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CAl Yy B3POCAbIX
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«SrmAerncum, ornMCbIBOEMbIE AMATHO3OM CHMHALOMA
AeHHOKCa-IaCTO, MPEACTABAAIOT COOOU CAMYIO
MPOTUBOPEYMBYIO MPOODAEMY AETCKOU SMUAEMNTOAOTUM.
CyLLEeCTBYET 3HAYUTEABHAS MYTAHMLA, OKPYXXKAOLLLAS
KOHLLEMUMIO CMHAPOMA, €O OMPEAEAEHMNE,
COOTHOLLUEHME C ARYTMMU COOPMAMM SMUAETNCUM
(OCOBEHHO MUOKAOHUYECKUMMU )N

C.P. Panayiotopulos




MHTEPUKTAABHBIN = MEXMPUCTYMHbIN

]

[

CuHapom AeHHokca-[acTto (LGS)

XoT4 ToOYHOE onpeaeaeHne LGS ocTaetcd HEYAOBUMbBIM M3-30
AEDQATOB OTHOCUTEABHO MPEAEAOB, MPUYUH U AMATHO3A
CUHAPOMAQA, NPEODATAQIOT 2 KAIOMEBbIX KPUTEPUSA, KOTOPbLIE ObIAM
BKAKOYEHbI B MCXOAHOE OMMCAHME: (1) HECKOABKO TUMOB
NPUCTYMOB, BKAKOYASN TOHMYECKME, ATOHMYECKME U ATUMMYHbBIE
QOCAHCbI, C TOHUMYECKMMM MPUNAAKAMMU, MPEUMYLLLECTBEHHO
NPOUCXOAALLMMM HOYBIO, 1 (2) AHOMAABHAY D3I, COCTOALLLAY B
OCHOBHOM M3 MHTEPUKTAABHOIO NATTEPHA AMAOADY3HbIX
MEAAEHHbIX CMNAMK-BOAHOBbLIX (SSW) KOMMAEKCOB C 4YOCTOTOM <3
[LL, BO3HMKAOLLIMX BO BPEMSI DOAPCTBOBAHMS.

AONOAHUTEABHbLIE NPU3HAKM, HEODOXOAMMBIE AAT AMATHOCTUKM,
BKAIOYQIOT MAPOKCU3IMAAbHbIE ObICTPbIE PUTMBI (10-20 ) BO
BPEMS CHA, B OCHOBHOM BO BPEMS CHA C HEOBICTPbLIM
ABVDKEHMEM TAQ3, YTO ABAIETCS NMPU3HAKOM TOHMYECKMX
NPUMNAAKOB.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical
Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505



PacnpoCTpAHEHHOCTL

0 PaHHEE HOYOAO B AETCKOM BO3PACTE (B OCHOBHOM OT 3 AO S AET), HO AEDIOT
MOXXET ObITb M BO B3POCAOM BO3PACTE

Ot 1 A0 10% BCEX AETCKMX DNMAENCUMM cocTaBAageT CAl

[ToenMYLLLECTBEHHO Y MOABYMKOB (5:1)

O O O

CAl MOXET 3BOAIOLIMOHUPOBATH M3 CUMHAPOMA Becta*

* - TIKEAQs FOOPMA IMMAEMNCUM, HOYMHAIOLLLASCS B AETCKOM BO3PACTE U XAPAKTEPUIYIOLLLAACS TAKMAMUM CUMITOMOMM
KOK: MHGOAHTUAbHBIE CMA3MbI (BHE3AMHbBIE CTUOAHMS TYAOBULLLA M KOHEYHOCTEM, KOTOPLIE MPOOUCXOAIT CEPUIMM),
TMNCAPUTMMUE (XAOTUHECKME HAPYLLIEHMSA OKTUBHOCTM MO3ra HO D3I, 30AEPXKA PA3BUTUS.

Engel JJr. A proposed diagnostic scheme for people with epileptic seizures and with epilepsy: report of the ILAE Task Force on Classification and Terminology. Epilepsia.
2001;42:796-803.

Panayiotopoulos C. Epileptic encephalopathies in infancy and early childhood in which the epileptiform abnormalities may contribute to progressive dysfunction. The epilepsies:
seizures, syndromes and management. Oxfordshire, UK: Bladon Medical Publishing; 2005.

Mastrangelo M. Lennox-Gastaut Syndrome: A State of the Art Review. Neuropediatrics. 2017;48(3):143-151.

Autry AR, Trevathan E, Van Naarden BK, Yeargin-Allsopp M. Increased risk of death among children with Lennox-Gastaut syndrome and infantile spasms. J Child Neurol.
2010;25:441-447.

Arzimanoglou A, Resnick T. All children who experience epileptic falls do not necessarily have Lennox-Gastaut syndrome... but many do. Epileptic Disord. 2011;13(suppl 1):3-13.
Riikonen R. Long-term outcome of patients with West syndrome. Brain. 2001;23:683-687



SOTMOAOIMG

ABASETCA CAGACTBUEM.

0 CumnTomatTuveckue I3
BCAEACTBME MPEHATAAbHbBIX MAM
NEPUHATAAbHbIX MOPAXKEHMM
FOAOBHOIO MO3ra, MHCYAbTQ,
MHADEKLMM, MOPOKOB PA3BUTUS
FOAOBHOIO MO3rQd, OMYXOAM;

0 TleHeTU4YeCcKue MyTaALMUM.
MYTALMM B OTAEAbHbIX FTEHOX
(MOHOreHHbIE IMUAENCUM),
XPOMOCOMHbIE OHOMOAUMN,
BPOXXAEHHbIE HOPYLLEHMS
METADOAM3IMA U AP.

MyxuH, K.KO. Snmaentnieckme aHLEedDAAONATUM U CXOXKME CUHAPOMBI Y AeTer / KKO. MyxuH, A.C. Me- TpyxmH, A.A. XOAMH. — M., 2011. - 680 c.
van Rijckevorsel K. Treatment of Lennox-Gastaut syndrome: overview and recent findings. Neuropsychiatr Dis Treat. 2008;4:1001-1019.
Amrutkar C, Riel-Romero RM. Lennox Gastaut Syndrome. Treasure Island (FL): StatPearls Publishing; 2018.



MeXxaHM3Mbl HOCAEAOBOHMS

[0 BO3HMKHOBEHME MYTALIMM B TEHAX — HAPYLUEHME AOYHKLIMM KOAMPYHIOLLIMX MX
OEAKOB — KAHAAOMATUM — CUHAMTUYECKAA AMCAOYHKLIMA — TOAHCMOPTHbIN
AEJOEKT — HAPYLUEHME TPAHCKPUNUMKM U penapaumm AHK — 3aTpyAHEHME
BOCCTAHOBAEHMUA 1 PEMOAEAMPOBAHUA XPOMATHUHA, A TAKXE HAPYLLEHME
OOMEHA BELLLECTB.

0 AQHHbIE MYTALMM BAUSIOT HE TOABKO HO 3MMUAENTOrEHE3, HO U HA
ABEPPAHTHYIO MUTPALMIO HEMPOHOB M JOOPMMPOBAHME CAHOMOAbBHbIX
HEMPOHHbIX CETEM, YTO MPUBOAMT K PA3IBUTUIO KOTHUTUBHbBIX HOPYLLUEHWMA,
KOTOPbIE BPSA AW MOTYT ObITb CKOPPEKTUPOBAHbI C MOMOLLLbIO OObIYHbIX
NPOTUBOIMUAENTUYECKMX METOAOB AEHEHMS.

MyxuH, K.HO. Dnmaentnyeckme sHLedAAONATUM M CXOXME CUHAPOMbI Yy AeTen / KKO. MyxuH, A.C. Me- TpyxmH, A.A. XOAMH. —
M., 2011. - 680 c.

Bender A.C., Natola H., Ndong C., et al. // Neurobiol. Dis. — 2013. — Vol.54. — P.297-307.

Weiss L.A., Escayg A., Kearney J.A., et al. // Mol. Psychiatry. - 2003. — Vol.8, N2. - P.186-194.




Trnbl HOCAEAOBOHMS

[ B GOAbLUMHCTBE CAYHAEB MPUYMHOM ABAIIOTCS AOMMHAHTHBIE MYTALMM,
BO3HMKLLME de NOVO B TOMETE MAM B HOHOAE DIMOPUOreHesa.

[0 Tlpn HEKOTOPLIX 23 OTMEeYaeTCd X-CLLEMAEHHOE HOCAEAOBAHME, KOTOPOE
MOXET ObITb KOK peunecCUBHOE (HArNpurmep, MyTaumm B reHe ARX), Tak m
AOMUHAHTHOE (B reHe DCX).

[ B paae CAy4OEB HODAIOATETCA M AYTOCOMHO-peL,eCCUBHOE HOCAEAOBAHUE,
KOraAQ pebeHOK HOCAEAYET PA3AUYHBIE MYTALIMM OAHOIO M TOTO Xe reHa Ot
KAXKAOTO POAUTEAS.

0  MUTOXOHAPUAAbHbBIE BOAE3HM MOTYT HOCAEAOBATHCA KOK MO MATEPUHCKOM
AUHMUU, TOK 1 MO AYTOCOMHO-PELLeCCUBHOMY NYTH.

MyxuH, K.HO. Snnaentnyeckme aHLEJOAAOMATUM U CXOXME CUHAPOMbI Y AeTer [/ K.KO. MyxuH, A.C. lMe- TpyxmH, A.A. XOAMH. — M., 2011. - 680 c.



Tomaaa cnumnTtomoB CATl:

MN3meHeHUs Ha
c)Cl)

MHOXeCTBEHHbIE
TUMbI MPUCTYMOB

KorHuTmeHbIE
HOPYLLEHUS

CrHApOM AeHHoKca-[acTo

Bourgeois BF, Douglass LM, Sankar R. Lennox-Gastaut syndrome: a consensus approach to differential diagnosis. Epilepsia. 2014;55(suppl 4):4-9.




0 MHoXecTBeHHblIe NpuUcTynbl: TOHKMYeckme (100%), atmnmiHble aOCAHCHI
(60%, B TOM YMCAE CTATYC OBCAHCOB), ATOHMYEeCKME NPUCTynbl (50%),
MMOKAOHMYECKME;

0 XapakTepHbIMU MEXMNPUCTYNHbIMU USMEHEHUSIMU HA KAPTUHE
3HUuedarorpacdumu (33l): MexXnpmCTynHAs MEAAEHHO-BOAHOBAOS
QOKTMBHOCTb (< 3 TW), MAPOKCM3IMAAbHbIE BbICTPbIE PUTMbI (10-20 L) B
OCHOBHOM NON-REM cHe;

0 KOrHUTUBHbIE HAPYLUEHUSA. MHTEAAEKTYOABHOE 3OMEAAEHNE/DETPECC,
NOBEAEHYECKME MPODAEMDI.

Jahngir MU, Ahmad MQ), Jahangir M. Lennox-Gastaut Syndrome: In a Nutshell. Cureus. 2018;10(8): p. 31-34.




H1 OAMH 13 TMMOB NPUCTYMOB,
CBOMCTBEHHbIX CUHAPOMY, HE
ABAAETCA AAL HETO
MATOTHOMOHMYHbBIM!




Tunbl npmuctynos npu CAl

ToHMnyeckme
ATUMMYHbIE OOCAHCHI

(APOM-ATAKMY) — BHE3AMHbIE TOHUYECKME MAM ATOHUYECKME NAAEHUS

O O O &3

EAMHUYHbIE B3APAIMBAHUMA, 34 KOTOPbIMUN CAEAYET AKCHNAABHAA ATOHMA NAU
TOHMHECKOE HANMPIAKEHMNME AKCHMAAbHbBIX MbILLILL

—

POKAAbHbIE, B TOM YUCAE JOOKAAbHbIE KAOHMYECKME

0 [eHepAAM3OBAHHbIE TOHUKO-KAOHMYECKME

Panayiotopoulos C. Epileptic encephalopathies in infancy and early childhood in which the epileptiform abnormalities may contribute to
progressive dysfunction. The epilepsies: seizures, syndromes and management. Oxfordshire, UK: Bladon Medical Publishing; 2005.
Arzimanoglou A, Resnick T. All children who experience epileptic falls do not necessarily have Lennox-Gastaut syndrome... but many do.
Epileptic Disord. 2011;13(suppl 1):3-13.

van Rijckevorsel K. Treatment of Lennox-Gastaut syndrome: overview and recent findings. Neuropsychiatr Dis Treat. 2008;4:1001-1019.
Camfield PR. Definition and natural history of Lennox-Gastaut syndrome. Epilepsia. 2011;52(suppl 5):3-9.

Asadi-Pooya AA. Lennox-Gastaut syndrome: a comprehensive review. Neurol Sci. 2018;39(3):403-414.




BbuAaTepaAbHAsA CUHXPOHU3ALLMUA — BTO CUTYALMSA, KOTAQ MAEHTUYHBIE BOAHBI OAHOBPEMEHHO
MOSBAMOTCS HOA TOMOAOTUYHBIMM OTAEAAMM OBOMX MOAYLLAPUM

MeXMPUCTYNMHAA OKTUMBHOCTL Mpun 230

(KpUTEPMM MEXAYHAPOAHOM MPOTUBOIMMAENTMYECKOM
AMTA)

0 MeAAEeHHbIX CNAUK-BOAHOBbIX PA3PAAOB, OKTUBUPYIOLLLMXCS BO BPpeMS CHA
OOAbLLIE, YEM B COCTOAHMIM OOAPCTBOBAHMUS, M MMEIOLLIMX TEHAEHLLUIO K
OUMAQTEpPAAbBHOU CUHXPOHMU3ALMUMU;

[0 BCMbIWKH BbICOKOOQMNAUTYAHDBIX TeHePAAU3IOBAHHbIX NOAUCNAUKOB U
KOMMAEKCOB MOAUCNIAUK-MEAAEHHAOS BOAHQ;

0 BO3HMKHOBEHMS BbICTPOU PUTMUYHOMU AKTUBHOCTHU C YacToTomn 10-25 Iy,
KOTOP A MPOAOAXKAETCH HECKOAbKO CeKYHA (0T 2 A0 10 ¢c) Bo Bpemsi NREM-
CHQ, NMOAYYMBLLEN HA3BAHUE TEHEPAAMIOBAHHOM MAPOKCHMIMAABHOM
ObicTpOM akTMBHOCTH BO cHe (Generalized paroxysmal fast fctivity — GPFA).

Koutroumanidis M, Arzimanoglou A, Caraballo R, Goyal S, Kaminska A, Laoprasert P, Oguni H, Rubboli G, Tatum W, Thomas P, Trinka E, Vignatelli L,
Moshé SL. The role of EEG in the diagnosis and classification of the epilepsy syndromes: a tool for clinical practice by the ILAE Neurophysiology Task
Force (Part 2). Epileptic Disord. 2017;19(4):385-437.




KanHmyeckm GPFA Ha kapTtiHe 231 moxert
COMPOBOXAOTLCY HE3HAYUTEAbHbIM
NOBbILLUEHUEM TOHYCA B AKCHUAABHbIX
rPYnMNAaxX MbILLLL, O MOXET ObITb
cyOkAUHUYeckoun (6eCCMMNTOMHOMU).
[TOBbILLEHME MbILLIEYHOTO TOHYCO MOXHO
OMNPEAEANTL TOABKO C MOMOLLLBLIO
IAEKTpOoMHorpadomn4eckoro 3AEKTpoAd, A
TOTAQ TOKOM 33-NATTEPH OYAET CYUTATLCS
MPUCTYTMNHbLIM, a HE MeEXNPUCTYMHbBIM.

