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Pe3rome

CuHapom Becta — anunentudeckusi CUHAPOM, XapakTepu3yoLYNIICS TPUaZou cCUMITOMOB: MHGAHTUbHEIMU criasmamu,
rurncapuTmMues Ha MexnpuctynHoi 33l perpeccom nin 3a[ep>XKKovi CUXOMOTOPHOro pa3Butus. COrnacHo cOBPEMEH-
HbIM NPEACTaBIIEHUAM, 151 IOCTAHOBKM AMAarH03a JOCTaTO4YHO Hanyne ByX U3 TPeX KpUTepues. Yactora BCTpeyaemMo-
ctu cocTtasnsiet 1 Ha 2000 HOBOPOXAEHHbIX. CTaThs NPeACcTaBaser co60i 0630p COBPEMEHHbIX MPEACTaBIEHUI 006 3TH-
0/10rnu, NaToreHe3e, KITMHNYECKNX NPOSBIIEHNSX, ANArHOCTUKE U J1e4eHnn cuHapoma Becta. OTgenbHbIi pa3fesn cratbu
WITIOCTPUPYET CIIOXHOCTU TPAKTOBKU NPUCTYIHON Y MEXTIPUCTYITHON IHLEanorpammel rpu UHEGAaHTUIIbHbIX Cria3mMax.
B HactosLyee BpeMs, KpoMe K1acCu4ecKod rnncapuTMum, OrnchiBaeTCs NATb BAPUAHTOB MOAUGDULUPOBAHHON Turca-
PUTMUN. CUHXPOHU3NPOBAHHBIA BapUAaHT, aCUMMETPUYHBIA BapUaHT, C YCTOMYUBLIM (DOKYCOM CrAarikoB WM OCTPbIX
BOJIH, C 3nn304amu YNnoLeHNs PUTMUKH, C BbICOKOAMITIIUTYHON aCUHXPOHHOW MELJIEHHON aKTUBHOCTbIO. JleyeHune,
BHE 3aBUCUMOCTH OT ITUOJIOMUN, PEKOMEHHO0BAHO HAYNHATbL C FOPMOHAJIbHOM Tepanuu, npy oTcyTCTBUN IghhexTa rnpe-
napatom Bbl60pa ABJISETCS BUrabaTpuH; 00CYyKAAaeTCS TAKTUKA ero NMpUMEHEHMUS.

Knroyesbie cnosa
Anunencus, cuHapom Becta, nHobaHTuibHbie crnadmbi, npuctynHas 39I, mexnpuctynHasa 33I, mogngunymnpoBaHHas ru-
capuTMus, J1e4YeHNe.

CtaTtba noctynuna: 14.04.2017 r.; B gopa6otanHom suge: 30.05.2017 r.; npuHaATa K nevatu: 22.06.2017 .

KoHthnukT nutepecos
ABTOpbI 3as9BNAOT 06 OTCYTCTBMN HEOOXOAMMOCTU PACKPLITUA (DUHAHCOBON NOLLEPXKKU U KOH(PSINKTA UHTEPECOB B OTHO-
LUEHUW AAHHOW Ny6nnKauun.

ABTOpbI CAeNanu SKBMBANIEHTHbI BKNAA B NOATOTOBKY Ny6auKauuu.

Lns uuTMpoBaHUA
Oxankuna T.T, TopuxaHoBa 3.K., Wynsakosa N.B., nbuHa E.C., Muuypuxa E.C., Benoycosa E.[]. CoBpemeHHble npeacTaBneHns
0 cuHapome Becta. Snunencus u napokcusmarbsHele cocmosHus. 2017; 9 (2): 74-90. DOI: 10.17749/2077-8333.2017.9.2.074-090.

WEST SYNDROME REVISITED

Okhapkina T.G.", Gorchanova Z.K.2, Shulyakova I. V.2, llyina E. S.?, Michurina E.S.?, Belousova E.D.'

" Russian National Research Medical University named after N.I. Pirogov, Health Ministry of Russian Federation, Moscow
2 Russian Children’s Clinical Hospital, Health Ministry of Russian Federation, Moscow

Summary

West syndrome is an epileptic syndrome, characterized by a triad of symptoms: infantile spasms, hypsarrhythmia on
interictal EEG, and a regression or delay of psycho-motoric development. According to the current concept, two of these
three criteria suffice for the diagnosis. The incidence of this syndrome is 1 per 2000 newborns. This article reviews
recent publications on the etiology, pathogenesis, clinical course, diagnosis, and treatment options in West syndrome.
The text is supplemented with illustrations of ictal EEG at infantile spasms and variants of hypsarrhythmia. Today, in
addition to classical hypsarrhythmia, five versions of modified hypsarrhythmia are proposed: synchronized version,
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asymmetric version, version with stable focus of spikes or acute waves, version with rhythmic flattening episodes,
version with high-amplitude and asynchronous slow activity. The hormonal therapy is recommended to begin the

treatment; if not effective, vigabatrin is to be used as the second choice medication.
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nHapom BecTta — anuUNenTUY4eCKUn CMHAPOM, Xa-

pakTepusyLwmincs Tpuagon CUMnNTOMOB: MHGAH-

TUNbHLIMW CNAasMamu, rUNCapuTMUENR Ha MeX-
npuctynHon  33I, perpeccom uAM  3a4epXKKOn
NCUXOMOTOPHOT0 pPa3BuTus. COrnacHo COBPEMEHHBbIM
npeacTaBneHUsaM, And NOCTAHOBKM AMarHo3a 4ocTaTo4-
HO Hanu4ue ABYX M3 Tpex KpuTepmes. CuHapom BecTta
paccmaTpuBaeTcs Kak 0fHa 13 popM 3nunenTu4eckKmx
3HUedanonatuii 1 ABISETCA CaMOI 4acTol ee DOPMOIA.
OnHako B 06LLen AeTCKOW NOMynsauMu OH BCTpevaeTcs
JocrtaroyHo peako: 1 Ha 2000 HoBopoXXAeHHbIX [1]. Inu-
NenTu4ecKme cnasmbl — INUIENTUYECKUe MPUCTYMbI
C BHe3anHbIM crubanmem, pasrubaHmem v CMeLaHHo-
ro crubartenbHO-pasrnbaTenbHOro Tuna, BoBeKawLine
NPeVMyLLEeCTBEHHO MPOKCUMAJIbHYIO W TYJIOBULLHYIO
MYCKYNaTtypy, KOTopble 06bI4HO LJINTESIbHEE MUOKITOHM-
4eCKUX, HO KOpo4e TOHWYECKMX MPUCTYMNOB W LANATCA
okono 1 cek. [2]. HdaHTunbHbIMK cnazmamm (MC) Ha-
3bIBAIOTCA 3NUIENTUYECKNEe Cna3Mbl, BO3HUKAlOLLNE
B Bo3pacTe Ao 1 roga [3]. «Knaccuyeckas» runcaput-
MU — 3NUNEeNnTUQOPMHBIA NaTTepH, XapakTepusyto-
LWMIACSH HeperynsipHon MpOLOSIKEHHON BbICOKOAMMIIN-
TYLHOW Me[LJIeHHOBONIHOBOW WKTUBHOCTbIO (1-3 Tu),
amnnutynon 6onee 300 MKB B co4eTaHun ¢ MynbTUpe-
TMOHANIbHBIMU U AN PY3HbIMU  KOMMNJIEKCAMMU  NUK-
BOJIHA, OCTpas-mejneHHas BonHa [4,5]. CywecTsyloT
HeKJlacCMYecKne BapmaHTbl TMNCApUTMUKN, KOTOPbIEe Ha-
3bIBAKOTCA «MOAMMUUMPOBAHHON» runcaputTMuen (06-
CY>X[aKTCA HUXeE).

