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The article is devoted to modern problems of epilepsy, discusses the perspectives on the etiology, pathogenesis, definition, epidemiology, modern
classification, discusses the diagnosis and prediction of disease and treatment strategy.
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Mapapurma

IMapapurma (ot rpeu. paradeigma — mpumep, o6pasels) — MCXOf-
Has KOHLEINTYya/IbHAA CX€Ma, CICTEMA B3ITIA0B, MOJAETIb ITOCTA-
HOBKM ITPOOJIEM U UX pellleH s, IPM3HAHHASA HayYHbIM COO01Ie-
CTBOM B OHpe]I[e)IeHHbII?‘I I/ICTOpI/I‘{CCKI/[ﬁ TIepnof. Cmena Imapagurm
ABJIACTCA 06’beKTI/IBHI)IM HpOL{eCCOM B paSBI/ITI/II/I HayKI/I.

K mupy, 6 xomopom nHuuos musno
He 6ydem ozpaHutena u3-3a INUnEncull.
MII9JI

06w e nonoXXeHnsa
o DIMIENCUA — PACIPOCTPaHEHHOE XPOHNYECKOE HEBPOJIO-
ITMYECKOE PACCTPOJNICTBO.
« [TopakaeT 4er0BeveCKIiT PO BCEX BO3PACTOB BO BCEX Ua-
CTSIX CBeTa, 0COOEHHO CTPA/IAIOT AT U IIOXKIJIbIE.
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LECTURE

» MHorue sTuosornyecke GpakTopbl AMMIETICUY TIPEfOTBPa-
TUMBI.

o Mo>xeT pa3pyIunTb XN3Hb YelOBeKa KaK 4ieHa 00I[ecTBa.

« B nopaB/istoLieM OO/IBIIMHCTBE CTydaes HOMIACTCS KOHTPOJIIO.

KpaTkaa ncropunueckas cnpaBka

B aHTMYHBIX TpaKTaTaX ONMUCHIBAETCS CBSIIEHHAs 00/Ie3HD
(mat. — morbus sacer), koropyto [nmnmnoxpar (Hippocrates, 460-
377 rr. [o H.3.) Ha3Bas snmnencueit (oT rped. epilambano -
CXBAaTBIBATh, COOMPATH) U yTBEPAWI IIOCTY/IAT, COITIACHO KOTO-
POMY IIPUYMHOI 9TOI 6O/IE3HU SABIIAETCA TOIOBHOI MO3T.

OmnucaHue SOWIENTUYECKOTO IPUCTYIA BCTpedaeTcs U B
EBanremuu (ot cB. Mapka u ot cB. JIykn). CoBpeMeHHbIe Ha-
ydHBIe IpefCcTaBIeHys 00 ammtencuy 6a3upyroTcs Ha TPyHax
aHrmiickoro Hesposora k. [lxexkcoHa (J. Jackson, 1836-1914),
KOTOpPbI B 1873 I. onpenenni Bepylee 3HaYeHMe YPE3MEPHBIX
61057TeKTPUYECKIIX Pasps/i0B, BOSHMKAIOIINX B CEPOM BellleCTBe
rooBHOTo Mo3ra. OH ke IIPeIoXKIII pa3nndarb GpoKanbHbIe 1
reHepaI30BaHHbIE IIPUCTYIIBL, YTO IIO3[jHee IIOATBEP>KIEHO C
nomo1ibio anekTposniedanorpadun — 33T (H. Berger, Gibbs
U Ip.) U IO3BOJIMJIO CONIOCTABUTD CEMMOTHUKY SIS TUICCKIX
IpUCTyNoB ¢ peHoMeHonorueit 3T

Kraccnaeckoit cunraercst pabora Ilendnnpga n Ixacnepa —
«dmuencus u GpyHKIMOHATbHAs aHATOMMS TOJIOBHOTO MO3Ta
(1956 r.). Taxoke Bo Bropoii monoBuHe XX B. pagpaboTaHa Ha-
y4HO 060CHOBaHHas JOKTPYHA TedeHns smwtencun (Lennox,
Janz, Doose, Gastaut, Aicardi u fip.).

B Poccu oTIiaM1-0CHOBATELAMMI SIUJIETITOIOT MM CYUTAIOTCSA
AL KoxeBHukos 1 B.M. Bexrepes, koTopsiit B 1898 . n306pen
OPUIMHA/IbHYI0 MUKCTYPYy Ha OCHOBe OpoMuja Harpus, Ko-
JIeVHa, COfiepyKaIlyIo HaIlepCTAHKY 1 ropuiiseT. OH ke OCHOBas
B ¢peBpae 1910 r. Poccuiickyro IpOTUBOSIIIEITUYECKYIO JIUTY.

JanbHelillee pa3BUTHe SMMIENITONOTUY CBA3aHO C Iporpec-
COM B 00/1acT1 HelIpOHayK (HellpoBU3yam3aluy, Heiipopnano-
jorun, HelipopapMaKkomIornu, HepOXUPYpPruu, HelporeHe-
TUK, HEIIPOIICUXONIOTUU U T.JI.).

B Harueit crpaHe po6ieMy SIMIEIICUN U «[TAPOKCU3MATIb-
HOTrOo MO3Ta» paspabareiBany Bbigatoiuecs ydennsie — [LH. Kpsi-
>kanosckuit, I1.M. Capamxuusunm, J1.O. baganan, A.M. Beiin,
I.C. bypn, I'H. ABakan, E.C. bongapenko, C.A. Ipomos,
B.A. Kaprnos, JI.P. 3eHKOB 1 MHOTHE IpyTHE.

OeduvHnynn

TpaiMIIMOHHO 3MIIETICHA OIIPeeNANach KaK COCTOSHNE C pe-
KyppeHTHbIMM (IBYM: U 60JIee) HeCIIPOBOLMPOBAHHBIMM I -
JIENTUYECKUMY IPUCTYIIAMIU.

TepMMHBI «IIPUCTYII», «IIAPOKCU3M» U «IIPUIIATOK» IIPUMe-
HUTE/IbHO K SIMU/IENICUY — CUHOHMMBI, OJHAKO IPUCTYII X I1apO-
KCU3M — 9TO O0jIee MMPOKUe HOHATNA, TIPUMEHAIONINeC s
OIIMICAHN BHE3AITHbIX MI3MEHEHNUIT COCTOAHMSA 3[0pPOBbs, KOTO-
Ppble COIIPOBOX/AIOTCS AU30L0M O0/IE3HM, UK pe3Koe 060CT-
peHe XPOHNYECKOTo 3a00/1eBaHMA.

SnTenTIyecKnit IpUnajok (ictus — MKTYC) — 9TO BHE3aITHOe
IIOAIBJIEHVIE€ OJJHOTO I HECKOIbKMX CUMITOMOB BCTIEICTBIUE
IIATOIOTMYECKY YPE3MEPHOI MM CMHXPOHHON HEJIPOHAIbHOM
AKTMBHOCTY OJIOBHOrO Mo3ra [1, 2].

ONMIeNTUYeCKNIT IPUCTYII BCIENCTBUE BO3/IEJICTBIA Ha TO-
JIOBHOJ1 MOST KaKoro-1u6o ¢pakropa, BpeMeHHO CHIDKAIOIETO
IIOPOT TAPOKCM3Ma/IbHON TOTOBHOCTH, AB/IAETCA CIIPOBOLMPO-
BAaHHBIM; B TAaKOM C/Iy4Yae MCIONb3YIOTCA TePMUHBL: «OCTPBII
CHMITOMATUYECKUIT IPUCTYII», «peIeKTOPHBII» TNO0 «peak-
TUBHBII IPUCTYTI».

Vicxonsa n3 TpajulIIOHHOTO OIPeJieNIeH s STMIETICUM CTIef0-
BAJIO, YTO [MArHO3 He/lb3s CPOPMY/IMPOBATD JI0 TEX I1OP, II0KA Y
HalueHTa He 3a(MKCUPOBAHO 110 KpaliHeil Mepe Ba IPUIaJKa.

JJaHHOe ompefie/ieHNe SMMUIEIICUN TIPefIIoarajo Hanudmue
IIOBTOPHBIX, IPEMMYIIECTBEHHO HEITPOBOLMPYEMbIX IIPUCTY-
II0B C HapylLIeHMeM JBUTATeIbHbIX, YyBCTBUTEIbHbBIX, BereTa-
TUBHBIX, MBICIUTEIBHBIX WIM TICUXMYECKUX PYHKIIUIL.
B 2005 r. MexpyHapogHas HpOTMBOSIMIENTHYECKAA JIATA
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Ta6nuua 1. YnpolueHHbI anropnuTm onpeaeneHns pucka peuugnsa

npuctyna Ans otaesibHOro nalyeHTa.

