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lpeseHmMuBHas mepanug anunencuu npu myGepo3HoM crnepose
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Beeodenue. Pannee svisignenue snunenmughopmHoil akmusHocmu Ha snekmpodnyedparoepamme (331) u npesenmuenas mepanus snunencuu
npu mybeposrnom cknepose (TC) cnocobrbl npedomepamume pazeumue MAXCeAblx Gopm SNUACNCUU U GbI3EAHHBIX €10 HAPYUEHUN KOSHU-
MUBHbBIX QYHKUUL.

Mamepuaast u memooot. B Hayuro-ucciedosamensckom KAuHU4eCKom uHcmumyme neouampuu um. akademuxa FO. E. Beavmuwesa npo-
6edera npesenmueHas mepanus snunencuu 'y 17 nayuenmos ¢ TC. Jluaeno3 6bin ycmarognen demsm @ nepavle Mecsybl JHCU3HU Ha 0CHOBAHUU
6bIAGACHUS PADOOMUOM CepOya 6 COMEMAHUL ¢ NAMHAMU SUNONUSMEHMAYUU, NO30Hee OUAHO3 OblA NOOMEBEPICOeH 2eHEMUYeCKUM UCcAedo-
sanuem. Aumusnunenmuyeckue npenapamot (A311) (sueabampun — y 7 nayuenmos, arsnpoam — y 7 nayuenmos, regemupavyemam —y 2 na-
YUEHMO8) HA3HAYAAU NPU BbIAGACHUU SNUNENMUPOPMHOU akmusHocmu Ha pymunnot III (npu excemecsurnom nposedernuu DI -uccredo-
8aHUs).

Pesyavmamoi. [Ipesenmuenas mepanus 86aasnpoamom U ie8emupayemamom oKasanacs HeagpgpekmusHoii: snuaencus pazeuaacs y 4 u3 7 na-
YueHmos, noayuasuwux atvhpoam, uy 1 us 2 nayueHmos, NoAy4asuwux 1e6emupayemam, y 6cex U3 Hux 6 darvHeiiuem oviaa ouazHocmu-
POBaHa 3a0depiicka ncuxopeuegoo pazeumus. M3 7 nayuenmos, Komopuim 6bin npoGUAGKMUMECKU HA3HAYEeH 8UA0AMPUH, SNUNCHCUSL pa3-
suaace 6 danvreliuiem moavkoy I nayuenma, 00HaKo e2o pasgumue 6 0dAbHeiulem COOMEEeMCmMe08al0 603paAcmHoil HopMe.

Boteoowt. Hecmomps na mo, umo eueabampun 6 PO ne 3apeeucmpuposan, umenro smom ADII dondcen npumeHsmocs 015 npeeeHmueHoil
mepanuu snuaencuu npu TC. Takoi npoghusaxmuueckuil no0xod npueodum K 6oaee 61a20NPUAMHBIM 00420CPOUHBIM Pe3YAbMAmam 6 om-
HOWeHUU (POpMUPOBAHUS KOHUMUBHBIX (DYHKUUI U NCUXUYECKOU chepbl U 3HAYUMENbHO YAyuuLaem o0uee Ka4ecmeo JHCU3HU RayUeHmos.
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PREVENTIVE ANTIEPILEPTIC THERAPY IN PATIENTS WITH TUBEROUS SCLEROSIS
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Background. Early detection of epileptiform activity on the electroencephalogram (EEG) and preventive antiepileptic therapy in patients with
tuberous sclerosis (TS) help to avoid the development of severe forms of epilepsy as well as cognitive disorders associated with it.

Materials and methods. Seventeen patients with TS underwent preventive antiepileptic treatment in the Research and Clinical Institute
for Pediatrics named after Y.E Vel’tishev. All patients were diagnosed with TS during their first months of life. The diagnosed was based
on the detection of cardiac rhabdomyomas and hypopigmentation spots and then confirmed by a genetic test. Antiepileptic drugs (AED) (vi-
gabatrin in 7 patients, valproic acid in 7 patients and levetiracetam in 2 patients) were administered after detection of epileptiform activity
in the routine EEG (EEG was performed monthly).

Results. Preventive therapy with valproic acid and levetiracetam was found to be ineffective: 4 out of 7 patients on valproic acid and 1 out
of 2 patients on levetiracetam developed epilepsy. All of them were later diagnosed with delayed psychological development and delayed speech
development. Among 7 patients receiving vigabatrin, only I patient developed epilepsy, but did not have any developmental disorders later.
Conclusion. Despite vigabatrin is not registered in the Russian Federation, it should be used as an agent for preventive antiepileptic therapy
in patients with TS. This approach ensures more favorable long-term results in terms of cognitive functions and psychological development,
thus, providing a better quality of life.
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Beepenue OpPraHoOB, OPTaHOB 3PEHNS, KOCTHON U HEUPO3IHAOKPUHHOMN
Ty6eposnslii ckiepos (TC) — reHeTuyecku 1eTepMu- CHUCTEM, ISl KOTOPOTO XapaKTepHO 0Opa3zoBaHUE 100PO-
HUPOBaHHOE 3a00JIEBaHUE C AyTOCOMHO-TOMUHAHTHBIM  Ka4eCTBEHHBIX OMYXOJIEl BO BCEX OpPTraHax U TKaHaX. Ya-
TUTIOM HACJIEIOBAHUSI, XapaKTepusyloleecs noaucucreM-  crora TC B nomynsiuu coctasisieT | ciaydaii Ha 10 ThIC.

