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Dnunencus — 00Ha U3 Haubosee pacnpoCMpPaHeHHbIX HeBPOAOSUHECKUX NAMOA02ULL, 0COOEHHO 8 OeMCKOM U NOOPOCMKO8OM 803pacme.
3aboaesaemocms cocmasasem om 15 0o 113 cayuaes na 100 moic. Hacenenus, ¢ maxcumymom cpedu demeii 1-20 eoda scuznu. Pacnpo-
CMPAHEeHHOCMb SNUAENCUU 8 NONYAAYUU 8biCOKA U cocmasasiem om 5 0o & cayuaes (6 omoeavHblx peeuonax — 10 cayuaes) na 1000
Oemelil 6 sozpacme 00 15 nem. OepomHoe 3Havenue 015 OUACHOCMUKU, HA3HAYEHUS NeUeHUsl U OnpedeseHuUs NPOSHO3a SNUACHCUU UMeem
ee Kaaccugpuxayus. B cmamoe énepegvie npedcmasnen npoekm Hogellulell kKaaccugpuxayuu snusenmuteckux npucmynos 2016 e., ko-
mopblii codepycum psod abCcoOAOMHO HOBbIX KOHUENYULL, BKAIOHUAS O4EeHb 8ANCHOE NPUSHAHUE M020, MO YACMb NPUCMYN08, PACCMAMPU-
8aembiX 80 6cex npedblOYUWUX KAACCUPUKAUUIX KAK MOAbKO 2eHEPAAUZ08AHHBIE UAU MONBKO QOKANbHbIE, HA CAMOM Oee Mo2ym Obimb
U POKANBHBIMU U 2eHEePANU308AHHbIMU 00HO8peMeHHO. K Hum omHecenbl moHu4ecKue, amorHuveckue, MUOKAOHUHeCKUe NPUCMYNbL,
a makce anuienmuyeckue cnazmol. TepmuHn «6mMopu1HO-2eHeparu308aHHble NPUCMYNbL 3AMEHEH MePMUHOM «OUAAMEePaLbHble MOHU-
KO-KAOHUYeCcKUe npucmyns> (MaxK KaKk oHu He A6AAH0MCS OMOCAbHbIM MUNOM SNUNCNMUHECKUX NPUCMYN08, A OMPANCAOM PACHPO-
cmpanerue paspaoa u3 A0vix 0moen08 Kopsl 20106H020 MO32a U I80AIOUUIO AH00020 MUNA POKANbHBIX npucmynos). Mexcdynapoonas
NPOMUBOINUACNMUHECKAs AU2A PEKOMEHO08AAA OMKA3AMbCA OM MEPMUHA «NCe8O0INUNCHMUHECKUe NPUCMYNbL>, 3AMEHUE €20 mep-
MUHOM <HCUXO2EHHble Heanuienmuyeckue npucmynst>. Ecau epav na MomeHm ocMOMPa He ygepeH, Hmo npucmynsl UMerm Snuienmu-
YeCKy npupooy, peKkomeHoyemes ynompeoisims mepmuH «napoKcusmMaibHoe coovimues», 6e3 ykazanus Hozono2uu. O2poMHbiM 00CHO-
UHCMBOM NPOCKMA HOB0U KAaccuukayuu seasemcs paspabomKa KOHUENnyuu OemcKux 3nuienmu4eckux 3SHyedaronamuil,
npU KOMOPbIX He MOALKO CaMU NPUCMYNbL, HO U SNUACNMUDOPMHAS AKMUBHOCHb MOJICem NPUGOOUMb K MANCEAbIM HAPYUIEHUSM 8blC-
wux ncuxuveckux @gyuxyui. Iomumo nodpobHo2o oceeuieHus npoeKma Hogelluel KAacCupukayuy 3nUIenmu4eckKux nPUcmynog cma-
Mbs coOepacUm OemanbHoe U3N0MCEHUE CYWeCMBYIOUUX 8 HACMOosUlee 8peMsi NPUHYUNOE KAACCUDUKAUUU INUACHCUU U SNUACHMUYECKUX
npucmynos.

Karouesnie caoea: snunencus, 3a601e6aemocms, pacnpocmpaHeHHOCMb, INUAENMUYECKUT NPUCMYN, KAACCUDUKAUUS INUNENMUYECKUX
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Epilepsy is one of the most common neurological diseases, especially in childhood and adolescence. The incidence varies from 15
to 113 cases per 100 000 population with the maximum among children under I year old. The prevalence of epilepsy is high, ranging
from 5 to 8 cases (in some regions — 10 cases) per 1000 children under 15 years old. Classification of the disease has great importance
for diagnosis, treatment and prognosis. The article presents a novel strategy for classification of epileptic seizures, developed in 2016.
It contains a number of brand new concepts, including a very important one, saying that some seizures, previously considered as
generalized or focal only, can be, in fact, both focal and generalized. They include tonic, atonic, myoclonic seizures and epileptic
spasms. The term “secondarily generalized seizure” is replace by the term “bilateral tonic-clonic seizure” (as soon as it is not a se-
parate type of epileptic seizures, and the term reflects the spread of discharge from any area of cerebral cortex and evolution of any
types of focal seizures). International League Against Epilepsy recommends to abandon the term “pseudo-epileptic seizures” and
replace it by the term “psychogenic non-epileptic seizures”. If a doctor is not sure that seizures have epileptic nature, the term “pa-
roxysmal event” should be used without specifying the disease. The conception of childhood epileptic encephalopathies, developed
within this novel classification project, is one of the most significant achievements, since in this case not only the seizures, but even
epileptiform activity can induce severe disorders of higher mental functions. In addition to detailed description of the new strategy for
classification of epileptic seizures, the article contains a comprehensive review of the existing principles of epilepsy and epileptic seizures
classification.
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Dnuericus MpeacTaBiIsieT co00i XpoOHUYECKoe 3200~
JIeBaHUE, XapaKTepU3YIOIIeecs: TOBTOPHBIMH, TIPEUMY-
IIECTBEHHO HEIIPOBOLIMPYEMBIMU IIPUCTYIIAMHM C HAPYIIIe-
HUEM IBUTATCIbHBIX, YYBCTBUTEIBHBIX, BET€TATUBHBIX,
MBICJIMTEIBHBIX WU TICUXWYECKUX (DYHKIIMI, BOZHUKA-
IOIIMMM BCJICACTBHE Ype3MEPHBIX HEMPOHHBIX pa3psaoB
B CEpOM BeIlIeCTBE KOPBI TOJIOBHOTO MO3ra. B HacTosIee
BpeMs1 MexnyHapoaHast IIPOTUBOIIMIIICTITUYSCKAST JIUTa
(International League Against Epilepsy — ILAE) mipen-
CTaBWJIa HOBOE OIIPEICIICHIE SIMIICTICUU; «XPOHNMIECKOe
COCTOSIHME MO3ra, KOTOPOe XapaKTepU3yeTcsl YCTOMIM-
BOI IIPEIPACTIONIOXKEHHOCTHIO BEI3BIBATD SIIICITHYECKIE
MIPUCTYIIBI U1 HEUPOOMOJIOTUIECKUMU, KOTHUTUBHBIMH,
IICUXOJIOTUYECKUMHU U COIIMATBLHBIMU TOCICACTBUSIMH.
OnpenesieHNE SIMUJICIICUN TPeOYyeT BOSHMKHOBEHUS X0O-
TS OBl 1 smumiienTudeckoro npuctynar» [14]. IMpuHum-
IMMAaJIbHO BaXKHO, YTO Ha JaHHBIA MOMEHT IIOCTaHOBKA
IWArHOo3a SMMUJIETICUM M, COOTBETCTBEHHO, Ha3HAUCHUE
JICYSHUS TOIYCTUMBI IPY HAJTMYMHU Y anreHTa 1 (a He 2,
KaK paHee) SIMIWIeTITUYSCKOro mpucryna. JIlnarnos smm-
JITICUM MOKET OBITh IIOCTABJICH B CJIICAYIOIINX CIIydasiX:
*  HaJIM4Me I10 KpaiiHeil Mepe 2 HeMPOBOLIMPYEMBIX
(uu peIeKTOPHBIX) STUICIITUYSCKUX TIPUCTY-
OB C UHTEPBAJIOM He MeHee 24 u;

¢  Hamuuue 1 HermpoBoLMpyeMoro (Miau peIeKTop-
HOTO) IPUCTyNa IIPU BO3MOXHOCTU pellMINBa
IIPUCTYIIOB C TAKHUM K€ PUCKOM, KaK ITocje 2 He-
IIPOBOIMPYEMBIX IIPUCTYNHOB (10 KpaifHE! Mepe
60 %) B Teuenue 6muxkaiimux 10 Jer;

*  TOYHO YCTaHOBJICHHBI TMAarHO3 OIPEAeIEHHOTO
SMUJIENTAYECKOro CuHapoma [15].

BrI3BIBaeT HEKOTOPOE HEIOYMEHHE TOT (PakT, Ka-
KHAM 00pa3oM Bpad MOXET OIPEACIUTb PUCK TOBTOPHBIX
IIPUCTYIIOB B IIPOIIeHTaX B TeueHHe Ommkanmmx 10 JerT.
Ho oueBuaHO, UTO AMArHO3 SMUJICIICUU MOXET ObITh YCTa-
HOBJICH MOCJIC €MIMHUYHOTO SMICTITHICCKOTO IIPUCTYTIA,
€CJIV PHUCK ITOBTOPA IPUCTYIIOB OLICHUBAETCS KaK «I0CTa-
TOYHO BBICOKMIT». KpoMe Toro, ya3BUMBIM, C HaIIICH TOY-
KU 3pEHUSI, SIBISICTCS YTBEPXKICHUE, YTO «OIIpeaeIcHIE
SIUJIETICUU TPeOyeT BO3SHMKHOBEHUS XOTs ObI 1 amuiiern-
THYECKOIO IIPUCTYIa». Takke OUeBUIHO, UTO JaHHAas Je-
¢GUHUIIIS He TPUMEHIMA K HEKOTOPBIM IIeTNaTPUICCKIM
SMIICIITUYECCKUM CHUHIpPOMaM, B YacTHOCTU Jlanmay—
Kneddnepa u snuienicum ¢ 31eKTpUYECKUM SITUJICIITH -
YECKMM CTaTyCOM MEUICHHOTO CHa, TIPU KOTOPBIX THarHO3
SIUJICTICUA MOXKET OBITh YCTAHOBJICH U IIPU OTCYTCTBUM
SMWJIETITUYECKUX MPUCTYTOB [22, 23].

