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Beedenue. Hecmomps Ha 3HauumenvHole ycnexu, 00CmMueHymole 8 SNUAeNMOA02UU, Pe3UCIEHMHAs K Mepanuy SnUiencus cocmaeasiem
npumepro 30 % cpedu ecex gpopm 3moeo 3abo0reeanus. Jladce ¢ yuemom WupoKux 603MONCHOCMel NPUMEHEHUS COBPEMEHHbIX MeOUKaMeH-
MO3HBIX U HeMeOUKAMEHMO3HbIX MemO0006 NeYeHUs OCMAem s 3HAYUMeNbHAs 4aCmb NAYUEHMO8 ¢ YCMOUYUBOL K AeueHuro Inuiencuel,
¥ KOMOPbIX 0NepamueHoe AeueHue He803MONCHO U ANbMEPHAMUEHbIe MemOo0bl (CMUMYAAUUS OAydcoaroueo Hepea U Kemo2eHHAas ouema)
HeappexmueHsl. B smoii epynne nayuenmos coxpansem c6or aKmyanbHOCmy GapmaKxomepanust ¢ NOUCKOM HOBbIX ek mueHbIxX aHmu-
anurenmuyeckux npenapamog (AJ11).

Ileab uccaedosanus — ananruz cobcmeenHbvix OAHHBIX NO 3PpexmusHocmu u nepeHocumocmu Hosoeo ADII pygunamuoda y nayuenmoe ¢ ms-
JHcenbimu popmamu SnUAencul ¢ npeodAadanuem 8 KAUHUYeCKol KapmuHe npucmynos, accoyuupoanHsix ¢ cunopomom Jlennoxca—Ilacmo
().

Mamepuaavt u memoowt. 100 Habarodenuem Haxoduncs 31 nayuenm, noayuarowuii pygpurnamud (unosenon) (21 — myscckoeo noaa, 10 —
JHCEHCK020 noaa) é sozpacme om 4 do 26 nem (cpednuii eospacm — 7,5 eooa). Huaenoz CJIT 6vin yemanoenen 'y 15 nayuenmos, y 16 nayu-
eHMo8 JuazHOCMuUpo8ana cmpykmypHas gokanvras snunencus ¢ geroxonuei CJII. Cpedu nayuenmoe ¢ CJII 3apecucmpupoganst 5 cay-
Yaee mpancgopmayuu u3 cuHopoma Becma. Jlomunupyrowumu munamu npucmynos, 8 cés3u ¢ KOmopviMu Ha3Havaics pyQuHamuo, ooiau
MOHUYecKUe aKCcUanbHble NPUCMYNbL U Inusenmudeckue cnasmol (22 nayuenma). Bcem nayuenmam npoeoounu s1eKmposnyedaroepapu-
yeckoe uccredosarue, gude0d1eKmposHyedanroepauueckuii MOHUMOPUHe CO CHOM, MACHUMHO-PE30HAHCHYI0 MOMOSpaduio (6 mom uucne
C BbICOKUM paspeuieHuem no NUAenmoN02UHecKoll npoepamme (N0 NOKA3aHUIM)), eeHemuueckue uccaedo8anus (ManoemMHy Macc-cnek-
MPOMempUr, NAHeAb 2eH08 «HACACOCMBEHHbIe SNUACNCUL», XPOMOCOMHbLIL MUKPOMAMPUYHDILL AHAAU3) — NO NOKA3AHUSM, 1A00pamopHbie
uccae008anus 045 OUEHKU NepeHOCUMOCU AHMUINUACNMUYECKOL mepanuu.

Pesyavmamot. Tepanesmuueckuii s¢pgpexm (pedykuyus uacmomot npucmynoe ve meree yem Ha 50 %) 6ot docmuenymy 14 (45,2 %) nayu-
enmos. Ymenvuienue uacmomst npucmynog <50 % ommeueno y 5 (16,1 %) nayuenmos, uz vux é 2 cAyuasx npucmynsl cmaiu Kopoue
u neeye 6e3 cyuecmeenHo2o cHuxcerus ux vacmomst. Y 9 (29 %) nayuenmoe mepanus pygunamudom 6vina nesgpgpexmuena. B 3 (9,7 %)
cay4asx npu eésederuu pygpuramuoa 6ui10 ommeueHo yxyduieHue (nosviutenue yacmomst npucmynos). Taxum obpazom, 6 yeaom agpgpexm
om neveHus: pypuHamudom pazroli cmenenu gvipasicenHocmu 6ol noaywen'y 19 (61,3 %) nayuenmos. B 6oavuwuncmee cayuaes ommeueHa
xopoutas neperocumocms pygunamuda. Ilobounsie sppexmor mepanuu pygunamudom ommevenst y 6 (19 %) nayuenmos. Toavko 6 1(3,2 %)
cayuae (CUHOPOM HACUNBCMEEHHOU HOpMAAU3ayuL) noboutsle ek mol mepanuy cmaiy NPULUHON ommeHsl npenapama. B nacmosujee
spemsa 10 (32 %) nayuenmos npodoaxcarom npurumams pyguramuo. [Ipodorxcumensrocms mepanuu pygunamudom cocmasuia: <6 mec —
16 nauyuenmos, >6 mec — 17 nayuenmos, >12 mec — 5 nauuenmos; 1 nayuenm noayuaem pygunamud >2 nem.

Buieoodwt. [lonyuennvie dannvie 06 aghghpexmuenocmu pyguHamuoa coeaacyromes ¢ pe3yabmamamu paHee npogedeHHbIX 3apy0edCcHbIX uccie-
008aHUIL 8 YCA0BUSX NOBCeOHe8HOU Kaunuyeckol npakmuku. Ciedyem yuumoleams, 4mo @ Haulel npaKkmuxe pypuHamuo ovin Ha3HaveH
MOAbKO NAYUEHMAM C PE3UCHEHMHbIMU POPMAMU FNUAENCUL, pPaHee NPUHUMABUWUM MHONCECMB0 00CmYnHbIX 6 Hacmosuee epems ADIT
(kaK 6 MOHOmMepanuu, Max u 6 KOMOUHayuu). Y cex NAyUeHMo8 8 NPOWAOM 3apecUcmpUpOBaHa HeapdekmueHocms He MeHee 3 pasau1HbIX
ADII, 6 monomepanuu uru 6 KOMOUHAUUU, U 8 7 CAY4A[X panee nayuenmol noayuanu 6onee 8 A1 6 paznuunvix KomOuHayusx. Imom gpaxm
UBHAYANLHOU PE3UCMEHMHOCMU NAYUEHMO8 K Ne4eHUI0 cAedyem YHUmbléams npu UHMepnpemayuy NoAy4eHHbIX OGHHbIX, KOMOopble He MO-
2ym Obimb IKCMPANOAUPOBAHBL HA NONYASYUK) NAUUEHMO8 ¢ HEYCIMAHOBAEHHOU Pe3UCMeHMHOCmbI0 K AeweHuto. MoxcHo npednoiaeams,
Ymo npumMeHeHue pyQuHamuoa Ha 6osee paHHUX SManax Ae4erus, 00 YCmaHo8AeHHOU gapmakopezucmeHmrocmu, 0ano Obl eue boaee gvl-
COKUe pe3yabmanei.

Karoueevie caosa: snunencus, papmarxopesucmenmuas snusencus y demeit, cundpom Jlewnokca—Ilacmo, aumusnusenmuueckuii npenapam,
py@uHamuo, 3¢pppexmusHocms, NePeHOCUMOCHb
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EFFICACY AND TOLERABILITY OF RUFINAMIDE IN THE TREATMENT OF EPILEPSY (EXPERIENCE
OF THE SVT. LUKA’S INSTITUTE OF CHILD NEUROLOGY AND EPILEPSY)
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Background. Despite significant advances in epileptology, approximately one-third of epilepsy patients suffer from drug-resistant seizures.
Numerous approaches are currently available to treat epilepsy, however, there are still many patients with treatment-resistant epilepsy,
in whom surgical treatment is impossible and alternative methods (vagus nerve stimulation and ketogenic diet) are ineffective. Therefore,
searching for novel effective antiepileptic drugs (AEDs) is crucial for these patients.

Objective: analysis of own data on the efficacy and tolerability of rufinamide in patients with severe forms of epilepsy and seizures typical
of Lennox—Gastaut syndrome (LGS).

Materials and methods. The study included 31 patients aged between 4 and 26 years (mean age 7.5 years) that received rufinamide (inove-
lon). The study cohort comprised 21 males and 10 females. Fifteen patients were diagnosed with LGS, whereas 16 patients were diagnosed
with structural focal epilepsy with a phenocopy of LGS. Five patients had an evolution of West syndrome to LGS. The majority of patients
(n = 22) experienced predominantly axial tonic seizures and epileptic spasms that were considered as indications for introduction of rufinamide.
All patients underwent electroencephalography, video-electroencephalography monitoring during wakefulness and sleep, magnetic resonance
imaging (MRI) (including high-resolution MRI with special epilepsy protocols when indicated), genetic examination (tandem mass spectro-
metry, hereditary epilepsy gene panel test and chromosomal microarray analysis) when indicated, and laboratory tests to assess tolerability
of antiepileptic drugs.

Results. Good therapeutic effect (more than 50 % reduction in seizure frequency) was achieved in 14 (45.2 %) patients. A less than 50 % re-
duction in seizure frequency occurred in 5 (16.1 %) patients; in 2 of them seizures became shorter and milder without a significant reduction
in their frequency. Rufinamide was ineffective in 9 (29 %) patients. Three (9.7 %) patients experienced aggravation (increased seizure fre-
quency) after the introduction of rufinamide. Thus, treatment with rufinamide was effective in 19 (61.3 %) patients. Rufinamide was well
tolerated by most of the patients. Side effects were observed in 6 (19 %) participants. Side effects (forced normalization) caused withdrawal
of rufinamide in 1 (3.2 %) patient. Currently, 10 (32 %) patients continue to take rufinamide. Sixteen patients received rufinamide for
<6 months, 17 patients — for >6 months, 5 patients — for >12 months, and 1 patient — for >2 years.

Conclusion. Our findings are consistent with the results obtained by foreign authors in routine clinical practice. In our study, rufinamide was
used only in patients with drug-resistant epilepsy that earlier received many of currently available AEDs (both in monotherapy and in com-
bination with other drugs). All study participants were earlier treated with at least three different AEDs that were ineffective. Seven patients
received more than 8 AEDs in various combinations. This initial drug resistance should be taken into account when analyzing the data, which
can not be extrapolated to patients with unknown drug resistance. We assume that the early introduction of rufinamide (prior to the detection
of drug resistance) might have yielded better results.

Key words: epilepsy, drug-resistant epilepsy in children, Lennox—Gastaut syndrome, antiepileptic drug, rufinamide, efficacy, tolerability

For citation: Mukhin K. Yu., Pylaeva O.A., Bobylova M. Yu. et al. Efficacy and tolerability of rufinamide in the treatment of epilepsy (experi-
ence of the Svt. Luka’s Institute of Child Neurology and Epilepsy). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology
2018,13(2):7-19.

Bsepnexue

B mocnenHue mecsatmiaeTys OBLIA JOCTUTHYTHI 3HA-
YUTEIbHBIC YCIIEXU B JICUCHNH SITIJICIICUY, BKITIOUNBIIIIE
CO3IaHNe COBPEMEHHOI KiTacCU(MKAITUY STJICTICUN, CO-
BEPIIICHCTBOBAHNE METOIOB NTMATHOCTUKHM (B TOM YHCIIe
IIMPOKOe MPUMEHEHNE BUICOIEKTpodHIeDanorpadu-
yeckoro MoHuropuHra (BOM), BHenpeHue B MPakTUKY
MarHuTHO-pe30HaHCHOM ToMorpaduu (MPT) ¢ BeicOKMM
paspeleHreM, MOSIBIICHUE COBPEMEHHBIX TeHETHIECKIX
HCCIIeNOBAaHUI), MPUMEHEHNE B KIIMHUKE MHOXECTBa
HOBBIX 3((PEKTUBHBIX aHTUIITMISIITUHYSCKUX TIPEIIapaToB
(ADII). bnarogapst coBpeMeHHbBIM JOCTVXKEHUSIM B 00J1a-
CTH 3IUJICTITOJIOTUH STJICTICHS BBIIILIA B pa3psio Kypa-
OeJIbHBIX 3a00J1eBaHUI, Y IIPUMEPHO y 65 % MaLWeHTOB
yIaeTcst JOCTUYb peMuccuu rpuctynos [1, 8]. [1pu sTom
MIPaBUJILHOE OMPeIeICHIE TUIIA IIPUCTYIIOB U SIIUJICIITH-
YeCKOro CMHAPOMa — HEOOXOIMMOe YCI0BUE UIST Ha3Ha-
YeHMS aieKBaTHOM Teparnuu: BeIoOop ADII 3aBUCHT OT TUTIA

MIPUCTYIIa U (POPMBI SIUJICTICUHU, a IIPOIOJLKUTEIBHOCTD
AHTURTIMJICIITUIECKOI TepaIltiy OIpeaesseTCs TJIaBHBIM
00pazoM hopMoii sarmIenicuy (AMUICITUICCKUM CUHIPO-
MOM) U 3THOJIOTHEH 3a00meBaHmsI [4].