HBIM ITIOPpa>kCHUEM HepBHOfI CUCTEMBI, KOXHW, BHYTPCHHHNX HaCCJICHUA (y HOBOPOXICHHBIX — 1 cnyqaﬁ Ha 6 THIC.
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HoBopoxaeHHbIX). [TpubnusutensHo B 10—30 % ciyda-
eB pasButue TC oOycnosneHo mytauusamu B reHe T.SC1
(OMIM 605284) (TC 1-ro Tma, OMIM #191100), 10Ka-
JIN30BAaHHOM Ha 9-11 xpoMocoMe B JioKyce 9q34, KoTopblii
konupyeT 6eok ramaptuH. OctanbHbie cirydau TC o0yc-
JIoBJieHbI MyTalusmMu B reHe T.SC2 (OMIM 191092) (TC
2-ro Tuna, OMIM #613 254), nokanu3oBaHHOM Ha 16-i
XpomocoMe B Jiokyce 16p13, kogupymoineM 6eloK Tybe-
puH [1]. OcHoBa nmaroreHe3a TC — mytaumu B reHax 7CS/
u TSC2 c motepeii nx (hyHKIIMI U CBSI3aHHAS C MyTaIUSIMU
rmatoyiormueckast aktubanust Knaasel mMTOR (mammalian
target of rapamycin). Knnaza mTOR sBnsieTcst K1toueBbIM
PETYJISITOPOM pOCTa U Mpotudepanny KIeToK, IT03TOMY
ripu TC pa3BUBAIOTCS MHOXKECTBEHHBIE OTTyXOJN (TaMapTo-
MbI) B pa3IMYHBIX OpraHax, BKJTI0Yasi TOJIOBHOM MO3T, I71a3a,
KOXY, CepIILIe, TIOYKH, TIEUEHb, JIETKHE, KeTyT0UHO-KUIIIEY -
HBII TPAKT, SHAOKPUHHYIO ¥ KOCTHYIO cucTeMsl [1, 20].
[MopaxeHre HEPBHOW CUCTEMbI JOMUHUPYET B KIIU-
Hudeckoit kaptune TC, u anunencust IMarHoCTUPYeTCsT
y 80—92 % 60bHBIX. DNMIeNTUYECKHE MPUCTYIIbI ITpu TC
4aCTO HAYMHAIOTCA Ha 1-M rofy KM3HU U B OOJIBLLIMHCTBE
cJlydaeB B MEPBbIE MECSIIbI, Yallle BCEro B Bo3pacTte oT 3
1o 11 mec. DokaibHBIE TTAPOKCU3MBI ITPEIIIECTBYIOT, COYe-
TAIOTCS LY 9BOJIOLMOHUPYIOT B UH(MAHTUIIbHBIE CTIa3Mbl
[5]. UudanTHIBHBIE cIa3Mbl — OAWH U3 HauboJjiee pac-
MPOCTPAHEHHBIX BAPDUAHTOB CYyJOPOXHBIX MAPOKCU3MOB
npu TC Ha 1-M rony xusHu (Bcrpevarorcs y 20—30 %
nereit ¢ TC) [3, 4, 21, 23]. B 6GonbIIMHCTBE ClTydyaeB MH-
(aHTUIBHBIE ca3Mbl TPAaHC(HOPMUPYIOTCS B CUMIITOMA-
TUYECKYIO (hoKabHYIO0 (MapUUaTbHYI0) SMUJIETICUIO, PEXKe
HMEET MECTO «IIPOMEXYTOUHas» TpaHCchopMallis B CUH-
npom JlenHokca—IacTo u ganee B mapuuvaabHbie (OPMbI
snunerncuii. [To naHHBIM pervctpa 60abHBIX TC, KOTOPbIi
BezeTcs B HaleM HayyHo-urccienoBaTeibckoM KIIMHUYE-
CKOM MHCTUTYTe Tlennatpuu uM. akanemuka lO.E. Benb-
tuieBa (najgee — HUKW nenpuatpun), snuiencust oTMe-
yanach y 344 (84,3 %) u3 408 naunenTon ¢ TC, cuHIpOM
Becra —y 74 (21,5 %) manumeHTOB, CUMIITOMaTUYeCKast
dokanpHast snuiencust — y 223 (64,8 %) manmneHTOB,
cuaapoM JlenHokca—TacTto — y 2 (0,5 %) manueHTOB.
Drunencus Obuta hapMakopesucTeHTHOU y 83 (24,1 %)
u3 344 nauueHTtoB ¢ TC, MHTEeIEKTyaIbHbIE HAPYILIEHUS
Habmomamch y 152 (37,2 %) manmeHTOB, yMCTBEHHAsI OT-
CTaJIoCTh Obl1a KOHCTaTHpoBaHa y 36 (8,8 %) manueHTOB
(YMCTBEHHAas1 OTCTAJIOCTb TSKEJOM cTeneHu — y 12 U3 Hux).
MHorue aBTOpHI YKa3bIBalOT HA HAMOOJIBIIUI TTPO-
TUBOCYAOPOXHBIN 2 GheKT Mpu MpUMEHEHUU BUrabart-
pUHA y JIeTeil ¢ MHGaHTUIbHBIMU criazMamu [6, 10—12,
14, 19]. BurabaTpuH sBJsieTCS mpenapaTom 1-il TUuHUU
pu MHGAHTWIBHBIX CITa3Max U (POKaJTbHBIX TTPUCTYITaxX
nipu TC u obecnieunBaet ahdeKTUBHOE JeueHue y 95 %
nereit ¢ TC. MexaHu3M, JiexXallluii B OCHOBE 3TOr0 Mpo-
1ecca, OCTaeTcsl Mo OOJIbIIeH YaCTH HEU3BECTHRIM [4—7,
10—12, 24—26]. Bricokast 3(p(heKTUBHOCTb BUrabaTpuHa
ripu TC moATBEpKAaeT, YTO IMUIETITOTEHE3 TIPYU JAHHOM

