onnnenTunyeckue
QHLUEemanonaTun: CMHOPOM
BecTa

OToen ncuxoHespornornm n anunentonornn HAKU negnatpum nm.
akagemuka FO.E. Benetwesa eIy BO PHUMY um. H.H.
[Mlnporosa MuH3gpasa PO

benoycosa E.[.



MexayHapoaHas Jlura no 6opbbe ¢
anunencuen

* «ANMUNENTUYECKNE dHUEdanonaTnm — COCTOSAHUS,
Npun KOTOPLIX 3NUNenTUOOPMHas akTUBHOCTb
CKOpee BCero BHOCUT CBOM BKad B pa3BuTue
Nporpeccupyrowmx HapyLueHn MO3roBbIX

doyHKUMN» (1)

1. Engel Jr J, E. International League Against. 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(6):796—803.



PacnpocTpaHeHHOCTb 3nunenTn4ecknx
dHLUEemanonaTumn

«OT 5 00 15% BCcex anunencumn



ObLune YepTbl ANUNENTUYECKNX
dHLUEemanonaTumn

 PaHHee Hayano anunencumu
* BbicOKasa YyacTtoTa anunenTuy4eckux NpucTynos

* PacnpocTtpaHeHHasa MeXnpucTynHasa akTMBHOCTb Ha O3l
(«arpeccunBHas»)

* Perpecc (pexe 3agep)ka) ncuxopedyeBoro 1 gBuratenbHOro
Pa3BUTUSA

* DapMaKope3NCTEHTHOCTb



K annnentunyecknm aHuedanonatnam
OTHOCSTCS

* PaHHAA MMOKNOHMYecKas aHuedanonaTums.

* CnHgpom OTaxapebl.

* CnHgpom Becra.

* Cnigpom OpaBe.

« CnHgpowm JleHHokca-l'acTo.

* Cungpowm JlaHpgay-KnedpdpHepa.

* CMHAPOMBI C NPOAOMKEHHON CNanK-BOSTHOBOW
aKTUBHOCTbLIO BO CHe (KpomMe cuHgpoma JlaHgay-
KnedodHepa).

* MMOKNOHMYECKUN CTaTyC HENPOrPECCUPYHOLLNX
9HUedanonaTun.

 3ri0Ka4YeCcTBeHHas anunencus geTcTsa ¢ MUrpUpyHOLWLMMU
napuvanbHbIMKU CygoporamMmu.

» CuHgpom [yse.

S., Baradie R. Epileptic encephalopathies: an overview; 2012
The Epilepsies. Seizures, Syndromes and Management. In C.P. Panayiotopoulos; 2005



CuHpgpom BecTta



CuHapom BecTa

ANUNENTUYECKUN CUHOPOM, XapaKTepusyrLwmnmnca Tpuagou
CUMNTOMOB:

* N(HAHTUIBHBIMW Cra3MaMu,
* TUNcCapUTMNEN Ha MeXnpucTynHon I3,
* PEMPECCOM NN 3a0€PXKKOU NCUXOMOTOPHOIO pa3BUTUA.

CornacHo coBpeMeHHbIM NpeacTaBneHnsaM AJ1 MOCTaHOBKM
AnarHo3a AoCTaTOYHO Hannyune ABYX U3 TPEX KPUTEPUEB.

B o0OLen aeTckom nonynsLMN OH BCTPEYaETCA A0CTATOYHO PE/KO:
1‘ Hg %Qage AIEI\QrP 9[&19 M@t‘zﬂ Hll'ﬁl)x 41 1fnar1a Vezzani. Current understanding and neurobiology of

epileptic encephalopathies. doi: 10.1016/j.nbd.2016.03.007




anunenTunydeckne cnasmbl

* ANMMNENTUYECKME NPUCTYIbI C BHE3AMNHbLIM CrnbaHmnewm,
pa3rmnbaHnem nnm cMeLlaHHoro crmbarenbHo-pa3rmnbaTernbsHOro
TWUMNa, BOBMeKarLwmne NpeMmMyLLIECTBEHHO NPOKCUMATIbHYIO U
TYNOBULLIHYIO MYCKYNaTypy, KOTOpPbI€ O0ObIYHO ANUTENBHEE
MWOKITOHNYECKNX, HO KOpOYe TOHUYECKMX NPUCTYMNOB N ONATCH

okono 1 c. [1]. HpaHTunbHbiMM cna3dmamm (MC) Ha3biBatoTCA
anunenTnyecknue cnasmbl, BO3HMKalLME B BO3pacTe Ao 1 roga

[2].

https://www.epilepsydiagnosis.org/seizure/epileptic-spasms-overview.html

Myxun  KIO., MwuponoB M.b. Onunentuueckue  cma3mbl. Pycckuid  KypHau
DOI:10.17650/2073-8803-2014-9-4-20-29

nerckor  HeBposnoruu.  2014;9(4):20-29.



«Knaccunyeckasa» runcaputmMmums

* - ANUNENTUAOPMHbLIN NATTEPH, XapaKTepm3yoLLNNCH
HeperyndapHou NpogosiKeHHOW BbICOKOaMMITUTYAHOW
MeaSIEHHOBOJSTHOBOM NKTUBHOCTLIO (1—3 '), amnnutygoun dbonee
300 MKB B coveTaHun ¢ MynbTUpPEermoHanbHbIMU U ANAPAY3HLIMA
KOMMNiekcamMu NMK-BONHA, ocTpada-meaneHHasa BonHa [1,2].

* CYLLLECTBYIOT HEKITaccu4eckne BapuaHTbl rmrncaputMun,
KOTOpPble Ha3bIiBalOTCA «MOANADULMPOBAHHOW» rTMNcapUTMnUen

Iype M, Puthuvathra Abdul Mohammed Kunju, Geetha Saradakutty, Devi Mohan, and Shahanaz Ahamed Mohammed Khan The early electroclinical manifestations of infantile spasms: A

video EEG study Ann Indian Acad Neurol. 2016 Jan-Mar; 19(1): 52-57
Iype M, Kunju PA, Saradakutty G, Mohan D, Khan SA.The early electroclinical manifestations of infantile spasms: A video EEG study. Ann Indian Acad Neurol. 2016 Jan-Mar;19(1):52-7.
doi: 10.4103/0972-2327.168627.




TepmMmuHonorus.

* [Mo AaHHbIM ILAE kKnaccu4yeckas Tpuaga cuHapoma Becta
BCTpeYyaeTcs KpaliHe peko.

* B cBA3M C paHHen AnarHoOCTUKOW U NniedeHneM Knaccmnyeckas
rMNcapuTMnsi NPaKTUHECKN He BCTPEYAETCS, B HACTOSLLLEE BPEMSA Y
OeTen vYaule oukcupyetca mogmuumposaHHaa runcapmMtmMma Unm
MYIbTUPErMoHanbHasa akTUBHOCTb, KOTOpasa CHUTAETCH
npearMncapuTMmMYeckMm COCTOAHUEM.

» Tarke nmetoTca onpeaeneHHble CNOoXHOCTU C onpeaeneHmem
perpecca y usHa4varnbHO 3agepxaHHoro pebeéHka ¢ paHHUM gebroTom
cna3MoB.

* YunTbiBas BbllLUENepevYncrieHHoe, onnucbiBasi CUHAPOM, B HAcTosiLLee
BpeEMSA PEKOMEHAYETCS NCMNOSNb30BaTbh TEPMUH — «MH(PAHTUIbHbIE

IC‘POWQ%M B!lr)\)/i ]A& I?S3¥;!ep!-<|: encephaloHp!i/tL§ égeC alr/ll(J-| mE!'P eOoM CB nlecgﬁ;r%é)c;l;coe{)-tluh!( 1mp0rtQ1teé£!ﬁce|14t)%pllep51a
58{2,)’7‘%%

2. Pavone P, Striano P, Falsaperla R, Pavone L, Ruggieri M. Management of infantile spasms. Transl| Pediatr. 2015 Oct;4(4):260-70. doi: 10.3978/j.issn.2224-4336.2015.09.01




oTHnonorung.

* CvHgpom BecTta pa3BrBaeTcs, Kak y M3HavarnbHO 300pOBbIX AETEW,
Tak Ny OeTen ¢ TAKENOWN OpraHNYeCKom NaToriormemn rofioBHOro Mo3ra,
OH MOXET 3BOSMOLMOHMPOBAaTL U3 cnHapoma OTaxapa, 1 B HacTosLEee
BpeMS HanaeHa obulas ana cMHAPoOMoB MyTauusa GABRAL,
00bsACHSALW AN AaHHY0 TpaHcdopmauuto [1,2].

* HacunTtbiBaeTcs 6onee 200 cambix pasHbix 3abonesaHuni,
conpoBoXaatLmxecs cnHapomom Becra.

* [Tpu4ynHOM MOryT ObITb NOPOKU PA3BUTUSA FOSTOBHOIO MO3ra,
XPOMOCOMHble aHOManunmn, HEUMPOKOXHbIEe CUHOPOMbI,
BHYTPUYTPOOHbIE MHAEKUUN U BPOXKAEHHbIE AedeKTbI MeTaboNnama;
rMNOKCUYECKN-ULLEMUNYECKME SHLEedanonaTtun HOBOPOXOEHHbIX,
NHeKUUN LeHTparnbHOU HEPBHOM CUCTEMbI, OMYXOSIN U UHCYNLTHI [3].

https://www.epilepsydiagnosis.org/syndrome/west-syndrome-overview.html

Kodera H, Ohba C, Kato M, et al. De novo GABRA1 mutations in Ohtahara and West syndromes. Epilepsia. 2016 Apr;57(4):566-73. doi: 10.1111/epi.13344.

