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I 11H<I>OPMAIJJ1513A: 
HanMe.._oeauue ua 3a6onHBaHeTO 
CHH,npoM Ha Lennox-Gastaut (LGS) 

I 

I 

OnpeJJ.e4euue Ha 1a60J1HBaHeTO 
PH,nKa, re>KKa paHHa emrnenTHLJ:Ha em.1.eq>anonaTHJI, xapaKTepH3Hpama ce C Tpua,na OT 
HHTeneKtyanHo yape>K,uatte, MHO>KeCTBO BH,UOBe IlpHCThITH H THnHLJ:HH

eneKTpoiHueq>anorpaq>cKH (EEf) aHOMaJIHH. 
I1p11 70-80% OT ,ueuarn e CHMilTOMaTHLJ:eH, a npH 30-50% OT ,neuaTa CbC CHH)lpOM Ha West 
npeM11HaeaT B LGS. 

qeTnpuu.ml>peu KOJJ. ua 1a6ommaueTo no MKli-10 (aKo TaK'hB e HaJIH'leH) 
040.4 I 

! 

Ko.11. ua 1 3a6oJUIBaHeTo no Orpha code 
ORPH}\:2382 

I 

Enu,ne�HOJIOrHqffH )J.aHHH 33 3a60JIHBaHeTO B Peny6nuKa li'hnrapnH 
Pa3npmhpaHeHHeTO Ha LGS e 5% OT nauHeHTHTe C enHJieTICHJI OT BCHLJ:KH Bb3pacTH li OKOJIO 

I 

I 0% oT
1 
nau11eHTHTe c en11nenc11JI no,u 15 ro,um1ma Bb3pacT. Haii-qecTo ce cpema npH ;1,eua Ha 

Bb3pact 2-7 r. (,n11ana3ott 1 - 14 r. ). I1porn03arn e He6naronpH.8THa - 3a6ommaneTo ce 
BHCOKa CMbpTHOCT (5%), ,ueq>HUHT npH 85 95% HxapaKT�pH3Hpa C HHTeJieKTyaJieH -

nepc11ct11paHe Ha np11na,n'hUHTe np11 78% ,no 96%, Haii-LJ:ecn1 cne.n ny6epTeTa ca H0ID;HHTe 
TOHHLJ:�H npHCT'hilH. 

lB T,q, uayquu ny6nnKau.uu OT D0CJie)J,HUTe neT r0)J.HHH H 
npuno,KeHa 
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EnH)J,�MHOJIOruquu )J,3HHU 33 1a60JIHBaHeTO B EeponeiiCKHH C'hl03 
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AJirop1hMu 1a �uaruocTuo;upaue Ha 1a60JIHBaHeTo 
HanHqH¢TO Ha THIIHqmf KJIHHHqHH xapaKTepHCTHKH H EEr 0TKJIOHeHHH IIOTBbp)K)],aBa 
)],Hartt03hTa. MarttHTHo-pe30HaHCHaTa TOMOrpaqnrn ycTaHOBHBa CTPYKrypHH aHOMaJIHH rrpH 
IIOBeqe OT )],Be TpeTH OT rrauHeHTHTe. 
reHeTH1-lHHTe lf3CJie)],BaHHH TIOMaraT 3a pa3rpaHHqaeaHe Ha LGS OT ,l1,pyrn 6onecTHH e)],HHHUH H 
rpH6Ba ,ua ce H3BbpnrnaT B H36paHH cnyqaH (Harrp. CbMHeHHe 3a Ty6epo3Ha CKJiepo3a KOMITJieKC, 
KbCHa ,n:eTCKa HeBp0HaJIHa uep0H)],Ha JIHIIO$yCUHH03a, CHH)J.pOM Ha rrpbCTeH0BHJ{HaTa 
xp0M03(1)Ma 20). 

B T.'-1. uay'IHH ny6JIHK3D;HH OT nocJie)],HIITC- neT rOJJ:HHH H 
hpnJio,KeHa 

1. �O)KHHOBa B. ,[lHarHOCTHKa H HOBH Bb3MO)KHOCTH 3a JieqeHHe Ha )],eTCKHTe emrnenTHqHH
fHuecpanonaTHH- cHH)],poM Ha Dravet H cHH)],poM Ha Lennox-Gastaut. GP MEDIC, 2023,
5(5);10-16.