TepmMuHOIOTUA

Mo paHHbIM ILAE, Knaccuyeckas Tpuaga cuHapomMa
BecTta BCTpeyaetcs KpaliHe peako. B c¢Ba3n ¢ paHHen
[ANarHOCTUKOW 1 JIeHEeHMEM KNlaccnyeckas runcaputMmums
NPaKTUYECKN He BCTPEYAETCA, B HACTOSALLEE BpEMS Y [e-
Ten yawe dukenpyetca MoaNMUUMPOBaAHHAA TMNCapUT-
MU UAKW MYNbTUPErnoHanbHas akTUBHOCTb, KoTopas

anunencus n Napokcn3mMasibHble COCTOSHUSA

CYNTAETCS NPeArnncapuTMnYecKum CoCToOTHMEM. Takxxe
NMELTCS OnpejieNleHHble CNIOXKHOCTU C OMpefeNeHnem
perpeccay u3HayasibHO UMEILLEro 3afepXxKy passutus
pebeHKa ¢ paHHUM febtoToM cnadmoB. G y4eToM BblLle-
MepeyvynCcneHHOro Npy onucaHny CUHAPOMa B HacTosLLee
BPEMS PEKOMEHAYETCA MPUMEHATb TEPMUH «UHAAH-
TUNbHbIE CNa3Mbl», UCNONb3YS Ha3BaHWe «CUHLPOM Be-
CTa» TONIbKO B pepkux cnyyasx [6,7]. Tem He meHee
B AaHHOM 0630pe Mbl NPOA0MKAEM MPUMEHATb UCTOPU-
YeCKWUIN TEPMUH «CUHAPOM BecTa».

DTHOIOTHA

CuHpgpom BecTa pa3BuBaeTCs Kak y M3Ha4anbHO
3[0POBbIX AeTel, TaK Ny JeTel C TAXKeno opraHunye-
CKOW naTonoruen rofoBHOr0 mMo3ra, OH MOXET 3BO-
nounoHmpoBaTb U3 cuHapoma OTaxapa, U B HacTos-
Liee BpeMs HangeHa obwas 4N CUHAPOMOB MyTaLma
GABRA1, o06bsAcHAOWAs [OaHHYH TpaHcqopMauuto
[2,8]. Hac4yuTbiBaetcs 6osee 200 cambix pasHbix 3a-
60neBaHNn, CONPOBOXAAOLWNXCA cCMHApPOMOM BecTa.
MpnynHOi MOryT 6bITb MOPOKN PA3BUTUS TONIOBHOIO
M03ra, XpOMOCOMHbIe aHOMaNINKN, HEAPOKOXHbIE CUH-
APOMbl, BHYTPUYTPOOHbIE UHDEKL UM U BPOXAEHHbIE
pedekTbl MeTabonuama; rUMNOKCUYECKU-ULLIEeMUYe-
CKune 3Hueanonatum HOBOPOXXAEHHbIX, UHAEKLMNN
LeHTpanbHON HEPBHOW CUCTEMbI, OMYXOJIN U UHCYJIb-
Tbl [9]. Okono 30-40% Bcex UG saBnATCA reHeTnye-
CKN OeTepMUHUPOBAHHLIMU — 3TO KacaeTcA U BPOX-
JleHHbIX OeMeKToB mMeTabonuama, M XpPOMOCOMHbIX
abeppauuii, 1 NOpoKoB pa3suTudA. bonbwoe mecTo
B WX Pas3BUTUM OTBOAUTCA MOHOTEHHbIM TEHETUYe-
ckum myTaumam. Ha Hactoswee spems passutue UC
Hanbosiee 4acTo CBA3bIBAOT C HanM4ynem MyTauun
B cneaywouwmnx reHax: ARX, CDKL5, KCNQ2, FOXG1,
GRIN1, GRIN2A, MAGI2, MEF2C, SLC25A22, SPTANT,
STXBP1. OcHOBHas xapakTepucTuka reHoB npueefe-
Ha B Tabnuue 1.
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buoxumunyeckune
MyTauus Jlokanu3sauus benok npoueccb! DYHKUUA NeTouHuk

ARX Xp 21.3 M3 rpynnel Mpoueccsl Perynsaumsa npoueccos | OMIM 300382

roMeo6s1aCTHbIX 6€/1KOB | TPAHCKPUNUUN dopmMunpoBaHus
B OENKOBbIX OpraHoB U TKaHei
MOJIeKynax

CDKL5 Xp 22 LlnknuH-3asucumas N3meHsieT Perynauunsa Dimassi S.
KWHa3a (CepUH-TPUOHUH | aKTUBHOCTb APYrux hopmMupoBaHus (2016)
KnHasa STK9) 6enkoB npasusibHOro

MOPd0N0rM4ecKoro
CTPOEHUS HENPOHOB

KCNQ2 20013.33 benku kanunesbIx Pa6oTa kanuesbix TopmoXxXeHue Dimassi S.

KaHanos KaHanos HenpoHanbHom (2016)
AKTUBHOCTY

STXBP1 9q34.11 CnHaKTUH-cBsA3bIBAOLWMIA | CriusiHue Perynsauuns Helbig I. (2015)

6enoK CUHaNTU4YeCKON HelpoHanbHOM
BE3UKYIbl aKTUBHOCTY
C NPecuHanTU4eckon |(akTusauus,
MeMO6paHoii TOPMOXKEHME
1 BbICBOOOXEHME B 3aBUCUMOCTU
HelpomMeguaTopa 0T Mejunaropa)
B CUHANTUY€ECKYIO
Lenb

FOXG1 14912 [oMe06O0KCHbI 660K dakTop dopmMmupoBaHmne Bayramov A.V.
(forkhead box) G1 TpaHcKpunuum TenaHuedanoHa (2016)

GRINA 9q34.3 [eTepomepHble 6enkoBble | PaboTta rnytamaTHbiX |HenpoTpaHcmuTTepsl |Johannes
komnnekcbl N-meTun-D- | peuenTopoB HEPBHOMN CUCTEMbI R. Lemke (2016)
acnaprar peLenTopos,

YneHbl KaHana
HajcemencTea
peuenTopoB rnytamMara

GRIN2A 16p13.2 GIuN2A (paHee nssecT- |Pab6ota rnytamartHbix |HeipotpaHcmuTTepbl |Alex R. (2012)
Hblh kKak NR2A) komno- | peuenTopoB HEPBHON CUCTEMbI
HEHT rMyTaMaTHbIX
peLenTopoB

MAGI2 7921.11 [yaHunatumnknasa 9K30UNTO3, dopmupoBaHue Nelson G.R.