Taghdiri MM, Nemati H. Infantile spasm: a review article. Iran J Child Neurol. 2014 Summer;8(3):1-5.




1.

oTHnonorung.

* Okono 30-40% Bcex NC aBnatoTcs reHeTU4eCcKun
NETEPMUNHNPOBAHHBLIMUN — 3TO KacaeTcs N BPOXKAEHHbIX
nedektoB metabonnama, 1 XpOMOCOMHBLIX abeppauunn, n

NOPOKOB Pa3BUTUA. bonbLuoe MecTo B UX Pa3BUTUN OTBOOUTCHA
MOHOIreHHbIM reHeTn4eCKMM MyTaundam.

« Ha HacTosLee Bpems pa3suTme NC Hanbonee Yyacto
CBSA3bIBAIOT C HANM4YMeM MyTaLWUi B CNeayoLWmnx reHax: ARX,

CDKL5, KCNQ2, FOXG1, GRIN1, GRIN2A, MAGI2, MEF2C, SLC25A22,
SPTAN1, STXBP1.

Taghdiri MM, Nemati H. Infantile spasm: a review article. [ran J Child Neurol. 2014;8(3):1-5.




[laToreHes.

HecmoTpsi Ha 4aBHOCTb ONMUcaHuUa cuHapoma (oH Obii onucaH B
1841 roay) TOYHbIM MeXaHU3M pa3BUTUA cuHapoma BecTta Oo
KOHLIA HE SACEH.

Ha HacTodawmnm MOMEHT CCPOPMYIMPOBAH LENbIN pPAg TEOPUMN:

* [losbilWeHUE 8 KPOB8U KOPMUKOMPOruUHa-peru3uHa 20pmMoHa (1).

* AKmueu3auyus ariymamamHbix peuenmopos(1).

* [leCUHXPOHUS pa3sumusi 20/108HO20 Mo32a (2).

* HapyuweHue 83aumooelicmausi Mexay Kopou 20/108H020 M032a U
noOKopKoeb//vlu cmpmeypa/vlu (3).

n ne/glutamate levels tropic hormone therapy in patients with west syndrome.
| c{ L cellular glutamate levels and epilepsy. EMBO Rep. 2016

May;17(5):682-94. doi: 10.15252/embr.201541569. 3. http://journals.lww.com/clinicalneurophys/Fulltext/2005/01000/Patho _of Infantile Spams__A_ Model Based on.3.aspx 4. Li-Rong Shao, Carl E Stafstrom. Pediatric epileptic

encephalopathies: pathophisiology and anymal models. 2016/05/04.C2-12.



YuuntbiBas pasHOpPOOHOCTb TMNOTES,

* Mbl MOXEM NMPeanosioXnTb, YTO eMHOIo MexaHn3mMa pasBuUTUS
cuHOpoma BecTa HeT, 1 ero naTtoreHes pa3BopaymMBaeTcy Ha
HECKOJTbKUX YPOBHAX HEUpOperynaumm — ropMoHanbHoM,
HEUpPOTPaHCMUTTEPHOM U Ha ypoBHe peuenTtopoB AMK.



KnnHnyeckune nposaBneHns

* PaHee cunTtarnoch, YTo Bo3pacT pas3BuUTUA cuHapomMma BecTta
npuxoamTcs Ha nepsble 12 mecsaueB Xn3Hu. OgHaKko, Ha AAaHHbIN
MOMEHT YacTb aBTOPOB pa3aBuUraeT BO3pacTHOW npeaen
cuHapoma Becta go 2 net [1]. Hanbonee 4yactbivi BO3pacT
MaHudecTauun - 3-4 mecqaua. B peakux criyqyaax
anunenTnyeckne cnasmbl MOryT BO3HMKATL BO B3POCIIOM
Bo3pacrTe [2].

* /IcTopnyeckn ObINO NPUHATO OTHOCUTL CMHAPOM BecTa K
reHepannsoBaHHbIM oopMam anunencuu [3]. B HacToAllee
BpeMs, ILAE BblAeNsET anMnenTUYeckmne cnasmbl Kak 0ocobbIn TUM
NPUCTYMNOB, UX pa3aensaT Ha dpoKarnbHble, reHepanmsoBaHHble 7
o AMANENTUHECKNE.CIIASMbL.C HEUIBECTHbIM. blaqaﬁngmw[é]ﬁ

Epilepsy Research Consortium (PERC) Epilepsia 56(4):617-625, 2015 doi: 10.1111/epi.129512. 2. d'Orsi G1, Der i MG. Adult epileptic spasms: a clinical and video-polygraphic study. Epileptic Disord. 2007 Sep;9(3):276-83. Epub 2007 Sep 20.
3.Scheffer  IE, Berkov S,Capovilla G, et al.ILAE  classificatio of the epilepsi Position  paper of the ILAE  Commission for  Classifica and  Terminology. Epilepsia (in  press  2017). 4.




MHaHTUNbHbIE CNa3Mbl

* 0ObIYHO NPOSIBNSATCS CUMMETPUYHBIMU, PEXE aCCUMETPUUHBLIMN,
bunaTteparbHbIMU, KOPOTKUMU U BHE3AMNHBIMU COKPALLEHUAMU akCUarbHbIX
MbILLEYHbIX rpynn [19].

« CeMmnoTumKa NpmUCTynoB 3aBUCUT OT TOrO, Kakas rpynna MbiLLL, MPeENMYLLECTBEHHO
BOBIie4YeHa B NpoLiecc — onekcopHasa nnmn aKCTeH3opHas. Takke bbiBaloT
CMellaHHble dNEKCOPHO-3KCTEH30PHbIE BapuaHTbl. Halle BCero BCTpevarTcd
cMewaHHble VC, nocne H1ux cnenytoT oriekCopHbIE; 3KCTEH30PHbIE Cna3Mbl
HabrogatTca pexe.

 YcTaHoBneHo, 4Yto Tun VC (kakumum Obl OHW He ObInn) He 3aBUCUT OT 3TUOMOMUN N He
CKa3blBaeTCH Ha NporHo3e 3aboneBaHus.

* B 10 xe BpemMA nMmeeT 3Ha4eHne, CUMMETPUMYHbI Cra3Mbl UJTN HET, MOCKOJ1bKY
dCUMMETPUHHOCTb MOXET CBNAOETENIbCTBOBATbL O qDOKaJ'IbHOM nopa>xeHmm Kopbl
rOJIOBHOIo Moa3ra.

* NC moryT BapbMpoBaTh OT pacnpoCTPaHEHHbIX COKpaLLEeHUI BCEX MbILLL, —
crnbarenen unun pasrmbareneu, 40O COKpaLLeHNN OTAENbHbIX MbILLUL, LLen Unu
NPSIMOW MbILLILLbI XKNBOTA



MHaHTUNbHbIE CNa3Mbl

* BO3BMOXHO orpaHmM4eHune npouecca KOPoTKMMU BEPTUKATTbHBIMUA

noaeprmBaHNAMIN NMa3HbIX 0NOK NN nx ABWXEHNAMU MO TUMY
HUCTalrMa.

* AcnmmeTtpuyHblie C nposaBnsaoTca nateparibHbiM OTBEAEHNEM
ronoBbl UNu rnas [1].

Y OeTen, ToNbKO HavYaBLUMX XOOUTb, BHE3anHble NnageHna MoryT
ObITb CBA3aAHbI C 3aNUNenTU4ecKnMMun crnasamamm [2].

Y BOnbLIMHCTBA AeTEN BCTpevaeTcs bornblue, YemM ogmnH BUA
cna3moB, NMpu 3ToM Habngaembiv TUN cna3ma 3aBUCUT OT
MCXOOHOro NonoXXeHusa tena [3].

ilmaz S, T

, Tekgul H, Serdaroglu G, Akcay A, Gokben S. Evaluation of ten prognostic factors affecting the outcome of West syndrome. Acta Neurol Belg. 2016 Dec;116(4):519-527. Epub 2016 Feb 5.
ue J, Qian .
yw.ilae

ekgul H
P, LiH, Yang H, Liu X, Zhang Y, Yang Z. Atonic elements combined or uncombined with epileptic spasms in infantile spasms. Clin Neurophysiol. 2017 Jan;128(1):220-226. doi: 10.1016/j.clinph.2016.11.008. Epub 2016 Nov 20.
ila

tp://WWW .org/SiteSearch/SearchResults_Google.cfm?searchbox=spasm




MHaHTUNbHbIE CNa3Mbl

* UMEIOT TEHAEHLUMIO BO3HMKATL Yalle cpasy nocrie npodyxxaeHns nnm npu
3acbinaHuu [1].

* [1Na HUX XapaKTepHa CEpUNHOCTb, UHTEepBan Mexay
nocregoBaTtesnibHbIMW cria3aMmamm coctaBnsieT MeHee 60 cek. OBbbIYHO
WHTEHCUBHOCTbL NPUCTYMNOB B CEPUM CHaYarna nocTeneHHoO BO3pacTaerT, a
3arteM yObIBaerT.

« YacTtota NC BapbupyeT OT eaMHUYHbIX 0 HECKOSBbKMUX COTEH B AEHb [2].