3a00JieBaHUM CBsI3aH ¢ moBpexaeHuemM TAMKepruue-
cKoif mepenayu. BurabaTpuH — CTpYKTypHBIU aHajgor
TOPMO3HOI'0 HelipoMenuaTopa raMmMa-aMUHOMACISTHOM
kucaotsl (TAMK), obecrieurBaoiuii IpoOTUBOCYA0POK-
HOe JieiicTBre HeoOpaTUMBbIM UHTMOMpoBaHeM TAMK-
amuHOTpaHcdepasbl, pasnaraoueit TAMK. Ha ¢one
MMpUMEHEHUST BUTabaTpMHa B TKAHSIX MO3Ta W CITUHHO-
MO3TOBOU XUAKOCTH TOBBIIIAETCS KOHIIEHTpPAIUS
TAMK, 4To BBI3BIBaeT TOpMO3HOU 3 dhekT. KoHIEeHT-
paumst TAMK moBhIIIaercst yepe3 2 4 Iocjie BBEICHUS
BUrabaTpyHa 1 JOCTUraeT MaKCMMyMa yepe3 6—8 4 mpe-
MMYIIECTBEHHO B TIEPEIHNX OTHEIaX FOJIOBHOTO MO3Ta
[9]. [Ipemapar Hapsmy ¢ 3BepoarmycoM obaamaeT mTOR-
uHruoupylomunM sdpdexkrom [27]. Burabatpun B PO
He 3apeTHCTPUPOBAaH, YTO OTPAaHMYNBACT KOHTUHTEHT
MallMeHTOB, KOTOPBIC MOTJIM OBl ITOJYYUTh €r0 B CTap-
TOBOI Teparmu. UMeHHO MO3TOMY, IO TaHHBIM HAIIIETO
perucrpa, B ctapToBoii Tepanuu smwienicnu pu TC mo-
MUHHUPOBAJIN TIpernapaThl BaJIbIIPOCBOM KUCIOTH — OHU
npuMeHsiiich y 107 (26,2 %) uz 408 manmeHToB. JleBe-
THpaleTaM HasHaualcs 26 (6,3 %) nmauuentam us 408,
purabatput — 24 (5,8 %), kapbamazenux — 21 (5,1 %),
tonupamar — 13 (3,1 %), okckap6aszenud — 7 (1,7 %)
mauueHTam. [IpumepHo B 50 % ciiyyaeB gaHHBIE IO CTap-
TOBOM Te€paluy OTCYTCTBOBAJIN.