Duuierncus — ogHa U3 Hambosiee pacIpoCcTpaHeH-
HBIX HEBPOJIOTUIECKUX MTATOJIOTUI, OCOOEHHO B IETCKOM
U TIOAPOCTKOBOM Bo3pacTe. 3a00J1eBaeMOCTh (IMCIIO CITy-
YyaeB BHOBb IMarHOCTUPOBaHHOM smmtenicuu Ha 100 ThIc.
HacesieHus 3a 1 rom) cocTasisier oT 15 mo 113, ¢ Makcu-
MyMoM Ha 1-m romy xu3Hu — ot 100 mo 233 ciyyaes [7,
8]. PacipocTpaneHHOCTD (4nrciio 60abpHBIX Ha 1000 Hace-
JICHUST) SIMWICTICUH B ITOMYJISIINN BBICOKA U COCTABJISICT

oT 5 o 8 ciaydaeB B Bo3pacTe 40 15 JeT, a B OTIeIbHBIX
pernoHax — 10 ciygaes [6, 8]. MccienoBanus mocien-
HUX JIET II0KA3aJI1, YTO PaCIIPOCTPAaHEHHOCTD SIMJICIICHI
B MockoBckoil u JIeHuHrpaackoil 00J1acTsIX COCTaBIIsIET
2,41 3,0 cayyasa Ha 1000 Bcero HacesleHUS 00JIaCTH COOT-
BETCTBEHHO, a B Pecniyonuke Caxa (Skytus) — 5,5 cuy-
yaeB Ha 1000 meTckoro HaceiaeHus [1].

B nopasnsiionieM O0JbIIMHCTBE cllyyaeB 3abojieBa-
HHE IPOSIBISICTCS SIUICTITUICCKUMMY IIPUCTYIIaMK. DIIH-
JICTITUYECKUI TIPUCTYIT ONpeaesieTcsI KaK IOsSIBJICHUE
MIPEXOSIINX IPU3HAKOB (CUMIITOMOB), KOTOPHIE BO3-
HUKAIOT B Pe3yJIbTaTe aHOMAJIbHOM YPE3MEPHON U CUH-
XPOHHOM HEMPOHAJIBHOM AaKTUBHOCTU TOJIOBHOTO MO3ra
[14]. B Tabun. 1 mpuBeaeHa KiaccupuKalus STUICIITHA-
YeCKHUX MPUCTYIIOB COIJIACHO MPOEKTY KilaccupUKaIlmu
2001 . [12].

Bce mpuctynbl moapasaensioTcs Ha (GoKaJlbHbIS
U TreHepanu3oBaHHbIe. DOKANBHBIN SMUICHTUYECKUMA
IIPUCTYII OTIPEIeIsIeTCS KaK IIPUCTYII, MCXOMSIIININ U3 Ka-
KOIi-1100 001aCTU HEelipOHAIbHBIX CETEi, OrpaHUYCH-
HBIX | TmosyliapueM; 3Ta 30Ha MOXET OBITh JIOKAJIbHOM’
WX 3aHUMAaTh OOJIbIIYIO TIoanb. Bo3aMoxHO pacnpo-
CTpaHEHME Ha COCeTHUE 30HBI MM MEePeXoa Ha KOHTpa-
natepanbHoe monymapue [10, 13]. [eHepanm3oBaHHBIM
SIUJICIITUICCKUM TIPUCTYIT OIPEeaeIsIeTCS KaK IMPUCTYII,
UCXOISIIUNA U3 HEKOTOPOM 001aCTU TOJIOBHOIO MO3ra,
C OBICTPBIM pacIipoCTpaHEeHHEM U OujiaTepalbHbIM 3a-
XBaTOM HEMpoOHaJIbHBIX ceTeli. JIByCTOpOHHME HEelpo-
HaJIbHBIE CETH MOTYT BOBJIEKATh B IIPOIIECC KaK KOPKO-
BBI€, TaK U IIOAKOPKOBBIE CTPYKTYPBI, HO HE 00s3aTEIbHO
BCIo Kopy. [IprCTynbl MOTYT HAaUMHATHCS U JIOKAJIBHO,
HO WX JIOKQJIM3AUs U JIaTepaan3alns He TTOCTOSIHHBI,
a MI3MEHSIIOTCS OT IIPUCTYTIAa K IPUCTYITY. [eHepann3oBaH-
HBI€ IMMPUCTYIILI MOTYT OBITh M aCUMMETpUYHBIMU [10].
OmHaKko HEKOTOPBIE IIPUCTYITBI HE MOTYT OBITh OMHO3HAY-
HO OTHECEHBI K TeHEePaIM30BaHHBIM WIN (POKAJTBHBIM,
TaK KaK MMEIOT KJIMHUYECKUE U 3IEKTPO3HIIedasorpa-
duueckue (B3I') yepTrl 000MX 3TUIX THIIOB. Kpome TO-
IO, 4YacTb MIPUCTYIOB, TPALULIMOHHO KJIaCCU(ULIUPYEMBIX
KaK reHepaJIn30BaHHbIC (AIUICIITUICCKIE CIIa3MBl, KO-
POTKME TOHUIECKHE, aTOHMIESCKIE, aTUITNIHBIC aOCAHCHI,
SIMJIECITUICCKIAN MUOKIOHYC BEK U Ip.), II0 MEXaHU3MY
BO3HUKHOBEHMUS SIBJISTIOTCS (DOKAJTBHBIMU, UCXOISIITUMU
yallle BCEro U3 KOphbl JOOHBIX H0Jei 1 00pa3yloTcs my-
TeM BTOPUYHOI OMJIaTepaJbHON CUHXpOHU3aIuu [2, 4,
5]. MBI nipeIJIOXXUIU UMEHOBATh JaHHBINA TUIL IIPUCTYIIOB
TICEBIOTCHEPATM30BAaHHBIMM 1 OIIPEIEIIATh MX KaK 11~
JINTUYECKUE TIPUCTYIIBI, MMEIOIINEe TeHepaJIu30BaHHBIC
KIIMHUYeCcKUe posiBiaeHusd u nuddysansie DD -naTrep-
HBI, HO IT0 MEXaHM3MYy BO3HUKHOBEHMUS SIBJISIIOIIAECS
¢dokanbHbBIMU [3].

B mipoekre maHHO# KitaccuduUKaIy yIpa3qHeHO pasie-
JieHne (hOKaIbHBIX (MaplIMaIbHBIX) IIPYCTYIIOB Ha IIPOCTHIC
(6e3 BRIKITIOYEHHST CO3HAHMS) Y CIIOXKHBIC (C BEIKITIOYCHHEM
CO3HAHUSI) MapIUaIbHEIC. DTO 00YCIOBICHO TEM, YTO TOYHO
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Ta6muua 1. IIpoexm kaaccugurayuu snusenmu4eckKux npucmynos8 coeaacho 0okaady komuccuu Mexcoynapoonoti npomugosnuienmu-
ueckoll aueu no kaaccuguxayuu u mepmuronoeuu (J. Engel, 2001) [12]

Table 1. Classification of epileptic seizures according “A proposed diagnostic scheme for people with epileptic seizures and with epilepsy”:
report of the ILAE Task Force on Classification and Terminology (J. Engel, 2001) [12]

Types of seizures

Self-limited seizures

Continuous seizures

[eHepannzoBaHHbIE
Generalized seizures
ToHuKO-KJIOHUYECKHE
(BKJTIOYAst BApMAHTHI HavYajia
C KJIOHMYECKOW WJIU MUOKJIIO-
HUYECKOM (azbl)

Tonic-clonic seizures (includes
variations beginning with a clonic
or myoclonic phase)
Knonuueckue (¢ Jerkum
TOHUYECKUM KOMIIOHEHTOM
WK 6e3 HETro)

Clonic seizures (with or without
slight tonic component)
TunuuHble abcaHChI

Typical absence seizures
ATUTIMYHBIE a0CaHCHI

Atypical absence seizures
MuokiioHnYecKre abcaHChl
Myoclonic absence seizures
Tonuueckuie

Tonic seizures
ONUJIENTUYECKUE CIIa3Mbl
Epileptic spasms
ONUIeNnTUYECKU MUOKIOHYC
Epileptic myoclonus
MuoxkiioHyc Bek (¢ abcaHcaMu
WIK 6€3 HUX)

Eyelid myoclonia (with or without
absences)
MuokiIoHYeCK-aTOHUIe-
cKkue (MUaTOHUYECKNE)
Myoclonic atonic seizures
HeraTuBHBII1 MUOKIIOHYC
Negative myoclonus
ATOHMYECKUE

Atonic seizures

PednekTopHbIe TeHepaIu30-
BaHHBIE

Reflex generalized seizures

®DoxkanbHbIC

Focal seizures

®okasbHbIE CEHCOPHBIE

(C MPOCTHIMYU CUMITTOMaMH,
CBSI3aHHBIMU C PA3APAKECHUEM
3aTbUIOYHOUN WJIM TEMEHHOU
JIOJIV, VUTA CO CIIOKHBIMU
CUMIITOMAaMU, CBSI3aHHBIMU
C pa3gpakeHUeM BUCOYHO-
TEMEHHO-3aThIJIOUHOI KOPbI)
Focal sensory seizures (with
elementary symptoms associated
with occipital and parietal lobes
irritation, or with experiential
symptoms associated with
temporo-parieto-occipital area
irritation)

DokabHbIE MOTOPHBIE:
KJIOHUYECKUE, ACUMMETPUY-
Hble TOHUYECKHE (CBSI3aHHbIE
C pa3gpakeHUEM JOIOJIHN-
TEJIbHOU MOTOPHOU 30HBI),

C TUIIMYHBIMU aBTOMAaTU3Ma-
MU, C TUIIEPKUHETUYECKUMU
aBTOMaTU3MaMu, ¢ (hoKab-
HBIM HETaTUBHBIM MUOKJIOHY-
COM, UHTUOUTOPHBIE

Focal motor seizures: clonic,
asymmetrical tonic (associated with
supplementary motor area
irritation), with typical
automatisms, with hyperkinetic
automatisms, with focal negative
myoclonus, inhibitory
Tenactuueckue

Gelastic seizures
I[emuknoHnnueckue
Hemiclonic seizures
BropuuHo-TeHepanu3oBaHHbIE
Secondarily generalized seizures
PediekTopHbie hokambHBIE
Reflex focal seizures

TeHepann3zoBaHHBIN SMUAJIE-
TUYECKUU CTaTyC

Generalized status epilepticus
Craryc reHepaaTu30BaHHBIX
TOHUKO-KJIOHUYECKUX
TNPUCTYIIOB