* Cnasmsil HE ABJIAKOTCAH CbO:I'OCeHCI/ITl/IBHbIMVI, 3dTO MOT'YT Bbl3blBATbCA
TaKTUJIbHOU CTUMYTIAUnNeEn niim BHe3arnHbiMm rpoOMKMMIN 3BYyKaMH.

« 3a cnaamamu MOryT criegoBaTh Nepmoabl CHUXKEHHOW PeakTUBHOCTH.

» Cpasy nocne VC 4yacto oTmMe4vaeTca nnay, ogHako OH He CHMUTAETCH
4yacTblo NpucTyna.

1. Gurkas E et al. Sleep-Wake Distribution and Circadian Patterns of Epileptic Seizures in Children. Eur J Paediatr Neurol 20 (4), 549-554. 2016 Apr 13.
2. 2. Pavone P, Striano P, Falsaperla R, Pavone L, Ruggieri M. Management of infantile spasms. Trans| Pediatr. 2015 Oct;4(4):260-70. doi: 10.3978/j.issn.2224-4336.2015.09.01.




HecmoTpsa Ha TO, YTO MMEHHO cepuu (KnacTtepbl)
NC aBnatoTca oTnnMYnTenbHbIM NPU3HAKOM
CUHOpPOMA,

* MOTYT BCTPEYaTbCA U Apyrve Bnabl NPUCTYNOB — KIOHNYECKUE,
TOHUYEeCcKMe Unn okanbHbIe.

° Cepvm CNMNa3MoB MOXET Ha4aTbCA C TOHUYECKOTO NMPUCTYIa,
KoMbunHaLumsa cnasmos C (*)OKaJ'IbeIMI/I cyaoporamMmm MOXeET TaKxXe
COCTaBNsATb OTAENbHbLIV BUA NMPUCTYMNOB.

* B nocnegHeMm crny4ae 3T0 MOXET ObITb NPU3HAKOM OpraHn4YecKom
naTonorMm rosiIoBHOro Mo3ra, nNpMyYemMm Heobs3aTenbHO C
HebnaronpusTHbIM MPOrHo3om [1,2].

Brain Dev. Infantile spasms syndrome, West syndrome and related phenotypes: what we know in 2013.2014 Oct;36(9):739-51. doi: 10.1016/j.braindev.2013.10.008.

Wilmshurst Jo M., Roland C Ibekwe and Finbar J.K. O’Callaghan. Epileptic spasms — 175 years on: Trying to teach an old dog new tricks. Sunday, January 1, 2017



HepBHO-NCcuxn4yeckne HapyLleHus npu
cuHapome BecTa.

BOnbLUIMHCTBO aBTOPOB OrPaHNYMBAOTCA OOLLIMMY TEPMUHAMMW — « PETPECC PA3BUTUSAY,
«3afepXxKka pa3BuUTUS», «NnaTo pas3BuTusi». OTcyTcTBne NoApPoOHbIX ONucaHuin, BUAMMO,
CBSI3aHO € 60MbLUIMM pa3HOOOpa3nem NCXoOHbIX BAPUAHTOB NCUMXOMOTOPHOIO pasBuUTUSA A0
Havana MHaHTUNbHbIX CMa3MOB.

XOpOLLUO U3BECTHO, YTO OHU MOTYT BO3HWKaTb Ha oOHE HOpManbHOro pasBUTUA UNu
M3Ha4vyarbHO MMeILLEeNnca ero 3agepxxkum [1].

[Mocne Bo3HukHOBEHUS VIC HabnogaeTcs perpecc pasBUTUSA Y 3HAaYUTENBHOWM YacTu AeTen [24].

Y ocTaBLWIENCA YaCTW HET YETKOro perpecca, Ho 3aTpyaHeHOo NpModbpeTeHmne HOBbIX HABbLIKOB -
yTpa4ynBaeTcsl TEMN NCUXOMOTOPHOIO pa3BUTUS], U BO3HUKAET CBOeObpasHoe «nnaTo» HaBbIKOB.

NHTepeceH TOT dpaKT, YTO YaCcTO OCTaHOBKa UK perpecc pasBnTUa HaYMHaKTCA JO pa3BUTUS
Ccna3MOB, XOTH 3TO 3aMevaloT garneko He Bce poantenn. B cBonx paboTtax, >KaH Ankapau
OMUCbIBAET Havyano perpecca 4o BO3HNKHOBEHUSA aNUIenTUYeCcKux cnasmoB B 68-85% crnyyasx -
«Y MnageHueB Ha poHe NonHoro brnarononyyus HabnogaeTca onpenenéHHbIN perpecc
nosegeHusi. OHM TEPSIOT MHTEPEC K OKPYKaKOLLEMY 0 TaKOW CTENEHU, YTO KaXKyTCs CrienbiMu
UM TNYXumMmn» [2].

Gul Mert G, Herguner MO, Incecik F, Altunbasak S, Sahan D, Unal I. Risk factors affecting prognosis in infantile spasm. Int J Neurosci. 2017 Mar 29:1-7. doi:
10.1080/00207454.2017.1289379.

Atikapau XKan. 3ab6oneBanust HepBHO# cuctemsl y aereil. Tom.2. C 660-667. 2013.



Cuntaertcs,

* YTO B MNEPBYIO 0OYepeab HapyLlatoTcs 3puTenbHble YHKLMN — hukcaums B3opa Ha
npegmeTax, NPocreXXmBaHnue 3a HUMU, 3pUTeribHoe BHUMaHue [1].

e AHarIOrM4YHO CHMXXAETCA MU OCTPOTa ChyXa, YTO onpeaenseTrcsa nNo AaHHbIM Bbl3BaHHbIX
CITyXOBbIX NMOTEHUManos [2].

* Mo BCen BMOMMOCTH, TOrAa e NOosBNATCA NepBble YepTbl ayTuadma — pebeHOoK MOXeT
CTaTb PaBHOAYLLUHbLIM MO OTHOLUEHUIO K POANTENSAM, YTPATUTh C HAMU SMOLMOHANbHbIN
KOHTaKT, MOXXET MCYE3HYTb KOMMITEKC OXMUBMNEHUS, B TOM Yncne ynbibka, u
NpeKkpaTUTbLCS ryneHue.

« 3aTEM BO3HMKAET perpecc B MOTOPHbIX HaBblKax: AETU NepecTatoT TAHYTbLCS K
UrpyLikam v 6paTtb UX B pyku, NnepeBopavnBaTbCsi, AepKaTb ronosy [3].

« Bce aBTOpbI ONMChIBaOT Ype3BblyaliHyto BapnabdbenbHOCTb CTENEHN MCUXOMOTOPHOIO
perpecca npu IC, uUMeHHO No3TOMY perpecc/3agepka pasBuTnsa He Bceraa
CYMTalOTCHA AOCTOBEPHbLIM CMMNTOMOM cuHapoma Becra.

1. Teresa Rand o, tAdina Bancale, *Giovanni Baranello, TMargherita Bini et al , Visual Function in Infants with West Syndrome: Correlation with EEG Patterns * Epilepsia, 45(7):781-786, 2004
2. Baranello G, Rando T., Bancale A. et al Auditory attention at the onset of West syndrome: Correlation with EEG patterns and visual function Brain & Development 28 (2006) 293-299

3. Ankapamn XKaH. 3aboneBaHusa HepBHOW cucTembl y aeten. Tom.2. C 660-667. 2013.



JHuUedanorpadunyeckas
ANnarHocTuka.



[TpnctynHas (MktanbHas) Q3T .

Knaccundecknmu nameHeHnsmm npuctynHon 331 npu UC cumtaetcs
BO3HMKHOBEHME reHepanm3oBaHHON MeaneHHOBOTHOBOW aKTUBHOCTU
bornbLon aMmnnTyabl. 3a MeasIeHHOW BOSTHOM MOXET crleoBaTb, a MOXET U
He crnegoBaTb YrnoweHne akTUBHOCTH

Takas NMPUCTYNHaA akKTUBHOCTb
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1. Iype M, Puthuvathra Abdul Mohammed Kunju, Geetha Saradakutty, Devi Mohan, and Shahanaz Ahamed Mohammed Khan The early electroclinical manifestations of infantile spasms: A video EEG study
Ann Indian Acad Neurol. 2016 Jan-Mar; 19(1): 52-57




B 25 % Bcex criy4aeB NPUCTYMNHbIM NaTTEPHOM ABMSAETCHA
bbicTpas «BepeTeHoObpa3Hasa» akTUBHOCTbL (1)
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1. Iype M, Puthuvathra Abdul Mohammed Kunju, Geetha Saradakutty, Devi Mohan, and Shahanaz Ahamed Mohammed Khan The early electroclinical manifestations of infantile spasms: A video EEG study
Ann Indian Acad Neurol. 2016 Jan-Mar; 19(1): 52-57
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[1laTTepH cnasma MOXXeT BO3HUKaTb He Ha (POHe
rmncapmMtMunmn, a Ha poHe HopmanbHon 33l .

93l npenocraerneHa lopyuxaHoBom
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OnucbiBaeMbl Kak BO3MOXXHbI
NPUCTYNHbLIXA NATTEPH

* 1EKPEMEHT aKTUBHOCTHU (YNNOLLUEHNS pUTMa), NO BCEU
BUOMMOCTU, BCTpeYaeTcs peako.