Xopo11o nu3BecTHO, 4To anwiernicust npu TC onpene-
JISIET IPOTHO3 MHTEJUIEKTYaIbHOTO Pa3BUTHS MAllIeHTOB.
VY nmanumeHToB ¢ anwiericueii yaiie (B 48 % ciydaeB) BcTpe-
YaIOTCsI YMCTBEHHAsI OTCTAJIOCTh, HAPYIIEHUS TIOBEACHUS,
M3MEHEHMSI B LIMKJIE «COH — OOAPCTBOBaHUE», YeM Y Ia-
LIMEeHTOB 0e3 anuierncuu [17, 20]. DnunenTuyeckue mna-
DPOKCH3MBI SIBJISIIOTCSI OMHOM 13 IVIaBHBIX IPUYMH MHBA-
JIMAHOCTH, OOYCJIOBJIEHHOI B OCHOBHOM HapyIlIeHUSIMU
WHTEJUIeKTa 1 oBeaeHus. K dakropam, onpeaessomum
PE3UCTEHTHOCTh K aHTURNUJIECNTUYECKOUN Tepanuu, OT-
HOCST 1e010T B Bo3pacTe 10 | rofga, HaIM4me HECKOIbKHUX
TUIOB MTPUCTYTIOB, BHICOKYIO YaCTOTY MPUCTYIIOB, U3MEHE-
HUE xapakTepa IMPUCTYIIOB C TeueHueM 3abosieBaHus [9].
PanHss Teparvst BUTabaTprHOM TapHUaIbHBIX IIPUCTYIIOB
U TIaTOJIOTMYECKUX 3MeHeHuit Ha DD (anunentudopm-
HbIe U3BMEHEHUs WY TUITWYHAS /aTUTTMYHAST TUTICAPUT-
MMUST) TIPEAOTBPAIIAET pa3BUTHE NMHDAHTUIBHBIX CITa3MOB
y neteii [8, 22], TeM caMbIM Npeaymnpexnaas pa3BUTHe
snujienTuyeckoil sHuedatonatuu. OObBIYHO MPUCTYIIBI
Pa3BUBAIOTCS BCKOPE TOCTIE MOSBJICHUS SMUIeNTH(HOPM-
HOI aKTUBHOCTH, MTO3TOMY «OKHO», B TEUEHUE KOTOPOTO
BO3MOXHO MpoGWIaKTUYECKOEe BMEIIaTEIbCTBO, HEBE-
JKo. CylIecTBYIOT JaHHbIE 3apy0OeKHbIX UCCIeTOBAHU,
CBUJETEJbCTBYIOIIME O TOM, YTO €CJIU MAlUeHTHI 1-TO
roJia XXW3HU, elle He CTpalalolre MWIeTICUei, HO yXe
umerlIme smuienTudopMHbIe paspsasl Ha D3I, moiy-
YaroT IMPEBEHTUBHYIO aHTUSIIICIITUICCKYIO TePaIInio,
dapMaKoOpe3nCTeHTHASI SIMWICTICAS Y HUX HE pa3BUBacT-
cs U B JaJbHEHIIEM 3TH ACTH HE CTPamaroT YMCTBEHHOM
otctanoctsio [13]. B uccnenoBanue R. Cusmai u coasr.
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(2011) 6pun BrMoveHs! 173 manuenta ¢ TC ¢ HauaioM
TPUCTYTIOB B Bo3pacTe 10 12 Mec, Bce TAIMEHTHI TTOTy-
YaJii Teparvio BUTA0aTPMHOM M HAOJTIONAJIMCh B TeUeHUE
3 net. TpuanaTh NeBATH MPOLIEHTOB MAIIUEHTOB, KOTOPHIM
BUTabaTpuH ObLT Ha3HAYEH Cpa3y Tocjie Havyala PUCTy-
OB, UMEJI HOPMAJIbHBIN UHTEJIEKT, Y 65 % manueHToB
ObIJTa JOCTUTHYTA PEMUCCHST TIPUCTYTIOB, ayTU3M JMArHO-
ctrpoBaH y 9 % manmenToB. Eciiu nMena MecTo 3amepkKa
Ha3Ha4YeHUs BUTA0ATPUHA, B JAaHHOU TPYIIIIE OTCYTCTBO-
BaJIA TTALIMEHTHI ¢ HOPMaJIbHBIM MHTEJUIEKTOM, PEMUCCHS
ObL1a JOCTUTHYTA y 24 % MalMeHTOB, ayTU3M JUArHOCTHU-
poBaH y 52 % nauueHToB [2]. B OTKpbITOM HCCIe10BaHUI
S. Jozwiak u coasr. (2011) Ha3HAYeHNE AHTUSTMIIETITH-
yeckoro Ipemapara (ADI1) BurabaTpmHa geTsIM MiIageH-
YeCKOI'0 BO3pacTa ¢ MYJbTU(OKAIbHON aKTUBHOCTHIO
Ha DOI" mo Hayaja MPUCTYIIOB MPUBOAMIIO Uepe3 2 roga
K YBEJIMUYECHUIO YHCJIa TAIIMeHTOB 0€3 SIMJICTICUH, YMEHb-
IIEHUIO YMCJIa IMAIlMEeHTOB ¢ pepaKTePHON SIUJICIICHEe
1 HYXXJaloluxcs B noyuTepanuu [13].

