllleHUueM
JIBUTATEIbHBIX U YACTUYHO — MCUXUUYECKUX GyHKIM. Of-
HAaKO IMOJIHOTO BOCCTAHOBJIEHUSI KOTHUTUBHBIX (DYHKIIWI 10
MCXOJTHOTO YPOBHSI He rpoucxonut. [Toce okoHYaHus 31~
JIETITUYECKOTO CTaTyca U BOCCTAHOBJIEHUSI CO3HAHUS JETH
MPaKTUYECKU 3aHOBO Y4aTCs XOANUTh, TOBOPUTH U MBICJIUTD;
3TOT MPOLIECC MOXKET MPOJIOJIKATHCS OT HECKOJIbKUX HEJIE b
IO HECKOJIBKUX MECSITIEB.

[Tocne okOHUYaHUS BMUIENTUYECKOTO CTaTyca 4acTo
BBISIBJISIICSI OMJIaTepaibHbIN TUTTIIOKAMTIaIbHbBIN CKJIEPO3 B
couetaHuu ¢ AudOY3HOI KOPTUKATBHO-CYOKOPTUKATBHOM
atrpodueil (1o HalllMM JaHHBIM, 3TO HanboJiee OObEKTUB-
HbLI MapKep u 045 Opyeux paspyuiumenvHuix hopm snuiencuu
y demelil).

Wauomnatuyeckuit amuyIeNTUYECKU CUHAPOM TeMU-
KOHBYJIbCUBHBIX MPpUCTYTOB U remuruieruu IHHS — mnipo-
JIOJDKUTETbHbBIC, YHUJIATEpaJIbHbIE, PUTMUYHbBIE OJTHOCTO-
POHHUE MUOKJIOHUM, NHOT/IA C TOBOPOTOM TOJIOBBI U 11IEU
Ha BbIicoTe (heOpuabHOl auxopanku. [Tosxe pazBuBaeTcs
BsiJ1asi TEMUILJIETHSI, KOTOPAsi 3aTEM MOCTENIEHHO CTAHOBUTCSI
cractuaeckoii. IHHS gyacro Bctpeuaercst B paHHeM TeTCKOM
BO3pacTe, TJIaBHbIM 00pPa30M Ha MTPOTSIKEHUU TIEPBBIX 2 JIET
JKM3HU U 10 4-JIETHETO BO3pacra.

Bo MHOTMX ciydasix TaHHBIN CUHAPOM paccMaTpUBaeTCsI
KaK CUMNTOMATUYECKUI: aeeHe3us MO30AUCMO20 mead, my-
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bepo3HbLil ckaepos, ouaeosuiil sHyegarum u dp. IHHS moxet
OBITh 1 CUMIITOMATUYECKUM, UTHOTIATUYECKUM, 2 HEPEAKO 1
kpunroreHHbiM! [Tpu nanonatnyeckom IHHS noBblieHMe
TeMIlepaTyphl Tejla UTpaeT KJII0UYEBYIO POJIb, XOTsI MPEATo-
JlaraeTcs posib BUpyca repreca 6-ro u 7-ro tuna (J. Kawada,
H. Kimura, T. Yoshikawa, 2004).

IloBbimeHe TeMmepaTypbl TeJia MpeacTaBAsSeTCS
BEPOSITHBIM IMYCKOBBIM (DAKTOPOM PAa3BUTHS BHPYCEMUM.
Jluxopaoxa — 3mo mpueeep He cmoabKo 045 cydopoe, CKOAbKO
045 3anycka ouazosozo éocnasenus (C. K. EBTymeHko ¢ co-
aBT., 2005—-2010).

ITatomopdonornyeckue U HepoOBU3yaTU3alMOHHbIE
npusHaku I[HHS yka3bIBaloT Ha 0COOEHHOCTU MaToreHe3a
3a00JieBaHUsl, CBUIETEIbCTBYSI O TOM, UTO 00JIACTb IOpa-
JKEHMSI HEe BCEraa COOTBETCTBYET
Tonorpaduu cocynon! M36upa-
TeabHoe noBpexaeHue 111 u V
CJI0€B KOpPbI MOAYEPKUBAET BIU-
SIHME DMWIENITUYECKOTO cTaTyca
MOCPEACTBOM PA3PYIIUTETbHOMN
TUTOKCUU U OTeKa, KOTOphbIe
pa3BMUBAIOTCS Yalle B OLHOM
MOJyIIApUH.

OcHoBHas npobjiema naua-
THOCTUKU 3aKJII0YAeTCs] UMEHHO
B HeoOXoauMoCcTu u36exarhb
TpadapeTHoro nuarHoza OHMK.
BaxubiM siBiIsIeTcs: Tororpadust
MOBPEXJACHUST — 30HBI KOPHI,
kotopbie BoBieueHbl B IHHS 1 He
COOTBETCTBYIOT 30HaM KpOBOCHa0xeHMsl. B To >ke Bpemst Ha-
OJIloaeTCs He3HAUUTEIbHOE TTopaXkeHue 6eJIoro BelecTBa
(J.Roger et al., 2002).

Pe3romupysn dannvie no 0CHOGHBIM PA3PYULUMEAbHOIM
dopmam snuaencuu y demeii, mbt npuxooum K 61600y, 4mo
yacmele InuienmuyecKue RPUCMYNnsl U INUAENMULECKUL
cmamyc A6AAIONCSA RPAMBLM NPOsIGACHUEM INUACTIMUYECKUX
Pasps006 6 mex CMpyKmypax mo3ea, Komopble C6:3anbl ¢ onpe-
0eAeHHbIMU NCUXUMECKUMU (DYHKUUAMU, U NPOBOUUDYIOUWUM
(a 6 pade cayuaes 3muoaocuecKum) axmopom a6asemcs
eunepmepmus [7, 13].

[1pu oGciienoBaHUM psiia OOJbHBIX OOHAPYXKMUBAETCS
rpy0o snunentusrpoBaHHas DD B 3anMcu THEBHOTO WIIN
HOYHOIO CHa (Iaxe 0e3 KIMHUYECKUX BMUICNTUIECKUX
MPUCTYIOB), HO ¢ HammuueM EESS-deHnomena, uto u 00bsic-
HsIeT OOJIBIIIYIO YACTh Pa3pyLIMTEIbHBIX (DOPM SIMUIICTICUH,
MOCKOJIBKY Y 48 % G0IbHBIX 3TOT HATTEPH BU3YAIU3UPYETCSI.