1. Iype M, Puthuvathra Abdul Mohammed Kunju, Geetha Saradakutty, Devi Mohan, and Shahanaz Ahamed Mohammed Khan The early electroclinical manifestations of infantile spasms: A video EEG study
Ann Indian Acad Neurol. 2016 Jan-Mar; 19(1): 52-57




[laTTEPH cna3ma

* TpyOHOCTN MHTEpNpeTauum MOryT BO3HMKATb U3-3a OOMNbLLOIro KofindecTsa
asurartesnbHbiX apTedaktoB (O3 1). OgHako, Ha nocrneayrwmx Q3 Toro xe pebeHka,
OTMeYaeTCs SABHbIN NaTTepH npuctyna (puc 2) .
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VIHorga BcTpevaeTcs

« O3[ HeraTuBHasi KapTUHA B MOMEHT KITMHUYECKNX NPOSBIIEHNN
NI PEMMCTPUPYETCHA aCUHXPOHHASA BCrbILLKA
BbICOKOAMMMNUTYAHbIX MEAS1IEHHbIX BOJH.

*[1o AaHHbIM Gastaut 1 coaBT. (1964r) y 13% OONbHbLIX C
cuHgpomom Becta O3 B MOMEHT npucTtyna He nameHeHa (1).

1. Myxun K.IO., [Terpyxun A.C. Xonun A.A. Dnunentuueckue sHIepasonaTuu U CXoKue CUHAPOMBI y neteit. C95-157.

2011



MexnpucrtynHas (MHTepukTanbHas) 99l .

« Knaccmnyeckon KapTUHOW Ha MexXnpuctynHon I3[ aBnsieTcs
rmncapuTMus.

* B 1952 rogy BnepBble AaHHbIM HEUPOJU3NOIOrMYEeCKUN NaTTepH
onucanu F A. Gibbs 1 E.L.Gibbs: «@mo ebicokoammnumyOHbie criauku u
MeOrieHHbIe 80s1HbI. Criauku nepuodu4yecKu eapbupyrom u o
JioKanusayuu u rio rnpooosnKkumerisHocmu. B onpedernieHHbIU MOMEHM
OHU Mo2ym bbimb cboKaribHbIMU U cpa3sy e, HECKOJTbKO CEeKYyHO
criycms, npuobpemams MynbmuquKaanb/u xapakmep. N13pedka
criauku 2eHepariu3yromcs, 00HaKo, HUKo20a He 8bl2/1I9059m KakK
pPUMMUYHO 108MOPSIFOULULCS 8bICOKOOP2aHU308aHHbIU MammepH,
KOmopbIU MOXXHO bbIr1o bkl criymame ¢ pa3psadamu rpu petit mal...
YKa3aHHble HapyuweHuUs rnpakmu4ecku rnocmosiHHbI 80 8peMeHU U 8
borbuwuHcmaee criydaes rposierigmces U 8 COCMOSIHUU CHa, U rpu
boopcmeosaHuU».



K NOHATUIO Knaccmnyeckoun (TMNUYHOW) rmncapuTtMmm OTHOCUTCS
naTosriormyeckast akTUBHOCTb, HOCALLLAs CUMMETPUYHbIN XapakTep, 6e3
aKueHTyauuu, natepanmsaunm n permoHanbHoro akueHta. Knaccunyeckas
rmncapuTMud, Kak npasuno, 3aHnMmaeTt 100% 3anucu

Knaccuueckas runcaputmust (ammnuryna 70 MxB). JlanHast aMminTyaa 3aTpyaHseT TpakToBky DO
[{enecoobpazHo ymeHbImuTh aMiutyay 10 150 - 300 MxB . TOT ke doparmMeHT (cM. puc 2), Ho amnnutyaa
200MKB. YeTko BuaHa modoporiornst annnenTngopMHON akTUBHOCTMN.

93l npenocraerneHa lopyuxaHoBom
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B 1964 rogy Gastaut H. 1 coaBT. BBENM NOHATUE aTUNUYHOW
(MoanduumnpoBaHHou) runcaputmmm [29]. NosgHee Hrachovy R.A. 1 coaBT.
(1984) paspabotanu Hanboriee nosHyo Knaccugukauuio BapuaHToB
MOaNPUUNPOBAHHOW TMNCapUTMUN:

* CUHXPOHU3NpPOBaHHas
* ACMMeTpUYHag
* C yCcTONYMBBIM (DOKYCOM CNamnKkoB UK OCTPbIX BOSH

 C anusoaamm ynnoLweHUsa pUTMUKN
 C BbICOKOAMMNMNUTYOAHOW, aCUHXPOHHOW MeANeHHOW aKTUBHOCTbLIO



CUHXPOHN3NPOBAHHbLIN BapUaHT
MoandonLmMpoBaHHON rmncaputMnin

* BunarepanbHO CUHXPOHHbLIE KOMMSIEKCHLI OCTPpas-MmeasieHHas
BOJIHA, OCTPbI€ BOJHbI U CNankn y pebeHka 7 Mec.

93l npenocraerneHa lopyuxaHoBom
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ACCUMETPUYHBLIN BapUaHT
MoandULMPOBaAHHOU TMNcCapUTMUN

e 3NUNenTUOpPMHaa akTUBHOCTb YETKO PEMMCTPUPYETCA B NIEBOU
remucdepe.
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BapunaHT MmoandoumumnpoBaHHOM TMNCapUTMUN C
YCTONYMBbLIM POKYCOM OCTPbIX U MeaNeHHbIX

BOJIH
(3aAHEBMCOYHO- 3aTblfIoMHAdA 0biacTb crnpaBa U criesa).
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MopgundpunympoBaHHasa runcapuTtMmg no
TUNY «BCMbILLUKX — NOAaBNeHNA»

*B OTJIN4HNUN OT CUHOPOMa OTaxapa NHTEepBalibl MeEXAY «BClblLLUKAMWN»
pasfinyHble, MHOrAa C BKIIOYEHNEM CNabo BbipaXKEHHbIX CNAaNKOB U
OCTPbIX BOJIH Ha dDOHe YrHETEHUA aKTUBHOCTU ( OHW NMNOKa3aHbl
cTpenkon)
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MenneHHOBONMHOBOW BapUaHT
MoandoULIMPOBaAHHON rMNcapuTMunm.
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B HacTosLlee BpeM4, BbIOENAIOT TaK
Ha3blBAEMYIO «npeaAruncapmTMunioy,

*T.€., UBMEHEHUS Ha B3I, KOTOpPbIE YacTO B NOCNEACTBUN
TpaHCOPMUPYIOTCA B TMNCaApPUTMUIO.

* Hanpumep, 3TO OTHOCUTCS K MYNbTUPErMOHarIbHON akTUBHOCTM
Ha O3l [1].

1. Pavone P, Striano P, Falsaperla R, Pavone [, Ruggieri M. Management of infantile spasms. Transl Pediatr. 2015 Oct;4(4):260-70. doi:
10.3978/j.i1ssn.2224-4336.2015.09.01.




Philippi H u coaBTOpbI(2008) BLIAENAOT TPU dPasbl
pa3BuUTna cnuHgpoma BecTa:

* beamornsHasa ga3a. AnNnTca OT HECKONbKUX Hedenb A0 HECKOMbKUX
mMecsues. Pasa npoxogmTt 6e3 KIIMHUYECKUX NPOABNEHNN U
Xapaktepusyetcs nossrneHnem Ha I3[ dokanbHOM nnu §
MYnNbTUdOKaNbLHOM AaNUNENTUAROPMHON aKTUBHOCTU, 3aHUMAIOLLEN He

oonee 50% 3anucu.

* Hayaro rncuxu4yeckoao yxyoweHus. AnnTenbHOCTb 2-6 HEOEb.
XapakTepusyeTca Ha4yanom perpecca B NCUXOMOTOPHOM U peyeBOM
pa3BUTUN. XapaKTepusyeTcH MynbTUPETMOHANbLHON
anmMNenTMdopPMHON akKTUBHOCTb Ha 33l , 3aHMmMatoLlen 50- 90%

3alinCu.

* [lcuxnyeckoe g%/FLueHme. Bblpa)keHHbIN perpecc NCUXOMOTOPHOIO _
pa3suTna. Ha KapTWHa Kriaccmyeckou nnm mogmdounumpoBaHHOM

rmncaputmun [1].

1. Philippi H, Wohlrab G, Bettendorf U, Borusiak P, Kluger G, Strobl K, Bast T. Electroencephalographic evolution of hypsarrhythmia: toward
an early treatment option. Epilepsia. 2008 Nov;49(11):1859-64. doi: 10.1111/5.1528-1167.2008.01715.x.




He Bce getn n3 «besamonBHoU pasbl»
TpaHcdopmMupoBanmcb B cuHapom BecrTa.

« ABTOPbI HE OLieHNBanu NpoLeHT TpaHcdhopMaLmm, 0gHaKo
oTMeYarnu, YTo NPOLIEHT HEBESUK.

« Cpeau geteun, gOCTUrLLINX BTOPOU pasbl (MynbTUMpPErnoHansHas
aKTMBHOCTb Ha J3[) npakTnyeckn Bce TpaHcdopmMmmpoBannuce B
cuHgpom BecrTa.

« OBbIYHO NCUXNYECKUIA pErpece (poanuTenn MoryT ero He
3amMeyaTb) NpeaLecTByeT Ha4Yany rmncapuTMmMm Ha nepmop ot 3-

X 0O 6 HeJenb

Philippi H, Wohlrab G, Bettendorf U, Borusiak P, Kluger G, Strobl K, Bast T. Electroencephalographic evolution of hypsarrhythmia: toward an early treatment option.