Asadi-Pooya AA. Lennox-Gastaut syndrome: a comprehensive review. Neurol Sci. 2018;39(3):403-414.

Koutroumanidis M, Arzimanoglou A, Caraballo R, Goyal S, Kaminska A, Laoprasert P, Oguni H, Rubboli G, Tatum W, Thomas P, Trinka E, Vignatelli L,
Moshé SL. The role of EEG in the diagnosis and classification of the epilepsy syndromes: a tool for clinical practice by the ILAE Neurophysiology Task
Force (Part 2). Epileptic Disord. 2017;19(4):385-437.



Peakuus BOBA€4YEHMS - B KAOCCMYECKOM BUAE MOAYHEHA HA XMBOTHbLIX B BUAE HM3KOYACTOTHOIO OTBETA B
PUTME PA3APAXKEHMS HECTELMAOUIECKOTO TOAOMYCA, HOBDAIOACEMOTO B MEPEA HUX OTAEAOX MO3IQ; Y
4EAOBEKA HADAIOAQIOT OHAAOTUYHbBIE MPOIBAEHMUS MPU PUTMUHYECKOU CDOTOCTUMYAILLMM B BUAE YCBOEHMS
PUTAMA TOABKO B AOBHBIX OTAEAOX MO3rda OT 4 A0 8 TLL.

REM (rapid eye movement, doa3a BbICTpOro cHA) — doasa CHA, XAPAKTEPMUIYIOLLLAACS MOBbILLUEHHOM
COKTUMBHOCTbBIO TOAOBHOIO MO3rd.

CyobkamHmyeckas GPFA NoBTopsaeTCcs 4epes
KOPOTKUE BPEMEHHbIE MHTEPBAAbLI 1 MPU
HEM OTCYTCTBYET PUTM BOBAEYEHUA.
MeXMNPUCTYNHAY OKTMBHOCTb AOAXKHAO
YMEHBLLIATLCYH, Nepexoad B REM-COH.

Asadi-Pooya AA. Lennox-Gastaut syndrome: a comprehensive review. Neurol Sci. 2018;39(3):403-414.

Koutroumanidis M, Arzimanoglou A, Caraballo R, Goyal S, Kaminska A, Laoprasert P, Oguni H, Rubboli G, Tatum W, Thomas P, Trinka E, Vignatelli L,
Moshé SL. The role of EEG in the diagnosis and classification of the epilepsy syndromes: a tool for clinical practice by the ILAE Neurophysiology Task
Force (Part 2). Epileptic Disord. 2017;19(4):385-437.



ATUMMYHBbIE D3 -CUMMTOMDbI, BbI3bIBAKOLLIME
COMHEHMS B AnarHo3e CAl (MeXXAYyHOPOAHOS

NMOOTHUBOITNMMNAETTTUHECKAA AU FCI) :

0 OT1CyTCTBME TUMMYHBIX MPUCTYMHBIX M MEXTPUCTYMHbIX MATTEPHOB BO BPEMS

OOAPCTBOBAHMA M CHQ;

CnAMK-BOAHOBbIE PA3PIAbI C HOCTOTOM 2—3 'L, CYOKAMHUYECKMNE MAM
ACCOUMMPOBAHHbBIE C MUOKAOHUAMM (ECAMU DTO AOMMUMHUPYIOLLIMM TUMN MPUCTYNOB) U/MAU
BbICOKOOMMAUTYAHBIE MEAAEHHbIE BOAHbI, MEPEMELLIAHHBIE C MYALTUTDOKAALHbIMM
CMAMKAMM, KOTOPbIE ACCOLMMPOBAHbI C XAOTHUYHBIM MMOKAOHYCOM (MOAODHbIE
M3MEHEHMS NPEANOAQTAOT HOAMYME MUOKAOHUYECKM-ACTATUHECKOM SMUAENCUN);

AOMUHUPOBAHUNE YHUAQTEPAAbHBIX MEAAEHHbBIX BOAH, CMAMKOB MAM KOMIMAEKCOB
(CNAMK-MEAAEHHAS BOAHOY) U/MAM MOAMCNAMKOB B AOOHbIX OTBEAEHMSX, YTO, KAK
MNPABUAO, CBMAETEABCTBYET O HOAMYMM AODHOAOAEBOM SMMAENCUMN C ODUAATEPAABHOM
CUHXPOHM3AUMEMN;

AOCTATOYHO AAMTEAbHbIE (A0 20—30 MMH) MpoBEr PUTMNYHBIX MOHOMOPJOHbIX
KOMMAEKCOB (CMNAMK-MEAAEHHOS BOAHON MAM MEAAEHHbIX BOAH C YOCTOTOM AO 4—1,5 L,
DoAEeE AU MEHEE CUMMETPMYHBIX C MPEODAAATHMEM B AODHbBIX OTAEACX.

Koutroumanidis M, Arziimanoglou A, Caraballo R, Goyal S, Kaminska A, Laoprasert P, Oguni H, Rubboli G, Tatum W, Thomas P, Trinka E, Vignatelli L, Moshé SL. The role of EEG in the
diagnosis and classification of the epilepsy syndromes: a tool for clinical practice by the ILAE Neurophysiology Task Force (Part 2). Epileptic Disord. 2017;19(4): p. 385-437.



AOMNOAHUTEABHbIE TUIMbI MPOUCTYMNOB,
CB43aHHbIE C LGS

OnMNUCAHHbIE BblLLIE CYAOPROXHbIE MPUMNAAKM U XAPAKTEPUCTUKU D3I ABAFOTCSH LLEHTPAABHbBIMM
XAPAKTEPUCTUKAMM LGS; OAHOKO MOXHO YBUAETb AOMOAHUTEAbHbIE

XAPAKTEPUCTUKU. HEKOTOPbLIE MAM BCE M3 HUX MOTYT NMPUMCYTCTBOBATb AO UAU BO BPEMS
NOCTAHOBKU AUATHO3A, MAUM OHM MOTYT PA3BUBATBCA U MEHATLCH C TEHEHUEM BPEMEHM.

AnuaentTnyeckmne cnasmel . LGS pa3BmBaETCS M3 CMHAPOMA BecTta npumepHo B 30%
NEANATPUYECKMX CAYHOAEB, M Y TOKMX NMALMEHTOB MOTYT NMPOAOAXATLECH SMMAENTUHECKME
CMA3Mbl BO BpeEMA MeEPEXOAa K LGS;

[l beccyaopoxHbin anuaenTndeckum ctatyc (NCSE): sctpevaetca y 50-75% naumeHtos ¢ LGS
M OObIYHO COCTOMT M3 CYOMOCTOAHHbBIX ATUMMYHBIX AOCAHCOB C PA3AMYHOM CTEMNEHBIO
M3MEHEHHOIO CO3HOHMS, NEPUOAMNYECKM MPEPLIBAEMbIX MOBTOPIOLLMMUCT KOPOTKMMM
TOHMYECKMMM NPUMNOAAKAMM;

[l PokaAbHble NpMNAAkH (C ABYCTOPOHHUM MOPAXEHUEM MAU 6e3 Hero), reHepaAu3OBAHHbIE
TOHMKO-KAOHUYECKHe NPUNaskn, OAHOCTOPOHHUE KAOHMYEeCKne NpUnaAkmn: 0OblYHO
BO3HMKQAIOT HO BoAee MO3AHMX CTaAMIX LGS, HO MHOTAQ MOTYT MPEALLIECTBOBATh OCHOBHbIA
TUMNOM MPUNAAKOB;

[  MuokAoHM4eCKHEe CyAOpOru: BCTPEYatoTCs B 11-28% NALMEHTOB 1 MOXET MPUBECTU K
NAAEHMIO, HO CB43AHbI CO MHOTUMMM FEHEPAAM3IOBAHHBIX SMMAENCHUMN U MODTOMY HE
PACCMATPUBAETCH B KOYECTBE OnpeAeAdoLLero npmsHaka AlC.

Cross JH, Auvin S, Falip M, Striano P and Arziimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505



AnardHo3s CAl asageTcs
NOATBEPXAEHHbIM, ECAM:

30PEMCTPUPOBAHbBI TUMMYHBbIE NPUCTYNbI (MPEMMYLLLECTBEHHO TOHMYECKME) C
TUNUYHBIMU NPUCTYNHbIMU U MEXMNPUCTYMNHLBIMU NATTEPHAMU 6€3 ATUNUYHDbIX
A3l-XxapakTepUCTHK.

Koutroumanidis M, Arziimanoglou A, Caraballo R, Goyal S, Kaminska A, Laoprasert P, Oguni H, Rubboli G, Tatum W, Thomas P, Trinka E, Vignatelli L, Moshé SL. The role of EEG in the
diagnosis and classification of the epilepsy syndromes: a tool for clinical practice by the ILAE Neurophysiology Task Force (Part 2). Epileptic Disord. 2017;19(4): p. 385-437.



AnarHo3s CAl asageTcs
BEPOATHBIM, ECAM:

€CTb TUNU4HbIe DI3lM-NAaTTepHbl 60APCTBOBAHUA U CHA, OAHOKO He
30PMKCUPOBAHBI TOHUYECKUE NPUCTYIbI.

Koutroumanidis M, Arziimanoglou A, Caraballo R, Goyal S, Kaminska A, Laoprasert P, Oguni H, Rubboli G, Tatum W, Thomas P, Trinka E, Vignatelli L, Moshé SL. The role of EEG in the
diagnosis and classification of the epilepsy syndromes: a tool for clinical practice by the ILAE Neurophysiology Task Force (Part 2). Epileptic Disord. 2017;19(4): p. 385-437.



Kputepmm KOrHUTUBHbLIX HOPYLUEHMN B
amarHoctmke CAI MMeET AOBOAbHO 3HAYMMbIN
NOOLLEHT UCKAKOHEHUM:

0 BOABLUMHCTBO MMEIOT MHTEAAEKTYOAbHbIE M MOBEAEHYECKME HAPYLLUEHMUS —
ArpecCcUBHOCTb, TMNEPAKTUBHOCTb U/UAU YEPTbl AYTU3MA.

0 [MpumepHO 5% NALMEHTOB MMEIOT HOPMAABHbIM UHTEAAEKT.

0 10-20% 60OAbHbIX MOTYT AOCTUTHYTb (MPUEMAEMOro) YPOBHSI MHTEAAEKTA,
HECMOTPA HO MHOTOYUCAEHHbIE OIPAHMYEHMS, CBA3AHHbIE C YHOCTbIMM

NPUCTYNAMM.

Mastrangelo M. Lennox-Gastaut Syndrome: A State of the Art Review. Neuropediatrics. 2017;48(3):143-151.



B HOCTO4LLLEE BPEMI CUHAPOM
AEeHHOKCAO-[QCTO B KAMHMYECKOU
NPOAKTMKE BCTPEYAETCH PEAKO B
CUAY HECKOABKMX MPUYUH...




0 33 BKAKOYAIOT LLEABIM PSA BO3PACT-3ABUCUMbBIX SNMUAENTUHECKUX CUHAPOMOB,
XAPOKTEPUIYIOLLIMXCS ONPEAEAEHHBIM TMITOM MNPUCTYMOB U CMNELMADUIECKMMMU
M3IMEHEHUIMM HO DT .

0 K33 ¢ paAHHUM HAYAAOM OTHOCATCH PAHHAS (HEOHATAABHAS) MMOKAOHMYECKAS
SHUEedOaAOMATUA, CUHAPOM OTAXAPA, IMNMUAENCHUI MAQAEHYECTBA C
MUTPUPYIOLLIMMKM GOOKAAbHBIMM NPUCTYNAMMU, CUHAPOM BeCcTa, CUHAPOM APQBE.

0 Cpean 93 AETCKOro BoO3pacTaA BbIAEAFIOT CUHAPOM AEHHOKCA — [ACTO, CUHAPOM
AaHAQY — KAeDPpHEPQA, IMMAENCUI CMUOKAOHUNYECKMN-QTOHUYECKMMU
NPUCTYNAMM.

0 33 ¢ pAHHUM HAOYAOAOM MOTYT 3BOAIOLLMOHMPOBATL B D3 AETCKOro BO3pdacTda.
Hanpumep, crnHapom Otaxapa, AEOITUPYIOLLLIMK B BO3PACTE 2 MECHLLEB,
3BOAOLMOHMPYET B CUHAPOM BecTta, 3atem B CUHAPOM AeHHOKCAa — [aCTO.

[0 OCHOBHbIE KAMHUKO-DAEKTPOIHLLECDAAOTPAUNYECKME XAPAKTEPUCTUKM KAXKAOTO
M3 DTUX CUHAPOMOB MPEACTABAEHbI B TADAULLE.

Kulikova S.L., Likhachev S.A., Zaitsev |.I., Talabayev M.V., Kozyreva I.V. Epileptic encephalopathy in monogenic epilepsies in children: the current state of the
problem. Meditsinskie novosti. — 2018. - N1. — P. 38-39.



W3BecTHuie rexs,

MyTaLu B KOTOPBIX Boapacr Bug anunentue- Seomouus snwnen- | [uddepenumans-
Bup 33 MPMBOAAT K X Mon pebiora CXUX NpHCTYTOR 9r Jlevdenue o, cxon i o3 KorHuTuBHbie HapylweHua
Pa3BuTHIO
PanHas mnagenye- | STXBP1 (30%), M=X, kpome ARX - | 0-3 Toxuueckue WxTepukTansHas Qapmaxopeau- B 75% cnyuaes Parsina Muoknos- | BeipaxexHas creneqs
ckan 33 (cuppom | KCNQ2 (20%), GoneioT B OCHOBHOM | MecAua NPUCTYNB, MOTYT aKTWBHOCTB: CyNpec- | CTEHTHOCTL, MOXET | TpaxcopMaLma yeckan 33
Oraxapa) SCN2A (10%), Manb ki GbiTh (hoKanbHe CUBHO-B3pLIBHYIE 6biTh achcbekTueHa | B cuHapom Becra.
AARS, ARX, BRATT, " WHbaHTUNbHLIE uamexerus. Miktans- | ketorexHas guerta Mpuctynsi npo-
CACNA2D2, CNa3mbl, PeKo — Ham: andpyaHoe LONMXAIOTCA Ha
GNAO1, KCNT1, MUOKNOHYC 3ameqneHue unu MPOTRXEHUN KU3HIK
NECAP1, PIGA, GbiCTpaR HU3KOBOMb-
PIGQ, SCNBA, SIK1, TaXHAR aKTUBHOCTD,
SLC25A22 choKanbHbie cnaiku,
TUNCapUTMIMA
Panas mwoknonu- | ERBB4, PIGA, M=X 0-3 DparmeHTapHsiii WnTepukTansHan Qapmaxopeaut- B GonbumHcTee Patsian mnagesse- | Bupaxexxas creness
veckan 33 SETBP1, SIK1, MecAua MUOKNOHYC, pexe — | aKTBHOCTL: CTEHTHOCT cnyuaes He 3somo- | ckas 33
SLC25A22 TOHU4eckue u o- | cynpeccueHo-B3pLB- LMOHUpYET B ApyTUe
KanbHble NPUCTYMsl | Hble M3MEeHEHUR, Buabl 33, coxpa-
YXyALIAOLMECA BO HRIOTCA MUOKNOHYC
BPEeMA CHa. 1 (hoKanbHbie
WkranbHas: natrept NPUCTYNS!
MUOKNOHYCa
33 mnapgenvectea | KCNT1 (50%), M=X 0-6 Qokanshsie npu- WnTepukTansHas: B GonsumHcTee Y 7% — wicpantune- | Pannas mnageqve- | [lo Havana npuctynos
C MUTPUPYIOLLMMIA SCN2A (25%), MecCALeB CTyny, ucxopAwme | moxer Beimb cnyvaes — (papma- | Hue cnaamyi, YacTo | ckas 33; paHHAs MOXET BiTh HOPMANBHOE
(hoKansHuIMmu PLCB1, QARS, W3 Pa3MMuHLIX He3a- | HopmankHol B KOPE3WCTEHTHOCTb, | coxpaHmoTCs go- MAOK/IOHU4ECKAR paasumve, nocne pebio-
npucTynamu SCN1A, SCN8A, BUCUMbIX oMaroB B | pebiote, panee moxer B apdex- | kanshse npuctyns | 33 Ta — perpecc passuTua.
SLC25A22, obeux remucpepax | mynsTuchokansHas | TUBHE DEHUTOMH, nocne 1 roga BuipaxeHHan creness
TBC1D24, SLC12A5 axTveHoCTh. Miktane- | kerorexHas guera, KOTHATUBHBIX HApYLUeHWit
Hag: MArpupyIoLLMe | nesuTUpaLieTam,
¢poKycel B 060MX pyduHamug,
nonyLLapuAXx KOPTUKOCTEPOMAY,
Gpomuan
CuHapom Becra CDKL5(10%), M=X, npu ARX 2-12 AnunenTuveckue WHTepukTansHas: Tepanua nepeoit Moxer bbims [lo Ha4ana npucTynos
STXBP1 (2%), ARX, | crpagaior mansumku, | mecrues cnaambl runcapuTMma. V- NUHAW: KopTUKoCTe- | Tpascdhopmauus 8 MOXET BiTh HOpMaNs-
ALG13, DOCK?, npu CDKLS - vawe TanbHan: aneKTpo- pouab, urabatpuM, | cusapom Slesokca - HOE pa3suTie, nocne
DNM1, FOXG1 AEB80NKN [EKPEeMENT W KeTOreHHan auera facto pebiora — perpecc unu
(duplications), BLICOKOAMN/MTYAHARA OCTaHOBKA Pa3BUTUA,
GABRB1, GABRB3, MEJUeHHOBOHOBAR 80% uneloT pasHyio
GNAO1, GRIN1, AKTWBHOCTD B CO- CTeneHb KOMHUTHBHBIX
GRIN2A, GRIN2B, yeTaHum ¢ BbicTpoil HapyLLeHWit
MAGI2, MEF2C, AKTUBHOCTHIO
NEDDL4, NDP
NRXN1, PIGA,
PLCB1, PTEN,
SCA2, SCN1A,
SETBP1, SIK1,
SLC25A22,