WcxopHoe 3HaueHmne LECCE e
VNHAEKC

1 npuctyn 0

2 vnm 3 npuctyna 1

4 ynn 6onee NpUCTynoB 2

Mpr6aBnTb, ecnn nmetoTcs

HeBponoruueckoe geduruutapHoe paccTponcTso 1

OTKnoHeHnaA no 331 1

Knaccndpumkauyma rpynn pucka b LT
nokKasaresb

Huskunn puck 0

CpepHuii puck 1

Bbicokuin prck 2-4

(MIIDJI), ABNAACH «3aKOHOJATEIbHUIEN MOMI» B JAHHBIX BO-
IIpocax, IpeJCcTaBMIa HeCKOIbKO NHYIO TPAKTOBKY: «XpOHUYe-
CKOEe COCTOAHNE MO3Ta, KOTOPOe XapaKTepU3yeTcA yCTONYMBOI
[IPEAPACIONIOKEHHOCTIO BbISBIBATD SIMIENITUYECKIE IIPH-
CTYIIBI 1 HEIIPOOMOIOrMYeCKIMI, KOTHUTUBHBIMMY, IICHXOJIOT -
YeCKVMMU ¥ COLMAIbHBIMU IOCTIECTBUAMY 9TOTO COCTOSHIA.
Ormpenenenye snmencun TpebyeT BOSHUKHOBEHS XOTsI OBI OfI-
HOTO SIWIENTIYECKOro mpucrymna» [3].

[TpuHIUIMATbHBIM MOMEHTOM SIBU/IACh BO3MOXKHOCTD B CO-
OTBETCTBUIM C JAHHOII le(pUHMIIIElT TOCTAaHOBKM IMAarHO3a 9N~
JIETICUM TIOCITE OFHOKPATHOTO, a He OBTOPHOTO MPUCTYTIA.

ITpu 5TOM IIpepIonIaraeTcs, 4To AMarHo3 MpaBoOMOYeH B CIIy-
yanax [4]:

o Ha/IM4MA 1O KpaliHeil Mepe IBYX HeCIHPOBOIMPOBAHHBIX

(nnu pedIeKTOPHBIX) ANMIENITIIECKNX IPUCTYIIOB C MH-
TepBajsIOM He MeHee 24 d;
Ha/INYMs OFHOTO HECIIPOBOLMPOBAHHOTO (1t pedieKTop-
HOTO) TIPKUCTYIIA TIPJ BO3MOXXHOCTH peluiuBa IPUCTYIIOB
C TAKMM )K€ PUCKOM, KaK II0C/Ie IBYX HECIIPOBOLIMPOBaHHbIX
HPUCTYII0B (II0 KpaitHelt Mepe 60%) B TedeHMe O/IIDKaIIIX
10 neT;

 TOYHO YCTQHOBJICHHOTO JMarHO3a OIpeJe/IeHHOTO SIVIe-
TUYECKOTO CHHIPOMa.

Hapo oTMeTuTd, 4TO U paHee B KIMHNYECKOI IPAKTHKE [O0-
ITyCKa/I0Ch Ha3Ha4YeHIe IIPOTUBOANIIENI TIYECKIX ITPEIapaToB
(IT21T) moce OTHOKPATHOTO MpUMIAJKa B HEKOTOPBIX CTyYasx,
Korzia:

o Ha /IEKTPO3HI[e(aIorpaMMe B MEXXIIPUCTYIIHBII II€PUO
peructpupyrorca crenudurdeckue smtenTidOpMHbIe maT-
TEePHBI;

o IIPM HeIPOBY3YyaIn3aLyn 0OHapy>KeHbl MOP(OIOTrIIecKne
U3MeHEeHIs, SB/IAnecs GaKTOPOM PUCKA AJIs PasBUTUA
Hpunazka (TMIIOKaMIIaIbHBIA CKIIePO3, KOPKOBAst AVCIIIA-
3UsI U Op.);

« BIIepBbIE PasBUINCD snmenTudeckuii craryc (9C), cepus
IPUIIAJIKOB VJIN JJINTE/IbHbLI TSDKEIBII IIPYUCTYII, YTPOXKAI0-
LU )KU3HU TTAlIeHTa;

o AIIMEHTDHI OTMEYAIT aOCOMIOTHYIO HENIPMEMIEMOCTD I10-
BTOPEHNA IIPUCTYIIOB (CoIanbHble paKTOPLI);

« B aHaMHe3e NMeIoTcs peOpuIbHbIE CYIOpOry;

o CIIPOBOLMPOBAaHHbIE IIPUIMIAZIKI B aHAMHe3e (a/IKOTO/Ib, NH-
TOKCUKAINM, TIPUCTYIIBI B OCTPOIT pase IjepedpanbHbIX 3a-
6oneBanmin);

o OTATOLIEHHAsI HAC/IE[ICTBEHHOCTD 10 SIIVICTICUIL.

YIpoleHHbIIT AITOPUTM OIIpefe/IeHIIst PICKa PeLVANBa IPU-
CTYIIA /I OTE/IbHOTO MAllMeHTa IIPeICTaB/IeH B Tab. 1 [5].

OpnHaKo TPYIHO CHOPUTD C KPUTUIECKVM MHEHIEM PA/a BUJ-
HBIX SIIJIENTOTIOTOB O BOSMOXKHOCTY Bpada OIIPee/NTb PUCK
IIOBTOPHBIX NIPUCTYIIOB B IPOLEHTaxX Ha Ompkarimme 10 yeT.
TaxoKe O4eBU/IHO, YTO TaHHAA JePUHNINA HEIIPYMEHMMa K He-
KOTOPBIM MeAMATPUYECKMM SIMIEITUIECKUM CHHAPOMaM
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(JTanmay-Knedduepa u fip.), mpu KOTOPBIX [UATHO3 STIMJICTICUN
MO>KET 1 [I0/KeH OBITh YCTaHOBJIEH U IIPU OTCYTCTBUY SIMJIEM -
TUYECKUX IIPUCTYIIOB KaK TAaKOBBIX [6].

Snunenmuueckuii cunopom. Ilpencrasiser cob0i COBOKyII-
HOCTb CMITOMOB, KJIMHNYECKUX 0COOEHHOCTEN U IIPU3HAKOB,
KOTOpBIE COCTABJISIIOT OIIpefie/ieHHble 3a00/IeBaHI C [IPeiCcKasye-
MBIM IIPOTrHO30M. 3a Ioc/eHe 25 /1eT B IOHNMaHNY CUHIPOMOB
IIPOUSOLIIY CYLIIeCTBEHHBIE I3BMEHEHNS, U OOJIbIINHCTBO UX (o-
KYCUPYeTCsI Ha AETSX.

Anugemnonorua

YTouHuM OHATHUSA. PacipOoCTpaHEHHOCTD ONpENENAETCA KaK
TOJIs TN € 3a00/IeBaHMEM B IOMY/IALNY B OIpPe/e/IeHHbIIT Bpe-
MEHHOJT TPOMEXYTOK. 3a00/1eBaeMOCTb ABJIACTCA MEPOIl YMCIa
HOBBIX c/y4aeB B momyssaiyu. OObIYHO IpefcTaBIseT co0oil
OTHOIIIEHME YJC/Ia HOBBIX C/Iy4yaeB B TeyeHue 1 rofa K cpefHeit
YUC/IEHHOCTM 00C/IeNOBaHHOTO Hacenenus. /i1 anmierncum 3a-
00/1eBaeMOCTh OOBIYHO BBIPAXKAIOT KAaK YMC/IO HOBBIX CTydaeB
B pacuere Ha 100 Toic. Hacenenus 3a 1 rog [1, 7, 8].

Cunraercs, 9TO OAMH U 60jIee SMMICNTUYECKIUIT IPUCTYIL B
TedeHVe XU3HM MEePEHOCAT OKomo 5% HaceneHus. Ilpu sTom
2/3 nebroToB 3a60/1eBaHNS IPUXOINTCS HA JETCKUIT 1 TIOJPOCT-
KOBBIT BO3pacT. Bropoii, MeHbImii, MK 3a00/1eBaeMOCTI 06-
YCTIOBJIEH SIMJICTICHETT TTOXKIIBIX /TEofieit. Of1eM1poBble yepen-
HeHHbIe KYMY/IATUBHbIE ITOKa3aTe/ 3a00/IeBaeMOCTI JIeKAT B
npezenax 50-70 cnyyaes Ha 100 TbIC. yenosek. I1pu aTom y mia-
JeHIes o 1 rofja 3TOT MoKasaTenb — 118 ciydaes, y mereit ot
1 roma mo 5 et — 48, 6-10 et — 43, 11-15 et — 21, 16-64 net -
56, a B Bo3pacTe 65+ yxe 139 [1, 7, 8].

CpenHAA NpOJO/KUTEIbHOCTD anmencun — 10 1et, XoTa
3HauUTENbHOE Yncao 0onbHbIX (20-30% oT obuiero 4mcia)
CTPAJAIOT 3MMJIENICHell Ha IPOTsKeHUM Beeit usHu. [Tpuyanna
CMepTV MPUONU3UTENBHO Y 1/3 Mal[IeHTOB HeIOCPEICTBEHHO
CBs3aHA C SMUIIPUITAJIKAMIL.