LunamoreHes umununin (2015)
OMIM 606382

MEF2C 5q14.3 MEF2 6enok dakTop MwuoreHe3 OMIM: 600662

TpaHCKpUnuum
SLC25A22 11p15.5, MwuToxoHApuanbHbIi Tpancnopt rnytamarta | HeripoHanbHas OMIM: 609302
HOCUTESb rnyTaMara aKkTueauns/
NHAKTNBALMS
SPTAN1 9934.11 Anbda-ll-cnekTpuH Co3paHue CTpYKTYpHbIe OMIM:
umTocKenera, KNeTo4Hble aHomanuu | 182810
penapauus OHK,
perynsiuus KneTo4yHo-
ro uuKna aaresuu
KNeTokK,
MEXKNeTo4Has
KOMMYHUWKaL s
Ta6.rmua 1. rCHbI, MYTAIIUU B KOTOPBIX OTBECTCTBCHHDI 32 PA3BUTHC I/IH(I)H.HTI/IJIbeIX CIIa3MOB.
Table 1. The genes, where mutations lead to infantile spasms.
IIatorenes AHTUINUNENTNYECKOrO0 [OeNCTBUA a[4PEHOKOPTUKOTO-

HecmoTps Ha [4ABHOCTb onucaHus cungpoma (6bin
onucaH B 1841 1.), TOYHbIA MeXaHU3M Pa3BUTUSA CUHAPO-
mMa BecTa [0 KOHUA He ACeH. Ha HacToALMA MOMEHT
ChopMynMpoBaH LEesbli P TeOPUi:

1. [loBblLLIEHNE B KPOBU KOPTUKOTPOMUH-PUTUSUHT
ropmoHa. B nonb3y 37Ol TEOPUN BOSHUKHOBEHUS 3Nu-
NIeNTUYECKNX CNa3MOB FOBOPWUT OAMH U3 MEXaHW3MOB

ponHoro ropmoHa (AKTT). CornacHo atoi Teopun, AKTT
NPOHWKAET B FOJIOBHOM MO3r U MOJABJIAET IKCNPECCUto
KOPTUKOTPOMUH-PUSTU3UHT TOPMOHA, BbipabaTbiBaeMoro
ageHorunousom. ITOT MeXaHW3M NOATBEPXKOAeTCs
nccnefoBaHMem, B KOTOPOM MbllaM BBOAWSICA KOPTU-
KoTponHbin ropMmoH [10]. MNocne BBeAeHMA 0TMe4Yanoch

noABJZIEHNE 3NUNenTU4ecKnx cnasmos.
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Mo3ra

HaTpMeBbIX KaHanoB

r0ONN0BHOIo0 mMo3ra

nosyLIapus rofoBHOro

. PasButue
. n nonaraembIn
fMnoTe3a naTtoreHesa CyTb BO3AENCTBUSA peanonarae 3NUNENTUYECKUX Tuncaputmusa Ha 33r
MEXaHU3M pa3BUTUS
cnasmoB
[loBbIWeHNE B KPOBY BBeneHune
KOPTMKOTPONUHA— KOPTUKOTPONUHA— WN3meHenue yposHa + -
CTEPOUAHbIX TOPMOHOB
PENU3NHT TOPMOHaA Penu3nHr ropMoHa
AKTUBM3aLNS BBejeHue aroHucToB
[mneps XKOEHN +
rnyTamaTHbIX rnyTamaTHbIX HGIZT)%H(?Bﬁy Aetne 3a7epXKKa pazBuTHs +
peLenTopos peLenTopoB
Reccurixporus BeefeHuve 6510kaTOpPOB TopmoxeHue Kopbl N3 <<3,uo+b0|30ro»
pa3BUTUS FOSIOBHOIO OAHOrO0 nonyLapus +

TAMK-peuenTopos

Mo3ra

HelpoHanbHble
HapylueHune B3anmo- NMoBPeXAeHus, N
[eNCcTBNA MEXAY KOPOW | moBpexaeHns 6enoro | HapyweHue B

bIpaXKeHHaA 3aJepxxKa

rOM0BHOrO MoO3ra BELLIeCTBA FONOBHOI0 KOPKOBO-MOAKOPKOBbIX P A3BUTHS LleﬂTEI -
1 NOAKOPKOBbLIMM MO03ra, UHrM6MpoBaHNe |B3aMMOAENCTBUN P aymémap
CTPYKTypamm BbIPABOTKN CEPOTOHUHA

B KULLEYHUKE
AKTUBaLMA I'Al\/IK6

eLenTopoB Y KpbIC

(F:BLI';ICOKCF))IZ yKp BBejaeHue arosncra AKTunBauUuA N 3
AKTUBHOCTbIO FAMK-peuenTopoB KalbLNEBbIX KaHAN0B

AKTUBaUNS FAMK6
peLenTopoB
Y 3[10pPOBbIX KPbIC

BBegeHne aroHncTa
FAMK-peuenTtopoB

AKTuBaLmMa
KanbLMeBbIX KaHANoB

Ta6muna 2. [unoTessl MaTorenesa CHHpoma Becra.

Table 2. The proposed mechanisms of West syndrome.

2. AKTUBU3aLMS 71yTaMaTHbIX PeLenTopos. B akcne-
PUMEHTE Ha XXMBOTHbIX NOCJ1e BBEAEHNS arOHUCTOB rNy-
TamMaTHbIX peLenTopoB BO3HWKANW WHMAHTUNbHbIE
cnasmbl 1 passmsanacb runcaputmus. XopoLwo n3BecT-
HO, 4TO UMEHHO rnyTamaT 0Ka3blBaeT Ha HePOHbI BO3-
6y aatouiee geiicteme [11].

3. [ecuHxpoHus pa3sutus roJI0BHOr0 MO3ra.
CywiecTByeT MHeHMEe 0 TOM, 4TO B OCHOBE 3NUNEenTun-
4YeCKMX CMNa3MOB NEXXUT ACUHXPOHHOE Pa3BUTUE KOPbI
rOJIOBHOr0 Mo3ra. [1pn MCKYCCTBEHHOM TOPMOXXEHUM
pa3BuUTKA KOPbl TONIOBHOIO MO3ra OAHOT0 MoJsiywapus
Yy Mblleid pasBMBaAINCh 3JNUNENTUYECKNE CMa3Mbl.
Ha 39l cukcupoBanuch nonucnanku, 3aTem MOAW-
duumnpoBaHHasa runcaputmusa. OQHako OanbHERLWNR
aHannW3 nokasan, 4T0 3NUMENnTUYeckas aKTUBHOCTb
nucxoguna un3 «300posoro» nonywapud. lpuyunHa
JaHHOTro (peHOMEeHa [0 KOHLA He iCHa — BO3MOXHO,
MMeeT MECTO rmnepakTMBaLna 340p0OBOro Nojiywapus
rO/TIOBHOr0 M03ra B OTBET Ha TOPMOXXEHNE MOPAXKEH-
Horo nonywapwus [12].