Generalized tonic-clonic status
epilepticus

Craryc KJIOHUYECKUX TIPUCTYTIOB
Clonic status epilepticus

Cratyc abcaHCOB

Absence status epilepticus
CraTyc TOHUYECKUX MPUCTY-
0B

Tonic status epilepticus

CraTyc MUOKJIOHUYECKUX
TIPUCTYIIOB

Myoclonic status epilepticus

DoKaTbHBIN SMTETITUYC-
CKUW CTaTyc

Focal status epilepticus
KoxeBHMKOBCKas SNUIe -
cus

Kozhevnikov’s epilepsia
TIponomkenHas aypa

Aura continua

CraTyc TMMONYECKHUX
TIPUCTYIIOB (TICUXOMOTOPHBINA
CTaTyc)

Limbic status epilepticus
(psychomotor status)
[eMUKOHBYJILCUBHBII CTaTyC
C TEMUIIAPE30OM
Hemiconvulsive status with
hemiparesis

memssss O pUTUHANDLHEDE

* HapyIIeHWE BBICIINUX IMCUXUUCCKUX (PYHKIIMIA
BO BpEMS NPUCTyNA — BEAYIIUHA KIMHUYECCKUN
MpU3HAK;

OIpEeNeNINTh YPOBEHb CO3HAHUSI B MOMEHT IIPUCTYyTIA JO-
CTaTOYHO CJIOXKHO M Bpay OOBIYHO IMOJIaracTcsl Ha paccKas
OKPYKAIOIINX JIFOIEH MM CaMOTO TalleHTa O IPUCTYIIE,

YTO HE MOXET OBITh OOBEKTUBHBIM. JI100bIe (pOKATbHEIE *  HapylleHHI 2 1 60jiee KOMITOHEHTA BBICIINX IICH~
SIWIETITUYECKIE IIPUCTYIIBI, IIPOTEKAIOLINE C U3MEHEHUEM XUYECKUX DYHKIINUIA;
CO3HAHUsI, ObUIO PEKOMEHIOBAHO HAa3bIBATh JUCKOTHUTUB- *  JIaHHbIEC O HAPYLLIEHUH BBICILIMX ICUXUYECKUX (DYHK-

LIMIA B MOMEHT IIPKCTYIIA HeorpeneaeHHbL. Komro-
HEHTHI BBICIIMX IICUXUYECKUX (DYHKIII BKITIOYAIOT
BOCITPUSITHIE, BHUMAHUE, SMOLIIH, TIAMSITh, SK3€KY-
TUBHbIE (UCIIOJHUTENIbHBIC) QYHKLMM [19].

HBIMU, OTHAKO JAHHbBIIA TEPMUH HE MPYDKWICSI U B TAJIbHEM -
meM ObuT yripasmHeH [11, 13, 20, 21]. H.O. Liiders u coaBr.
(1998) [20] peKOMEHIYIOT UCIOJIb30BATh TEPMUH «IHCKOT-
HUTUBHBIE IIPUCTYIILI» B TEX CIIy4asiX, KOIJa:
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Oxonuanue maba. 1
End of tab. 1

ITpoBouupyromue akTopsl Npu pedIeKTOPHBIX MPUCTYNIAX

3puTebHbIE CTUMYJIBI: MEJIbKAIOIIMIA CBET (3KeIaTeIbHO YKa3aTh 1BET), (hOTOCEHCUTUBHBIM MATTePH, IPYTUe 3pUTEIbHbIE CTUMYJIbI
Visual stimuli: flickering light (color to be specified when possible), photosensitive pattern, other visual stimuli

MBbICIUTENbHBIN TTPOLIECC
Thinking

My3bika

Music

Ena

Eating

BrinonHeHue nBUXeHu i
Moving

CoMaToCeHCOPHBIE CTUMYJIBI
Somatosensory stimuli
ITponpuonienTUBHBIE CTUMYJIbI
Proprioceptive stimuli

YteHue

Reading

Topsiuas Boga

Hot water

Peskuii 3ByK (CTapTJI-TIPUCTYIIbI)
A harsh sound (startle seizures)

Tak Ha3bpIBaeMasi ceMuoJioruyeckas kjaccuduka-
s amwienTudeckux npuctymnos Jliogepca (H.O. Liders
" coaBT., 1998), pazpaboranHas B 1998 1., ocHOBEIBaeTCsI
HUCKIIIOUMTEJIPHO Ha KIMHUIECKUX OIMMCATEeIbHBIX IIPHUH-
LIUIIAaX «4TO BYLXY, TO ¥ OIMCHIBAIO» (TP MUHUMAaJIBHOM
yaete DD -KputepueB) U JOCTATOYHO ITPOCTA U TTOHSITHA
TSI IPAKTUKYIOIINX Bpadeil. DMICITHYECKUE TIPUCTYIIBI
HoApa3aeisioTcs Ha 5 TUIIOB:
®  ayphl: UKTaJIbHBIC TIPOSBICHUS UMEIOT CEHCOP-
HbIe, TICUXOCEHCOPHbIE CUMIITOMBI 1 OIIYIIEe-
HUS HapyIIeHUS] BOCTIPUSATHS (BKIIOUAs CIIyX0-
BBIC, 3pUTEJbHBIC, OOOHSITEIBHBIC, BKYCOBHIC,
COMAaTOCEHCOPHEBIE WM SMOIIMOHAIBHBIC OIIY-
IIeHUs);

® BereTaTHBHbIE MPHUCTYIbI: OCHOBHOE MKTAJIbHOE
IIPOSIBIICHUE — BEreTaTUBHBIC CUMIITOMEBI, OOBEK-
TUBHO ITOATBEPKICHHBIC;

®  MAJleNnTHYEeCKHE MPUCTYNbI: OCHOBHOE NKTAIbHOE
MIPOSIBIICHNE — U30JIMPOBAHHOE BBIKITIOUCHUE CO-
3HaHMS, BHE 3aBUCUMOCTH OT pe3yabTaToB DDI -
HcciaenoBaHus. Pa3mmyalor reHepaan30BaHHBIC
(abcaHchl) U (oKanpHBIE (paHEe — CIIOXHBIC
IMapIyajbHbIC) THATCTITUYSCKIE TPUCTYIIHI;

®  MOTOpHBIE MPHCTYNbI: PA3JINYAIOT IPOCTHIE MO-
TOpHBIE (MUOKJIIOHUYECKUE, TOHUIECKUE, KO-
HUYECKNEe, TOHNKO-KIOHNYECKHE, BEPCUBHBIC)
1 CJIOKHBIC MOTOPHBIE (C TUIIEPMOTOPHBIMU aB-
TOMaTU3MaMM);

® 0co0ble MPUCTYMBI: XapaKTePU3YIOTCS HETaTUB-
HBIMU TIPOSIBIICHUSIMU (aTOHUYECKIE, acTaTHIe-
CKHe, TUIIOMOTOPHBIC, aKUHETUIECKIE U ada3u-
yeckue) [20].

B pamkax maHHO# CTaTbM BIIEPBBIC IIpEICTaBJICH
MMPOEKT HOBeMIIel KaaccuuKaluy SMAIEITHIECKAX
npuctynos 2016 1., KoTopast COIEPXKUT psia aOCOTIOTHO
HOBBIX KoHLenuuii [16]. KomoccaabHbIM I1aroM BIIEPE,
SIBJISIETCSI IPU3HAHYE TOTO, YTO YaCTh IIPUCTYIIOB, paccMa-
TPUBAEMBIX B IIPEIBIIYIINX KIACCU(UKAIUIX KaK TOJIHKO
reHepaJn30BaHHbIC WM TOJIBKO (pOKaIbHBIC, HA CAMOM
Jieie MOTYT OBITh 1 (DOKAIBHBIMU, 1 TeHEPAIM30BaHHBIMU
OomHOBpeMeHHO (Tab:1. 2). K HUM oTHeCeHbI TOHUYECKHE,
ATOHMYECKME, MUOKIIOHUYIECKIE TIPUCTYIIBI, a TAKXKE IITH-
JICITUIECKHUE CIIa3MBl.

B npeapiayiyx nyoanKauusix Mbl HEOZTHOKPATHO aK-
LIEHTUPOBAIV BHUMAaHNE Ha JAHHOM BOIIPOCE U BBEJIU M0~
HSTHE TICEBIOTeHEpAIM30BaHHBIX MPUCTYIOB [3]. Kpome
TOHMYECKUX, aTOHNYECKNX, MUOKIIOHNIECKUX IIPUCTYIIOB
1 SIMICTITUICCKHX CITa3MOB K JaHHOMY THITY MBI OTHECIU
U aTUIIM4YHbIe abcaHchl. K coxaeHuio, B MpoeKTe Kiiac-
cupukauuu 2016 1. aTunMYHBIE a0CAHCHI OTHECEHBI UC-
KJTIOYMTEIBHO K TPYIIIE TeHePAIM30BaHHBIX IIPHCTYIIOB.
JlanHas kiaccupukaiyst BHOBb BEpHYJIach K HEOOXOIMMO-
CTH XOT$I ObI OPMEHTUPOBOYHOM OLICHKH YPOBHS CO3HAHMS
TMalyeHTa (B CO3HaHUH; CO3HAHME HapyIIeHO; HEU3BECTHO)
BO BpeMsI (POKaTbHBIX IIPUCTYITOB. DTO OOJIBIION 11ar BITe-
PelI IT0 CPaBHEHUIO CO CTapbIM ITOApa3aecHUEM IIPUCTYIIOB
Ha MaplraJIbHBIC IIPOCTHIC U CJIOXHBIC. B IIpoekTe HOBOI
KJTaccuUKAIMY OIIcHKa YPOBHSI CO3HAHUSI HE TIPMBSI3aHa
K Ha3BaHMIO MPUCTYIA, KaK paHbIle (HaIIpuMep, TEPMUH
«CJIOKHBIA MapLMAIbHbIN IPUCTYI» HE HEC HUKAKOU CMBbI-
CJIOBOI Harpy3Ku, KpoMme (pakTa BEIKITIOYCHUSI COZHAHUS),
a IMMPOM3BOINTCS HE3aBUCUMO IS KaXKIOIO TUIIA TIPUCTY-
noB [21]. INpennaraeTcss KOMIUIEKCHBIN TTOAXOA K OLIEH-
K€ YPOBHSI CO3HAHUS: HE PEKOMEHIOBAHO MCITOJIb30BaTh

11
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Ta6mauna 2. IIpoexm Ho60il paboueli Kaaccugurayuy Snuienmu4ecKux npucmynos, npedcmasnenuiii Mexcoyrnapooroii npomueo-
anusrenmuyeckoti aueoii (R.S. Fisher u coasm., 2016) [16]