Hecmotpst Ha 3HAUUTENbHBIE YCIIEXH, TOCTUTHYTHIC
B 3IMJICIITOJIOTUH, IITUPOKHE BO3MOXHOCTH COBPEMEHHBIX
MEIUKaMEHTO3HBIX 1 HEMEIUKAMEHTO3HBIX METOIOB JIe-
YEHMS SIISTICHH, Pe3UCTEHTHAS STIMJICTICHUS COCTaBIISIeT
npumepHo 30 % cpenu Bcex OpM 3TOro 3ab0IeBaHUSI.
ITo nanubiM P. Kwan u M.J. Brodie (2000, 2006), He Me-
Hee yeM y 30 % MmalMeHTOB He yaaeTcst TOOUTHCS IIOJIHOTO
MpeKpaIIeHus IPUCTYIIOB Ha (DOHE aHTUAIIICITHIECKOI
Tepanuu. B aTHx cirydasx coxpaHsieTcsT HaaexXaa Ha yCIex
HENPOXUPYPTUYECKOTO JeYEeHUST U CMHTE3 HOBBIX ADIT
[25, 26].

Boiensiior 00beKTUBHBIE U CYOBEKTUBHBIE (TICEB-
JMIOPE3UCTEHTHOCTD) MPUIMHBI PE3UCTEHTHOCTH IIPUCTY-
moB K Tepanuu. K 00beKTUBHBIM IIPUIMHAM OTHOCSITCS
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TsIKeJIble TTOpaXkKeHUsI MO3Ta, Ha (hOHEe KOTOPHBIX Pa3BH-
BaeTCS SIUJICTICUS: TIOPOKU Pa3BUTHS TOJIOBHOIO MO3Ia,
doxkanpHbIe KOpTUKaNbHBIC quctuiazuu (PKJI), Hacoem-
CTBEHHO-JIeTeHepaTUBHBIC 3a00eBanHus u ap. CyOobek-
TUBHBIC MIPUIMHBI MHOTOOOpa3HbI U BKIIIOYAIOT HEIIpa-
BWJIBHO YCTAHOBJICHHBIN IMATHO3 SIMIJICIICHH (HaIIpuMep,
TICUXOTeHHbIE MMPUCTYIILI), HeTIpaBWILHLIN BEIOOp ADII
(HanmpuMep, KapbamMaseInuH IMpy abcaHcax 1 MUOKJIOHIYE-
CKUX IIPUCTYIIax), HeaIeKBaTHYIO BO3pacTHYIO 103y ADII,
HEBBITIOJTHEHNE TTAllIeHTaMK Ha3HAYeHUH Bpava 1 T. 1I. [4].

Jlpyroii akTyajibHOU po0aEeMOil OCTaeTCs IIepeHOCU -
MOCTb 1 0e3oracHocTb ADI. Drnmnericus — 3aboneBaHue,
TpeOylolee IINTSIbHOM MHOTOJIETHE!N Tepanun (He Me-
Hee 3 JIeT mociie ImpeKpalineHus mpuctynoB). Kak u Bce
JIeKapCTBEeHHbBIE cpeacTBa, ADIT He nuIeHBbI TTOOOYHBIX
3(ddeKTOB, 1 B HACTOSIIIEE BpeMsT YaCTOTa MeIMKaMEH-
TO3HBIX OCJIOXXKHEHUI IMPYA aHTUATIWJICHTUIECKOM TEpATun
pocturaeT 7—25 %, 1o JaHHbIM pa3HbIX aBTOPOB [9]. [To-
3TOMY IIPU JIeUEHUU O0JILHOTO ATMUJISIICUE HEOOXOAUMO
co0JoaaTh 0ajJaHC MEXIy YaCcTOTOM IMPUCTYIOB U BhIpa-
KEHHOCTBIO TTOOOUHBIX 3(P(HEKTOB B KAXKIOM KOHKPETHOM
ciaydae. ParmoHanpHasi aHTURNMICITAYECKAS Teparus
IIOJIKHA CIIOCOOCTBOBATH YAYUIICHHWIO KAUeCTBa KU3HU
IMalleHTa W eT0 COLMAIbHOM aTanTalliu.

B Hacrosmmiee Bpemst uneansHoro ADI, obnamarorie-
ro a0COJIIOTHO OJIarONPUATHBIMU TTOKa3aTeIaMu 3P dek-
TUBHOCTH M TIEPEHOCUMOCTH, He CYIIIECTBYET; BEPOSITHO,
YTO M CO3JaHHE ero HeBO3MOXHO. OmHaKO He IpeKpa-
maeTtcs mouck HoBbix ADII, B ToM 4ymciie Kak Ipera-
PaTOB ¢ MAaKCUMAJIbHO IITUPOKUM CIEKTPOM ACUCTBHS,
TaK ¥ IpenapaTtoB, Hanuboee 3OEKTUBHBIX IO OTHO-
IIEHUIO K OIpPeAeICHHBIM THIIaM IIPUCTYIIOB U (hopMaM
stmnenicu. Co3ganue HoBeIX ADIT B HacTosIee BpeMst
b6asupyeTcsl Ha NpUHIMITAX He MeHblIell 3¢ (heKTUBHO-
CTH TIO CPAaBHEHUIO C IIUPOKO MPUMEHIEMBIMH TPaIU-
muoHHBIMU ADIT 1 6ojiee BRICOKUX M OJIaTONPUSITHBIX
napameTpax 0e30macHOCTU. MUIIEHbIO AJISI CO3JaHUs
IIperapaToB 2-TO TUIA CTAHOBSTCSA HaubOoJiee TPYIHO
IMOAMAIONINECS JICUYCHUIO TUITHI MPUCTYIIOB U (POPMEI
SIUJICTICUH, TP KOTOPBIX BEPOSITHOCTH (hOPMUPOBAHUS
PE3UCTEHTHOCTH K Tepaly HanboJiee BhICOKaA.

B pamkax maHHOI cTaTbU MBI IIpeACTaBJIsIeM COOCT-
BEHHBII OIBIT TpuMeHeHusT HoBoro ADII pypuHamua,
KOTOPHIN 3apeTruCTPUPOBAH IS JISICHUSI IIPUCTYIIOB, ac-
COLIMUPOBAaHHBIX ¢ cuHApoMoM JlenHokca—Iacto (CJII).

CJIT" — snunenTyeckas sH1edaronaTys ¢ Ae6I0TOM
B JICTCKOM BO3pacTe, IMPOSIBIISIONIASICS YaCTBIMU IO~
MOpPGHBIMHY IPUCTYIIAMH, BKIIIOYAsI TOHUIECKHUE aKCHU-
aJIbHBIC, BRIPAXKCHHBIMU KOTHUTUBHBIMHU HAPYIIICHUSIMHU,
XapaKTepHBIMU N3MEHEHHUSIMU Ha 3JIEKTPO3HIIe(arorpam-
Me (OB (MemeHHasT aKTUBHOCTh OCTpasi—MeIJIeHHAsT
BoytHa ¢ yactoroit <2,5—3,0 [i1 B MHTEpUKTaJIbHOM IIe-
puone, nmpoberu opicTpoit akTuBHOCTU 10—20 i1 Bo cHe)
M PE3UCTEHTHOCTHIO K Tepanuu [18, 31]. B memom asra
¢opma SMITETICHH XapaKTepU3yeTCsI TSLKEIBIM TCUCHHUEM,

CMEUBbLIMYCK

HeOJIarONPUSATHBIM IIPOTHO30M M OYEHB YaCTBIM (hOPMHU-
poBaHnueM papmakopesucteHTHocTU. CJIT' cocTaBnser
10 4—10 % Bcex popm anmnencuu y gereit [6, 31], Ha-
YUHAeTCs B JETCKOM Bo3pacTe (Jaire AeOI0T B Bo3pacTe
ot 1 go 7 net), B 20—40 % ciyyaeB TpaHCHOPMUPYICH
u3 cunapoma Becra [19]. ¥ 90 % neteit ¢ CIII' popmu-
pyeTcst (hapMaKope3UCTeHTHAS SIICTICHSI, M PEMUCCHUS
BO B3pOCJIOM BO3pacTe AOCTUraeTcs Tojabko B 10 % ciy-
yaeB [31]. B 6onpmmHcTBe caydaeB y mauueHToB ¢ CJIT
BBISIBJISTIOTCSI COITYTCTBYIOIINE ayTUCTUICCKIE PACCTPOI-
CTBa, KOTHUTUBHBIE U MTOBeAcHUEeCKEe HapylIeHus [31].

CJIT uMeeT MOJIM3TUOJIOTMYECKYIO TPUPOAY U MOXKET
OBITH BBI3BaH CTPYKTYpHBIMU ITpranHaMmu (PK/I, mocmen-
CTBUSI TIepUHATAILHOM SHIIe(aTIoNaTUN U IP.) U HACTIeI-
CTBEHHBIMH (haKTOpaMU (XPOMOCOMHBIEC I TCHETUICCKIE
HapymeHus). [Ipn Bepudukanmm Mop@oaorndeckKoro
nedekTa B MO3re 3a00JIeBaHME CIIeIyeT Ha3bIBaThb CTPYK-
TypHOI1 (pokanbHOI snunerncueii ¢ penokonueit CJII. Dto
KpaitHe BaXKHO, TaK KaK TaHHBIC TTALIMEHTHI MOTYT SIBIISITh-
¢S KaHAUAATaMU Ha XUPYPTUYecKoe JiedeHre (METOIMKHI
pesekiuu U auckoHHekuuun) [3, 5]. Ilpumepno B 30 %
ciiydgaeB BcTpedaeTcst kpunroreHHblii CJII, atnonoruio
KOTOPOTO YCTAHOBUTD He ynaeTcs [2].

Jleuenue CJIT" nmpencraBiisieT OOJIbIINE CIOXHOCTUA
B CBSI3M C COYETAaHMEM B KapTUHE 3a00JIeBaHUS IIPUCTY-
ITOB HECKOJIBKMX TUIIOB M MX PE3UCTEHTHOCTHIO K MEIH-
KaMEeHTO3HOM Tepanuu. []OIMOJIHUTEIbHBIE CIOXKHOCTH
IIpHU OlicHKe 3(h(HOEKTUBHOCTH JICUCHUS IIPEICTABISIIOT
BO3MOXKHAasI 3BOJIIOINS KIMHUKO-3JIEKTpO3HIIedanorpa-
¢uueckoit kaptuHbl CJII' ¢ Bo3pacToM, BO3MOXHOCTD
CIIOHTAHHOM (bJIYKTyallMW THUIIA, YaCTOTHl M TSKECTHU
MPUCTYNOB B Ipolecce 3aboneBaHus [17]. B cBsi3u ¢ cy-
LIECTBYIOIINMHU CIIOKHOCTIMHU B JiedeHUU CJIT Hagek b1
BO3J1araloTcs Ha co3maHue HOBbIX ADII ¢ mpuHUMITHAIBHO
WHBIMHM MEXaHU3MaMU IeHCTBUS M HAIlEJICHHBIX CITCIIH-
aJIbHO Ha JieYeHUe JAHHOM TKenoit opMbI SMUICTICUN
[10].

Pybunamun — ADI, 3apeructpupoBaHHBIM 1S Jieue-
HUSI IPUCTYNOB, accouuupoBaHHbIX ¢ CJIT, mpon3BomHoe
KapOoKcamMuaa, 1o XMMUYECKOMY CTPOCHUIO He ITOX0XKee
Ha apyrue ADI1. OCHOBHOI MeXaHU3M IEeNCTBUS pydhur-
HaMUIa — OTpaHNYCHUE Pa3psiIOB HEMPOHOB, CBI3aHHOE
¢ OJIOKMPYIOIIMM JeCTBHEM Ha HaTpUEBbIe KaHAIHI (pe-
IYJIMpOBaHUE aKTUBHOCTH HATPUEBBIX KAHAJIOB 3a CUET
YBEJIMYCHUS IUTEILHOCTU MX HEAKTUBHOTO COCTOSTHUS),
1 cTabMIM3auns MeMOpaH HelipoHOB [34].

[To cpaBHeHuto ¢ apyrumu ADII pypuHamun nmeer
LICJIBIA PSI MPEUMYIIECTB 10 (papMaKOKMHETUYECKUM
nmapaMmeTpaM, 3PPEKTUBHOCTU U IIEPEeHOCUMOCTH. Baxk-
HBIC TIPEUMYIIECTBA PyGUHAMUIA BKIIOYAIOT ITUPOKMI
CHEKTP aHTUAIIICIITUYECKON aKTUBHOCTH, XOPOIIYIO
abcopO1MIO TIpU MepopaibHOM MpreMe, ornoTpaHcdop-
Manuio 6e3 yyactust uzopepMeHTOB iuToxpoma P450, He-
BBICOKHUI1 YPOBEHB CBSI3BIBAHUS C OeKaMM (1, KaK CJIeI-
CTBHE, HU3KMI PHCK JEKAaPCTBEHHBIX B3aIMOIICICTBHIA)
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U JOCTATOYHO XOPOILIYIO TTIepeHOCUMOCTb [14], BKiouas
1 OTCYTCTBHE HETaTUBHOTO BIUSIHUS Ha KOTHUTHBHBIC
¢ysHkuuu. 1o ganHbIM MexXayHapoaHOU NPOTUBOIIIM-
nerrrrnyeckoit mru (International League Against Epilepsy,
ILAE), pyduHaMun He oKa3bIBaeT BIMSHUS HAa KOTHU-
TUBHBIE (DYHKILIMU U TIOBeAeHME neTelt [12], mMeeTt Oomee
0JIaronpUSTHBIN MPOGUIb KOTHUTUBHBIX ITOOOUYHBIX 3~
(bexToB no cpasHeHuto ¢ apyrumu ADII [15]. Pybunamun
TTOJIYYIJI BBICOKYIO OLIEHKY 10 TTOKAa3aTe IsSIM TIEPeHOCHUMO-
CTH ¥ HapaBHE C JIAMOTPHUIKIMTHOM OTHECEH K IIperapaTam
C HAWJTy9IIIei TTIePeHOCUMOCTBIO B OTHOIIIEHUY KOTHUTHB-
HBIX U [TOBeIEeHYeCKUX GyHKUMi [7, 29].

