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Peswome

B cratbe 1poaHann3npoBaHbl 1NTepaTypHble [aHHble, Kacarolynecs KIIMHNKU, reHeTUYeCKUX JETePMUHAHT, IPOrHo3a n 3Boswounn
FEHETNYECKUX FeHEPANN30BaHHbIX 3NNENCUIT N XaPAKTEPHbIX A8 HUX 3NEKTPOIHLEHANnorpaghnyeckux KOPPeISToB ¢ LESbIO 0npe-
JE/IeHNS HEraTuBHbIX MPOrHOCTUYECKNX (hakTOPOB. [pUBEAEHbI PE3YbTATbl UCCEA0BAHNIA LETCKOW abCAHCHOM SNUENCUU, IOHO-
LLIECKOV MUOKITOHUYECKOU 3rTUAENCUN U 3NUAENICUN C U30JTINPOBaHHbIMW reHepasin30BaHHbIMU TOHUKO-KJTOHUYECKUMU NTPUCTYnamm.
BbisiBriensi d)aKTOpbl, CI'IOCOGCTBJ/!OU[MG Kak bonee TAXEJIOMY Te4eHN0 n ncxogam faHHbix qbopM 3&60ﬂ€BaHMﬂ, TaK W yKa3blBaro-
Lne Ha 0Xugaemo 605ee 6aronpUATHOE Pa3BUTNE. TaKUe Kak BO3PACT [e06KTa, BU MHNLMAbHOA Tepanum, cpoku [0 Hadana
MHML{MaﬂbHOﬁ Tepanun u Cpoku Lo 0TBeTa Ha Hee, KOrHUTUBHbIN craryc, KOM6MHEIL[VIH MpUCTynos, natosiorn4ecKkmne n3MeHeHns
31EKTPOIHYEDASIOrPaMMBbl, HANIN4YNe HEBPOJIOrNYECKOro egomuynta. [IpOBEAEHHbIN aHann3 nokasas, y1o K ghaktopam, JOCTOBEPHO
yxyaLarLwum rnporHo3, OTHOCATCA Halindne 6onee O/JHOro Tuna npucTyrnos, 0TCp0'-IBHHbII71 OTBeT Ha CTapToBYIO Téparui, rnoantepa-
MUS U CONMyTCTBYIOLLNE KOTHUTUBHBIE HaPYLLEHUS.

Knroyessbie cnoBa

leHepann3aoBaHHas anuierncus, NCXoabl, 3BOJIIOLUNSA, TEHETUYECKAs 3Nunencus, erckas abcarcHas anunerncus, A3,
HOHOLLIECKas MUOKIIOHnYeckas anunencus, OM3, anunencus ¢ n301MpoBaHHbIMY FEHEPA/IN30BAHHbIMU TOHUKO-KITOHN-
YECKUMU NIPUCTYNAMMU.
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KoHhnuKT nHTEpecos

ABTOpbI 3a5BNSIOT 06 OTCYTCTBUM KOH(DIIMKTA MHTEPECOB B OTHOLLIEHUM JAHHOW Ny6nMKaLuu.

Bce aBTOpbI CAeNany 9KBUBANIEHTHbI BKNAA B NOATOTOBKY Ny6nKaLum.
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Summary
This article analyzes the available literature regarding the clinical manifestations, genetic determinants, prognosis and
evolution of inherited generalized epilepsies. We describe the typical EEG characteristics and their correlations with
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negative prognostic factors. We also review studies on absence epilepsy of childhood, juvenile myoclonic epilepsy and
epilepsy with generalized tonic-clonic seizures. Factors indicating a more severe course and outcome of the disease, and
those indicating a more favorable development have been analyzed. Among those, age of the seizure onset, type of initial
therapy, time passed before starting therapy and time before a response was seen, cognitive status, combination of
seizures, abnormal discharges in EEG, and neurological deficit. The analysis shows that factors correlating with poor
prognosis include the presence of more than one type of seizures, insufficient response to initial therapy, necessity of

polytherapy and concomitant cognitive impairment.
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Bsegenue / Introduction

Inunencns ABNAETCA OLHUM U3 CaMbIX PACNPOCTPAHEHHbIX
TSXKeNbIX 3a001€BaHNA FOIOBHOTO Mo3ra B mupe. Okono 65
MUANUOHOB, unn 5-10 n3 kaxabix 1000 4enoBek B HacToALLee
BPEMS CTPaAaloT 0T akTMBHOM anunencuun. OLeHKM nokasare-
neii 3a6onesaemoctu npubnmxatTca k 50 Ha 100 000 yeno-
BeK [1].

B perckon nonynauun 3ab60neBaeMoCTb anuUnencuen
Bapbupyetca ot 30 go 190 Ha 100000, 60nblie B HEWHAY-
CTpManbHbIX, MEHee pasBuTbIX cTpaHax. [eTn u nogpocTKu
COCTaBNAKT TPETb NALWNEHTOB ¢ anunencueil. NMpu aToM Ham-
60Mbluas 3a601eBaEMOCTb MPUXOAUTCA HA AeTel Nepeoro
roaa Xu3Hu u ganee, ot 1 roga oo 12 net, 3Ha4UMo He Bapbu-
pyeTca [2].

Cpeanm MHOXeCTBA MPUYMH 3nunencuii Hanbonee 4acTo
BCTPEYAOTCA CTPYKTYPHbIE SNWUAENCUM, FEHETUYECKME 3Mu-
Nencum n 3NUNEeNcUn HeyTOYHEHHbIE, KOraa NPUYNHA 0CTaeT-
CSl HEM3BECTHOW, HECMOTPS HA CTAHAAPTHBIA MPOBELEHHbI
nepeyeHb uccnenosaHuil. freHetuyeckue anunencum (M) co-
CTaBNAT NPUOAN3NTENLHO TPETb OT BCEX anunencuii. OHm
FEHETUYECKN JeTEPMUHMPOBAHBI 1 PA3BMBAIOTCA Y 30POBbIX
B OCTasbHOM WHAWBKUAOB 060MX NOOB U BCEX pac. B 0CHOB-
HOM OHU MPeACTaBMAOT KaHANonaTum — reHeTUYeckn 06Y-
CNOBJIEHHbIE HAPYLUEHNS BO36YXAEHUA-TOPMOXEHMS HENPO-
HOB r0JI0OBHOr0 Mo3ra [3-5].