SLC35A2, SPTANT,
ST3Gal3, TBC1D24,
TCF4, WWOX

Kulikova S.L., Likhachev S.A., Zaitsev L.l., Talabayev M.V., Kozyreva |.V. Epileptic encephalopathy in monogenic epilepsies in children: the current state of the
problem. Meditsinskie novosti. — 2018. - N1. — P. 38-39.




Cunxgpom [lpase SCN1A (90%), M=X, npu 5-16 DebpursHye u HopmansHas 33 Oapmakope3auctexT- | Coxpaxsiowmecs Snunencus ¢ Hopmansoe pa3suue 8
PCDH19, GABRA1, | PCDH19 — nesouxu | mecsues achebpunsheie B TeweHwe 1-2 net | HOCTb, HAMMYHLLMIA npucTyns: o7 1205 | MUOKMOHKHECKU- 1 ron xu3sm, 3ameg-
GABRG2, HCN1, (99%) TEMUKNOHMYECKNE U | NO3XeE — rexepa- abcbexT — Tonupo- | NeT — pokanseie, | aTOHMMECKUMM NpU- | nexHoe — mexay 1 u 2
STXBP1 reHepanM3oBaHHbie | NU30BaHHaR UMk MaT, CTUpUNEHTON MHOKIOHU4E- CTynamu, CHHAPOM | rofamu, perpecc nocne
TOHUKO-KIOHIHE- MynsTudboKansHas | B komGuHaLmm ¢ cxue, abcakcs, JlexHokca — facto INUNENTUHECKUX CTaTy-
CKWE NPUCTYMbI, anunenTuPOpMHan | Bansnpoesoi Kuc- HEKOHBYMbCUBHLE coe. Wcxon: ot nerkux
4acTo — 3MMNENTW- | aKTUBHOCTb, YacTo | noToid, knoBasam, ANUNeNTUHECKII [0 TRXENBIX KOTHUTUBHBIX
4ecKuit cTaryc (hOTOCEHCUTUBHOCTL | NeBuTMpaLieTam, craryc. Mocne 5 HapylweHst
KETOTEHHARA AWeTa. | NET — KOpOTKMe
MpoTvBonoKa3aks: | HOMHLIE NPUCTYTIb,
kapbamazenuH, NerKuit MUOKNOHYC
NAMOTPUEXUH
Snunencus ¢ SLC2A1 (5%), M:XK=2:1 7 mecaues — | MuoknoHusecku- WMxramsHan: 3a- @apmaxopeauctedt- | Y GonsumHcTea [obpokasecTeensan | Paxxee passutue —
MUOKNOHW4ECKM- SLC6A1 (4%), 6 ner aToHUMecKue MENEHUE TeTa- U HOCTb HacTo, MOMET | NALMEHTOB — MUOKNOHUECKARA Hopwma. Perpecc yacto
ATOHUMECKUMIA CHD2, GABRA1, npuctynei, abcawcel, | AensTa-guanasoxa, | OwTb abdrexTmeHa pemuccua 4Yepea anunencus mnagex- | Habmopaercs nocne
npucTynamu GABRG2, SCN1A, TOHUKO-KNOHIYE- reHepanu3oBaHHbie | KeTorewHan guera 3-5 ner ot Hawana, | 4ecTsa, CHHOPOM pebiota anunencuu.
SCN1B, KCNA2 CKMe NPUCTYNbI, cnaitk-nonucnaitk- | (50%), koprukocTe- | B TRXENLIX Criyua- JlenHokca — facto, | Wcxop ot HopmansHoro
HEeKOHBYNbCUBHBIN BOMHLL pouas: AiX — COXpaHeHue cuHapom [pase, wHTennekTa (26-67%) ao
SNUNENTUYECKUA B HexoTopeix npucTynos (npeumy- | Apyrue MMOKNOHW- | TAXENOro paccTpoicTBa
craryc cny4anx — hoToCeH- LECTBEHHO HOMHBIX | Yeckue anunencum
CHTUBHOCTL TOHUMECKMX)
Cunppom Jlenrok- | ALG13, CACNATA, | M= 1-8 ner ToHweckue npu- WeTepukTansHas: Dapmakopesu- Y 80% npucTynbi Anunencua ¢ Hapywetume wHTennexTa
ca - lacto CDKL5, CHD2, CTynu ¢/6e3 aunuy- | 3amegnetue CTEHTHOCTL COXPAHRIOTCA BO MUOKIIOHUHECKM- [0 Havana npucTynoe
DNM1, FLNA, HbiMu abcaHcamu, OCHOBHOt aKTUB- B3pOCNOM Bo3pacTe | atouueckumu npu- | Habmopaercs y 20-60%,
GABRB3, GRIN2B, ATOHUMECKIMM, HOCTH, CNaMK-BOMHbI crynamu, cugpom | k 5 rogam 90% umeior
HNPRNU, MUOKNOHU4ecKuM | <2-5 [y, rewqe- [fpase KOTHUTUBHbIE HAPYLLEHUA
HNRNPH1, IQSECT, WM reHepaniaosan- | panu3osaHHan
iQSEC2, KCNQ3, HbIMW TOHUKO-KNO- | NapoKcuamansHas
MTOR, SCN1A, HUYECKIUMU NpU- 6BbiCTpan aKTHBHOCTL
SCN2A, SCN8A, crynamu. Anuaogs | Bo cHe. ViktansHas:
STXBP1 TOHUMECKOTO UNW ANEKTPOLAEKPEMEHT,
HEKOHBYNbCUBHOTO | HU3KOBOMBTAXHAR
ANUNENTUHECKOrO 6GbicTpan akTue-
craryca HOCT®, MEANeHHsIe
CNaiK-BONHY,
reHepanu3osanHbie
cnak-nonucnank-
BONHYI
Anunentu4eckan GRIN2A (10-20%) He u3sectHo 3-7 ner Ponaxauueckue AnexTpuseckuit Moxer 6w hapma- | Inunencus Curppom lexmok- | Passutue fo npuctynos 8
achaaua: CHHAPOM anunenTUvecKkue CTaTyC MEANEHHOr0 | KOPe3WCTEHTHOCTe. | ABNAETCA Bo3pact- | ca - facto Hopme. Ucxop: Hapywe-
Nawpay —- Knedhop- NPUCTYNS, MOTYT cHa (>85% non-REM | Mpenaparul eeibopa: | 3aBucium co- HWE peuu OT Nerkoro Ao
Hepa, 3d ¢ ObiTh HeraTMBHeI cHa) KOPTUKOCTEPOUAS, | CTORHMEM, NPUCTYMbI TAXENOrO
NPOROSIKEHHOM aK- MUOKNOHYC W aTOHK- Gensopuazenunel, 3aKAHYMBAIOTCA K
TUBHOCTLIO B (haay 4eCKUe NPUCTYN.! an NOAPOCTKOBOMY
MEANEHHOTO CHa, KMCNOTa, CynbTuam, | soapacty
ATUNMNYHOR TeYeHWe aToCyKCUMUA,
ponaKsauMecKon nesuTMpaLeTam,
anunencu lMpoTueonokasawo:
Kkapbamazenun

Kulikova S.L., Likhachev S.A., Zaitsev I.l., Talabayev M.V., Kozyreva I.V. Epileptic encephalopathy in monogenic epilepsies in children: the current state of the
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1. Y AeTent MOXeT ObITb NOCTABAEH AUATHO3 PAOHHEN ANUAENTUYECKOU 3HUePaAoNaTUMN
(MyTaumm B reHax GABRB3, ALG13, SCN8A 1 Ap.), XOTq KAMHUYECKME CUMMTOMbI 1 D3l -
KAPTUHA MOTYT COOTBETCTBOBATH CMHAPOMY AeHHOKCa-[acTo.

2. Kpome T10ro, npu peLlueHmm AMArHoCTUYECKMX BOMPOCOB BAXKHO MPOUMHUMMATL BO
BHUMAOHME, YTO CUHAPOM MPOABASET cebs C Te4EHNEeM BPEMEHU: KAOK MPABMAO, MPUCTYMbI
BCEX 3-X TMMOB HE PA3BMBAKOTCH OAHOBPEMEHHO. TO XXE camoe KacaeTcd 1 23 -
M3IMEHEHMIM — MPU NEPBbIX 3TANAX 3A00AE€BAHUA MOXET HAOOAIOAATLCS TOABKO
U3MEHEeHUEe OCHOBHOU BDMOIAEKTPUHECKOU OKTUBHOCTM.

3. Kpome 10ro, 3aAepXKa/perpecc pasBuMTus TAKXKE He BCerad o4eBMUAHbI B HOYAAE
OOAE3HM.

4. IMmeeT TaKXKe 3Ha4YeHMeE, YTO He BCeM NALLMEHTAM HasHavaeTca 3l cHa (1 Toraa
4YOCTO OTMAAQET OAMH M3 KAMHUYECKMX AMOO AMArHOCTUYECKMX DIT-KpUTEPUEB —
HAMPUMEP, TOHUYECKME MPUCTYMbl BO CHE MOTYT ObITb HE3AMETHbIMM).

5.B HOcCTOsLLLEE BPEMS AyHLLE A€@HATCS HOYOAbHbIE MPOABAEHUS CUHAPOMA, KOTAC HE
BUAHQO PA3BEPHYTAS KAPTUHA 3000AEBAHMS.

Mastrangelo M. Lennox-Gastaut Syndrome: A State of the Art Review. Neuropediatrics. 2017;48(3):143-151.
Bourgeois BF, Douglass LM, Sankar R. Lennox-Gastaut syndrome: a consensus approach to differential diagnosis. Epilepsia. 2014;55(suppl 4):4-9.



BbIBOABI:

0 «kAaccu4eckumn) cCUHAPOM AeHHokca-IacTo, BKAOYAIOLLLMIK B CEO4
XAPAKTEPHbIE TUMbI MPUCTYMOB, TUMMYHYIO MPUCTYMHYIO M MEXMNPUCTYMHYIO

KAPTMHY 23, O TAKXKE 3AAEPXKKY NCUMXOPEYEBOIo PA3BUTUS, BCTPEYaeTCs
PeAKO;

0 B OCHOBHOM HODAIOAQIOTCS CAY4OM (BEPOSATHOrON CUHAPOMA AeHHoKCa-

facTo, KOTOPbIE XAPAKTEPU3YIOTCS CMA3AHHOCTbIO KPUTEPUEB €ro
AVUCATHOCTUKM;

0 3HOYUTEABHO HALLE KAUHULUCT UMEET AEAO C OTAEAbHbIMU KAUHUYECKUMHU
U DA -XApAKTEPUCTUKAMU, HAMOMUHAKOLLUMU CUHAPOM AeHHoKkca-lTacTo.




AMATHOCTUKAO

[l KAMHMYecKas KAQPTHMHA CYAOPOXXHbIX MPUCTYNOB;

0 33l cHAa: MCMOAB3OBAHME 3ANMUCK D3 BO CHE CYHUTAETCH OOI3ATEABHBIM AAS AMATHOCTMKM
LGS, MOCKOAbKY HOAMYME TOHUHECKMX MPUMNAAKOB BO CHE U / MAM HOAMYME
NAPOKCU3IMOAAbHbIX ObICTPbIX PUTMOB ABASIOTCS KAKOYEBLIMM AMATHOCTUHECKMMM
KOUTEPUAMM ACXKE Y B3POCAbIX MALMEHTOB. AAS MOAYYEHMS D3 CHA Y B3POCAOIO
NALUMEHTA MOXET OKA3ATLCA MOAE3HbIM MPEABAPUTEABHOE NMOAHOE MAM YOCTUYHOE
AMLLIEHUNE CHQ;

[0 MarHuTHo-pe3oHAaHCcHAas Tomorpacpus (MPT). MPT TpeOyeTcsd AAS OLLEHKM HOAMYMS
CTRYKTYPHbIX QHOMOAMM (HOMPUMEP, OMNYXOAM / MOPOKA PA3BUTUA TOAOBHOTO MO3rQ,
KOMMAEKCA TYOEPO3HOTO CKAEPO3d), KOTOPbIE MOTYT MPOAUTL CBET HA STUOAOTUIO,
MOMO4Yb B AMDIDEPEHLMAABHON AMATHOCTUKE U / UAM MPUHATE PELLIEHUE O AEYEHUM;

[l TeHeTnyeckoe nccaeaoBaHune: LGS - 370, MO CYTU, DAEKTPOKAMHUYECKMIM AMATHO3. BbIAM
NPEANPUHATBI MOMbITKM OMPEAEAMTE BO3MOXKHYIO TEHETUYECKYIO STMOAOTMIO, HO
reHetmnyeckas apxmrektypa LGS BeCbMa HEOAHOPOAHA. XOT9 EAMHOTO reHa AAq LGS He
CYLLLECTBYET, FEHETUYECKOE TECTMPOBAHME (T.€. LLEAEBOE NOBTOPHOE CEKBEHMPOBAHME,
CPABHUTEABHAY TEHOMHAS TMOPUAMIALLMA) MOXKXET OblTb MOAE3HBIM AAS OMPEAEAEHMS
STUOAOTMM U MOCAEAYIOLLIMX PUCKOB PELIMAMBA; DTO TAKXKE MOXKET MOMOYb MPEAOTBPATUTD
HEHY>HblE AMATHOCTUYECKME MCCAEAOBAHMS.