4. HapyieHne B3aumMofevnicTBusi Mexgy Kopou
ro/I0BHOro Mo3ra u [04KOPKOBbIMU  CTPYKTYpPamu.
B akcnepumeHTe NpPuU WUCKYCCTBEHHbIX HapYLIEHUAX
KOPKOBO-MOAKOPKOBbIX B3aUMOAENCTBUIA BO3HMKANM
anunentuyeckne cna3mbl. Ha 33l Bo3HMKana Hecnew-
nduyveckas anunenTU@POoOpmMHas aKTUBHOCTb. TaKxe
oTMeYanacb 3Ha4MTeNbHAsA 3aepXXKa pa3BuUTuUS, NOsB-
neHve ayTucTuyeckoro nosegeHus [13].

anunencus n Napokcn3mMasibHble COCTOSHUSA

5. Axtuauymnsa TAMK 5-PeLenTopos. Y KpbIC C N3Ha-
YanbHO BbICOKOW aAKTUBHOCTbIO FAMKﬁ-peuenTopOB
(cTpapatowmx cungpomom dayHa) npu nposefeHun 33
Ob111 3aHMKCMPOBAHbI NOSINCNANK-BOSTHOBbLIE Pa3psaabl.
Mocne BeBeneHus aroHucta FAMK-peuenTopoB nosiBnsi-
NINCb anunenTuyeckue cnasmsol. [pn BBEAEHMM 3[40pPO-
BbIM Kpbicam aroHucTa FAMK-peuenTtopos nosBnsnmco
Cnaik-BOSHOBbIE paspsigbl 6e3 cygopor. Cna3mbl Kynu-
poBanucb BBefeHuem AKTI, BanbnpoeBOW KUCMOTOR,
Bura6aTpuHom [13].

KopoTKo BCe rnnoTtesbl 0TO6paXkeHbl B Tabnuue 2.

C y4eTOM pa3HOPOLHOCTW FNOTE3 Mbl MOXKEM Npef-
MOMOXWUTb, 4TO €4MHOT0 MeXaHn3ma pasBuTns CUHAPO-
ma BecTta HeT v ero natoreHes pa3Bopa4ynBaeTCs Ha He-
CKOJIbKMX YPOBHSAX HENPOPErynaunm — ropMoHasbHOM,
HeNpoOTPaHCMUTTEPHOM 1 HA YpOBHe peuentopos FTAMK.

Kiinanyeckue nposaBIeHU A

PaHee c4yuTanocb, 410 nNepuog pa3BuUTUS CUHAPOMA
Becta npuxoautcst Ha nepsble 12 mec. Xn3Hu. OgHaKo
Ha [OaHHbIN MOMEHT 4acTb 3KCMNEpPTOB pacLIMpseT BO3-
pacTHOW npejen passuTua cuHppoma Becta go 2 net
XU3HW pebeHka [14]. Hanboree 4acTblii BO3pAcT MaHu-
(hectaunn — 3-4 mec. B peikux cny4yasax anunentuyeckune
cnasmbl MOryT BO3HMKATb BO B3pOC/IOM Bo3pacTte [15].

McTopuyeckn 6bIN0 NPUHATO OTHOCUTbL CUHAPOM Be-
CTa K reHepanu3oBaHHbIM doopmam anunencun [16]. B Ha-
crosiwiee Bpems ILAE BbiaensaeT anunienTuyeckne cnasmol
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PucynoK 1. [TaTTEpHBI SMUIENTUYECKOTO CMa3Ma: BCIIBIIIKA ME/IICHHOBOJIHOBOIM AKTUBHOCTH (CEPHSI CITA3MOB).

Figure 1. Patterns of epileptic spasm: a burst of slow wave activity (a series of spasms).

KaK 0CO6bIi TUN NPUCTYNOB, UX Pa3fenaioT Ha d)oKasb-
Hble, FeHepanu3oBaHHble U JNUIEeNTUYECKUE CnasMmbl
C HeM3BeCTHbIM Havanom [17]. ViHdaHTunbHbIE cnasmbl
00bI4HO MPOABNATCA CUMMETPUYHBIMU, PEXe accume-
TPUYHBIMK, BuaTepasibHbIMU, KOPOTKUMM N BHE3AMHLIMM
COKpALLEHNSAMUN aKcKUanbHbIX MbllevHblx rpynn [18]. Ce-
MUOTWMKA MPUCTYNOB 3aBMCUT OT TOrO, Kakas rpynna
MbILLL, NPEMMYLLLECTBEHHO BOBJIEYEHA B MpoLecc — dhiek-
COpHas Un 3KCTEeH30pHas. TakXe ObIBAKT CMeLUAHHbIe
(hJIEKCOPHO-3KCTEH30PHble  BapuaHTbl. Yawe Bcero
BCTpeYarnTCca cMmellaHHble VG, nocne HUX cneaytoT donek-
COpHbIE; 3KCTEH30pHble ChnasMbl HAGMOAANTCA pPexe.
YcTtaHoBnieHo, 410 TUN VIC (Kakumm 6bl OHW He O6blin)
He 3aBUCUT OT 3TMONOMUN 1 HE CKa3bIBAETCS HA MPOTrHO3e
3abosieBaHua. B 10 xxe Bpems MMEEeT 3Ha4YeHue, cuMme-
TPWYHbI CMa3Mbl UN HET, MOCKONbKY aCUMMETPUYHOCTb
MOXXET CBWAETESIbCTBOBATb O (DOKA/IbHOM MOPaXXeHUM
KOpbl ronoBHoro moara. IC moryTt BapbupoBartb OT pac-
MPOCTPAHEHHbIX COKPALLEHUIA BCEX MbIlL, (crubarenen
nn pasrubartesnieil) LO COKpaALLEHWA OTAESIbHbIX MbILUL,
LUEN UM NPAMOIA MbILWLbI XXMBOTA. BO3MOXHO OrpaHunye-
HWe npouecca KOPOTKUMK BepTUKalbHbIMK NoJeprusa-
HUSIMU TN1a3HbIX A6J10K UM UX OBUXEHUAMU MO TUMY HU-
cTarma. AcummMeTpuyHble VIC nposiBnsaTCca natepanbHbIm
oTBefeHneM rosiosbl unu rnas [18]. Y gerteil, ToNIbKO Ha-
YaBLUWNX XOAUTb, BHE3aMNHble NAfeHNs MOryT 6bITb CBA3a-
Hbl C anunenTudeckumm cnaamamu [19]. Y 605blLIMHCTBA
JeTel BCTpeyaeTca 60nblue, YeM O4WH BUA CNA3MOB, Npu
3TOM HabnoAaeMblii TN cnasma 3aBUCUT OT UCXOAHOI0
nosioXXeHus Tena [2].

NIC nmeloT TeHAEHUMIO BO3HUMKATL 4allle cpasy noclie
npo6y>xaeHusa unu npu 3acbinanum [20]. Ang HUX xapak-
TepHa CepuUNHOCTb, MHTEPBAsT MeXay NocnefoBaTesbHbl-
My cnasmamu coctasnseT MeHee 60 cek. O6bIHHO VHTEH-

CUBHOCTb MPWUCTYNOB B CEpPUM CHa4ana MnoCTerneHHo
BO3pacTaer, a 3arem Yy6biBaeT. Hactota VIC Bapbupyet
OT eAMHNYHBIX 40 HECKOJSIbKMX COTeH B AeHb [7]. Cna3mbl
He SBNATCA POTOCEHCUTUBHBLIMI, 3aTO MOTYT BbI3bIBATh-
CS TAKTUIJIbHOW CTUMYNALMEN WK BHE3AMHBIMU FPOMKUMM
3ByKamu. 3a cnasmamu MOryT CliejoBaTb NEPUOAbl CHU-
YKeHHOW peakTnBHoCTW. Cpady nocne /IC 4acTo oTmevaeTcs
nJia4, 04HAKO OH He CYUTAeTCs 4acTbio MpucTyna.