Mamepuanb! u Memofbl

Hecmotpst Ha OTCYTCTBHME YETKOTO CTaHAApTa IPEBEH-
THBHOM TepaItiy CyIOPOKHBIX TapoKcu3MoB pu TC, MHO-
e KJIMHULIMCTBI TOBOPST O 1IeJeco00pa3HOCTU MPopu-
naktuueckoro jJedeHus. B HUKW nenuarpum nmposeneHa
MPEeBEHTUBHAsI Tepanus sruiercun y 17 maunenTos (9 me-
Bouek 1 8 manbunkoB) ¢ TC B Bo3pacTe oT 1 Mec 10 2 JieT.
M3BecTHO, 4TO paHHSsS (10 Havyala SMUICTITUYECKUX MPU-
crynos) quarHoctrka TC 3aTpynHeHa; yalle Beero 3adose-
BaHUE MOXHO 3aIll0A03PUTh Y AeTei, yKe UMEIOIINX 1~
JIETICUIO Y MSITHA TMIIONMUIMEHTAluU Ha Koxe. B Hammx
CJTy4asix MPeBEHTUBHOM Tepalliy TTIOBOAOM TSI OOpallieHUs
K Bpauy CJIYXUJIU pabaoMuoMbl cepalia (y 16 maiueHToB),
U TOJIbKO poAuTeNM 1 maiueHTa o0paTUIKUCh IO MOBOAY
MSITeH TUMIONIUTMEeHTaUMU 6e3 padaomuoM. Y 11 mauueH-
TOB pabAOMMUOMBI ObLIU BBISIBJIEHBI BHYTPUYTPOOHO, Y 5
MalKMeHTOB — cpaly mnocje poxnaeHus. HazHaueHue mpo-
TUBOCYIOPOXHOI Tepanuy MPOBOAWIOCH Cpa3y MOCIIE Bbl-
SIBJICHUS NUAeNTUDOPMHOM aKTUBHOCTY Ha DT, ¢ aToit
1IEJTbI0 PEKOMEHIOBAJIOCH eXXeMeCSUYHOe TTPOBEICHUE PY-
THHOTO DI '-rccnenoBanus. K MOMeHTY Hauata Tepanuu
y 4aCTH TAllMEeHTOB BBISIBIISIUCH HE TOJIBKO (DOKaIbHBIE,
HO U MyIBTU(OKaTbHBIE U3MEeHeHUs Ha DI, TakuM obpa-
30M, MPOLIECC IMUJIETITOTeHe3a, BEPOSTHO, MPOIOJIKAIICS
o kpariHeit Mmepe 1—2 Mec. HanboJsee yacTo snuenTu-
(hopMHast aKTUBHOCTb BBISIBIISLIACH B Bo3pacTe 3—5 Mec.

B cBs13u ¢ Majioil mocTynmHOCThIO Burabarpuaa B PO
B KauecTBe Tpernapara Jyisi TpeBeHTUBHOW Teparuu mpu-
MEHSIJIM TakXe BaJIbIIpOAT U JieBeTupaieram. Beioop
Tperapara JiIsl IPeBeHTUBHOW TepaIruyl COTIACOBBIBAIN
C POIMTENISIMU TTAIIMEHTA; Y 2 TTAlIMEeHTOB Ha Ha3HAYeHU U
JieBeTUpalleTaMa HacTOSUTA POAUTENN U3-3a OTCYTCTBUS
y TIperiapaTa HeTaTUBHOTO BO3ICHCTBHS Ha KOTHUTHBHBIC
¢yukimu. B 1 ciryyae mo MecTy XUTeJIbCTBA ObLIa Ha3HA-
YeHa MHULINAIbHAS Tepanus KapdaMa3eImmHOM, HO TIOCIIe

koHcyapTanuu B HUKHW neauatpuu manueHT ObLT Te-
peBeneH Ha BajbiipoaT. CyTOuHbIe 103bI BajblIpoaTa Ba-
pbupoBanu ot 20 mo 30 Mr/kT, leBeTupaierama — ot 30
1o 40 mMr/KT. BurabaTpuH Ha3HayYaJICs B CTApTOBOM J03€
50 mr/KkT/cyT ¢ ToBbIIeHreM 10 100 Mr/KT/CyT B TeueHue
5 nHei. JIo3a BUrabaTpmHa KOppeKTUPOBaIaCh B COOTBET-
CTBUU C TAHHBIMU MTOBTOPHO MPOBEAEHHBIX DD -uccie-
JIOBAaHWI ¥ HATMYMEM WJIN OTCYTCTBUEM HEXeTaTeTbHbBIX
s¢ddekToB. B cnydae coxpaHeHus: sanuiaenTuGOpMHON
aKTUBHOCTU TIPU TIPOBEJEHUYU NTPEBEHTUBHON Tepanuu
omuumM ADIT Ha3HavYamach aTbTepHATUBHAS. MOHOTEPATTHSI.

Pesynbmambi

Pe3ynbpraThl MpeBeHTUBHOM Tepalliy IIPUBEICHBI
B Tabnuite. 1t oneHKH 3¢ GEeKTUBHOCTHA Tepalluyl yIr-
TBHIBAJIUCH (PAKT pa3BUTHUS SMIICIITHICCKUX TIPUCTYIIOB
(3MMIIETICKN), XapaKTep W TSLKECTh TCUCHUS STIICTICUM
1 (hOpMHUPOBAHNE B JAIbHEUIIIEM 3aIePKKHU IICUXOpede-
BOTO Pa3BUTHSL.