K paspymurenbHbIM (HO 00JibIlle MOAXOAUT TEPMHH
«CMepTeJIbHbIM» ) (hOpMaM IMUIENICUH (¢ IO%KU 3peHUst UCX0-
0a 6oae3nu) BO3MOKHO OTHECTH U (PATAJIbHBIIA (BHE3AMHbIIA)
HCXOJ1 PAa3JIMYHBIX CYJI0POKHbBIX HJIH 0€CCyI0POKHBIX (hopm
smmencun y aereit — SUDEP-cunapom (Suddep — BHe-
3anHas, Unexpected — Henpensuaennas, Death — cmepTs,
Epilepsy — anmmnencus, Patient — manuenT) BHe3anHast u
HenpenBuaIeHHasi CMePTh MaitMeHTa ¢ anuierncueid (Tomr-
coH, 2007)). K momo6HbIM HcxonaM, B OTIUYUE OT THOEIN

XenbcuHku (PuunaHans), koHrpecc 2010r.
K. Taccunapwm (cneBa), C.K. EBTyLueHKO

nanueHTa B 3MUCTAaTyCcEC, MOXKHO OTHECTU J'lI/IM6I/I‘-IeCKy}O u
BUCOYHYIO Me3UuajibHYI0 (6eccymopoxHyto (Gopmy) 31u-
JICTICUM, KOorga CMEPTb HACTYMacT BCJICACTBMEC OCTAHOBKU
cepaia 6e3 AMMIeNTUYECKOro crarycal

MpbI HaGIomaM IeBOYKY 10 JIeT ¢ CUMITaTOOIaCcTOMOM
IMOYKM W JUMOMYECKON MapaHeoIuIacTuIecKoil hopmoit
sHIIe(aTnTa, 3aKOHIUBIIIENCS CMEPTHIO PeOCHKA.

®aranpblii uexox npu SUDEP-cunapome 00yciios-
JIeH HapyleHUeM LEeHTPAJbHOM peryisiiMu cepaevyHou
gesireabHocTH. Y 50 % 00JbHBIX (eme do cmepmu nayuen-
ma) HepeaKO BU3YATM3NPYIOTCS BUCOYHbIE MAPOKCU3MBI H
3JIEKTPIYECKHIA SMUIENTHIECKHIA CTATYC CHA.

CxeMa pa3BUTHS NATOJOTMH BBINISIIHT CJIELYIONIMM
oopasom: Ictal Asystole — Cerebral Hypoxia — Seizure
Termination — End of Asystole
[9, 23].

®datapHast CMEPTH Yalle Bee-
0 — 3TO UTOT TNMONYECKOM M
BHUCOYHOUW ME3UAIILHOMW SIUJIeI-
CUHn, Korga CMEpTb HaCTynacTt
BCJICACTBUE OCTAHOBKHM CEpala
0e3 anucraTtyca. DTO UTOT Hapy-
IIEHWS EHTPATBHOU PETYJISIIINU
putMa cepaua (Ictal Asystole).
PeTpOCHeKTI/IBHO COBMECTHO C
KapanoJioromM 1o JaHHBIM p€a-
HUMALIMOHHOIO OTACJIEHUS B 2
cjydyadax ¢ UCITOJIb30BaAaHUEM CO-
yeTaHHOU xoatep-O3[ + BKI
MBI ITOCTaBUJIU )IaHHbIﬁ JUAarHO3.

Ho ceronns cieayer u A€TCKOMY, W B3POCJIOMY He-
BPOJIOTY (BKJIIOYAS JETCKUX NMCUXHATPOB) OMPENETUTHCS
B 2 CTpaTernyecKH BaJKHBIX MOHATHSIX.

IlepBoe: siexTpUUeCKUd IMUIESTITUICCKUNA CTATYC
CHa KakK II€pBUYHAA CAMOCTOATC/IbHAA HO30J0Irn4YecKad
¢dopma, Bo3HMKaIOIIas y IeTeil 0e3 IMarHOCTUPOBAHHOM
SIWJIENICUH, HO ¢ KJIMHUKOM SMIIeNTHIeCKOi dHneda-
JIONATHH.

Bropoe: siekTpudecKuii aMMIeNTHYECKUI CTaTyC CHA —
9TO HE TOJIBKO 3JIeKTpodHIIehanorpaduIecKuii maTTepH
(BBISIBJISIIOIIUIICS TIPU PSIIE OOBIYHBIX M OECCYTOPOKHBIX
¢dopM srmIIenIcun y AeTei W JIMII MOJIOIOTO BO3pacTa),
HO U B psle CIy4aeB — MapKep pa3pymuTeIbHbIX (hopM
SMUWIENICHH Y IeTeid.

WmenHo oH CHOCOGCTBYCT €€ PEBUCTCHTHOCTU U MCHACT
TEUYEHUC O6H.[CI/I3B€CTHOI71 HpOTOKOJ’[I:HOﬁ KJIMHUYECKON
KapTUHEL (TO eCTh (hOpMUPYET SMIICHTUISCKYIO dHIeda-
JIOTIATHIO).

Kornurusnas snmientudopMHas 1e3UHTErpanus — 310
H eCTh NPOSIBJIEHHE IIIENTHYECKOii FHedasonaTun (He-
CMOTPS HA OTCYTCTBHE SMUJIeNTHIECKUX npuctynos). Ho
nepMaHeHTHAs nuientusuposannas DOI' u nosenenue
pedeHKa (K COXKAJIEHHI0) HIEHTHYHbI KJIACCHIECKOM MM~
JlenTHYecKoi sunedaronarun [2, 26].

TepMI/IHOIIOFI/IH QICKTPUYECCKOTIO 3MUJICIITUYCCKOTO
cTaryca CHa JOJIKHA TaKXKE YTOUHATHCA B KaTCropusiax To-
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norpaduu AMUIENTUIECKUX (PEHOMEHOB — (POKAJbHBIX,
MYJIBTH(OKATBHBIX U TeHePATU30BaHHbIX.

Ho MMeHHO «3MWJICNITUYECKUII CTaTyC BO BpeMsI CHa»
BHOCHUT CYLIECTBEHHbIMA BKJIaJ B pa3BUTUE HAPYLICHUI
MOBEACHUS M «IICUXUYECKOIo pacmaga JudHocTu». Ilo-
JI00HbIE KJIMHUYECKHE MPOSIBJICHUS M PACHEHUBAIOTCS KAK
sHuedasonatusa scaeacrtsue DDCC naxe 0e3 KIMHUKA
KaKoii-100 (opmbl anunencun!!!

Panee cuuranock, uyto heHoMeH DDCC BcTpeyaeTcst
HEYacTo U SIBJISICTCS MTATOTHOMOHUYHBIM DD -IaTTepHOM
He TOJIbKO JiJIst cuHapoma IlaTpu (ceituac TpaKTyeMOro Kak
cunapom IleHenonsl — Ha3BaHMe MpemioxeHo Kapiom
Taccunapu), Ho u mis cunapoma Jlannay — Kneddnepa.

B mocienHee BpeMst 3TO YTBEPXKACHHME B 3HAUUTEIbHOM
Mepe MepecMOTPEHO, TaK KaK pacilMpeHue mpakTuku DO -
MOHUTOPHWHTA CHA ITOKAa3aJI0, YTO 3TOT (DEHOMEH BCTpeda-
eTCsl TP MHOTUX OOBIYHBIX (hOpMax SIMWICTICUU Y JAETeH,
Bkitouass FIRES-cunapom [24].

TepMUHBI «3JIEKTPUYCCKUN SMUICITHYECCKUNA CTATYC
cHa» (EESS) u «mocTosstHHbIE KOMIUIEKCHI TTMK-BOJHA BO
cHe» (CSWS) yacTo MCIONIB3YIOTCS KaK B3aMMO3aMeHsIe-
MBI€, XOTSI OHH UMCIOT PasTuusI.

EESS — Electric Epilepticus Status in Sleep, wim
nepsuyHblii cuaapom Ilarpn — Taccunapu (y nereii 6e3
KJIMHUYECKHUX MPUCTYNOB IMUJIETICHH).