HecmoTps Ha TO, 4TO MMeHHO cepum (knactepbl) VG
ABNSATCA OT/INYUTENIbHBbIM MPU3HAKOM CUHAPOMA, MO-
ryT BCTPEYaTbCA U Apyrue BMAbl NPUCTYNOB — KNOHNYe-
CKue, TOHMYeckne wunm cokanbHble. Cepusi cnasmoB
MOXXET Ha4aTbCs C TOHNYECKOro NpucTyna, KoMbmHauus
CNasmoB C DOKabHbIMMN CyLOPOramu MOXeT TakXXe CO-
CTaBNATb OTAENbHbI BWA NPUCTYNoB. B nocnegHem
cny4ae 3T0 MOXeT ObITb NPU3HAKOM OPraHuM4eckon na-
TOJSIOTMU TOJSIOBHOrO MO3ra, npu4yem Heo6A3aTeNbHO
c HebnaronpuATHbIM NporHo3om [21,22]. IC moryT npu-
BOAWTb K BHE3AMHOW OCTAHOBKE MOBEJEHYECKON aKTUB-
HOCTW, HE COMPOBOXAAACh Cepuneil COKPaLLEHNIA B MblLLU-
uax TynoBMWA W KOHeYHocTeid [22]. HapyweHus
[bIXaHNS — 4aCTO BCTpeyatoLwWwmincs qOeHoOMeH, B 0Tin4ne
OT USMEHEHMI HaCTOTbl CEPAEYHBIX COKPALLEHNUIA.

HepBHO-ICHXUYECKHE HAPYIICHH A
npu cugjapome Becra

Mpy NOAroTOBKE CTaTbW Mbl CTONKHYNUCL C TeM (hak-
TOM, 4TO W3MEHEHUS MCUXWUYECKOro W [BUraTeSibHOro
pa3BUTUA AeTeN Ha paHHUMX 3Tanax cuHapoma Becta onu-
CbIBAKOTCA B iMTepaType BeCbMa CKYAHO. BONbLIMHCTBO
aBTOPOB OrpaHNYMBaOTCA OOLMMM TEPMUHAMU — «pe-
rpecc pasBuTus», «3alepXKKa pa3BuTus», «narto passu-
Tua». OTCYTCTBME NOAPOBHBLIX ONUCAHWIA, BUAMMO, CBA3A-
HO C 60MblUMM pasHo06pa3neM MCXOAHbIX BapUaHTOB
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PucyHoK 2. [TaTTepH cra3Ma: Npo6eru 6bICTPOI aKTUBHOCTHU — «fast activity» (Cepus Cr1a3MoB).

Figure 2. Pattern of a spasm: runs of rapid activity — «fast activity» (series of spasms).

NCUXOMOTOPHOrO Pa3BUTUA A0 Hadana WHGAHTUIIbHbIX
cnasMoB. XOpOLUO U3BECTHO, 4TO OHW MOTYT BO3HMKATb
Ha )OHEe HOPMaJIbHOr0 Pa3BMTUSA UM U3HAYAJIBHO UMEHD-
Lievicsa ero 3agepxkn [23]. Mocne Bo3HuKHoBeHUA VIC Ha-
6/1104aeTCs perpecc pa3BUTUS Y 3HAYUTENbHON YacTu ae-
Ten [23]. V ocTaBLlueiica 4acTM HeT YeTKOro perpecca,
HO 3aTPYAHEHO NPUOOPETEHNE HOBbIX HABLIKOB — yTpayu-
BaeTCA TeMMn MCUXOMOTOPHOIO PasBUTMS M BO3HUKAET
CBOe0Opa3Hoe «MniaTo» HaBbIKOB. VIHTEpeCceH TOT hakT,
4TO 4aCTO OCTAHOBKA WU PErPecC PasBUTUSA HAYNHAKOTCH
[10 pa3BUTUA CNAa3MOoB, XOTA 3TO 3aMeYatoT Jasieko He BCe
poautenn. B cBomx pab6oTax »KaH Alikapam onucbiBaet
Hayano perpecca A0 BO3HWKHOBEHUS INUMIENTUYECKMX
crnasmoB B 68-85% cnyyasx: «Y mnajeHueB Ha ¢oHe
NofnHOro 6rarononyyus HabnwaaeTcss ONpeaesieHHbIN
perpecc noseaeHns. OHM TePSAIOT MHTEPEC K OKPY KatoLLe-
MYy [0 TaKOW CTEMEHU, YTO KaXKYTCS CNENbIMU U TAYXN-
mu» [24]. CunTaeTcs, 4TO B MEPBYIO 04EPeb HapyLLaTcs
3puTenbHble PYHKUUN — brKcaumus B3opa Ha npeameTax,
NpoC/fieX1BaHWe 3a HUMU, 3PUTENbHOE BHUMaHue [25].
AHANOrM4HO CHYXKAETCA M 0CTPOTA CNyXa, YTO onpenens-
€TCA N0 [aHHbIM BbI3BAHHbIX CNYXOBbIX MOTEHLWAJIOB
[26]. Mo BCei BUAMMOCTH, TOTAA XXe NOSBIAKTCA NepBble
4yepTbl ayTu3ma — pe6eHOK MOXET CTaTb PAaBHOAYLUHbIM
M0 OTHOLLEHWUIO K POAUTENAM, YTPATUTb C HUMM IMOLINO-

anunencus n Napokcn3mMasibHble COCTOSHUSA

HaJTbHbIA KOHTAKT, MOXET UCHE3HYTb KOMMNEKC OXUBJIe-
HUS, B TOM 4Yu1chie ynblbka, 1 NpekpaTuTbCs ryfeHne. 3a-
TEM BO3HWKAET perpecc B MOTOPHbIX HaBblKaX: [LETK
MepecTatT TAHYTHCA K UTPyLLKaM U 6paTb UX B PYKWU, ne-
peBopa4MBaTtbCs, fepxatb ronosy [24]. Bce aBTopbl 0nu-
CbIBAKOT 4Pe3Bbl4aNHY0 BapnabenbHOCTb CTEeMneHn Mncu-
XOMOTOpHOro perpecca npu WG, vMeHHO noO3TOMY
perpecc/3ajiepXxka pasBuTus He BCerga cyutarTca [0-
CTOBEPHbIM CUMNTOMOM CUMHApPOMA BecTa.
OrpaHuyeHHble pasmepbl CTaTbW He MO3BOAAIOT Ham
OCTaHOBUTLCS HA BCEM CMEKTpe HE0O6X0AMMbIX 06¢neaoBa-
HWiA Npu cuHapoMe BecTa, HO HaM NpeacTaBNSAeTCA NPUH-
LMMMANbHO BaXXHbIM MOAPOOGHO PACCMOTPETb BOMPOChI
3NeKTpo3Huedanorpadn4eckoin ANarHoCTUKN CUHAPOMA.

dunexrposunedarorpapuueckas
JHATHOCTHKA

lpuctynHas (mktanbHas) 391 Knaccm4eckumm nameHe-
Huamu npuctynHon 33 npu VIC cymTaeTcs BO3SHUKHOBE-
HUe reHepasm3oBaHHON MeAJSIEHHOBOJIHOBOW aKTUBHOCTU
60sbLLIOA amnnnTyabl (puc. 1). 3a MeASIEHHON BOJTHON MO-
XKeT CnefoBatb, 2 MOXET U HE CNefoBaThb YNJIOLEeHNe ak-
TUBHOCTW. HecMoTps Ha AMdy3HbIi XapakTep MeaJsieH-
HOBOJIHOBOW aKTVBHOCTW, OHA UMEET aMMNUTYAHbIA aKLEHT
B OMNpefesieHHbIX OTBELEHMAX B KOHKPETHbIX Clly4asx.
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Pucynoxk 3. Ha (pone runcaputMun y pebeHKa pa3sBuBaETCA SHLEDANOrPAPUUECKUH TATTEPH SMUTENTUYECKOIO Cl1a3Ma 6e3
KJIMHUYECKUX NPOABIEHUI — IPOOErH OBICTPOH aKTUBHOCTHU («fast activity»).