Table 2. New operational classification of epileptic seizures presented by International League Against Epilepsy (R.S. Fisher et al., 2016) [16]

Types of epileptic seizures

C dokalbHBIM HauajaIoM
Focal onset

MotopHbie (¢ TBUraTeIbHBIM HAYAJI0OM):
Motor (with kinetic onset):

C aBTOMaTU3MaMU

With automatisms
Tonuueckue

Tonic

AToHUYeCKUe

Atonic

MuokaoHnYecKue
Myoclonic

Kiionnueckue

Clonic

DNUIENTUYECKHUE CIIa3Mbl
Epileptic spasms
[unepkuHeTnYECKUE
Hyperkinetic

He MoTopHbIe

(0e3 mBUraTeIbHOrO HAYANA):
Non-motor (without kinetic onset):
CeHcopHBbIe

Sensory

KornutruBHbie

Cognitive

OMOIMOHAIbHBIE

Emotional

BereraTuBHbIE

Autonomic

C 0CTaHOBKOW aKTMBHOCTHU

With activity stopped

Ouyenka ypoeHs CO3HAHUS NAYUeHma:
COXPAHEHO, HapYUuleHo, HeU38eCmHo
Awareness evaluation: aware, impaired
awareness, unknown awareness
Tpancghopmayus 6 buramepanvhole
MOHUKO-KAOHUYECKUe NPUCMynbl

C reHepaJin30BaHHBIM HAa4aJoOM
Generalized onset

MotopHbie (¢ IBHraTeIbHBIM HAYaJI0M):
Motor (with Kkinetic onset):
ToHuko-KIOHUYECKHE

Tonic-clonic

Tonuueckue

Tonic

ATroHuYecKue

Atonic

MuokoHnYecKue

Myoclonic
MuOKIOHUYECKN-aTOHUYECKUE
Myoclonic-atonic

Knonnyeckue

Clonic
MuUOKIIOHMKO-TOHNUKO-KJIOHUYECKIE
Myoclonic-tonic-clonic
DONMUJIECNITUYECKUE CTIa3Mbl

Epileptic spasms

He MoTopnbie (aOcaHChI):
Non-motor (absence):
TunuuHbie

Typical

ATUTTMYHBIE

Atypical
MuokoHnYecKue
Myoclonic

MuoKJI0HYC BeK

Eyelid myoclonia

C HEM3BECTHBIM HAYaJIOM
Unknown onset

MoTtopHbie (C IBUraTeIbHBIM HAYAJI0OM):
Motor (with Kinetic onset):
ToHuKO-KIOHMYECKIE

Tonic-clonic

DONUIECNITUYECKIE CIIa3MbI

Epileptic spasms

He moropnbie

(0e3 nBUraTeIbHOrO HAYaJIa):
Non-motor (without kinetic onset):

C 0CTaHOBKOI aKTUBHOCTHU

With activity stopped

Ouenka ypoeHs CO3HAHUS NAUUEeHMA:
COXDAHEeHO, HapYUWieHo, Heu36eCmHo
Awareness evaluation: aware, impaired
awareness, unknown awareness

Heknaccugumnmupyembie
Unclassified

Transformation into bilateral tonic-clonic seizures

eIMHUYHbIE KPUTEPUHM, TAKUE KaK «HEBO3MOXHOCTb I1a-
LIMEHTA OTBEYATh Ha BOIPOCHI» WIIM «HEBBITTOJIHEHUE KO-
MaHg». [loguepKuBaeTcsl, 4YTO OTCYTCTBUE PEUM B MOMEHT
MPUCTYIIA ¥ HEBO3MOXKHOCTh BBIITOJIHEHMSI KOMaH[I He 0051~
3aTeJbHO CBUIETE/IIBCTBYIOT O TOM, UYTO CO3HAHUE IMaLl-
eHTa HapyueHo. Takxke B rmpoekte 2016 1. mpemiaraercs
J100aBUTD B KJIACCU(PUKALIMIO PSIT HOBBIX TUIIOB IIPUCTYIIOB:
MMOKJIOHUKO-TOHHUKO-KJIOHUYECKHE (TeHEepali30BaHHbIE),
TUIEPKUHETHIECKIE (BMECTO (DOKAIBHBIX C TUTICPKIHETH -
YeCKMMU aBTOMAaTU3MaMM ), KOTHUTUBHBIE (BMECTO JUCKOTI-
HUTHBHbIX), SMOLIMOHAJIbHEIE, C OCTAHOBKOI aKTUBHOCTH.
Kpome Toro, HOBBI IIPOEKT ITOMOIaeT CUCTEMATU3UPOBATh
Jaxe HekIaccupuLupyeMble MIPUCTYIbI HA OCHOBAaHUU
MX KMHEMATUKU 1 OLEHKHU YPOBHSI Co3HaHuUsl. BaxHo, 4To

ILAE oxoH4YaTebHO OTKa3alach OT TEPMUHA «BTOPUYHO-
reHepaJnM30BaHHbIE TIPUCTYIIB», 3aAMEHUB €r0 TEPMUHOM
«OunarepairbHble TOHUKO-KIOHUYECKHUE IIPUCTYIIB». DTO
CBSI3aHO C TeM, YTO OMIaTepaibHbIe TOHUKO-KIOHMYECKIE
TPYCTYIIBI HE SIBJISIIOTCSI, TTO CBOEH CYTH, OTHCIbHBIM TUIIOM
SIWICTITUYECKUX IIPUCTYIIOB, a OTPAXKAIOT PaCIIpOCTpaHe-
HUE pa3psiia U3 JTIOOBIX OTIEIOB KOPHI Y SBOIIOIIUIO JIFO-
6oro Tura GoKaIbHBIX TPUCTYIIOB. OMHAKO BBUAY UX BhI-
COKOM pacpOCTPaHEHHOCTU U KJIIMHUYECKOM 3HAYMMOCTH
OHM BBIHECEHBI B OTIEILHYIO pyOpuKy [16].

Crnenyet monuepkHyTh, 4To ILAE pexomeHnmgoBana
0TKAa3aThCs OT TEPMUHA «IICEBIOIMUICIITUYECKIE TIPU-
CTYIIbI», 3aMEHUB €T0 TEPMUHOM «IICUXOT€HHBIC HEIIIN-
JIENITUYECKUE MPUCTYIbl». Eciiv Bpad Ha MOMEHT 0cMOTpa
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Ta6muua 3. [Ipoexm kaaccugurkayuy dnusenmuecKux cCuHOpomos, npedcmasaennviii Mexcdynapoonoii npomueosnusenmu4eckot

aueoti (J. Engel, 2001) [12]

Table 3. Classification of epileptic syndromes according “A proposed diagnostic scheme for people with epileptic seizures and with epilepsy”:

report of the ILAFE Task Force on Classification and Terminology (J. Engel, 2001) [12]
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I/Iz[Honaanecme QJOKHJIBHBIC SMNUWJICTICUU MJIaJICHYCCTBA U AE€TCTBA
Idiopathic focal epilepsies of infancy and childhood
JloO6pokavyecTBeHHbIE MJIaIcHUECKME MPUCTYIIbI (HECEMEMHBIEC)
Benign infantile seizures (non-familial)

Jo6pokadecTBeHHAsI SMUJIETICUS IETCTBA C LIEHTPATbHO-BUCOUYHBIMU CTIATKaMH («pOJIaHINYecKasi»)

Benign childhood epilepsy with centrotemporal spikes (“rolandic’)

JloO6pokadecTBeHHasI 3aThIJIOUHAS STUJICTICHUS IETCTBA ¢ paHHKMM Ae0roToM (Tur [TaHaitoTomynoca)

Early onset benign childhood occipital epilepsy (Panayiotopoulos type)
JloGpokavecTBeHHAsI 3aThJIOYHAsT SMTUJIETICUST IETCTBA C TTO3MHUM Ae6toToM (Trm [acto)
Late onset childhood occipital epilepsy (Gastaut type)

CeMeliHble (ayTOCOMHO-IOMUHAHTHbIE) (hOKATbHbIE SMUIETICUNA
Familial (autosomal-dominant) focal epilepsies
JloOpokavyecTBEeHHbIE CeMEITHbIE MPUCTYIIBI HOBOPOXKICHHBIX
Benign familial neonatal seizures

JloO6poKkavyecTBEeHHbIE CEMEITHbIE MPUCTYIbI MIaIeHIECTBA
Benign familial infantile seizures

AyTOCOMHO-TOMUHAHTHAsI HOUHAS JIOOHAS SITMICTICUS
Autosomal-dominant nocturnal frontal lobe epilepsy

CeMeliHast BUCOYHAST SITUICTICUS

Familial temporal lobe epilepsy

CewmeitHast hoKabHasT ANMUJIETICHS ¢ BaprabeTbHbIM (hoKycoM™
Familial focal epilepsy with variable foci*

CuMIToMaTU4eCcKme (I/I.TII/I BEPOATHO CI/IMHTOMaTI/I'{CCKI/Ie) (l)OKa.J'IbHI)IC SIINJICIICUN
Symptomatic (or probably symptomatic) focal epilepsies
JlumOnyeckue SMUIETICUN:
Limbic epilepsies:
Me3UaJIbHAas BUCOYHAS SMWIETICHUS C TUIIITOKAMIIAIBHBIM CKJIEPO30M
mesial temporal lobe epilepsy with hippocampal sclerosis
Me3UajibHasl BUCOYHASI SIMIICTICHSI, 00YCIOBICHHAS CIeIIM(PUICCKOM STHOTOTUEH
mesial temporal lobe epilepsy defined by specific etiology
Ipyrue GopMBI OIpeAeICHHON JTOKATU3alIN! ¥ STHOJIOTUN
other types defined by location and etiology
HEOKOPTUKAJIBHBLIC SITUJICTICUN
neocortical epilepsies
cuHapoM Pacmyccena
Rasmussen syndrome
FCMI/IKOHByJ'IBCI/IBHO—I‘CMI/IHJICFI/I‘{CCKI/II;'I CUHAPOM
hemiconvulsion-hemiplegia epilepsy syndrome
MUTPHUPYIOIIKE MaplrabHbIe TPUCTYITHI pAHHETO MiIafeHYeCTBa™
migrating partial seizures of infancy*
npyrue hopMbI OTIpeAeIeHHOM JIOKAIN3AIIUN Y STUOJIOTUN
other types defined by location and etiology