CSWS — Continuous Spike-Waves during slow
Sleep — a/1eKTPHYECKHMIT INMIENTHYECKHIA CTATYC Me1JIeH-
HOTO CHA NPH psijie 00bIYHBIX (DOPM SMIIETICHH.

DIWIETICUS ¢ IEKTPUICCKUM STWICTITUISCKUM CTa-
TycoM MeuieHHoro cHa (CSWS) no MKB-10 otHocuTcst K
dopMaM SIMUIETICUM, UMEIOIINM YePThl KaK reHepaan30-
BaHHBIX, TaK U (DOKATbHBIX.

B mpoekTe HOBOI KiacCU(UKALMKU JAHHBIA CUHIPOM
BOLIIEJT B TPYIIY AETCKUX MU TUYECKUX SHIIe(aTonaTui.

B 6outee mupokom cmbicie CSWS MoXkeT ObITb 3THOJIO-
TMYeCKUM (haKTOPOM He TOJIBKO B IPHOOpEeTeHHOM aha3ui,
HO TakXe ObITb BHHOBHUKOM JIPYTUX AUCGHYHKIIMI, TAKIX
Kak TsDKeJIble MOBeAeHYeCKe HapyIIeH s, IBUTATeTbHbIE

HapyILEeHHUs], alpaKCHsl, HETaTUBHBIN MUOKJIOHYC, TUTIEPKH -
He3bl, CHHIPOM JAe(ULINTa BHUMAHUS 1 TUTTEPAKTUBHOCTH.

U Bce xe peHomeH CSWS MoXeT perucTpupoBaThCs
MPY OOBIYHBIX (hOpMax SMUIETICUN.

OpHako (GoKaJbHbIe pa3psiabl, BOSHUKAOIINE B OMpe-
JIEJICHHOM 00J1acTU KOPBI, CrienpUIECKN HapyIIaloT KOr-
HUTUBHBIE GyHKIMK! Jlaxke OJUH SNMUJIENTHIECKHIA CIAiK
WK MOcJeaAyomas MeajJeHHas BOJIHA MOTYT NMPUBECTH K
TPAH3UTOPHBIM HAPYIIEHUSAM TeX WM MHbIX KOHKPETHbIX
KOPTHKAJIbHBIX MPOIIECCOB, BKII0YAsi KOTHUTHUBHbIE.

B3anMOCBsI3b KOTHUTUBHBIX HapyIIeHU OCOOEHHO
BHMIHA B TeX ClTy4asiX, KOIJa BbIpaXkeHHasl CrailkoBO-BOJI-
HOBast aKTUBHOCTb ITPUCYTCTBYET BO BpeMst cHa (Metz-Lutz
u Filippini, 2005), kak HOYHOTO, TaK U THEBHOTO. Pe3yiib-
TaThl MOCAEIHUX MCCIETOBAHUI MOATBEPKAAIOT yJacTre
CHa B HEUPOTUIACTUYECKOM PEMOAETUPOBAHUN HEPBHBIX
CeTel, YTO OKA3bIBAET BIUSHUE Ha KOTHULIWIO U TTOBEICHUE,
ocobeHHo y neteit. Kak n3BecTHO, mpoliecchl 00y4eHUsT U
3allOMMHAHKUS MOTYT TIPOTEKATh OT HECKOJBKUX YacoB J0
HECKOJIBKUX THE 1 Helelb — M COH UTpaeT OCHOBOIIOJIA-
raolyio POJb B 3TUX Mpolleccax.

C Apyroii CTOPOHBI, UMEHHO JAETIPUBAIIIS CHA OKAa3bIBACT
HeOJIaronpusTHOE BIMSIHAE KaK Ha BOSHUKHOBEHUE TIPU-
CTYIIOB, TaK ¥ Ha OOyYeHUE U TTaMSITh.

Takoit BbIBOI OBUT ClieJIaH UCXOMST U3 TOTO, YTO BCJIE 3a
oOyJyeHreM (HarpumMep, U3y4eHHe aHTJTUIACKOTO SI3bIKa)BO
BpeMsI CHa HalOJTIoIaeTcs JIOKaIbHOEe M3MEHEHNE MeUIeHHO-
BOJIHOBOI akTMBHOCTH DI B Tex 00J1acTsIX KOPbI, KOTOPbIE
ObUTM OTBETCTBeHHBI 32 Hero (S. Huben, 2004; K. Tononi, 2004).

YuurbiBag noaoonsie Aannblie, cerogug DDCC moxer
OBITh PACCMOTPEHA KAK MOJIE]Ib TEKYILET0 JIOKAJILHOTO HApy-
mennst DD, BBI3BAHHOTO JTUTEJIbHOI (CBA3aHHOI CO CHOM)
thokabHOM SNMKUIENTHYECKON AKTUBHOCTDIO, YTO MEIJIEHHO
pa3pymaet (yHKIMM KOPbI B ONpeAe/ieHHbIX Y9acTKaX.

Takum obpazom, DDCC y gereil IBISIETCSI 0COOBIM
COCTOSTHUEM, TIPU KOTOPOM 3nujientuueckas DO -ak-
TUBHOCTb BO BpeMsl CHa B TeUEHHE UTUTEJLHOTO Mepruoaa
BPEMEHM MOKET IMPUBOAUTH K TTEPMaHEHTHBIM TICUXOHEB-

PucyHok 4. PonaHaun4yeckas anunercus —
MPUBbIYHLIVI NAaTTePH, TUMUYHbIE POJIaHANYecKkne
nukn

PucyHok 5. QnekTpunyeckunii annnentTn4eckuii
ctatyc cHa. [Jo6poka4ecTBeHHasi MUOKJIOHNYeCcKasi
anunerncus paHHero Bo3pacra, 3 roga
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POJIOTUYECKUM HAPYIIEHUSIM, YTO U TOBOPUT O KJIIOUEBOM
POJIM CHA B peaiu3allii MeXaHU3MOB HEHPOIIJIAaCTUYHOCTH,
JIeXallX B OCHOBE BBICIIMX KOTHUTUBHBIX (DYHKIIU, OCO-
OEHHO y IeTeil CO CKOMITPOMETHPOBAHHBIM aHAMHE30M.

W Bce ke HayMuMe, Ka3ajloch Obl, pa3HBIX (DOPM MU~
CUM U BIUJETITUYECKUX MPUCTYIIOB — MUOKIOHUYECKHUX,
reHepaJu30BaHHbIX, (DOKATbHbBIX, OJTMTOMOTOPHBIX, aOCaHC-
HbIX (0T 5 10 100 B CyTKM) B COYETAaHUU C SIMICITA(GOPMHOIM
DT (Bximouass DDCC) — Bce 3TO AUKTOBAIIO ITOMCK HOBBIX
MOIXOJ0B B T€panuu (MMOCKOJIbKY B KITMHUKY MOTO0OHbIE AETH
TOCIIUTAIU3UPOBAIUCH, UMes 3a Tieuamu cmeHy 1911 (ot
2 1o 6 mpernapaTos)).