Pybunamun ogodpeH YipaBiieHUEM 110 CAaHUTapHOMY
HaI30py HaJ Ka4eCTBOM ITUIIEBIX IIPOAYKTOB 1 JIEKAPCT-
BeHHBIX cpeacTB CIIA (Food and Drug Administration,
FDA) B 2008 1., B Poccun 3apeructpupoBaH B SSHBape
2015 . B cocTaBe JOTOHUTEIBHOM Teparuuy IIpy JIeUeHUN
SMUJIETITUYECKUX IIPUCTYITOB, accornmpoBaHHbIX ¢ CJIT,
y mauueHToB cTapiie 4 jeT. Mcxonsa u3 3aperucTpupo-
BaHHBIX TIOKa3aHUI, OH MOXET Ha3HAYaThCs MallMeHTaM
C JIFOOBIMM THIIAMU IIPUCTYIIOB B paMKaX KIIMHUKO-3JIeK-
TposHIedanorpadpuaeckoro cummnroMokomMruiekca CJIT.

B cooTBeTCTBUM ¢ TMATHOCTUYECKUMU KPUTECPUSIMU
CJIT (A. Beaumanoir u Ch. Dravet, 1992) nist CJIT" xapak-
TEePHBI CIACAYIOIINE TUITHI SIMUICIITUICCKUX IIPUCTYTIOB:
aKCcHUaJIbHble TOHUYECKHE, AaTOHUYECKHUE W aTUIIUIHBIC
abcaHchl. JlaHHbBIE AUATHOCTUYECKUE KPUTEPUU TaKKe
BKII0YAlOT HapymeHus Ha DO (pa3psabl nudgy3HbIX
MEIJICHHBIX ITMK-BOJHOBBIX KOMILJIEKCOB B 0OJIPCTBOBA-
HuH (petit mal variant), a Tak:ke TTpoOeru OBICTPHIX PUT-
MHWYHBIX BOJIH, MEUICHHBIX TTOJIMCITAKOB U CBEPX 3TOTO
reHepajanu30BaHHOU OBICTPOIl aKTUBHOCTU C YaCTOTOM
okoJyio 10 Iix Bo cHe), 3aaepXKKy IICUXUYECKOT0 pa3BU-
THS B COYETAHUU C HapylIeHUIMU TMoBeaeHus [2, 13].
ITpu CJIT BcTpevaloTcs pa3andyHbie BUIBI IPUCTYIIOB:
TOHMYECKHE aKCHUAJbHbIC, MUATOHNIECKIE, aTUITNIHBIC
abCaHCHI, SIIICTITUISCKUN CTaTyC «MaJIbIX MOTOPHBIX
IIPUCTYIIOB», MUOKJIOHNYECKIE, TCHEPAIM30BaHHBIC CY-
TIOPOXKHEIE, (oKambHBIe. TOHMIECKHE IIPUCTYIIBI, IT0 MHE-
HUIO OOJBIIMHCTBA aBTOPOB, SIBJISTIOTCS 00sI3aTEIbHBIM
KiuHn4eckuM cumirromom CJIT.

Pypunamun ocobeHHO 3¢ (PEeKTUBEH TIPU JICYCHUN
MIPUCTYTIOB MAACHUM (TOHNIECKNX,/aTOHUIECKUX IIPUCTY-
moB) [15]; Takke mokaszaHa ero 3 (GEeKTUBHOCTD IIPH Te-
HepaJIn30BaHHBIX IIPUCTYMaX (TOHUYECKUX, aTOHUMIECKUX
1 ToHuKo-KiIoHndeckux) npu CJIT [11]. Crenyer yuu-
TBIBaTh, YTO TIPUCTYIIBI MAACHUI CBSI3aHBI C TPABMaTU3-
MOM M TIOTOMY 3HAYMTEIFHO CHIDKAIOT KaUYeCTBO XKU3HH;
IT0 3TOM MPUYMHE UMEHHO 3TOT TUII IIPUCTYIIOB SIBJIICTCS
OCHOBHBIM 00beKTOM HccaenoBanuii mpu CJIT, u cHuke-
HHE YaCTOTHI JAaHHBIX IPUCTYIIOB 3HAYMTEIBHO YIydIlaeT
Ka4eCTBO XXU3HU MAlIMEHTOB.

B WHcTuTyTe NETCKOM HEBPOJIOTUM U SMUJIEIICUU
uM. Carurensa Jlyku (MJIHD um. Csr. JIyku) u 8 UH-
CTUTYTE OETCKOM M B3pOCIOU HEBPOJIOTUU U SMWICIICUN
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uM. Cesarurenst Jlyku (MJIBH3D um. CBrt. JIykn) HakoIieH
OITBIT MIPUMEHEHNS py(PUHAMKIA B JICUCHUM SITUJICIICUI
B YCJIOBMSIX IOBCETHEBHOM KIMHUYECKOM ITPAKTUKMU.

O0001IeHB pe3yabTaThl TpUMeHeHUs pyhruHaAMUIa
y OOJILHBIX BIMJIETICUEH cTapiie 4 eT, HaOIIoIaBIINXCS
B MIHO umM. Csr. Jlyku u UABHD um. CBT. JIyku B ne-
puon c 1 ¢pespansg 2015 1. o 1 pespans 2018 1. 1 moxyvan-
KX py(UHAMUL B KA4€CTBE TOIOTHUTEILHOTO IIperapa-
Ta (B IIOJIUTEPAIIAN).

Mamepuanbi u Memopbl

ITon HabmoneHnmem Haxomuiacd 31 MmalMeHT, MOJy-
yaBIuit pypuHamMug (MHOBEIOH), M3 HUX 21 — MYyKCKO-
ro nmojya, 10 — xkeHckoro. Bo3pacTt mammeHTOB HA MOMEHT
Ha3HauyeHUsI pydruHaAMuUIa COCTaBIsul OT 4 10 26 nieT (cpen-
HUIi Bo3pacT — 7,5 rona). Bee mammeHTsI ObUT KOHCYIIb-
THUPOBAHBI SIUJICIITOJIOTOM HaIllMX IIEHTPOB HE MEHee
2 pa3 3a Iepuoj HaOJMIOMESHHS; B 1IeJIOM OCMOTPHI ITaIu-
€HTOB IIPOBOIMIUCH Kaxabie 3, 6 u 12 mec. BceM maru-
eHTaM MPOBOAWIM IOAPOOHKIN cOOp aHAMHECTUUECKUX
JIAHHBIX, OLICHKY HEBPOJIOTMYECKOTO CTaTyca B IMHAMUKE,
KpaTKoe HeHPOIICUXOJIOTUYECKOe TeCTUPOBAaHUE (OIICH-
Ky HaMsITH, BHUMaHUs, YPOBHS Pa3BUTHUS KOTHUTHUBHBIX
¢yukuit). Jnsg ycTaHOBACHUSI IMArHO3a SMMUJICTICUH,
OIpenesIeHUs] TUTIA IIPUCTYIIOB U AIMMICTITUYECKOIO CH-
JIpoMa BceM TalieHTaM BBIMOJHSIIN DD -ucciaenoBanme
B IMHAMMKe, BKJIIo4asl o0si3aTeIbHOe MpoBeaeHrne BOM
¢ BKmouyeHreM cHa (DDTA-21/26 «Duuedanan-131-03»).
C 110 OIIpene/IeHUS 3TUOJIOTUH SITUJICTICHHI BCEM I1a-
nueHTaM npoBogunu MPT-uccnegoBanue Ha ToMmorpade
1,5 T nmpomu3BonctBa General Electric (CIIIA) uau BbI-
cokopaspemampinyio MPT (3 T mo smurenTonroruye-
CKOI mporpamMMe — 1o MOKa3aHUsIM); Vv 12 manuueHToB
IIJISI UCKITIOYEHUST HACJIeACTBEHHBIX HapYIIIeHU MeTa-
0oIm3Ma IPOBEIeHBI TCHETUUECKIE aHATN3bI, BKIIIOYast
TaHIEMHYIO MacC-CIeKTPOMETPHUIO, PACIIMPEHHBIN XpPO-
MOCOMHBI MUKPOMATPUYHBIA aHAJIMU3, IIAaHEJIb T€HOB
«HacnenctBeHHBIE smuienicumy». 11 MCKITIOUeHUS 110~
060YHBIX 3(P(HEKTOB TEpAIIMU B Ipolecce AMHAMUIECKOTO
HaOI0IeHUST TIPOBOAMIN J1aOOPATOPHbBIE UCCAEI0BAHUS
(0011 M OCMOXUMIIECKIIT aHAJIM3BI KPOBH, OIIPEIeICHIE
KOHIICHTPAIIMX BaJIBIIPOSBOI KMUCIOTHI WM KapOamMa3eI-
Ha B KPOBU METOJIOM I'a30-XKUAKOCTHOU xpomaTtorpachun
IIJIST TALIMEHTOB, ITOJIYYaroIIX 3T IIpernaparsl), YIsTpa-
3BYKOBO€ MCCJIEJOBAaHIE OPraHOB OPIOIIHOM IOJIOCTH,
KOHCYJIFTALIMIO TIeAraTpa, 10 MOKa3aHUAM — KOHCYJIbTa-
LIWIO TICHXMATpa.

Imuonoeusn snusencuu. Ipyrma HaIIUX MaIlEHTOB
ObLTa pa3HOPOMHOM ITO STHOJIOTUM SITUJICIICUM — B OC-
HOBe 3a00JIeBaHUS JIEXKAIU PAa3INIHbBIC STHOJIOTMIECKIE
(daxTOpHl: TMTOCIEACTBUSA MepUHATAILHON dHIedanormna-
THH (B pe3yJIbTaTe THIOKCUISCKU-UIIEMNIECKOTO 1 CMe-
IIAHHOTO TIOPaXeHUs LEHTPATbHOM HEPBHOW CUCTEMBI
B IIEpMHATAIILHOM IIepuoe) (5 MaleHTOB); MOCIEeACT-
BHsI OCTPOTO HapyIICHUSI MO3TOBOTO KPOBOOOpAIIeHNUS
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B JICTCKOM BO3pacTe, MCKITI0Yast IIepUHATATbHBINA ITePHOIT
(3 marenTa), B TOM 9mcie B 1 cirydae MOCIeaCTBUS 110~
BTOPHOT'O OCTPOI0 HapyLIeHUSI MO3TOBOIO KPOBOOOpa-
IIeHUs Ha (DOHE TUIIEPTEPMUU (STHOJIOTUSI HEM3BECTHA,
MPEANOJI0XKUTEILHO TeHETUYECKasl, OMHAKO IIPUMEHEHUE
TeHEeTUYCCKUX TTaHeJIeH, CBI3aHHBIX C SIMICTICUCH U MU-
TOXOHAPHUAIBHON ITaTOJIOTUEH, He TI03BOJIMIIO BBISIBUTD
mpuunHy 6oje3Hn); sHLIedanmuT KoxeBHukoBa—Pac-
MycceHa (1 maumeHT); ToCTTpaBMaTUYeCKasl SITMIETICUS
(1 ManMeHT); NOCAeACTBUS TepIeTUUYeCKOTO MEHUHTO9H-
nedanura (3 manmeHTa); IMOPOKHU Pa3BUTHUS TOJOBHOTO
Mo3sra (mccannedanus — 2 ciaydass, PKI — 4 ciryygas,
OUpOHTO-TIapHeTaTbHAs TOTMMUKPOTUpUs — 1 clrydaii);
OJTHOCTOPOHHUM NEPUCUTIbBAAPHBINA IJIMO3 HEYTOYHEH-
HoOM 3THoyioruu (1 ManKMeHT); KOMIUIEKC TyOepO3HOTO
ckiiepo3a (1 malumeHT); TeHeTUYEeCKUE U IIPEAIIOI0XK-
TEeJILHO TeHeTUYeCKUe (haKTOPHl (XPOMOCOMOIIATUS —
2 cirydast: 1 malmeHT ¢ TpUCOMMEN XpoMOocoMEbI 22, 1 ma-
LIMEHT C YaCTUYHOU TPUCOMUEN XPOMOCOMBI 15; MmyTarius
BreHe 1BC1D24 (accommrupoBaHHAs C paHHEH 3ITICIITH-
yecKo aHLedasonaTueii, Tl 16, TUI Hacaeg0BaHUs —
ayTOCOMHO-peneccuBHbii, OMIM 615338) — 1 ciyyaii;
myTtanus B reHe CHDZ2 (accorumpoBaHHasI C SIMICII-
TUYECKOU 3HIedaonaTueil JeTCKOro Bo3pacTa, THUII
HacJIedOBaHUS — ayTOCOMHO-IOMUHaHTHEIN, OMIM
615369) — 1 cnyuaii; mytauus B reHe CHDI (cuHapoM
Pilarowski—Bjornsson, T HacjaegoBaHUS — ayTOCOMHO-
nJoMuHaHTHBIA, OMIM 617682) — 1 ciyuaii; npeamnosara-
eMasi TeHeTUUYeCKasl MWICTICHS 0e3 MOJIEKYISIPHO-TeHe -
THUYECKOTO ITOATBEPXKACHUS (MUICIICUSI HEYTOUHECHHOM
STHOJIOTUN) — 4 CIIydast).