3a4acTyto, HO He BCErga MOXHO MPOCNefUTb CeMeliHyH
NcToputo anunencui. bonbWMHCTBO NALWEHTOB UMEKOT HOp-
ManbHbIiA MHTENNEKT, HEeBPONOrMYECKMA CTaTyC M KapTUHY
MarHUTHO-PE30HAHCHON TOMOrpacum ronoBHOro moara. 9
B OCHOBHOM MaHWUDECTUPYIOT NPUCTYNamMm TUNNYHbIX abCaH-
COB, MUOKMOHUAMM 1 FeHEpann30BaHHbIMU TOHUKO-KITOHMYe-
CKumMu npuctynamu. KaxKablit M3 aTux TMNOB NPUCTYNOB MO-
XET OblTb €AWHCTBEHHbIM B CTPYKTYpe 3MuAencum umm
BCTPEYaTbCA B PA3NMYHbIX KOMOMHALMAX W Pa3NMyaThes
Nno TAXeCTU Te4eHuns [6].

BonblwnHCTBO cuHApoMoB 3 Ae6TMPYeT B [ETCKOM
BO3pacTe, HO HEKOTOpble, 3HAYNTENIbHO PExXe, Ha4uHaTCA
y B3pocnbiX. 06bI4HO [ UMEIT NOXN3HEHHOE TEYEHUE, XOTH
HEKOTOPbIE U3 HUX BO3PACT3ABUCUMBI.

OCHOBHYI0 COXHOCTb B NOCTAHOBKE AnarHo3a 3 cocTas-
ngeT He06X0AUMOCTb €€ NOLTBEPXAEHUA FTEHETUYECKUMU UC-
Clefl0BaHUAMM, KOT HE BbIB/IEHHASA reHeTUYecKas natono-
rUs COBCEM He BNAETCA NOBOAOM AN 0TKa3a OT AnarHosa.
CyLecTByeT KOMNNEKC KOCBEHHbIX AOBOLOB 32 NPeANoNoXu-
Te/IbHO FEHETUYECKUI XapakTep napokKcM3manbHbIX COCTOSA-
HUA. 3TO HOpPMaSbHLIA HEBPOSIOrUYECKUI CTaTyC nauueHTa
W, KaK NpaBuno, OTCYTCTBUE Y HEr0 KOFHUTUBHOIO AeduumTa
K MOMeHTY [e6loTa MpUCTYNoB, He OTATOLUEHHbI MNepuHa-
TanbHbIA aHaMHe3, OTCYTCTBME 3HA4YMMbIX WU3MEHEHUA npu
HelipoBuayanusauum [7,8]. be3ycnoBHO, NpUCTYNbl LOMKHbI
ObITb TUNUYHBI UMEHHO A1 FTEHETUYECKMX anunencuit. Takum
06pas3om, ecnu ONUCbIBATL NALUEHTA MAKCUMANbHO KpaTko —
HUYEro, KPOMe HacneaCTBEHHOCTU.

Buaeo-33I-MOHUTOPUHT ¢ nonurpadyuy4eckon 3anuchio —
HEoB6X0ANMbIA TeCT ANA AMArHOCTUKW 3anuaencun no6oro
NPOUCXOXAEHUA, @ B CNy4ae reHeTU4ecKUX JnNWumencui oH
MOXET OblTb €AWHCTBEHHO HEO06X0AWMbIM W [0CTATOYHbIM
npu NPaBUibHO BbIACHEHHOM aHAMHE3€e W YeTKOW KNUHMYe-
ckoii kapTuHe [8-10]. B cnyyae npeinonoXuTeNbHO reHeTunye-
CKOW 3nunencum OLHUM U3 XapakTepHbX, OHAKO He narto-
THOMOHWYHBLIX WUCKITIOYUTENIbHO [ANA TEHeTUYECKUX hopm,
J3l-NpnU3HaKoB ABNAKOTCA reHepanu30BaHHble pas3pambl
CManKoB, MOMNUCNANKOB MU NUK/MOMANNUK-BONH KaK WKTallb-
Hble, TaK 1 WHTEPUKTaNbHbIE (puc. 1).

9TV pa3psabl YaCcTO aKTUBMPYIOTCS TMNEPBEHTUNALMENR, fe-
npuBauuen CHa U pUTMUYECKOn hoTocTumynsaunein. Hesamer-
Hble KNNHWYECKNE NPOSABIIEHNS CTAHOBATCA 04YEBULHBIMU NPK
CUHXpOHHOW 33T 1 BuAeodMKcaLumumn, a TaKxKe nNpu nNoacyere
BJJOXOB NpW NPOBEAEHUM runepseHTUnALuN. 33l peako GbiBaet
HOPMasbHOI Y MauNeHTOB B OTCYTCTBUE NeYeHns. B cnyyasx,
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PucyHoxk 1. DOI' marueHTKH K. INarHo3: «reHeTU4eCKas FeHEPaIN30BAHHAS AINUJIEICHS» (COOCTBEHHBIE JAHHBIC).

Figure 1. EEG, patient K. Diagnosis: “genetically-determined generalized epilepsy” (authors’ observation).

Korga pyTuHHas 330 HopmanbHas, 4OMXHA ObiThb NPOBEfEHA
99l B TeyeHne cHa ¢ domkcauueit npobyxaeHus [11].

MonekynspHO-reHeTMYeCKMA aHann3 cTan BaXHbIM Npo-
pbIBOM B CDepe MAEHTUMUKALMN TEHOB-KAHLNATOB U JIOKY-
cOB — npuymnH 3. OfHAKO 4acTO OTMEYaeTcs reHeTuyeckas
reTeporeHHoOCTb CMHApPOMOB [12-14].