Ecnu oueHnBath 3 GHEeKTUBHOCTH ITPEBEHTUBHOM Te-
paruu B IeJIOM (TO eCTh 3(P(HEeKTUBHOCTD TEPATUU JIIOOBIM
ADBII), To oHA TOCTATOYHO HEBEIMKA: SIMICTICHS pa3BH-
nacby 7 (41,2 %) u3 17 nauueHToB. [103UTUBHBIM IIpe-
CTaBJIsIETCS TOT (PaKT, YTO TOJBKO y 1 malmeHTa U3 Io-
JIyYaBIIMX TIPEBEHTUBHYIO TePAIUIO Pa3BUJICSI CUHIPOM
Becra, KoTOpBHIii, KaK IpaBUJIO, COIMMPOBOXKIAETCS perpec-
coM pa3BuTHs pedbeHka. CiieayeT OTMETUTh, YTO €AUHCT-
BEHHBIM IIperapaToM, AEHCTBUTEIbHO MpeaoTBpalllaB-
IIMM pa3BUTHUE STUJICTICUU U B JaJbHEHIIEeM 3a1ePXKKHU
MHTEJIJIEKTYaJIbHOTO pa3BUTHSI, ObLT BUrabaTtpuH. Ha ¢o-
He TIpMMEHEeHUs BurabaTpuHa ToJbKo Yy 1 mauueHTa us 7
BO3HUKJIA (hoKabHas SMUJIETICUsI, ONHAKO B AaJIbHEIIIEM
ero McuxopeuyeBoe pa3BUTUE COOTBETCTBOBAIO HOPME.
B npoTHBOMONIOXKXHOCTh BUTA0ATPUHY B IPYMIE MallUeH-
TOB, MOJyYaBIIMX BaJTbIIPOaT, B 4 cllydasx U3 7 OTMEYEHO
pa3BuTUe snuierncuu. Bo Bcex 4 ciayyasx 1MarHOCTUPO-
BaHa (hOKaJIbHAas STMJIETICHSI C JOCTATOYHO YaCTHIMU TTPH-
CTyIaMU: exXeTHeBHbIe TpUCTYIbI 10 10 pa3 B cyTku — y 1
TMalKeHTa, CIIOXKHBIE (hOKaTbHbIC TIPUCTYITBI C BTOPUYHOM
reHepaiM3almeit ¢ 4acToToit 1 pa3 B Mecsll — y 1 marueH-
Ta, M y OCTAJIBHBIX 2 MMAIIMEHTOB — IIPUCTYITHI B BUIE TOHM-
YECKOTO HaNPsKeHUsI KOHEYHOCTe ¢ yacToToil 1—2 pasa
B CYTKM. Y BceX 4 maliMeHTOB c(hOpMUPOBAIACh 3aAePKKa
TICUXOPEYEBOTr0O Pa3BUTHUSI, U Y 2 MAIIMEHTOB — (DapMaKko-
PE3UCTEeHTHOCTD ATTUJIETICUM.

Hitxe MBI iprBOANM 2 KIIMHUYECKUX IIpUMepa Tpe-
BEHTUBHOI Teparuu snuiericuu npu TC ¢ IpuMeHeH! -
eM pa3Hbix ADII (BUrabaTpuH v BaIbIpoar), MpUBEAILIeH
K 0J1aroToJlyqyHOMY UCXO/y: Y TTAallUEHTOB He c(popMUpO-
BajlaCh YMCTBEHHAsI OTCTaJIOCTb.

Knunuveckuii cnyyaii 1

Iayuenm b.K., 6 nem, nabawdaemcs ¢ HUKH ne-
duampuu ¢ 2011 e. Hacaedcmeennocms no TC ne omsieo-
wena. Ha 38-it nedene eecmayuu npu yaompaseyKo8om
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Results of preventive antiepileptic therapy in patients with tuberous sclerosis

Type of changes in the
electroencephalogram

The drug and the
number of patients
who received it (n)

Focal :
epileptiform Multlfocal
activity epileptiform
activity

Banbnpoat
Valproic acid 2 1 4
(n=7)
Burabatpun
Vigabatrin 4 2 1
(n=17)
JleBeTupaieram
Levetiracetam 1 1 0
(n=2)
Kapbamazenun
Carbamazepine 1 0 0
(n=1)

Type of epilepsy

Epilepsy

@="7 Remission

of seizures

Delay speech
and mental
development

West
syndrome

Focal
epilepsy

4 0 4 2 4
1 0 1 1 0
1 0 1 0 1
1 1 0 0 1

uccaedosanuu (Y3HU) oonapyxcena paboomuoma cepoya.
bepemennocms u podet gpusuonoeuunvie. C poxcdeHus —
MHOJCECmBenHble 2UnOnUeMeHmubie namua. Koncyasomu-
posan 6 HUKH neduampuu 6 éozpacme 1 mec. Ha ocro-
eéanuu Haauuus 2 boavwux kpumepues TC (pabdomuoma
cepoya u 2 eunonueMeHmHuX NAMHA pasmepom 0onee
5 MM 8 noscHuuHoU obaacmu) u 6eaoll npsadu 8040¢ 6 me-
MeHHOU obaacmu 6bi1 nocmaéaern duaenoz TC. Huaenos
enocaedcmeuu 6via noomeepiicder oOHapylIceHuem Myma-
yuu 6 eene TSCI (c. 644delC — cnopaduueckuii cayuaii).
Ilpu nepsuunoit koncyavmayuu yxce 6 eozpacme 1 mec
Ha pymunnoti D3I 600pcmeosanus évisaéreHa okans-
Has SNUAENMUPOPMHAST AKMUBHOCTb 8 NPABOLL BUCOUHOL
obaacmu (puc. 1).

