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Pecpepat. BBegeHue. KOHoLLECKan MUOKIIOHMYECKas anunencus — Hanbornee pacnpocTpaHeHHas hopma reHeTU4eCcKon
reHepann3oBaHHOM 3NUMENCUN, KOTopas BXOAMT B rpynny WAMONaTUYECKUX reHepann3oBaHHbIX anunencui. 3tnonorus
hapMakope3nCTEHTHBLIX (hOPM HOHOLLECKON MUOKITOHUYECKOW SMMIencum, KoTopble NpeacTaBnsoT coborn cepbesHyto
KINMHWYecKyto Npobnemy, B HacTosiLLee BpeMs ABNSETCA AUCKYCCUOHHbIM BonpocoMm. Llenb. BeisBneHne Hanbonee
3Ha4YMMbIX (PaKTOPOB PUCKA PE3UCTEHTHOCTU HOHOLLECKON MUOKITOHUYeckon anunencun. MaTepmuansi u MmeToabl Uc-
cnepoBaHuA. B o6cepBaunoHHOe peTpocneKkTuBHoe uccnegosaHme 6bino Bko4eHo 56 nauneHToB, 46 (82%) xeH-
WwmH, 10 (18%) mMy>xunH. Kputepmmn BKNOYEHNSA: NaumneHTbl ¢ AnarHo3om «lOHoLeckas MUOKNOHUYEeCKas anunencusy,
BbICTaBIEHHbIM HA OCHOBaHWUM KpuTepunes MexayHapoaHON NPOTUBO3NUAENTUYECKON NNTN, NTeYeHne He MeHee 2 feT.
[MpoaHanuanpoBaHbl TMM, YacToTa ANUNENTUYECKUX NPUCTYNOB, HAYano u TedeHne 3abonesaHns, CoNyTCTBYyOLWNE 3a-
©oneBaHus, cemenHbI aHaMHe3, BCe AOCTYMHble pe3ynbTaThl 1-2 4acoBOro BUAEO-3NeKTpoaHLedanorpaduyeckoro
MOHWUTOPWHIa C BKIIOYEHMEM CHa, pe3yrnbTaTbl MarHUTHO-Pe3oHaHCHOW Tomorpadgumn. B 3aBncnmoctm ot adhdekTa Ha
hoHe neveHns Bce naumeHTbl Bbinn pasgenedsl Ha Ase rpynnsl: 1 — 6e3 npucTynos, 2 — ¢ npuctynamu. OTCcyTCTBUE
MONHOrO KOHTPOMSA HaA NPUCTyNamu B TEYEHNE Kak MUHUMYM 2 feT paccMaTpmnBanoch Kak pe3aMcTeHTHas anunencus.
PaccunTaHbl OTHOLLEHUE PUCKOB KaK UCXOAbI ANs AUXOTOMUYECKUX NepeMEHHbIX B ABYX CPaBHMBAEMbIX rpynnax no
pPas3nuMYHbIM NPU3HAKaMm 1 NX JOBEpUTENbHbIE MHTEPBArbl C NOMOLLLIO Nporpammel Review Manager (v5.3). [JloctoBep-
HbIMK cumTanuch pasnuums npu P<0,05. Pesynbmamsi u ux o6ceyxdeHue. MonydeHbl AaHHbIE O PE3NCTEHTHOCTU
FOHOLLIECKOW MUOKITOHUYECKOW 3nunencum B 3aBMCMMOCTY OT Bo3pacTa AebroTta 3abonesaHuns, OT TUMNa aNMnenTuYeckmx
npunagKkoB, OT M3MEHEHWIN Ha anekTpoaHuedanorpamme, oT TUNa NPOTUBO3NUMENTUYECKOTO NeveHns. Bbigodbl.
BbisiBneHbl Hanbonee 3HauYvMble (PakTOpbl PUCKa PE3UCTEHTHOCTU OHOLLIECKON MUOKITOHWYECKON ANUMencum: Yyactble
reHeparnu3oBaHHble TOHUKO-KINOHWYeckne npunagku (6onee 5 pas B rog), CONyTCTBYIOLLME OCHOBHOMY 3abonesaHuio,
Aenpeccusi, TPeBOXHOCTb, OTCYTCTBUE OTBETa Ha NeyeHne BanbnpoeBon KUCNOToW. [Mpu 3TOM HEKOMNMAeHTHOCTb,
HapyLLeHWe pexuma CHa, NpueM ankorons U SHepreTUYECKNX HaNnUTKOB Ha hoHe Tepanun ABNATCA dhakTopamm, Ko-
TOPbLIMY MOXHO YNpaBnaTb B X04€e UHAMBUAYanbHOM paboTbl Bpada C NaumeHToOM Mo PasbsCHEHUIO U NPeaynpexaeHnto
PVCKOB MPW Ha3Ha4YeHUN NeYeHus.
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Abstract. Introduction. Juvenile myoclonic epilepsy is the most common form of genetic generalized epilepsy, which
is included in the group of idiopathic generalized epilepsies. The etiology of drug-resistant forms of juvenile myoclonic
epilepsy, which represent a serious clinical problem, is currently a controversial issue. Aim. To reveal the most significant
risk factors of resistance in juvenile myoclonic epilepsy. Materials and Methods. The observational retrospective study
included 56 patients, 46 (82%) women and 10 (18%) men. Inclusion criteria: patients diagnosed with juvenile myoclonic
epilepsy based on the criteria of the International League Against Epilepsy, treatment for at least 2 years. The type and
frequency of epileptic seizures, the onset and course of the disease, concomitant diseases, family history, all available
results of 1-2 hours video electroencephalographic monitoring with sleep, and magnetic resonance imaging results
were analyzed. Depending on the treatment effect, all patients were divided into two groups: 1 — without seizures, 2 —
with seizures. Lack of complete seizure control for at least 2 years was considered intractable epilepsy. Risk ratios as
outcomes for dichotomous variables in two compared groups for various characteristics and their confidence intervals
were calculated using the Review Manager program (v5.3). Differences were considered significant at P<0.05. Results
and Discussion. As a result, there were obtained data on the resistance of juvenile myoclonic epilepsy depending
on the age of disease onset, the type of epileptic seizures, changes in the electroencephalogram, and the type of
antiepileptic treatment. Conclusions. The most significant risk factors of resistance in juvenile myoclonic epilepsy have
been identified: frequent generalized tonic-clonic seizures (more than 5 times a year) accompanying the basic disease,
depression, anxiety, and lack of response to the treatment with valproic acid. At the same time, non-compliance, sleep
disturbances, consumption of alcohol and energy drinks during therapy are factors that can be controlled during the
physician’s individual work with the patient aimed at the explanation and prevention of risks in treatment.