PaccmatpuBaemble B JaHHOM 0630pe 3 onpeneneHsbl
MexayHapogHoit nuroit no 6opbbe ¢ anunencueir (ILAE)
B 1989r. B Knaccuukaunm 3nuNenTU4eCKMX CUMHAPOMOB.
/1 xoTa faHHas knaccudmkauus noasepranacb pesmsnm ycu-
nuamu pa6oyein rpynnbl ILAE 1 66111 BHECEHBI NPEAJIOKEHMS
N0 PECTPYKTYpM3auuMn U 3ameHe ONnpejeneHHbIX TEPMUHOB
Ha CUHOHMMMWYHbIE, OHAKO [0 HACTOSALLEr0 MOMEHTA OHa CO-
XpaHseT akTyarbHOCTb W LUMPOKO ucnonbayerca [15,16,17].

Anunencumn, OTHOCALLMECS K NAMOMNATUYECKUM TeHepanu-
30BaHHbIM:

— [leTckas abcaHcHas anunencus,

— OHOLIECcKas MUOKNOHUYECKas SNUencus;

— anunencus ¢ U30MPOBAHHLIMM TeHepan30BaHHbLIMU
TOHMKO-KNOHMYECKUMI NPUCTYNAMM UK 3NUIIENCUSA C reHe-
pann30BaHHbIMU TOHUKO-KNOHUYECKUMWU MPUCTYnamm npo-
6yXeHus.

AKTYaNnbHOCTb UCC/eL0BaHNA NPOrHO3a, UCXOA0B U, B Yac-
Ti cnyyaes, 3gonouum '3 06ycnoBieHa NOXXM3HEHHbIM TeYe-
HUEM 60NbLWIMHCTBA CUHAPOMOB C BJIMSHUEM HA KavecTBO
XKM3HU NauMeHTa, HenocpeLCTBEHHO MPUCTYNOB, KOTHUTMB-
HbIX HapyLeHWid B CTPYKType CUHAPOMA WM COLMANbHbIX
(hakTopoB, 06YCNOBNEHHbIX CTUrMaTM3aLuUen, KOMOPOUAHbI-
MU TPEBOXHbLIM U [1eNPeCcCUBHbIM PACCTPOICTBAMM, OrPaHU-
YeHWeM B y4ebe, BOXAEHUM TpaHCMOpPTa, TPYAOYCTPONCTBE
[18-23]. [laHHble acnekTbl 0CTAKTCA Manou3y4eHHbIMM
B HACTOALMA MOMEHT MMEHHO C TOYKM 3PEHUS 3BOJIHOLNMK,

anunencus n Napokcu3mMasbHble COCTOAHUS

B T.4. B Pa3BUTbIX CTpaHax. O4HUM 13 (hakTOPOB aBTOPbI CHM-
TaKT 60MbLLION BbIGOP WM LOCTYNHOCTL 3PYEKTUBHBLIX aHTU-
anunentudecknx npenapatos (A3M), 410 genaet wuccne-
[l0BaHWe eCTECTBEHHOr0 pa3BUTWUA  3NuNencun TPYLHO
peanusyemoii 3afayei [24].

B 60nbLUMHCTBE UCCNEJ0BaHUI 6epyTCA BO BHUMAHME Clie-
AyloLimne akTopbl, BIMAIOLLME HA TEYEHUE 3NUNencun: 3Tuo-
Norus, BPeMs Havana, Tun NpUcTynoB 1 UX 4acToTa, 3NeKTpo-
3HUedanorpadu4eckne HaxoLKu, pacnpenesneHne npucTynos
BO BPEMEHM, U, KaK OAMH N3 Hanbonee 3Ha4MMbIX (PaKTOPOB, —
OTBET Ha Ha4asbHYl0 Tepanuio aHTUKOHBYNbCAHTaMU. Takxe
NPUHUMAETCA BO BHUMAHWE W CEMEIHbII aHAMHE3 B OTHOLLE-
HUU NPUCTYNOB. M3y4a0TCA Takue UCXOLbl KaK CMEPTHOCTD,
pemuccus, pedhpakTepHOCTL K Tepanun U counanbHbIe NCX0-
Obl: CNOCOOGHOCTb K 0BYYEHMIO U NONYYEHWH 06pa3oBaHKs
pas3nnYHbIX rpagaLmni, TPYLOYCTPOEHHOCTb U 6payHbIe B3au-
MOOTHOLUEHMS.

Wcxon renetnyeckux oopm anunencum, Kak npasuno, 6o-
nee 6naronpuaTeH. NMonynaunoHHbIE UCCNeS0BAHNA NOKA3bI-
BAlOT BEPOATHOCTb ABaAuaTUNETHeA pemuccun 3 B 74%
CJly4aes, N0 CpaBHEHMIO C 46% B cnyyasx ¢ NoAsexallei He-
BPONIOrMyeckoii natonorueit [25]. B uccnegosanum 3 pet-
CKOro B03pacra 4acTb NaLWEHTOB C PEMUCCHEN B Te4eHNe fe-
cATu net pgocTturaet 92% [25]. B 3aBuCUMOCTM OT Au3aiiHa
NccnesoBaHna NPOLEHTHbIE COOTHOLLEHWS pa3inNyHbIX UCXO-
LOB MOTYT 3Ha4YNTeNbHO pasHnTbCs. O4HAKO B 60MbLUMHCTBE
NccnejoBaHMii MoKasaHo, 470 WAMONATUYecKas 3TUoNorus
ABNIAETCA NPEAMKTOPOM XOPOLLUEro MporHo3a B OTHOLUEHUN
pemuccun NpucTynos. bonee HEOAHO3HAYHbIA NPOrHO3 Kaca-
eTCH KOTHWUTUBHbIX W TMOBEAEHYECKUX HApYLIEHUA y [LeTen
c anunencuen [25-29]. 1, TeM He MeHee, aHann3 MHOXeCTBa
nccnesoBaHmnil, NOCBALLEHHBIX JONTOCPO4HOMY NPOrHO3Y re-
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HETUYECKNX SMMUIIENCWiA, MOKa3bIBAeT X HEOHO3HAYHYIO 3BO-
NOUMIO, NPMBOAA K MbICAN O TOM, 4TO [ MOXET 0KasaTbCs
«BOJIKOM B 0BEYbEN LUKYpe». «BONK B 0BEYbEI LIKYpPe» — 3T0
uamoma 6MGNENcKoro NPOMCX0OXAeHWUs, Ucnonb3yemas ans
OMNUCaHMA Tex, KTO UrpaeT ponb, NPOTUBOPEYALLYIO NX peasib-
HOMY XapakTepy Wiu B CUTyaumusx, KOTopble npu obliem 6na-
FONPUATHOM BOCMPUATUWN MOTYT 0Ka3aTbCA He TakuMu 6na-
FOCTHbIMW MpW  [eTanbHOM PaccMOTPeHun unn 6onee
ANNTENbHOM HabofeHnn. B faHHOM cnyyae [ONr0CPOYHbIe
HAOMIIOAEHNA NOKA3bIBAKT HaNNYMe HEraTUBHbIX NPEeLUKTO-
pOB TpaHcopmaumn nnbo Bo3BpaTa Cyaopor u/unu n3meHe-
HWiA Q3. ABTOpam npeAcTaBNAeTcs, YTO AaHHas anneropus
TOYHO OTPaXKaeT CMbIC/ NPOBEIEHHOr0 aHaNmn3a.