3Tuonornsa n natoreHes

Snmtencus — NoMMaTHoNornYecKoe 3abonesanue. Ilo Boipa-
YKEHMIO M3BeCTHOTO paHIly3cKoro HeBposora Dulac, aBnaercs
60/Ie3HBIO [IETCKOTO BO3PACTa, a 3a00/IEBAEMOCTD B3POC/IBIX 00-
yC/IOB/IeHa COYeTaHNEM CIyYallHbIX NpUYMH. [|nnresnpHOe
BpeM:I SIIUJIETICUSA CYUTAIACh HACTEACTBEHHBIM 3a00/IeBaHUEM.
OTa KOHIIEMIMA MHOTOKPAaTHO IIepeCMOTPEeHa, O[HAKO He BbI-
3bIBA€T HMKAKMX COMHEHMII TOT MEAMIMHCKMI (hakT, 4TO
3HAYNUTETbHAS 4aCTh (POPM SMMIETICUN TeHETUYECKH JeTePMI-
HUpoBaHa. [lefICTBUTE/IbHO, POJIb PA3/IMYHBIX STMOIOTMYECKIX
(baKTOpOB 3HAUNTENBPHO U3MEHAETCS C BO3pacToM. Tak, ie6ior
TeHeTIYECKI 00YCTOBIEHHBIX (POPM XapaKTepeH sl e TCKOTO
BO3PACTa, a 110 Mepe B3POC/ICHN U CTAPEHIS YeJIoBeKa HaOIo-
JaeTcs 3HAUMTeNbHOE IpeBanypoBaHye CMMITOMATHYeCKUX
armtenicuii (o 70% y B3pOC/IBIX), B pa3BUTHM KOTOPBIX HACTIeN-
CTBeHHBIe (PaKTOPBHI He MIMEIOT CTO/Ib PEIIAOIIET0 3HAYEHS.

Hay4Ho 060CHOBaHHAsI TEOPYsE THOIOT U SIIVICTICUN 3V1K-
IeTcs Ha BIMAHUY LIeJIOTO PsAfia 9K30T€HHBIX U 9HIOTeHHbIX
(baKTOpoB, KOTOPBIE UTPAIOT CBOIO POJIb B IIPOMUCXOXKIEHNN 3a-
6oneBaHMs. 3HAYMMOCTD M3BECTHDBIX HA CETOAHSAIIHNUIL JIeHb
9TUONOrNYeCcKUX (PaKTOPOB SMIUJIETICUY OIIPEE/IIeTC B OTede-
CTBEHHOII 11 3apy6e)XXHOII TUTepaType KaK IpefpacionoxKeH-
HOCTb, TIOCKOJIBKY KayK/[bII1 M3 HVX JINIIb CO3/IaeT IPEeJIIOChITKI
IJIS pasBUTHA SMIIEIICUY U IOBBILIAET PUCK ee BO3HIKHOBE-
HIAL

Beifienisa0T Tpy BUJA IPERPACIIONIOKEHHOCTI: IPUOOpeTeH-
HYI0, BDOXX/IEHHYIO I HAaCJIe[ICTBEHHYIO.

HacnepcTBeHHasA IpeapacnonoXeHHOCTDb K 3IMIENCU, 110
BCell BUAUMOCTH, CBsA3aHA C IOMUT€HHBIM TUIIOM Hac/le[oBa-
HusA. JacToTa ceMeliHbIX ClyYaeB Cpefyl pOfCTBEHHMKOB IIPO-
0aHI0B BapbupyeT oT 5 10 45%. B HacTos1[ee Bpemst KapTupo-
BaHbI TeHBI HE3HAYNTE/IBHOIO KOMYeCTBA (POPM FeHeTUIeCKOIL
smmtencun. CanTaeTcs, YTo B OOBUINHCTBE CTy4aeB HaC/lIeny-
eTcst He caMo 3ab0/eBaHue, a pa3InuHble 0COOEHHOCTU MeTa-
60/M3Ma, IPUBOAALLNE K HAJIMINIO IOBBILIEHHOI BO36YANMO-
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CTI HellPOHOB TOIOBHOTO MO3Ta, a caMa KOHIIEIIIIVIA SIINIeN-
TOreHe3a OCHOBBIBAETCA Ha NPENCTaBICHUN O JUCKPETHBIX
HE[POHHBIX CeTSIX.

Benyimum aTronorndeckum GpakTopoM SIMIENICUN Y B3POC-
JIBIX ABJIAETCA TPUOOpeTeHHas MpPefpacIIoIoKeHHOCTb Kak
CTIEICTBIIE IIPEAIIeCTBOBABIINX 3a00/IeBaHMIT TOJIOBHOTO MO3T4,
HOCTIe KOTOPBIX 00pasyeTcs SMNIeITOreHHbII OYar.

PasmdHble ITaToMOrnyecKye BO3ECTBIA BO BpeMs OepeMeH-
HOCTY U TIPU POJIaX, KOTOPBIe TIPUBOMAT K OYATOBBIM WM M-
(y3HBIM HOPaKEHVIAM OTIOBHOTO MO3Ta (OT MOPQOIOTIIECKIX
nedexToB 10 GOPMIPOBAHIS OBBIIIIEHHOI BO30YAMIMOCTI HEli-
POHOB), OTHOCAT K BPOXK/JCHHOJ ITPE/IPaCIIONOKEHHOCTI.

Takas HEOJTHOPOJHOCTD ITHOTOTNYIECKUX (PaKTOPOB SIINJICT-
cuy 06yCIOB/IMBAET CIIOXKHOCTD I MHOTOTPAHHOCTD [TATOr€He-
TUYECKMX MEXaHN3MOB SINJIEHTOreHe3a U JIKUT B OCHOBE
9TMOTOINYECKOI KIACCUPUKALINN SITITICHIL.

Cmpyxmypnvie snumencuu. ONWICNICUU, TPU KOTOPBIX
CTPYKTYPHBIII ieeKT, BepOSTHO, SIBILIETCS IIPUYMHON SIIIe-
cun. Kak npyumep 06bIMHO IPUBOIATCA SIUIEIICUH, Pa3BUBAIO-
I[yecsi II0C/Ie TPABMBI, MHCY/IbTa, MH(EKIMM Ha POHE MOpPOKa
PasBUTHUA TONOBHOTO Mo3ra. OCO6EHHO 3HAUMMBbI SIMICTICUM,
BBI3BaHHBIE CK/IEPO30M I'MIIIIOKAMIIA, TAMAPTOMOIT TMIIOTaIa-
Myca u arpodueil, CBOICTBEHHOI cHHApoMy PacMycceHa, Tak
Kak I1pu Hux 9 (HeKTUBHO HEMPOXMPYPriUdecKoe BMeIIaTelb-
cTBo. Ilog4epkmBaeTcs, YTO CTPYKTYPHbIE INUIEIICUU MOTYT
OBITb KaK FeHeTIIeCKVMIA, TaK U IIpuoOpeTeHHbIMI. TaK, TOpOK
PasBUTHsI TOJIOBHOTO MO3Ta B BUJIe ITOMMUKPOIMPUI MOYXKET
6bITh BbI3BaH 1 MyTanuelt B rene CPR56, 1 BHyTpuyTpoOHOIT
LIMTOMETa/IOBUPYCHOI MHPeKkuueir. B Toit curyanuu, Korga
SMMJIETICUA OJHOBPEMEHHO U TeHeTHdecKas, M CTPYKTypHas
(manpumep, snmtericusi mpyu Ty6epO3HOM CKiIepose), oba Tep-
MUHa («TeHeTIYeCcKas» ¥ «CTPYKTYpPHasi») MMEIOT IPaBO Ha Cy-
mecTBoBanue [9-11].

Tenemuueckue snunencuu. KOHIENIINA reHeTUYECKUX SN -
JIETICMIT 3aK/II0YaeTCsl B TOM, 4TO 3a00jIeBaHUe BbI3bIBAETCH
onpepeneHHol MyTanueit. He Bcersa aTo MOXKHO IOATBEPAUTD
JQHHBIMY T€HETIYECKOT0 00C/IefjOBaHNA; MHOTTA YTBEPXK/IeHIe
OCHOBAHO Ha CeMeITHOM aHaMHe3e (HaIpumMep, NMeeTCs ayTo-
COMHO-IOMMHAHTHBII TUII HAC/Ie[JOBaHN). BONBIIMHCTBO 13-
BECTHBIX MYTaLUi1, BBI3bIBAIOIIVX SINJICTICHIO, IEMOHCTPUPYET
KIMHUYECKYI0 TeTepPOTeHHOCTb, OOBIIMHCTBO ITeHETYeCKIX
STMIENITIIECKUX CHIPOMOB — T€HEeTNIeCKYIO0 TeTepOTeHHOCTb.
Ecnu nmeeT MeCTO CTIOKHBIN TUIT HACTIEIOBAHNA, KOTOPBIi I1OI-
pasyMeBaeT MyTaluy BO MHOTUX eHaX B COYETAHUU C BIINA-
H1teM (aKTOpOB BHELIHEN cpefibl iy 6e3 TAKOBOTO, MOXKHO ro-
BOPUTb O TEHETUYECKOl IpefpacrnonokeHHocTy (pakTop,
HE[OCTATOYHBIN /Il pasBuTus smwmrencun). Vs ¢dakropos
BHEIIHET! Cpefibl yIIOMIHAIOTCS HeOCBIIIaHIe, CTPeCC 1 MHPEK-
. KoHcTaTanmsA reHeTMYecKol STHOIOTUY SIVICTICUY He
O3HaYaeT HacledoBaHus 3a60/eBaHMsl. MHOTIe MyTaLNy, Bbl-
3pIBAIOLINE PA3BUTHE KaK TAXKE/bIX, TAK Y HETKE/bIX SIIMIEI-
Cuii, ABJIAIOTCA MyTanusaMu de novo, 1, CiefoBaTeNIbHO, IPOTHO3
Ta/bHETIIeTo eTOPOKAEHNA B TAKUX CeMbX 6/1arOPUATHBIIL.
Ho cam maijyeHT, KOTOPBIIl MMeeT HaHHYIO MYTalMI0, MOYKET I1e-
penars ee 1o HacencTBy [9-11].