2. �pecchio N, Wirrell EC, Scheffer IE, Nabbout R, Riney K, Samia P, Guerreiro M, Gwer
S, Zuberi SM, Wilmshurst JM, Yozawitz E, Pressler R, Hirsch E, Wiebe S, Cross HJ,
rerucca E, Moshe SL, Tinuper P, Auvin S. International League Against Epilepsy
Flassification and definition of epilepsy syndromes with onset in childhood: Position
paper by the ILAE Task Force on Nosology and Definitions. Epilepsia. 2022
:Jun;63(6):1398-1442. doi: 10.1111/epi.l 7241. Epub 2022 May 3. PMID: 35503717.

3. 1Montouris G, Aboumatar S, Burdette D, Kothare S, Kuzniecky R, Rosenfeld W, Chung
S. Expert opinion: Proposed diagnostic and treatment algorithms for Lennox--Gastaut

1syndrome in adult patients. Epilepsy Behav. 2020 Sep;l 10:107146. doi:
i 10.1016/j.yebeh.2020.107146. Epub 2020 Jun 18. PMID: 32563898.
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3a60JIHBaHHH. ,[lOCThIIHO Ha:
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D 1 %80%O0%BA %D0%80.pdf
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AJiropHTMH 33 Jie'leHHe Ha 3a60JIHBaHeTO 
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C Te11emte Ha BpeMeTO ce Ha6mo)laBa 3a6aB51He Ha pa3BHTHeTO, rrnaTO mm: perpeClUI, KOHTO 
13aBbpIIIBa,t c yMepeHa )lO Te)I(Ka HHTerreKTyrurna He)lOCTaTh1IHOCT rrpn > 90 % OT rrauHeHTHTe. 
IToBe,UeH1IfCKH pa3CTpOttCTBa KaTO ximepaKTHBHOCT, arpeCH51, ayTHCTHtieH crreKTup H 
tprocTpoikrna Ha c1>H51 ca 11ecTo cpemattH B ,neTcrnorn H IOHOIIIecTBOTO. 
Pexa6HrrHtaIIHOHHHTe Teparnm 3a CbilbTCTBamH 3a60JI51BaHH51 H .[(bJirocpo11HH pe3ynrnTH 
BKJII011BaTlq>H3H1IeCKa, rrpocpecHOHaJIHa, pe11eBa H KOfHHTHBHa TepaIIH51, rroBe)leH11ecKa Tepamrn, 
KaKTO H cneUHaJIHO o6pa30BaHHe H ITO)lKperra OT IlCHXOJIOr. 

I 
B

;b
• T,q, Hayquu ny6nuKau,uu OT nocJIC.ll.HHTe neT rOJJ;HHH If

n unomeua 6u6nuorpaclJcKa cnpaBKa 
1. Specchio N, Wirrell EC, Scheffer IE, Nabbout R, Riney K, Samia P, Guerreiro M, Gwer

S� Zuberi SM, Wilmshurst JM, Yozawitz E, Pressler R, Hirsch E, Wiebe S, Cross HJ, 
Perucca E, Moshe SL, Tinuper P, Auvin S. International League Against Epilepsy 
cf assification and definition of epilepsy syndromes with onset in childhood: Position 
p�per by the ILAE Task Force on Nosology and Definitions. Epilepsia. 2022 
Jpn;63(6):1398-1442. doi: 10.1111/epi.17241. Epub 2022 May 3. PMID: 35503717. 

2. Samanta D. Management of Lennox-Gastaut syndrome beyond childhood: A
crmprehensive review. Epilepsy Behav. 2021 Jan;l 14(Pt A):107612. doi:
10.1016/j.yebeh.2020.107612. Epub 2020 Nov 24. PMID: 33243685.
I 

Heo6xo�HMH Jl,CHHOCTH 33 npocJmnaKTHKa Ha 1a6om1BaHCTO (aKO TftKHBa ca
npHJIO,lCHMH) 
He e npit:rro)KHMO. 