Viccneposarenu anunencuu, B LeoM, NPUXOAAT K eANHO-
AYLWHOMY MHEHUI0 0 HEO6X0ANMOCTM JabHENLWEero n3y4yeHus
KIIMHWUYECKON 1 3neKTPOo3Huedanorpaduyeckoin 3sosoumumn
TEHETUYECKNX 3NUITENCUIA, NPESUKTOPOB UX HEraTUBHOIO NPO-
rHO3a.

JleTckas abcancHas anunencus

Hetckas ab6caHcHas anunencus (JA3) — Hanbonee pacnpo-
CTpaHeHHas copma '3 ¢ aebroTom B aeTckom Bo3pacte. ILAE
onpegenset JA3 kak cMHAPOM C NUKOM Ae6toTa B BO3pacTe
6-7 1eT, XapakTepu3yLLMACS YacTbiMU abCaHCaMmn, CONPOBO-
Xanwmmmucs paspsagamu 6unarepanbHo-CUHXPOHHBIX, CUM-
METPWUYHbIX KOMMIEKCOB MUK-BOMH C YacToToil 3 My u Hop-
MasnbHOW OCHOBHOW aKTMBHOCTbID Ha 3l boNblUOA 06bem
AaHHbIX TOBOPUT 0 [O06POKAYECTBEHHOM TEYEHWUM B OTHOLLE-
HUM NPUCTYNOB B NOAABNAIOLLEM 60MNbLUMHCTBE Clyyaes. [pu-
MeyaTesibHO, Y4TO HaMbOMbLLUMA NPOLEHT PEMUCCUU NOJTYYeH
B MCCEA0BaHUAX, NPOBOAUMBIX B BbICOKOCMELNANN3NPOBAH-
HbIX, TDETUYHbIX ANUNENTUYECKNX LIEHTPAX.

Eugen Trinka B cBoem nccnefosaHuu hakTopos (KIMHNYe-
CKNX U 3MEeKTPOGM3NONIOrNYeCKMX), BINAIOLWNX HA WCXOA
anunencuu ¢ abcaHcamu, Aenaet BbIBOA O TOM, YTO Ha Mpo-
FHO3 rNaBHbIM 06pPa30M BIMAET NATTEPH Pa3BMTUSA NPUCTYNOB
[30]. B uccnepoBanue 66111 BKNHOYEHbI MALMEHTbI C PAHHAM
Jae6toTom abcaHcoB 1 ¢ 60nee nNo3gHUM [e6H0TOM, C NUKHO-
NEeNTUYECKUM TEHEHUEM NPUCTYNOB (MHOTOKPATHbIE KOPOTKMNE
NPUCTYNbI B TE4EHNE AHA), 60Nee XxapakTepHbIM ANs LeTCKOM
abcaHcHoM anunencuu ¢ fe6ioTom 4o 10 net 1 ¢ HenukHonen-
TUYECKUM TeYeHWem MpuCTYNnoB (pedkue abcaHcbl), 6onee
XapakTepHbIM A8 HOHOWECKOW abCaHCHOW (hopMbl anusien-
cuu, aebrotupytowen nocne 10 net (B COOTBETCTBUN C OMpe-
peneruem ILAE). MokasaHo, 470 ABe faHHble POPMbl MMEOT
[0CTaTO4HO YCNOBHOE pa3fefieHune,  MMeeTcs 3Ha4NTebHOe
KOJIM4eCTBO Cly4aes, 40 22%, C NepekpbiBaloLLMMcs Npodu-
nem. Takxxe Oblnin pasfesieHbl 1 OLEHUBANNCH CNyYaun ¢ U30-
NNPOBAHHBIMM a6CaHCaMU 1 ClyYam C NPUCOENHEHNEM TeHe-
PaNN30BaAHHbIX TOHUKO-KMOHMYECKMX NPUCTYMNOB M MUOKNOHMIA.
lMoKa3aHo, 4TO MCXO0A B BOMbLUEA CTENEHN 3aBUCUT OT NaTTep-
Ha TEYEHMs NPUCTYNOB W NPUCOEANHEHUS APYTUX TUNOB NPU-
CTYMOB, YTO Yalle CNy4anoch B CNy4anx C HEMUKHONENTNYe-
CKMM naTTepHOM, 4YeM OT Bo3pacTa Ae6wTa. B rpynne
C HEeNWKHOMENTUYECKUM NaTTepHOM abCaHCOB TaKXe A0CTO-
BEPHO Yalle anunencua Le6loTUpoBana ¢ UHbIX BUAOB Npu-
cTynoB, F'TKC unm MMOKNOHWIA, C NOCNEAYOLWMM NPUCOeaN-
HeHuem abcaHcos. [pencTaBnaeTcs UHTEPECHBIM TOT (DAKT,

410 JAM-HAXO[KM, B HACTHOCTM NONNCNANKK, HE BbINN JOCTO-
BEPHbIMM NPeAUKTOPaMmn NCXoAa 3a60NeBaHNs.

B uenom, cxoxne AaHHble GbIIM MONYYeHbl B MCCNEA0Ba-
Hun F. Bartolomei et al. OgHako B 3TOM WUCCIe0BaHUM HANN-
4yne nosMCNankoB W MNONMMUK-BONH BO CHE O0BHApPYXuno
KOppensauuio ¢ HebnaronpuaTHLIM NPOrHO30M Y [eTei ¢ ab-
CaHCcamm, X0TS 3Ta CBA3b W OblNa 3HAYMMON TONbKO NPU YHU-
BapuaTmsHom aHanuse [20].