Maernumno-pesonancuas momoepaghus (MPT) eonosroeo
MO032a 8biABUNAA CYOINEHOUMANbHBIE Y3/1bl DOK0BbIX Jceay0oHu-
K06 pasmepom meree 2 MM.

Dnusenmuveckue npucmynslt y pebeHka omcymcm-
6o6aiu. boun HasHaven npenapam 6aabnpoesoli KUcAOmbL
(Kousynexc, kanau 0as npuema eHympy) 6 doze 150 me/cym
(30 me/ke/cym). IIpu nposedenuu D3I 6 dunamuke 3nu-
AenmugpopmMHas aKMueHocmy He bvira obnapyycena (DI1-
uccaedosanue 6 danvHeliuiem nosmopsiocv 1 pas é 6 mec)
(puc. 2).

Yepes 3 mec 0o3a npenapama Obi1a NOHUICEHA U 3aMeM
nocmenenHo cHudicasacs (6 pacueme Ha I ke maccol meaa)
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Puc. 1. llayuenm b.K., 1 mec. Opaemenm pymunnoii snekmposnyegpaio-
2PAMMbL: KOMIAEKCbl OCMPasi—Me0AeHHAs 60AHA 8 NPABOIL BUCOUHOU 00aa-
cmu (NoOKa3anvl cmpeakamu,)

Fig. 1. Patient B.K., 1 month. The fragment of routine electroencephalogram:
sharp-and-slow wave complexes in the right temporal area (arrows)

no mepe pocma nayuenma. Pooumeau nayuenma 6osiucsy
OMMEHAMb NPENnapam, NO3MOMY Mmepanus NPOOOANCAAACH
¢ npumernenuem HusKux 003 (9,3 me/xe/cym) do 4 nem.
B 4 200a nayuenmy 6bi1 nposeder eudeo-I3I-monumopune
(BAM) cra u 600pcmeosarusi, KOMopblii He 8blA6UN INUNEN~
mugopmHbIX pazpsa0os. InusenmuuecKux npUcmynos He Ovi-
A0. Baavnpoam 6vin ommenen. B meuenue 2 nem nayuenm

w
Q

s O pUTUHANDHELE

cmambu
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Puc. 2. Ilayuenm b.K. @pazmenm snexmposnyedaiozpammot, noAyHeHHOU
npu 6udeo-II3I-monumopuree 600pcmeosanus u cHa 4epes 3 Mecaya nocie
NPeBEHMUBHO20 NeHeHUs: HOPMA

Fig. 2. Patient B.K. The fragment of electroencephalogram obtained within
the video- EEG monitoring during wakefulness and sleep after 3 months of
preventive therapy: within the norm

He noayvaem npomugocydopoicuyro mepanuro. 331 nocae
omMmeHbl npenapama — Hopma. Peberok ne omemaem 6 ncu-
XopeuesoM pazeumul, He umeem 4epm aymu3ma U 3Ha4uUMolx
noeedenuecKux UsMeHeHuil, noceujaem 0emckuil cao, ycneul-
HO 20mo8Umcs K wKose.

Knuxuveckui cnyyai 2

Hayuenm HU.Y., 4 co0a, nabarwodaemcs ¢ HUKH nedu-
ampuu c 2013 e. Hacaedcmeennocmos no TC He omszoujena.
bepemennocms u poowvt uszuosocuunvie. Ha 34-ii nedene
eecmauuu npu Y3H o6Hapyicensbr MHONICECMEeHHble paddo-
muombl cepoya. MuodcecmaerHble eunoOnUeMeHmHble Nam-
Ha Ha myaoguule U KOHeYHOCMAX NOS8UAUCH 8 go3pacme 2
mec. luaenos TC 6bin nocmaenen Ha 0CHOBAHUU 3 6OAbULUX
Kpumepuee (MHOJCeCmEeHHble paboomMuomsl cepoya, 5 eu-
nonUeMeHmMHbIX NAMeH pazmepom boaee 5 Mm Ha myaosuuje
U KOHEYHOCMSAX U cy03neHOUMAanbHble eUeaHMOKAeMO1Hble
acmpouyumomsi Ha MPT eonoenoco mo3zea). B 4 mec npu npo-
sedenuu BOM onesnoco cna u 600pcmeosanus 6vi61eHo 2
¢oxyca snunenmu@opmMHOl AKMUEHOCMU 8 NPABOU UCOHHOU
obnacmu u 1e60ll UeHmpaabHo-8UCOMHOU obaacmu (puc. 3).

bvin naznauen eueabampun 6 doze 750 me/cym
(107 me/xe/cym). Ilpu nposedenuu uccaedoganus 8 OuHa-
MUKe SnuAenmupopmMHas aKkmugHOCMb He 0OHAPYICUBANACH
6 meueHue 3 nem (puc. 4).