AHau3 NpuIrH pepakTepHOCTU SMUJIETICUY IToKa3all,
4TO OHU ObUIM Pa3HBIMU: OT HEMPABUIBLHO YCTAHOBIEHHOM
dopMBbI STTUJIETICUN Y peOeHKa 10 COMaTUYECKUX 3a00J1eBa-
HUI, HEIOCTATOYHOUN MPUHUMAEMO 103bl Mpernapara uin
MepeHachIleHUsI UM, HEKOPPEKTHOTO COUeTaHus U ap. DTU
BBIBOJIBI MOATBEPKIatoTcst M B MoHorpaduu K. B. Boponko-
Boii, JI.C. ITerpyxuHa u ap. (2008), rae moapoOHO U310XKeHa
TeMa arrpaBalyy MPUCTYTOB OT pa3nuyuHbIx [1DOIT.

Benp camo yyanieHue npucTynoB — 370 ele He ¢GakT
pe3uCTEHTHOCTH dnujencuu! B onpenesieHHOl cTeneHd
HA 9TO JaeT OTBET KOHUEeHTpaIus (YpoBeHb HACHIIIAEMO-
ctu) IIDII B cbIBOPOTKE GOJILHOTO, YTO M XapaKTepUu3yeT
Ta6u. 1.

BbiBO: ypOBEHb HACHIIIEHUS ITPENapaToM Ha 7-e CyTKU
HauboJsiee BbICOK ObLI y Kennpbl U Oenakuta, najiee Tonupa-
Mar, KapbamasernuH 1 JJaMUKTAaI.

Ho oGpamiaet Ha ce0s BHUMaHKe, 4TO 3apMKCHpOBaHa
HM3Kasi KOHIIEHTpAaLKs Y psifia maueHToB (ot 13 mo 25 %).
CrieioBaTesbHO, B CBSI3U C UHAUBUAYAJIbHON YYBCTBUTE/b-
HOCTbIO, COCTOSIHUEM (DEPMEHTHOI CUCTEMBI, OCOOEHHO
(GYHKIIMK TTOIXKETYTOYHOM Keye3bl, MeYeH!U U KUIIeUHU -
Ka, KpailHe BakHO M HEoO0XoauMo o0caenoBaTh pedbeHKa
JI0 Ha3HAYEHMsI MPernapaToB. A NMCEBIOPE3UCTEHTHOCTh U
arrpaBaiys MOTyT JIeXKaTh UMEHHO B 3TOIi IIOCKOCTH.

Ho B KOHTeKCTe HAlllUX UCCIEeA0BaHUI, TPOAHATU3UPO-
BaB pa3MyYHbIC aCMEeKThl PE3UCTEHTHOCTU y HAOII0MaeMbIX
OOJIbHBIX, MbI TIPETOJIOXKWIN, YTO PESUCTEHTHOCTb pa3-
JIMYHBIX (hOPM IMUIETICUM MOXKET JieXXaTh U B TUIOCKOCTH

JIOKQJIbHOTO ayTOMMMYHHOTO Tpoliecca B TOJJOBHOM MO3re
(TIpY 3TOM NIPUYKHBI, €70 BBI3BABILE, MOTYT ObITh PA3HBIMMU).

MMMyHOMaToOIOTHsI TIPY 3TMUJIETICUU Y IETeil BIIepBhIE
B IuTEparype Oblia mpeacrabieHa B padorax Eeg-Olofsson
(1985), G. Pliophys (1989), K. Lischka (1990), J. Aarli
(1993), I1.A. Temuna (1996).

MHoto (C.K. EBryiienko, 1985) B 3aiuiineHHON TOK-
TOPCKOM AUCCEPTALIMU TT10 IBYM CIIELIUATIBbHOCTSIM (HEPBHbIE
00JIe3HU, UMMYHOJIOTHSI 1 aJUIEProJIoTHsi) Oblj1a 000CHOBA-
Ha MOJe/Ib HEHPOTEeHHOT0 UMMYHOAe(UIIUTA Y OOTbHBIX,
MepeHeCIIMX UHTPa- U MOCTHATAJIbHYIO MaTOJOTUIO C Cy-
JIOPOXXHBIM CUHAPOMOM. HaydHBIMU KOHCYJIBTAHTAMHM T10
JMIOKTOPCKOM nuccepTaluu ObUTU aKaleMUK-UMMYHOJIOT
P.B. ITeTpoB u ayeproiior A.J1. Ano.

Kak okazasioch, MapKepbl BOCIAJIEHUSI TIPUCYTCTBYIOT
B IIMAJIbHBIX KJIETKAX U HEPOHAX 3MUIENTOreHHOM TKaHU
MO3ra, U3BJIEYeHHON XUPYPrUIeCKUM MyTeM y MallMeHTOB
C PE3UCTEHTHBIMU K JIEKAPCTBEHHOM Tepanuu ¢hopMamu
SIUJIETICUM U UMEIOIIE pa3nnyHyio atrosoruio! MUKpo-
IJIMA/IbHbIE KJIETKH SBJISAIOTCSA NePBUYHBIMA UMMYHHBIMH
3(¢eKTOPHBIMHA KJIETKAMH, AKTUBUPYEMbIMH B OTBET HA
pa3inyHble BUbI noBpexkaenus mo3ra (I1. baptaer, 2003).

[pyrue akTopsl, TOATBEPKIAOIINE AayTOUMMYHHOCTh
JIOKAJIbHOTO BOCTIAJICHUST MO3Ta:

1. I1pm psige snmnentnaeckux cuHapomMos (Becra, pa-
Be, Jlennokca — lacro, Jlannay — KiteddHepa u np.) ayro-
MMMYHHBI MeXaHM3M B BO3HUKHOBEHHMU TTPOTPEANEHTHO
TEKYIIIETO MaTOJIOrMYECKOTo Mpoliecca sIBJIsIeTCs 0a3UCHBIM.
[Ipu cunnpome Becra 3acdukcupoBaHa neMUETMHUA3ALIMS
(1o nanHbIM M PT) B epuBEeHTPUKYJISIPHOM 001aCTH, TPaK-
TyeMasi MHOTMMU KakK TIPOSIBJIEHUE ayTOMMMYHHOTO TJIEHO-
mero BocniasieHust. Y 28 % Hamu HabJII01aeMbIX OOJTbHBIX
OTMeUeHa CBSI3b C MPOBEIEHHBIMU TTPOMUIAKTHUECKUMK
MTPUBUBKAMM.