Takoil e BbIBOJ B OTHOLIEHMW NONIMCNANKOBONA aKTUBHO-
cTv caenann A. Gomez-Ibafez ¢ coaBT. B 60/1ee No3HeM pe-
TPOCMEKTUBHOM MCCeJ0BaHUM NALNEHTOB C PedpakTepHbl-
mu K Tepanum cnyyvasamu U3 [31]. E. Wirrell ¢ coasT. B cBOEM
PETPOCNEKTUBHOM MCCREA0BaHMN NPOrHOCTUYECKUX (DaKTO-
poBy meTeii ¢ A3 B 2001 r. noATBEPAMAM 3HAYNMOCTh OTBETA
Ha MHUUMANbHYO Tepanuio 1 nokasanu, 4to B 60% cnyyaes
YA2eTCs AOCTNYb NOSHOTO OTCYTCTBUS MPUCTYNOB HA MHULN-
anbHoil Tepanuu. Banbnpoar nokasan Hanbonbwy adgek-
TWBHOCTb KaK B Ka4eCTBe npenaparta nepsoi JIMHAK, TaK W Npu
MCNONb30BAHNM €r0 KaK npenapara BTOPOM NMHWN, NPU OTCYT-
CTBMN 3(h(heKTa 0T aNbTEPHATMBHOIO WHMLMAMNBHOMO npena-
pata (3TOCYKCUMUA, KNoHasdenam). Hanuune Apyrux BUAO0B
NPUCTYNOB, KDOMe a6CaHCOB, ABMANOCH TaK Xe, KaK 1 B ONu-
CaHHbIX BbILE WUCCNef0BaHMAX, HebnaronpuATHLIM (hakTo-
poM, yKa3blBalLWMUM Ha 60Nnee BEPOATHOE OTCYTCTBME 3-
(bekTa OT Ha4yanbHoi Tepanuu [32].

3Bosnoyns JeTCKOV abCaHCHOW 3unencum

TpaHcopmaums A3 B HOHOLECKY MUOKNOHUYECKYIO
3MUNENcKi0 0TMeYanach Yalle B rpynne AeTei ¢ OTCYTCTBUEM
abhekTa 0T UHULMANBHON Tepanun, YemM ¢ TakoBbIM — 32%
no cpasHeHuto ¢ 10% cooTtseTcTBEHHO [32]. 3B0onouus A
B FOM3 fBNAeTCA BbICOKO aKTyaNnbHOM 418 MHOMUX UCCNen0-
Baresieil anunencum.

Mo pgaHHbIM 6GONbWIKMHCTBA Ny6AMKAUWA, npenapaTbl
BaNbNPOEBOI KMCNIOTbI ABNAKTCA npenapatamMn Bbi6opa
QNS NepBOi MOHOTEPaNUN B CPeAHMX TePaneBTMHECKUX [0-
3ax u B nojasnaowem 60NbLUUHCTBE CIyYaeB 0Ka3blBaT
XOpoLlniA 3MeKT ¢ NONHOW PEMUCCUMEA NPUCTYNOB.
B T0 e Bpems M3BECTHO, YTO aTUNUYHbIE Clly4au arrpasa-
LW MPUCTYNOB BO3MOXXHbI NPW BBEJEHUM B CXEMY NEYEHNS
no6oro A3M. Tak, onMcaHo HECKONbKO CMy4aeB arrpasa-
LMK TUMWYHBIX a6CAHCOB B CBA3K C MPUEMOM Basibnpoara.
Lerman Sagie T. ¢ coaBT. onucanu BOCEMb CIy4aeB y4alle-
HMS abCaHCOB C MEpBOro JHA BBEJEHMA Banbnpoara y na-
umenTos ¢ A3 [33].

Knuunyeckuii npumep (Co6CTBEHHOE HABIIIOLEHNE).

NaumneHTka J1., 7 net. B Bo3pacrte natu et BNepsble poam-
TENAMN BbINY OTMEYEHbI NPUCTYMbl C OCTAHOBKON LeATenNb-
HOCTM 1 B30pa M OTCYTCTBUEM peakunu. Mpuctynsl NosTops-
NINCb MHOTOKPAaTHO B TevyeHwe [AHA. [pu pYyTUHHOM WC-
cnefoBaHun I3l BbIBNEHbI FeHepanu30BaHHbIE Pa3panbl
MUK-BOJH C 4acToTOM 3 I (pme. 2).

Mpu runepBeHTUNALMN 3aperucTpupoBaH NpucTyn, aBns-
IOLLMIACH NpeaMeTOM BHUMaHMA 1 Xanob poauTenei. Pacue-
HEH KaK TUMUYHbIA abCaHc. HeBPONOTrMYECKNiA CTATYC OLEHEH
KaK HopmarbHblil. KOTHUTUBHO COXpaHHa. HacnencTBeHHOCTb
M0 3MUNENCUMN HE OTATOLLEHa.
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Pucynox 2. 90T manuenTku JI., 7 1eT. [eHepannsoBaHHbIE Pa3ps/ibl MMK-BOJIH C 4YaCTOTON 3 I'1, COMPOBOXKAAIOMIME IPUCTYIL

TUIUYHOI'O 20CAHCA.

Figure 2. EEG, patient L., 7 years old. Generalized peak-wave discharges with a frequency of 3 Hz developing in parallel to typical

absence seizures.