Figure 3. Against the backdrop of hypsarrhythmia, the child develops an EEG pattern of epileptic spasm without clinical

manifestations — runs of "fast activity".

Mo ganubim M. lype (2016), BbileonucaHHas npucTynHas
aKTUBHOCTb HabsoaaeTcs B 75% Bcex cny4vaes [4]. B 25%
BCEX CNy4aes, M0 JaHHbIM TeX )Xe aBTOPOB, MPUCTYMHbLIM
naTTepHOM fBNAETCH ObICTpas «BepeTeHoobpasHasf» ak-
TUBHOCTb (pUC. 2). ONUCLIBAEMBIA Kak BO3MOXHbIA Mpu-
CTYMHbIA NaTTepH [OEKPEMEHT akTMBHOCTM (YNJoLleHus
puTMa), No BCeW BUAMMOCTI, BCTPEYaeTCa penko. MarrepH
cnasma MOXeT BO3HUKaTb He Ha (DOHe runcapuTMmuu,
a Ha poHe HopmanbHoi J3I. TpyAHOCTU MHTepnpeTaLum
MOTYT BO3HUKATb U3-3a 60/bLLOM0 KONMYECTBA ABUraTesb-
HbIX apTedakToB (pue. 3). OLHAKO B HaLLEM Clly4yae 0TMme-
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4aeTcs NosiB/IEHNE NOBTOPHbIX BCMbILLEK MeANIEHHbIX BOJH
B MOMEHT KNMHUYECKMX NPOSIBAEHMIA cna3ma. Ha nocnepy-
towmx I3 TOro ke pebeHKa 0TMeYaeTcs ABHbIA NaTTepH
npuctyna (puc. 4). iHorga sctpeyaerca J3l-HeratmeHas
KapTvHa B MOMEHT K/MHUYECKMX MPOABIIEHUA UNU Peru-
CTPUPYETCS aCUHXPOHHAS BCMbILLIKA BbICOKOAMMANUTYLHbIX
MeaneHHbIX BOSH. o gaHHbiM Gastaut u coasT. (1964),
y 13% 60/JibHbIX C cuHApPoMom Becta 33l B MOMEHT npu-
CTyna He U3MeHeHa [27].

MexnpuctynHas (uHTepukTansHas) 39 Knaccuye-
CKOI KapTUHOI Ha MexxnpucTynHoii 33l sBndeTcsa runca-

PrcyHOK 4. [TaTTEpH SMIIETITHYECKOTO CTIa3Ma C TPYAOM PA3TUINM Ha (POHE GOBITOrO KOMIMYECTBA ABUTATEIbHEIX aPTE(DAKTOB.

Figure 4. The pattern of this epileptic spasm is difficult to identify on the background of motor artifacts.

[aHHaa nHTepHeT-Bepcus ctatbk Obina ckavaHa ¢ canTta http://www.epilepsia.su. He npegHasHadeHo ons UCNONb30BAHUSA B KOMMEPYECKMX LensiX.

WHdopmaumio o penprMHTax MOXHO nonyynTs B pegakunn. Ten.: +7 (495) 649-54-95; an. nouta: info@irbis-1.ru. Copyright © 2017 UspatensctBo IPENC. Bece npaBa oxpaHsatoTcs.
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PucyHOK 5. [TaTTepHbI Cr1a3Ma 6€3 IBUrATEIbHBIX apTE(QaKTOB Y TOI'O K€ peOEHKA (CM. PUC. 4) B BU/IE BCIIBIIIKK ME/IJIEHHBIX BOJIH.

Figure 5. Patterns of a spasm without motor artifacts in the same child (see Fig. 4): a burst of slow waves can be seen.

putMmus. B 1952 r. BnepBble AaHHbIA Helpodnuanonoruye-
ckuin nattepH onucanu F.A.Gibbs n E.L. Gibbs: «3T0
BbICOKOAMNJINTYAHbIE CMAKM W MEJJSIEHHbIE BOJIHbI.
Cnaiiky nepuoamnyecku BapbMpylT M N0 NOKanu3auuu,
1 10 NPOAOMKUTENLHOCT. B onpeAenieHHbli MOMEHT OHM
MOTYT 6bITb DOKANbHbIMU 1 CPA3Y XKE, HECKOJbKO CEKYHA
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cnycTs, npuobpetatb MynbTUOKanbHbIA XapakTep. M3-
pelKka cnanku reHepannayrTcs, 04HAKO HUKOTAA He Bbl-
rMAAAT KaK PUTMUYHO MOBTOPSIOLIMIACS BbICOKOOPTaHM-
30BaHHbIA NaTTEPH, KOTOPbLIA MOXXHO 6b110 6bl CNyTaTb
C paspsgamu npwu petit mal... YKa3aHHble HapyLLueHus
NPaKTUYECKN NOCTOSHHbI BO BPEMEHU U B GOJIbLLUNHCTBE

e AT T O Tow SR NCeaAHAZM EDE BACeH 1BAH Monm Bospact 200 NasalA0217: Nonoce 16 0 - 300 0, Fus (MocTomwman npariesss 0 07)

PucyHnok 6. Kiaccryeckast runcapurmust (aMiintya 70 MxB). JlaHHAS aMIUTATY/IA 3aTPyAHAET TPAKTOBKY DT, Lenecoo6pasHo

YMEHBIIUTh aMIUIHTYAY 40 150-300 MKB (cum. puc. 6.1).

Figure 6. Classical hypsarrhythmia (amplitude 70 uV). Amplitude of that size makes it difficult to interpret the EEG. It is advisable to

reduce the amplitude to 150-300 uV (sce Fig. 6.1).

dnnnencms n Napokcm3MasbHble COCTOAHNSA
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PucyHnok 6.1. ToT e (pparmerT (CM. puc. 6), Ho amrururyaa 200 MkB. YeTKO BU/IHA MO(DPOIOTrUst STTUIETTU(DOPMHOM AKTUBHOCTH.

Figure 6.1. The same fragment (see Fig. 6), but the amplitude is changed to 200 uV. The pattern of epileptiform activity is clearly seen.

CIy4aeB MPOSABAAOTCA U B COCTOSAHUW CHa, U npu 604p-
CTBOBaHUU». K MOHATWIO KN1ACCMYECKON (TUMUYHON) rum-
CapuUTMUU OTHOCWUTCS NATONIOTMYECKAs aKTUBHOCTb, HO-
cALAA CUMMETPUYHbLIA XapakTep, 6e3 akueHTyauuwu,
natepanusauuu U pernoHanbHOro akuedta. Knaccuye-
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Hrachovy R.A. et al. (1984) paspa6oTanu Hanbonee nos-
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cKasi runcaputMus, Kak npaesuno, 3aHumaet 100% 3anucu
(puc. 6 n 61).