Epilepsia. 2008 Nov;49(11):1859-64. doi: 10.1111/5.1528-1167.2008.01715 x.
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OcHOBHagd 3agada Tepanumm npu
cuHapome BecTa

* HanOornee paHHee NpeKkpalleHne cnasMmoB W NUKBUAALNSA runcaputMmum Ha 33T [1].

« ECTb TONbKO ABa npenapara Ans rie4eHns anmrnenTmi4ecknx cnasmon, 0400pEeHHbIX
YnpasreHmem no KOHTponto 3a npoayktamm n nekapcrtsamun CLUA (Food and Drug
Administration -FDA). OTO — agpeHOKOPTUKOTPOMNHbIN ropMoH (AKTT) n BurabatpuH [2].

« PaHee, EBponenckmnn KOHCEHCYC Mo NeYeHnto annnencumn y geteun npegnaran nepsbiM
Ncnonb3oBaTb BUrabaTpuH npu MHQaHTUNBHbIX cria3Mmax ftodon 3TNONOrvun, a yXxe 3aTem
NCNOSb30BaTb agpPEeHOKOPTUKOTPOMHbLIN rOpMoH (AKTT) [3].

* B HacToAaAWmMM MOMEHT NpeanovYTeHne oTaaeTcs MMeHHO ropMOHanbHOM Tepannn Kak
cTapToBOM B cuny ee 6onbluen acbPeKTUBHOCTH [4].

Gul Mert G, Herguner MO, Incecik F, Altunbasak S, Sahan D, Unal I. Risk factors affecting prognosis in infantile spasm. Int ] Neurosci. 2017 Mar 29:1-7
http://www.childneurologyfoundation.org/disorders/infantile-spasms

Wheless J. W., Clarke D. F., Arzimanoglou A., Carpenter D. Treatment of pediatric epilepsy: European expertopinion, 2007

Wilmshurst Jo M., Roland C Ibekwe and Finbar J.K. O’Callaghan. Epileptic spasms — 175 years on: Trying to teach an old dog new tricks. Sunday, January 1, 2017




[Toyemy achhekTUBHAA ropMOHarNbHas
Tepanusa npu cuHgpome BecTta?

B akcnepumeHTanbHbIX paboTax noslydeHbl AaHHbIE, YTO MEXAHMU3MOB AENCTBUS MOXET
ObITb HECKOMBLKO, cpean HuX [1]:

* CTUMYIAUNA CUHTEI3A IMTIOKOKOPTUKOUO0B, KOTOPbLIE B3aI/IMO,EI,eI7ICTByI-OT CO cCTeponaHbiMnN
peuenTtopamMmn B UEeHTparibHon HepBHOWM CUCTEME, HYTO NPUBOAUT K MO,EI,I/IC*)VIKaLI,VII/I YHKLUNA
KalibUNEBbLIX KaHAl10B,;

* CTUMYNALNA CUHTE3a HEMPOCTEPOUOB B IMUN U HEUPOHAX, YTO MPUBOAUT K MO4ynALUK
[[AMK peuenTopos;

* NogaBneHne akTUBHOCTU NPOKOHBYSTIbCUBHbBIX MOSIEKYST (KOPTUKOTPOMUH-PESNTUSNHT TOPMOHA).
KOpTUKOTPOMUH-PENN3NHT TOPMOH — FOPMOH CTpecca, obnagaeT npoKOHBYbCUBHbLIM
3(PpeKTOM B HE3PENOM rONOBHOM MO3re, ero cogepXaHue noBbILWEeHO B FONIOBHOM MO3re
nerten c cmHgpomom BecrTa;

* NpsiMasi akTMBaLMs PELLENTOPOB MENAHOKOPTUHA, 3TN peLenTopbl NOAABMASAT rOPMOH
cTpecca, a Takke akTop, KOTopbI obecneYnBaeT cYMTbiBaHME OONbLUMHCTBO MOMEKYI
BOCManeHus.

Takum obpasom, ropMmoHanbHasa Tepanua npu cuHapome Becta no onpegeneHuto Granata T. €
coaBT (2011) «4eNUCTBYET Ha CTbIKe BocnaneHud, ctpecca v anunencum» [2].

1. Lux A, Edwards S, Hancock E, et al. The United Kingdom infantile spasm study comparing vigabatrin with prednisolone or tetracosactide at 14 days: a multicentre, randomized controlled trial. Lancet. 2004;
364:1773-8.

2. Granata T, Cross H, Theodore W, Avanzini G. Immune-mediated epilepsies. Epilepsia. 2011 May;52 Suppl 3 :5-1 1 .




Bbibop npenaparta ang ropMoHanbHOW Tepanun
cuHapoma BecTa npeacraBnaeTt onpeaeneHHble

CJT1OXKHOCTN.

* B mupoBou npaktuke npeanoyteHne otgaetca AKTI. B CLUA ncnonbayetcs
HaTypanbHbin AKTI, B EBpone oH HegocTyneH 1 UCnonb3yeTcd ero
CUHTETUYECKNN aHanor TeTpako3akTua (Toprosoe Ha3BaHUe - CUHAKTEH
aeno).

 [103bI 3TNX NpenapaToB CYNTAIOTCS IKBUBANEHTHLIMU, CPaBHUTENbHbIX
nccnegoBaHuUm Nno Ux aP@PEKTUBHOCTN HE MPOBOANMOCH, HO MO LieHe
HaTypanbHbIin AKTI B 200 pa3 AopoXe CUMHTETUYECKOro aHanora.

« Oba aTn npenaparta He 3aperncTpupoBaHbl B Poccunckon degepaummn, 4To
CO3[a€ET CYLLIECTBEHHbIE TPYAHOCTU B NeveHun cnHgpoma Becra.

* B Poccuun gocTynHbl KOpTUKOCTEPOUALI (NPpeaHN30510H, METUNMNPEAHN3ONOH,
OeKkcamMeTasOoH, r’MapoOKOPTU3O0H).

« B MexxayHapoaHowm npakTuke npegHn3orioH cuMTaeTcs npenapaTtom Bblbopa

B JIEHEHUN VIHCbaHTVIJ'IbeIX cna3MmoB B OCHOBHOM B pa3BUBaAOLLINXCA
quqent advances in the pharmacotherapy of infantile spasms. 2014;28(4):279-90.



B pa3HbIX KNMMHUKaX Mmpa NpUMEHSAIOTCSH
pa3Hble npenapaTbl U CXEMbl UX
BBEEHUS.

« TeM He MeHee, cyLlecTBYeT obLlasa cTpaTernsa Tepanuu.

* OOLWMM NPUHLINMOM SABMSIETCA KAK MOXHO Bosiee paHHee Havyarno
Tepanuun. CumMtaeTcs, 4ToO YeM paHbLLEe HA4YaToO dI(PIPEKTUBHOE
nevyeHue, TemMm nydwie NporHo3 garnbHenLwero NncCMXoMoTOpPHOro
pa3BuUTUA pebeHka [1].

« ONTManbHO Ha4YMHaTb NeYeHne cpasy nocne Havyana MHQaHTUNbHbIX
Crna3MoB M NOATBEPXKAEHUS HANUYKUSA rMncapnTMnm Ha 93T .

* Ho 370 He Bcerga BO3MOXHO, TaK KakK Aaxe B pa3BUTbIX CTpaHax
3aJepKKa c AnarHocTmkou cuHapoma Becta BecbMa CyLecTBEeHHa —
S. Auvin c coaBTOpamMu (2012) coolLLaloT 0 TOM, YTO NPaBUIbHbI
anarHos He ctaBunca npumepHo 80% geteun (301 n3 362 geten) - [2].

B oTeueCcTBEHHON NpaKTUKe 3adeprKka Havana agekBaTHoOM (B JaHHOM
crny4ae ropMoHanbHOW) Tepanun, Kak npaBuio, COCTaBnsAeT
1H GGMIIBJ@ RM@%'LH@B]@ spasms: a U.S. consensus report. Epilepsia. 2010; V.51(10); P.2175-89.

2. Auvin S, Hartman AL, Desnous B, Moreau AC et al. Diagnosis delay in West syndrome: misdiagnosis and consequences. Eur J Pediatr. 2012 Nov;171(11):1695-701.




ELwe ognH obLwmm npuHLUKM
ropMOHalbHOU Tepanun

* MMHUMASIbHbIE J03bl U MUHUMAaNbHas NPOAOIMKNTENBHOCTb
neyeHunsl. ATOT NPUHLMN MPOUCTEKAET N3 npobnem c
NepeHOCMMOCTbIO FOPMOHaNbLHOU Tepannu, B YacTHOCTU, CBA3aH

C NOTEHLMaNbHOM BO3MOXHOCTbIO Pa3BUTUS HaaMno4e4YHNKOBOW
HeJOCTaTOMHOCTU U CHUXKEHUSA UMMYHUTETA.

1. Riikonen R. Recent advances in the pharmacotherapy of infantile spasms. 2014;28(4):279-90.




AKTI u mempako3akmuo.

 CywiecTtBytoT pasHouTeHus no gosam AKTI u TeTpakosaktmaa. B CLLA
npumeHsaoT 0,6-0,8 mr (paBHoO 0,6-0,8 M) AKTI exkeaHeBHO, B AnoHUK
0,1 mr (0,1 MJ'I5 AKTI exegHeBHO, B ®uHNaHaum - 0,25 mr (0,25 mn) B
CcyTku unu 0,5 mr (0,5 M) TeTpako3akTuaa (CMHaKTeHa geno) KaxXabiv
BTOpou AeHb. B BennkobputaHum BBogaT rno 0,5 mr (0,5 mn)
TeTpako3aKkTuaa KaXXabl BTOPOW OEHb.