Cross JH, Auvin S, Falip M, Striano P and Arziimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505




TaOA. 1. IpuMmepbl reHHbIX TeCTOB, KOTOPbIE MOTYT
NPOSACHUTb FrEHeTUYECKYIO 3TUOAOTUIO LGS

SCNITA GEFS + / cuHApom ApaBse / Apyrme deHOoTUMbI
SLC2AI1 CuHapom aedoumumta GLUTI
STXBP1 MHJOAHTUABHbIE CMA3Mbl / CUHAPOM BecTq,

CUMHAPOM AeHHOKCO-IacTo

DNM1 MHJOAHTUABHbIE CMA3Mbl / CUHAPOM BecTq,
CUHAPOM AeHHOKCAO-[acTo

GABRB3 MHJOAHTUABHbIE CMA3Mbl / CUHAPOM BecTq,
CMHAPOM AeHHOKCO-IacTo

GEFS +, reHepAAM30OBAHHAS SMMAENCUA C PDEOPUAbHBIMM MPUMNAAKAMM MAIOC
GLUT1, nepeHOCHYMK FAIOKO3bI TMNA |
LGS, crHApOM AeHHOKCa-TacTo

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505




NevyeHUue

LLeAb Ae4YeHUA:

0 AOCTMXEHME KOHTPOAS HOA MPUCTYNAMUM U YAYHLLEHME KOTHUTMBHBbIX
JOYHKLMM.

MeToABbI:

[MPOTUBOIMMAENTUYECKME MPENTPATI;

KAQHHABUMAMOA;
fopmoHoTtepanus (Tetpako3aktma (CrHakteH® Aerno));

KetoreHHaa AMEeTq;

O O O & &3

TapreTHag Tepanumsa (HA CTAAUM KAMHUYECKMX UCTIbITAHMM).




[lpoTUBOINUAENTUYECKHE
npenapaTtbl, AMLLEH3UPOBAHHbIE
UAU LLUUPOKO UCMOAb3yEeMble AAS
LGS B EBpone un CLUA

OCHOBHOE AeYeHHue
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Moviem sHyTps

0" VPA HMKOrAQO CNEeLMUAAbHO HE AULLEH3UPOBAACS AASl UCNOAb3OBAHMSA B LGS.

0 Tem He meHee, OOAbLLMHCTBY MALUMEHTOB C 3MNMUAENCHUEM, XAPAKTEPUIYIOLLLEMNCH
reHePAAM3OBAHHBIMM MAM MHOXECTBEHHbBIMM TUMAMM NPUCTYNOB, CHAOYOAQ
Ha3HA4YaOT VPA, TOK KOK OH UMEEeT LUMPOKUU CMEKTP AEUCTBUSA, 1 MOAOBEPOSATHO,
YTO OH NpMBEAET K UX 060CTpeHUIo NpucTynoB. CAEAOBATEAbBHO, OH
MCMNOAb30OBAACS KOK NIPenapaT NepBOU AMHUU Y AeTeu € de novo UAK
BO3HMKAOLWUMHU LGS.

0 OCHOBHOE BHMMAHME MPKM ODLLLEM MCMNOAb3OBAHMKM VPA ObIAO CB43AQHO C
TEPATOreHHbIM PUCKOM Y DYAYLLLETO PEDEHKA OT MATEPU, MPUHUMALOLLLEM VPA.

0 B pyKOBOACTBOX MEXAYHAPOAHOM AUTL MPOTUB SMUAENCUM PEKOMEHAYETCH
n30eratb NpUMeHeHMa VPA Y XXEHLLIMH C AETOPOAHBIM MOTEHLIMAAOM, HO CAEAYET
YYUTBIBATb, YTO AAS TUIMOB MPUMNAAKOB (MAM SNMAENCUM), KOTAQ VPA gBAseTCS
Hanboaee 2P EKTUBHBIM AEYHEHMEM, PUCKU U NpeumyLLecTsa VPA u Apyrmux
AAbTEPHATUBHBIX METOAOB A€YEHUA AOAXHBI ObITb HUXE.

0 Ob6cyxaaeTtcs, 4To VPA caeAyeT NPEeAAdratb B KOYECTBE A€4EHUS NepPBOU AUHUMU
AAS CUHAPOMOB SMUAETCUM, KOTAQ DTO HOMDOAEE P ADEKTMBHOE AeYeHME. B
COOTBETCTBUM C STUMU PEKOMEHAALMAMMU, AHAAUINPYS COOTHOLLIEHUE PUCKA U
MOAb3bI, 3a4aTME Y MHOTMX C LGS HEe paccmMmaTpmBaeTcs, M, CAEAOBATEAbBHO, MOAb3Q
OT UCNOAb30BaHMA VPA 4yacTo nepeBeLlunBaeT Alo60M pUCK.

Cross JH, Auvin S, Falip M, Striano P and Arziimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505
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NAMOTPUIKUH KAHOH

AaMoTpUAXUH (LTG) P

0 AQMOTPUAXMH AMLLEH3MPOBAH B EBpone 1 CLLUA AAS AEYEHUS CYAOPOT, CBA3AHHbBIX C
LGS.

e 0 LTG noka3aA cBoo 3 hEeKTUBHOCTb 1 XOPOLUYIO NEPEHOCUMOCTD MNPU AEYEHMM
LGS B nAQuUeBO-KOHTpOoAMPYEMOM PKU Il doa3bl, MPOBEAEHHOM C yH4acTMeEM 169

30 Tabnetok

Ceiizap - naumeHTos ¢ LGS.
}L B ABOMHOM CAEMNOM MAALLEDO-KOHTPOAMPYEMOM NEPEKPECTHOM MCCAEAOBAHMM,
e NPoBEAEHHOM C yyacTmem 30 NALMEHTOB AETCKOro M MOAPOCTKOBOroO BO3PACTA C

u e PEPAKTEPHOM TEHEPAAMIOBAHHOM IrMAencmemn, 20 13 KoTtopbix Mmeam LGS, LTG
XOpoLo nepeHocuAcs, a npum LTG HOOAIOAGAOCH CTATUCTUYECKU 3HAYUMOE
CHUXEHUE HAaCTOTbl NPUCTYNOB, NO CPABHEHMUIO C NAALLe60.

0 VPA noaaBAaseT meTaboAmusm LTG. CA€AOBATEABHO, MPU UCTIOAB3OBAHMIM B KOYECTBE
AOMOAHEHMS K Tepanimm VPA TpebyeTcs noHuXeHHAas Ao3a LTG. 1 HaobopoT, eCcAamn
BMOCAEACTBMM Npmem VPA NpekpaLLLaeTCsd, MOXET NoTpebOoBATLCS YBEAUYEHNE
AO3bl LTG.

[ PekOMEHAYETCS MOHUTOPUHT U/UAU KOPPEKTUPOBKA A03bl 3TUX AED npu
MCMOAB3OBOHMM B KOMOUHALMM, OCODEHHO MOTOMY, HTO MHOTME SKCMEPThI
CYUTAIOT, 4TO KOMBUMHALMA LTG € VPA 9BAIETCHY OAHOM M3 AYHLLMX AAS PAHHETO
AeveHms LGS.

Cross JH, Auvin S, Falip M, Striano P and Arziimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505




[MpoTUBOINMAENTUHECKHME NPEenapdaThbl,
AULLEH3UPOBAHHbIE UAU LLULMPOKO

UcnoAblyemsbie AAf LGS B EBpone u
CLWA

AOMOAHUTEABHOE A€YEeHUue
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/ 0 3SdodoektmBHOCTb RUF npum LGS ObIAQ NPOAEMOHCTPUPOBAHA B MAALLEDO-
KOHTpoAUpyemom PKU Il doasel, mposeaeHHOM Yy 138 naumeHTtos ¢ LGS. 3a a1tmm
PKN MOCAEAOBAAO AOATOCPOYHOE OTKPbLITOE PACLLUMPEHHOE MCCAEAOBOHME, B
KOTOPOM BCe naumeHTbl (N = 124) noAy4aam RUF B cpeAHeEM B TedeHMe 432
AHeN. CHUXEHUE YACTOTbl MPUCTYNOB COXPAHSAAOCH HA MPOTAXEHUU BCETO
UCCACAOBAHUSA, O NEPEHOCUMOCTb, HOOAIOACGEMAS B NEPBOHAYOABHOM
UCCAEAOBAHUU, TAKXKE COXPAHSAAACH NPU AAUTEABHOM A€YEHUMU.

0 [lMoarpynna v3 31 B3pOCAbIX NAULUEHTOB (B BO3pacTe 18-37 AET) , BKAIOYEHHbIX B
NEPBOHAYAABHOM UCTILITAOHUM [l Joa3bl MPOAEMOHCTPUPOBAAQ, 4TO RUF umea
oAaronpusaTHyY0 3O PEKTUBHOCTb U B LLEAOM XOPOLLO NEPEHOCUTCS MNPU
MCMOAb3OBOHUM B KOYECTBE AOMOAHUTEABHOM TEPAMMU AAS B3POCABIX.

0 AOAroCpoOYHAs BE30MACHOCTb M CYAOPOXXHbIE MCXOAbI AOMOAHUTEABHOM
Tepanum RUF ©bIAM HEAGQBHO OLLEHEHDI Y AMOHCKMX MAUMEHTOB C LGS B OTKPbITOM
PACLUMPEHHOM MCCAEAOBAHMM NOCAE 12-HEAEABHOTO MHOTOLLEHTPOBOIO
nAQLEeDO-KOHTPpOAMPYEMOTro PKN. AAd 41 nAUMEHTA, 30BEPLUMBLLIETO
MCCAEAOBAHME, CPEAHEE NPOLLEHTHOE M3MEHEHUE YACTOTbl TOHMKO-
ATOHUYECKMX MPUCTYNOB COCTABMAO -39,3% (12 HeAEAb), -40,6% (24 HeaeAH),
-46,8% (32 HeaeAn), -47,6% (40 Heaenb) 1 -36,1% (52 Heaean). CHUXKEHHe obLen
YACTOTbI MPUCTYNOB TAK)XE COXPAHAAOCH AO 52 HEAEAD.

0 HeXxeAaTteAbHble iBAeHUSA (HA) GbIAU A€TKUMU UAU YMEPEHHBIMU, 30
MCKAKOHEHMEM BPEMEHHOro 060CTPEHUA NPUCTYNOB Y 3-X NAULUEHTOB. HY,
NPUBOAJLLIME K NpekpaLLeHuio npmnema RUF, BKAIOYHOAM CHUXEeHUEe anneTuTa,
A€KAPCTBEHHYIO CbIMNb U YXYALUEHUE OCHOBHOIO AyTU3MA.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox—-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505



CuHaApom CTUBEHCA-AXOHCOHA — TOKCHMYECKMI SMMAEPMAAbHBIM HEKPOAMS,
OCTPOE YrPOXAIOLLLEE XM3HM 30D0AEBAHME, XAPAKTEPU3YIOLLLEECT BOAEE UAM
MEHEE PACMPOCTPAHEHHBIM OTCAOEHUEM IMMAEPMMNCA M OBPA3O0BAHNEM
OBLLMPHBIX BOAE3HEHHbIX 3PO3MIM HA KOXE M CAM3UCTBIX OBOAOYKAX,
COMPOBOXACIOLLLEECS BbIPAXKEHHbBIMM BOAHO-IAEKTPOAMUTHBIMM HAPYLLIEHUSIMM,
BbICOKMM PUCKOM PA3BUTUS CEMNCUCA.
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0 2ddektnBHOCTb TPM npm AeveHmm LGS ObiAQ NOKA3AHA B

naauebo-KoHTpoAnpyemom PKU Il doasbl, MpOBEAEHHOM C
yvyactmem 98 naumeHtos ¢ LGS. 97 nAuMeHTOB, 30BEPLLUMBLLIMX
PKWU, NPOAOAXUAM OTKPLITOE PACLLUMPEHHOE MCCAEAOBAHUE C
MOKMM AO3MPOBAHUEM. AAA MALMEHTOB, 30BEPLLMBLUMX b
MeECHLLEB AeYEHMA ( N = 84), HaACTOTA OTBETA HA APOMN-ATAKY
(oTBET, ONPEAEAIEMbIM KOK CHMXKEHME HA =250% OT MCXOAHOTO
ypoBHa PK) cocTaBuaa 55, 1y 15% naumeHTOB He GbIAO Apon-
ATAK B Te4eHue 26 mecsaues. TPM xopoLLo NnepeHOCUACH, U 71%
NALMEHTOB OCTABAAMCH HO TEPANUU B TEHEHUE 23 AET.

B ueaom 5% naumeHToB CooOLLLMAM O NpOoBAEeMax C
noseAeHunem. TPM MMeET BbICOKYIO ACCOLLMALLUIO C
KOFHUTUBHbIMU U NOBEeAeHYEeCKMMU HA 11 B peAKNX CAyHasX
MOXET BbI3bIBATb CUHAPOM CTUBEHCA — AXKOHCOHA.

Cross JH, Auvin S, Falip M, Striano P and Arziimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505
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0 2dodektmBHOCTb CLB B Ae4eHMM LGS BbIAQ MPOAEMOHCTPMPOBAHA B MAALEDO-KOHTPOAMPYEMOM PKI
Il doasbl, NpoBeAeHHOM Y 238 naumeHTos C LGS. CHMXeHMe 4aCTOTbl MPUCTYNMOB COXPAHAAOCH B
TE4YEHME AAMTEABHOIO BPEMEHU: CPeAHEeEe CHUXEHUE NO CPABHEHUIO C UCXOAHBIM YPOBHEM
KOAMYECTBA APOMN-ATAK U O6LLLErO KOAMYECTBA NPUCTYNOB COCTABUAO -92% U -82%, COOTBETCTBEHHO,
yepes3 3road -91% 1 -85% un yepes 5 AeT. Ha 1-M 1 3-M roaax Yy 14% NALMEHTOB, KOTOPbIE ObIAU
HOYAAbHbIMM OTBETYMKAMM (OMPEAEAEHHBIM KOK YMEHbLLIEHME MPUNAAKOB HO 250% OT MCXOAHOIO
YOOBHA AO 3-TO MECALLA), NOTEPAAU CBOU OTBETbI, YTO MOTEHLIMAABHO YKA3bIBAET HO TOA@PAHTHOCTb.

bIAO BbIABAEHO, 4TO CLB CBA3AH C PAAOM KOTHUTUBHbIX U NOBeAeHYeCcKux Hil, a Takke ¢ BbICOKMM
PUCKOM TOAEPAHTHOCTU. CAEAOBATEABHO, TEPANEBTUYECKMIM P eKT CLB AOAXEH ObITb

COAAQHCUPOBAH C PUCKOM MPUBBLIKOHUS 1M 30BUCUMOCTU NMPU AAUTEABHOM MPUMEHEHMN. OAHAKO
MCCAEAOBAHMA MOKA3bIBAKOT, YTO TOABKO MPUMEPHO Y 1/3 NALMEHTOB PA3BMBAETCA TOAEPAHTHOCTb.

CLB mo>eT OblTb MOA€3€eH NPU A€HEHUU KCAOXHbBIX doasn / UKPU3UCHDBIX 3NMU30A0BN LGS, TOKMX KOK
BO3HMKHOBEHME KAQCTEPHbIX MPOMMNAAKOB, AAUTEAbHBIX OTCYTCTBMM HA paboTte m NCSE. CA€AOBATEABHO,
M3-30 PUCKA TOAEPAHTHOCTM CLB, KOK MPABMAO, CAEAYET PACCMATPMBATL AAS MCMOAb3OBAHMA TOABKO
C nepepbIiBAMU B Te4eHUe 3-5 AHEeU (MHEHME DKCMNEPTOB).