Hngpexyuonnvie anunencuu. CoCTOAHNUA, KOTOPDIE ABIAIOTCA
HPAMBIM CTIEfICTBYEM KOHKPETHOTO MH(EKIIOHHOTO 3ab0eBa-
HIS, B X KJIMHIMYECKOI KapTVHe JOMVMHUPYIOT SIMIeNTIYe-
CKJMe IPUCTYIBL. DNMIENTHYeCKMe IPUCTYIIB B OCTPOM Iie-
p1oe MEHMHTUTA U SHIjepannTa He ABIAIOTCA SIMUICTICUEN.
MHeK1MoHHas 9TUOMOTYSI CYNTaeTCs Hanbosee pacipocTpa-
HEHHOIL. B oIpee/IeHHBIX PerioHax Mypa SIUIETICHS MOXKET
BBI3BIBATHCS HEMPOLMCTULIEPKO30M, TyOepkynesom, BMY-nu-
(bexunmeit, TOZOCTPHIM CKIEPO3UPYIOINM TTaHIHIIeDaTUTOM,
TOKCOIIA3MO30M U JAPYTUMM BHYTPUYTPOOHBIMU MH(pEK-
IVAMM, BKIII0YasA BUPYC 3MKa. DIMMIETICUA MOXKET Pa3BUBATbCSA
[OC/Ie OKOHYaHMA MHGEKIUY, HAIPUMep, IOC/Ie IepeHeceH-
HOTO BMPYCHOTrO 3HIedannTa. YCTaHOB/IEHNE MH(EKIVIOHHO
9TMOJIOTUM BaXKHO, TaK KaK 3a 9TUM C/IeAyeT Creludurieckas
Tepamus [9-11].
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LECTURE

Memabonuueckue snunencuu. SIBIAIOTCA MPAMBIM Pe3yib-
TaTOM M3BECTHOTO WM/IM IIPEAIIOIaraeMoro MeTabomdeckoro
HapyUIeHNs, IPU 9TOM SMIIENCHsI JOMUHUPYET B KIMHUYe-
CcKoit KapTuHe. JacTo 9T0 XOPOLIIO M3BECTHBIE MeTaboOMmuecKie
HapyIIeHns, Takye KaK ypeMus, opdupus, HapyeHns o6-
MeHa aMUHOKUCIOT ¥ IMPUAOKCUH3aBUCUMBIe cyfoporu. Me-
TabO/IMIeCKast SIMIENICUS MOXKeT OBITb IIPMOOPETEHHOII U Te-
Hetndeckoit. IIpu Heil TakKe BO3MOXHa crenyuduyeckas
tepamus [9-11].

Vmmynnvie anunencuu. IIpsaMoe MOCIeNCTBYE IMMYHHBIX
HapyIIeHWiT ¥ OCHOBHOE KIMHIYECKOe IIPOsiBIeH e 3a60/IeBa-
HysA. Takoit AMarHo3 BO3MOXKEH, KOIZIa IMEIOTCA OKa3aTellb-
CTBa ayTOMMMYHHOTO BOCITaJICHIA B [IeHTPA/IbHOI HEPBHOIT CI-
creme (ITHC). ITprmepom sIBIAIOTCS 9HI[eDAIUT C AHTUTEIAMMN
k NMDA-perenropam 1 numOndeckuit sHuedammrt. Takxe Bo3-
MO>KHa crienuduyeckas repanusa (MMMYHOKOPPEKIIVA).

CrefiyeT OTMETHUTD, YTO ay TOMMMYHHbIE MEXaHV3MbI, JIe)Ka-
IIye B OCHOBE TaKIUX SMIJIETITHYECKIX CMH/IPOMOB, KaK, HaIlpy-
Mep, cuHApoM PacMyccena, popMUPYIOT CTPYKTYPHYIO SIIM/IEN-
cuo. B cBoo odepenp, MH(QEKIMOHHBIE AareHTbI HEPEeHKO
VHAYLVPYIOT ay TOMMMYHHBIE ITPOIIECCHI, KOTOPbIE IIPUBOJAT K
HOBPEX/EHNIO MO3Ta C KIMHUYECKUMM [IPOSIBJIEHNSIMH B BUJie
anternicuy (TakuM 06pasoM, SINMIENICHS COYeTaeT NH(EKIMOH-
HYIO, ayTOMMMYHHYIO U CTPYKTYPHYIO 9T10jI0rn0). Takoe Ha-
OmI0ffaeTCsl B psifie IpHoOPEeTEeHHBIX C/TyYaeB CUHApPOMa J]proka—
Masunodda-Maccona (Dyke-Davidoff-Masson syndrome),
IPOSIBIAIONIErocs iepebpanbHoil reMuarpodueit, cygoporamu,
reMUIIape3oM, TNLEeBOI aCUMMeTpueil 1 TPYFHOCTAMM 00yde-
HIIA,  TAKOKe IIPY STIMIENITHYeCKOM CUHAPOME, MHAYLMPOBaH-
HoM ebpubHoit nugekiyeii (Febrile infection related epilepsy
syndrome), iy TaK Ha3bIBaeMOI Pa3pyIINTeIbHOI SHITedao-
IaTuy Jeteil mKoabHOro Bodpacra (Devastating epileptic en-
cephalopathy in school-aged children) [9-11].

Heussecmnas smuonozus. YcTaHaBNMBAETCA IPU OTCYT-
CTBUM JOCTATOYHBIX AMATHOCTUYECKMX BO3MO>KHOCTEIL.

COBPEMEHHaﬂ camcTeMaTKa

Knaccndukaipys TMIoB SImIenTidecKyx IpucTymnos u Gopm
SMUJIETICUIL — XapaKTePUCTUKM, HEOOXO/VIMBbIe [/Isi Ka4eCTBEH-
HOJ1 KJIMHIYECKOIT IPaKTUKY, GOPMYINPOBKU BpadeOHbIX 3a-
K/TIOYeHNIT, 00y4eHns, IPOrHo3a 3a60/IeBaHMsA, IPEXUPYprude-
CKOTO 006C/IefloOBaHMA MAllMEHTOB ¢ (papMaKOPe3UCTEHTHOII
SMMJIENICHEN, KIMHINYECKMX MCIBITAHNIT aHTUIIPUCTYTIHBIX Me-
JAMKaMEHTOB, 3MMUJEeMUOTOINYECKUX UCCIEJOBAHUI U, YTO
KpajiHe Ba>KHO, [/ B3a¥MOIIOHMMAaHMA MEX/Y PasHBIMMU CIle-
IVIa7IMCTaMM, BOBJIEUEHHBIMI B 00C/IeflOBaHMe U JIeUeHNe T1a-
LIVIEHTOB C 9INIeTicueli (HeBPOJIOTY U IICUXUATPBI, TeHETUKI,
HellpOXMpypru, Bpauu o611ell IpaKTUKM, SIULEMIOIOIN, Y-
HOBHVKY, CTPAaXOBIIMKM, COLMa/NbHble paOOTHUKY, BOJIOH-
Tephl U Op.).

Jl1st crienjya/ibHBIX Lie/ieil BO3MOYKHA crenmduueckas cucre-
MaTlKa, HalpJMep, HelpopapMaKo/Ior MOXKET CIPyIIINpPOBaTh
(OopMbI SNMIETICHY Y IPUCTYIIB 110 YYBCTBUTEILHOCTH K IIpe-
IapaTaM, HeifpOXMPYPT — IO AHATOMMY ¥ BOSMOYKHOCTSAIM YCIIENI-
HOJI XUPYPIUY, HeJPOUIMONOr 1 HelIpOpeaHNMaTo/IOrN — 110
0COOEHHOCTAM MKTa/IbHBIX DO -I1aTTepHOB 1 T.1.