Keywords: juvenile myoclonic epilepsy, factors of resistance, antiepileptic treatment.
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B BegeHue. OHoLIeCckas MUOKITOHMYECKas anu-
nencusa (KOM3) sensaetca Hanbonee pacnpo-
CTpaHeHHo (hOpPMON rEHETUHECKOW reHEpPann3oBaHHON
anunencuun, BXoasuwWen B rpynny manonaTuyeckmx
reHepanu3oBaHHbIX 3MNWUMENCUn, KoTopasi No OaHHbIM
pasHbIX aBTOpoB BcTpevaetcs y 5-10% Bcex nogen
C anunencuen ¢ pacnpoctpaHeHHocTbio 0,1-0,2/100
000 [1]. O6bl4HO Anga ycTaHoBneHua guarHosa OM3
OOCTATOYHO Hanuuns y nayueHTa obnuraTHbIX He-
PUTMUYHBIX MUOKIOHUYECKUX MPUCTYNOB, KOTOpPblE
BO3HMKAaKOT B MOAPOCTKOBOM BO3pacTe, reHepann3oBaH-
HbIX N3meHeHun Ha A3 ¢ gruddpy3HOM BLICTPON MKK-,
NMOSIMMUK-BOSTHOBOW 3NMNenTU(OPMHON aKTUBHOCTbIO,
B 1/3 cny4aes conpoBoxgatoLuencst PoTOCEHCUTUBHO-
cTbto. KntoueBbiMn ocobeHHocTamu npu FOM3 Takke
ABMSATCSA HOPManbHbIN UHTENNEKT U HEBPOINOrMYeCKUN
CTaTyC naumeHTa, OTCYTCTBME CTPYKTYPHBIX UIBMEHEHWI
B rOMIOBHOM MO3re, NPUYNHHO-CBA3AHHbIX C ANUnenTu-
Yeckumu npuctynamum [2]. U, xoTs 310 He 0bBs3aTenbHO
Ans yctaHoBneHusa anarHo3a FOM3, y 6onbLuen yactm
NawLMeHTOB Takke MOryT BO3HUKaTb reHepann3oBaHHbIe
TOHMKO-KNOHMYeckne npuctynel, a y 30% oTmeyaTbes
abcaHchbl [3]. Ob6blYHO cunTaeTtcd, 4yTo KOMO nmeer
6naronpusATHbIN NPOrHO3 B OTHOLLEHUW MOSIHOrO Kymnu-
poOBaHWs NPUCTYMNOB Ha (POHE NPOTMBOIANMIIENTUYECKON
nekapcTteeHHow Tepanuu [4]. Y 30-35% naumeHToB npu-
CTYMbl NPOJOMKAKTCSA, HECMOTPS Ha NMPUEM NPOTMBO-
npucTynHeix npenapatos (M), 4To BNNAET Ha Kaye-
CTBO UX XM3HU [5, 6]. Kpome TOro, yuntbiBasi BbICOKUI
pUCK peLmanBoB Nocne OTMEeHbI Npenapata, Aaxe npu
NOMMHOM KOHTpOMe nNpucTynoB Ha ¢poHe npuema MMM
pekomMeHayeTCa NPOAOMKaTb NOXMU3HEHHYI0 Tepanuio
[7]. B meTaaHanuse, npoegeHHoM R. Stevelink, 06b-
eanHeHbl 43 nccnegoBaHus, NOCBSALLEHHbIE hbakTopam,

OPUTMHANbHBIE UCCNEROBAHNSA

BMMSOLLUM Ha HEBOCTIPUMMYMBOCTD K NledeHnto. AHanma
nokasari, YTo YMCMOo NaLUNeHTOB, PE3NCTEHTHbIX K Tepa-
num, G610 CONOCTAaBMMO MPY OLIEHKE NEYEHUSI MO YUCHY
naumeHToB 6e3 npucTynoB Yepes 1 rog, 2 roga u 5 ner;
3TO NO3BONSAET NPEANONOXUTb, YTO MIOAM, Y KOTOPbIX HE
6bIN0 NPUCTYNOB B TEYEHMe No KpawnHen mepe 1 roga,
ckopee Bcero, OyayT MMETb PEMUCCUIO U B AarnbHENLLEM
[5]. MporHo3npoBaHue pedpakTepHOCTN uMeeT Bonb-
LLIOE 3HaYeHune Ans MHOUBMAYanbHOro BegeHUs nuu, u3
rpynnbl pucka, Hanpumep, nogdopa npu HeobxoamMMo-
cTn 6onee Bbicokmnx ao3 MMM, nonutepanun, BapnaH-
TOB HEMEAMKaAMEHTO3HOro fievyeHns Ha bonee paHHem
atane neyexusa n gp. OTcyTcTBME AOCTATOYHbIX 3HAHWI
1 NMOSIHOIO KOHCEHCyCca cpean BedyLmx cneumannucTos
B OTHOLLUEHWWN 3TUOMNOMMM PasNUYHbIX SNUMIENTUYECKUX
CMHOPOMOB, Knaccnuduumpyemblx Kak ngnonatnyeckme
reHepanuaoBaHHble anunencun (LUM3), Hanpsamyo
CBSA3aHO U € AednLUMTOM MHOPMALIMU U OTCYTCTBMEM
€0MHOr0 MHEHUS Yy CreunannucToB B OTHOLUEHUM 3TUO-
norum oapmakopeancTeHTHbIX gopm KOM3. HecmoTps
Ha 3Ha4YMTerNbHOE YMCMO NCCNeAOBaHMIN, NMOCBALLEHHbIX
N3y4YeHMI0 BO3MOXHbIX MEXaHNU3MOB U MPUYMH, CBA3AH-
HbIX C NeKapCTBEHHOW YCTONYMBOCTLIO, AOCTYNHOCTb
wmpokoro cnektpa MN3C, nogbop MNI3C B agekBaTHbIX
Jo3ax, hapmakope3ncTeHTHble BapuaHTel KOM3 BegyT
K Cepbe3HbIM KITMHMYECKUM NpobnemMam C NoBbILLEHHbLIM
PUCKOM BHE3arnHon cMepTu Npu aNMnencum u coumars-
HO-3KOHOMMWYECKMM 3aTpartam [8].