B 2 200a na gone ocmpoii pechupamopuoii 6upycHoi
UHGeKyUU NOABUAUCL NPUCMYNDL 6 GUde «3AMUPAHULL
npodoaxcumenviocmoro om 30 ¢ do 1 mun, 3a6epuiaguiu-
ecs e10MmamenvHbIMU 08UNCEHUAMU, Oe3 NOCMAPUCIYN -
HOU COHAUBOCMU; 8 MepPanuilo 88edeH negemupayemam
6 doze 500 me/cym. Ilpucmynol nocmenenno npekpa-
muaucs. Muoeokpamuvie 29I 0o Hacmosueeo epeme-
HU — 6e3 anusenmupopmuoii akmugrnocmu. Hecmomps
Ha Haiu4ue MHOJCecmea mybepos u cy63neHOUMAAbHbIX

Puc. 3. ITayuenm U.Y., 4 mecaua. Ppaemenm snexmposnyeganoepammot,
noAy4eHHoll npu 8udeo-B1-monumoputee 600pCME08aHUs U CHA: pecUCpU-
pyromces 2 ghokyca snurenmu@opmHoli aKMUeHOCmMU — 6 npagoli BUCOHHOL
obaacmu U 1e6oil UeHMpAanbHO-8UCOUHOU 00aacmu (NOKA3aHb! CIMPeAKami,)

Fig. 3. Patient 1.U., 4 months. The fragment of electroencephalogram ob-
tained within the video- EEG monitoring during wakefulness and sleep: two

Jfocus of epileptiform activity were registered in the right temporal area and

left central-temporal area (arrows)

[TV VISR NS SR T P —— |

Puc. 4. l[layuenm U.Y. Ppazmenm s1eKmposnyeparoepammot, NOAYHEHHOU
uepes 4 mecaua npeeeHmMUBHO20 NeHeHUs: HOpMA

Fig. 4. Patient 1.U. The fragment of electroencephalogram obtained after 4
months of preventive therapy: within the norm

2UAHMOKAEMOYHbIX ACMPOUUMOM, NPEGEeHMUBHOE Aede-
Hue npedomapamuno pazeumue UHPAHMUAbHBIX CNA3MO8.
BDnunencus Hauanrace nocae 2 nem u He 0vina hapmaxope-
s3ucmenmHoii. IIpucmynoe nem c dexabpsa 2015 e. una-
Mmuueckuii BOM npodemoncmpuposan nopmanvnyio 331
cHa u 6odpcmeosanus. Ilcuxopeuesoe pazgumue pebenka
coomeemcmeyem 603pacmy.

JlaHHble HAIIWX MpeIBapUTEIbHBIX UCCIeT0BaHUI
HaMISTHO IEMOHCTPUPYIOT BOBMOXHOCTHU U OTPAaHUYCHUS
MpeBeHTUBHOM Tepanuu snuiencuu npu TC. OueBUnHO,
YTO, HECMOTPS Ha OTCYTCTBUE PETUCTPAIINY BUTAbaTpuHA
B P@, nMeHHO 3TOT Mpernapar sIBseTcs] B JTaHHOW CUTY-
aly ONITUMAJIbHBIM, M OH HE TOJIEXUT 3aMeHe IPYTH-
mu ADT1. MHoOroe B MpeBeHTUBHOM Teparuu SMUIeTICU
pu TC ocraeTcs moka HesIcHBIM. Harmpumep, Hen3BecT-
HO, KaK JOJITO OHA JOJIKHA ITPOMOJIKATHCS, YIUTHIBAS
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BO3MOXXHOE€ Pa3BUTHE KOHILIEHTPUUYECKOTO CYKEHUS T0-
JIell 3peHus y MalMeHTa Kak MoOO0YHbIN 3 deKT Bura-
baTpuHa.

BouiBobl

ITpoBeneHHOE Mccaen0BaHKE MO3BOIWIO CAENATh Clie-
JTyIOIIME BBIBOJIBI:

1) mpeBeHTUBHAS Tepamnus ABIsSeTCS Haubosee 3d-
(eKTUBHBIM MeTOIOM JieueHus snwiencuu npu TC, oHa

MpeaoTBpaIllaeT Pa3BUTHUE TAXKEIbIX (GOPM SMUTETICUUN
U HapylIeHUI UHTEJUIEKTYJIbHBIX (DYHKIIWMN Y AETE;

2) mokKa3aHUEM K NMPEBEHTUBHOMY HA3HAYEHUIO aHTU -
SMUJIENITUYECKON TeparuU SABISETCS HATMYME MIEITTH -
dopmHOIT akTuBHOCTU Ha DDy pebeHka ¢ Bepubumpo-
BaHHBIM guariHo3zom TC;

3) B IpeBeHTUBHOI Tepanuu smwiericuu npu TC gom-
>KEeH MPUMEHSIThCSl BUrabaTpuH, HazHayeHue Apyrux ADIT
Masto3GHEKTUBHO.
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