Jyckyccus o ToM, KaKoil JO/KHa ObITb MyieabHasA K/Iaccu-
¢duKkanua snmencny, faneko He Hopa. CyliecTByeT ABa IIpo-
TUBOIIOJIOKHBIX IMOJXOMA: ONVH — YIPOUIAIOUINIL, BTOPO —
ycnoxustommit. O6a onu onpasanHbL. [Ipocras knaccnuka-
1M1 Hy)KHa OfHUM CIeLMaInNCTaM, 6ojiee CIOXKHAsS — IPYTHM.
J. Jackson Har/Isi{HO IOKa3as1 3TO MPOTUBOpEUILe, IKCTPAIIONN-
Pysi ero Ha IpyMep CaloBHMKaA 1 6oTaHuKa. [l caloBHMKA BCe
pacTeHus JEeNATCA Ha TPABbI, BEThI, KYCTAPHUKY U [IEPEBDAI.
9TOro BIIOJIHE JOCTATOYHO JIA OPTaHU3aLyM paboT 110 o3erle-
HeHuio. Y 60TaHMKa OTHOLICHNE K PACTUTEILHOMY MUPY Ha-
MHOTO CJIOXKHee: KpoMe 6aHa/IbHOTO pasfie/ieHns Ha 6osbliye
TPYIIIbL, €70 MHTEPECYIOT ¥ YACTHOCTY — BUJbI, IIOABU/BI 1 T.JI.
boraHuKy Takas cloxHas Knaccudukanusa HeoOXonuma, Ha-
IpUMeD, /1A CeNleKIuM pacTenuii. To ke camoe MOYKHO CKasaTh
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0 CUCTeMaTVKe TaKOil HeO[JHOPOJIHO IPYIIIbI 3a00/IeBaHuIL,
Kak anytenicuy. C oHOI CTOPOHDI, HEBPOJIOT JOIKEH UMETh
BO3MOXXHOCTDb IIOCTaBUTD NPABU/IbHBIN AMATHO3 M HA3HAYUTD
aJIeKBaTHOE JIEY€HME B IIEPBUYHOM 3BEHE 3[JPABOOXPAHEHMS.
C pyroii — CHeIanTnuCThI-3MUIeITONOTH, paboTaolie B KPYII-
HBIX Hay4YHbIX LIEHTPAX, C IOMOIIbIO HOBENMIINX JUarHoCTuye-
CKMX TeXHO/IOTrMI (BBICOKOIIO/IbHAS ¥ BBICOKOpa3pelIalonias
MarHuTHO-pe3oHaHCcHas Tomorpadus — MPT, mosurpoHHo-
9MIUCCHOHHAs ToMOrpadus, IInTenpHoe Buieo-O3-MoHNUTO-
pupoBaHue, MaruuTosH1edanorpadusa u T.4.) JODKHBL chop-
MyIMpOBaTh TOYHBIA [IMAarHO3 B C/IOKHBIX CIydYasx, IIpU
HeOoOXOAMMOCTY OATBEP)KAAs €r0 JAHHBIMIU MOJIEKY/IIPHO-Te-
HeTUYEeCKOTO MCCIeOBaHMAA.

B 1964 r. A. TacTo muca: «...Bce IMOIBITKYU Kaaccuduimpo-
BaTb NPUCTYIIbI OTPAaHMYEHbI IpefenaMy HAllMX HO3HAHUI O
MOJI/IEKALIMX MTATOIOTMYECKUX IIPOLECCAX B TOTIOBHOM MO3Te U
nobas xkraccudukanys He JO/DKHA ObITh OKOHYATETbHOI, a
TOJDKHA JOIIOMTHATBCA TIPY KaXK/IOM IPOIBIYKEHNM B HallleM I10-
HUMaHUU SIUIETICUI».

Kak Mbl BUiMM, 3a IOC/IeIHME NeCATUIETUA IPOU3OILIN CY-
IIeCTBEHHbIE I3MEHeHA B IOHMMaHNUU STUOTOINYeCKNX (ak-
TOPOB SMMJIETICUY, TATOTeHeTUYECKMX MEXaH3MOB, O4€Hb ITPO-
ABUHY/INCH [UATHOCTIYECKME METOJBI, TOSIBIUIOCH OObIIOE
KO/INMYECTBO HOBEMIINX IPOTUBO3NN/IEIITHYECKIX MeIMKaMeH-
TOB U TaK Jjajiee, YTO MOTPeOOBaIo OOHOBIEHNU: KIaccupyKa-
LN,

MIISJI B utone 1997 r. npyHsIa pelieHne 0 HeOOXOAMMOCTH
IepecMoTpa IPefbIAYIINX KIacCUPUKALIUIT SIS THYeCKUX
IIPUCTYTIOB 1 smmternicuit. B 2001 r. ony6mkoBaH mpoekt «JIu-
arHoCTMYecKas CXeMa /s JIIofiell C SNMIeNTUYeCKMMIU IPUCTY-
mamu 1 armtencueii» [12], a 8 2010 1. B xxypHare «Epilepsia» —
«IlepecMOTp TEpMMHOIOIUM 1 KOHIIEIII[MIM OPTaHM3ALUU 31N -
JIENITUYECKUX NPUCTYIIOB M SMUIENCHI», B KOTOPOM «...HOBas
TEPMMHOJIOTHSA U HOBbIEe KOHIEIILIMY IOTIONTHAIOT CTApYyI0 K/ac-
CcuUKALVIO U IPUBOJAT €€ B COOTBETCTBIE C COBPEMEHHBIM
[IOHVMaHMeM SMIIeTICUIT B KIMHIYeCKOlT IIpakTuke» [13].

B 2017 r. omy6/MKoBaHbl ABa UTOTOBBIX fOKyMeHTa: «Kimac-
cndukanys sumencuit MIT9JT: fOKYMEHT ¢ U3/I0KeHeM II0-
sunuu Kommccnn MIT9JT no knaccuduxannm u TepMUHOIO-
rum» un «Pabouass Kmaccupukanusa TUIOB SMMICHTIYECKUX
npuctynos MITOJI: fokyMeHT ¢ nsnoskeHneM nosuuum Kommuc-
cun ILAE 1o kimaccudukanym un tepMuHomornm» [9-11].

Hosas kmaccn¢mxanmontas cucrema MII9JT siBumacs pesyiib-
TaTOM KOHCEHCYca BeIyLIMX SIIIENTOIOTOB MIPA O TOM, KaKiie
K/IMHIYecKie (heHOMEHbI CBOVICTBEHHBI SIVIETICUY U KaK OHU CO-
OTHOCATCA APYT € ApyroM. B 0OCHOBY IONIO>KeHa KOHLIETIIVA 311N -
JIETICHY KaK «O0/Ie3HM HelipOHa/IbHBIX ceTeit». HoBas kimaccudu-
KaIysl MHOTOYPOBHEBasd, YTO HOIIyCKaeT IIOCTAHOBKY AMarHoO3a
Ha TOM 9Tarne (ypoBHe), KOTOPBIIT TO3BOIAIOT MMEIOIIeCs Auar-
HOCTUYECKME BO3MOXKHOCTH. TakyKe aTa CICTeMaTUKa AB/IAETCA
KOJIOHOYHOI1, a He MepapXM4ecKoil, 1 HEKOTOpPble YPOBHU MOTYT
6bITh ITpomyeHbl. KpoMe TOro, omycKaeTcss BOSMOXHOCTD ee
M3MEeHeHVIsI IIPY HOSIBIEHNUI HOBBIX 3HaHui1 (TabiL. 2, 3).

Mopndukanun ogBepriach TepMUHONIOrsL. IlapryanbHbIi
IIPUCTYII 3aMeHeH Ha ¢okanpHbliL. [lepecMOTpeHO paszieeHme
TaKMX NPUCTYIIOB Ha IIPOCTbIE M C/IOKHBbIE, TaK KaK HEBO3-
MO>KHO OO'BEKTVBHO OLIEHNUTD CTEIIeHb HAPYIIEeHNs CO3HAHMA.
Doxa/nbHBIN IPUCTYI C COXPAHEHHBIM CO3HAHMEM COOTBET-
CTBYET yCTapeBLIEMY «IIPOCTOJ MapLyaabHbIi HpucTym». Oo-
KaJIbHBII IIPUCTYII C HApYLIeHNEeM CO3HaHNA NIPHILe/T Ha CMEHY
TEePMUHY «CTIOXKHBII apLMaabHbIi npucTyI». Hapymenne co-
3HAHUS BO3MOXKHO B /1100071 IIepIOJL TAKMX IIPUCTYIIOB.

BBenen TepMMH «0CO3HAHHOCTB», KOTOPBIN ITOIpa3yMeBaET
CIIOCOOHOCTD TAIMEHTA, IePEHECIIEro IPUCTYII, €0 BCIOM-
HUTDb U OIUCATb. YAAJIeHBI U3 YIOTPeOIeHNs TePMIHDI «[IUC-
KOTHUTUBHBII», «IICUXWYECKNIT», BMECTO «BTOPMYHO-TeHepa-
NVM30BAHHBI» HPUMEHSETCI TepMUH  «(OKAIBHBIL  C
[IepPeXOfiOM B O1/IaTepasIbHbII TOHMKO-KIOHNYeCKIi» (TaoI. 4).