Wpanonatuyeckuie reHepaau30BaHHbIE SMWIECTICUN
Idiopathic generalized epilepsies
JloOpokavyecTBeHHasi MUOKJIOHUYECKAs SMWIETICUS MIaleHYeCTBa
Benign myoclonic epilepsy in infancy
Onuierncusi ¢ MUOKJIOHUYECKU-aCTaTUIECKMMU MTPUCTYTIaMU
Epilepsy with myoclonic-astatic seizures
Jlerckasi abcaHC-3IUIETICUST
Childhood absence epilepsy
Onuierncusi ¢ MUOKJIOHMYECKUMU abcaHCaMu
Epilepsy with myoclonic absences
W nnomnaTndeckue reHepan30BaHHbIE SMAJIETICUU ¢ BapraOeTbHBIM (heHOTUTIOM:
Idiopathic generalized epilepsies with variable phenotypes:
IOHOIIIeCKas a0CaHCHAasl SMWJIETICUS
juvenile absence epilepsy
IOHOIIIECKas MAOKJIOHNYECKAs SIUIIETICUSL
juvenile myoclonic epilepsy
SIMUJIETICUS C U30JIMPOBAHHBIMY F€HEPATU30BAHHBIMU TOHUKO-KJIOHNYECKUMU IPUCTYIIaMU
epilepsy with generalized tonic-clonic seizures only
[eHepanuzoBaHHas anuiencus ¢ GedpuabHBIMU MIPUCTYIIAMU TLTIOC™*
Generalized epilepsies with febrile seizures plus*
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Oxonuarue maba. 3
End of tab. 3

PedexTopHbie anmencun

Reflex epilepsies

Wnuronatnyeckast hoTOCEHCUTUBHAS 3aThIIIOYHAST STTUJICTICHST

Idiopathic photosensitive occipital lobe epilepsy

Hpyrue dopMbl SMUAIETICUU C TIPUCTYITAMH, BOSHUKAIOIIUMHK BCIIEACTBUE 3PUTEITLHOMN CTUMYIISIITAN
Other visual sensitive epilepsies

TlepBuyHas snuiencus YTeHUus

Primary reading epilepsy

CrapTi-snuiencus

Startle epilepsy

DrnuenTryeckue sHIedanonaTiu (Ipy KOTOPHIX SMUWIENTUOOPMHAS aKTUBHOCTh Ha 3JIEKTPOSHIIE(amorpaMme
MOXET MPUBOJIUTD K MPOTPECCUPOBAHUIO HEBPOJOTUUECKUX HAPYIIIEHHUIA)

Epileptic encephalopathies (when epileptiform activity in electroencephalogram may lead to the progression of neurological
disorders)

PanHsg MuokiioHnyeckas sHiedanonaTus

Early myoclonic encephalopathy

Cunagpom Oraxapa

Ohtahara syndrome

Cunapom Becra

West syndrome

Cunnpowm JIpaBe

Dravet’s syndrome

MuoKIOHMYECKUIA CTaTyC TIPU HEMTPOTPECCUPYIOIINX SHIIehaTonaTUusIX ™

Myoclonic status in non-progressive encephalopathies®

Cunnpowm JlenHokca—IlacTo

Lennox—Gastaut syndrome

Cunngpom Jlangay—Knedhdbrepa

Landau—Kleffner syndrome

Brutercusi ¢ IPOIOKEHHOM MIK-BOJHOBOM aKTMBHOCTBIO BO BpeMs MEJIEHHOTO CHa

Epilepsy with continuous spike-and-wave activity during slow-wave sleep
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IIporpeccupyroliyue MUOKIOHYC-3MUIETICUI

Progressive myoclonus epilepsies

Crieriuduaeckue 3aboneBaHus (Tuma 6osesHelt Jladopa, Yabeppuxra—JlyHadopra, HelipOHAILHOTO LIEPOUIHOTO
JurogycLHuHOo3a U JIp.)

Specific disorders (Lafora disease, Unverricht-Lundborg disease, neuronal ceroid-lipofuscinosis, et al.)

HpI/ICTyl'[I:I, JJ151 0003HaYEHUST KOTOPBIX I[eq)I/IHI/II_II/IH «3IUIETICUSI» He 00g3aTelIbHA:
Seizures that do not require a diagnosis of epilepsy
,Z[O6pOKa‘leCTBCHHBIC IIPUCTYIIBI HOBOPOXKICHHBIX
benign neonatal seizures
eOprITbHBIE TIPUCTYITBI
febrile seizures
pedIeKTOpHbIC TPUCTYITHI
reflex seizures
IIPUCTYIIbI, CBA3aHHLIC C OTMEHOM aJIKOTOJIs
alcohol-withdrawal seizures
IIPUCTYIIbI, BbI3BAHHLIC JICKAPCTBEHHBIMMU IIp€riapataMu UWiIK IPYTUMU XUMUYCCKUMU ar€HTaMu
drug or other chemically induced seizures
TIPUCTYIIbI, BOSHUKAIOIIME Cpa3y IOCJIE UJIX B pAHHEM IIEPHUOIC '{epeHHO—MOSI‘OBOﬁ TpaBMBbI
immediate and early posttraumatic seizures
CAVMHUYHBIC IPUCTYIIBI NI CAUHUYHBIC CEPUUA ITPUCTYIIOB
single seizures or isolated clusters of seizures
Penko moBTopsiemMble MPUCTYTIBI (OJTUTOSTUIIETICHST)
rarely repeated seizures (oligoepilepsy)

*Cundpombot, onpedeneHuss KOMOPbIX HAX00AMCS 8 npoyecce paspabomku.
*Syndromes and definitions are being developed.

HE YBEPEH, YTO IPUCTYIIbl UMEIOT SMWICIITUYECKYIO IIPU-  IPUCTYIaMu, a IToApa3eliseTcs Ha OTAeAbHbIe (POPMBI —
pony, peKOMEHAYETCsI YIIOTPEOISATh TEPMUH «IIaPOKCHU3-  SIWICHTUYSCKUE CUHIPOMBI, YTO OTPAaXKEHO B IIPOEKTE
MaJIbHOE COOBITHE», 0€3 yKa3aHUs Ho30J10rnu [16]. knaccudukannu 2001 . (Tabm. 3).

B Hacrosiiee BpeMsl YCTAHOBJICHO, YTO 3IMJICIICUS DNWIENITUYECKUI CHHIPOM «XapaKTEPU3YETCs YCTOM -

He SIBJIsSIeTCS €IMHBIM 3a00JiIeBaHUEM C PasInYHbBIMU 4YUBOM COBOKYITHOCTBIO OITPEAC/ICHHBIX ITPU3HAKOB 11 CUM-
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Ta6muua 4. Knaccugpurayus snekmpo-kKauHu1eckux cuHopomos u opyeux goopm snusencuu, npedcmaenennas Mexcdynapoouoii npomu-

603nUAENMUMECKOL MU0l ¢ donoaHeHusmu ¢ 2011—2013 ee.

Table 4. International League Against Epilepsy Revised Terminology for Organization of Seizures and Epilepsies 2011—2013

HeonaTanbHblil mepuos;

Neonatal period:
CaMOKYITUPYIOLIMECS HEOHATAIbHBIE TIPUCTYIIBL
self-limited neonatal seizures

self-limited familial neonatal epilepsy
cuHapoM OTaxapa

Ohtahara syndrome

PaHHAA MUOKJIOHMNYCCKasa SHHG(I)aJIOHaTI/IH
early myoclonic encephalopathy

MianeHYeCKHi EPUO;
Infancy:

febrile seizures, febrile seizures plus
self-limited infantile epilepsy

self-limited familial infantile epilepsy

cuHapoM Becra

West syndrome

cuHapoM Jpase

Dravet’s syndrome

MUOKJIIOHNYECKas SMUJICTICUS MJIaAeHYECTBA
myoclonic epilepsy in infancy

epilepsy of infancy with migrating focal seizures

JleTckuii BO3pacT:
Childhood:

febrile seizures, febrile seizures plus
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JeTCKas abcaHCcHas SMUJIETICHST
childhood absence epilepsy

self-limited epilepsy with centrotemporal spikes
autosomal-dominant nocturnal frontal lobe epilepsy
SMWIETICUS] C MUOKJIOHMYECKMMU abcaHcaMu
epilepsy with myoclonic absences

cuHapoM JlenHokca—IacTo
Lennox—Gastaut syndrome

cuHapoM Jlannay—KiedHepa
Landau—KIleffner syndrome

IITOMOB, KOTOPbIE BK/IIOUAIOT TUII IIPUCTYIIOB, STHOJIOTHIO,
aHATOMMIO, IIPOBOLIUPYIOIIKE (DAKTOPHI, BO3pacCT Ae0I0Ta,
TSKECTh TEYEHUSI, XpPOHU3ALMIO IIpoliecca, LIMPKagHOe
pacrpezesieHUe IIPUCTYIIOB, a MHOTAA 1 OIpeaeIe HHbII
IPOTHO3 3a00JIeBaHMs; KOMILIEKC IIPU3HAKOB U CUMIITO-
MOB, KOTOPbIE OIIPEAE/ISIIOT YHUKAIbHOE SIMICIITUYECKOE
COCTOSIHME... DTO JOJIKHO BKJIIOYATh 0OJIee YeM IIPOCTO

CaMOKYIIMPYIOIIascsa MIaaCHYCCKasd SIUJICIICUS

CaMOKYITUPYIOIIAsICA CeMeHAasi HEOHATAIbHAS SMUJIETICUAS

(eOpMIIbHBIE TIPUCTYIIBI, (PeOPUIbLHbBIE MPUCTYIIBI ILTIOC

CaMOKYIUPYIOIIasiCsI CEMeiHasT MTaieHIeCcKast SIIISTICUST

MMOKIIOHHNYECKast BH].[eq)aIIOHaTI/IH TP HEMMPOIrpECCUPYIOIIUX 3a00JIEBAaHUSIX
myoclonic encephalopathy in nonprogressive disorders
MJIafieHYeCcKasi STUJIETICHSI C MUTPUPYIOIIMMHU (POKaTbHBIMU MPUCTYIIaMU

GeOprTbHBIE IPUCTYIIBI, (PEOPYITEHBIE TIPUCTYIIBI TUTIOC

NEeTCKas 3aThIJIOYHAST SMUJICTICUS C paHHUM JebtoTtoM (cuHapoMm [laHaitoTomynoca)
early onset benign childhood occipital epilepsy (Panayiotopoulos type)

SMUJIETICUS C MUOKJIOHMYECKU-aTOHUYECKMMU (paHee — acTaTMYeCKUMM) MPUCTyaMu
epilepsy with myoclonic atonic (previously astatic) seizures