2. YacTo mpoucxoasiue MpUCTYIbl CIIOCOOCTBYIOT
CTPEMUTETHLHO PAa3BUBAIOIIEMYCSI MIIIEMUYECKOMY HEKPO3Y
Y anoNTO3y HEUPOHOB M TJIMU U BBIOPOCY MX «OCKOJIKOB» B
CIMTMHHOMO3T0BY10 XXUIKOCTh (CM2K) 1 KpoBb, UTO CTIOCO0-
CTBYEeT BTOPMYHO BO3HMKAIOIIEH ayTOMMMYHHON peaKkIIuu
1 00pa30BaHUIO IMPKYIUPYIOITAX UMMYHHBIX KOMIUTEKCOB

Ta6bnuya 1. KoHyeHTpayus (ypoBHU HaCbILEHUS) MPUHUMAaeMbIX MPOTUBO3NMUIENTUYEeCKUX NpenapaToB
B CbIBOPOTKE KPOBU y AieTel C pasindHbiMmu popmamu anunerncum (ot 1,40 7 cyTOK nocse npuemMma
npenapara) (C.K. EBTyweHko ¢ coaBTt., 2010)

YpoBHU HacbiweHus N3N
K-80 Hus- | Cpen- | Boico- | Hus- Cpen- Bbico-
Mpenapart Gonb- Ao3sa, KW, HUMA, KW, KUWN, HUMA, Kui,
penap HEIX Mr/Kr Hopwma, po | >35— | 66— 0o >35- 66—
MKr/mMn 35% | 65% | 100% | 35 % 65 % 100 %
K-Bo % K-Bo % K-Bo %
JenakuH 30 30-40 70%£5,5 4 13,4 7 23,5 19 63,1
KapbamasenuH 20 20-25 9,2+1,1 5 25 5 25 10 50
Kenna 25 40-50 21,3+2,6 4 16 5 20 16 64
Tonupamar 25 7-9 7515 7 28 5 20 13 55
JNamukTtan 20 5 95+1,7 5 25 5 25 9 50
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U MPOTUBOBOCTIAIUTENbHBIX aHTUTEN (BKJIIOYAsl aHTUTEa K
NMDA-peuenTopaM 1 OTAEJbHBIM MENTUIAM U MOHHBIM
KaHajiaMm).

3. B ayroMMMyHHBII ITPOLIECC BOBJIEKAIOTCS crienuuye-
CKHE MO3TOBbIe OEJIKU — MeNnTu/bl (OTBETCTBEHHbIE 3a Ia-
MSITh, SMOLIUU, MOTOPUKY), YTO MPUBOIUT K 0OPa30BaHUIO
crneludUIecKUX MPOTUBOMO3TOBBIX aHTUTE.

4. Hanuuue MOBBILIEHHOM MPOHUIIAEMOCTU TeMaTOdH-
1edanryeckoro 6apbepa nocjie Kaxaoro SmuienTuieckoro
MPUCTYIIA CIIOCOOCTBYET «MPaHCcOApbepHOll ymeuke» MO3ro-
BbIX AHTUT€HOB, YBEJIUUYEHUIO YPOBHSI MTPOTUBOMO3TOBBIX
AHTUTEN U TUPKYJUPYIOIIUX UMMYHHBIX KOMILUIEKCOB, TO
eCThb yXe 3a0apbepHOil ayTOMMMYHHON peakuuu, YTO U
urxcupyemes 6 kposu. B cBI3M ¢ ITUM U ABJISAETCS HEOO-
XOJMMbIM OLIEHMBATb COCTOSIHME UMMYHHMTETA 10 KPOBH U
JIMKBOPY 00JIbHBIX C Pe3UCTEHTHBIMH (DOPMAMM MUJIETICHH.

JanpHeiiiee u3ydyeHue pe3ucTeHTHBIX (hOpM SITUIIETICUN
y IeTeil noTpeboBaso ry0oKUX UMMYHOJOTHYECKUX UCCIIe-
JIOBaHU I KPOBU U JIMKBOPA TSI IPUMEHEHMUSI CEJIEKTUBHOMN
UMMYHOTEparnuu, YTo HaMu U MPOBOAUIOCH B TEUEHUE
MOCJIeTHUX 5 JIeT.

OueHUBAOTCA MoKa3aTeJu (COYeTaHHO B KPOBU U
CMX):

1. ATbOYMUH CBIBOPOTKH.

2. UmmyHorno6ynuH G CbIBOPOTKH.

3. Ummynoenobyaun G 6 aukeope (Hopma 6,30—33,502/1).

4. AnvOymun 6 aukeope.

5. ATbOYMUHOBBIN UHIEKC.

6. Ilokazamenv unmpamexanvioeo cunmesa IgG (Hopma
0,00—0,27).

7. 1gG/anb0yMUHOBBIN MHIEKC.

OTHOIICHUS] BEIYUCISIOTCS TIO CIEAYIONINM (hopMy-
JlaMm:

Anvoymunossiit undexc = arvoymun CMK (me/n)/anvby-
MUH Cbl8OPOMKLU (2/1).

Humpamekanvnoiit cunmes (npodykuyus) = 1gG CMXK
(mr/n)/ansoymun CM2K (mr/m).

IgG/anrv6ymunosuiii undexc = IgG CMZK (Mr/n) x aib-
OymuH cbiBopoTKH (1/11)/1gG chIBOPOTKM (I/71) X aIbOYMUH
CMXK (mr/m).

Taxkum 06pa3om, Kak BUIHO U3 TabJ1. 2 1 3, onpeesieHue
CYIIPECCOPHOIN aKTMBHOCTU JUMMOIIUTOB (IKBUBAJICHTHA
T-ayTopeaKTHBHOCTH KJIETOK), aKTHBAIINY T -KJICTOK KWJITe-
OB U KJIETOK aIToNT03a, IeMPeCcCrs UMMYHOTIIOOYTMHOB G B
KpPOBH, TIPY aKTUBAIIMK MHTpaTeKaIbHOTO IgG 1 CHIDKEHUT
nHaekca IgG/aTpb0yMUuH TOCTATOYHO TOCTOBEPHO 20680psim

Tabnunya 2. CpaBHUTEIbHbIN aHa/IN3 rNoka3artesiei KI1eTOYHOro UMMYHUTETAa Yy 60J1bHbIX C Pa3/INYHbIMU
PEe3UCTEeHTHbIMU paMUJIbHbIMU POPMaMU INMUIENCUN U 340PO0BbIX JINL (B KPDOBU)

3poposbie (n = 20) BonbHble (n = 40)

Mokasatenu M+m M+m p

vMmMynmTeTa Yucno knetok B 1 mkn kpoBu (abc.)
JNnmdounTsl 2685,1 +113,7 1882,0+ 86,9 <0,01
CD3+ 1986,6 + 104,6 1262,3+ 70,6 <0,05
CD4+ 1521,5+65,3 736,9+ 39,3 <0,05
CD8+ 688,9 +28,1 415,6 £ 29,6 < 0,01
CD16+ 344,6 +37,5 287,9+24,2 >0,05
MHpekc CD4+/CD8+ 2,21+0,10 1,77 +0,08 <0,05
CD16+ 1600,00 + 33,41 569,4+22,3 <0,05
CD25+ 485,20 + 3,05 426,7 £ 24,1 >0,05
CD56+ 345,60 +9,12 798,7+12,3 <0,05
CD95+ 458,12+7,85 1134,70 + 4,83 < 0,01

Ta6nuya 3. CpaBHuTENNb

HbIii aHaIN3 nokasareseli rymopasbHoOro UMMyHUTETa
pamunbHbIMU popMamMu 3NUIErncumn u 340P0BbIX JINL

y 60/1bHbIX pa3InYHbIMUN

NokazaTens BOHbHI\:Ii (:‘ =40) 3p.opo|\snb|i_eé‘n =20) p
YpoBeHb UMMYHOI/106y/INHOB B CbIBOPOTKE KPOBU
IgM 2,6 0,1 1,56+0,10 >0,05
I9G 9,12+0,80 16,31 £ 0,46 <0,01
IgA 2,18+0,10 2,06 £0,11 >0,05
YpoBeHb UMMYHOr/106Y/IMHOB B JINKBOPE
IgM 0,77 £0,20 0,95+0,10 >0,05
IgG 18,4+0,2 7,4+0,6 <0,01
IgA 3,31%0,20 1,3+0,1 >0,05
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00 aKmueayuu aymoummyHHO20 nPOUecca NPU 310KaA4eCMeeHHO
meKyuux gopmax snusencuu y oemeil.