YTO4YHeHbI pa3HOBUHOCTY (POKAJIbHBIX 1 FeHepaI30BaH-
HBIX TpUCTymos [9-11].
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HoBas sTnonornyeckas Knaccvnd)m(aqvm anunencnn

Ta6bnuua 2. OCHOBHbIe N3MEHEHNSA B TEPMUHONOrMN 1 KoHuenuuax [9-11]

HoBblii TepMUH 1 KoHuenuuaA (3Tronorus. KOHKpeTHbI CUH-
[IPOM MOXET BXOAWTb 6onee yem B OAHY rpynny)

Mpumepbi

CTapblil TePMUH 1 KOHLUEenuusa

FeHeTnyecKan: reHeTUYECKN fedeKT HENOCPECTBEHHO BbI3bl-
BAET SNUNENCUIO V1 NPUCTYMbI, KOTOPbIE ABAATCA KIOYEBbIM
CUMMTOMOKOMIMIEKCOM 3aboneBaHuA

Kananonatuu, geduunt GLUT-1 1 np.

Maononatnueckasn: npegnonaraeTca
reHeTn4yeckas

CTpYyKTypHas: Bbl3BaHHasA CTPYKTYPHbIM HapyLLEHNeM ronoB-
HOro Mo3ra

Ty6epo3Hblil CKnepos, KopTuKanbHble Manbdop-
Mauun, Me3vanbHas BUCOYHAA SNUENcrs ¢ run-
nokamnasnbHbIM CKNepO30M, refactuyeckune npu-
CTynbl C rMNoTanammnyeckomn ramapTomMon 1 np.

CumnToMaTnyeckas: Bbi3BaHHasA 13-
BeCTHbIM UNn npefnosiaraemblMm Ha-
pyLleHnem ronoBHOro mosra

MeTtabonunueckasn: Bbl3BaHHaA MeTabonnmyeckumm Hapytue-

KaK MEHUHIUTbI 1 3HUEebanuTbl). 3T NHOEKUMM NHOTAA UMEtoT

naHaHuedanuT, LepebpanbHbI TOKCOMNasmo3

epnumT nupugokcuHa, aepuumt GLUT-1 un np. CvmnTomaTuyeckas
HUAMU FOSTOBHOTO MO3ra Reduy puA Aeduu P
SHuedanut ¢ aHTutenamm K NMDA-peuentopam,
VMMyHHas: anunencua B pesynbTaTe ayTOMMMYHHOrO BOCMnanu-
3HUedanuT c aHTUTeNamu K BosbTaxsaBucumbiM - | Cumntomatnyeckas
TenbHoro npouecca B LIHC
KanveBblM KaHanam un np.
NHdeKLnoHHanA: UHPeKLMOHHAA 3TMoNorna snunencum (Ho He .
bexy bexu . ( Ty6epkynes, BUY, uepebpanbHan manapus, Heit-
NPVCTYNbl, BO3HUKAlOLMe B OCTPOM nepuoae NHEKLMI, Taknx . o
POLCTMLIEPKO3, MOAOCTPbIV CKIEPO3UPYIOLNIA CrmnTomMaTuyeckas

nop coboii CTPYKTYpHbIE U3MEHEHNA

HeunssecTtHan: npuYvnHa anunencnun Hem3BecTHa

KpMﬂTOFeHHaﬂZ npeanonoXmnTesibHO
cMmnToMaTnyecKkas

C ¢poKanbHbIM Hauanom

C reHepasnsoBaHHbIM Ha4yajioM

C HeM3BeCTHbIM Hayanom

Co3HaHue: COXPaHEHO, HapyLWeHO, HEN3BECTHO

C pBuraTesbHbIM Hayaaom
C aBTOMaT3Mamm
ATOHMNYecKne
KnoHnveckmne
SnunenTnyeckme cnasmbl
[vnepknHeTnyeckne
MwuoknoHuuyeckune
ToHuyeckne

C gBrraTesibHbIM Hayanaom
TOHWMKO-KNOHMYecKmne
KnoHwnyeckune

MwuoknoHnyeckmne
MMOKNOHNKO-TOHNKO-KIOHMYecKne
MwnoKnoHMKo-aTOHNYeCKmne
ATOHNYeCKne
SnunenTrnyeckme cnasmbl

C ABMraTesbHbIM Ha4yasom
TOHVKO-KNOHMYecKne
SnunenTMyeckme cnasmbol
ToHuyeckne

bes pBuratenbHoro Havana
BeretaTuBHble

C 0CTaHOBKOW aKTMBHOCTH
KorHutmsHble
SMOLMOHasbHble
CeHcopHble

be3 aBuratenbHoro Hayana (abcaHcobl)

MwuoknoHnueckme
MwnoknoHua Bek

be3 pBuratenbHOro Havana
TunnyHble C OCTaHOBKOW aKTUBHOCTU

ATUNNYHbIE

(DokanbHble ¢ nepexogom B GmnaTepaanble
TOHUKO-KJIOHU4YeCKne

Heknaccudpuuympyembie

a0 a4 eHe A B Ha3Ba OB Nnp OB B a ()

«CTapas» TepMUHONOrs

TepmuHonorus, cornacHo Knaccudukauum ILAE 2017 r.

1. BTOpuUHO-reHepann3oBaHHbI TOHNKO-KNOHUYECKUIA (CyAOPOXHbIN) NPUCTYN

1. BunaTtepasnbHblii TOHUKO-KNOHUYECKUIA (CyAOPOXHbI) NPUCTYN

2. ANCKOTHUTMBHbIN

2. KOTHUTUBHbIN

3. MapumasnbHbIi C TMNepMOTOPHbBIMY aBTOMATM3MaMU

3. C poKanbHbIM HauaioM runepKrHeTNYeCcKnin

4. MpocToi NapumnanbHbI 1 CNOXKHBIA NapLUManbHbIA NPUCTYMbI

4. DoKanbHbIN € COXpaHeHVemM 1 OTCyTCTBMEM CO3HaHUA

5. KNOHUKO-TOHUKO-KIOHNYECKNI

5. MMOKNOHUKO-TOHNKO-KITIOHNYECKNIA

6. MMOKNOHNYECKM-acTaTUYECKN

6. MMOKNOHNYECKMN-aTOHNYECKNI

SnunenTNnYyecKnn cTaTtyc

Komuccusa no kmaccuduxauunu u tepMmuuonorun ILAE
omnpepender IC Kak COCTOSHME, KOTOPOE MO pasyMeBaeT JI/Iu-
TEeTbHBIN SMMIENTIYECKNIT IPUCTYII UM CEePUI0 MPUCTYIIOB
IINTENbHOCTDIO 6ortee 30 MuH 63 BOCCTAHOB/IEHVSI 6A3MCHBIX
HEeBPOJIOTMYeCKUX PYHKIWIT B MHTEPUKTAIbHbII nepuoy. OH
CUMTAETCs OfHUM 13 Hanbojee OMacHbIX )KU3HEYTPOXKAIOIINX
YPTeHTHBIX COCTOAHNUI. PaKTOPOM, ONpeMeAI0OM IIPOTHO3,
ABNAITCA 3THonornA IC, CBOEBPEMEHHOCTD U a/IeKBaTHOCTD
MIPOBOAMMBIX TepaneBTU4YeckNx Meponpusaruil. Hanbonee ya-
croit mpuunHo¥ pa3sutua SC Npu paHee BbIABIEHHOI SMNM-
JIETICUN ABJIAETCA CHIDKeHMe KoHIeHTpanunu II911 B mrasme
KpOBM BCJIe[ICTBIUE I/I0XO0M KoMITaeHTHOCTH. PapmakoTepa-
nust OC - ofHa 3 Hanbosiee aKTyanTbHBIX IPO6IEM HEOTIOXK-
HOJ1 HeBponoruu. Yciemsoe nedenne 9C npepnonaraeT uc-
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I0/Ib30BAHNE MAaKCUMAIbHO 9 (PEKTMBHBIX CXeM TepaIun B
Ipefie/IbHO CXKaThble CPOKM ¢ MUHUMYMOM I0OOYHBIX 9 Pek-
TOB [14].

CoBpemMeHHble CTaHAapTbl ANArHOCTUKN

O60CHOBaHHBII AMAarHO3 AMUIETICUY B HACTOsII[ee BpeMsi
JIOJDKEH COOTBETCTBOBATH 4 OCHOBHBIM KPUTEPUAM:

1) KIMHNYECKOMY;

2) anexrposHiedanorpaduIecKomy;

3) HellpOBU3yaTU3aLVIOHHOMY;

4) reneTnyeckomy [15].

Jwarnoctiaecknit anroput™ snmericuu (MII9JI, 2017) BbI-
AguT crepyoumyM obpasom. Komnccns MIIDJI no pedunu-
UM ¥ KIacCUUKALNMM YCTAHOBIUIA 5 IIYHKTOB, 10 KOTOPBIM
TO/DKHA OCYIIeCTBIAThCA AUATHOCTMKA snytenicuu [9-11].
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LECTURE

1. Tun mpucTynos: ¢ GOKaIbHBIM HaYaIOM, C TeHepann3o-
BaHHBIM Haya/IOM, C HEM3BEeCTHBIM HayaJIOM.

2. dopma SHMIENCUM: TeHepanu3oBaHHas; (OKaIbHAs;
MMEIOIasi YepPThl KaK F€HEePATN30BAHHOM, TaK 1 (HOKaIb-
HOI1; He3BeCTHas.