CaMOKYIUPYIOIIAsICSl SMUIIETICUS C LIEHTPAJIbHO-TEMITIOPAJTbHBIMU CHAiKaMu

AyTOCOMHO-IOMMWHAHTHAasA HOYHAasA JIOOHAsI SIUJIETICHS

JIETCKAasI 3aThUIOYHAS SIWIETICHUS ¢ TIO3THUM ae6ioToM (cuHapoM [acto)
late onset childhood occipital epilepsy (Gastaut syndrome)

SIUJICNITUYECKas SHHe(baJ'IOHaTI/ISI C HpO,Z[OJI)KeHHOfI TNIMK-BOJHOBOM aKTUBHOCTBIO BO BpEMs CHa
epileptic encephalopathy with continuous spike-and-wave activity during sleep

TUII IPUCTYIOB: TaK, HAIIPUMED, JIOOHAST SIMIETICUSI Ca-
Ma 110 cebe He MOXKeT ObITh cMHIpoMoM» [12]. Hanbonee
TOYHOE OIpeleeHUEe SIMIISITUYECKOr0 CUHAPOMA Obl-
so npeactasieHo ILAE B 2010 r.: «I[pymnmna KIMHAYECKUX
CHMIITOMOB, KOTOPbIE€ YETKO IIPEACTABICHbI COBOKYIIHO-
CTbIO BJIEKTPO-KIMHUYECKUX IIPU3HAKOB... DTO pa3indu-
Mbl€ HapyllIeHUs, KOTOpble MASHTU(UILIUPYIOTCS Ha OC-
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IToapocTKOBBINM U B3pOC/IbIi BO3PACT:
Adolescence and adult
IOHOIIIecKas abcaHCHas SMMJIEIICUS
juvenile absence epilepsy
IOHOIIECKAst MUOKJIOHUYECKast SMUIIETICUST
juvenile myoclonic epilepsy

epilepsy with generalized tonic-clonic seizures alone
autosomal-dominant epilepsy with auditory features
JIPyTUE CEMEVHBIE BUCOYHBIC STTUIICTICAN

other familial temporal lobe epilepsies

CeMeliHbIe SMICITUYECKIE CUHIPOMBI:
Familial epileptic syndromes:

cra)

pebhAEeKTOPHBIE AMUICTICUU
reflex epilepsies

genetic epilepsy with febrile seizures plus

Oco0ble AMUICTITUYECKUE CUHIPOMBI**:
Specific epileptic syndromes**:
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cuHapoM Pacmyccena*
Rasmussen syndrome*

gelastic seizures with hypothalamic hamartoma

hemiconvulsion—hemiplegia—epilepsy syndrome

1

Oxonuanue maon. 4
End of tab. 4

SIUJICTICHA C U30JIMPOBAHHBIMU TCHEPATINM30BAHHBIMU TOHUKO-KIIOHUYCCKUMMU ITPUCTYIIaMU

ayTOCOMHO-JOMMHAHTHAaA 3MUJICTICHUA CO CJIYXOBBIMU IIPOABICHUAMU

cemeiHas @OKaJILHaF[ SIUJICTICUA C BapI/Ia6CJ'H>HI)IM ¢)OKYCOM ()IC6IOT BO3MOXKEH OT JE€TCKOI'O 10 B3pOCJIOro BoO3pa-

familial focal epilepsy with variable foci (disease onset may occur from childhood to adulthood)

TE€HETUYCCKas SIMUIICTICUA C (I)C6pI/IJ'II)HLIMI/I HpUCTyrnamu I1iroc

Me3HuaJibHasg BUCOYHAas SITUJICIICUA C TMIIIOKaMITIaJbHbBIM CKJIIEPO30M
mesial temporal lobe epilepsy with hippocampal sclerosis

TeJTaCTHYECKKE TIPUCTYIIBI C TUTIOTAITAMUIECKOM raMapToOMOit

CUHAPOM I‘CMI/IKOHBYJ’[])CI/Iﬁ—FCMI/IHJIC]"I/II/I—SHI/U[CHCI/II/I

*B omeuecmeennoii aumepamype «cunopom Koxcesnukoea—Pacmyccena».

*Known as “Kozhevnikov— Rasmussen syndrome” in the Russian literature.

**A.T. Berg u coasm. (2010) [9] é donoanenuu k kaaccugpukayuu gul0easi0m makice epynny «0codvle Snuienmu4ecKue CUHOPOMbL».
**A.T. Berg et al. (2010) [9] also distinguish the group of “specific epileptic syndromes” in addition to the classification.

HOBaHMM TUITMYHOIO BO3pacTa 1e0ioTa, crieupruIecKux
DBI'-kpuTepreB, TUTIOB IIPUCTYIIOB Y YACTO IPYTUX MPU-
3HAKOB (pa3BUTUsI, KOTHUTUBHBIX (DYHKIMI, MOTOPHBIX
U CEHCOPHbIX IPOSIBIEHMIA, TPOBOLIMPYIOILMX U ITYCKOBBIX
(hakTOpPOB, BOBHMKHOBEHUEM IIPUCTYIIOB OTHOCUTE/Ib-
HO CHA), KOTOPbI€ 1P PACCMOTPEHUHU B COBOKYITHOCTH
MpeaIojaraloT yCTaHOBJIEHUE 0COO0ro AUarHo3a. DToT
JIMarHo3 HepeIKo MoApa3yMeBaeT OIpeIeIeHHOE TeYeHIE
3a00JIeBaHMS, €T0 JIeYeHNEe 1 IIPOrHo3» |8, 9]. OcHOBBIBA-
SICh Ha JaHHBIX aHAMHe3a, KIIMHUKK 1 pe3yjbTaTtax oociie-
JIOBAHMS, TOYHbII JUATHO3 SMUJIEITUYECKOIO CUHAPOMA
MOXeET OBbITh mocTaBjieH B 70 % ciydaeB yxe Ipu Iep-
BUYHOM OOpallleHMH NalMeHTa B CIIeLIMaIM3UPOBAHHbIMI
SIUJIETITONOTUYECKU 1IeHTp [18].

B Hacrosiiee BpeMss B HOBBIM IPOEKT Kiaaccudu-
kauuu 2011—-2013 rr. BBeneHo OOJbIIOE KOJIUYECTBO
SIUJIENTUYSCKUX CUHIPOMOB, KOTOPhIE He ObLIU Mpe-
CTaBJIEHBI paHee, a ceifyac yao0HO CHCTEMATU3MPOBAHbI
B 3aBUCMMOCTH OT Bo3pacTa aebioTa (Tad. 4).

W3 nipoexTa Kitaccudukanyy Oblia N3bsATa 00JIbIIAsS
IpyIIa SMWICICUI, «MMEIOLIUX YePThl KaK T'eHepaan30-

BaHHBIX, TaK Y (POKAJIBbHBIX», U 3aMEeHEHA HOBOI IPyII-
IO — «3MWIenTUYecKre dHIedaronaTur». OrpoOMHBIM
JIOCTOMHCTBOM ITPOEKTa HOBOI KJIaCCU(DMKAITNH SIBJISIETCS
pa3paboTKa KOHIEIINHN JeTCKUX SIMUICIITUICCKUX H-
1eagoInaTuii, Ipyu KOTOPHIX HE TOJIBKO CaMU IIPUCTYIIHI,
HO 1 3MIenTu(OopMHas aKTUBHOCTh MOTYT IIPUBOIUTH
K TSDKEJIBIM HApYIIEHUSIM BBICIIIUX IICUXUYECKUX (PYHK-
it [1pu srmIenTUIecKuX SHIIe(PaIonaThsIX «3IMUICITH-
YyecKass aKTUBHOCTB caMa I10 ce0e MOXKET CIIOCOOCTBOBATh
BO3HMKHOBEHHIO TSKEJIbIX KOTHUTHBHBIX U ITOBEICHYEC-
CKHX HAPYIICHUI KPOME U CBEPX T€X HAPYIICHUM, KOTO-
phIe SBISIIOTCSI OXXUIAEMBIMU IIPU CaMOM 3a00JIeBAaHUM
(HammpuMep, IIpU KOPTUKAIBHBIX MaTb(QOpMaIIrsIX) 1 KO-
TOpBIE C TEYUEHMEM BPEMEHM MOTYT yXyamarbes» [8, 9].

B onpeneneHny CMHAPOMOB peKOMEHIOBAaHA 3aMe-
Ha TEPMUHA «CYLOPOTM» Ha «IIPUCTYIIb», TAK KaK O0BEM
MOHSTUS «IPUCTYIbl» 3HAYUTENbHO LIMPE U AaIeKO
HE BCE MPUCTYIIHI IIPOSIBISIOTCS UMEHHO CYIOPOraMM.
Hampumep, mpaBuibHee UMEHOBATb CUHIPOM KaK «JI0-
OpoKayeCTBeHHBIC MJIAJCHUYECKIE TIPUCTYITBI», a HE «H0-
OpOKaYeCTBEHHBIC MJIAICHIECKHE CYIOPOTH», [IOCKOIbKY
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Tabmmua 5. OcHogHble USMEHeHUs 8 MEPMUHOAO2UU U KOHUCNUUU CO2AACHO KAACCUDUKAUUU SAEKMPO-KAUHUMECKUX CUHOPOMOB U Opyeux
ghopm snunencuu, npedcmasnennoii Mexcoynapodnoii npomueosnusenmuueckoli aueoi ¢ donoanenusmu ¢ 2011-2013 ee.

Table 5. Main changes in terminology and conceptualization according to International League Against Epilepsy Revised Terminology

for Organization of Seizures and Epilepsies 2011—2013

New definition and etiological concept

T'eneTnyeckas: reHeTUIECKUIA 1e(DEKT HETIOCPENCT-
BEHHO BBI3BIBACT SIMWIETICUIO Y IIPUCTYIIBI, KOTOPHIE
SIBJISIFOTCSI KJIFOUEBBIM CUMITTOMOKOMIUJIEKCOM
3a00J1eBaHUS

Genetic: epilepsy and seizures (as a key symptom complex
of the disease) are considered as a direct result of genetic
defect

CrpyKTypHas: BI3BaHHAsI CTPYKTYPHBIM HapyIIeHU -
€M TrOJIOBHOI'O MO3ra
Structural: caused by a structural lesion of the brain

MeTtadomMuecKas: BbI3BaHHAS METa00TMIECKUMU
HapyLIEHUSIMU TOJIOBHOT'O MO3ra
Metabolic: associated with metabolic disorders of the brain

HWmmyHHas: suienicus B pe3yJibraTe ayTOMMMYHHOTO
BOCIIAJIUTEIBHOTO IMpoliecca B LIEHTPaIbHON
HEPBHOM cucCTEME

Immune: epilepsy caused by autoimmune inflammation

in the central nervous system

Nudexkmmonnasn: nHOEKIIMOHHAS STUOJIOTHUS MU~
JICTICUU, HO HE IIPUCTYIIbI, BOBHUKAIOIIKUE B OCTPOM
nepruoae MHMOEKINA, TAKUX KaK MCHUHTUTHI

U SHIIEDATUTHI — 3TU MH(PEKIIMY MHOTIa UMEIOT
0 CO00¥ CTPYKTYpHbIE M3MEHEHMS

Infection: infectious etiology of epilepsy, but not the seizures,
occurring during acute infections (such as meningitis and
encephalitis). In some cases these infections are associated
with structural changes

HenssecTHas: mpuyrHa STUJIETICUA HEM3BECTHA
Unknown: the reason of epilepsy is unknown

Examples

Kananomaruu, nepurmur GLUT1
M TIPOY.