Llenbto faHHoro nccneposaHus 6b1no npoeegeHne
aHanusa akTopoB pUcka fieKapCTBEHHON Pe3nCTeHT-
HocTu npu FOMD3.

Marepuan u metopabl. B Hawe o6cepBaunoHHoe
PETPOCNEKTUBHOE MCCNeaoBaHne Gbino BKNOYEHO 56
NauUMEeHTOB, U3 HUX XeHLUMH — 46 (82%), MyxuuH — 10
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(18%). Kputepum BkntodeHms B uCccreqoBaHme: naumeH-
Tbl ¢ gnarHosom KOMOB, BbICTaBfEHHbIM Ha OCHOBaHWUN
KpuTepuneB MexayHapogHOM NPOTUBO3NUIENTUYECKON
nvru (ILAE) [2], HabntogeHwe 1 nevyeHne naumeHToB Ha
6aze [etckon ropoackon 6onbHULBI Ne8 nmexn npo-
deccopa A.KO.PatHepa r.KasaHun w/unu Hay4Ho-knu-
HUYECKOrO LIEHTPA NPELU3NOHHON N pereHepaTUBHON
MeguuuHbl KasaHckoro doegepanbHOro yHuBepcuTeTa
B TedeHMe He MeHee 2 neT. Tun, YyacToTa anunenTu-
YeCKMX MPUCTYMNOB, HAa4Yano u TevyeHne 3abonesBaHus,
conyTcTBylowmne 3aboneBaHusl, ceMenHbl aHamHe3,
a Takke hapmMakonornyecknin aHamHes Gbiny NnpoaHa-
NN3MpoBaHbl HA OCHOBE MELMULMHCKON AOKYMEHTaLNUN.
[leTanbHOMy nccnegoBaHmio Takke ObInn NOABEPTHYTHI
BCe [OCTYMHble pe3ynkraTthl 1-2 YacoBoro Buaeo-30rl -
MOHUTOPMHra C BKIIOYEHNEM CHa, KOTOPbIA KaXXaoMy
naumeHTy Obif NpoBeAeH MO CTaHAAPTHOM METOOUKE He
MeHee ABYX pas: 40 Hayana nevyeHus 1 ganee B AnHa-
MUKe Ha hoHe Tepanuu, a Takke pesyrnbraTbl MarHUTHO-
pe3oHaHcHow Tomorpadun. B 3aBucnmocTu ot acpdhek-
Ta Ha hoHe neyeHns BCe NauneHThbl Obiny pasaeneHsl
Ha OBe rpynmbl: B NepBY0 rpynny BKIOYEHbI NaUneHTHl,
Y KOTOPbIX Ha DOHE NeYeHNs NPUCTYMbl HE BO3HMKAIM,
BO BTOPYIO rpynny — NaumeHTbl, Y KOTOPbIX, HECMOTPS
Ha Npuem nNpenapaToB B aeKBaTHbLIX TepaneBTUYECKNX
403ax, MOBTOPSANUCL NPUCTYMbI (MUOKIOHUK, abcaHChbl
n/unn reHepann3oBaHHble CYLOPOXHbIE MPUCTYMbI
(CI)). SdhdekTMBHOCTL NeveHns 1 Bce Apyrve gaH-
Hble NnaumMeHTa OLEeHMBaNNCb HA MOMEHT MocneaHero
noceLleHusi, a 3aTem eLle pa3s Obin NnepenpoBepeHbI
W gononHeHbl BO Bpems TenedoHHoro cobecenosa-
Hug. OTCyTCTBME MOMHOIO KOHTPONSA Hag npucTynamm
B TEYEHME KaK MMHMMYM 2 fIET paccMaTpuBarnoch Kak
pe3nCcTeHTHas anunencus.

C nomoubto nporpammbl Review Manager (v5.3),
Mcnonb3yemown Ans co3gaHus cucTteMaTuieckux o6-
30poB KokpelHoBCkoro coobuecTtsa, Mbl paccunTanm
nokasatenu «relative risk» — oTHocuTenbHOro pucka
(OP) kak ucxogpl ons QUXOTOMUYECKUX NEPEMEHHbIX
B [BYX HE3aBNCUMbIX CPaBHMBAEMbIX rpynnax no pas-
NNYHBIM NPU3HAKaM N UX OOBEPUTENbHLIE MHTEPBAnbI.
[locToBepHbIMKM cunTanuck pasnuuus npmu P<0,05.

Pesynbrathl 1 ux obcyxaeHue. B nepsyto rpyn-
ny sowno 40 (71%), Bo sTopyto rpynny — 16 (29%)
nauueHToB (Tabnuya 1); Takum ob6pas3om, B HalleMm
ncecrnegoBaHMM NMOMHOMO KOHTPONS NMPUCTYNOB He
yAanocb JOCTUYbL B OOHOW TPETM CrydaeB, YTO CO-
rnacyeTtcsi ¢ JaHHbIMU 3apyBeXxHbIX nccneaoBaHnii, B
KoropTax KoTtopbix 25—-37% naumMeHTOB Takke Mmenu

NPUCTYMNbl, HECMOTPA Ha perynapHbin npuem [N
[5, 9, 10]. Yucno naumMeHTOB XEeHCKOro nona npeob-
nagano no CpaBHEHMIO C NULAMM MYXCKOro rnomna B
nepsou rpynne B 5,7 pas, Bo BTopon — B 3 pasa. Y
11/56 naumneHToB (19%) Habnogancsa ToNbKo OgUH TUM
npuctynos, y 29/56 (52%) — aBa Tuna (MUOKNOHUA ©
abcaHcbl Nnbo muoknoHum u NCr), y 16/56 (29%) —
Tp¥ TMna NpUCTYMoB.