3. YcTaHOBJIEHME [[MarHO3a KOHKPETHOTO SMMJIENTYeCKOTO
CUHJIpOMa.

4. YcTaHOBJIEHVE 9TUOIOTUN SITUIETICUA.

5. IMarHoCTMKa COMYTCTBYIOLINX 3a00/IeBaHMI Y yCTaHOBJIE-
HIEe CTeTIeHU MHBAUAN3AIU.

dnekTposHuedanorpadus

Haub6onee MHCbOpMaTI/IBHbIM METOIOM ONUATHOCTUKU CUNTA-
eTcs BUIeo-OJ-MOHUTOPKHT ¢ BK/IIOUEH)eM CHa [6], omHaKo
CIelyeT pacCMaTPUBATh €r0 Pe3y/IbTaThl TOIbKO BKYIIE C KN~
HIYECKOI KapTUHOIL.

Metopbl HellpoBu3yanusauun

MeToppl HeilpoBM3yanmM3aluy IpY SMUIENCUN MCIIOJb-
3YIOTCA:

1) L1 MCKITIOUeHNA KU3HEYTPOXKAIOIUX COCTOSAHMIT (omy-

XOJIb, TeMaTOMa I TIp.);
2) ompepeneHns XapaKrepa CTPYKTYPHOTO feeKTa 11, COOT-
BETCTBEHHO, STUOIOI M SIIUIETICHL;

3) MoKanu3auyy oyara MopakeHms;

4) orpepieneHns MpoOrLo3a 3a001eBaHms.

B ompepenenny aTMoIOrny AMWIEIICUN Befyliask poib IIpu-
Hamiexxut MPT.

IIpn mopospeHMU Ha CTPYKTYPHYIO (GOPMY SIMIENICHUN
(mo6nast, 3aTbIIOYHAs, TeMEHHAs U T.71.) HEOOXOAMMO IIpOBe-
nerne MPT BbICOKOTO paspemeHns M0 SMUIeNTONIOTNYeCKOMY
IIPOTOKOITY (C HANIPSDKEHHOCTBIO MAaTHUTHOTO II0JIs1 HE MeHee
1,5 Tecna, moj HapKO30M, C TONIIVHON Cpe30B 1-2 MM B cIie-
LMaJbHBIX pexkyuMax [16]. IIpu sToM crefyer momaraTbcs Ha
JIOKa/IM3alMI0 aHaTOMuYeckoro cybcrpara. Heobxomgmmo
y4eCTbh, YTO OTCYTCTBUE CTPYKTYPHBIX HapyueHnit Ha MPT
He MCKII0YaeT CUMIITOMATMYeCKOTO XapaKTepa SINUIEeNCUl, a
UX HaJM4Me He VICK/IIoUaeT Cyl[eCTBOBAHNUA UIMONATIYeCKIX

dopm.

MonekynapHo-reHeTn4YecKre MeTofbl

MeTozibl «BBICOKOPA3PELIAIOIero» MOJIEKY/IsIPHO-TeHeTIde-
CKOTO MCCIIeJOBaHMs IIPUOOPETAIOT B HACTOsLIee BpeMs Bce
6OHI)IHee 3Ha4Y€HIE I YTOYHEHMA STNOJIOTUN SOMICIICUN.
OHU BKJIIOYAIOT B Ce0sl IIPeXe BCEro XpOMOCOMHBII MUKPO-
MAaTPUYHBII aHA/IN3, [IOJTHOE VI TAPT€THOE CEKBEHMPOBAHME IK-
30Ha, pasjN4Hble «I1aHenn» reHos [17]. IIpu HekoTOpBIX dop-
Max I/IHI/IOHaTI/I‘{eCKOI‘/’I SMMJIETICUN  KapTUPOBaHbI TE€HbI
(MoHOTeHHbIe 3a00/I€BaHMs), B CBS3M C YeM IOSIBUIACH BO3-
MO>KHOCTb TOYHOJ JMATHOCTMKM ¥ MELUKO-TEHETUYECKOTO
KOHCY/IbTMpOBanus [18].

COBpeMEHHaﬂ AOKTPWUHa nevyeHna snuaencnun

B HacTosIlee BpeMs NpeBanupyeT KOHLENLNA, YTO jTedeH1e
SMUJIETICUN — 9TO 6OIbllle, YeM IIPOCTO KOHTPO/Ib HaJ| IPUCTY-
I1aMu, XOTs CBOO0/IA OT IPYCTYIIOB OYeHb BakHa. Takum oOpa-
30M, pedb ujeT 00 M3MEHEeHNN CTPATETUY JIEYeHNA: OT KOJInde-
CTBEHHOIT — K KaueCTBEHHOIT IIOMOIIM GOIbHBIM IIIIeNCHeIL.
ITpoBeneHne BcecTOpOHHe peabumTanuy (MegNKaMeHTO3HO
U HeMeIMKaMEeHTO3HOII) [T03BOISIET JIIOSIM C SIIIJIETICHET BECTHI
IIOTHOLIEHHYI0, HEOTPAaHNYEHHYI0, IPOAYKTUBHYIO )KI3Hb IIPU
OTCYTCTBUM IIPUCTYIIOB 1 110604HBIX feitcTuit [IDI1 [7].

CoBepIlleHHO HeJOMYCTIMO TIPEBEHTIBHOE JIeUeHyIe SJIe -
C1U, OCHOBBIBAIOII[eeCs TO/IBKO Ha JAHHDBIX aHAMHe3a (YeperHo-
MO3roBas TpaBMa, HellpouH}eKIys, peOpUIbHbIE CYLOPOrK B
aHaMHese U Jp.), MHCTPYMEHTA/IbHbIX MCCIeoBaHNAX (Hamm-
41te MOP(OIOrIecKoro gedeKra 1o pe3ynbTaTaM HellpoBu3ya-
nm3anyy, srnenTrdOopMHast aKTUBHOCTD Ha 9/IeKTPOIHIIeda-
jorpaMme), a Takxe mpumeHenue 1911 kopoTkumm Kypcamu
MM B 33HIKEHHBIX O3MPOBKaX.
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C TOYKM 3pEHN JOITOCPOYHOTO IIPOTHO34, eC/IY TAK MOXKHO
CKa3aTb, BBIXOJI, BCeX OO/IbHBIX MOXKHO Pa3felnThb Ha 5 QyHK-
[[MIOHA/IbHBIX KaTeTOPUIL.

o [TepBas — MalMeHThI C OIArOIPUATHBIM, OOPOKaYeCTBEH-
HBIM TeYeHNeM SIUICTICUY, KOTOPbIe JOCTUTAIOT IOTHOTO
KOHTPOJIA IIPUCTYIIOB B KOPOTKIE CPOKM, C BLICOKOII JJ07eit
CIIOHTAHHBIX peMuccuit (oxomo 30% caydaes).

Bropast — mamueHTbl ¢ OTHOCUTENIBHO O/IarONpUATHBIM,
CPaBHUTENBHO JOOPOKaYeCTBEHHBIM TeUueHeM 3abomeBa-
HIA, Y KOTOPBIX BO3MOXKHO TTOTy4YeHVe MeAVKaMeHTO3HOI
peMuccni, ITONTHOTO KOHTPOJLA IPUCTYIOB Ha (oHe Iprema
II311 (Takxke oxoso 30% ciaydaes).

TpeTbsi — 6ONbHBIE C TAKEIBIM, 3/I0KaUeCTBEHHBIM Tede-
HIIEeM STVJIETICUM, Y KOTOPBIX BO3MOYKHO TOOUTbCA YacTIY-
HOJI PEMUCCUM, PEAYLIMPOBAHISI IPUCTYIIOB IO TSHKECTHU 1
IpORO/DKUTENBHOCTH (K010 20% CTy4aes).

YeTBepras — BKIIOYAET JINL C 0COO0 TAXKENIBIM, A0 COMIOTHO
37I0KQ4eCTBEHHbIM TedeHneM 3a00/IeBaHNs, Y KOTOPBIX pe-
MUCCUM YIPEe3BBIYAIHO PENKN, COCTOUT B OCHOBHOM W3
60/IbHBIX papMaKOPE3NCTEHTHO SIIIETICHEl, CUMITOMA-
TUYECKOI1 SMUJIeTICHeIl, IPOTeKalolel Ha poHe IPYIMX 3a-
6onesanuit LTHC, smmtericuert, OCTIOXKHEHHOI pas3iIHBIMI
MICUXMYECKIMI OTKIOHeHMsIMU (0K0710 20% CTydaes).
ITaTas — MAMEHTB], Y KOTOPBIX HAOMIOfAeTCS TeHACHIS K
CepUITHOCTY IPUITAJKOB, CTATYCHOMY TeYeHUIO 3a00/IeBaHNA
1160 B pe3yIIbTate IIPOBOLMPYIOINX HaKTOPOB, 9K30T€HHbBIX
BPEJHOCTEN MM HeaJeKBaTHOI Teparmu, 11ub0 HEKOMIIIA-
enTHOCTH pasBuBaerca JC. [ToTeHMaTIbHO MOXKET paclIy-
PATBCSI 3a cueT 6OMIbHBIX BCeX 4 IpeablyLyx rpym [19].