INUNenTonoroM [AMarHoCTMPOBaHa [feTckas abcaHcHas
anunencns. Ha3HayeHa BanbnpoeBas KWCNOTa B rpaHynax
C MeASIeHHON TuTpaumen fosbl o 500 mr/cyT. Mpuctynbl Ky-
nMpoBanuch 1 60MbLIe He NOBTOPSAANCL. K HAacTosLWEMY MO-
MeHTy pemuccus 1,5 roga Ha [03e BanbnpoeBOA KUCNOThI
500 mr/cyT.

lOHowweckas MMOKNOHWYECKAnA INUENcUs

fOHoweckas mMuoknoHuyeckas anunencus (FOM3) — Hau-
6osiee yactas opma reHeTUYECKON reHepann3oBaHHOM 3nu-
nencun. Ee vyactota B nonynauum — 1 Ha 1000-2000, n oHa
coctasnsaeT Ao 18% BCex reHeTu4eckux opm anunencuu.
[Ons naHHoin opmbl XapakTepHbl 06JIMraTHbIe MUOKITOHUYe-
CKWE W TeHepann30BaHHble TOHMKO-KNOHWYECKWE MPUCTYNbI
1 abcaHcol B 10-37% cnyyaes, N0 AaHHbIM Pa3fnNyHbIX aBTO-
POB, reHepann3oBaHHbIe pa3psabl NOUNNK-BOH HA 33 ¢ Ya-
CTOTOM 3-6 'y U hOTOCEHCETMBHOCTL B NOJABNAOLLEM 6O0Sb-
LINHCTBE CnyYaeB [34].

PaHee cyuTanocb, 4T0 HEOOXOLMM MOXW3HEHHbIA NpUem
A3M npn KOMI. B T0 e BpeMs XOpOLUWii OTBET Ha Tepanuio
1 NOMHbIA MEANKAMEHTO3HbIA KOHTPONb NPUCTYNOB XapakTe-
peH Ans NofaBnstoLIero 60bLLIKHCTBA NALUEHTOB U AOCTMUIA-
eT 90% [34-36].

O4HaKO HEecKonbKO MCCefoBaHUIA Mokasanu, 410 no-
XKW3HEHHAa Tepanus He BCerga onpaejaHa u onpeaennnm
(hakTopbl 6naronpuaTHOro mcxoga. fMonynsumoHHOe uC-
cneposaHue C. Camfield, P. Camfield, 06beKTOM KOTOpOro
asnanace 3asonwouns OM3 B TeueHne 20-30 net, o6Hapy-

anunencus n Napokcu3mMasbHble COCTOAHUS

XKWUNO, 4TO BO3MOXHOCTb OTMEHblI NpenapaTa NOsBWAACH
y Tpetu Habnogaembix. Mocne 4-10 net npuema A3I, rnas-
HbiM 06pa3om Banbnpoata, y 17% 0TCyTCTBOBANN NPUCTY-
Mbl NONHOCTbLIO W ewle y 13% COXPaHANNCh TOTbKO MUOKII0-
HUYECKWe NpUCTynbl B TedeHne 16-22 neT nocne OTMEHbI
npenaparos [37].

B 6onee no3aHem wuccnefosaHun J. Geithner ¢ coasT.
TaK XXe, KaK 1 B NpeabIayLem, y TpeTi naumeHToB yaanock Ao-
CTMYb MOMHOrO KOHTPONS MPMCTYMNOB, OTMEHWUTb Tepanuio
W OTMETUTb CTOMKYI PEMUCCUI0 NPUCTYNOB B TEYEHUE Jalib-
Heliwero HabnogeHns ot 8 o 30 net. Y Tpetu U3 HMX BNO-
CNeACTBUM OTMeYancs BO3BpaT MPUCTYNOB CNYCTA NEpUOA
Bpemenun ot 1 1o 38 nert. Pemuccus B aToM cnyyae 6bina fo-
CTUrHYTa cpasy npu NoBTOPHOM HasHadeHun AJM. dakTopa-
MU, 3HA4YMMO BIUSAIOLLMMM HA BEPOATHOCTb BO3BpaTa NpuUcTy-
NOB MNOC/E OTMEHbl Tepanuu, BbIBNEHHbIMU B [JAHHOM
nccnemoBaHuu, 6binK cnefytolLne: coxpaHeHue oTonapo-
KCM3MaJibHOro 0TBeTa Ha (DOHe Tepanuu 1 OTCYTCTBUA Npu-
CTYNoB, OTCYTCTBME 6bICTPOro KoHTpons FTKC Ha Tepanuu
1 6onee ANUTENbHbIA CTAX TEYEHUS NPUCTYNOB A0 AOCTMXKE-
HUSA UX MONHOr0 KOHTPONSA. ABTOPbI AAHHOIO MCCNef0BaHUs
TaKkXXe [1eNatT BbIBOA 06 OTCYTCTBUM CTPOroil HEO6X0AMMO-
CTM NOXM3HeHHOro npuema AJM y naunentos ¢ KOMI [38].

B uccneposanun P. Senf ¢ coaBT. 28,2% M3 nauneHToB
C pemuccuen, JOCTUrHYTOI Npu cneunduyeckoin Tepanuu,
COXPaHWUN PEMUCCUIO B TEYEHWE NATU JIET NOCIIe UX OTMEHBI.
B aTOM nccneaoBaHumM CTaTUCTUHECKM JOCTOBEPHBIM (DAKTO-
poOM HebnaronpuATHOro ucxoga ObiNo Hanuyme abCaHCOB.
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OAHaKO Kakux-nnb0o 3Ha4YMMbIX CBA3EN UCX0AA C MHBIMW K-
HUYECKUMMN 0COBEHHOCTAMMU He 6biNo BbisiBNEHO [39].