B T,q, Hayquu ny6JIHKaU,HH OT IlOCJlCJl,HHTC neT rOJJ;HHH H
Jllpunomeua 

He e npHJIO)KHMO. 
I 

Ilpe,ll.i· iKCHHH 33 opraHH33U,HB Ha MCJ];HIJ,HHCKOTO o6cJiymBaue Ha naU,HCHTHTe If
38 ct>n aucupaue Ha C'bOTBCTHHTe ,UCHHOCTH, C'bo6pa3CHH C )J.CHCTBam,aTa B 
CTpamJTa HOpMaTHBHa ype}l,6a 

1B bbJirai· m:1 ;:urnrHOCTHKaTa H npocJie,[(51BaHeTO Ha 6oJIHHTe CbC CHH,npOM Ha Lennox-Gastaut ce
IH3Bbprn 

I 
a B paMKHTe Ha KJIHHHtIHa IlbTeKa NQ62. ,,EnHrrencH51 H errHJieIITH1IHH npHCThrrH", a B 

IH3B1>H6oµIHH11HaTa fIOMom OT HeBpOJI03H H )J,eTCKH HeBpOJI03H. 
I 

lK.rrHHH1Ita flbTeKa NQ62. ,,EnHJieilCH51 H emrnerrTII1IHH IIpHCThIIH" BKJII011Ba mrnrH03HTe 110
MKE-1 • ,, G40. 6. Grand mal npHrra,n1,u11 ( c MaJIKH 11pHrra)lbUH [petit mal] HJIH 6e3 nrx ), 
1HeyT011�eHH" H ,,G40.7. MarrKH 11pH11a,nbUH [petit mal], 6e3 rrpHna,n1,u:0 grand mal, 
HeyTOtif{eHH"' KaTO OT)J,eJIHHTe BH)J,OBe enHrrerrTHqm,r rrpHCThilH, yqacTeamH KaTO KOM6HHaum1
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CTauHeHThT C'bC CHH.llPOM Ha Lennox-Gastaut ce .UHarHOCTHUHpa Ha 6a3aTa Ha HeBpOJIOrH'IHO

H3CJie)lBaHe, EEf rrpH xapaKTepHa 3a CHH,UpOMa Haxo.uKa M HeBpOITCHXOJIOrH'IHO H3CJIC)UfflHe H ce 

UJ)HJiara aHTHemrnerrTH'IHO Jie'IeHHe crrope)l aKTYarIHIUI KoHCeHcyc 3a ,[{HarHOCTHKa H ne11eHHe Ha 

lerrHJierrcHHTe H aHTHemrneIITH'IHHTe CH)lpOMH, 2023 r tt Cl>apMaKOTeparreBTH'IHOTO pl>KOBO,l(CTB 

13a ne11eHHe Ha HespoJior1111HHTe 3a6omrnaHH», 2023 r. 

• KpHrepHH 3a THIIH'IHHSI LGS, crrope.n KOHTO roii ce ,nttarHOCTHUHpa ca: 1. IlOJlllMOptpHH,
repaneBTH'IHO pe3HCTeHTHH rrpHCThIIH - TOHH'IHH, aTOHH'IHH, aTHIIH'IHH a6CaHCH (2 OT 3
nma). Bn3MO)KHH ca H errHJielITH'IHH CIIa3MH cne.u CHH.llpOM Ha West, ITKil, IIpOCTH
q>OKaJIHH H MHOKJIOHH'IHH npHCThIIH. 2. EEr C reHeparrH3HpaHH pa3pSI.[{H OT 6aBHH
KOMIIJieKCH OCTpHe - 6aBHa BbJIHa (< 3 Hz) B 6y,nHOCT H reHepanH3HpaHH 6np3H pHTMH
(� 10 Hz) no speMe Ha CbH. 3. Yepe.ueHH HHTeJieKTyarIHH Q)YHKUHH - KOrHHTHBHH,
nose,neHHe.

• Jle11eHHe. He e B'b3MO)KeH ilbJieH KOHrpon Ha rrpHCThIIHTe. AHTHrbp'IOBH JieKapcTBa
(AfJI) Ha nnpBH H36op ca Barrnpoar (VPA), JlaMoTpH)KHH (L TG), TorrHpaMaT (TPM),
aJITepHaTHBHH - ErocyKUHMH.U (ESM), Jlesern:pauernM (LEV), Kap6aMa3errHH (CBZ),
<l>eHo6ap6HTan (PB), Phenytoin (PHT), Clonazepam, Rufinamide, 3oHH3aMH.ll (ZNS),
Cannabidiol B KOM6HHaUH» c Clobazam, F enfluramine crrope.ll rrpeo6JI8,ZlaBalllHTe
npHCThITH B ,na,nemrn MoMeHr; Kypcose c ACTH IKopTHKocrepoH,[{H. IlpH LGS ce
npHJiara H XHpyprH» C pe3eKUH.H Ha Jie3HH, KarI030TOMH.H H saryc-HepB-CTHMYJial(HSI npH
qeCTH H rpaBMaTH3HpaIUH .[{pon aTaKH.
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