Koraa aApon-artakm npobAeMmaThyHbl, CLB MOXHO pacCCMATPUBATb AASl PETYASPHOIO MCNOAb3OBAHUSA C
Y4€TOM BO3MOXHOCTHU NPUBLIKAHUA. [P OCTPOM NpumeHeHmn CLB He Bbi3biIBAET 0OOCTpEHMS
TOHMYECKMX MPUMNAAKOB MAM SMUAENTUHECKOTO CTATYCA, B OTAUYME OT HEKOTOPbIX APYIMX
OEH30AMA3ENMMHOB (MHEHME BKCMNEPTOB).

Cross JH, Auvin S, Falip M, Striano P and Arziimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and
Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505
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[0 BBmAY PAHHEro NpeAnOAOXEHUS O BbICOKOM PUCKE ANAACTUYECKOU QHEMUU U OCTPOM
Ne4YeHO4YHOU HEAOCTATOYHOCTH, FLB HE ObIA OAODBPEH AAT MCMNOAB3OBAHMS EBPOMNEMCKMM
QreHTCTBOM MO AEKAPCTBEHHbBIM CPEACTBAM (EMA). TemM HE MeHee, OH MOXET ObITb
4P E3BbIMOMHO MOAE3HBIM AEKAPCTBOM, M B HEKOTOPbIX EBPOMNENCKMX CTPAHAX PA3PELLEHO
OTPOHUYEHHOE MPUMEHEHUE AAT UHAMBUAYOABHOTO A€YEHUA MALMEHTA.

DD EKTMBHOCTb AOMOAHUTEABHOTO AeYeHMs FLB npu LGS 6GbIAQ MPOAEMOHCTOUPOBAHA B
NnAQUEDO-KOHTPpOAMPYEMOM PKU. NALUMEHTbI, 3ABEPLLUMBLLIME 3TO UCTbITAHUE, MOTAMU
MPOAOAXMUTb 12-MeCI4HOE OTKPbLITOE PACLUMPEHHOE MCCAEAOBOHME, B XOAE KOTOPOTO

COXPAHAAOCH YAYHLLUEHWE KOHTPOAS HOA MPUCTYNAMM, HODAIOAOBLLEECS B MEPBOHAYAABHOM
MCMbITAOHUM: Yepe3 12 MmecsueB YaCTOTA OTBETUBLUUX (OTBET OMNPEAEAIACS KOK CHMXKEHME> 50%

eSS
e

MO CPABHEHMIO C MCXOAHbBIM YPOBHEM PK) cocTaBAsAM npuMepHO 50% AAf 0OLLUX NPUCTYNOB

U NPUMEPHO 67% AA ACTATUYECKUX NPUCTYMNOB.
0 B CLUA FLB umeeTt npeAynpexaeHme o0 HepPHOM JLLUMKE U AULLEH3MPOBAH B KOYECTBE

MOHOTEP AN AU AOMOAHUTEABHOM TEepPdArnmMmn AN Ae4eHna CYAOPOrl, CBA3ZAHHbLIX C LGS, TOAbKO Y
NAULHUEHTOB, KOTOPbI€ HEAAEKBATHO PeAarMpyrroT Ha Apyrme mMmeToAbl A€4eHNA U Yba SnNUuAencus

HAOCTOABKO CEpPbe3Hd, YTO CYLLECTBYET PUCK ANAACTUYECKOU QHEMUU U/UAU MEYEHM.

0  WM3-3a M3BECTHbIX PUCKOB M CBA3ZAHHbIX C HUMM AMLLEH3MOHHbIX OrpaHmyeHmit FLB urpaeT
OrPCAHUYEHHYIO POAb B YnpaBAeHuu LGS.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms
and Practical Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505




MUCNOAb3OBOHUE APYIUX
b ApPMAKOAOrU4ECKUX AreHTOB
npu Aedyenuumn LGS




KAHHaBuaAUOA

0 KAHHOOMAMOA MMEET HEKOTOPLIE AOKA3ATEALCTBA
2P EKTMBHOCTM M AAEKBATHOTO MPOJOUAS
©e30nNacHOCTH NPM MCMOAb3OBAHMM B KOYECTBE .
AOMOAHUTEAbBHOMU TEPANUU Y AECTEM M MOAOABIX AKOAEN C =
PE3UCTEHTHbIMU K A€HEHUIO SNUAENCUAMMU, BKAIOYOS LGS.

0  McnbiTQHMA MOKA3AAU, YTO AOMOAHUTEAbHbIN 1
KAOHHAOUMAMOA 3HAYUTEABHO CHUXAET eXeMeCA4HYIo b tmegry [ e e | | | S
YACTOTY APON-ATAK B Te4eHUe 14-HEeAEAbHOro nepmoAd o — g— —

€4YeHUs (NEPBMYHAA KOHEYHAS TOYKA) MO CPABHEHMUIO C
NAQULEDO Y MALMEHTOB B BO3PACTE OT 2 AO S5 AeT C
MOATBEPXKAEHHbBIM AMATHO30M AEKAPCTBEHHO-
yctomymporo LGS.
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0 KAHHABUAMOA B LLEAOM XOPOLLO NEPEHOCUACS, U
HamboAee YacTteimm HA (> 10% nAuUmMeEHTOB, MOAYYABLLIMX
KAQHHAOMAMOA) BbIAM AMAPES, COHAMBOCTb, CHUMXKEHME
AMNMeTUTA, TMNEPTEPMMA U PBOTA.

0 Hekotopsble 13 3TX NODOYHbIX SGDADEKTOB MOTYT ObITb
CBA30HbI C KOMEAMUMEN: KOHHAOUMAMOA GBAIETCH
MOLLLHBIM MHTMOUTOPOM JOEPMEHTOB MYTU LIUTOXPOMA
P450, 1 cooOLLLAOAOCH O B3anmoaenctamm ¢ CLB.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and
Practical Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505
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3onerpat 10N AeBeTupau.eTam (LEV), 30HMCaMuA,

~—_ (INS), nepamnanen (PER)

m HecmMoTpsa HO CKYAHbIE AOKA3ATEALCTBA SAOJOEKTMBHOCTM MMEHHO Mpu LGS, moryT ObIiTh
Q s yETAM NOAE3HblI HEKOTOPbIE AED LLUMPOKOro CNeKTpa AEMNCTBUS, BKAIOYAS AeBeTupaueTam (LEV),
pauema»
’ 30

30HUCcAamMMA (ZNS) 1 nepamnaHeA (PER).

o fesis® B OTKPBITOM MHOTOLLEHTPOBOM KAMHUYECKOM MCCAEAOBAHMM OLLEHUBAACACH SADADEKTMBHOCTb M
MNePEHOCUMOCTb AOMOAHMTEABHOTO LEV vy 55 naumeHTos ¢ LGS B Te4yeHmne 8-HeAeAbHOTo
MNOAAEPXKMBAOLLLETO NEPUOAA. TOMALLATL ABA (58,2%) NALMEHTA UCMITAAM CHUXEHUE YACTOTbI

~~_ NpucTynos 6oaee 4em Ha 50%, a'y 15 (27,3%) npucTynbl NPeKPATUAUCH. CHMXKEHHE HACTOTb!
e npuctynoB> 50% HabAoAaAoCb Y 7 u3 12 (58,3%) nauueHTOB C Apon-atakamu. Hamnboaee
e ¢) B 4aCTbiM HY OblAG runepakTuBHOCTb (12,7%).

PMA
KAHOHEES

®
'(DaVIKOM"a B KOPEMCKOM MHOIOLLEHTPOBOM MCCAEAOBAHUM OLLEHMBAAACH 330FEKTUBHOCTb U
e OEe30MACHOCTb AOMOAHUTEABHOTO ZNS vy 62 naumeHToB ¢ LGS, y KOTOPbIX TEPAMNMS
ol oo B TTIOAAEPXKMBOAQCH B TEYEHUE 212 mecaues. B ueaom, 32 (51,6%) naumMeHTa UCTbITAAM
CHUXXEHUEe YaCTOTbl NPUCTYNOB 6oAee 4emM Ha 50%, 113 KOTOPbIX 3-0€ AOCTUTAU OTCYTCTBUSA
NPUCTYNOB. HA BKAIOYOAM MPEXOASALLLYIO COHAMBOCTb U AHOPEKCHUIO.

ov oo
nody
wudas

MHOroueHTpoBOE OOCEPBALIMOHHOE PETPOCNEKTUBHOE MCCAEAOBAHME OLIAO NPOBEAEHO

‘ cpeamn 58 AeTen 1 MOAPOCTKOB C PA3AMYHBIMIM PECDPAKTEPHBIMM SMUAENCUAMM, B TOM YUCAE Y
5- Aeten ¢ LGS, NOAYHABLUMX AOMOAHUTEABHYIO TEepanmio PER. NocAe nepBsbiXx 3 MeCAILLEB
TEPANMM HAOCTOTA OTBETA (CHUMXEHME YACTOTbI MPUCTYNOB 250%) AAS BCE€X BKAKOYEHHbIX
nauueHToB cocTaBuaa 31% (18/58) B wueAom, a 5 naumeHToB (9,1%) AOCTUIrAM OTCYTCTBUSA
npucTtynoB. O60CTpeHne NPUCTYNOB HABAIOAAAOCH Y NATU (9,1%) NALLMEHTOB, 1 HOMBOAEE
HOCTbIMM MOOOYHBIMM D2FOAOEKTAMM ObIAM CHUXKEHUE BAUTEABHOCTU UAU YTOMASEMOCTD U
U3MEHEHUSA NMOBEAEHMUS.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox—-Gastaut Syndrome: Treatment
Algorithms and Practical Considerations. Front. Neurol. 8:505. doi: 10.338%/fneur.2017.00505




NCSE = Nonconvulsive Status Epilepticus

[OPMOHAABHQOSA Tepanus

[0  CrepomAbl MHOTAQ MOTYT ObITb MOAE3HbI AAS

KOHTPOASl OTUMMUYHBIX A6CAHCOB, APOM-ATAK U Synocthen Depot
NCSE, HO peuunaAuBbl CAyHaroTcs YacTo. PKI Ampullen
cTepounaos npu LGS eLLe He NPOBOAMAOCH. Wikstoff: Tetracosactid

Suspension

AANTEABHOE MCMOAb30OBAHME CTEPOMAOB
CBA30QHO C Cepbe3HbIMM HIA, BKAIOYOS
NOAQBAEHUE POCTA, TMNEPAUNTUAEMHUIO U
OCTEeonopos.

10x 1 ml Ampullen

0 PeKkoMEeHAYETCS MCMOAb30OBATb CTEPOMABI
TOABKO B (KPM3UCHbIE) NEPUOAbI C HETKMM
NAGHOM KPATKOCPO4YHOIroO MCNOAb3OBAHUS U
OTAYy4YeHus, uzberas AAMTEAbBHOTO
UCMNOAb3OBAHMUS.
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HeMeAUKOMEeHTO3HOe Ae4YeHHue
LGS




KetToreHHas aneTa (KD)

0 KetoreHHas aueTa (KD) — AMeTa C BICOKMM COAEPRXKXAHUEM XXMPOB, HUZKMM
COAEPXKAHMEM YTAEBOAOB M AOCTATOYHbIM KOAMYECTBOM DEAKA — IBAAETCH
NMPU3HAHHbLIM 3PP EKTUBHBIM HEDAPMAKOAOTUHECKUM A€YEHUEM U
BAPUAHTOM AASl TPYAHOU3AEHYUMOU AETCKOU INMUAENCUM.

KD 6bIAQ pa3paboTaH B 1921 roAy, U XOT9 OHAQ BCE YALLLE MCMNOAb3YETCSH BO BCEM
MMUPE, B HbIHELLIHEE AECIATUAETME MHOTUE HEBPOAOTM HE 3HOKOMbI C STUM
TEPANEBTMYECKMUM NMOAXOAOM. B MOCAEAHME HECKOABKO AET ObIAU
PA3PAOOTAHbI AABTEPHATMBHbIE M BOAEE TMOKME BAPUAHTLI KD, 4TOOblI CAEAQTH
AEYEHME BOAEE AETKMM U MPUATHBIM, YMEHbLLIMB MOOOYHbIE 5D JDEKTHI M
CAEAQB €ro AOCTYIHbIM AAS BOABLLIETO KOAMHECTBA AIOAEM AAS ODOABHbIX
PEMPAKTEPHOM IMMAETNCUEN.

0 B NOHATME KETOTEHHAA AMETA BXOAUT KAAccudeckasa KD, cpeaAHeuweno4vye4yHas
TpuramnepuaHas (MCT) KD, moAuOULUPOBAHHAS AMeTA ATKUHCA 11 A@4EeHHUe C
HU3KUM FTAUKEMUYECKUM UHAEKCOM.

Leticia Pereira de Brito Sampaio Ketogenic diet for epilepsy treatment. - VIEW AND REVIEW. — 2016. - P. 842-847.




MexaHusm aencteusa KD

0 OCTOercs HEACHbIM, O MCCAEAOBAHMSA HA XXMBOTHbIX MO3BOAAOT
NPEANOAOXMUTb, TO MEXAHU3IM AEMNCTBUI TOPA3AO CAOXKHEE, HEM
TOT, O KOTOPOM YXKE COODLLIAOAOCH, 1 BKAKOYHOET USMEHEHMUS B
DYHKUUN MUTOXOHAPHUU, BAUSSHUE KETOHOBbBIX TEA HO CPYHKLLMIO
HEUPOHOB 1 BbICBOOOXXAEHNE HEUPOTPAHCMUTTEPOB,
npoTuBo3INUAENTUYECcKUe 3P eKTbl XXKUPHbIX KUCAOT M/MAU
CTAOUAU3ZALLUIO TAIOKO3bI.

[0 KeToHOBblE TEAQ MOTYT YBEAUHYUBATDL TMNepnoAapusIauumio
MeM6pCIHHOFO NOTEHUMNAAQ U CUHTE3 Y-GMMHOMGCAHHOE
KMCAOTbI, O TOKXXE CHUXATb BbICBOOOXAEHUE rAyTamarTaq,
HOPAQAPEHAANMHA UAU QAEHO3UHA.

Leticia Pereira de Brito Sampaio Ketogenic diet for epilepsy treatment. - VIEW AND REVIEW. — 2016. - P. 842-847.




PAKTbl O KETOTEHHOM AMETE

0 PA3yMHbIM BOPUOAHT AASl BBPOCAbIX C TPYAHOU3IAEYUMMOUN INMUAENCHUEMN,
obeCcneynBaioLLIMM ObICTPYIO, OOPATUMYIO OABTEPHATMBY CTUMYAALLUU
DAYXXAQIOLLETO HEPBA MAM TAYOOKOM CTUMYAALLMM MO3IQ.

0 B Ka4yeCTBE AOMOAHUTEABHOU TEPANUU NPU TPYAHOUIAEHUMOU INMUAENCUUN Y
B3POCAbIX. AOAXHO HOYMHATLCA C MAA, O NEPEXOA HO KAOQCCHYECKYIO KA
MOXET ObITb PACCMOTPEH, ECAM TPEDYETCH OOAbLLIMM KOHTPOAb MPUCTYMOB.

0 9BAgeTCd "NOCA€AHMM BAPUAHTOM A€YEHUA" Y MNALIMEHTOB C
TPYAHOM3AEYMMOU SMUAENCUEMN.