Dopma snunsencuu u mun npucmynos. Inarunos CJIT'
ObUI yCTaHOBJIEH y 15 manneHToB, y 16 0ONMBHBIX JMArHO-
CTHpPOBaHa CTPYKTypHasl (poKaabHAasI SIMUJICIICUS C K-
HUKO-3JIeKTpo3HIIehamorpadpmaeckum penorurrom CJIT
(Tak KaK B KIIMHUYECKOU KapTUHE y 3THUX IMAIlUeHTOB JI0-
MUWHHUPOBAJIU MIpUCTYNHI, acconunpoBaHHbie ¢ CJIT, aTo
ITOCIIY>KIJIO OCHOBaHMEM K Ha3HAYCHMIO pyhUHAMUIA).
Cpenu manuenToB ¢ CJIT 3aperucTpupoBaHbl 5 ciiydyaeB
TpaHchopManuu u3 cuaapoma Becra (16,1 % — Bo Bceii
rpynne, 33 % — cpeau nauueHTos ¢ CJIT). JomuHupy-
IOIIMMY TUTIAMU IIPUCTYIIOB, B CBSI3U C KOTOPHIMHU Ha-
3HaYaICs pypruHAMUI, ObUIM TOHUYECKUE aKCHaJIbHBIE
MPUCTYIIBL M SMMIenThYecKue cra3mel (22 (70,9 %) na-
meHTa). Cpeny IPUCTYIIOB IPYTOro TUIIA Y HAIITMX Tallk-
€HTOB HanboJiee YacTo BCTPEYAIUCh aTUTMYHbIE A0CAHChI
(8 (25,8 %) nauueHTOB), OMIaTepabHbIE CYIOPOXHBIE
npuctyibl (7 (22,58 %) nauueHToB), hOKaIbHbIE MOTOP-
Hble 1 HeMoTopHbIe (18 (58 %) nmaLKeHTOB), MMOKJIOHU -
yeckue (10 (31,25 %) mauueHTOB), TEMUKIOHUYECKME
(5 (16,1 %) naumnentoB), Mmuatonnveckue (4 (12,9 %)
nauueHTa). [IpucTtynsl nageHuil 3aperucTpUpPOBaHBI
y 21 (67,7 %) naumeHTa, B TOM yucie ToHndeckue (18
(58 %) cnyuaeB) u muaronundeckue (5 (16,1 %) cayda-
eB). B 11e;10M y OOJBIIMHCTBA OOJIBHBIX B KIIMHUYECKO
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KapTUHE 3a00JIeBaAHUSI BbISIBISUIMCH IIPUCTYIIbI HECKOJIb-
Kux TMIoB — y 25 (80,6 %) manueHTOB TeyeHUe 3a60Je-
BaHMS XapaKTePU30BaJI0Ch MOIMMOPGHBIMU IPUCTYIIAMM.
Ha momeHT HazHaueHnus pybuHamuaa y 15 (48,4 %) na-
LIMEHTOB OTMEYAINCH TIPUCTYIILI 2 THIIOB, y 10 (16,6 %) —
3 tunoB, u TOJIbKO Yy 5 (16,1 %) GONBHBIX HAGIIOIAIUCH
MPUCTYIIBI OAHOTO THUIIA.

Hannvie 22T, Bcem maumenTaM rnpoBoauin BOM
¢ BKiIloYeHUeM cHa. [laTonorudeckue HapylleHHUS
Ha DOT ObLIM BBISBIIEHBI BO BCeX CIydasx. 3aMeajieHue
OCHOBHOI1 akTUBHOCTHU ¢oHa — 22 (70,97 %) nmarueH-
Ta, perMOHajIbHbIE MWICHTU(GOPMHbBIE TATTEPHBI — 17
(54,8 %), nuddysHas snuienTuGopMHasi aKTUBHOCTD
ocTpasi—MeJieHHas BoiHa ¢ yactoroil 1,5—2,0 Iix — 19
(61,29 %), marTepH «BCITBIIIKAa—yrHeTeHIE» — 3 (9,6 %),
nepcuctupoBaHue runcaputmuu — 4 (12,9 %) (Bo Bcex
ciyvasix — ipu TpaHcdopmanu cuaapoma Becra B CJIT),
MYJIBTUPETrMOHaNbHAasA U 1uddy3Has snmaenTudopMHas
akTUBHOCTb — 11 (48,39 %) (Y HEKOTOPBIX MALIUEHTOB MO-
[JIM COYETAThCS HAPYLIEHMSI HECKOJIbKIX TUIIOB).

Hannvie neiiposusyaruzayuu. llpy npuMeHEHUU
MeTonoB HelipoBudyanuszauuu (MPT-ucciegopanue
MPOBOIMIIOCH BCceM mauueHTam) B 7 (22,58 %) cnyda-
SIX TUArHOCTUPOBAHBI IIOPOKM Pa3BUTUS MO3Ta (M3 HUX
OunarepajbHast ¢GpoOHTONApUETaIbHAS TOJTUMUKPOTH-
pusi — 1 (3,2 %), mucconuedanus — 2 (6,45 %), ®KIA — 5
(16,1 %)); B1 (3,2 %) ciyyae ObUI BbISIBJIEH OMHOCTOPOH-
HUU NIEPUCUIbBAAPHBIN ININO3 HEYTOYHEHHOMU 3TUOJIO-
ruu. Y 1 (3,2 %) naiueHTa BBISIBIICHBI U3MEHEHUS, Xa-
pakTepHBIE 1T TYOSPO3HOTO CKIIepo3a (KOPKOBBIC TyOephI
U TETEPOTOIUU B CTEHKE JIEBOIO OOKOBOIO XKEIyI04Ka).
@K/ BeisgBiasuInCh BO Beex 5 (16,1 %) ciydasix MCKITIO-
YUTEJIbHO MpU MPOBEASHUHU BhIcOKOpa3peliatiieii MPT
10 AIUJIETITOA0TNYecKOM mporpamme. B 10 ciayyasgx us-
MEHeHMIi Tipu npoBeaeHun MPT BbIsSIBIEHO HE ObLIO,
u3 Hux y 3 (9,68 %) mauueHTOB KIMHUYECKAs. KapTUHA
npeamnoarana Bo3MoxHocTs @K/, ogHako U3MEHEHUs
He ObUIM OOHAPYKEHbI 1aXKe MPU MOBTOPHBIX MTPOBEAECHM -
sx Bbicokopaspemawlueirt MPT B Poccuu u 3a pybexkom.
B 5 (16,1 %) cay4asix BbIsIBIeHA IIE€PUBEHTPUKYISIPHAS
neiikoMasiuus, B 3 (9,68 %) — riimo3Hble UI3MEHEHUS, B 5
(16,1 %) — MynBTUKUCTO3HAs TpaHC(HOPMALIMSL.

Tepanesmuueckas 0o3a, pexcum mumpayuu, Conym-
cmeyouas mepanus. TlaliueHTsl IpUHUMaIKU pyduHa-
MMJ B cpefHeM B nuamna3zoHe 103 oT 600 mo 1200 mr/cyT
(B 3aBUCMMOCTH OT BO3pacTa U COIYTCTBYIOIIEH Tepa-
nmun). HavanpHast mo3a B OOJBIIMHCTBE CIIy4aeB CO-
craBmia 200 mMr/cyr; y 5 mMalumMeHTOB ¢ MacCOM Teja
<30 kr — 100—200 Mr/cyr. MuHnMaabHas IpUMeHsIeMast
no3a — 200—400 mr/cyt; MakcuMaiibHas — 1600 Mr/cyT.
VY nereii crapmie 4 net ¢ maccoii tena <30 Kr, He MoJTy-
YaOIIKMX COMYTCTBYIOLIYIO TEPAIlUIO BaJIbIIPOATOM, Ha-
yanpHasa go3a coctapmsiia 100—200 Mr/cyT, TUTpamnus
nmo3el — yBenmmaeHue Ha 100—200 mr/cyT 1 pa3 B Hemelo
no tepaneBTrdeckoil 1o3bl 200—800 mr/cyT. ¥V mereit
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crapure 4 jieT ¢ Maccoii Tena <30 Kr, moJay4Jarolumx co-
IIyTCTBYIOLIYIO TEPAIlMIO BajJbIIPOATOM, HayalbHasl 103a
cocrapysuia 100—200 mMr/cyT, TUTpaLus 036l — yBEIMIE-
Hue Ha 100—200 mr/cyT 1 pa3 B HeIeIIo 10 TeparieBTUIe-
ckoi1 10361 200—600 Mr/cyT. Y MalueHToB ¢ MAaCcCOoii Te1a
>30 Kr, BKJIIOYas MalyeHTOB cTapiie 18 yieT, HayaabpHas
nmo3a coctaBisuia 200—400 mMr/cyT, TUTpaIs ITPOBOIMIACH
o 200 Mr 1 pa3 B Henemo, TeparieBTHIecKas 103a He Tipe-
Bbilana 1600 Mr/cyr.

Bce manmeHTHI 1ToTy4yanyu pyOuHAMUI B IIOJHUTEpa-
nuu B codyetaHuu ¢ apyrumu ADII, u3 HUX B couera-
Huu ¢ 1 ADIT — 14 (45,16 %) mauureHToB, B COUYCTaHUU
c2 ADII — 14 (45,16 %), B couetanuu ¢ 3 ADI1 — 3 (9,68 %)
nanuenTa. Hamnboiee yacro comyrerByrommmu ADI 6um
IperapaThl BaJbIIPOEBOM KUCIIOThI, pexe — KapbaMase-
IMH ¥ OKCKapba3enuH. JBa maiueHTa mojyJaiy B Kaue-
CTBE COITYTCTBYIOIIEH Tepanuuy JieBeTUpaleTam (KerIpa),
1 13 HUX — B COYETAHUHU C JTAMOTPUIKIHOM.

Crenyet yuuThIBaTh, YTO B HAIll aHAJIN3 OBUIN BKITIO-
YeHbl TOJBKO MALMEHThI C PE3UCTEHTHBIMKM (hOpMaMK
SMIUJICIICUH, paHee IPUHUMABIINE MHOXECTBO JOCTYII-
HBIX B Hacrtosee BpeMst ADII (kak B MOHOTepaIunu,
Tak ¥ B KOMOMHALMM). Y BcexX MALMEHTOB B MPOILIOM
3apeTucTpupoBaHa He3(PPEKTUBHOCTh HE MeHee 3 pa3-
muaHbix ADII, B MOHOTEepanuu MJIM B KOMOMHAIINU,
u B 7 (22,58 %) ciyyasx paHee MaLIMEHTHI MOJydYaln
>8 ADII B pa3IMYHBIX KOMOMHAIIUSIX.

Pesynbmambl u 06cyRaeHue

Dppexmusnocms. B xauecTBe KpuTepus 3 GHEKTUB-
HOCTU MBI MCIIO/Ib30BaId YMEHbIIECHNE YaCTOThI IPU-
CTYIOB He MeHee 4eM Ha 50 % 1o cpaBHEHUIO C UCXOJI-
HBIM YPOBHEM (110 Havyaja IpueMa pybuHamuna). Takke
Mbl PACCUUTHIBAIN AOJIIO HALMEHTOB C IMOJYYEHHBIM

Ippexmusrocms donosnumenvHoli mepanuu pygpuHamudom
Yy Habawdaembix Hamu nayuenmog (n = 31)

Efficacy of adjunctive therapy with rufinamide in the study cohort
(n=231)

Parameter

Number
of patients (%)

‘YMeHbllIeH1e YaCTOThI IIPUCTYIIOB 0oJjee
gyem Ha 50 %
More than 50 % reduction of seizure frequency

14 (45,2)

‘VYMeHbIlIeHUE YacTOThI TPUCTYIIOB MEHEe
yem Ha 50 %
Less than 50 % reduction of seizure frequency

bes apdexra
No effect

5(16,1)

9(29,0)

VxynieHue (arrpaBaliysi)
Worsening (aggravation)

3(9,7)

CMELBbLINYCK 2

TepareBTUIeCKUM 3P HEeKTOM, Y KOTOPBIX YaCTOTa MPHU-
CTYNOB yMeHbIIaiachk 6osee yeM Ha 75 u 90 %, a Takke
OTMeYajiy MalMeHTOB, Y KOTOPHIX Obla JOCTUTHYTA pe-
Muccus (B TOM YUCJIe PEMUCCUsI OMHOIO U3 TUIIOB IIPH-
CTYNOB IPU MPOAOC/KEHUU IIPUCTYIIOB APYIOro THIA),
M IALAEHTOB, OTMETUBILMX YMEHBIIEHUE TSKECTU U IIPO-
JIOJKUTEIBHOCTU IIPUCTYIIOB (CM. TaOJIMILy).

TepaneBTuueckuii 3¢ @ekT (peayKuus 4acTo-
ThI IIPUCTYIIOB He MeHee yeM Ha 50 %) ObUT JOCTUTHYT
y 14 (45,2 %) nauyeHTOB. YMEHbIIIEHUE YaCTOThI IIPUCTY-
noB MeHee 4yeM Ha 50 % otmeueHo y 5 (16,1 %) OONbHBIX,
M3 HUX B 2 CIy4asix IIPUCTYIIbI CTaJIM KOPOYe U Jierye 6e3
CYLLIECTBEHHOI'0 CHIXXEHUsI 1X 4acToThl. ¥Y 9 (29 %) na-
LIMEHTOB Tepanus pybuHaMuaoM Oblia HeddheKTUBHA.
B 3 (9,7 %) cay4asix mpu BBeAeHUH pyUHAMKUIA ObLIO
OTMEYEHO yXyAdlleHue (IMOBBIIIEHUE YaCTOThI IIPUCTY-
noB). Takum obpazom, B rie1oM 3¢ GeKT pa3HOM CTEIICH!
BBIPaXXEHHOCTH OT JIeYeHUS py(pMHAMUIOM ObUT ITOJIydeH
y 19 (61,3 %) mauueHTOB.