OpaHon n3 BakHeLWNX Npobnem B Nie4eHnmn naumeH-
ToB ¢ FOM3 po cux nop octaeTcs TOMHOE onpeaeneHne
BO3pacTa Havana 3aboneBaHusi. Ero MOXHO Obino Obl
onpegenqTb Kak BpeMsi YCTaHOBIEHUSA guarHosa, HO
0O4eHb YacTo naumeHTbl ¢ KKMO He NpuaatoT 3HaYeHNst
BO3HUKLIUM Yy HMX B MOAPOCTKOBOM BO3pacTe (4acto
aT1o 3a 1-3,3 roga go ICI [11]) MMOKNOHMYECKUM
npucTynam, KoTopble yalle 6ecrnokosT Ux no ytpam
M NpenMyLLecTBEHHO B OHW HegocbinaHun. Hepepko
NauMeHTbl He CYMTAOT YEM-TO HEOObLIYHBIM U BTOPOWA
TWN NPUCTYMNOB — pefkue (4acTtoToM HEeCKONbKO pa3 B
OEeHb UNN HELENI0) UM KOPOTKUE abcaHchbl, Anawmnecs
3-5 cek. [NoBogom ansa obpalleHns 3a MeaLUHCKON
nomoubio Yawe aenatotca CI. Npu HegocTaTouHON
ocBegoMneHHocTM Bpaden o KOMO npu oTcyTCcTBUU
aKTMBHOMO paccnpoca nauueHTa O Hanuuum Apyrux
BMOB NPUCTYMNOB B 3TOM Cily4ae 4acTo BbICTaBNsAETCA
nnbo AMarHo3 «3Nunencust ¢ U3onMpoBaHHbIMK CyAo-
POXHbIMM NPUCTYNamMuy, NMMbO OnarHo3 «rHoLleckas
abcaHcHas anunencus» [12]. OkcnepThl ILAE npea-
NOXnnu B KayecTBe kpuTepusa knacca | gns gnarHosa
KOM3 cumTaTh Hambornee COOTBETCTBYIOLLMM BO3pacT
Hayana 3abonesaHusa mexay 10 n 25 rogamu. Takum
obpasom, Hayano go 10 neT cuntaeTca paHHUM, a no-
cne 25 net — no3gHum [12]. PaHHun Bo3pacT Havana
3aboneBaHnsa 06bIYHO cuMTaEeTCs HeGNaronpuUATHbLIM
NPOrHOCTUYECKUM (PAKTOPOM B OTHOLLEHMM MOMHOro
KOHTPONSA NpMnagkoBs, HO B HaLleM 1ccrnegoBaHMn Mbl
He Nony4nnu CTaTUCTUYECKM 3HAYMMbIX AaHHbLIX O 3a-
BUCUMOCTM PE3UCTEHTHOCTWN NMPUCTYNOB OT BO3pacTa
nebtota (Tabnuya 2).

Ecnu gonyctute, 4to KOMO siBNsieTcs reHeTu4ecknm
HapyLleHWEM Pa3BUTUS HEPBHOW CUCTEMbI Ha oHe
UMEIOLLNXCS FTEHETUYECKNX MYTauui, TO MOXHO 0Ob-
SICHUTb pa3BUTWE paHHEro Hadyana 3abonesaHus [13].
Ho KOM3 saBnsetcs nonureHHbiM 3aboneBaHueEM C
HW3KOWN NEHETPAHTHOCTLIO, B CEMbSX CO CTpaAatoLLnumm
KOM3 obHapy»xeHa BbICOKasi YacToTa reHepannaoBaH-
HbIX O3-n3meHeHun n cpegm 6eCCUMNTOMHBIX PoA-
cTBeHHMKOB [14, 15]. [NoaTOMY MOXHO NPEANONOXUTb
BapnabenbHOCTL HE TONbKO reHeTUYEeCKOn npeppac-

Ta6nwuuya 1

O6was XapakTepucTtuka naymeHToB, BKMO4YeHHbIX B uccrnegqoBaHue

Table 1

General characteristics of patients included in the study

Min BospacT Max Bospact
Mpynna 1, lpynna 2, .
Mon o o CpepnHuin Bo3pacT Ha MOMEHT nocnegHero | Ha MOMEHT MOCMEeAHero
n/N (%) n/N (%)

noceLLeHns nocelLleHns

Ken 34/40 (85%) 12/16 (75%) 22,8+9,1 10 49

Myx 6/40 (15%) 4/16 (25%) 19,7+43,3 14 34

Bcero 40 16 22,54+8,5 10 49

ﬂpmmeanme: N — 4Yncno nauneHToB C JaHHbIM NPU3HAKOM B rpynne; N — obLiee 4Mcno NaumeHToB B JAHHOW rpynne
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Pe3ucteHTHOoCTbL FOM3 B 3aBMCMMOCTM OT Bo3pacTa Havyana 3aboneBaHusi

Tabnuua 2

Table 2
Resistance of JME depending on the age of disease onset
Bospacr, net rEyNn n(;o; rEyNn r(l;j OP [AV] P
7-10 5/40 (12,5%) 3/16 (18,8%) 0.62[0.17, 2.31] 0.55
10-25 35/40 (87,5%) 13/16 (81,3%) 1.62[0.43, 6.01] 0.55
25 v cTaplue 0/40 (0%) 0/16 (0%) 0 0

MpumeyaHne: N — YNCNO MaAUUEHTOB C AaHHbIM NpusHakom B rpynne; N — oblluee 4ncrno mauMeHTOB B AaHHOW rpynne;
OP — oTHoweHune puckos; IV — goBeputenbHbIn MHTepBan; P - ypoBeHb 3HAYMMOCTMW.