Ha TOT dhakT, 4T0 TeyeHne u nporHo3 HOM3 poctoBepHo
XYXKe Npu Hanu4un B CTPYKTYpe npucTynoB abcaHcos, 0bpa-
Lianu BHUMaHWe 1 Apyrue aBTopbl. B y)xe ynoMsHYTOM BbllLe
nccnefoBaHUM MEMONATUYECcKUX hopm anunencum ¢ pedppak-
TepHbIM TedeHnem A. Gomez-lbadiez ¢ coast. (2017) 54% u3
rpynnel pedopakTepHbix nauueHTos npotus 20% u3 rpynnel
oTBeTMBLIMX Ha Tepannio (p<0,001) nmenun abcaHcbl B CTPYK-
Type NpucTynos, noMumo moknouui n I'TKIM [31].

B. Baykan ¢ coast. (1994) sbissunu, 410 16,7% pesu-
CTEHTHbIX U CTOJIbKO XXe NCEBAOPE3NCTEHTHLIX (hOpM pas-
BMBANINCL BCNEACTBME HeaJeKBaTHOW Tepanuu unu obpasa
XN3HW. 13yyas pe3aucTeHTHOCTb, UCCIIeJ0BATENN TaKXe OT-
METUNIN HaNW4ne NCUXUYECKUX PACCTPOIACTB Kak hakTop,
CTATUCTUYECKN AOCTOBEPHO CBA3AHHbLIA C XYALWMWM NPOrHO-
30M: 75% B rpynne pe3McTeHTHbIX NauneHToB npotus 21,9%
B rpynne ¢ OTHOCWUTENbHO A0OPOKAYECTBEHHBIM TEYEHUEM
(p=0,009) [40].

B OTHOLEHWUN NCeBLOPE3NCTEHTHOCTM BbICOKAs KOMMa-
EHTHOCTb Nokasana Haubonee 3Haymmyro cBasb (p=0,005)
C KOHTPOJIEM NPUCTYNOB MUHUMYM B Te4eHue 12 Mec. y naum-
eHToB ¢ OM3 B nccneposanun A. Asadi-Pooya. lMomumo 3To-
ro, JOCTATOYHO CWJIbHYIO CBA3b C PEMUCCUeR NoKasano Ha-
nuyue Banbnpoarta B pexume Tepanun [41].

lMcuxmyeckne paccTpoicTBa, TakXe YNOMSHYTble Bbile
KaK 3Ha4nMble NpeauKTopbl HebnaronpuaTHoro ncxona OM9,
0CBELLANNCh BO MHOMUX UCCNEA0BAHMSX, B T.4. B NEPBbIX ONN-
caHuax cuHgpoma [34]. Mog4epKnBanochb, 410 XapakTepHbl
YMEPEHHO BbIPAXXeHHbIE JINYHOCTHbIE PACCTPONCTBA, HapyLLa-
loLLMe coumanbHoe B3aumoeincTane. bonee cepbesHble Ncu-
XMYECKIMEe PACCTPONCTBA, TaKMUe KaK MCUX03bl, HE XapaKTePHbI.
PasnuyHble ncuxnyeckue pacctpoiictea Habnoganucs y 58%
PE3UCTEHTHbIX K Tepanuu nauneHTos ¢ OM3 u Tonbko y 19%
Hepe3ucTeHTHbIX (p<0,0001) B uccnegosanum P. Gelisse ¢ co-
aBT. leHepanu3oBaHHOE TPEBOXHOE PACCTPOACTBO MArHO-
CTMPOBAHO y 12,5% pesUCTEHTHbIX NALWEHTOB U TOSbKO
y 2,6% — He pe3nCTEHTHbIX. KpOoMe TOro, 0TMEYEeHb! enpec-
CMBHOE paccTpoicTeo u Tuku [42]. E. Trinka c coasT. B uccne-
LOBaHUN KOMOPOUIHbBIX NCUXNHECKUX PACCTPOINCTB Y NaLueH-
T0B ¢ HOMO 06Hapyxunu Takosble Y 35% 06CNe0BaHHbIX.
YacTb NaUNeHTOB C IMYHOCTHLIMK PACCTPOMCTBAMM COCTABM-
na 26%, 4To BABOE 60ONblLE, 4eM B 06LLENONYNALMOHHbIX NUC-
cneposaHnax [43]. MccnesoBaHue HeNponCMXoorm4eckoro
npouns B 0AHON 13 paboT NokKasano HapyLieHne yHKLun
(bpoHTanbHO| Kopbl y nauneHToB ¢ FOM3, 4To Takxxe MOXeT
ObITb NPUYMHOI CMELMMYECKOr0 HapyLLIEHNS NaHMPOBAHUA
3ajay, B YaCTHOCTM NnaHnpoBanus npuema A3l [44].

FICHO, 4TO MOMMMO NPUCTYNOB, HA LONrOCPOYHbIA UCX0L
3a60/1eBaHMA, BK/OYas KavyeCTBO XKM3HW, OOLLYI OLEHKY
YCMELUHOCTU, HE3aBUCUMOCTH, COLMANLHON aganTayuum, Bm-
AT TaKXe COMYTCTBYIOLNE NCUXMYECKUE PACCTPOMCTBA,
PaccTpoMCTBA peyn n 06y4eHMs, HAYNHAKOLMECH B JETCKOM
W NOAPOCTKOBOM BO3PACTE, HAPYLUEHUS CKOPOCTU KOTHUTUB-
HbIX npoueccos [45].

VIMetoTCA JaHHbIE O CHUXKEHWUM 4aCTOTbI NPUCTYNOB 63 N3-
MEHEHMS CXeMbl MeLMKAMEHTO3HOW Tepanuu NpPaKTUYecKu
Y NONOBUHbI MOSIOAbIX NALUEHTOB B XOAE LIECTUMECAYHON

nporpammsl, BKMOYaKOLEA aHTUCTPECCOBYHO TEPANUI0 1 WH-
OUBUAYANIbHYIO KOTHUTMBHO-MOBEEHYECKY0 Tepanuio [46].