IMaLKeHTOB ¢ JOCTUTHYTHIM Te€pareBTUYECKUM 3(-
ekToMm (penykuus npuctymnoB >50 %; n = 14) MOXHO
pa3ne/IUTh Ha HECKOJIbKO ITOATPYII B 3aBUCMMOCTH OT BhI-
PaKeHHOCTH IOCTUTHYTOTO TeparneBTuYecKoro addexra:
BpeMEHHasi pEMUCCHsI BCeX TUITOB ITpUCTYIoB — 2 (6,45 %)
nauueHTa; peaykuust >50 %, Ho <75 % — 4 (12,9 %)
MalueHTa; peayKuust npuctymnoB >75 %, Ho <90 % —
4 (12,9 %) nauueHTa; peayKLKsl BCeX TUIIOB IIPUCTYIIOB
>90 % — 3 (9,68 %) nainueHTa; peMUCCUsI IPUCTYIIOB
OIHOTO THUIIA IPU 3HAYUTEIBHOM YPEXKEHUU IIPUCTYIIOB
JIPYruX TUIOB (IIPU COYETAHMU y MALIMEHTA IIPUCTYIIOB
HECKOJIbKUX TUTIOB) — 2 (6,45 %) nanueHTa (Ipu 3TOM
B 000OMX CJIydasix OTMEYEHO 3HAYUTEIbHOE YPEXKEHUE IIPU-
CTYIOB IPYrOro TUIa: B OMHOM — KYITUPOBaHUE TUIIEPMO-
TOPHBIX TIPUCTYITOB Ha mo03¢ 300 MT/CyT, TeMUKIIOHUYE -
CKMe€ IIPUCTYIIBI COKPATUINCh 10 1 pasza B Hemesto (06ojiee
yeM Ha 90 %); B ApYyroM — KyIMpOBaHUE TOHUYECKUX aK-
CHAJIbHBIX IIPUCTYIIOB IIPY COXPAHEHMU, HO BbIPAXKEHHOM
ypexxeHUU (pOKAIBHBIX MOTOPHBIX IIPUCTYIIOB).

Y 3 manuMeHTOB C €XeIHEBHBIMU MHOTIOKPATHBI-
MU IPUCTYIIAMU, HECMOTPSI HAa OTCYTCTBUE PEMUCCUM
IIpY BBeACHUU pybHHAMUOA, OTMEYEHO 3HAYUTEIbHOE
coKpallieHue rmocieqHux (6osee yueM Ha 75—90 %), uto,
0e3yCIIOBHO, IIPUBEJIO K 3HAUUTEIbHOMY YIYYLIEHHIO Ka-
YeCTBA XKU3HU MALUEHTOB U UX OJIM3KHUX.

JIOMUHMPYIOLIMM TUIIOM IIPUCTYIIOB, B CBS3U C KOTO-
PBIMM Ha3Havacsl pypuHaMum, ObUIM TOHUYECKHE DI~
JIENITUYECKUE IPUCTYIIBL.

BaxHO OTMETUTb, YTO PYyPUHAMUA MPUMEHSIICI
y 9 HAlIMX MalXEeHTOB C IPEANOJ0XUTEeIbHO reHeTUYe-
CKUMHM (hOpMaMHM SIIIETICUH (B TOM YHCJIE C JOoKa3aH-
HOM T€HETUYEeCKON NPpUPOION IPU MPOBECACHUU MOJIE-
KYJISIPHO-TEHETUYECKOTO MCCIeIOBaHUS — B 6 cliyvasix),
u3 HUX y 5 pypmHamunm 0bu1 3D dexTrBeH (BbI3bIBA
YMEHbILIEHNE YaCTOThI U TSKECTU IPUCTYIIOB HE MEeHee
yem Ha 50 %).
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Hammu nanHbIe coriacyloTcs ¢ JaHHBIMU 110 3 deK-
TMBHOCTU pydUHAMKIA, paHee MOJIyYEHHBIMU B 3apy-
OeXHBIX HccliefoBaHUAX. Tak, B OTKPBITOM IIPOAOJIKEH -
HOM HCCJIeIOBaHUU JUIMTEIbHOM Tepanuu pybUHAMUIOM
(n = 124), roe cpenHsig NPOAOKUATENIbHOCTb IPUEMA PY-
¢uHamMuma coctaBuiia 432 qHS, CHIDKEHUE YaCTOThI ITPU -
ctynoB Ha 50 % u 6ojee GbUIO oTMedeHO y 45,1 % na-
LeHTOB [23].

BesonacHocTh 1 3(D(HEKTUBHOCTD IJTUTEILHOM TOIOJ-
HUTEJbHOU Tepanuy pyGpruHaAMUIOM HEJABHO U3ydanach
B SIlmonum y mauuenTtoB ¢ CJIT' B pamKax OTKpPBITOTO IIpO-
JIOJKEHHOTO UCCIeI0BAHUS C IIPEALIECTBYIOINUM 12-He-
JIeTbHBIM MHOTOIIEHTPOBBIM IUIAIIC00KOHTPOIMPYEMBIM
paHIOMU3UPOBaHHBIM HccienoBanueM [30]. MccnemoBa-
HHe 3aBeplII 41 alMeHT, CpeIHee YMEHbIIEHNE YaCcTO-
Tbl TOHUYECKUX Y aTOHMYECKUX IIPUCTYIIOB I10 CPABHEHUIO
C MCXOIHBIM yPOBHEM (IIepe] Ha4aaoM IBOMHOIO CJIEIIOro
HUCCIIEN0BaHMs) B JaHHOM IPYIIe MalleHTOB COCTABU-
10 39,3 % (12 uen tepanun), 40,6 % (24 uen), 46,8 %
(32 nen), 47,6 % (40 ven) u 36,1 % (52 Hen).

bmzkue naHHbIe 110 3G OEKTUBHOCTH OBUTH TIOJTYICHBI
U B JAJIbHEUIINX OTKPBITHIX X pETPOCIIEKTUBHBIX UCCIIEN0-
BaHUsX pyhrHAMUAA, a TAKXKE 10 JAHHBIM 0030pOB JI-
TepaTypbl ¥ METAaHAIM30B COBPEMEHHBIX UCCIICIOBAHMIA.

B uccnenosanne G. Coppola u coanr. (2010, Mtamms)
¢ yyactueM 11 1eHTpoB (MHOTOIIEHTPOBOE OTKPBITOE HC-
cliefoBaHue) ObLIM BKIIIOYEHHBI 43 MaliMeHTa B BO3pacTe
4—34 rona (cpenHwuii Bo3pacT — 15 ner), mepuon gedyeHust
coctaBuia 3—21 mec (cpennuii mepuon — 12 mec). I3 Hux
y 20 manyeHToB ObIT AMarHOCTUPOBaH KpuntoreHHbIin CJIT,
y 23 — cumniroMatnueckuii. CHUXKEHME YaCTOTHI TTPUCTY-
oB 6oJiee yeMm Ha 50 % 6bL10 JOoCcTUTHYTO B 60 % ciiydaes,
s¢pdextuBHOCTh JedeHus pu CJII' B cpegHeM cocTaBuiaa
38 %. B aTOM uccienoBaHUM ObLUIO MOKA3aHO, YTO Pydu-
HaMu[I Takke 3G OEKTUBEH U TIPU APYTUX (hOPMAX SITUTIET-
CHH, B TOM YHCIIe TTpY (DOKAIBHOM armiericuu [16].

DddexTuBHOCTh pydrHAMKUIA, TTO JTaHHBIM 0030pa
G. Coppola u coanr. (2014, Mtanus), BKIIIOYABIIETO JaH-
Hble auTepaTypbl 0 600 manueHTax JETCKOro Bo3pacTa,
coctaBuia B cpeaHeM 38 %. B pamkax gaHHOro 0630pa
TakKKXe OBbLIO MOoKa3aHo, 4To pyduHamua 3pdeKTuBeH
U TIpU IpYTuX hopMax SIMIICTICUM, BKIIOYas U (pOKaIb-
Hy1o snuerncuio [15].

B paHaoMu31upoBaHHOM KJIMHMYECKOM UCCJICIOBAHIUI
Y. Ohtsuka u coaBt. (2014), BKiIogaBiieM 59 malMeHTOB
¢ CJIT B Bo3pacte 4—30 et (13 HuX 29 moayvyanm pybu-
Hamun, 30 — miane6o0), cpeaHsIs peayKIIvs YaCTOTHI IIPH-
CTYNOB Bcex TUIOB coctaBmna 32,9 u 3,1 % nipu npueme
pybuHaMmmma 1 riame6o coorserctBeHHO (p <0,001) [30].

HccnemoBanue H.A. Wier u coaBt. (2011) Bkitoga-
o 138 mereit ¢ CJII. CpenHuii mokas3aTeiab peayKINU
0O0I1eil YaCTOTHI IIPUCTYITOB cocTaBuia 32,7 % B rpyiimne
pybunamuga u 11,7 % — B rpyniie mwiane6o (p = 0,0015)
U COXPaHSUICS B MPOIOJIKeHHON (ha3ze mccaemoBaHuUs
[34].

CMEUBbLIMYCK

B perpocnextruBHOM uccienosanuu E.H. Lee u coaBT.
(2013, Kopest) yaactBoBanu 23 mamrenTa ¢ CJIT' B Bo3pa-
cte 4—22 rona. Y 43,5 % 13 HuX ObUIO JOCTUTHYTO CHIKE-
HHE YaCTOThI PUCTYITOB 0oJiee yeM Ha 50 % [27].

Ileperocumocmo. J171s1 OLICHKU TIEPEHOCUMOCTH Te-
pamuu MBI U3ydaayd 9acTOTY BCTPEIAEMOCTH MOOOUYHBIX
3P (HEKTOB y HAIIMX MAlIMEHTOB, WX TIKECTh, ONpeIeIs -
JIM JIOJTIO TAIIMEHTOB, Y KOTOPHIX IIperapaT ObLI OTMEHEH
B CBSI3M C MOOOYHBIMU 3(p(peKTaMu Teparnu.

B GonblinHCTBE cayyaeB OTMedeHa Xopolllasi IepeHo-
CUMOCTbh py(pUHaAMKIA. Y HaIlIMX ITallMEHTOB ObLIN 3aper-
CTPUPOBAHHI ClIeAYIONINE TOOOUHBIE 3(P(PEKTHI: CUHAPOM
HACUJILCTBEHHOI Hopmaiu3auuu — 1 (3,2 %) cayyaii
(TIpemapat ObLT OTMEHEH, HECMOTPSI Ha BHICOKUIA TepaIieB-
THIeCKUi 3(pPeKT); MOBBIITICHHAS Pa3IpakKUTECIbHOCTD,
HEPBO3HOCTD, IIAKCUBOCTh — 2 (6,45 %) ciydast; COHJIM-
BocTh — 1 (3,2 %) cayyaii (mpermapaT OTMEHEH B CBSI3H
¢ oTcyrcTBHeM 3ddekTa); KoxHas cbinb — 1 (3,2 %) ciy-
yaii (mperapaT OTMEHEH B CBSI3M C OTCYTCTBHEM 3(PdeKkTa).
B 1 (3,2 %) cnyuae nipu BBeieHUN pyHUHAMEIIA POTATETA
OTMETWJIN Y TTAIIMEHTA TPAH3UTOPHOE HAPYIIICHHE TTOXO/I-
Ku. B cBS31 ¢ BEICOKMM TepareBTiIecKnM 3¢ dexrom (pe-
JYKIIMS 9aCTOThI IIPUCTYIIOB GoJjiee ueM Ha 90 %) mpuem
pyduHamMuma ObUT IPOJOIKEH, U X01b0a HOpMaIU30Ba-
Jlach Ha (hOHE MPOJOKEHUS TEPAIIUU.

B niennoM mo6ouHblie 3¢ GeKThI TEpary pyOUHAMUIOM
oTMe4deHbI Y 6 (19 %) nmauueHToB 1 ToibKO B 1 (3,2 %) ciy-
yae (CMHIPOM HACWILCTBEHHON HOpMaJIM3allii) CTaIu
HEMOCPENCTBEHHOMN IPUYMHOU OTMEHBI TIperapara.

[NomydeHHBIC HAMM JaHHBIE COTJIACYIOTCS C Pe3yIIbTa-
TaMU paHee IPOBEIACHHBIX 3apy0e:KHBIX UCCICIOBAaHMIA.
Bo MHoOrux nccienmoBaHuUsIX ITOKa3aHa JOCTATOIHO XOPO-
1ras mepeHocuMocTh pypuHamuga. K Hanbonee yacto
BCTpeyvarommuMcs nobouHbsIM 3ddexTamMm pydbuHamMuga
OTHOCSIT YCTAJIOCTh, CHUXKCHUE aIllleTUTA, IIOBEACHICCKIE
HapyieHus [22, 23], COHTUBOCTD, TOJIOBOKPYKEHUE, AV~
ronuio, TourHoTy, atakcuro (D.T. Hsieh u E.A. Thiele,
2012), pazapaxxuTeabHOCTh, pBOTY (G.D. Montouris u co-
aBT., 2014).

B nepBoM m1ane00KOHTPOJIMPYEMOM PaHIOMU3UPO-
BaHHOM KJIMHUYeCKOM uccienoBanuu ¢assl 111 pyduna-
muga y 138 manuenToB ¢ CJT (12-HemeabHBIN epuoO,
neyenus) [20] yacThie HexKenaTeIbHBIC SIBJICHUS (BCTpeYa-
IoIMecs ¢ 9acToToit oT >1/100 mo <1/10) BKIIO9aId CHUA-
KEHHE MacChl Tejla, aHOPEKCUIO, HapyIlleHHe IMUIIEBOTO
moBeacHMsI, cHIDKeHue armeTtuTta (>1/10). Co cTopoHBI
IMOBEICHYECKOI cpephl KakK yacThiii (oT >1/100 mo <1/10)
MOoOOYHBIN 3(PPeKT ObLIa 3aperucTpUPOBaAHA TOILKO Tpe-
Bora (=1/10). [IpyHIUIIMATBEHO BaXKHO, YTO HEXKEJIaTeIb-
HBIX 3(P(HEKTOB CO CTOPOHBI KOTHUTUBHOI cephl OTMe-
yeHo He 6bu10 [20].