[0 Metoa BbIOOPAO npu cuHApome aechbuuuta GLUTT 11 Aecbuuure
NnUMpPyBATAErnaAporeHassl. [1pm obomx 3aboaeBaHmdx KA obecrnedympaer
KETOHbI, KOTOPbIE ODXOAIT METADOANYECKMM AETDEKT M CAYXKAT
OAbTEPHATUBHbBIM TOMAMBOM AAS MO3IQ.

Leticia Pereira de Brito Sampaio Ketogenic diet for epilepsy treatment. - VIEW AND REVIEW. — 2016. - P. 842-847.




[MPpOTUBOMNOKA3AHUS

0 KA NPOTUBOMOKA3AHA NPU ONPEAEAEHHbBIX HAPYLUEHUIAX, U
nepeA Ha4aAoM KA NAUMEHT AOAXKEH ObiTb O6CAEAOBAH
HA HAPYLUEHUSA TPAHCNOPTA U OKUCAEHUSA XXUPHBIX KUCAOT.

0 HaAndme TaKMX KAMHUYECKMX MPU3HOKOB, KOK 30AEPXKA
PAa3BUTUSA, KOPAUOMMUONATHUSA, TMMOTOHMUSA,
HenepeHoCUMMOCTb PUIU4YECKUX HATPYy30K,
MMUOTAOOUHYPUSA 11 AETKAS YTOMASEMOCTb, MO3BOASET
NPEANOAOXMTb, HTO MEPEA HAYAAOM nMpuema KA pedeHok
AOAXKEH MPOUTM OOCAEAOBAHUNE AAT MCKAKOHEHMS
BPOXXAEHHOM OLLIMOKM METADOAM3MA.

Leticia Pereira de Brito Sampaio Ketogenic diet for epilepsy treatment. - VIEW AND REVIEW. — 2016. - P. 842-847.




0 HaymHaor KA B 60AbHULLE MAU B AMOBYAATOPHbIX YCAOBUSAX, C TOAOACHUEM
UAKM 6e3 Hero.

[ Bo Bpemsa rocnmraAmsalm POAUTEAN MOTYT MOAYHUTb PEKOMEHAALLUU U
NOCEeTUTb 3AHATUSA, NOCBSLLLEHHbIE KA, O NALUEHT MOXET HOXOAUTLCS MOA,
TWL.ATEAbHbIM HAOOAIOAEHUEM HA MPEAMET AIOObLIX HEOAATOMNPUATHBIX
3OO EKTOB, KOTOPbLIE MOTYT BO3HMKHYTb HO 3TOM ITAMNE.

0 TloAoAQHUE YyCKOPSeT HOYAAO AUETbI U PA3BUTHUE KETO3d.
KpaTKOBpEMEHHOE TOAOAQHME UCMOAB3YETCH B HEKOTOPbIX LLEHTPAX KAK
Crnocob ObICTPOro NOBbILLEHUA YPOBHA KETOHOB M YAYYLLIEHMSA KOHTPOAS HOA
NPUMNAAKOMM BO BPEMS MPOPbIBHLIX CYAOPOXHbIX MPUCTYNOB Y AeTen HA KA.

0 B pPAHAOMMUIMPOBAHHOM MPOCMEKTMBHOM KAMHMYECKOM MCCAEAOBAHMM
AETEN C TPYAHOMIAEYMMOM SMMAENCUEN CPABHUAM DJOFOEKTUBHOCTD
MNPOOTOKOAOB FTOAOAQHUA U MOCTEMNEHHOTO HAYAAQ NMpUuema KA, Mamepsemyto
MO YMEHbLLIEHMIO MPUNAAKOB. PE3YABTATHI MOKA3AAM, YTO MOCTENEHHOoe
Ha4yaAo npuema KA coxpaHseT 3P eKTUBHOCTb KOHTPOAS NPUNAAKOB,
NMPUBOAMUT K AHAAOTMHHOMY YPOBHIO KE€TO3d, MMEeeT MeHbLUe NOBOYHbIX
3P EKTOB U AyHLLE NEPEHOCUTCS B LLEAOM. [lOCTEMEHHOE HAYOAO MOXET
YNPOCTUTb YINPABAEHME KA AAS KOMAHAbI MO YXOAY, AeAQqa KA Boaee
AOCTYIMHOM AAS HOCEAEHMSA B LLEAOM.

Leticia Pereira de Brito Sampaio Ketogenic diet for epilepsy treatment. - VIEW AND REVIEW. — 2016. - P. 842-847.




1. KAQccuyeckas KetToreHHas AmeTta

0 B kaaccumyeckom KA otHowueHue X:Y:b coctasageT 3:1 uam 4:1. 310 o3HAYaeET, 410 90%
SHEPrMmM Noctynaet us XuUpoB 1 10% U3 yraAeBoAOB U 6EAKOB BMECTE B3fTbIX.

0 Kaaopum orpaHuymsaiotTcsa 80-90% AHEBHOU HOPMbI (B COOTBETCTBMM C BO3PACTOM).
OrpaHMYMBAETCH NOAQYA XXMAKOCTU AO 90% (HO OCHOBAHMM MPAKTNYECKMX AQHHbIX).

0 B 1998 roay npu noaaep>xke Charlie Foundation MHOronpodomMAbHOE LLEHTPAAM3OBAHHOE
MCCAEAOBAHME ObIAO MPOBEAEHO € ydacTUEM 51 pebeHKa, y KOTOPbIX B CpeaHeM BbIAo 230
NPUCTYMOB B MECHLL AO HOYOAQ AMETLI. [TPUMEPHO MOAOBMHA (47%) A€TEM OCTABAAACH HA
AMETE B TEYEHUNE OAHOTO TOAC M 43% U3 HUX MOAYHUAU KOHTPOAb HOA NPUNAAKAMMU, > 90%
6biIAM no4TH 6€e3 NnpucTynos, 39% umeAu 50-90% -HbIM KOHTPOAb NPUCTYNOB 1 17% He
OTBETUAU HA A€4eHUe (C meHee YeM 50% KOHTPOAEM HOA MPUCTYNAMM).

0 HebAaronpusitHbie 3achdeKTbl: AETAPINA, CUABHOE ODE3BOXMBAHME MAM ALIMAO3, U3SMEHEHME
HACTPOEHMS, MOBbILLEHME BOCTIPUMMYMBOCTM K MHADEKLMAM, 3AMNOPbI M PBOTA.

0 Mpu4nHbI OTKA3A: HETEPMUMOCTb, TRYAHOCTM C NOAAEPR)KAHMEM OTPAHNYUTEABHOM AUETLI U
HEAOCTATOYHbIM KOHTPOAb CYAOPOT.

0 BbIAO 3aMEYEHO, YTO AeTH, KoTopbie Aobuanck ycnexa c KD, umean > 50% cHuXeHue
YACTOTbI NPUCTYMNOB B TEYEHUE NEPBbIX 3 MECALLEB, 1 3TO COKPALLLEHME MOXET
NOCTENEHHO YAYYLUUTLCS, HO €CAU CHUXEHUE HA 50% 3a 3TO Bpems He HOBAIOAOAOCH,
6GbIAO MAOAOBEPOATHO CHUXXEHME U B MOCAECAYIOLLLUE MECSLLDI.
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2. AMETA HA OCHOBE
CPEAHELLENMOYEYHbLIX TPUTAULLEPUAOB

TMIG!)OAGG NPUATHAS HA BKYC, Y€M KAQCCHMYECKAS. B HEM COAEPXKMTCA
60AbLUMU Yo YTAEBOAOB U BEAKOB.

AN AOCTUXKEHMS KETO3O TpebyeTcs MeHbLuee noTpebAeHue xupa, Tak Kak MCT
ObICTpEE METADOAMIMPYIOTCSH. [MALUMEHTLI MOTPEDAFOT OOAbLLIEE KOAMYECTBO
PA3HOOOPA3ZHOM MULLLM, AYHLLE PACTYT M HY>KAQIKOTCH B MEHbBLLIEM KOAMYECTBE
MUKPOHYTPMEHTOB.

MCT NOAOXUTEABHO BAUSET HA YPOBEHb AUMUAOB. COOTHOLLIEHME OBLLLETO
xonecTtepuHa m AlBI1 3HAYUTEABHO HXKE.

YacTblie no6o4Hble achdeKkTbl: AMAAPES, PBOTA, B3AYTUE XXMBOTA M ODOAM B XXKMBOTE. AA4
Koppekumm 13 HEODXOAMMO MOCTEMNEHHO NOADUP AT % KOAMHECTBO CPEAHE- U
AAMHHOLUENOYEYHBIX TI MHAMBMAYOABHO AAS KOXKAOIO MALMEHTA.

[TAUMEHTAM, MPOUHMMAIOLLMM BAABRPOATHI, HE PEKOMEHAYETCA HAYMHATL MCT/KD m3-
30 COOBOLLLEHMM O N@4€HOYHOU HEAOCTATOYHOCTM.

P DheKTUBHOCTb O6EUX AUET OAMHAKOBA, CYLLIECTBEHHbIX PA3ZAMYMMU MEXKAY 2-4
ameTamm HeT. OAHAKO MCT CTOUT AOPOro, 1 AMUETOAOTAM HEOOXOAMMO NMPOXOAUTDb
oby4yeHune AAf UcnoAb3oBaHuss MCT-Tepanuu.
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3. MOAUPULIUPOBAHHAS AUETA
ATKUHCA (MAD)

KetoreHHoe cooTtHoLlueHne MAD coctasageTt 0,9:1 (XK:Y+B), mpu 31ToM NpUMePHO 65% KAAOpUIM NOCTYNAET U3 XXMPOBbIX
MCTOYHUKOB.

Y A€TeU YMCTblE ¥ UBHAYAABHO OFpAHUY€EHbl AO 10 r/A€Hb, C NAGHOBbLIM YBeAn4eHuem A0 20 r/AeHb Yepes 3 mecsua. Bspocabie
Ha4uHaT € 15 r/AeHb, NocTeneHHO yBeAnduBasa A0 20-30 r/aAeHb Yepes 1 mecau,. PaspeLleHbl BCE YTAEBOAbI, MX MOXHO AQBATb
B TEYEHUE AHSA UAM 30 OAMH MPUEM MULLIM.

PazHnua mexay MCT 1 AneTom ATKMHCA 3AKAKOHOETCA B TOM, HTO B MEPBOM CAYHOE OrPpAHMYEHUE NOTPEOAEHHUA YTAEBOAOB

OXPAHAETCA HO HEONPEAEAEHHbIU CPOK, XXMPbl MOOLLPAIOTCS C LLEAbIO MOBbILLEHMUS YPOBHS KETOHOB B MOY€e, NOTeps BECca He
ABASETCSA LLeAblo. AMETA HOYMHAETCS B AMBYAATOPHbIX YCAOBUAX, TOAOACHUE U B3BELUMBAHUE NMPOAYKTOB He TpebyeTcs,
notpe6AeHue b 1 X, KOAOPUU U XKMUAKOCTb HE OFPAHUYUBAIOTCH, O BPEMS, 3ATPAYMBAEMOE HO KOHCYABTUPOBAHME,
cokpaLtaetcs A0 30-45 MUH.

BbIAO AOKQ3QHO, YTO 3TOT BAPUAHT KA 3HA4YMTEAbHO 3PP eKTUBHEE B KOHTPOAE NMPUNAAKOB MO CPABHEHUIO C MPOAOAXKEHUEM
npuema ToAabko AJIM. AMeTa XopoLlo NePeHOCUAACH, O NOBGO4YHbIe 3P EKTbI HE TPEOOBAAU NPEKPALLEHUA AUETDI.

Kossof 1 Ap. BbIAO BbISBAEHO, YTO CHUXXEHME MPUCTYNOB ObIAO BbilLe Y A€Teu, Ha4aBwmx npuHMMaTb 10 r B AeHb. Hepes 3
MECALLA YBEAMYEHME NOTPEDBAEHMSA YTAEBOAOB YAYHLLUMAO MEPEHOCUMOCTb M HE OKA3AAO HEFATUBHOTO BAMAHMS HA
2O PEKTUBHOCTb AUETDI.

41O KACQAETCH B3POCAbIX, AOHHbIE MOKA3AAM, HTO B CPEAHEM 27% NOAPOCTKOB U B3POCAbIX AOCTUIAU 2 50% CHUXKEHMUSA HACTOTbI
NPUCTYNOB, d 6% U36ABUAUCH OT NPUCTYNOB. AMETA ObIAQ HEMHOTO 3cpdPeKTUBHEE Y TEX, KTO UMEA 6oAee BbICOKYIO
HAYAABHYIO HOCTOTY NMPUNAAKOB, U Y 6OA€Ee MOAOABIX B3POCAbIX. MAD TaKXE MOXET ObITb HA3HAYEHA B3POCAbIM C
TPYAHOM3AEYMMOMN SMUAETNCUEMN.
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4. AESEHUE C HU3KUM
TAMKEMUYECKUM UHAEKCOM (LGIT)

0 AQHHbIM BOPUOHT NO3BOASIET YNOTPEOAATb NPOAYKTbl C HU3KUM FAMKEMUYECKUM
UHAEKCOM, NOOoLLLPSAsA NPU 3TOM NoTpebAeHune XUPOB.

0 TAmkemudeckun nnaekc (M) onmcobiBOET CKAOHHOCTb MPOAYKTOB MOBLILLATH YPOBEHb
[AKOKO3bl B KPOBMW. [TPOAYKTbI C HM3KMM [ BbI3bIBAIOT HE3HAYUTEABHOE MOBbLILLIEHME
NOCTNPAHANAABHOTO YPOBHS FAIOKO3bl B KPOBM M MHCYAMHA.

LGIT no3BOAdET NOTPEDOAATL GOAbLLE YTA€BOAOB, HO OrpaHUYUBAET NPOAYKTbI ¢ TN < 50.
Ha HOYOABHOM 3TAME MALUMEHTBI U X CEMbU MOAYHAIOT MHCTRYKLLMM MO UCKAIOYEHUIO U3
PALUOHA YTAEBOAOB C BbICOKMM U 1 OrpaHUY4eHnIo oOLLEro KOAUHECTBA YTAEBOAOB AO
40-60 r B AeHb. NMoowpsieTcs ynotpebAeHue XUpos n 6eAKOoB.

0 Muzykewicz 1 Ap. ONYOAMKOBAAM PETPOCMEKTMBHOE MCCAEAOBAHME 76 AETEN C
TPYAHOU3IAEYMMOM SMUAETNCUEN, KOTOPLIX AE€4YMAM C MOMOLLLIO LGIT. B Te4eHne 1 roaay
TAKUX NALUEHTOB CHM3UAOCH KOAUYECTBO NPUCTYNOB GoAee YemM Ha 50%.

0 BoO BpeMa AMETbI HE BOSHUKAAO HUKAKMX NOBGOYHbIX iBA€HUHN. LGIT Bbi3biBAET 60AEE
HU3KMU YPOBEHb KeT03a, Hem KAaccuyeckmm KD. SdodoekT LGIT koppeAampyeTt co
CHUXKEHUEM YPOBHS TAKOKO3bl B CbIBOPOTKE KPOBM B HEKOTOPbLIX BOEMEHHbIX TOYKAX.
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BbIBOADBI MO KETOreHHOU AUeTe

0 Bce metoabl Tepanuu KD npeAAAraioT Ae4eHue TPYAHOU3AEYUMOU IMUAENCUU C
NOATBEPXAEHHOU 3P PEKTUBHOCTLIO.

0 30 MOCAEAHUME HECKOABKO AET ObliAM PA3PAOOTAHLI AAbTEPHATUBHbIE, BOoAEEe
AnbepaAbHble BApUaHTbl KD, 4TOObl CAEAQTb A€4EHME DOAEE AETKMM U MPUATHDBIM,
YMEHbBLLIMTL MOOOYHbIE 3F0TOEKTBI M CAEAATH IO AOCTYMHbIM AAS OOAbLLIEN FOYMMbI
NALUMEHTOB C PEPAKTEPHOM SMMAEMNCUEN.