B 1964 r. Gastaut H. et al. BBenn NoHATME aTUNUYHOIA
runcaputMmun  [27].
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PucyHOK 7. CHHXPOHU3UPOBAHHBIN BAPUAHT MOAUGDHUIIMPOBAHHON I'MIICAPUTMUU — OGUIATEPATBHO CUHXPOHHBIEC KOMIIJIEKCHI
OCTpasA-Me/JIEHHAs BOJIHA, OCTPHIE BOJIHbI A CIIANKHU Yy PeOEHKA 7 MEC.

Figure 7. Synchronized version of modified hypsarrhythmia - bilateral synchronous acute-slow wave, acute waves and spikes, in a

7-mo child.

[laHHas MHTepHeT-Bepcus ctaTbu Obina ckadaHa ¢ canta http://www.epilepsia.su. He npegHasHa4yeHo AN UCMOMNb30BaHUS B KOMMEPYECKUX LIensx.

WHdopmaumio o penprMHTax MOXHO nonyynTs B pegakunn. Ten.: +7 (495) 649-54-95; an. nouta: info@irbis-1.ru. Copyright © 2017 UspatensctBo IPENC. Bece npaBa oxpaHsatoTcs.
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PuCYHOK 8. ACCUMETPUYHBIH BAPUAHT MOANDULIMPOBAHHOMN TUIICAPUTMHUH — SMHIENTU(POPMHAs AKTUBHOCTD YETKO
PETUCTPUPYETCA B JIEBOI reMUC(DEPE.
Figure 8. Asymmetric version of modified hypsarrhythmia — epileptiform activity in the left hemisphere is well identified.
HYH Kraccudukaumio BapuaHToB MOANMULUPOBAHHON 3. CycTon4mebIM (DOKYCOM CMAKOB MM OCTPbIX BOSH;
runcaputMmumm [28]: 4. G ann3ogamu ynaoLeHns puTMnKu;
1. CMHXPOHU3MPOBaHHaS; 5. C BbICOKOAMMJIUTYLHOW, aCUHXPOHHON MefJ 1eH-
2. AcummetpuyHas; HON aKTUBHOCTbIO.
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Pucynox 9. Baprant MOIU(PUIIMPOBAHHON THIICAPUTMHUH C YCTONIUBLIM (DOKYCOM OCTPBIX M MEJIEHHBIX BOJIH (32IHEBUCOYHO-
34ThIIOYHAA OO/IACTD CIIPABA U CJIEBA).

Figure 9. Modified hypsarrhythmia with a stable focus of acute and slow waves (the right & left posterior-occipital localization).

anuencus 1 Napokcm3manbHble COCTOSAHUA www.epilepsia.su
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Pucynoxk 10. Bapyant MOAU(MUIMPOBAHHON I'MIICAPUTMUHN IO THUITY «BCIBIIIKHU — NOAABJIEHHA» — B OTNAYUE OT CMHpOoMa OTaxapa
MHTEPBAJIbI MEK/TY «BCIIBIIIKAMU> DA3IMYHbIE, THOIYA C BKIIOYEHUEM C1A00 BbIPAKEHHBIX CIIAMKOB M OCTPBIX BOJIH HA JOHE

YTHETEHUSA AKTUBHOCTH (OHH IIOKA3aHBI CTPEJIKOMN).

Figure 10. Modified hypsarrhythmia of the burst-suppression type — unlike Ohtahara syndrome, here the intervals between the
“bursts” are not identical; sometimes they includ low-amplitude spikes and acute waves on the background of suppressed activity

(arrow).

YactoTa BcTpeyaemocTtu, %

BapuaHT runcaputmum

AiBa3ssH C.0. (1999)

Myxun K.10. (2011)
[29]

[30]
Knaccuyeckas 21,8 16,7
MoaunduunpoBaHHas 78,2 72,9

Ta6auna 3. YacTora KIacCHUECKOM U MOAU(DHUITHPOBAHHON IUIICAPUTMHUH IIPU CUH/IPOME BecTa, 1o JAHHBIM PA3HBIX ABTOPOB.

Table 3. The incidence of classical and modified hypsarrhythmia in West syndrome (according to different sources).

1. CUHXPOHM3UPOBAHHbIA BapWAHT UNCAPUTMUUN —
OOMUWHNUPOBaHNE CUHXPOHU3NPOBAHHBLIX MeaJIEHHbIX

(hopm aKTUBHOCTU M 6unaTepanbHO-CUHXPOHHbLIX Pa3-
PAOOB MEeLNEHHbIX MUK-BOSIHOBbLIX KOMMMIEKCOB C (hOp-
MUPOBaHUEM AN QY3HbIX U FreHepannu3oBaHHbIX pa3ps-
[0B, NPU 3TOM He CBOVWCTBEHHO HaNIM4ne pernoHasnbHoro
aKLUeHTa unu natepanusaumm (pumc. 7). 3TOT BapuaHT
60Jiee xapakTepeH And LeTeil C KpUNTOreHHon hopmon
cuHapoma BecTa.

2. AccumeTpuyHas runcapuTMmua XapakTepusyertcs
BbIPDAXXEHHOW M YCTONYMBOW YHMUNatepasnbHOW acuMme-
TPMEen amMnanTYAHbIX XapakTepucTuk AOMUHUPYHOLLEN
MeZJIEHHOBOJIHOBOW aKTUBHOCTW W CTEMNeHN BblpaXKeH-
HOCTU AN AY3HbIX 3NUNENTU(POPMHbBIX U3MEHEHUN,
TO eCTb YeTKMM npeobrafiaHuem anunenTugopmMHbIX
W3MEHEHNIA B OLHOM MONyLWapuu ron0BHOMO MO3ra
(puc. 8). Hanbonee xapaktepHa s CUMNTOMATUYECKUX
dopm cuHapoma BecTa.

3. [uncaputMng € yCTOW4MBbLIM (DOKYCOM CMaikoB
WU _OCTPbIX BOJIH XapaKTepu3yeTCcs BbIPAXKEHHbIM
YCTON4YMBLIM MpeobnagaHnemM (Kak ammniauTyOHbIM, Tak
N KONMUYECTBEHHbIM) PEernoHanbHbIX CNANkoB U KOM-
NSIEKCOB OCTpas-MeAneHHas BofiHa (pue. 9). 3ToT Tun
rMNCApPUTMUN SBNIAETCA OCHOBHbIM BAPUAHTOM «CTPYK-
TYPHOI TMNCAPUTMUN», TO €CTb BCTPEYAETCH MPU CUH-
npome BecTa, BO3HMKAlOLLEM Y [eTel CO CTPYKTYPHbIM
Nnopa>keHWem rosIOBHOro Mo3ra.