 CyLLIEeCTBYIOT UCCregoBaHns, cpaBHMBatoLne 3PEKTUBHOCTb
BbICOKUX N HN3KMX 003 AKTI . Bbicokne ao3sbl AKTI (1,50 mr)
npekpawianm cnasmbl B 79 % BCcex cry4vyaes, HU3kue o3bl (0,25 Mmr) B
76% BCeX crny4yaeB, U3 Yero gernaeTtcs BbiBO4 O TOM, YTO HU3KKE O03bl
AKTI He meHee acbcpeKTMBHbl, 4yeM BbiCOKMe [1].

* [TOHATHO, YTO NPUMeEHeHne bonee HU3KNX A03 yny4yllaeT
nepeHoCUMOCTb npenaparTa.

1. Riikonen R. Recent advances in the pharmacotherapy of infantile spasms. 2014;28(4):279-90.




B HacTosLlee Bpems

* Mbl OTKa3anucb OT BBeAeHNA TeTpako3aKkTnaa no cxeme,
onncaHHoU B KnnHn4yecknx pekomeHgaunax no gnarHocTuke u
nevyYeHuto anunencun, a UMeHHo — cTapT Ha4dmnHasa ¢ 0,1 Mr (M) v
NnocTeneHHoe HapallmBaHne O03bl 40 TOW, HA KOTOPOU yXoaAaT
npucTynsbl (HO He bornee 1 mMr) [1] 1 nepeLwnn Ha bonee 4yacTo

npumeHsemble B EBpone cxemsbl o 0,4 - 0,5 Mr (MN) exxegHeBHO
UNn Yepes aeHb [2].

1. Knunnyeckue pekoMeHAalMK MO JUATHOCTUKE U JiedeHuto snuiencud. B kH. [lerckas HeBponorus. Knununueckue pexomenpauuu. Boinyckl. Ilon pemakmueit B.U. I'yzeBoit — Mocksa: OOO
«MK»: 2014; ctp.316-317

2. Bbenoycosa E.JI., Hlynskosa 1.B., Oxankuna T.I. TopmonansHas Tepanus curapoma Becra. XKypnan neBponoruu u ncuxuarpuu um. C.C. Kopcakosa. 2016. T. 116. Ne 9-2. C. 61-66.



[lekcamemasoH.

* PekomeHayemasa gosa coctaBsnget 0,3-0,5 Mr Ha Kr Beca B CYTKU
BHYTPUMbILLEYHO 10 MHBbEKUNN eXXeOHEBHO, 3aTEM 5 MHBbEKL NN
yepes3 AeHb U 5 MHBbEeKUUN Yepes 2 OHA Tex e Oo3 [1,2].

* Haberlandt E ¢ coaBT (2010) npeanaratoT BBOAUTL MO 20 Mr
OekcameTasoHa BHYTPMBEHHO B TedeHue 3-X AHeun, a 3atemM 5
KypCOB No 3 AHA C MHTepBanom B 4 Hegenu [3].

« K.KO. MyxuH n A.C. IleTpyxuH (2005) npnBOoAAT CNeayoLLyo
CXeMY Ha3Ha4yeHus gekcameTasoHa rnepoparnbHO: 2 Mr Ha Kr Beca
B CYTKM 1 Hegensd, 3atemM 1 Mr Ha Kr Beca B CYTKWU 2 Helenu, 3aTem
nepexo Ha anbTeEPHUPYHOLWNN Npuem Tepanun —1 go3a 1 pasB 2

Knnﬂuaxagdl\gaagpé'nl #IMarHOCTHKE U JeueHuto snuiencuu. B ku. Jlerckas nesponorusa. Knunnueckue pekomenganuu. Beimyckl. Ilon penakuueii B.U. I'y3eBoit — Mocksa: OO0 «MK»: 2014;

ctp.316-317
Bonkos 11.B., Bonkosa O.K. Bo3pacrtHast Tpanchopmaryst HHOAHTUIEHBIX CIIa3MOB B (JapMaKope3UCTEHTHYIO anvutencuto. XKypHan Hesponoruu u ncuxuarpun uM. C.C. Kopcaxosa; 2012; Tom 112; N 12:

ctp. 19-25
Haberlandt E, Weger C, Baumgartner Sigl S, et al. Adrenocorticotropic hormone versus pulsatile dexamethasone in the treatment of infantile epilepsy syndromes. Pediatr Neurol. 2010;42:21-7.

K.IO. MyxuHn, A.C. IlerpyxuHn. Dnnientudeckne CHHAPOMEL. Jlnaracotuka u ctannaptsl Tepanuu (CrpaBodHoe pykoBoACTBO), M.; 2005; ctp.75



[1peOHU30/10H U MEeEMUSINTPEOHU30/IOH.

« PekomeHayeMble 403bl BApPbUPYIOT OT 2 40 10 Mr Ha Kr Beca B CyTKu [1].

* an/IHLI,I/II'II/IaJ'IbHO CyWeCTBYHOT iBa BapunaHTa Tepannn — nyrbCoBadA TeparinA
BbICOKMMIW 0O3aMiN U NepoparibHbiK 0©onee AJNMNTESIbHbIU NMPUeM rnpernaparta.

* Mbl ucnosnb3yem KOMOUHaLNIO 9TUX ABYX METOO0B, OCHOBbIBasACh Ha paboTte
Mytinger JR 1 coaBT (2010), B KOTOPOW coYeTaHne NynbCoBOW Tepannm BbICOKUMU
0o3amMu npegHmn3onoHa (20 Mr Ha Kr Beca B Te4eHKMe Tpex AHen) U nepopanbHOro
npnema HU3KNX 403 B TeYEeHUne 2-Xx MecsaleB NpuBoanIIOo K peMmnuccmm B 50% Bcex
cly4yaes [2].

 Takon nogxopn K npUMeHeH0 NPeaHN30roHa KaXkeTca HaMm LienecoobpasHbIM: TaK
KaK BbICOKME [03bl Nyf1bCOBOW Tepanuu No3BonsA0T ObICTPO (B TedeHue
HEeCKONbKNX AHeln) n3baBuUTbCA OT rMNCapuTMUU U CNasmMoB), a NPUMEHEHE B
AanbHeWLeM HU3KUX 403 NpeaHn3orioHa obecneymBaeT CTOMKOCTb adbdeKkTa U
XOPOLUYI0 NEPEHOCUMOCTbD.

 CunTaetcs, 4YTo onTMMarnbHas 4osa npu AnMTenbHOM nepopanbHOM NpUemMe — He
. _6ornee 10 Mr B CYTKW, K HEN 11 HANO cTpeMUTbes. ECTb AaHHble 0 Tom, 4To 6onee
| w&ET&BW"é‘“ﬂ%‘?ET“%TS°i\lfiff’“‘f§"6‘§7fﬂvf(1/’1 Bbie) B Te4eHWe 2-x Hegenb MOryT Bbi3blBaTb B
2 Muincr HARBHEMTIENFDa3BITNE HaanOYeYHROBOW' REXoETaTéulocTn [1].



Cxema nynbc-Tepanumn
MeTUNNpeagHN30N0oHOM

1. ITynec —Tepamnus:
*30 MI/KI/CYTKHM - 3 THA
20 Mr/kr -1 J1€HB
* |OMr/KT - 1 J1IEHB

2. Ilepexoa HA TIEpOPAIILHBIN TPUEM:
*2 MI/KI/CYTKHM -1 Hemens
].5Mr/KT - 3MecC
* CHI>KEHHUE J103bI IO 1T (4MT) B HEZIEIO

1. benoycosa E.JI., llynsxosa 1.B., Oxankuna T.I. TopmonansHas Tepanus cuaapoma Becra. XKypnan neBponoruu u ncuxuarpuu uMm. C.C. Kopcakosa. 2016. T. 116. Ne 9-2. C. 61-66.



QD dekT Tepanmn MeTunnpegHN30rI0HOM
(peTpocnekTnBHagA + NPOCMNeKTUBHaA rpynna)

n- 46

¥ MNpeKpalleHne cnasmos U
KyNUpOBaHMe rmncaputmMmmnmn-n-
29

B YMeHbleHWe 4acToTbl
cnasmoB >50% n nogasneHue
rmncapuTmMum n-5

W 6/5-n-12

OxankuHa T.I'.,, UnbuHa E.C. [lJoknaa Ha VIl POCCMINCKOM KOHrpecce no AEeTCKOW 3anmMnenTonornu,
10.2017



Tepanua meTnnnpeaHN30TOHOM
NpocneKkTuBHaga rpynna

n-16

W [MpekpauieHue
CNasmosB "
KynuposaHue
TMNCapUTMMn-n-12

M 6/35-n-4

Y 2 (12,5%) neteit BO30GHOBUNUCH CNa3Mbl MOCNE 3aBepLLEHMSI FOPMOHaNbHOWN Tepannm

OxankuHa T.I"., UnbuHa E.C. [Joknag Ha VIII PoccrMnckom KOHrpecce no AeTcKow anunenTtonornm, 10.2017



CpaBHUTENbHAaA
XapaKTepucTuka

CuHakTeH-geno MeTunnpeaHN30s0H n-
n- 32 46

[MpekpalleHmne 20 (62,5%) 29 (63%)

NHPAHTUNBHbBIX CNAa3MOB

CokpalleHune Ynucna 5 (15,6%) 5(11%)

npucTynoB > 50%

be3 adbdekTa 6 (18,7%) 12 (26%)

YBenuyeHue ymcna 1(3,2%) -

NPUCTYNOB/CYT.