JocTmkeHne cBOOOADBI OT IPUCTYIOB y HONBLHOTO IIO3BO-
JIsIeT IIPEIOTBPATUTD PA3/INYIHbIE MEAUIITHCKIIE U COL{MA/IbHbIE
IOC/IeAICTBIA, TaKye KaK (puandecKkue MOBpeXAeHNs (TpaBMa
U T.Ji.), ICUXMYeCKye HapyIleHnA (IeIpeccys, TpeBora 1 T.1.),
coLuajbHble HOCTeACTBIUA (OTIyXK/eHIe B 00I[eCTBe, FUCKPU-
MUHALVS U [{P.), U B EPCIIEKTUBE IIPY yUeTe PA3TNIHBIX (ak-
TOPOB IOC/Ie JOCTIDKEHNs MeNMKAMEHTO3HOI peMUCCUM B
psAfie caydaeB JOOUTLCA MOMHOTO MIpeKpalleHNuA IpyeMa mpe-
[1apaToB.

KoHdmukT mHTEpeCcOB. ABTOPBI 3asIB/IIOT 00 OTCYTCTBUI
KOHQIIMKTA MHTEPECOB.

Conflict of interests. The authors declare no conflict of in-
terest.

Jinteparypa/References

1. KapnosB.A. 3nunencua y aeTeit 1 B3poCibix, KEHLUMH 1 MyXUWH: PyKOBOACTBO A Bpaueit. M.: Me-
AvuwHa, 2010 [Karlov VA. Epilepsy in children and adults, men and women. Handbook for physicians.
Moscow: Meditsina, 2010 (in Russian)].

2. TysesaB.M), benoycosa E[l., Kapnos B.AA, v ap. Snunencua y aeteit. B k. OefiepanbHoe pykoBog-
T8O M0 AeTckoit Hesponorum. Mog pea. B.. Tysesoi. M., 2016; . 270-306 [Guzeva VI, Belous-
ova ED, Karlov VA, et al. Epilepsy in children. In: Federal Guidelines in Pediatric Neurology. Ed. by
VI Guzeva. Moscow, 2016; p. 270-306 (in Russian)].

3. Fisher RS, Boas WV, Blume W, et al. Epileptic seizures and epilepsy: definitions proposed by the In-
ternational League against Epilepsy (ILAE) and the International Bureau for Epilepsy (IBE). Epilepsia.
2005; 46 (4): 470-2.DOI: 10.1111/.0013-9580.2005.6610

4. Fischer RS, Acevedo C, Arzimanoglou A, et al. ILAE official report: a practical clinical definition of
epilepsy. Epilepsia. 2014; 55 (4): 475-82. DOL: 10.1111/epi.12550

5. Kim LG, Johnson TL, Marson AG, et al. Prediction of seizure recurrence after a single seizure and
early epilepsy: further results from the MESS trial. Lancet Neurol. 2006; 5: 317-22.

6. Myxun K10, Metpyxux A.C,, Tnyxosa JLIO. Snunencus. ATnac aneKTpo-KNMHNYeCKON AMarHoCTUKIA.
M.: AnbBapec Mabnuwukr, 2004 [Mukhin KY, Petrukhin AS, Glukhova LY. Epilpesy. Atlas of electroc-
linical diagnosis. Moscow: Alvarez Publishing, 2004 (in Russian)].

7. AsaksaH [H. Akcerosa M.T., bapanat O.J1, n ap. HeapdeKTBHOCTb NpoTMBO3NMAENTUYECKOI
Tepanun. OCHOBHbIE MPUYMHbI M BOMOXHbIE MyTH ee NPeofonerIs. XypH. He8ponoauu u ncu-
xuampuu um. C.C. Kopcakoaa. Mpun. Inunencus. 2008; 2: 40-2 [Avakian GN, Aksenova MG, Ba-
dalian OL, et al. Neeffektivnost' protivoepilepticheskoi terapii. Osnovnye prichiny i vozmozhnye
puti ee preodoleniia. Zhurn. nevrologii i psikhiatrii im. S.S. Korsakova. Pril. Epilepsiia. 2008;
2:40-2 (in Russian)].

8. AsakaH [H, bnuHos [1.B, Jlebenesa A.B. v ap. Knaccudukanma snunencim mexayHapoaHoit npo-
TMBO3NUNENTUYECKOi Nry. MepecMoTp 1 06HOBNEHMe 2017 rofia. Inuencua U NAPOKCU3MAbHble

159



NMEKIIUSA

https://doi.org/10.26442/20751753.2021.2.200738

cocmosnus. 2017; 9 (1): 6-25 [Avakian GN, Blinov DV, Lebedeva AV, et al. Klassifikatsiia epilepsii
mezhdunarodnoi protivoepilepticheskoi ligi. Peresmotr i obnovlenie 2017 goda. Epilepsiia i parok-
sizmal'nye sostoianiia. 2017;9 (1): 6-25 (in Russian)].

SchefferIE, Berkovich S, Capovilla G, et al. ILAE classification of the epilepsies: Position paper of the ILAE
Commission for Classification and Terminology. Epilepsia. 2017; 58 (4): 512-21.D0L: 10.1111/epi.13709

. Fisher RS, Cross JH, French JA, et al. Operational classification of seizure types by the International

League Against Epilepsy: Position Paper of the ILAE Commission for Classification and Terminology.
Epilepsia. 2017; 58 (4): 522-30.DOI: 10.1111/epi.13670

. Fisher RS, Cross JH, D'Souza C, et al. Instruction manual for the ILAE 2017 operational classification

of seizure types. Epilepsia. 2017; 58 (4): 531-42.DOI: 10.1111/epi.13671

. Engel JR, International League Against Epilepsy (ILAE). A Proposed Diagnostic Schema for People

with Epileptic Seizures and with Epilepsy. Epilepsia. 2001; 42 (6): 796-803.

. Wolf . Of cabbages and kings: Some considerations on classifications, diagnostic schemes, semi-

ology, and concepts. Epilepsia. 2003; 44: 1-4.

. bapanan 0.1, CaBenkos A.A. CoBpemeHHaA KOHLeNLMA NPUMeHeH!A MHbEKLIMOHHbIX BanbnpoaTos

npu anunenTuyeckom ctatyce. Consilium Medicum. 2019; 21 (2): 97-100 [Badalyan OL, Savenkov AA.
The modern concept of using injectable valproate in status epilepticus. Consilium Medicum. 2019; 21
(2):97-100 (in Russian)]. DOI: 10.26442/20751753.2019.2.190316

. Berg AT, Berekovic SF, Brodie MJ, et al. Revised terminology and concepts for organization of seizures

and epilepsies: report of the ILAE Commission on Classification and Terminology, 2005-2009. £pi-
lepsia. 2010; 51 (4): 676-85. DOI: 10.1111/j.1528-1167.2010.02522

. Holthausen H, Fogarasi A, Arzimanoglou A, Kahane Ph. Structural (symptomatic) focal epilepsies of

childhood. In: Epileptic syndromes in infancy, childhood and adolescence. 5th edition with video.
Ed. by M. Bureau, P. Genton, C. Dravet, et al. Paris: John Libbey Eurotext, 2012; p. 455-505.

. benoycosa E.]l., LLiapkos A.A. TpyAHOCTY B AarHOCTUKe, NPOTHO3€ U IeYEHMIN reHeTYeCKHX 3ni-

NENTAYECKX SHLedanonaTuit: B3rnag Hesponora. XypH. Hegponoauu u ncuxuampuu um. C.C. Kop-
cakosa. Cneygein. 2019; 119 (11-2): 34-40 [Belousova ED, Sharkov AA. Trudnosti v diagnostike,
prognoze i lechenii geneticheskikh epilepticheskikh entsefalopatii: vzgliad nevrologa. Zhurn. nev-
rologii i psikhiatrii im. S.S. Korsakova. Spetsvyp. 2019; 119 (11-2): 34-40 (in Russian)].
DOI: 10.17116/jnevro201911911234

. Guerrini R, Parrini E. Epilepsy and malformations of the cerebral cortex. In: Epileptic syndromes in

infancy, childhood and adolescence. 5th ed. with video. Ed. by M. Bureau, P. Genton, C. Dravet, et al.
Paris: John Libbey Eurotext, 2012; p. 607-29.

. Baganan O.J1. BopacTHble 0COBEHHOCTI anunencun y feTeli 1 OAPOCTKOB. ABToped. AIC. ... A-pa

Meg. Hayk. M., 2004 [Badalian OL. Vozrastnye osobennosti epilepsii u detei i podrostkov. Avtoref.
dis. .... d-ra med. nauk. Moscow, 2004 (in Russian)].

CraTtbs noctynuna B pepakuuto / The article received: 29.01.2021
CraTtbA NpuHATa K neyatn / The article approved for publication: 23.04.2021

160

=] o]

OMNIDOCTOR.RU

CONSILIUM MEDICUM. 2021; 23 (2): 154-160.