B uccnenoBaHmsIX, TOCBSIIICHHBIX OIICHKE IIEPEHOCH -
MOCTH py(brMHaAMUIA Y IeTeli, MOydYeHbI OJIarONpUsITHRIC
ImoKasaress ImepeHocuMocTt. Hampumep, mo pesynbra-
TaM MeTaaHajIr3a JaHHBIX 7 KITMHUYECKUX UCCICI0BaHMI
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0€30I1aCHOCTH U IIEPEeHOCHUMOCTH pydUHAMUIA y neTeit
¢ srmuericueii [33] HanmboJiee YacThie HeXeJlaTeJbHbIE
SIBJIEHUSI BKJIIOYAIM COHJIMBOCTD (17 u 8 % mist pyduHa-
MKJA U IUIaleb0 COOTBETCTBEHHO), pBOTY (16,5 1 7,1 %
Il pyrMHaAMHUOA U IU1ale0o cooTBeTCTBeHHO). Ilcu-
XHUATPUIECKUX TTOOOYHBIX 3P PEKTOB, YaCTOTa KOTOPHIX
npessbiiiana 661 10 %, He 3apeructpupoBaHo. Tonoso-
KpYXeHUe Yallle BhISIBJISLUIOCH Y MoAPOCTKOB (12 % mon-
POCTKOB I10 cpaBHeHUIO ¢ 4,2 % nmereit maaaiie 12 jeT).
3aperucTpupoBaHbl 5 CaydyaeB CUHAPOMA TUIIEPYYBCT-
BUTEJIBHOCTH, BCE OHU ITOCJIE OTMEHBI IIpernapara Ipe-
TepIiean odpaTHoe pa3BuTue. HexenarelbHbIe SIBJICHUSI,
IIpUBEAIIMe K OTMEeHE pyruHaMuAa, 3aperucTpUPOBaHbI
y 7,1 % nauueHTOB B ABOMHBIX CJIEIBIX UCCIEI0BAHUSIX
ny 12,55 % nauueHTOB B IBOMHBIX CJIEMBIX UCCIEA0BA-
HUSX ¢ TOCTeAyIonei oTKphIToi azoii [33]. B uccieno-
Bannu H.A. Wier u coaBt. (2011) ¢ yuactuem 138 mereit
(cpegHmii Bo3pact — 12 j1eT), KOTOphIe Moydanu pypu-
HaMMJ, B KayeCcTBe JOIMOJHUTENbHON Tepanuu nipu CJIT,
HanboJiee YacThle HeXeJIaTeIbHbIC SIBICHUST BKIIIOYAIN
TOJIOBOKPYXEHHE, YCTAJIOCTh, TOIITHOTY, PBOTY, TUILIO-
MU0 Y COHJIUBOCTH [34]. B 1BOitHOM ClIeTIOM paHIOMMU-
3MPOBAaHHOM ILJIAIICOOKOHTPOIMPYEMOM MCCIeIOBAHUH
T. Glauser u coasrt. (2008) ¢ yuactuem 138 manmeHTOB
¢ CJIT B Bo3pacte 4—30 et HexXeNaTebHbIE SIBICHUS
ObLIM 3aperMCTPUPOBaHbI MpUMepHO y 10 % mauueHToB,
noJryyaBimx py¢uHamua. Hanbonee yacto HabIOIaIMCh
coHMBOCTh (24,3 1 12,5 % g pybuHamuaa v miaie6o
COOTBETCTBeHHO) 1 pBoTa (21,6 1 6,3 % nst pybuHamuaa
1 IU1a1e00 COOTBeTCTBEHHO) [20].

[To HamuMm naHHBIM, B 1 (3,2 %) ciyyae BO3ZHUKIIA
KOXHasl Chllb. B Apyrux vccnenoBaHusIX TAKXKe OTMEYEHBI
pelKue cliydan NOSBIICHUS aJUIEPTAY€CKON KOXHOM ChIITU
mpu npueme pypunamuna (J.R. Joseph u coasr., 2011)
[32]. B uccaenopanum S.H. Kim u coast. (2013), BKIIO-
yaBIeM 53 AeTeid, mojiydaBIInX py¢puHamMum, B 1 ciydae
Ipenapar ObLT OTMEHEH B CBSI3U C Pa3BUTHEM aJUIeprude-
CKOU CHITIM (TIOSIBMJIACH Yepe3 2 MeC MOCIe BBEACHUS py-
¢duHAMMIA, UcUe31a yepes 5 THel ITocie OTMeHHBI). B mc-
cnenoBanuu G. Kluger u coast. (2010) ormeuena 6omee
BBICOKASI, II0 CPAaBHEHMIO C IUIAIe00, YacToTa pa3BUTHUS
KOXKHOI CBINK npu nipueme pypuHamuna — 2,7 % [23, 24].
PaszButue cbinu ObLJIO OTMEYEHO U B APYTUX UCCIEI0BA-
Husx [30].

Ml 3apeructpupoBaiu 1 ciiyyaid peaKoro ocjiox-
HEHMST — TOSBJICHNE KIMHNISCKUX ITPU3HAKOB IICUX03a
(BO3MOXHO B paMKax CHHIPOMAa HaCUJIbCTBEHHOM HOpMa-
mm3anun). Y naryenTa 10 get ¢ amarHozom OKJI u cumi-
TOMaTUYECKOM (DOKAILHOM SIMMIETICUU BBeAeHUE pyhU-
HaMMIIA B JOMNOJHUTEILHOM Tepanuu (2-M IIperapaToM)
B 103¢ 800 Mr/cyT mpHUBeJIO K IOJTHOMY IIPEKpaIleHUIO
MIPUCTYIIOB Ha HECKOJIbKO Henelb. Ha 3ToM hoHe BO3HM-
KJIY TIPOSIBIICHUS TICKX03a (BO30YyXIeHUe, KPUK, HeuJe-
HOpaszaebHas pedb, OTCYTCTBME KOHTAKTa, HeaaeKBaT-
HOE ToBeieHne). DTo ObUT eAMHCTBEHHbIN CTyJail cpeaun

CNELBbLIMYCK

HAIlIMX MallMeHTOB, KOraa IMo00YHbIe 3(PDEKTH Tepanun
CTaJIv IIPUIMHOM OTMEHBI ITperapaTa, HeCMOTPSI Ha BBICO-
Ky10 3(p(peKTUBHOCTD JiedeHU (Y mallMeHTa ¢ pe3UCTeHT-
HOM K Tepanuu (popMoii SIUIEIICUM OblIa JOCTUTHYTA
peMmccus). B murepaTtype MBI He HAIlUTM OMTMCAHMI MO-
JIOOHBIX CIy4yaeB Mpu snuiencum [9, 21].

B 11e;10M aBTOPHI MCCIeIOBAaHMIT OTMEYAIOT XOPOIITYIO
MepPeHOCUMOCTD py(prHAMMIA B OTHOIIICHUY KOTHUTUB-
HOM Y TICUXWYECKOI cephbl OONbHBIX aruiencueir. Or-
MEUYEHO OTCYTCTBHE HETaTUBHOT'O BIMSIHUS HA KOTHUTUB-
HbIe (PYHKIIUN, IICUXMIECKYIO chepy U OBeACHUE, B TOM
yucie y aereil. B HegaBHO ommy0JIMKOBaHHOM 0030pe JIn-
teparypsl (¢ 2002 mo 2016 1), oLleHUBAIOIIEM BIUSHUE
10 HOBBIX ADIT Ha KOTHUTUBHBIE (PYHKLIWU y geTeit [29],
pydrHAMUI TTOJIYYIIT BEICOKYIO OLIEHKY IT0 ITOKa3aTesIsIM
MMepPeHOCHMOCTH 1 HapaBHE C JIAMOTPUIKUHOM OTHECECH
K IIperaparaM ¢ HalIydIiei mepeHOCHUMOCTBIO B OTHOIIIE-
HUU KOTHUTUBHBIX U TOBeneHIeCKMX yHKuii. [To MmHe-
Huto G. Coppola u coanr. (2014), pybuHamMun nMeeT
CYILIECTBEHHO OoJiee OJIarONpUSATHBIN TPOGUIb KOTHU-
TUBHBIX TOOOYHBIX 3 (HEKTOB IO CPABHEHUIO C APYTUMU
ADII [15].

BaxHo OTMETHTB, YTO, IO HAIIMM JAaHHBIM, KaK Ca-
MM MMAIIMEeHTHI, TaK U UX POAUTEIIN HE OTMeUaIn Hebraro-
MPUSITHOTO BIUSIHUS Tepaniy py(puHaAMUIOM Ha pPa3BUTHC
¥ KOTHUTUBHBIC (DYHKIINY TTAIIUEHTOB.

Ilpuuunsr ommensl u noKkazamens y0epicarus Ha me-
panuu pygunamudom. Toabko B 1 (3,3 %) ciayyae (cuH-
IPOM HACWILCTBEHHOI HOpMaJIM3alMN) II000YHBIC (-
¢eKTHI Tepanuy CTaaud MPUINHON OTMEHHBI IperaparTa.
B ocTanbHBIX caydasix IpUIMHAMHU OTMEHBI ObUIM yda-
IeHue MpucTynoB (3 manueHTa), oTcyTcTBue 3(pdekra
(9 mammeHTOB), yTpaTa NepBOHAYAILHOTO XOPOIIIETo (-
¢exTa (B cOUYCTaHNU C SKOHOMUYECKUMU IIPUINHAMM)
(7 marmeHTOB), 5)KOHOMUYECKIE TIPUINHEI (IIPH XOPOIIIeM
TeparneBTuIecKoM 3ddexre) (1 mammeHr).

B Hacrosee BpeMs 10 manyeHTOB MPOAOIKAIOT IIPH -
HUMAaTb pypruHaMu (IToKa3aTeab yaep:KaHusI Ha TepaIiu
JUIMTEJILHOCTBIO >6 Mec cocTaBisieT 32 %).

I[IpomoaXxuTeNpbHOCTh TEpanuu pyDHUHAMHIOM
y HalIMX MalMeHTOB cOoCcTaBiisieT <6 Mec y 16 OOJBHBIX,
>6 Mec —y 17 (u3 HuX >12 Mec — y 5), 1 mauMeHT Mojy-
yaeT pypuHaMum >2 JIeT.

CrenyeT y9MTBIBAaTh, YTO MBI BKJIIOYAJIM B aHAJIU3
TOJIBKO TTAIIMEHTOB C PE3UCTCHTHBIMU (hOpMaMM DM -
JITICUY, paHee MPUHUMABIINX MHOXECTBO ITOCTYITHBIX
B HacTtosinee BpeMst ADII (kak B MOHOTepanmuu, Tak
1 B KOMOMHAIMK). Y BCeX MALMEHTOB B MPOIIIOM 3ape-
rucTpupoBaHa Hea(PEeKTUBHOCTh He MeHee 3 pa3TuUHbIX
ADII, B MOHOTEepanuu Ui B KOMOMHALIMK, U B 7 CITydasix
paHee mauMeHTHI monydanu 6onee 8 ADII B pasmmaHbIX
KOMOMHALMIX. DTOT (aKT M3HAYaJIbHOM PEe3UCTEHTHO-
CTH TIAIIMEHTOB K JICYCHUIO CJICAyeT YUUTHIBATh IIPU MH-
TepIpeTalny MOIYIYSHHBIX JaHHBIX, KOTOPEIE HE MOTYT
OBITh KCTPAIIOJIMPOBAHBI HA MOMYJISIIUIO IMAIIMEHTOB
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C HEYCTAaHOBJICHHOM pe3MCTEHTHOCTBIO K JiIeYeHUI0. MOoX-
HO IIpeaIojaraTh, YTo MpuMeHeHne pypruHamuaa Ha 60-
Jiee paHHUX 3TallaX JICUeHUSI, 10 YCTAaHOBJIEHHOI dap-
MaKOpE3MCTEHTHOCTU, a0 Obl elle 60jee BbICOKHE
PE3YJIBTaTHI.

[IpencrapiseM onucaHne HAOIIOTAEMOTO HAMU CIIy-
yasg 3¢ GEeKTUBHOCTU py(pUHAMUIA Y TTALIMEHTA C TeHETH-
yecku 00ycnosiaeHHbIM CJIT (mytanus B rene TBC1D24).

Knunuyeckuii cnyaii 1

Hayuenm I' U., 20 rem (1998 e.p.). Habawdaemcs
6 UITHD um. Cem. Jlyku c urona 2006 . (c éo3pacma 8 rem)
¢ duaenozom CIIT (npednonodcumenvro eeHemu4ecko mu-
0/102Ult) ¢ CepUIIHbIMU MOHUMECKUMU aKCUANbHBIMIL, MUOKAO-
HU"ecKUMU NPUCMynamu, Amunu4HsIMy abcancamu u ouia-
mepanbHbIMU MOHUKO-KAOHUYECKUMU NPUCIMYNAMU.

Ilepunamanvrulii anamues: pedbenok om 1-ii 6epemerHo-
cmu, npomekasuieil Ha ¢hone anemuu; I-e poosl, Kecapego
ceueHue (603pacmuas nepeopooauLas: 603pacm mamepu —
38 nem), macca meaa npu poxcdenuu — 3500 e, 3akpuqan
yepes 1 mun, evinucan Ha 10-ii dens. Hacaedcmeennocmo
He omsieoujena. Eouncmeennwiii peberok 6 cemve. Pannee gu-
3utecKoe U MOMopHoe pasgumue no ospacmy. Peus: nepsoie
cnoga ¢ 1200a 5 mec.