OxankuHa T.I"., UnbuHa E.C. Joknag Ha VIII Poccuinckom KOHrpecce no A4eTCKOM anNUnenTonornn,
10.2017



[Tobo4YHbIE 3P EKTDI

[To6ounsIe 3 HEKTH Yactorta nodouHoro 3¢ dexra (%)

[Tpennu3onoH (n=48) AKTT (n=49)
VcuneHne anmeTuTa 73.7 43,2
ITlpuGaBka Beca 50,0 31.8
YacThle IPUCTYIIHI I1aYa 42.1 25.0
B3gyrtue xuBota 21.1 0
Pa3npaxXuTensHOCTD 21.1 11.4
KymuHronssie 4epTel 21.1 20.5
COHIHBOCTH 10.5 15.9
BecconHniia 7.9 4.5
Jletaprus 5.3 4.5
ApTtepHanpHas THIIEPTOHH 2.6 2.3
ToiHoTa 2.6 2.3
PpoTta 5.3 2.3
JTnapest 5.3 6.8
DIEKTPOIUTHBIN AHUCOaTaHC 5.3 0

Wanigasinghe J. Pediatric Neurology; 2015




[ToOo4YHbIE 3 PEKTHI Y NALIMEHTOB
NPOCNEKTUBHOU rpynnbl (n=16)

NMo6oyHbIe achdekTbl Nynbc Tepanus
MeTunnpeaHN305IOHOM

Bo3byxaeHune, YacTtbln nnay 15(93,7%)
BeccoHHMLa 10 (62,5%)
YcunexHue annetuta 4 (25%)
[MpnbaBka B Bece 4 (25%)
KywmnHrongHole 4yepThl 3 (18,75)
[MoTepst annetTuta 2(12,5%)
Taxukapaous 2 (12,5%)
3aTOPMOXXEHHOCTb, COHITMBOCTb 1(6,25%)

OxankuHa T.I., Unbnna E.C. [loknag Ha VIII PocCcMMCKOM KOHrpecce No AeTCKOM annenTonorun,
10.2017



[Tob6o4YHbIE 3 deKTDI

* [Npu npumeHeHunun kak AKTI, Tak 1 KOPTUKOCTEPOUAOB MOryT HabntoaaTbcs NoboYHble 3 dPeKTbI CO
CTOPOHbI pa3HbIX CUCTEM M OpraHoB. [103TOMYy HaM KaxeTcs LernecoodpasHbiM rocnuTanm3mpoBaTh
pebeHKa Ha Kakon-TO CPOK (1-2 Heaenun) nnn NPOBOANTb HaYaslbHY0 Teparnmio BbICOKMMU 403aMU B
YCNOBMAX AHEBHOMO CTalMOHapa nog HabsnogeHnem Bpaya. OToO pasyMHO eLle 1 NOTOMY, YTO
NnapannenbHo C NneYyeHneM nauneHTa Mbl MPOBOANM MOUCK 3TUOSIOMMA, YTO, Kak Nnpasusio, Tpebyet
MHOIOYMCIIEHHbIX U pa3dHOObpasHbIx nccrnegosaHnn. K cepbesHbiM NODOYHBLIM 3gpdeKTam
rOpMOHanbLHOW Tepannn OTHOCATCHA COMYTCTBYHOLIME NHPEKUUN, apTepuarbHasi rMnepToOHUA U
Hagno4Ye4YyHNKoBasd He4OCTaTOYHOCTb NOCne OTMEHbI Tepanuu. He pekomeHayeTca NpoBOANTL
rOPMOHarbHY Tepanuio Npu HanMynum akTMBHOIO MHAEKLIMOHHOTO npoLecca. B aton cutyaunn ny4ywe
paccMOTPETE BO3MOXHOCTb Ha3dHa4yeHusi BurabaTpmHa. Bo3MOXHOCTb pasBuTUS apTepmanbHOU
rMnepToHUn TpebyeT MOHUTOPUHIa apTepuanbHOro AaBneHus N Ha3HadyeHUs MOYEroHHbIX npenapaTos
npv ee pasBUTUK. Y NaUNEeHTOB C apTepuanbHOn rmnepToHnen Ha ooHe npruema ropMoHOB criegyeT
ornacartbcsi pa3BuTua rmneptTpodmndeckon KapgmommonaTum (Heobxoanmo NPoBOANTb
axokapawunorpaduo). HagnoyevyHnkosas He4OCTaTOMHOCTb, KaK MpaBuIio, pa3BmMBaeTCH NOociie OTMEHbI
FOPMOHOB MPY BO3HUKHOBEHNU COMYTCTBYHOLWMX MHAEKLMN N MOXET OKasaTbCs dpaTtanbHOM s

ebeHka. MoaTomy crnenyet nsberartb 4SINTENBHOIO NpMemMa BbICOKUX 403 KOPTUKOCTEPOUIOB.

€KOTOpble aBTOPbLI COBETYIOT NPOBOAUTL OnpeaerieHne KopTnuaorna nocrie ropMoHasribHOro fie4eHuns
(Hopma 500 HMonb Ha ). Ecnn nokasarternb KopTu3orna HuXe — nokasaHa KoHcynsrauus 3H%0|<p|/|Honora
O HAa3HaYeHUs 3aMeCTUTENbHOW Tepannuu rMapoOKOPTU3oOHOM [6, 21]. Cuutaetcs, 4to AKTI B oTnunune
OT NPEHN30MNOHAa PEXE BbI3bIBAET B AalbHENLLEM pa3BUTUE HAANOYEYHNKOBOW HEQOCTATOMHOCTU. U3
YyacTblX NOOOYHbIX 9P EKTOB cregyeT OTMETUTbL NpMbaBKy Beca, pa3apaXmnTenbHOCTb,



[ UOPOKOPMU3OH

* Mbl ncnonb3yem crnegyroLyo aMNMpPUYECcKyro cXxemy — ctapT ¢ 10 Mr
Ha Kr Beca B CYTKW B TedeHue Hegenum, U 3atemM YMeHbLLeHne
CYTOYHOM O03bl Ha 2 MIr Ha Kr Beca 1 pa3 B Hegern (8 Mr Ha Kr Beca, 6
MI Ha Kr Beca, 4 U 2 MrI Ha Kr Beca B CYTKW, COOTBETCTBEHHO). [1].

1. benoycosa E.[1., Lynakosa WN.B., OxanknHa T.I. TopmoHanbHas Tepanua cungpomMa Becta. XKypHarn HeBponorum un ncuxuatpmm um. C.C.
KopcakoBa. 2016. T. 116. Ne 9-2. C. 61-66.



1.

2.

3.

Oxunpgaemas 3o PeKTUBHOCTb FrOPMOHAIbHOM
Tepanun (npekpalleHne NpucTynos K
Mcye3HoOBEeHKe runcapuTMnm)

« Habntogaetca npu npumeHeHnn AKTI y 60-80% NaLMEHTOB C
MHAPAHTUNbHLIMK criasamamu [1].

* Pa3bpoc 4acTtot adpPEeKTUBHOCTU, BUAMMO, CBA3AH KaK C pa3HbIMU
NpPOTOKOSTaMn NnevyeHns (BbIDOP KOHKPETHOro npenapara, 4o3bl,
NPOOOIMKNTENBHOCTN NEYEHUS), TaK N C Pa3HbIMU KPUTEPUSIMU OLIEHKU
9P EKTUBHOCTM (B YACTHOCTU pasHbIMU OCOBEHHOCTSMN ANArHOCTUKA
r’MncapuTMmm).

* [1o KOpTHMKOCTEpPOMOAAM AaHHbIX MO YacTOTe NpeKpaLleHUa NPUCTynoB
MEHbLLE, U OHM BapbUPYIOT B LLMPOKOM AnanasoHe - oT 50% B paboTe
Mytinger JR (npuMeHanca npeaHn3onoH) Ao 100 % B paboTe Haberlandt E
(NpumeHAnca gekcameTasoH) — [2,3].

Riikonen R. Recent advances in the pharmacotherapy of infantile spasms. 2014;28(4):279-90.
2. Mytinger JR, Quigg M, Taft W, et al. Outcomes in treatment of infantile spasms with pulse methylprednisolone. J Child Neurol. 2010;25:948-53.

3. Haberlandt E, Weger C, Baumgartner Sigl S, et al. Adrenocorticotropic hormone versus pulsatile dexamethasone in the treatment of infantile epilepsy syndromes. Pediatr Neurol. 2010;42:21-7.



[ 1poOoIKNTENBHOCTL TOPMOHAaNBLHOW
Tepanun.

» OnTumManbHasa NPoAOIMKNTENBHOCTL A0 CUX NOP HE U3BecTHa. [10 AaHHbIM
pa3HbIX UCccnegoBaTenen oHa coctaBnseT oT 4-x 00 12 Hegenb (1-3 Mec) -

[1].

* Ham npakTn4yeckn HMKoraa He ygaBanoch OrpaHn4YnTbLCA OAHUM — ABYMS
mecsiuamun Tepanun. OcHoBHas npobnema — 3To BbiCOKas YactoTa
peumMamMBOB NOCIE OTMEHbI FTOPMOHAaNbLHOM Tepanuu.