nonoXeHHocTu [16, 17], HO N hbakTOpOB OKpY>KatoLLEN
cpefnbl, KOTOpble MOTYT CNPOBOLMPOBATL NPUCTYMbI, a
3TO AonyckaeT BO3MOXHOCTb NO3gHero Havana 3abo-
neBaHus C pa3BuTMEM NepBoro npunagka B Bo3pacre
ctapue 25 net. OgHako FOM3 ¢ no3gHum Ha4vanom Bce
Xe BcTpedvaeTcs kpanHe pegko. J. Reichsoellner et al.
nokasanu, 4To TonbKo y Asoux n3 429 naumeHtos (0,5%)
¢ FOM3 oTmevanoch Hayano 3abonesaHus ctaplle 25
nert [18]. B Hawewn KoropTe NauMeHToB C Ha4anom 3a-
6oneBaHua ctapue 25 net He 6bino (Tabnuua 2). 3a
nocnegHee AecATUNETME LUMPOKOMACLLTabHbIe reHeTu-
Yeckme nccnegoBaHns NpegocTaBnnm HOBYH MOAENb,
obbscHsoWYo reHeTuky UIM3. MNMonHoreHomHble acco-
LUMaTUBHbIE NCCNEAOBaHNSA BbIABUNY MHOTOYUCEHHbIE
nonMMopdun3mMbl OGUHOYHBIX HYKIEOTMAO0B, 3HAYNTESb-
HO cBsi3aHHble ¢ U3, HO C HMU3KUM pa3mepoM addekTa.
CornacHo aton Mogenu, KyMyrnsTUBHbIA 1, BO3MOXHO,
cuHeprnyecknin 3deKT 0BLLMX FEHETUYECKUX MYTaLniA
00bACHSIET 3HAYMTENBHYIO YacTb HacneayemocTu. He-
AaBHUI MeTaaHanusa nokasarn, 4to 46,2% (32,6-59,6%)
HacnegyemocTtn 06bsiCHATCS nonumopdguamamm [19].

Bo MHOrMx nccnegoBaHusaX, KacarLmMxcs aHannsa
I3, Hann4ymne abcaHCcoB y NaLUEHTOB ObINO CTaTUCTK-
YecKM 3Ha4YMMbIM (HAKTOPOM pUCKa Kak nonuTepanuu,
Tak U nekapcTeBeHHoW yctomumsoctu [17, 20, 21]. B
mMeTaaHanuse, cgenaHHoM R. Stevelink ¢ konneramm,
BKtouMBLUEM 43 nccnenoBaHunsi, B ka4ecTBe Hebnaro-

NpUATHOrO cpakTopa pes3ncTeHTHocTn KOMO BblaeneHo
HanuumMe y nauueHTa BCex Tpex TUNOB Npunagkos [5].
Hanwnune abcaHCoB B CTPYKTYPE KITMHUYECKON KapTUHBbI
He cnocobcTBoBano pesucteHTHocT FOMO y naunen-
TOB B Hawewn koropte. OgHaKo OTMETMM, YTO BapuaHThI
C O4HUM TUMOM NPUMNALKOB NPaKTUYECKU MOSHOCTbLIO
KYyMNMpYyTCS Ha MOHOTEpanuu, He Tpebys gobasneHus
BTOpPOro npenapata (Tabnuya 3).

Hannuune katameHnanbHbIX NPUCTYNOB Y XXEHLLUVH B
nccnepoBaHusix H. Hosny et al. n B.K. Kamitaki 6bino
HE3aBNCUMbIM NPEaVKTOPOM PE3UCTEHTHOCTK [22, 23].
B uccneposaHusax H. Hosny n A. Ashmawi Hebnaro-
NPUATHBIM NPEANKTOPOM TaKKe SBNANUCL HOYHbIe [Cl1
[21, 24]. Hamu He Bbinn 0BHapyXeHbl CTaTUCTUYECKN
3Ha4yMMble pasnMynsa Mo 4YacToTe BCTPEYaeMoCTu na-
LIMEHTOB C KaTaMeHWarnbHbIMW NPUCTYNamMm, HOYHbIMU
"CI B rpynne pearvpyoLmx Ha fiedyeHne NaumeHToB 1 B
rpynne, rae HeT NOMHOro KOHTPOMS NPUCTYMOB, a TaKkke
He BbisiBNieHa 3aBUCMMOCTb PE3NCTEHTHOCTM Tepanuu
oT Tuna npunagkos (Tabnuua 3).

B uccnegosaruu N. Pietrafusa et al. Bbicokas yacTo-
Ta ['CI1 6bIna nporHocTM4eckum hakTOpOM fieKapCTBEH-
How ycTtomumsocTtm (p=0,026) [25], yTO cornacyetcs c
Hawnmn pesynsratamu (Tabnuua 3).

YcTtaHoBneHue ToyHoro guarHosa KOMO gasnsietcs
KINOYEeBbIM BONPOCOM, NPY peLLeHnn KOTOPOro YyMeHb-
LLIAHOTCS PUCKU, CBA3aHHbIE C NCEBAOPE3NCTEHTHOCTLIO,

Tabnunuya 3
Tun anunenTMYecKUX NPUNaAKoB U pe3ucTeHTHocTb FOMI
Table 3
Type of epileptic seizures and resistance of JME
Buabl npunagkoB y nauneHToB Fr;:mr(loa/o; rgmr(';j OP [OV] P

TonbKO MUOKINOHUW 11/40 (27,5%) 0/16 (0%) 12.86 [1.13, 146.04] 0.08
MwoknoHun, abcaHchl 3/40 (7,5%) 1/16 (6,3%) 1.22[0.17, 8.68] 0.87
MwoknoHun, abcaHcbl, CI 10/40 (25%) 6/16 (37,5%) 0.56 [0.20, 1.57] 0.35
Mwuoknonum, I'CIM 16/40 (40%) 9/16 (56,3%) 0.52[0.19, 1.39] 0.27
Hanuune MnoknoHun Bek 10/40 (25%) 4/16 (25%) 1.00 [0.33, 3.08] 1.00
Yucno naumeHToB, Y KOTOPbIX €CTb 13/40 (32,5%) 7/16 (43,8%) 0.62[0.23, 1.68] 0.43
MWOKIMOHWUW + abCaHCbl U MUOKIOHWM +
abcaHcbl + [Cl1
'CIN >5 pa3 B rog, 1/40 (2,5%) 4/16 (25%) 0.08 [0.01, 0.52] 0.03
KatameHunanbHble [Cr1 2/40 (5%) 0/16 (0%) 2.14[0.10, 47.12] 0.63
'CIN Tonbko B HOMHOE BpPemsi 2/40 (5%) 3/16 (18,8%) 0.23[0.05, 1.12] 0.13
doKasnbHbI KOMMOHEHT NPUCTYMNOB 0/40 (0%) 2/16 (12,5%) 0.07 [0.01, 0.96] 0.09
(Muroknonun nnu MCI)