AeyeHue

VY neteli ¢ SNIUAENTUYECKUMU OTAEIbHBIMU (haMUTbHBI-
mu cuHapomamu (Becra, [IpaBe, Jlennokca — lacto, Taccu-
HapW ¥ Ap.); C TSKeJIO0 MPpoTeKaloIiei MepBuYHO- UK BTO-
PUYHO-TeHEePAIM30BaHHOM dMUJIeNncruei (ManonaTuyecKoin
WIM CUMIOTOMATUYECKOM ) ; TSKEI0 MPOTEKAIOIMMMU JIOOHOM
aMnuJercueit, smwiencueli-agasueit JJannay — Kneddnepa;
¢ FIRES-cunapomoMm, xkomopute 6bicmpo gopmupyrom snu-
Aenmuteckylo dHyegasonamuro, Ha TIEPBbIX dTarax, Korua
yrpo3a MWIENTUYECKOro cTaTtyca MporHo3upyeMa Ui oH
yKe OblL1, 4eaecooopazHo npumMeHams 00CMAmo4HO UHMEHCUG-
Hble Memodvl mepanuu.

Jleyenune sanmaentuyeckoro craryca npu FIRES-
CUHIpoMe y AeTeii cTapuie 3 jet. [1pexkne Bcero — 6Gopbba
¢ runeprepMueit (aHaJIbIMH + auMenposa + aueju3uH +
+ maparieramoJ + IeKcaMeTa3oH + JIa3uKc).

KonBynekc B/B + auasenam B/M WU TUOMEHTAN, Mar-
Hes3us 25% — 5,0 B/B, leKcaMeTa30H + Ja3uKc.

Jlanee B 3aBUCUMOCTH OT MpeobsiafaHus Xapakrepa
npuctynoB — kermpa (40—50 Mr/Kr) wiv B COYETaHUU C
BaJIbIIpoaTaMu (IenakuH, KOHBYJIEKC B/B).

KaponoHwukatoniast Tepanusi y MjaaJeHIIeB U AeTel 10
3 net goctaToyHO 3 GheKTUBHA MPU MPUMEHEHUU aHTH-
MUPETUKOB B CYNITO3UTOPUSIX.

Hypoden (nbynpodeH) B BUie peKTaabHbIX CYMIIO-
3UTOPUEB B BO3PACTHON JO3MPOBKE — pa3oBasl j03a S—
10 mr/KT Macchl pebeHKa, HO He 6ojiee 3—4 pas/cyT.

BosMoxHo Ha3HaueHue napateramodia (3 depairaHa)
B BUJIE PEKTAIbHBIX CYNITO3UTOPUEB B BO3PACTHOM JA03U-
poBKe — pa3oBasi 103a 15 Mr/Kr, Ho He 6oJiee 2—4 pa3/cyT.

Hypoden (ubynpodeH) cBeun 1eaecoodbpa3Ho Ha3Ha-
4yaTh W JAETSIM pPaHHEro Bo3pacrta, Macca Tejla KOTOPbIX He
npeBbIIaeT 15 KT, 4yTo 00ycI0BIeHO 10301 nbynpodeHa B
cBeve (60 Mr) ¥ ONTUMAaJIBHOW Pa30BOIf 0301 MTpernapara
5—10 mMr/Kr.

[Mpu hopMHUpOBaHUU BMUIETITUUECKUX SHIEdantona-
THi, ocobeHHO npu cuHapome Jlangay — Kieddnepa u
Ipyrux opmax 3MUIercum y AeTeil, COpOBOXIaeMbIX

CSWS-deHoMmeHOM, cTpaTerusi Tepanuu CyllecTBEHHO
KOPPUTUPYETCS.

Hazmo yuuThIBaTh, 4TO SMUIENTHYECKUE DHIIEDaIona-
TUHM — 3TO TPYAHOKYpabesibHasi 00J1acTh SMUIENTONIOTH.
[Tpu maHHO MATOJIOTUU PEAKO MOXHO OOOMTHCH MOHO-
Teparuei.

XOTs Mpy HATMYKMY TTPENapaToB 3-T0 MMOKOJIEHNS, B 4acT-
HOCTH TIPEACTaBUTENEM CYKCEMUIOB (CYKCUIIETT, 30PAaHTHH,
OCIIOJIOT, CYJIETHAM ), KOTOpbIe 3(h(MEKTUBHBI TPU aOCAHCHBIX
(bopmax sruIenicuu, OHU, IO HAITUM JaHHBIM, 9(PGhEeKTUB-
HBI U IIpH (hOopMax 3MUJIETICUU, KOTOPbIE COIMTPOBOKIAIOTCS
3JIEKTPUYECKUM DITUIEITUYECKUM CTATYyCOM CHa, U 0CO-
OGEHHO B TeX CITydasiX, KOTIa UMeeTCs STICITH3NPOBaHHAS
KOpa, HO HET TUIMTUYHBIX SITUJICITUUECKUX MPUCTYTOB. Benb
B onpenesieHHoM cterteHn DD CC-cMHIPOM MPUOIVKACTCS
K abcaHCHOM (hopMe DITUIICTICUH.

Hamu pekomeHaanmuu 1151 pe3UCTEHTHBIX (TPYAHOKY-
padebHbIX) 00JbHBIX:

1. ITna3zmadepe3 Ne 3 no 1—2 1 yepe3 IeHb.

2. DKCTpaKoOpIopaJbHOE HACHIIIICHUE SPUTPOIIUTOB
[13I1 (C.K. EBtymienko, M.A. MockaneHko, 2004).

3. UmmyHOTI00Y1IMH (OMOBEH MOHO) — TTOJTHBIN 3KBU-
BaJICHT caHaor 100y ImHa 5—7 Mi1/KT B/B (Y 40 % noBTOpeHIE
yepe3 3—6 Mec. — oT 3 10 7 KypcoB).

4. CuHakTeH neno (Cojy-Menpoi, 1eKcaMeTa3oH) OT 2
1o 6—8 Hemenb U ganee oT 3 1o 6 mec. — 0,25—0,5—1,0 o
BO3pAacCTAIOIIEH cxeMe.

5. Kenmipa 40—50 Mr/kr (1101 KOHTPOJIEM KOHIIEHTPALIMKU
rpernapara B CbIBOpoTKe KpoBu (Jrydiire 70 % oT 6Ga3ucHOM
JI03b1)), BO3MOXHO COUeTaHue ¢ KOHBYJIeKCOM (30 Mr/Kr).

6. L-nusuna scumnat 5,0—10,0 + 50,0 ¢pusp-pa.

7. HukotuHoBas kuciota 0,5 B/M € OBBILLIEHUEM 103bI
1o 2,0 B/M omHokpaTHO No 10.

8. Kucnopoanas repanus (anmnapat VALKION).

[MpoTuBo3NIMUIEITUYECKAS TepaTUsl TTPOBOIUTCS IO
NUHAMHUUYECKUM KOHTposieM ypoBHs [1DI1 B kposu.