* [1lo Hawemy cobCcTBEHHOMY AOCTAaTOYHO CYOBLEKTUBHOMY OrMbITY YEM A0rbLUE
npoaormKaeTcsl Tepanusa HebonbLLIMMM J03aMMN FTOPMOHOB, TEM HMXKE PUCK
peungmeoB. Mol npakTu4eckn He BMANM peumnanBoB B TeHeHne 6-12
MeCALEB Yy TeX NauMeHTOB, KOTOpble MeaJIeHHO OTMEHAKT rOPMOHarbHYH
Tepanuio 1 0bLLNI KypC COCTaBMNSIET OKOMNO 5 mecsueB [2].

« Hackonbko o60cHOBaH Takom AnUTeNbHbIN KYPC (a OH MPOTUBOPEYNT
OAHOMY 13 NPUHLIMNOB — MUHUMarbHOW NPOAOIHKUTENBHOCTY NIE4eHNs) —
_ BOMpPOC AVMCKYCCUOHHBIN 1 0928@ YIOLLMW fanbHenLwero n3y4YeHus.

Recent advances in th® pharmacotherapy of infantile spasms. 2

2. Benoycosa E.JI., Ulynsakosa U.B., Oxankuna T.I. TopmonanpHas Tepanus cuaapoma Becra. XKypnan neBponoruu u ncuxuarpun uMm. C.C. Kopcakosa. 2016. T. 116. Ne 9-2. C. 61-66.



BurabatpuH (B P® He 3apernctpupoBaH).

[lpenapat BbItoOpa B TOM Criydae, ecnuv ropMoHaribHas Tepanmsa He adpdekTUBHA B TEHEHNE
2-X HeJernb

OH Xe aABngaeTcs HavyarnbHoW Tepanuen npu cuHgpome Becta y 60nbHbIX TY6EpO3HbIM
CKiepo3om [1].

[lo mexaHn3My oencTBusa BurabaTtpuH SBMSeTCA CENEKTUBHBIM HEOOPATUMbIM MHIMOUTOPOM
TpaHcamMnHa3bl raMmmMa-ammHomacnaHoun kncnotel (FAMK), T.e., npnBoguT K yBenmu4eHuro
cogepxanmsa 'AMK, oCHOBHOro TOpMO3HOro MmeauaTtopa B rofiloBHOM MO3re.

HavanbHas gosa npenapata coctaBnsaeT 50Mr/Kr/cyT ¢ yBenmyeHmnem 0o3bl Ha 50 mMr/kr/cyT
KaXkgble 48 4acoB, MakcMmManbHO 40 200 Mr/Kr.

[Toooepxmeatrowlas gosa 100-150 Mr/kr/cyT, pasgeneHHas Ha asa npuema [2].

OnutensHoCTb NpMémMa BurabatpuHa pasnuyHa: B CLLUA n EBpone, Kak npasuno,
COCTaBHAEeT HECKOJSIbKO MecsLeB 13-3a 60A3HN pycka pasBUTUSA KOHLEHTPUYECKOTO CyXeHUS
rnosrien 3peHuns.

Ha tepputopumn PO anntenbHOCTb Npuéma BurabatpuHa TpagmumMoHHO orpaHnyYmMBaeTcs
MEHEE XXEeCTKO, U MHorga npenapart NpMHUMaeTcsa ANUTernbHO (rogamm), ocObeHHO npu
Ty6epo3Hom cknepose [1].

Belousova E.D., Dorofeeva M.Y., Ohapkina T.G. TREATMENT OF EPILEPSY IN TUBEROUS SCLEROSIS. Epilepsia and paroxyzmal conditions. 2016;8(2):37-42._2. Fernandez-Garcia MA, Garcia-Penas

JJ, Gomez-Martin H, Perez-Sebastian |, Garcia-Esparza E, Sirvent-Cerda S. Reversible alterations in the neuroimages associated with vigabatrine treatment in infants with epileptic spasms. Rev _Neurol. 2017 Feb
16;64(4):169-174.




[Tobou4Hble adbdeKkTbl BUrabatpumHalll.

YacToTa, %

51%

Mo6o4HbIN adphekT

MHdekunmn BepxHUX AbiXaTeNbHbIX NyTen

lNoBbIWeHHHasA yTOMNSAEMOCTb 40%

FonoBHasa 6onb 33%

KoHueHTpuyeckoe cyxeHne nonemn 3apeHns 30%
CoHnuBoCTb 26%
BupycHaa nidekums 20%
19%

Huctarm

Ovapes 16%

1. https://www.drugs.com/sfx/vigabatrin-side-effects.html




B kauecTBe anbrepHaTUBHbIX NpenapaToB

* MPUMEHSIOT BalnbNpPOEBYIO KUCMOTY, TONMpamar,
neseTupaLeTam, 30HNCaMuA, KETOFEHHYO ANETY.

* 3P PEKTUBHOCTb X MPUMEHEHNSA NO Pa3HbIM UCTOYHUKAM
kKonebnetca oT nonHom HeaddeKTUBHOCTU A0 40%
npekpaLleHna NnpucTynos [1;2;3].

*[1o HaWKMM gaHHbIM 3 eKTUBHOCTb Banbnpoarta 20-30%
a P

1. Bachman DS. Use of valproic acid in treatment of infantile spasms. Arch Neurol. 1982 Jan;39(1):49-52.

2. Rajaraman RR, Lay J, Alayari A, Anderson K, Sankar R, Hussain SA. Prevention of infantile spasms relapse: Zonisamide and topiramate provide no benefit. Epilepsia. 2016 Aug;57(8):1280-7. doi:
10.1111/epi.13442. Epub 2016 Jun 17.

3. Song JM, Hahn J, Kim SH, Chang MJ. Efficacy of Treatments for Infantile Spasms: A Systematic Review. Clin Neuropharmacol. 2017 Mar/Apr;40(2):63-84. doi: 10.1097/WNF.0000000000000200.




OgHoM 13 peakux NPUYMH MHPAHTUIbHbIX
Crna3MoB, SABMNSAETCS reHeTu4ecKkas
NMMPUOOKCMHOBAsS HEOOCTAaTO4YHOCTb.

« [1N9 noaTBEPXOEHMA QnarHo3a NpoBoanTCs npoda ¢ BBEAEHNEM
100 MI MIMPUOOKCUHA BHYTPUBEHHO.

« HemeanenHasa Hopmanusaumsa O3 npegnonaraet NMPUOOKCUH-
3aBMICUMYIO 3MUIIENCULO.

* JleyeHune Taknx naymeHToB OCHOBAHO Ha nepopanbHOM npueme
bonbLIMX 003 NMPUAOKCUHA B TEYEHUE XU3HU [1].

1. Riikonen R, Mankinen K, Gaily E. Long-term outcome in pyridoxine- esponsive infantile epilepsy. Eur J Paediatr

Neurol. 2015 Nov;19(6):647-51. doi: 10.1016/5.ejpn.2015.08.001.




[1porHos

« HecMoTpsi Ha ycnexu, JOCTUIHYTble B Ne4YeHun cuHagpoma Becra,
MPOrHO3 ero OCTAeTCH CEPbLE3HbIM.

*[lo gaHHbIM Jo M. (2017) npu OLEHKE OOMrOCPOYHOro NporHo3a
150 geten ¢ MHPaAHTUNBLHBLIMW cria3aMaMn NMoslyyYeHbl criegyrouine
pe3ynbraThbl: 22% ymepnu, 16% nMerT HopManbHOe pasBuTtune, y
34% OoTMeYaloTCs Bblpa)XeHHbIe MCUXOMOTOPHbIE HapyLUeHus. Y
55% B OalibHeuLeM pa3BUInCb gpyrme Tunbl NPUCTYNoB [24].

« HeGnaronpmaTHbIN NPOrHO3 Obln CBSA3aH C paHHUM Havyanom,
ONTNTENbHbIM BPEMEHEM CYLLIECTBOBaAHMUS CMAa3MOB W Hannymem
3a4€epPXXKN pa3BUTUA B Ha4ane anunerncum.



[1porHos

* [lpy HebnaronpnATHOM Ucxode BO3MOXKHa TpaHcopMaLuns
cuHgpoma Becta B cuHapom JleHHokca-lacTo [1].

 [1eTn C «kKPUNTOrE€HHbLIM» CUHAPOMOM VUMENN NYYLLNN NPOrHo3 [2].

* B uccnegosanHum Altunel A n coaBT (2015), Hanbonee
BrnaronpuaTHLIA MPOrHO3 UMenNu AeTn ¢ 4edTOM Cra3MoB
no3)e 3 MecsuUeB U paHHUM Ha4yariom Tepanum - MeHee 6
mecaues oT Hadana AC.

* Y nauueHTOB C 3a4€ep>KKomn riedeHuns bonee 11 MecsiLEB,
nccnegosaTenu He oTMedanu No3nTMBHOIO adpdekta B

. LOTHOUEeHUW pa3BUTMa.AeTen, HECMOTPA HA npekpaLleHue UC [3].

2. .2. Wilmshurst Jo M., Roland C Ibekwe and Finbar J.K. O’Callaghan. Epileptic spasms — 175 years on: Trying to teach an old dog new tricks. Sunday, January 1, 2017
3. 3. Altunel A, Sever A, Altunel EQ. Hypsarrhythmia paroxysm index: A tool for early prediction of infantile spasms. Epilepsy Res. 2015 Mar;111:54-60. doi: 10.1016/j.eplepsyres.2015.01.005.




Cnacunbo 3a BHUMaHue!