Channelopathies, GLUT1 deficiency
et al.

TyGepo3HbIit CKIIEPO3, KOPTUKAIb-
Hble MaJibopMallu, Me3ualbHas
BUCOYHAS SMUIETICUS C TUIIIIOKAM-
TTAIBHBIM CKJIEPO30M, IejlacThuye-
CKUe€ IPUCTYNHI C TUIIOTaIaMUuye-
CKOVi raMapTOMOW U MPOY.

Tuberous sclerosis, malformations

of cortical development, mesial temporal
epilepsy with hippocampal

sclerosis, gelastic seizures with
hypothalamic hamartoma et al.

JeduuuT nupuaokcuHa, 1eUInT
GLUT!1 u mpou.

Pyridoxine deficiency, GLUT1
deficiency et al.

DHuedaIUT ¢ aHTUTEJIAMU

K NMDA-penenropaM riyramara,
SHIIeATUT C aHTUTETIAMU

K BOJIBTaX-3aBUCUMBIM KaJIME€BbIM
KaHajiaM U mpoy.

Encephalitis with antibodies against
NMDA-glutamate receptors, encephali-
tis with antibodies against voltage-
dependent potassium channels et al.

Ty6epkyne3, ”UMMYHOIE(UIINT,
HepeopaibHast MajsIpysi, HEUPOLIM -
CTUIIEPKO3, TIOAOCTPBINA CKIEPO3H-
pyloluii maHsHIeManuT, 1eped-
paJ'[LHI:IfI TOKCOIJIa3MO3
Tuberculosis, immunodeficiency,
cerebral malaria, neurocysticercosis,
subacute sclerosing panencephalitis,
cerebral toxoplasmosis

Old definition and etiological concept

Wnuomnatuyeckas: mpeanoJiaraeTcs
TeHETU4YEeCKasd
Idiopathic: genetic concept is proposed

CuMnToMaTU4YecKas: BbI3BaHHAST
M3BECTHBIM WX MPEAIoJIaracMbIM
HapyleHUEM TOJIOBHOTO MO3ra
Symptomatic: caused by known

or suspected lesion within the brain

CumnroMaTuyeckast
Symptomatic

CuMnToMaThyecKast
Symptomatic

CuMnToMaTAdecKas
Symptomatic

Kpunrorennas: mpeamnoyoXuTeabHO
CUMIITOMAaTUYeCKas
Cryptogenic:proposed symptomatic

3a00j1eBaHMe He 0013aTeJIbHO MPOSIBISIETCS UMEHHO CYy-
IIOPOXHBIMU MpHCTynaMu. B mpoekTe knaccupukaumm
MoJapoOHO MpeacTaBiaeHbl pedIeKTOPHBIE MPUCTYIILI
" pedrexkTopHble (OpMBI dMMJIETICUN. BriepBhle yKa3aHo,
YTO B OTHOLUEHUY MHOTUX JOOPOKAYECTBEHHBIX U CAMOKY-
MUPYIOLIMXCS SIUISITUYECKUX CUHAPOMOB OIpeIeIeHIe

«AIUJIETICHSI» CIICAYeT 3aMEHSTh Ha «IIPUCTYIIbI» — HAIIpH-
Mep, HE «aJIKOTOJIbHASI SIUJICTICUS», & «IIPUCTYIIBI, CBSI-
3aHHBIE C OTMEHOM aJIKOroJs» U T. 1. OgHAKO B KitacCUpH-
KaILWIO SMIICITUICCKIX CHHIPOMOB HE BOIIIE]I CHHIPOM
nceBno-JIeHHOKCca, BCTpEUYalOLIMNIACSI B MeAUaTPUIECKOMN
MMpaKTUKe 4Yaile cuHapoMa JlenHHokca—IacTo, a Takxke

17
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HEKOTOpEIe Ooiee penkue (popMbl SMUICTITUICCKIX IH-
uedanonaTtuii. ILAE He peKOMeHIyeT ¢ STUIECKON TOUKHI
3peHUs] YIIOTPeOIsaTh TaK1e onpeaeieHusl, Kak 100poKa-
YeCTBEHHAsI SIIICTICHS (3aMEHEH Ha «CaMOKYITHPYIOIIIasi-
csI»); KaTacTpoduyecKasi, 3JI0Ka4eCTBeHHAsI WIN TsKemast
SIuyIeTcHs (3aMeHeH Ha «(hapMaKOPE3UCTECHTHAS» ); BTO-
PUYHO-TeHEPAIM30BaHHBIC IIPUCTYITHI (3aMEHEH Ha «OH-
JIaTepaibHbIE CYTOPOXHBIC MPUCTYNHBI»). [locnenanii
TEePMUH ITOKAa HE HAXOAUT IIMPOKOTO PaCHpOCTPAHEHUS
B Cpelie HEBPOJIOTOB U SIIMJICIITOIOTOB.

B 2010 r. ILAE npemioxmnia KOHIENTYaJIbHO HOBYIO
3TUOJIOTUYECKYIO KJIacCU(UKALIMIO STUJIETICUN B3aMeH
CTapOM 1 XOPOIIO U3BECTHOU BpadyaM, IIOAPa3aeISIBILIAM
Bce (hOPMBI AMUJIETICUU HA UIUOTIATUIYECKUE, CUMITTOMA-
THYECKUE U KPUIITOTeHHBIC (TIPEATIONIOKUTEILHO CUMII-
ToMatndeckue). B Tabi. 5 cyMMHUpoBaHBI HOBBIE TEPMMU-
HBI ¥ KOHIIEIIIIWH 10 3TUOJOTUYECKOM KiIacCuuKaIlnu
STUJIETICUA.

B Hacrosi1iee BpeMsI BMECTO ONpPEACICHUS «AIN0-
maTh4decKas» SIWICIICUS PeKOMEHIYETCS YIIOTPEOIATh
«TeHeTUYeCKasl», a BCe CUMIITOMATHIEeCKUE (DOPMBI I10-
Ipa3nesieHbl Ha 4 KOHKPETHBIC TPYIIIIBL: CTPYKTYPHBIC, Me-
TaboIM4YeCKre, UMMYHHBIe, HHMeKIMoHHbIe [9]. Cpenu
OCHOBHBIX CTPYKTYPHBIX IIPUYNH Pa3BUTHUSI SIICTICUI
BBIACIISIOT [9]: HapyIIeHNST KOPTUKAJIBHOTO pa3BUTHS (Te-
MUMeTaIdHIe AN, TeTePOTOINH U TIP. ), HEUPOKOKHBIE
CHMHIPOMBI (KOMILIEKC TyOepO3HOIo CKiIepo3a, 00JIe3Hb
IIItypre—Bebepa u 1poy.), orryxoiau, MHOEKIUN, TPaBMBbI,
aHTHMOMBI, TICpMHATAIbHBIC MHCYJIBTHI, MHCYJIBTHI, a TAKXKE
Ipyrue TpuaruHbl. OTIeIbHO BBIICICHBI SITUICTICUY, BBI3-
BaHHBIE HEU3BECTHOM MPUYMHON. DIMIETICUN, HE YIOB-
JICTBOPSIIOIINE YKa3aHHBIM AUArHOCTUYECKUM KPUTE-
pPUSIM, TOJDKHBI OBITH TUArHOCTUPOBAHBI, BO-TIEPBHIX,
Ha OCHOBAaHMU HAJIUYUS WA OTCYTCTBUS CTPYKTYPHBIX
WIN METa0OJIMIEeCKUX HAapYIIEHN, BO-BTOPBIX — Ha OC-
HOBaHUHU IIEPBUYHOTO Hayajia IPUCTYIOB (TeHEepaIn30-
BaHHBIe Uiu (oKaibHbIe) [9].

Bbe3ycnoBHBEIM mporpeccoM maHHOM Kiraccugpuka-
LIMU SIBJISIETCSl YTOUHEHHME XapaKTepa ITOpakeHUsT MO3ra
IIPY CUMITTOMATUYECKMX (popMax SMUJIEIICUU U ITOIpa3-
IelieHre UX Ha 4 4eTKO OYepUYeHHBIX Ipynnbl. Bmecrte
C TeM, C Halllell TOYKY 3peHUsI, OOBEIUHSITD B OMHY «T'€He-
TUYECKYIO» TPYIIY KaK UIUOMATHICCKUE, TaK U «UCTUH-
HO TeHETHYECCKME» SMUJICTICUM He COBCEM IPaBUJIBHO.
Wauonarnyeckue 3NUIENCUU B MOAABISIONIEM 00JIb-
IIMHCTBE CJIy9aeB UMEIOT J0OPOKAYeCTBEHHOE TCUCHHE
(Hepenko — caMoOKymnupymoliieecs), Mpu OTCYTCTBUU
KOTHUTHUBHBIX U HEBPOJOTMYECKUX HapylieHui. [eHe-
THUYECKHE SIMUJICIICUN, BEI3BAHHBIC ITOJIOMKAMU XPOMO-
COM WJIY TeHHBIMU MYTalIUSIMU, MOTYT COIIPOBOXIATHCS
a0COIIOTHO PE3UCTEHTHBIMU MPUCTYIIAMH, UHTEIICK-
TyaJbHBIM U HEBPOJOTUYECKUM Ae(HUIIMTOM, a TaKXKe
B HEKOTOPBIX CJIyYasiX UMETh IIPOTpeCcCUpyIolIee TeUeHNe
U JIeTabHBIN ncxon. KpoMe Toro, cam IMarHo3 «reHeTH-
JyecKast SIWISTICUS» KpaliHe HEeIIPUSTEH IS ITallieHTOB,

TaK KaK aCCOLIMMPYETCS C HACIEACTBEHHOU MaToJIoTuei
U TSDKEJIbIM TedyeHreM. MoXKHO ObLU10 Obl BBECTU TOApa-
3IeJIeHIE B pyOpPUKeE «TeHETUIECKHE SITMIICTICUI» C BBIIE-
JICHUEM MINOIIATUYSCKUX SIMIISTICHI (KaK HEIIPOTPeCcCH-
PYIOIINX U C OTCYTCTBHUEM HEBPOJOTMYCCKIX HAPYILICHMIT)
B OTHEJIBHYIO TPYIIITY, HO 3TOTO ITOKa He caeyaHo. CriemyeT
WMETh B BUIIY, YTO OJHA 1 Ta XXe (hopMa SIMIICTICUN MOXET
HaXOOUTHCS B Pa3HBIX PyOpHKax, HAIIpuMep: KOMILIEKC
TyOEepO3HOTO CKJIepo3a — FeHeTUYeCKasi U CTPYKTYpHasl;
SIUJICTICHUS TTOCIE TIEPEHECEHHOTO TePIIeTUIECKOTO HIIE-
danurta — HOEKIIMOHHASI M CTPYKTYPHAs ¥ IIPOY.