[MprMeHeHNEe HUKOTUHOBOM KUCJIOTHI, APYTHX COCYI -
CTBIX CPEJCTB (AKTOBETWH, IMHHAPU3WH) M aHTUTUITOKCAH -
TOB (MEKCHIOJ, TUTO(IaBUH), @ TAKXKE CUHTJIETHOTO KUCJIO-
poma 6BUTO 00YCIIOBIICHO CIICAYIOIIMME O0CTOSTETHCTBAMMU:
y 37,5 % o0c1e10BaHHBIX 1€Teil HAMU HAlIEHbI IPH3HAKH,

Tabsmuya 4. KoHyeHTpaumus OCHOBHbIX MPOBOCMAINTEIbHbIX U MPOTUBOBOCMNAINTEJIbHbIX UUTOKUHOB
B CbIBOPOTKE KPOBU 340POBbIX N 60JIbHBIX AeTeli C pedpakTepHo popmMor anunencun
A0 u rnocJsie ne4eHnss 6MOBE€HOM MOHO

3[0poBbie Ao neyeHuns Mocne
MokasaTenb (nr/mn) (P1) (P2) P1-P2 | neuyenuns (P3) | P2-P3

n=20 n=10 n=10
PHO-a 8,98 £ 0,68 198,13 +£6,95 <0,01 81,81+ 3,21 <0,01
MpoBocnanuTensbHble nn-1 29,66 = 2,41 67,76 = 1,23 <0,01 48,82+ 1,25 <0,01
nn-6 4,44 +0,13 121,23+ 2,39 <0,01 99,26 + 2,70 <0,01
nn-4 14,99 + 1,89 7,48 £0,37 <0,01 11,61+0,50 <0.01

MpoTrBOBOCNANUTESNbHLIE

nn-10 3,63+0,06 2,170+0,058 <0,01 2,97 £ 0,05 <0,01

MpumeyaHne: NCNoIb30BaH UMMYHOEPMEHTHbI MeTo4 CO CTaHAapPTHbIM HabOpPOM peakTUBOB Amerson
International plc (BenukobputaHus). OueHka pe3ybTaToB npoussogunacek Ha pugepe PR 2100SANOFI

Diagnostic Pasteur (PpaHymns, 1998).
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CBUIETEIbCTBYIONIME O HAIMYMH Y HUX IIePeOPOBaCKYIsp-
HO¥ HEeJIOCTATOYHOCTH B BUE PA3JIMYHBIX AHOMAJIMIA (TH-
NoNJIa3usl, anjia3us, U3BUTOCTh) HHTPA- U Npenepedpaib-
HBIX COCY/IOB, NOATBepkKAeHHbIX npu MP-anruorpacdum,
nonmieporpadum U yNJIeKCHOM CKAHUPOBAHUM COCYI0B
(C.K. EBtymienko, O.JI. fABopckast, 2008—2011).

[Mocne crabunuzanuu TeueHus 3a601eBaHus, ISl yIyd-
LIEHUS] KOTHUTUBHBIX (pyHKuMid — cemakc 0,1% — 1-2
Karuiv B 00a HOCOBBIX xof1a 1 —3 Mecsila, Ui AebTATULIVH,
koptekcuH 10 mMr B/M Ne 10, uau cupon MHTeUIaH.

Hanuuue noctaToyHOl KOHLIEHTpAUUU COOCTBEHHO-
ro IgG B KpOBU WJIM K30T€HHO BBEIEHHOTO B BUIE B/B
UMMYHOTJI00y/MHA (OMOBEH MOHO), TI0 HAIlIMM JaHHBIM,
JenpeccupyeT BTOPUUHO PA3BUBAIOILYIOCS Qy TOUMMYHHYIO
peakuuto (C.K. Eprymenko, 2010).

Hamu He uckiioueH v Apyroit MeXaHu3M TMOAaBJIeHUS
ayTOMMMYHHOTO TIporiecca, B YaCTHOCTH BHYTPUBEHHBIN
WMMYHOTJIOOYJIMH OJIOKUPYET PsI CIie(PUIeCKUX pelier-
TOPOB U TPOTUBOMO3TOBBIX AHTUTEJT, TEM CAMBIM «OXpaHSIeT»
HEWPOH M TJIMI0 OT MaTOJOTMYEeCKON 3JIEeKTPUIECKON TH-
MEePCTUMYJISIIUN, OCOOCHHO TTPY HATMIUU JIEKTPUIECKOTO
SMWIETITUYECKOTO CTaTyca CHa.

B c¢Bs13U ¢ TTOJTy9eHHBIMU TAHHBIMA HAMM BBIABUHYT HO-
BBIi1 Te31C B (hOPMUPOBAHUN KOHLETILIVH ITIETICUM TTPUMe-
HUTEJIBHO K €€ PE3UCTEHTHBIM (Pa3pyIInTeTbHBIM) (hopMaMm.

Dnunencus (npeumyuecmeeHHo ee pe3ucmeHmHble popmot) —
2O He MOAbKO XPOHUHeCKoe 3a004e6anue Mo3ea (KaK mpakmyem
MKDB), Ho u eco xporuueckoe ésnomexyujee (NpeumyuecmeeHHo
A0KAAbHOE) ayMOUMMYHHOE 80CHaleHUe, NPOAGASAIOUEeeCs 6
KAUHUKE YaCMbIMU NOAUMOPHHBIMU NPUCMYNAMU, INUCIAMY-
com (HepedKo nposouupyembiM eunepmepmueil) u 6bicmpo Ha-
CIMYNAIOWUMU NOBEOEHUECKUMU PACCMPOLICMBAMU, CHUMICEHUEM
roenumusnwix @ynkyuil (C.K. EBrymenko, 2007—2011).

3aBepiast JAaHHYIO CTaThlO, XOTEJIOCh ObI OTMETHUTD, UTO
CETOIHS apXUBAXKHBIM JIJISI IETCKOTO HEBPOJIOTA SIBIISIETCS €T0
KJIMHUYeCcKasl TTIOArOTOBKa, KOMITETEHTHOCTh U BpaueOHast
WHTYUIUS B COYETAHUM C XOPOIIMMHU 3HAHUSIMU TI0 MHCTPY-
MeHTaJTbHBIM MeTOIaM TMarHOCTHKY. be3 aTolt cocTaBstioneit
Teparus SMWICTICHIA y IeTeil He OyaeT BBICOKO3((eKTUBHOI!

B cBs3u ¢ aTuM (¢ Halleil TOYKW 3peHMsI) BO3MOXHO
BBOIUTH (XOTSI OBI YCJIOBHO!) ele omHy (opMy SHIUIIeI-
CHUM — «SITPOTEHHAsI pa3pyIIUTeIbHAsT SIIIETICUS Y IeTel».
D10 hopma, KoTopass BOBpeMsI He paclo3HaHa, a JieueHHe
M3HAYaJIbHO OBLJIO HealleKBaTHBIM!