0 KAMHMYECKME AQHHbBIE CBUMAETEABCTBYIOT O TOM, YTO 3PP EKTUBHOCTb AABTEPHATUBHbIX
AMET CX0Xa ¢ 3 PeKTUBHOCTbIO KAaccudeckomn KA, OAHOKO AA AOCTUXXEHUSA BbICOKOM
3 PEeKTMBHOCTH peLudiolLee 3 HAYeHME UMEET XECTKUM U CTPOrMi NPOTOKOA
WHULLUALUM C OFTPAHMYEHMEM YTAE€BOAOB U YBEAUHEHUEM NOTPEOAEHUS XXUPOB.

0  BbiOOp AMETbI AOAXEH OCYLLIECTBAATLCS MHHAUBUAYCAABHO C Y4E€TOM BO3PACTA NALMEHTA,
CeMEeMUHbIX OBCTOATEALCTB, O TAKXE TAXECTU U TUNA SNUAENCUM.

0 AeTcKme U1 B3POCAbIE HEBPOAOTM AOAXKHbI YMETb BbISBAATb M HAMPABASITb COOTBETCTBYIOLLIMX
NAUMEHTOB HO KA, KOK TOABKO 3TO HEOBXOAMMO B XOAE TEYEHUS INUAENCUU, A HE
UCNOAb3OBATb €0 TOABKO B KO4YE€CTBE NOCAEAHEro BAPUAHTA.




Pe3ekKLLMOHHAA XUpYprus

0 ECTb ycnelwHble XUpypruieckmue pe3syAbTaTbl Y NALUEHTOB C BPOXAEHHOM
AQHOMAAUEUN FTOAOBHOIO MO3rd, KOTOPAS ObIAQ MPEMMYLLLECTBEHHO O4ATOBOM HA
MPT, HECMOTPS HA TO, YTO OOABLLUMHCTBO SMMAENTUCADOPMHbBIX PA3PIAOB OblAM
reHEPAAM3IOBAHHbBIMMU. [TO3TOMY MPU AMATHOCTMKE LSG 00893aTEeAbHO UCKATDb
MOTEHLMUAABHYIO AOKAAU3OBAHHYIO AHOMAAMUIO.

OMNMAENCUA C PAHHUM HOYAAOM, CBA3AHHASN C AOKOAM3OBAHHbBIM MOPCKEHMEM
FOAOBHOTO MO3rd, MOXET NPOTEKATb CYOKAMHUYECKHU, MMUTUPYA LGS. B TaKMX
CAYHOSX PE3EKLMOHHAS XMPYPTMS MOXET ObiTb MU3A€4YMBAIOLLLEN.

[pom oLeHke 0CoBO ATUMMYHBIX MPEACTABAEHUM C NMOMOLLLbIO
BbICOKOKQYECTBEHHOM HEUPOBM3YOAAM3IALMMN CAEAYET UCNOAb30OBATb BbICOKUM
UHAEKC NOAO3PUTEABHOCTU. ECAM NOpOaXKEHME HE OOHAPYXXEHO, MALMEHTOB
MOXHO A€4YUTb C MOMOLLLLIO MAAAMATUBHOU XUPYPIUM.

[TocAe NPoBEAEHMS MAAAMATUBHbBIX BMELLIATEALCTB, O4AT MOXET AOKOAM3OBATLCS. B
CBS3M C 3TUM MPOBOAAT MOBTOPHYIO OLLEHKY CTPYKTYPHbIX MOPAXEHMMU MO3Ia.
OAHOKO ApU OTCYTCTBMUU TAKOBbIX PEe3€eKLLMOHHASA onepalus BpsSA AU MPUHEcCeT
NOAb3Y.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical
Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505



CTumyAasaumua OAyXAQIOLLLEroO HEPBA

DAEKTPOCTUMYAILLNA DAY>KACQIOLLLETO HEPBA CO3A0ETCH
reHepaTopoOM UMNYAbCOB, YCTAHOBAEHHbIM MOA KOXEMH, NOA
A€BOMU KAIOYMLLEN UAU PSAOM C NOAMBILLKOU. B LLIee acenaeTcd
HEDOAbLLLIOM PA3pE3, 4TOObI MPUKPEMUTL ABA TOHKMX MPOOBOAC
(DAEKTPOABI) K AEBOMY DAYXXAQIOLLLEMY HEPBY. [TPOBOAKM HE BUAHDI
CHApPY>XU. OHM MPOXOAST MOA KOXEN OT rEHEPATOPA MMMYALCOB K
DAYXKAQIOLLLEMY HEPBY B LLIEE.

BO BpEMS BU3MTOB B AEH4EDHOE YYPEXKAEHNE AOKTOP CMOXET
YCTAHOBUTb U OTPETNYAUPOBATb NAPAMETPbI IAEKTPOCTUMYASALLUMA.
210 Be300AE3HEHHOA MPOLEAYPA, KOTOPYIO MOXHO MPOBOAMTD,
ACKE HE CHUMAST OAEXAbLI. YCTPOMCTBO ByAET pabOTATh POBHO
TAK, KOK €ro 3anporpammmpyeT AOKTop. NocAe Toro, Kkak
reHepaTtop ByAET 3aMNPOrPAMMUMPOBAH, BPAY HAZHAYAET PEXMM
NOCELLEHUM, YTODbI OTCAEXMBATL M3MEHEHMA COCTOSHMNE 3A0POBbA
NAuMeEHTa.

VNS He B3ammoaencTeyeT ¢ AED. H B8 OCHOBHOM CB43QHbI CO
CTUMYAILUMEN, OT AETKOM AO CPEAHEN CTEMEHU TAIKECTH,
o6pATUMDBI U UMEIOT TEHAEHLUIO K YMEHbLUEHUIO CO BPEMEHEM,
PEAKO TPEDYS YAOAEHMS YCTPOMCTBA. COCTOAHME MALMEHTOB
YAYHLLQETCH C TEYEHMEM BPEMEHM, O HEKOTOPbLIE AEMOHCTPUPRYIOT
YAYHLLUEHME BAUTEABHOCTU. [MpenmyLuectBo VNS 30KAIOHOETCH B
TOM, YTO €€ MOXHO UCMOAb3OBATb B COYETAHUU C APYTMMU
dopmamm dbapMaKoAOrM4eckon 1 HechaApPMAKOAOTMHECKOU
Tepanuun, BKAIOHAS KAAAO3OTOMMIO.

1. Donovan, Charles E. Out of the Black Hole: The Patient’s Guide to Vagus Nerve Stimulation and Depression. — St. Louis: Wellness Publishers, L.L.C. — 2004. — ISBN 0-9748484-1-7.
2. Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical Considerations.
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KaAAnO30TOMMUA

210 onepdauma, B XOoAe KOTOpOlZ MOOn3BOAMNTCA pacce4yeHne MO30AUCTOrIo TeAqQ,
nepeAdrow,ero MMNyAbCauunio U3 OAHOIro MO3rosoro nOAyLLapusa B Apyroe.

KAAAO30TOMMSA MOKA3AHA MPU TOHUYECKMX, KAOHUKO-TOHMYECKMX M ATOHMYECKMX
NMPUCTYNAX, HE NOAACIOLLUXCA MEAUKAMEHTO3HOMY A€YEHMUIO, MPU OTCYTCTBUMU
AOKOAU3OBAHHOIO O4Ara 3nMMAENTUHECKON AKTUBHOCTU UAU HEBO3MOXXHOCTHU €ro
YAQAEHUS. [IDUMEHAIOT PACCEYEHME NMEPEAHETO OTAEAQ MO3OAMCTOIO TEAQ, €ro 2/3 u
NOAHOE (TOTAOAbHOE) pacceydeHume. [pr HOAMYMM OYATOB SMUAEMNTUYECKOM MMIMTYABCALLMM B

DOMX MOAYLLAPUAX KOAAO3OTOMMUSI COYETAETCH C pe3EKLMEN YHACTKA SMNM-AOKTMBHOCTM B
OAHOM U3 MOAYLLUAPUMN.

OCHOBbIBASCb HO MMEIOLLMXCH ACGHHbIX M KAMHUMYECKOM OrbITE, KOAAO3OTOMMUSA OCOBEHHO
3P EeKTUBHA AASl A€HEHUSA APON-ATAK, M MOSTOMY PEKOMEHAYETCS PACCMATPUBATL €€ Y
naumeHToB ¢ LGS, AA KOTOPbIX APOM-ATAKM OCOBEHHO NPOBAEMATHUYHBI. KOAAO3ZOTOMMIO
MOXHO PACCMOTPETb HO PAHHUX CTAAUAX KAMUHUHECKOro Te4eHUs TAKUX NALLUEHTOB UAU
KOrAa 6biAM ONPOGOBAHbI APYrMe BAPUAHTbI A@4EHMUS.

[ToCAE KOAAO3OTOMMM MPU HEODBXOAMMOCTM MOTYT OGbITb UCMOAB3OBAHbI APYTME€ METOADI
AeYeHus, B TOM YucAe VNS. B HacTosLLLee Bpema HET AOKA3ATEAbCTB CUHAPOMA
OTKAIOYEHUMS ¥ AeTen C LGS, nepeHeCLUmnX KOAAO3ZOTOMMIO.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical
Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505




AATOPUTMbI Ae4eHuns LGS

0 CAe.A.y}OLLLMe peEKOMEHAAUMUN U TNMPAKTMHECKME COBETHI ABAAIOTCH
SKCNnepTHbIM MHEHMEM ABTOP OB, OCHOBOHHBIM HO MMEIOLLLMXCH
AOKA3ATEABCTBAX N MX KAMHNHECKOM OTr1bITE.

0 T[MoAHAss KAMHU4eCcKas AMArHocTuka LGS moxeT pasBMBATLCS CO
BPeMEeHeM, 1, CAEAOBATEAbBHO, 3TO HEOOBXOAUMO YHYUTLIBATbL NpPU
NACQHUPOBAHUU TEPANUU Y MAAEHBKUX A€TENU C MHOXECTBEHHbIMU TUNAMMU
NPUCTYNOB. [IOCKOABKY Y NMALMEHTOB MOXET MNOTPEDOBATLCS BPEMS, HTODDI
PA3BUTb BCE KAMHMYEeckne 1 D3I npusHakm LGS, pekomeHAyeTcs, 4ToObl
NOCAE TOro, Kak ObIAU NPEANPUHATbI BCE NOMNbITKU UCKAIOHYUTb APYrue
AUCATHO3bI, NALUEHTA C CUMNTOMOMMU, YKA3bIBAIOLWMMU HA LGS, Ae4nAu TaKk,
KAK €CAn Obl 3TO ObIA LGS A0 TeX Nop, NOKA HE CTAHET ACEH UX MOAHbIN
KAUHUYeCKUU npodcbuab/npocomnab 3.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical
Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505



AATOPUTM A€4EeHUS BnepBble BbISBA€HHOro naumeHTta c LGS (1)

Pharmacological therapy Non-pharmacological therapy
e a 4 &
VPA
First-line the Ketogenic diet
(Not. n?' rapy p ( (Note: discuss with patient/parents/clinical
ote: except for women o
Cross JH, Auvin S, Falip M, chil dbeaer‘i)ng potential) team whether to try before or after RUF)
Striano P and \& J \_
Arzimanoglou A (2017) - Y N P \
Expert Opinion on the
Management of LTG ¥,
Lennox-Gastaut Syndrome: Adjunctive therapy s Resective surgery
Eii?ﬁ?éi?é’é’i?é‘!ﬁé“ﬁo%?d (Note: low titration in % (Note: in carefully selected cases)
Front. Neurol. 8:505. doi: association with VPA) “a
10.3389/fneur.2017.00505 - - J Y < 7
£ B Wreeosimaces 1 A ™\
RUF /’ v
S | adjunctive ti 7’ Vagus nerve stimulation
(Note: try to discontinue VPA or 3 (Note: can be used in combination
LTG once introduced) 3 with ketogenic die)
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(= =) &
Subsequent adjunctive g
therapies L Callosotomy
(Note: discontinue one (Note: specifically targeting drop attacks)

previous AED once introduced)

‘/L " ,\ . J

(i 2y
TPM cLB [FLB]
(Note: be aware of cognitive (Note: in general, only for intermittent, (Note: risk of aplastic anemia and
and behavioral AEs) \short-term use in ‘crisis’ episodes)J liver failure; limited availability)

AEDs without approval for use in LGS

Limited evidence Only use with caution
LEV, ZNS, PER: broad spectrum due to risk of worsening
ETX: for absence seizures drop attacks

PB: for tonic-clonic seizures
Other benzodiazepines or steroids®
STP%, CBD

CBZ, OXC, ESL, TGB, PHT




AATOPUTM A€YEeHUA BriepBble
BbISBA€HHOro nauueHTa ¢ LGS (2)

AN NAUMEHTA C BNEPBbIE BbIBAEHHBIM LGS de novo pekOMEHAYETCS A@4eHHe NepPBOU
AnHuMn VPA.

ECAM HET OAEKBATHOTO KOHTPOAS HOA MPUCTYNAMmM — AobasadeTcs LTG B kavyecTse
nepBoU AONOAHUTEABHOU TEPANUU, MCMOAb3YT MOHMXKEHHYIO AO3Y LTG C MEAAEHHBIM
TUTOOBAHUEM.

Ecan VPA + LTG He obecneyrBaeT AAEKBATHOTO KOHTPOAS MPUCTYMOB — HA3Ha4YaeTCs
RUF B kKa4yecTBEe AONOAHUTEABHOU TEPANUMN.

CAEAYIOLLMK 3TAM — NONbLITKA NpekpaTtuTb npuem VPA nau LTG, 1, ecamn VPA
npekpalLaercs, Ao3y LTG caeayeT yBeAninTb. [1pn pACCMOTPEHMIM BONPOCA O
AOOABAEHUMN AOMOAHUTEABHOM TEPAMNUMN CAEAYET NPEAMPUHATE BCE YCUAMS, HTODBDI
NPEeKPATUTb MPUEM OAHOTO U3 ABYX NMPeEAbIAYLLMX AED nocae BBeaeHMa HOBOTO AED,
MOCKOAbKY HET AOKQA3ATEALCTB 3P JOEKTMBHOCTM BOAEE YeM ABYX AED B KOMBUMHALLMM.
MCNOAb3OBAHMSA HECKOABKMX AED M3AMLLIHE MOBbLILLIAET PUCK NOOOYHbIX 2d0J0EKTOB
/AU AEKOPCTBEHHOTO B3AMMOAEMCTBMUA.

ECAM QAEKBATHbIM KOHTPOAb MPUCTYINOB HE AOCTUIaeTCd AOOaBAeHMEM RUF, BbIOGOP
CAeAyoLlero AonoAHuTeAbHoro AED o6cyXxaaeTcs C MALUMEHTOM/POAUTEAEM U T.A.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical
Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505



MMpu 06Cy>XAEHUU AQAbHENULLUX BAPUCAHTOB
AED cAeAyeT yYUTBIBATb CAEAYIOLLLUE
MOMEHTHDI:

0 TonupamaTt AMLEH3MPOBAH AAG LGS, HO UMeeT GOAbLLMK NOTEHLMAA AAS KOTHUTUBHDIX U
NnoBeAeHYeCKUX NOOOYHBbIX 3PP EKTOB, HEM APYIME NPoAaBaEMbIE AED.