MprmeyaHue: n — YACNo NauMeHTOB C AaHHBLIM NPU3HAKoM B aTol rpynne; N — obLiee Yucro nauneHToB B AaHHou rpynne; OP —
OTHOLUEHWE purckoB; AN — noBepuTenbHbIi HTepBan; P —ypoBeHb 3HauMmocTu; CI — reHepann3oBaHHble CyAOPOXHbIE NPUCTYMbI

OPUTMHANbHBIE UCCNEROBAHNSA
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Tak kak ownbOoYHbIN AnarHo3 NpuBoOaMT K BbIOOpY He-
ageKkBaTHOro NPOTMBO3NUINENTUYECKOrO NnpenapaTa.
HecmoTpsa Ha Hannune NaTtorHOMOHWYHbBIX MPU3HAKOB
3aboneBaHus, OWIMOKM B Ha4varne 3aboneBaHus Takke
BO3MOXHbl. Hanpumep, nporpeccupytoiasi MMOKIIO-
HyC-anunencmns MoxeT B NOAPOCTKOBOM BO3pacTe
umutmposatb KOM3, HO B AanbHelLweM conpoBoxaa-
€TCsa OTpuLaTenbHOW QUHAMUKOW B HEBPOOMMYECKOM
craTyce, 4acToTe U UHTEHCMBHOCTW MPUCTYMOB, HanNu-
UMEM TaKMX OCITOXKHSOLWMX PaKTOPOB, Kak AeMeHUus
unu atakcus [26].

PesyneraTthl aHanusa, npeacraBneHHble B mabsu-
ue 4, B HEKOTOPOM CTEMNeHM COrMacytTCca C pesynbraTa-
mu A. Gomez-lbacez n gp., KOTOpble NPULLIN K BbIBOAY
O TOM, YTO CEMEWNHbIN aHAMHE3 3NUMencun u non He
CBSI3aHbl CO 3HAYMMOW NIEKapCTBEHHOW YCTOMYNBOCTBIO
npu U3 [27]. TpagMUMOHHO cYMTaeTCs, YTO HopMarb-
HbI UHTENNEKT y nauneHToB ¢ FOMO aBnsieTca ogHUM
13 guarHoctnyeckunx kputepues M. Ho B nocnegHen
pegakuun gecpmHnunmn Ur3, npeanoxexHon ILAE, yka-
3bIBAETCH, YTO Y HEKOTOPLIX NaUVEHTOB HabnogaeTcs
«erkast YMCTBeHHasi OTCTanocTb»; TEM He MeHee, 3Ta
KNMHMYeckas 0COBEHHOCTL CYUMTAETCH CKOpee UCKIo-
YEHNEM, KOTOPOE AOIMKHO NMPUBECTU K PACCMOTPEHUIO
ansTepHaTBHbIX AnarHo3oB [2]. B 063ope C. Ratcliffe
et al. B xoge aHanu3a KOrHUTUBHbIX yHKUMA npyn U3
BbISIBMIEHO, 4YTO KO3 duUMeHT nHTennekta (1Q) npu
KOM3 HaxoauTca B npeaenax HopMbl U NLLb HEMHOTO
HWxe, Yem |Q y 3gopoBbix nogen [28]. Hekotopkle
M3 NOEHTUMPULUMPOBAHHBLIX BAPMAHTOB MEHETUYECKMX
myTaumi npu KOM3 nokanu3oBaHbl B reHax unum obna-
CTAX, OTBEYaIoLLMX 3a NpeapacronoXeHHOCTb K ApYruMm
HapyLUEHUSAM pa3BUTUS HEPBHOW CUCTEMBI (HANpUMep,
reHbl GABRA1, EFHC1 n BRD2 oTtBe4aloT B TOM 4mcC-
ne 3a pasBuTWEe MO3ra, UX MyTaLMu MOryT NPUBECTU
K KOTHUTUBHbIM HapylleHWsM), YTO npegnonaraer
HanuMume ux obLMX NATONOrMYEecCKNX MexaHU3MOB.

HepnaBHo Takke Obinn MAeHTUULMPOBaHbLI BapUaHThbI
ymucra KONuin, NPUBOASALLME KaK K UHTENMeKTyanbHbIM
HapyLeHuam, Tak n Kk U (mukpogeneuun B 15913.3,
15911.2 n 16p13.11), yTO NOATBEPKAAET KOHLENLUIO
0 BO3MOXXHOCTMW MHTENSEKTYanbHOW HEQOCTAaTOMHOCTM
y naumenToB ¢ M3 [12]. Hannune ncuxmatpuyeckomn
KOMOPOMOHOCTM BO MHOIMX MCCNEAOBAHNAX CHMTAETCA
HebnaronpuATHbBIM (hakTopoM, 4YTO ObINO LOKa3aHo
B MeTaaHanu3e R. Stevelink ¢ konneramu; B Halwem
nccnegoBaHMM Takke Takue ComyTCTBYHOLLIME COCTO-
SHUSA, KaK genpeccusi, TPEBOXHOCTb, CyuumaanbHble
MbICIM, BCTPEYanuchb Yalle B rpynne nauueHToB, rge
He yaanock 4OCTMYb KOHTpONA npunagkos (Tabnuua 4)
[5]. HeobxoamMmo npusHaTth, YTO NPWU HanU4MM KOMop-
OMAOHOCTM TPEBOXHbIX PACCTPONCTB M Aenpeccun npu
KOM3 npwuunHy 1 crieacTeme ux NosIBNEHNS HEBO3MOXHO
YCTaHOBUTb TOYHO. ECTb BEPOATHOCTL NOSABNEHNS MO-
[OGHbIX COCTOSIHUIA U Kak NoboYHbIX addekTor MIAC,
n/Unu Kak cnegcTeus NOBTOPAIOLLMXCA pedpakTepHbIX
npucTynoB. Takke He NCKMYaeTCs, YTo Nloau ¢ conyT-
CTBYHOLLMMW NCUXMATPUYECKMMIN NpobrnemMamn MeHee
npueepxeHbl nedeHuto [5]. Umetowmnecsa B nutepatype
MeTaaHanu3abl U OTAENbHbIE UCCINELOBaHWSA B KAYECTBE
NpoBOLUMPYOLLMX (PakTOPOB peunansa NpUCTYMnoB Ha
(bOHe afeKBaTHOrO fie4YeHns BbILENSAOT CTPece, Npuem
ankorons, aHepreTM4ecKMx HanuTKOB, HedoCbiNaHue
[5, 12]. B Hawem mnccnegoBaHnn OCHOBHbLIMU MPOBO-
KaTopamu NpUCTYNOB SIBUANCb Takue dakTopbl Ha-
pyLUEHMS pexnMa 1 npaBuibHOro obpasa XnsHu, Kak
npuveM arnkoronsi, CTpecc, a Takke HEKOMMIaeHTHOCTb
naumeHTtoB (Tabnuua 4).