AHnamues 60ae3nu: debrom npucmynog ¢ 3 eoda 4 mec
(27.07.2001). Ilepauiii npucmyn npousouien 0 8pems uepbi:
pebeHOK ynan, noseuaucs nena u3o pma, KAoOHU4ecKue no-
depeusanus KoHeyHocmeil, npucmyn oauacs 0o 3 MuH, nocae
npucmyna pebenok 60300H06un uepy. Bmopoii npucmyn: ue-
pe3 Hedeato, ympom — KAOHUYeCcKue nodepeusanus pyK, ek,
HOe, pebeHOK CMOosin, Ha 00PAWeHHYI0 pedb He peasuposan,
0AUmenbHOCMb NPUCMYNA 00 3 MUH, NOCAE NPUCMYNA — COH.
Tpemuii npucmyn: uepe3 10 Oneil, 60 cHe, n00 ympo — KA0-
Hu4eckue nodepeusanus 6ex, pyK u Hoe 0AUmenbHOCMbIo
00 2 MuH.

Heesponoe no mecmy dcumenscmea HazHauun enobap-
ouman na Houv. Ha gone npuema gpenobapbumana noyHoie
npucmynsi npodoaxcasuce 1 paz ¢ cymku neped npodysicoe-
Huem. B amo epems nossuauce kusku, a maksice 3nU3006l
8 sude nodeubanus Hoe (¢ hadeHuem Ha KOAeHU Ul Ha 00HO
KoneHo) ¢ uacmomoii do 13 paz 6 cymku.

Ilocae nposedenuss MPT nod napko3om yuacmuaucs
npucmynel 8 8ude Kugkog 0o 15 paz é cymku, nosasuiuce
npucmynol ¢ nadenuem Hazao (3anpokudvieaem 20108y HaA-
3a0 — nadaem Ha3ad), nadenus HA KOAeHU, SNU300bl 8 GU-
de 3anpoKudbléanUs 20108bl, KOMOPbIe HE 80 BCEX CAYUASAX
conposodcdanucy nadenuem. B yeaom, co croe mamepu na-
yuenma, y pebeHka ommeuanrocs okoao 20 pazHeix munog
npucmynos.

B aseycme 2001 2. henobapbuman ommeHeH U HA3HA4eH
saavnpoam (denakun xpoHo) 6 doze 250 me 2 pa3a 6 deHb
(500 me/cym). Dpghexma ne ommeuanocs.

Jlanee Ha pone meuenus 3a60nre6anus nayueHm no-
ayuan muHoeouucrennoie Al (npenapamer 6anrvnpoesoi
Kucaomeol, AamMompuodicun, monupamam, genodbapbuman,

CMEUBbLIMYCK

Aegemupayemam, Kapoéamasenut, KAOHA3enam, SMoCcyKcu-
MUd, okckapbazenut) KaK 6 MOHOMepanuu, mak U é pazHuix
KOMOUHAYUAX, 0OHAKO 8bIPpAdCeHH020 3¢hpekma om aHmu-
InUNENMUYECKOLl mepanuil NoAyHeHo He Oblao.

B danvHeiiwem 6 kapmuHte 601e3HU 8bIA6A10CH COHemMa-
Hue InuNenmu4ecKux npucmynos Heckoavkux eudog. Ilpu-
Cmynsl HO XapaKkmepy cepuiiHble MOHUYECKUe aKCUANbHble,
MUOKAOHUYeCKUe, AaMUnuYHble abCancol U buiamepanbhle
cydopoxcnsie. Ejcednesnvie, 603HUKAOM MHO2OKPAMHO
6 CYmKU, pe3ucmeHmHbie K mepanuu.

Heespoaoecuueckuii cmamyc: aeekuii npagocmopoHHUl
yeHmpanvHulii cemunapes, 6oaee gvipadicer 8 pyke. Jlegopy-
Kocmeb. Jleuscenus 3amednentsie, ckogantvie. Unmennek-
myanvHblil Oepuyum cpeoHeil cmeneHu; NAYUEHM YHUMCS
Ha domy nO 8CNOMO2aMeNbHOL NPopamme.

MPT (2001 e., Kazans) u svicokopaspewarouyas MPT
(2014 e., ©oxmepoud, lepmanus): namonozuu He 8vlséae-
Ho. lenemuueckue uccaedoanuss ¢ Ucnoab308aHueM NAHeAU
eeHoe «Heeponoeuueckas» (2015 e., Mockea) namoaoeuu
He gblasUAL, 00HAKO nposederHoe 6 lepmanuu uccredosanue
(3nunenmonoeuteckas Naneab 2eH08) 8blAGUND 2eMePO3UL0M -
Hyro mymayuio 6 eene TBC1D24 (c. 641 G>A; pArg214 His).
Mymayuu 6 dannom eene accoyuuposatsvl no baze OMIM
¢ anuAenmu4eckoil SHyeparonamueil MAadeH4ecK020 603pa-
cma 16-e0 muna. Obcaedosanue pooumeneil He NPOBOOUAOCD,
xoms U 0bi10 pekomerdogano. Ilo dannbim aumepamypel,
mymauus 6 eene TBC1D24 seasemcs npuvunoil snusenmu-
YecKoil SHyegaronamuu MAa0eH4ecK020 803pacma 8 20Mo3u-
20MHOM COCIMOAHUL, HO 8 AUmepamype npeocmagaeHsl Aullb
eOuHUYHble CAYYaU, U 8 Hacmosiujee 8pemMsi Mbl He MOICEM
uckarouume, umo cumnmomoxomnaexc CJ/II'y naweeo na-
yuenma ceészan ¢ mymayueil 6 eene TBC1D24. Knunuueckuii
2eHemuK, KOHCYAbmMuposaswuil nayuenma @ lepmanuu, cuu-
maem smy Mymayuro ¢ 8biICOKOI 8epOSMHOCHbIO OMEEemc-
6eHHOIl 3a pa3sumue 0aHHO20 3a001€6aHUSL.

Mmnoeoxkpamuo nposodunuce 33I'u BOM. BOM (2015 e.,
17 nem): pecucmpupyemcsi Myabmupe2uOHAaAbHAs INUAEN-
MugoOpmMHAs AKMUBHOCMb BbICOKUM UHOEKCOM 8 COYeMaHuu
¢ MeoneHHbIMU Ough@y3ubimu paspadamu. boavwuncmeo
ougghysrnuvix paspsdoe emopuuHoll bULAMePanbHoll CUHXPO-
HU3AYUU HAYUHAIOMCS U3 NPABOLL BUCOUHOU obnacmu. 3a-
peeucmpupogarsl I -nammeprsl amunuutbix abcancos.

3a nepuod Habawldenus 3gpgpexma om npuema mMHo20-
yucaenuvix ADII 6 paznsix KOMOUHAUUSAX NOAYHEHO He ObLAO.

Buwone 2015 e. (6 sozpacme 17 nem) pydhunamud 6 doze
1200 me/cym dobasaen 6 mepanuto (KombuHayus neeemu-
payemam 1000 me/cym + aamompudxcun 300 me/cym). Tu-
mpayuio pygunamuda nposoduau no 400 me é nedenio.

B nacmosuee epems noayuaem pygpurnamuod >2 aem ¢ xo-
powium dghghekmom: cHudiceHue o0bueil Hacmomsl NPUCMYNO8
Ha 40 %, cHudicerue Hacmomul OUAAMEPANLHBIX CYOOPONCHBIX
npucmynog Ha 70 %. Takice KOHCMamuposaHo ymeHvuie-
HUue maxcecmu u npodoAICUMENbHOCMU NPUCMYNO08, 0CO-
benHo buramepanvHbvix cydopodrctovix. Caredyem ommemums,
4mo 3a ce épemsi HAONOOeHUs Y Nayuerma 6nepeasie NoAYHeH
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8blpadiceHHblll 3ghpekm Ha mepanuro — nocae 8gederus py-
Qunamuoa.

Tepanuto nepernocum xopouio. Ilobourvie 3¢pgpexmot om-
cymcmeyiom.

IIpencraBisieM KIMHUYECKUI TIpUMEP BHICOKOM 3(-
¢dexTUBHOCTU py(prMHAMMIA y allMeHTa ¢ papMaKope3u-
CTEHTHOM CTPYKTYPHOM (POKaITBLHOM srujiercueii ¢ (peHo-
kormeii CJIT BcinencTBre ocTporo HapyIeHUsI MO3rOBOTO
KPOBOOOpAIIEHUS B MJIQJICHUYECKOM BO3pacTe HESICHOM
STHOJIOTHH.

Knusuyeckui cnyyaii 2

Hayuenm T.C., 5 aem (2012 e.p.). Habarwodaemcsa
6 MIHD um. Cem. Jlyku ¢ duaecHo3om «CmpyKmypHas
gokanvuas snunencus (gpenokonus CJI), papmaxopesu-
CmeHmHoe meuenue; 0emcKuil yepeopatbHuiil napaiuy, npa-
60CMOPOHHUIL 2eMunapes; NPAGoCMOPOHHAA 2eMUAHONCUSL;
3adepiicKa ncuxopeuesozo pa3eumus».

Ilepunamanvrulii anamues: peberok om 1-it 6epemenHo-
cmu, npomekasuieil Ha hoHe npuema gpakcunapuna; omme-
YaAUCh XPOHU1ECKas 2UNOKCUS U 3a0epicka GHympuympoo-
Ho2o pazeumus naooa. B konye 6epemennocmu y mamepu
pazeuacs duabem 6epemenuvix. Pooet 1-e, na 38-ii nedene,
camonpou3ssonvHole. Ilpu poxcoenuu macca meara — 2600 e,
pocm — 48 cm. U3 poddoma evinucan Ha S-e cymku.

Anamnes 3aboneéanus: 6 so3pacme 1 mec na ghone eHeut-
Heeo 61a20NnoayHus 603HUK CHOHMAHHbIL IKXUMO3 HA NPABOL
DPYKe, U 6 meveHue Hedeau nocae 3mMo20 NOCMeNneHHo Hapa-
cmanu 8s10Cmy, CHUdICEHUe annemuma, pebeHoK cman om-
Kasvieamocs om eobl. B eospacme I mec 1 Hed pazsuacs eeme-
PaAU308aHHbLIL CYOOPOINUCHBLI NPUCMYA, C KOMOPbIM pebeHOK
Obl1 SKCMPEHHO 20CNUMANU3UPOBAH 8 OmOeeHUe PeaHumMa-
yuu U uHmeHcueHol mepanuu. luazHocmupoeano cnoHmat-
HOe napeHxXuMamosHoe KpogousausHue ¢ pa3eumuem 2emu-
napesa, eemuanoncuu. Ilpuuuna uncyabma He ycmauoegneHa,
ucka4eHbl Helipoutngexyuu u 60ae3nu kposu. /leueamensroe
pasgumue npouUcxooum c 3a0epiuckoil Ha (oHe npPagoCcMopoH-
Heeo eemunapesa, YeHmpanbHo20 HapyuleHus 3peHus u epyooil
3a0epicKU NCUXUUecko20 U pe1egozo paseumus. B éospacme
1 200 2 mec npu ocmpoii pecnupamopHoii 8UpycHol uHgeKuuu
¢ nosvluteHuem memnepamypol meaa 00 38 ‘C 603HUK 00HO-
KpamHblil heOpunbHbLi npUCMYN 8 8ude KAOHU4eCKUX nodep-
2UBAHULL NPABLIX KOHEUHOCMell 6e3 806/1eHeHUsI MUMUYECKUX
Mbluy, He conpogoxcoasuiutics nomepeil co3uanus. Ilocae
91020 CManu pe2yasapHo 803HUKAMb agedpuabHble Henpogo-
yupyemole eeMukaonu4eckue npucmynst. Bo epems neenybo-
K020 cHa (HO4bio U OHeM) OMMeHanucy eunepKuHemuvecKue
npUCMYNbL, HAYUHABUIUECS C MOHUYECK020 HANDPINCeHUs.
npaeoil pyku u 1e6oil Hoeu (npucmynsi no muny yugpot 4).