Wroru 5-netHeitr pabothl JJoOHELIKOTO MeXpeTHOHAb-
HOTO IETCKOTO CTAallMIOHAPHOTO MTPOTHUBOAMMIIENITUIECKOTO
KJIMHAYECKOTO IIEHTpPa IMMOKa3aJu, YTO M Y HAIITMX OOJTBHBIX,
M Y TeX OOJbHBIX, KOTOPbIe TPUOBUIM M3 Pa3HBIX TOPOIOB
YKpanHbBI ¥ IPyTrUX TOCYyOAapCTB, Pe3UCTeHTHOCTD K [1OI11
copMupoBaiach 1o psiy MPUYIMH U He BCerna 3aBHcesa
OT caMO¥ (POPMBI STTUIIECTICUH.

ITo Hammm aanHbM, y 43 % (U3 uKcia jaeteii ¢ pe-
3UCTeHTHOI GopmMoii IMuIencun) U3HAYAIBHO He ObLIa
pacmo3HaHa KOHKpeTHas ¢opMa 3NUJIeNCcHH, He MpoBe-
JIeHO TIy0OKoe 00C/ieloBaHHe W HealleKBaTHO (C y4eToM
NPUCTYNOB!) HA3HAYEHO JiedeHne. [IpuunHOIi 3TOTO CTANI0

OTCYTCTBUME aHaJIM3a XapaKTepa MpUIanKa 1 ero CBSI3U CO
BpeMEHEM CYTOK, IIPOBOLIMPYIOIIMX (pakTOpoB (HoTOCEHCHU -
TUBHOCTH, JIOKOMOILIMA, TIOBEIEHIECKMX PACCTPOMCTB U IP. ).
B cBs13u ¢ aTUM 00y4YeHUEe Bpaueli-MHTEPHOB IeAMaTPOB,
CeMeMHBIX Bpaueid, IeTCKUX HEBPOJIOTOB M IETCKUX TICUXU -
aTpoB 110 pazneny «[lapokcu3manbHbIe COCTOSTHUS Y IeTeii»
JIOJIKHO OBITH CYIIECTBEHHO M3MEHEHO 1 0a3MpOBaThCs Ha
COBPEMEHHBIX ITOIX0/IaX C BUAEOTEKOM MPUCTYIIOB.

IIpuHoLIy HICKPEHHIOK 0,1ar0apHOCTH MOMM COTPY/I -
HHKaM (KOTOPBIX BBICOKO II€HIO 3a MpodecCHOHATN3M |
Ye/ioBeYeCKHe KauecTBa), 0€3 moMOIIM KOTOPbIX M0100-
Hasg padoTa B OIMHOYKY HHKOIJA He OblIa Obl ce/iaHa:
JMUPEKTOPY 00JACTHOTO METCKOTO KJIMHUYECKOTo IIeHTpa
HelipopeaOWIUTAIlNM, 3aCIy>KEHHOMY Bpady YKpauHBI,
K.M.H. O.C. EBTyIlIeHKO 3a cO31aH1e COBPEeMEHHOI Heil-
poGhU3NOJIOrNIeCKO U OMOXMMUUYECKOI J1abopaTopuu ¢
omnpeneleHeM aHTUKOHBYJIbCAHTOB B KPOBU, OpraHu3a-
nuo kabuHera xontep-OKI u D3OI noueHrty Kadenpsl,
K.M.H. A.A. OMebsIHeHKO 3a INIyooKuii aHanu3 991 u
COBEPIIEHCTBOBAHWE METOMOB €€ 3alucHu; npodeccopy
E.A. CaBuenko — 3a MPT-o6cinenoBaHue u riiyooKylo
TPAKTOBKY PE3YyJIbTaTOB; 3aB. HEBPOJOTUUYECKUM OTIECIEHM -
em O1KDB JI.M. I1poxoposoii, opauHatopam OJIKbB k.m.H.
M.A. Mockanenko, M.H. Tony6eBoii, Bpauy kabuHeTa
dyukumonanbHoi auarHoctTuk QKB J1.M. EBTylieHKO;
3aBenytoleit kabunerom 3BT OAKD E.H. borycnasckoi,
opavHaTtopy LieHTpa Heiipopeadbwiutauuu E.U. KyTskoBoii
(O9T + xontep-ODKI'), opauHaTopy LieHTpa Helipopeabu-
nutanuu C.I1. lyounoii (DDI + xonrep-OKI'); peanuma-
tojory OIAKDB nouenty C.B. MockajieHKO; 3aBeaylolei
ouoxumuueckoii Jadboparopueii enrpa H.}O. UBaHOBOIA;
PYKOBOIUTEIIO UMMYHOJIOTMYECKOI TabopaTopun «HoBast
nuarHoctuka» MHBX um. B.K. Iycaka HAMH Ykpaunbt
npod. A.M. THUITOpPHIOOBY.
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PYWHIBHI TA TIXXKOKYPABEAbHI ©®OPMU EMIAENCIT
M ENIAENTUYHI EHLEE®AAONATIT Y AITEN

Pe3iome. ¥V ctarTi 0OrpyHTOBYETHCSI TEPMiHOJIOTISI PYyHIBHUX
¢dopmMm emisencii Ta emienTUUYHUX eHiledanonariii y HeMOBJST
i miTeil. AKLIEHTY€ETbCSI yBara JUTSYUX HEBPOJIOTiB Ha paHHil
JIiarHOCTUIIi i1 3HAYEHHI TSDKKOKYpaOeIbHUX i 0araToJIMKUX IMPOsIBiB
eITiJIeTIcii Ta IX B3a€MO3B’sI3KY 3 TiltepTepMmi€eio. [la€ThCsl TpaKTyBaHHS
PE3UCTEHTHOCTI Ta MCEBAOPE3UCTEHTHOCTI TIPU 3aCTOCYBaHHI
AHTUKOHBYJIbCAHTIB. HaBOMUThCSI HEOOXiTHUI TTaTepH 000B’I3KOBUX
MapakJIiHIYHUX 00CTEeXEeHb Ta iX TpaKTyBaHHs. OmucaHi hopMu
eITiJIeTICiii Yy HEMOBJIAT i miTeld, 3a OOTPYHTOBAaHUM TBEPIKCHHSIM
aBTOpa, BUMAraloThb HOBMX TIIXOMiB i 3aCTOCYBaHHS iHTEHCUBHMX
TEXHOJIOTii1 y JIiKyBaHHi, aJie KOMIIETEeHTHICTb JTikapsl B KypaLlii JaHoi
KaTeropii XBOPUX 3aIMIIAETHCSI OCHOBHOIO.
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DESTRUCTIVE AND DIFFICULT-TO-TREAT EPILEPTIC FORMS
AND EPILEPTIC ENCEPHALOPATHIES IN CHILDREN

Summary. The article explains the terminology of the destructive
forms of epilepsy and epileptic encephalopathy in infants and chil-
dren. Attention of child neurologists is focused on early detection
and significance of difficult-to-treat and multifaced manifestations
of epilepsy and their relationship to hyperthermia. Interpretation of
resistance and pseudoresistance in anticonvulsants application are
given. Described forms of epilepsy in infants and children, accord-
ing to author’s substantiated statement, require new approaches and
use of intensive techniques in treatment, but doctor’s competency in
curation of these patients remains the main one.

Kiouessie ciioBa: resistant forms of epilepsy, epileptic encepha-
lopathies, children.
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