Kak 1 B npoBegeHHOM Hamu aHanuse (Tabnuuya 5), B
HEKOTOPbIX NPOCMNEKTUBHBLIX UCCIEA0BaHNSIX MU3MEHEHMS
O3l He Bnusanu Ha pesynetat [29]. Takke coobLyaeT-
Ccsl 0 TOM, YTO MEPCUCTMPOBAHME INUIENTUPOPMHOMN
akTMBHocTM Ha O3l nocne otmeHbl MAC gaBnsaeTcs
HebnaronpuaTHbIM (bakTOpOM pucka peunamnsa npu-

Tabnuuya 4
Pe3sucteHTHOCTb FOMJ B 3aBUCMMOCTM OT pa3nuyHbIX (hakTopoB
Table 4
JME resistance depending on various factors

dakTopbI rEyNn n&; rEyNn F(I?Aj OP [OV] P
OTAroLeHHbIN HacNeaCTBEeHHbIV 9/40 (22,5%) 7/16 (43,8%) 0.37[0.13, 1.05] 0.12
aHaMHe3
TpaHcchopmauus JAS B OMO 2/40 (5%) 1/16 (6,3%) 0.7910.10, 6.29] 0.85
®C B aHamHe3e 0/40 (0%) 0/16 (0%) 0 0
HeperynsapHbii npyem MMM 8/40 (20%) 8/16 (50%) 0.2510.09, 0.71] 0.03
(HEKOMMMaeHTHOCTb)
OenpuBaums cHa 23/40 (57,5%) 12/16 (75%) 0.4510.15, 1.34] 0.23
Crpecc 1/40 (2,5%) 4/16 (25%) 0.11[0.02, 0.80] 0.03
KypeHve 1/40 (2,5%) 0/16 (0%) 0 0
Mpvem ankorons nnu 3HepreTMkos 1/40 (2,5%) 4/16 (25%) 0.11 [0.02, 0.80] 0.03
CHDKeHVe uHTennekTa 0/40 (0%) 1/16 (6,3%) 0.13[0.01, 1.96] 0.21
3aboneBaHns LUMTOBUAHON Xenesbl 1/40 (2,5%) 0/16 (0%) 1.25[0.08, 19.19] 0.89
HapyLlueHve noseaeHus 4/40 (10%) 2/16 (12,5%) 0.78[0.17, 3.54] 0.79
(arpeccus n ap.)
[lenpeccus, TPeBOXHOCTb, 1/40 (2,5%) 10/16 (62,5%) 0.02[0.00, 0.10] 0.0002
cynumaanbHble MbICIK

lMprMeyaHwme: n — Yncno NaumMeHToB ¢ AaHHbIM NpuaHakoMm B rpynne; N — obLee uncno naumeHToB B AaHHON rpynne; OP — oTHo-
LeHuve puckos; IV — noBepuTenbHbI MHTEpBan; P — ypoBeHb 3HaummocTn; JAS — feTckas abcaHcHas anunencus; PC — pebpunbHble

cynoporu; MMM — npoTnBONpUCTYNHbIE Npenaparbl

BECTHWUK COBPEMEHHOW KJIWHWYECKOW MERULNHBLI 2024  Tom 17, Bbin. 3

OPUTMHANbHBIE UCCNEROBAHNSA




Tabnuua 5

Pe3ucteHTHOCTb FOMJ B 3aBUCMMOCTU OT U3MeHeHun Ha Al

Table 5
Resistance of JME depending on changes in the EEG
MpuaHak Ha 3 Mpynna 1, lpynna 2, OP [OUN] P
n/N (%) n/N (%)
[MpogomkeHHble reHepann3oBaHHbIe pas- 6/40 (15%) 1/16 (6,3%) 2.65[0.42, 16.81] 0.39
psiabl Ha Q30 6onee 3 cek
Hanuune dokanbHbIX pa3psigos 6/40 (15%) 0/16 (0%) 6.22 [0.53, 73.04] 0.22
doTonapokcmamarnbHasa peakuus Ha O3 7140 (17,5%) 2/16 (12,5%) 1.480.36, 6.14] 0.65
AKLEHTYyauns reHepann3oBaHHbIX pa3psigoB 4/40 (10%) 2/16 (12,5%) 0.78[0.17, 3.54] 0.79
B 3aTbINIOYHbIX 0GNacTsx
AKLEHTYyauns reHepann3oBaHHbIX pa3psigoB 36/40 (90%) 14/16 (87,5%) 1.29[0.28, 5.85] 0.79
B NOGHbIX 0bracTsix

lMpumeyvaHune: n — YNCNO NauUMEeHTOB C AaHHbIM Npu3Hakom B rpynne; N — obuiee ymcno naumeHToB B gaHHon rpynne; OP — oT-
HoweHune puckos; IV — goBepuTenbHbIA MHTEepBan; P - ypoBeHb 3HAYNMMOCTU

nagkos [30, 31]. Ha moHoTepanun Haxognnock noga-
BrisitoLLee B60NbLNHCTBO NauneHToB (79%). MNpuyem B
rpynne 1 Bce nauueHTbl AOCTUIMM NOMHOTO KOHTPONS
NMPUCTYNOB TONbKO Ha MOHOTepanuu. Npu MoHoTepa-
nMM MCronb3oBanu BanbhNpoeBy KUCMOTY (cpefHue
nosbl — 931,5+201,3 wmr), neBetnpauetam (cpegHune
0o3bl — 1340+183,2 Mr), NnamMoTpUOKUH (CpegHue go-
3bl — 200+50,1 mr). Ha npakTuke oTcyTCTBME OTBETa
Ha MOHOTEepanuio 4YacTo 3acTaBnsieT Bpaya NpuberHyTb
CHayvara K HapalLMBaHWio 403bl 40 NOSBIEHNS NEPBbIX
NPU3HaKOB HEMEPEHOCMMOCTHU, a 3aTeM Npu Headdek-
TMBHOCTM 3TOW UNW anbTEPHATMBHON MOHOTEPAanun — K
KOMOUHMPOBAHHOW Tepanuu; BepOSTHO, UMEHHO MO-
3TOMY MauWeHTbI C MonMTepannen oka3anuncb TONbKO B
rpynne pe3ancTeHTHbIX NaumeHToB (Tabnuuya 6).
3HaunTenbHaa 4acTb nNybnukauuin nocesiLeHa
uccrnefoBaHulo hapmMakope3nCTEHTHOCTU B CBSI3U C
reHeTU4YecknMm ocobeHHoCTAMM MeTabonuama nauu-