CornacHo MexayHapoaHo# Kinaccuukaumum 00-

ne3neit 10-ro mepecmotpa (MKbB-10), x ammnencuu ot-
HocaTcd npeuMyliectBeHHo Koabl G40 u G41 [13, 17],
a UMEHHO:

e (40.0. JIokaim3oBannas ((hokaibHAs, HAPIUAILHAS)
HINONATHIECKAS SMIIETICHS ¥ SNIJIeNTHIYeCKHe CHH-
JIPOMBI € CYAOPOKHbIMHA MPHIIATKAMH ¢ (DOKATHHBIM
HavajoM. JloGpoKauecTBeHHas AETCKAS SITAJIETICUS
¢ mukamMu Ha D3OI B LIeHTpaJIbHO-BUCOUYHOM 00-
nactu. eTckast SmujIeIicHsl ¢ IapoOKCU3MaIbHOM
aKTUBHOCTBIO Ha DI B 3aTbUIOYHOI 00JIaCTH;

e G40.1. JlokammzoBanHasa (¢dokajbHas, MapOH-
aJlbHAS) CHMIITOMATHYECKAS SNHJIENCHS W 3IH-
JIeNTHYECKHE CHHIPOMBI ¢ MPOCTHIMH TAPIHATIb-
HbIMU npunaakamu. [Ipucrtynsl 6e€3 U3BMEHEHU S
co3HaHus. [IpocTeie mapumaabHble TPUITAIKH,
IepeXOIIe BO BTOPUUYHO-TeHEPaIn30BaHHbIE
MIPUIIAIKH;

e (G40.2. JIokamm3oBaHHas ((hoKaIbHAS, MAPIHATb-
Has) CHMIITOMATHYECKAS SMHICNCHA ¥ SIMHIENTH-
YecKHe CHHIPOMBI CO CJIOKHBIMH NaPIHATbHBIMH
npanagkamMu. [IprCTyIIel ¢ I3MEHEHNEM CO3Ha-
HUsI, 4aCTO C SIWJICHTUISCKUMU aBTOMaTU3Ma-
Mu. CIOXHBIC MaplHaJbHble MPUIIAIKH, IIe-
pexXomsINre BO BTOPUYHO-TeHEPAJIN30BaHHBIC
MIPUIIAIKY,

e (40.3. I'enepaim3oBaHHAS MANONIATHYECKAS JIH-
Jiencus v snuienTudeckre cuuapomsl. Jloopokaue-
CTBEHHAsI MUOKJIOHMYECKasI SIIJICIICUSI pAHHETO
JIIETCKOro Bo3pacta. HeoHaTanbpHBIE CyIOpOTH
(cemeiinbie). JleTckue abcaHCHl (MMMKHOJIETICHS).
Dnunencusi ¢ 6OIBIINMU CYTOPOXHBIMU MPUTIAJI-
kamu (grand mal) ripu nipooyxneraun. FOHomre-
cKast abCaHCHasT SIUJICTICHS, MUOKIOHNYIECKas
snuienicusl (MMITYJIbCUBHBII MaJIblii TIPUITaI0K
(petit mal)). Hecrremmdpuaeckue senTHIecKue
MIPUITAIKH: aTOHUMYECKIE, KITOHUMIECKIE, MUOKIIO-
HUYECKNE, TOHMIECKNE, TOHNKO-KIIOHNIECKIE;

e (40.4. JIpyrue BuIbl rTeHEPATH30BAHHOM SIIETICHH
H AMIIENTHIECKHX CHHAPOMOB. DITIJICTICUS C MIOK-
JIOHMYECKMMHM abCcaHCaMU, MUOKJIIOHMYECKHU-acTa-
TYecKMHU npunagkamu. Cuaapom JlenHokca—Ia-
cto. CuMIrroMaTryecKast paHHSIST MUOKJIOHIeCKast
sHuedanomnarus. Cunapom Becra;
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G40.5. OcoObie 3MUIeNTHIECKHE CHHIPOMBI.
Dnunencus mapluuaibHasi HeMpepbIBHAS
(KoxeBHUKOBA). DNMJIeNTUYCCKUE TIpUIIaI-
KM, CBSI3aHHBIE C YMIOTPEOJIEHUEM aJKOTO-
Jisl, IPUMEHEHUEM JIEKAaPCTBEHHBIX CPE/CTB,
TOPMOHAJbHBIMU U3MEHEHUSIMHU, JIMIIEHUEM
CHa, BO3JEUCTBUEM CTPECCOBBIX (PaKTOPOB.
IIpu HeoOXOOMMOCTU UACHTUGUIUPOBATH
JIEKAapCTBEHHOE CPENCTBO MCIOJB3YIOT A0-
MOJIHUTEbHBIN KOJ BHEITHUX MPUYUH (KJIacc
XX);

G40.6. ITpunanku grand mal HeyTouHeHHbIE (C MpH-
nagakamu petit mal mim 6e3 HUX);

G40.7. Ilpunagku petit mal HeyTouHeHHBIE
0e3 mpunaakos grand mal;

G40.8. JIpyrue yrounennbie ¢GopMbl SNAIEICHH.
Dnunencus U dMUIENTUYECKUE CUHIPOMBI,
HE olpeneieHHbIe KaK (hOKaIbHBIE WA TeHEepa-
JIN30BaHHbIE;

G40.9. Dnunencus HeyTOYHEHHAS

G41.0. DmnenTuyeckuii crarye grand mal;
G41.1. DmmnenTudecKuii crarye petit mal;

G41.2. CnoxHblii MapIUATbHBIA SNHIENTHYECKHIt
CTaTYC;

G41.8. JIpyroii yrouHeHHbI 3MUJeNTHYIECKHi
cTaryc;

G41.9. DnunenTUYeCKHii CTATYC HEYTOYHEHHDIIA;
G83.8. Ilapammya Tonma;

F80.3. Cunnpom Jlannay—Kneddnepa (mprobdpe-
TEeHHasl SIWISIITHIecKast adasnsi);

R56.0. Cynoporu npu JIMX0pajKe;

R56.8. [Ipyrue n HeyTOYHEHHBIE CYIOPOTH;

P90. Heonarasibabie cyn1oporu (MCKJIIOYEHO: ce-
MeiTHBIe HeOHaTaJIbHBIe cymoporu — G40.3).

CrenyeT UMeTh B BUIY, YTO JaHHAS KJIaCcCU(UKAIINS
SIBJISICTCSI HETIOJTHOM 1 MCITOJIb3YeTCsS] B OCHOBHOM HEBPO-
JioraMu o011eii IpakTuku. Bpauu, crienyann3upyroimecs
B 00JIACTH SIIJICTICUHU, TOJDKHBI YCTaHABIMBATh CHHIPO-
MOJIOTMYECKMI IMarHO3 Ha OCHOBAHUU 0o0Jiee MOJIHOM,
TOYHOI U TTpaBuIbHOM Kiaccudukanum ILAE. ITpu atom
CUHJPOMOJIOTUYECKMI AUAarHO3 MOXKET ObITh NMPOAYOIH-
poBaH konom MKB-10 [17].

HakoHelr oTMeTHM, 9TO B HACTOSIIEE BPeMs YETKO
OIIpeIeJICHBI COCTOSTHMSI, COITPOBOXKIAIOIINECS SITUICTI-
TUICCKUMU IIPUCTYIIAMU, IS KOTOPBIX TUATHO3 «3IIH-
JIETICHST» He ycTaHaBiIuBaeTcs. K maHHBIM COCTOSIHUSIM
oTHocsTCcA [14]:

® CAMHUYHBIE HEIIPOBOIIMPYEMBIE SITUICTITUICCKIIC
TIPYICTYIIBI WJIM €IUHIIHAS CEPUST SMIICITHYCCKIX
TIPUCTYIIOB, BO3HUKIIIAS B TeUeHUe 24 4, WU eI~
HUYHBIN 3IM30]1 STMICITHYECKOTO CTaTyca;

® (heOpMIbHBIC IPUCTYIIBI MJIM HEOHATAIBHBIC TIPH-
CTYIbI (BO3HUKAIOLLKE 1O 28-TO IHS KU3HU);

® TIPUCTYIIBI, BOSHUKIINE B HEIMOCPEICTBECHHOM
BpeMeHHOM CBSI3U C OCTPHIMU CUCTEMHBIMU 3a-
0oJsieBaHUSIMU, METAOOJIUUECKUMM UM TOKCUYE-
CKVMM TIPUYMHAMU, a TAKKE B CBSI3U C OCTPBIMH
3a00J1eBaHUSIMU LIEHTPaIbHOI HEPBHOI CUCTEMbI
(nHDEKIMS, UHCYIIBT, YePEITHO-MO3TOBasT TPaB-
Ma, BHYTPUMO3TOBOE KPOBOU3IUSIHNIE WU KPO-
BOMBIIMSIHYE TIPU AJIKOTOJIbHON MHTOKCHUKAIIM,
a TakoKe TIPU Pe3K0oil OTMEHe ajIkoross). B manHoM
CJIydJae yCTaHABJIMBAETCS IMATrHO3 «OCTPBIC CUMII-
TOMATUIECKUE SMUICTITUICCKIE IIPUCTYIIB». DTO
«OOBITHAST peaKIIns HOPMAaJIbHOTO MO3Ta Ha TpaH-
3UTOPHOE 1 YPEe3MEPHOE OCTPOE BO3ACICTBHIE, KO-
TOPOE JaJICKO HE BceTna IMMPUBOIUT K Pa3BUTHIO
XPOHUYECKOIo IIpoliecca — Srmuiercum» [13].
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