HemanoBaXxHo, 4TO aHanM3 JaHHbIX MUPOBOM NUTEPaATYpbI
nokasan oTcyTcTane asontouum KOM3, B 0TAMYME OT ApYrux
paccMOTPEHHbIX (POPM, MOCKOSIbKY M KIIMHUYECKAs XapaKTe-
pucTUKa NPUCTYNOB, N 3NUNeNTUgOPMHAs aKkTUBHOCTb OCTa-
t0TCA HEW3MEHHbIMU B X0 HabnaeHNA.

dnunencus C M30JIMPOBAHHLIMM TEHEPann30BaHHbIMKU
TOHWUKO-KNOHUYECKUMU NPUCTYNaMu

dnunencus ¢ WU30NMPOBAHHBIMU  FEHEPanM30BaHHbIMU
TOHWKO-KNOHUYECKMMI NPUCTYNAaMN OTHOCUTCA K FeHeTuye-
CKMM (paHee uANONaTU4ECKUM) reHepann30BaHHbIM 3Mni-
nencusm. B TO >Xe Bpems HEKOTOPble aBTOPbl CYMTANM
HEOAHO3HAYHbIM BbIAENEHNe [aHHOro cuHapoma [8,47].
CuHOPOM XapakTepu3yeTcsi e4WHCTBEHHbIM TUMOM MPUCTY-
NOB, NPOMCXOAALLNX Y 340POBbLIX B OCTAIbHOM NALUEHTOB —
reHepann3oBaHHbIMU  TOHUKO-KIOHUYECKUMU  CYAOPOrami,
KOTOpbIE, KaK Npasusio, NPOUCXOAAT B YTPEHHUE YaCkl NOChe
npo6yXAeHns co BTOPbIM NMUKOM B MEpUoJ BEYEpHEro pac-
CNabNeHHOro 0TAbIXa HENOCPELCTBEHHO nepef CHoM [48].

B uenom, nns aToro CMHAPOMA XapakTepPHO OTHOCUTESTbHO
[06POKA4YeCTBEHHOE TEYEHME C MaNbIM KOJIMYECTBOM NMPUCTY-
NOB, XOPOLUUM OTBETOM Ha Tepanuio U 61aronpuATHLIM Npo-
THO30M B OTHOLLUEHUK pemuccum [49].

B nonynaunoxHom nccnegosanun Sillanpaa M., Schmidt D.
(2006) 13 21 nauneHTa ¢ M30NNPOBAHHLIMU FEHEPASIN30BAH-
HbIMU TOHUKO-KNOHM4eckumu npuctynamm 20 (95%) — po-
CTUTNIN OKOHYaTENbHON PeMUCCUU, U UL Y OLHOr0 OTMe-
Yancsd peunans NPUCTYNOB NOCNE NePBOHAYANbHOr0 AOCTH-
XeHus pemuccun [50].

JBONKOLMSA 3INUAENCUMM C W3ONUPOBAHHBIMU TEHEPaNnU3o0-
BaHHbIMW TOHUKO-KNIOHUYECKMMMN NPUCTYNAMKU

Camfield P. u Camfield C. (2010) no pe3ynstatam nony-
NALMOHHOrO UCCNEA0BaHNA WCXOA0B [AAHHOrO CUHAPOMA
B TeyeHue 6onee 4yem 20 neT TakXxe [AenawT BbiBOA 06
OTHOCUTENbHOW A06POKa4eCTBEHHOCTW LAHHOTO CUHAPOMA,
C OKOHYaTesbHOM peMuccuein B 75% cnyyaes. TakXXe OfHUM
113 0CHOBHbIX BbIBOJI0B MCCIIE0BaTeNei ObIN0 YETKOE pasrpa-
HUYEHNe JAHHOTO CHAPOMA: NULLb Y OLHOrO0 NaLMeHTa B X046
Habn0AeHNa 0TMeYanach agonumna cugpoma B FOM3, Bno-
CNIeACTBUM YCMELHO KOHTPONMPYEMYIO NpenapaTom Baibnpo-
€BOW KMCNOTbI B rpaHynax B CpeAHeTepaneBTUYecKoil [o3e.
470 KacaeTcs M3y4eHHbIX UMW COLMANBHBIX UCXOAO0B, TO aBTO-
pbl 32ABASOT 0 75% Ha604aeMbIX, UCMbITbIBABLUNX CEPbES3-
Hble COLManbHble NPo6MeMbl, CPeLn KOTOPbIX: OTCYTCTBUE
BbICLUEro 06pa3oBaHns, KPUMUHATIbHbIE HAKNOHHOCTU, OTCYT-
CTBWE CTAOUNbHBIX OTHOLUEHWIA U HaNN4YMe NCUXMATPUYECKOr0
anarHosa. OgHako MapKepbl HEY[O0BNETBOPUTENBHOMO COLM-
a/IbHOT0 UCX0Ja He KOPPenupoBanu HN ¢ hakTom LOCTUXe-
HWS PEMUCCUN, HU C BO3PACTOM [e6toTa 3NUencum, Hu ¢ Ko-
NNYeCTBOM NPUCTYNOB WM  KOMWUYECTBOM MPUHUMAEMbIX
npenaparos [51].

®akTopbl, BNUAOWMUE HA ucxod, onpegenunn A. Gomez-
Ibafiez ¢ coasT. B uccnegosanun 2017 r. Cpeam 105 naumeHToB
C JJaHHbIM CMHAPOMOM peddpakTepHble NPUCTYNbI UMenn 54
(51%). BospacT ge6tota — o 13 feT, Hanm4ue XoTa 6bl 0LHOM0
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3NUIeNnTU4eCcKOro cTaTyca u BbICOKAs 4acToTa reHepanunso-
BaHHbIX ANUNENTUHOPMHBIX paspaos Ha 33 nokasanu ceow
3HAYMMOCTb 11 ONpejeneHus NporHosa Kak Hebnaronpuar-
Horo [31].

3axarouenue / Conclusion

Takum 06pas3om, 0630p WMELMXCA MCCNeAoBaHuiA Mno-
3BONIIET 0Y4EPTUTb CMEKTP YETKUX HeraTuBHbIX (DaKTOPOB,
NPUBOAALMX K HEBNaronpuATHbIM MCX04AM TFEeHETUYECKNX
reHepann3oBaHHbIX ANUMENCUIA 1, B 4acTU CNy4aeB, 3BOJIO-
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