€HTOB, O4HAaKO COrflacHO WX pe3yrkTatamMm OgHO3HaYHbIX
(haKTOpOB PE3NCTEHTHOCTU BbISIBUTL Tak 1 HE yAanoch;
B HalUeM MCCrefoBaHMKM AaHHBIN BONPOC He aHanuan-
poBarcs.

Tepanus BanbnpoeBon kucnoton (BK) octaetca
Hanbonee addpekTneHom npu KOM3. J. Gesche ¢ konne-
ramu NPOAEMOHCTPMPOBArM, YTO Pe3UCTEHTHOCTL K BK
Oblna ogHUM U3 Hanbornee 3Ha4YMMBbIX MPOrHOCTUYECKUX
nokasarternen pecpakTepHbIx NpucTynos [8].

3aknrwyeHue. Takum ob6pasom, cornacHo Ha-
wemy aHanuay, Hambonee 3Ha4YMMbIMK hbakTopamu
peancteHTHocTM FOMO okasanucb Yactble reHepanu-
30BaHHbIE TOHMKO-KNOHUYeckne npunagku (bonee 5
pas3 B rog), COnyTCTBYHOLLME OCHOBHOMY 3ab0feBaHuio,
Aenpeccusi, TPEBOXHOCTb, OTCYTCTBME OTBETA Ha ne-
YeHue BarbnNpOeBOWN KUCMNOTOW. Takue dakTopbl, Kak
HEKOMMMAEHTHOCTb, HApPYLLEHNE peXxuma CHa, Npuem
arnkoronsi U aHepreTMYecKMx HaNnMTKOB Ha hoHe Tepa-

Tabnunuya 6
Pe3sucteHTHoCcTb KOMO B 3aBUCMMOCTM OT NPOTUBO3NMUNENTUYECKOrO JIe4YeHUs
Table 6
Resistance of JME depending on changes in the antiepileptic treatment
lpynna 1, pynna 2,
BapuvaHT neyenus nIN (%) AN (%) OP [OV] P
nT 0/40 (0%) 6/16 (37,5%) 0.02[0.00, 0.24] 0.009
MT 40/40 (100%) 10/16 (62,5%) 50.14 [4.20, 598.94]] 0.009
Yuncno naumneHToB, y KOTOPLIX NepBas 17/40 (42,5%) 0/16 (0%) 24.57 [2.19, 275.70] 0.03
pemucecuns 6eina Ha MT BanbnpoeBon
KucnoTomn
MT BanbnpoeBow KMCNOTOM 18/40 (45%) 5/16 (31,3%) 1.80 [0.64, 5.04] 0.35
MT BanbnpoeBow KMCnoTou (oo3a 4/18 (22,2%) 2/5 (40%) 0.43[0.07, 2.51] 0.43
<1000 mr B cyT)
MT BanbnpoeBow kucnoTou (oo3a 13/18 (72,2%) 2/5 (40%) 3.90 [0.69, 22.07] 0.20
1000-2000 mr B cyT)
MT BanbnpoeBon kKnucnoTow (ao3a 1/18 (5,6%) 1/5 (20%) 0.24 [0.02, 2.86] 0.34
>2000 mr B cyT)
MT neBeTupaLeTaMmom 6/18 (33,3%) 4/5 (80%) 0.13[0.02, 0.94] 0.09
MT namoTpuaXmHom 1/18 (5,6%) 1/5 (20%) 0.24 [0.02, 2.86] 0.34

MpumeyaHue: n — Yncno NaumMeHToB C AaHHbIM NpU3Hakom B aTow rpynne; N — obliee Yicno naumMeHToB B AaHHou rpynne; OP —
OTHOLLEeHWe puckoB; IV — noBeputeneHbln nHTepsarn; P — yposeHb 3Ha4ymmocTw; MT — nonutepanusa, MT — MoHoTepanus
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NN, MOXXHO OTHECTW K yNpaBnsiemMbiM, B CBA3N C YEM
TpebyeTcst MHOMBUAOYanbHas paboTa Bpayva ¢ naumeH-
TOM MO Pa3bACHEHUIO U NPeaynpPeXaEHMI0 STUX PUCKOB
npwu Ha3Ha4yeHun nedenns npym KOMO.

Mpo3payHocmb uccnedoeaHusi. Bce asmopsbi

npuHuManu yyacmue 8 paspabomke KOHUenuuu u
dusatiHa uccnedosaHus u 8 HarnucaHuu pykonucu. Om
Kax0020 yyacmHuka 6bls10 MOyYeHO MUCbMEHHOE
UHGhOPMUPOBaHHOE coziacue Ha yJacmue 8 uccriedo-
gaHuU. AeBmopbl Hecym MosiHyo 0mMeemcmeeHHOCMb 3a
npedocmasrieHuUe OKOHYamesibHOU 8epcuu pyKomnucu
8 neyamsb. KoHukma uHmepecos npu HanucaHuu
cmambUu Hem.

Heknapayus o ¢puHaHcoebix u dpyaux e3au-

mMoomHoweHusix. OKoHYamerbHasi 8epcusi pyKornucu
6bina odobpeHa scemu asmopamu. Paboma ebirori-
HeHa 3a cyem cpedcme [llpoepammbl cmpameeu-
yeckoz2o akademu4veckozo nudepcmea KazaHCKoz20
(lMpueonxckozo) chedepanibHO20 yHUBepcumema»
(Mpuopumem-2030).
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