Cmapmoebim npenapamom Obli HA3HAYeH Aegemupaye-
mam ¢ nocmeneHHbvIM Hapawusanuem 003vl. lemukionuue-
cKue npucmynsi Oblau Kynuposausi Ha doze 50 me/ke/cym,
2UnepMomopHble npucmyns. cmanu pesce. Yepes 3 mec no-
cne Kypea 08ueamensHoll peabusumayuu (oiima-mepanus,
AeuebHas guauyeckas Kyavmypa) npucmynst 060ux munog
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cmanu 603HUKAmMb 8 600pCME0BAHUU U NOCHENEeHHO y4a-
waaucy, 3amem NpUCOeOUHUAUCH 3AMUPAHUS C YACbIM
MopeaHnuem, 3apezucmpuposantsie npu BOM kak okyno-
monuueckue npucmynsi. Onu ommeuansucy 5—7 pas é cym-
xu. Jloza nesemupayemama ygeauvera do 60 me/ke/cym,
dobaeren monupamam ¢ NOCMeENeHHbIM NOBblUICHUEM
0o 6 me/ke/cym — be3 aghgpekma. llobasaenue earonpoesoii
KUCAOMbL 8 MUKPOSDAHYAAX NPUBENO K HEKOMOPOMY ypedice-
HUW NpUCmMynos, 00HaKo npucmynst 3 udoe npodoadica-
Aucsy edxcedHesro. Beudy neagpgpexmuenocmu nocmeneHHo
ommeHeH monupamam, 3amem aegemupayemam. Ha ghone
MOHOmMepanuy 8aabNPOaAmMom COXPAHNUCh OKYI0MOHUYECKUe
U HOYHble NPUCMYNbL, 00HAKO GO3HUKAA MPOMOOUUMONEHUSL.
Moza earvnpoama cHuxcerna do 20 me/ke/cym, 6 mepanuro
86edeH pyhunamuo ¢ nocmeneHHsIM nogvluieHuem Ha 200 me
1 pa3 6 nedearo. Ha doze 600 me/cym kKynuposarucs eemu-
KaoHuueckue npucmynst. Ilo docmuxcenuu 0o3or 400 me
2 pasa 6 OeHb nos8uAUCy 8030yIcOeHUe, pa3dpaxcumens-
Hocmb, aymoaepeccus. llpu chusxcenuu 003wl pygunamuoa
do 600 me/cym nosedenue gepuynocs Kk ucxoornomy. Ilo mepe
npuema pyghunamuoa 6 meuenue 2 mec NOCMeNneHHO Ucue3nu
moHUuYecKue u OKy10moHu4ecKue npucmynsi. B nacmosuee
8peMsi OMMeaomces BPUCMYNbL ¢ POKANbHBIM HA4AA0M 8 BU-
de 0poarUMeHMAapHbIX A8MOMAMU3MO8 NpU NPOOYICOeHUU
¢ uacmomoii 2—3 paza 6 Hedenro. B ueaom ommeueno ymeHo-
uwerue yacmomol npucmynos bonee wem na 75 %. Ha gone
npuema pyghunamuda ommeueHo 3HAUUMeNbHOe YayuuleHue
DAl -kapmunbl 6 8ude CHUIICeHUs UHOeKCca INUAenmu@opm-
HOU aKMUBHOCMU.

neenoii BOM 6 4 eoda (puc. 1, 2): myassmupeeuo-
HAAbHAS SNUAENMUDOPMHAS AKMUBHOCMb KPAHe 8bl-
coxum (!) undexcom. B cocmosnuu 600pcmeosanus 3a-
pe2ucmpupo8an 3nuUlenmuvecKui. npucmyn no muny

), o e f il 1
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Puc. 1. lHayuenm T.C., 4 200a. Dnexmposnyepanoepamma 600pcmeosanus.
Ilepuoduueckoe pecuonanvHoe 3amednenue no 1e6biM A0OHBIM OMBEOCHUSIM.
Mynvmupeeuonanvias u Oug@y3Has 6blCOKOAMNAUMYOHAS NUK-B0AHOBAS
AKMUBHOCMb, GbICOKUM UHOCKCOM, NPEUMYULeCIMBEHHO NO Ae6bIM N00HO-6U-
COUYHBIM 0MEedeHUsAM ((heHoMeH napadoKcanbHOU Aamepatu3ayuiL)

Fig. 1. Patient T.S., 4y. o. Electroencephalogram during wakefulness. Re-
gional periodic slowing is detected in the left frontal leads. Multiregional and
diffuse high-amplitude spike-and-wave activity with a high index is primar-
ily detected in the left frontotemporal leads (phenomenon of paradoxical la-
teralization)
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Puc. 2. ITayueum T.C., 4 co0a. Inexkmposnyegharoepamma cha. Myaomu-
Pe_UOHANbHAs U OUPPY3HASL FSNUNeNnMUPOPMHAS AKMUBHOCIYb KPALIHEe 8bl-
COKUM UHOEKCOM

Fig. 2. Patient T.S., 4 y. o. Electroencephalogram during sleep. Multire-
gional and diffuse epileptiform activity with an extremely high index

KUBOK — 3amupanue — 0CMAaHO8KA 830pa 00HOBPEMEHHO
¢ oughgpy3uvim npobecom 6bIcMPOBOAHOBOIU AKMUBHOCU
C aKUeHmom caeed, ¢ nocAeO0yUUM YnAouleHueM Ouoanex-
mpuyeckoi akmuenocmu. [Ipukpeiganue ek ¢ 3a6edeHuem
2/1a3HbIX 010K (OKYAOMOHUYECKUI RPUCMYN).

MPT: svipasicennas npagocmMopoHHAsL NOCmeemMoppa-
euueckas eemuampogus. Pazmep nosywapus cokpaueH,
COXPAaHeHbl YaCMU1HO MOAbKO NApacazummansHoie 0moensl
3amMbLA0YHOU 004U, OCMANbHAS NAPEHXUMA C NPUSHAKAMU
KUCMO3HO-2AUO03HO-aAMPODU1eCcK020 nepepoicoerus u no-
6epXHOCMHbIM 2emocudepo3om. [Ipassiii 6oko6oil dcenydo-
yek peakmueno pacuiupen. [lookopkogsie a0pa u HodcKU
MO3ceuKa cnpasa eunonaasupogansl. Ampogus npagozo
eunnokamna. B nesom noaywapuu napacazummanvhule -
03HO-ampoghuueckie U3MeHeHUs geujecmaea A100HoIL dou, ne-
PUBEHMPUKYAAPHAS AeUKONAMUsL 3a0HUX 0m0denos. Yuacmok
2emocudepo3a napeHxumbl 100HO-8UCOUHOL 0Oaacmu c1esd.

Puc. 3. llayuenm T.C., 5 arem. Dnexmposnyepanroepamma 600pcmeosanus.
Tepuoduueckoe pecuonanvroe 3amedneHue no 1€biM A0OHBIM OMEEOeHUsM.
Mynvmupeeuonanvras snusenmuopmuas AKMUEHOCHb HUBKUM UHOCKCOM.
Omcymemeue oughhy3noil snuirenmu@opmHoil akmueHocmu

Fig. 3. Patient T.S., 5y. o. Electroencephalogram during wakefulness. Re-
gional periodic slowing is detected in the left frontal leads. Multiregional epi-
leptiform activity with a low index. No diffuse epileptiform activity

Puc. 4. layuenm T.C., 5 aem. Dnexmposnyeparoepamma 600pcmeosanust.
SHauumenvHas pedyKuyus SnUAeNMUPOPMHOI AKMUGHOCIU, NOs6AeHUe Qu-
3UO0N02UHECKUX PUMMO8, 001ee 8bIPANCCHHBIX OM 16020 (300p06020) noay-
wapus

Fig. 4. Patient T.S., 5y. o. Electroencephalogram during wakefulness. Sig-
nificant reduction of epileptiform activity, emergence of physiological rhyth-
micity primarily in the left (healthy) hemisphere

Hounoii BOM 6 5 aem (na eéanvnpoame 500 me/cym u py-
gunamude 600 me/cym): Myabmupe2uoHarbHAas SNULCNMU-
GopmHas akmueHocms HU3KUM uHdekcom (puc. 3, 4).

B nHacmosauwee epems noayuaem pygunamuod no 400 me
ympom u eeuepom (800 me/cym), 8arbnpoesyo KUCAOMY
8 Mukpoepauysax (denaxun xpornocghepa) no 250 me ympom
u eeyepom (500 me/cym), kaonazenam 0,5 me Ha Hous. Py-
gunamud noaynaem >6 mec. Ilepenocumocms mepanuu xo-
pouias.

BbiBoabI

Takum o6pa3zom, pe3yabTaThl HAILIETO aHAIM3a IIPoJe-
MOHCTPpUPOBAIHN 3(PPEKTUBHOCTH U XOPOIIYIO IEPEHOCH -
MOCTb py(MHaAMUAA B JICUCHUM SIUAJICTICUU.

Pybunamun 3aperucTpupoBaH s IIPUMEHECHUS
y IMMaIIEeHTOB C 4 JIeT IS JICUCHUS] STUICIITUICCKIX TTPH-
crynoB, acconuupoBaHHbix ¢ CJII. DT1o mo3BosgeT Ha-
3Ha4yaTh Mpenapar (He BBIXOIS 3a MPEIeIbl PETUCTPALINK)
JIOCTaTOYHO IIMPOKO: IIPU BCEX KPUIITOTCHHBIX CIyJasx
SIWIETICUH, TIPOTEKAIOIINX IIPEXIIe BCETO C TOHMIECKUMM
1/WIN aTOHNYECKUMU TIPUCTYIIAMU, 2 TAKXKE C aTUITUIHBI-
MU abcaHcaMU M MapoKCU3MaMU TajeHuii B enoM [17].
BaxxHo yYuTBIBaTh, YTO KIMHUICCKUNA CUMIITOMOKOM-
miekc CJIT 3BoJIOLIMOHMPYET BO BpeMEHU, 1 B MOMEHT
YCTaHOBJICHMSI TMArHO3a MOIYT IIPUCYTCTBOBAaTh HE BCE
knaccuyeckue npusHaku CJII (mpexne Bcero 391 -mipu-
3HaKW), 0OCOOEHHO Y MaJIeHbKUX JeTell ITpu TpaHchopma-
1y U3 cuHapoMa BecTa 1, HA000POT, Y B3pOCIBIX AL~
€HTOB. B 3THX ciIyJasix BBIIBICHHE XapaKTePHBIX TUTIOB
IIPUCTYIIOB (0COOCHHO TOHNYECKIX, aTOHUIECKIX), TaxKe
IIPY OTCYTCTBUU BCETO XapaKTePHOTO CUMITTOMOKOMILIEK-
ca CJIT, no3Bonsier Ha3HAYUTh pypuHamup [17, 28]. Tak-
XKe pybuHaMUI MOXET Ha3HAYaThCs MALIMEHTaM C KIIH-
HUKO-3JIeKTposHIedanorpadpuaeckoit kaprunoin CJIT,
HO C TIOI03peHUEM Ha BOZMOXKHYIO CTPYKTYPHYIO IIPUIUHY
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pa3BuUTHS 3a001eBaHUS (TIPEAITIOIOXKUTEILHO CTPYKTYpHAsT
doxkanpHas anunercus ¢ denokonueit CJII) [4].
CienyeTr yYUTHIBaTh, YTO B Halllel KIIMHUYECKOM TIpa-
KTUKe pyOruHAMUI Ha3HAYAJICSA TALIMEHTAM C TSKEIBIMU
¢dopMamMu SIUJIETICUH, Y KOTOPBIX paHee Obli Headdek-
TUBHBIMU MHOTOYMCIIeHHBIe ADII Kak B MOHOTepaIumu,
TaK 1 B KOMOMHAIIUK. BOJIBIIMHCTBO MALIMEHTOB, BKIIIO-
YEeHHBIX B Halll aHAJIN3, paHee IIPUMEHSUIN BCE BO3MOX-
HBIe, JOCTYITHBIE B HacTostiee BpeMss ADII, u tepanus
He naBayia a(ppekra. DTOT (PaKT HEOOXOAMMO YIMTHIBATD
npu olieHKe 3¢ GeKTUBHOCTU pypuHamuaa. B cooTserct-
BHUU C COBPEMECHHBIMU, IIPUHITHIMUA BO BCEM MHPE aJIrO-
pUTMaMM JIeIeHHST (DOPM BIUJICTICUU, TIPOSIBIISIIOIINXCS
npuctynamu, accounupoBanHbiMu ¢ CJIT, pypuHamug
PEKOMEHIYeTCSl Ha3HAYaTh YXKe Ha JOCTaTOYHO paHHEM
aTane JedyeHus — npu HedPOEKTUBHOCTU MOHOTEpa-
MY BaJbIIPOATOM U |- CXeMBI myoTeparuu (B Ka4ecT-
Be 1-ro IOMOJIHUTENHHOTO IIpeIapaTa peKOMEHIYeTCs
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JIAMOTPUIXKUH, U pyOUHAMUA MOXKET ObITh Ha3HAauYeH
IIPY €T0 HeIOCTaTOYHOM 3¢ dekTuBHOCTH). B memom py-
(buHaMuUI peKOMEHAYETCSI BBOAUTh B CXeMY JICUEHUST YXKe
yepe3 HECKOJIbKO MECSLIEB ITOCIIE YCTAHOBICHUS JUArHO-
3a — 1pu HeaddekTUBHOCTH TTepBhIX 2 ADII (BambmpoaT
U JJTaMOTPUIKWH), YIUTBIBAsI, 4TO 3(PDEKT KaxKmaoro mpe-
rapaTa OLEHMBAIOT B CPeIHEM He MeHee YyeM uepe3 1 Mec
IMocjie BBeNSHUS IIpelapaTa B TepaleBTUIECKO Ho03e.
OpHako, 10 HALIUM JaHHBIM, JIAMOTPUIXUH HEZ0CTa-
TOYHO 3P (GEKTUBEH B JICYCHUN TSKENIBIX (POPM SITUIIETI-
CHM, U Mbl HE peKOMEHIyeM 00s13aTe/IbHOE BKIIOUYCHME
B CXeMY Tepaluy JaMOTPUMIXKMHA Ha HayaJIbHbIX 3TAIax
neuenuss CJIT [4]. Takum o6pa3om, TT0 HAIIUM JAHHbBIM,
pybrHAMUI eIec000pa3HO BBOAUTDH B CXEMY JICUCHUS
yXe Mpy Hed(hGEKTUBHOCTH CTAPTOBOM MOHOTEpAIUU
BasbIipoaToM. HeT cOMHeHHsI, YTO HACTOJIbLKO paHHee
BBeleHME pybUHAMUAA B CXEMY Tepalluy IPUBEIO Obl
K ellie 0oJiee BBICOKMM Pe3y/kTaTaM JeUeHMSI.

1. Kapnos B.A. Dnunernicus y neteii u B3po-

CJIBIX XXEHILIMH U MyXX4uH. M.: Meauuu-
Ha, 2010. C. 543—562. [Karlov V.A. Epi-
lepsy in children and adult women and
men. Moscow: Meditsina, 2010.

Pp. 543—562. (In Russ.)].

. Myxun K.}O. Cunnpom JlenHokca—Tac-

T0. B KH.: Dnwientnyeckue sHLedanona-
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