KpaTtkocpoiHoe AevyeHune CLB nosbiLLIAET PUCK TOAEPAHTHOCTH, 3ABMCUMOCTU U
OTHUTMBHbIX/MoBeAeHYeCkmx HA. CaeaoBaTeAbHO, CLB MpeAnoYTMTEABHO CAEAYET
MCMNOAb3OBATH MEPUOAMYECKHU, KPATKOBPEMEHHO (3-5 AHEMN), KOTAQ BO3HMKQAIOT
(KPU3UCHBIE) IMM30AbI (AAUTEABHBIE ADCAHCHI (MPOAOAXMUTEABHOCTL> 1 AHS),
KAQCTepHble npumcTtynbl M NCSE). B CAy4Q9X, KOrAQ TOAEPAHTHOCTb HE SIBASIeTCS
npob6Aaemoun, CLB MoXKeT oKa3ATbCH MOAE3HbIM AOMOAHUTEAbHBIM AED, OCOBEHHO TAM,
A€ APOMN-ATAKM BbI3bIBAIOT MPOOOAEMBI.

PeAOAMAT HE AMLLEH3MPOBAH EMA 13-30 pMCKA ANAQCTUYECKOM QHEMMU U NEYEHOYHOM
HEAOCTATOYHOCTU. ETO CAEAYET MCMNOAB3OBATL TOABKO B TOM CAYyHde, €CAU ApYyrue
BAPUAHTbI A€4E€HUSA HEe AQAU PE3YAbBTATOB, 11 KOTAQ MOTEHLIMAABHbIE MPEMMYLLLECTBA
AeYeHns FLB nepeBellumnBatoT ero puckm. Mcnoab3oBaHme FLB, BeposdTHO, OYAET 30BUCETL
OT CTPAHbI. [1PM MCMOAB3OBAHUM HOCTOATEABHO PEKOMEHAYETCH TLLLATEAbHbIM
MOHUTOPUHT (PeryAdpHbl€ AHAAM3bI KPOBM M QOYHKLIMOHAAbHbIE MPOOLI NEYEHM).
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0 Pe3eKLMOHHYIO XMPYPruio CAECAYET PACCMATPUBATL HAPSAAY C UCMOAb30OBaHMEM MM u
006CYXXAQTb C CAMOIro HOYAAQ KAK YACTb NAGHA A€4€eHMs NAaLMeHTa.

0 OHO AOAXHA PACCMATPMBATLCA Y BCEX MALMEHTOB, OCOGEHHO Y NAUMeHToB ¢ LGS
CTPYKTYPHOU 3TUOAOIUM.

0 ECAM NAUMEHTBI/POAUTEAM U AD. NPEANOYUTAIOT NonpobosaTh Tepanuio KA Ha
OTHOCUTEABHO PAHHEM 3TAMNE AEYEHMI NALUMEHTA, TO AGHHbIM METOA MOXET ObITb
ucnpo6osaH, ecAau VPA natoc LTG He o6ecnedynBaeT AA€KBATHOIo OTBETd, AO TOro, Kak
uHnumumnpyeTca RUF. KD moxeT ObITb BBEAEHA MO3XKE, KOrTAQ ObIAO ONPOOOBAHO HECKOABKO
AED.

[ TTOCKOAbKY KOAAO3OTOMMSA CBI3AHA C XMPYPIMYECKMM BMELLATEABCTBOM, €€ UCMNOAb3OBAHME
BO MHOIOM OYAET 30BUCETb OT BbIDOPA NALMEHTA/POAUTEASN U AP. KOAAO3OTOMUS MOXET
PACCMATPUBATLCA KOK PAHHUM BAPUAHT A€YEHMUSA Y MALMEHTOB, AAT KOTOPbIX APOM-ATAKM
COBOEHHO NPOBAEMATUYHBI (HAMPUMEP, ECAU MALMEHT NMOAYYAET NMOBTOPHbLIE TPABMbI OT
APOM-ATAK MAM MPUKOBAH K MHBOAAMAHOM KOASICKE M3-30 YACTOTbl MOAEHUM).

[TOBTOPHAOA OLLEHKA C MOMOLLBIO D3I 1 MPT pEKOMEHAYETCS AO M MOCAE KOAAO3OTOMMM AAS
BbIABAEHMA AIODbIX M3MEHEHMIM, BbI3BAHHbLIX MPOLEAYPOU (HANPUMER, PA3BUTUL FOOKAAbHbIX
MPOUMNAAKOB).

XoTd VNS meHee MHBA3MBHA, OHA BCE XXE CBA3AHA C XMPYPIMYeCKOM MPOLLEAYPOM, M
MNO3TOMY €€ UCMOAb3OBAHME DYAET BO MHOITOM 3ABMCETH OT BbIOOPA MALMEHTA/POAUTEAS U
AP. PeLLeHme o0 TOM, KOTAQ CAEAYET MCMOAb30BATL VNS, BYAET 30BMCETb OT MHOXECTBA
JOAKTOPOB, BKAKOHYAS BO3PACT, BDEMA C MOMEHTA MOCTAHOBKM AMArHo3a LGS, a Takxe ot
TOrO, UCMbITBIBAA AW NALUMEHT HEMNPUATHLIE MAM HETEPMNUMbIE HA npu AedeHnn AED. VNS
MOXXET MCMOAB3OBATLCH B COYETAHMM C Tepanmen AED MoOCA€ KOAAO3OTOMMM.
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MauueHTbl ¢ LGS, pasBUBLLMMCS U3 APYTroro
TMNA anuAencun (Hanpumep, CUHAPOM BecTa)

0 ~“MHOorme naumeHTbl AMOO MOAYYOAM TEPAMUIO MPOTUBOIMMUAENTUHECKMM CFrEHTOM AAS
NEPBOHAYAABHOIO KOHTPOAS MPUCTYNOB AO NMOCTAHOBKM AMArHo3a LGS.

0 BOABLUMHCTBO MALMEHTOB C 9BHO rEHEPAAM3IOBAHHBIMM MPOUCTYNAMM YXKE BYAYT NOAYHATH
VPA. ECAM 3TO TAK, TO AAFTOPUTM A€YEHUSA MOXET COOTBETCTBOBATDb

ropuTMy nauueHTa de novo LGS (Hanpumep, AobasaeHme LTG B Ka4yecTse NepBoOm
.A.OHO/)\HMTeAbHOl;I Tepanum, ecam VPA He obecnevymBaeTr AAEKBATHOTO KOHTPOAS MPUCTYMNOB
MT. A.).

ECAM NAUMEHT yxe NOAyHaeT AeveHne Apyrmm AED nepBoun AMHuM (06bI4HO LEV), cAeayeT
Ha4yaTb Tepanuio VPA, a Apyryio Tepanuio YMeHbLUTb U NPEKPATUTL. [TOCAE 3TOro
QATOPUTM AEYEHMA TOKOM XE, KAK 1 AAR NaumeHTa de novo LGS.

ECAUM NAUMEHT Ae4duTcsa 6oree 4em oAHUM AED, u HM OAMH U3 HUX He aBAseTca VPA,
CAAYEeT Ha4yaTb Tepanuio VPA, a oAUH U3 npeAblaAywux AED yMeHbLWUTb U OTMEHUTD.

ECAM KOHTPOAb 30 MPUCTYNAMM HEAAEKBATEH NocAe BBeAeHus VPA n BTopon AED He
aBaseTcsa LTG, To caeayeT nHuumupoBaTthb LTG, a Apyron AED, He oTHocsawuncs K VPA,
CY3UTb U NPEKPATUTb. [I0OCAE DTOrO AATOPUTM AEYEHMI TOKOMU XE, KAK M AAS NALMEHTA de
novo LGS.
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[MoXXUAbIe NALUEHTbl C YCTOHOBAEHHOM
LGS (1)

0 [ouMeHTam C YCTOHOBAEHHbBIM LGS pEKOMEHAYETCA MPOXOANTL OBCAEAOBAHMUE Y HEBPOAOIrA HE
pexe 1 pasa B roA, BKAIOYAS TLLLATEAbHYIO MEPEOLLEHKY MX AMATHO3A U MAAHA AEYEHMUA.

0  AMArHO3 CAEAYET MOBTOPHO OLLEHMTb MYTEM NOBTOPEHUA UCCAEAOBAHUU, MOOBOAMMbIX POHEE,
U/UAU NPOBEAEHUS UCCAEAOBAHUU, KOTOPbIE PAHEE HE MPOBOAUAUCDH [D3[ (BKAKOHOS D3I BO CHE,
€CAM BO3MOXHO), MPT, reHeTn4eckoe TECTUPOBAHME], YTOObI MOATBEPAUTE AMATHO3 M MOMOYb

BbISCHMTb STMOAOTMA.

€3YAbTATbI MPEAbIAYLLUX UCCAEAOBAHUU CACAYET PACCMATPUBATD BMECTE C PE3YABTATAMMU
HOBbIX. [TOCKOAbKY KAMHMKA M OCOBEHHOCTM D3I MPOAOAXAIOT PA3BUBATLCH, MOXET CTATb
OYEeBMAHbIM APYrou AUArHo3, Kpome LGS, n Ae4eHne AOAXHO ObiTb COOTBETCTBYIOLLLUM OOPA3OM
AAQMNTUPOBAHO.

KAMHULMCTbI BCETAQ AOAXHbBI OblTb BHUMOTEABHbI K BO3MOXXHOCTU M3MEHEHUA AMATHO3A M
YYUTbIBATb BO3MOXHOCTb U3A@YMMOU DTUOAOIUU. KAMHULIMCTbI TOKXKE AOAXHbI 3HOTb, YTO
(KAaCccmyeckme) ocobeHHOCTM D3I (KOMMNAEKCHI SSW) MOryT pa3BMBATLCSH M/MAM MCHE3ATH MO XOAY
3000AEBAHMS. YTPATA ITUX XOAPAKTEPUCTUK HE ODAZATEABHO O3HAYAET, YTO Y MNAUMEHTA OOAbLLIE HET
LGS, HO 3Ty BO3MOXXHOCTb HEODXOAMMO YHMUTLIBATb HAOPSIAY C MNEPEOLLEHKOM APYTIMX
KAMHUYECKMX/ DI -XAPAKTEPUCTUK.

[Tor HEOOXOAMMOCTH CA€AYEeT NPEAAOXUTb reHeTU4EeCKOEe KOHCYAbTUPOBAHUE. D3 CAeAyeT
MNOBTOPATb BCAKMM A3, KOTAQ €CTb KAOKME-AMOO ONACEHMI MO NMOBOAY AMATHO3A, MPU3HOKOB
YXYALLIEHMA UAM MOAO3PEHMS HO NCSE.
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[MoXXuAbIe NAULUEHTbl C YCTAOHOBAEHHOM
LGS (2)

0~ CAeAyeT NPEANPUHATE BCE YCUAMI AAT PALLUMOHAAUIALLUM MOAUTEPANUN. CTAPATLCH
MCMOABb3OBATH HE BoAee 2-X AED B KOMOUHALMM, 30 MCKAIOYEHUEM CAYYHaEB, Koraa CLB
AU APYTOM BEH30AMA3ZEMMH MCMOAb3YIOTCA BO BPEMS KPUTUHECKOTO IrNM30AQ.

[TOUMEHTO CAEAYET 3apaHee paccnpocuTb 0 HA 11 CKOPPEKTUPOBATL AEYEHME.

KOrHuTMBHbBIE CNOCOOHOCTHU U NOBEAEHYECKME NATTEPHbI NALMEHTA CAEAYET PETYAIPHO
NepeCcMATPMBATL M MEHITb AE4YEHUE, ECAM ECTb NMOAO3PEHUNE, YTO OHO OKA3bIBAET
NnarybHoe BAMIHME HA MO3HAHME/MOBEAEHME NALMEHTA.

HeMeANKOMEHTO3HbIE MOAXOAbI K AEHEHUIO CAEAYET PACCMATOUBATL HAPSAY C TEPAMMEN
N0 npum nepecmoTpe NAAHA AEYEHMI NALUMEHTA. ¥ B3POCAbIX MALUEHTOB OTMEHA
A€4YEeHUA BAOKATOPAMMU HOTPUEBBIX KOHAAOB MOXET ObITb 3ATPYAHEHA, MOCKOAbKY MOTYT
NOABUTbCSH reHEPAAU3ZOBAHHbIE TOHUKO-KAOHHUYECKUE CYAOPOTrHU. B TOKMX CAYyHAAX
PEKOMEHAYETCS MEAAEHHOE CHUXEHUE AO3bl U MOXET ObITb NOoAe3HO AobaBAaeHue CLB
HQO KOPOTKMU NEPUOA.

Cross JH, Auvin S, Falip M, Striano P and Arzimanoglou A (2017) Expert Opinion on the Management of Lennox-Gastaut Syndrome: Treatment Algorithms and Practical
Considerations. Front. Neurol. 8:505. doi: 10.3389/fneur.2017.00505



[lepexoA U3 A@TCTBA BO B3POCAYIO XXU3Hb

0 3STUMOAOTUIO CA€AYET NOBTOPHO OLLEHUTb, UCNOAb3yss MPT n Ap. UICCAEAOBAHMUS, YTOODI
UCKAIOYUTD UAU BbISBUTb CNELLUPUYECKYIO DTUOAOTUIO, KOTOP AN MOXXET MOBAMATL HO
peLUEHMI O AEYEHUM (HAMPUMEP, KOMMAEKC TYOEPO3HOIO CKAEPO3ad).

[0~ B AONMOAHEHME K MPOCMOTPY MPEALIAYLLMX OTHETOB D3 peKOMEHAYEeTCs (MCXOAHAas) DT
BO BpemMs nepexoada. AeyeHne AED CAeAyeT NepPEeCMOTPETb, YTODbI ONPEAEAUTD, ABAFETCH
AV OHO HOMOOAEE MOAXOAILLIMM AAS MALUMEHTA B AOHHbIM MOMEHT, M1 CAEAYET MO
BO3MOXXHOCTM PALMOHAAUIMNPOOBAT MOAUTEPAMMIO.

AUMEHTbI AOAXHbI OblTb MOBTOPHO OLLEHEHDI, YTOObLI OMNPEAEAUTL, CAEAYET AU
PACCMATPUBATb HEMEAUKAMEHTO3HYIO TEPANUIO (MAM MEPECMOTPETh, ECAM OHA YXKE
MCMNOAb3OBAAQCH).

HeoBX0AMMAO COLIMAABHAS M MCUXMATOUHECKAS MOAAEPXKKA M OKA3AHMIO MOMOLLIM HO
YOOBHE MHTEPHATHOIO TMMNA.

AN MOAPOCTKOB, MOAYHQIOLLMX TEepAnmio KA, nocel,eHrue LEHTPA AUETbl AASl B3POCADIX
NpPU 3ANMAENCUM MOXET NOMOYb ob6ecnedntb 3ddeKTUBHbIN NEpexoA. B npoLuecce
MNePEXOAQ CAEAYET YUUTLIBATb MOTPEDOHOCTb NALMEHTA B MOCTOIHHOM YXOAE CO CTOPOHDI
BOQOYQA, MMEIOLLLETO OMbIT AEYEHUA SNMAENCUM. KOK YKA3bIBOAOCH PAHEE, BCE MALMEHTHI
AOAXKHbI MPOXOAMTb KOK MMHUMYM €XEroAHbIM OCMOTP HEBPOAOrQ.
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