4. [uncapuTMusa ¢ 3NM304amu ynaoLleHUs PUTMUKN
MAN  NepCUCTUpPOBAHME «CYNpPeCCUBHO-B3PbIBHOI0»
natrepHa («supression-burst» pattern, ot awrn. -
«BCMNbllWKa-NoaasneHne»). [JJaHHbIN BapUaHT XapakTe-
pu3yeTcs Haln4mem B CTPYKType wu3meHeHuin O3l
no TUNy rMNcapuTMUN NepuoaoB yrHeTeHnsa 61noanek-
TPUYECKOW aKTUBHOCTU ANUTENbHOCTbIO 1-4 cek., ye-
pefyroLnXca co BCMbILKAMU MeAEeHHbIX BOJIH U NMUK-
BOJIHOBbIX Komnsiekcos (puc. 10). [aHHbIn BUA
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Pucynox 11. Me1meHHOBOHOBOM BAPUAHT MOAU(PHUITMPOBAHHON THIICAPUTMHH.

Figure 11. Slow-wave version of modified hypsarrhythmia.

®da3sa Perpecc 33r
«beamongHas» dasa - AnunenTuopmMHas akTMBHOCTb <50% 3anucu
MynbTupernoHanbHas akTuBHoCTb — 50-90%
Hayano perpecca + e
Mcuxuyeckoe yxyaweHne ++ fMncaputmuns

Ta6auna 4. DBOMIONNS KIMHAKO-3ICKTPOIHIIE(DAIOrpAPUUECKOI KAPTHHBL

Table 4. Evolution of the clinical symptoms and electroencephalographic data.

runcaputmun 6onee xapakTtepeH Ans geTen ¢ CUHAPO-
mom OTaxapa B aHaMHe3e U ero TpaHcgopmauuen
B CMHAPOM BecTa, a Tak)Xe y fieTeil ¢ paHHUM Ae6TOM
(Bo 5 mec.). B guHamuke HabnLaeTcsa NOCTENEeHHbIN
perpecc «CynpeccMBHO-B3PbIBHOIO» NaTTepHa no Mepe
3aBepLUEHNS MUENHMU3AaLMN NOAKOPKOBbIX 06pa3oBa-
HUi. Kak npaBuio, AaHHblii NaTTEPH NOJSIHOCTbIO UCYe-
3aeT K 1-Mmy roay »Xu3sHu.

5. MoauduumpoBaHHas rmncaputMmus C BbICOKOAMNIN-

TYOHOW, aCUHXPOHHON MEAeHHOW aKTUBHOCTbI0 XapaKTe-
puayetca AMdy3HbIM 3ameasieHnemM 6103eKTPUYeCKon

aKTWBHOCTY C MOBbILLIEHNEM AMMAUTYAbI MEANIEHHbIX BOJH
1 HanM4mem anunenTuopMHOA aKTUBHOCTY PErMOHANbHO-
ro vnu gndpdysHoro xapakrepa (pue. 11).

anunencus n Napokcn3mMasibHble COCTOSHUSA

[aHHble 0 4acToTe BCTPEYAEMOCTM KIJIACCUYECKOW
N MOAMMULMPOBAHHBIX DOPMAxX rMNcapuTMun cyuie-
CTBEHHO M3MEHWUCb C Te4eHWem BpemeHun (Tabn. 3).
Knaccuyeckas runcaputmMus B HacTosLLLee BPEMS BCTpe-
4yaeTcs [0CTAaTOMHO pejko, Yalle HabfaaeTcs OAuH
3 BAPUAHTOB MOAMMULUPOBAHHON TUNCAPUTMUN.

Mo paHHbiM Pramote Laoprasert (2011), pasuyHbie
BapMaHTbl MOAUMULMPOBAHHOW FMNCAPUTMUN BCTPEYA-
loTCA COo cneaytowen 4actoton [31]:

— CUHXPOHWU3MPOBAHHbLIA BapUaHT rUNcapuTMuUn —
35%;

— ACMMMETPUYHbIN BapuaHT — 12%;

— C ycTton4mBbiM (DOKYCOM CMANKoB WKW OCTPbIX
BOJIH — 7%;

www.epilepsia.su

85



2017 Tom 9 No2

SAMNAENCUA

M NAPOKCU3MAJIbHbIE
COCTOSAAHMSA

86

Mo60o4HbIN 3chchekT YacroTa, %
VHbeKLnn BEPXHUX AbiXaTeSbHbIX NyTeN 51
[ToBbILIEHHHAA YTOMJISEMOCTb 40
lonoBHas 605b 33
KOHLEHTPUYECKOE CYXXeHWEe NONei 3peHuns 30
COHNMMBOCTH 26
BupycHas nHekuus 20
Huctarm 19
Lnapes 16
TowHoTa 16
Tpemop 16
YXyaweHve namaTu 16
[MToMyTHeHWE 3peHus 16
Ounnonusa 16
Ha6op Beca 14
ApTpanrus 10
lMoBbiLIEeHME anneTuTa OT11 1m0 10
PBoTa, 60/b B X1BOTE, 3aN0p, Ancnencus, AUCKoMAOopT B Xenyake, 3ybHas 601b, 071 20 10
B3AYTUE XKMBOTA, XXaXAa

Ta6auua 5. [To60uHbIe 3D PEKTE! BUradbaTpuna [38].

Table 5. Side effects of vigabatrin [38].

— C anusogamu ynnoweHns putMmnkmn — 11%;

— C BbICOKOAMMNTYHOI, aCUHXPOHHOW MeAJIEHHON
aKTUBHOCTbI0 — 26%.

B HacTodlwee Bpems BbIAENAT Tak Ha3blBAEMYIO
«MpearuncapuTMuio», To eCTb N3MeHeHns Ha 33T, Ko-
TOpble 4aCcTO B MNOCNEACTBMM TpaHCcdOpMUpYHOTCA
B runcaputMmuto. Hanpumep, 3T0 OTHOCUTCA K MYJIbTU-
permoHanbHoW akTuBHoCcTK Ha 33l [7]. B uccnegosa-
Huw Philippi H. et al. (2008) npn aHanuae 39 mnageH-
LeB C CUMMNTOMATWYECKMM cuHApoMOM BecTa
(cpefHnii Bo3pacT — 6 Mec.) mpocnexeHa 3B0OLUA
KJIMHNKO-3M1eKTpoaHLUedanorpauyeckon KapTUHbI.
ABTOpamu BblAeNneHo Tpu gpasbl pa3BuTnUa CUHAPOMA
Becta [32]:

1. beamosnBHas hasa. Qnutca OT HECKONbKMX Hepeslb
[0 HECKONbKNX MecsueB. dPas3a npoxoaut 6e3 KInHuYe-
CKNX NPOSIBNEHNIA 1 XapaKTepuayeTca nosisreHnem Ha 390
(hOKaNIbHOW MN MynbTUEOKANLHON 3NUNENTUOPMHON
aKTMBHOCTW, 3aH1MaKoLLeln He 6onee 50% 3anucu.

2. Hayano ncuxu4deckoro yxygueHus. LOnutenb-
HOCTb — 2-6 HeJ. XapakTepu3yeTcs Ha4yanom perpecca
B NCMXOMOTOPHOM 11 PE4eBOM Pa3BUTUN, A TAKXKE MYyJb-
TUPErnoHanbHOM  ANUNENTUAOPMHON  AKTUBHOCTbIO
Ha 93l 3aHumatoLen 50-90% 3anucu.

3. [leuxnyeckoe yxyaiueHne. Bbipa>XeHHbI perpecc
NMCUXOMOTOPHOro pa3BuTus. Ha 33l — kapTuHa Knaccu-
YeCKOW unm MoanuumMpoBaHHON runcaputmum [32].

KopoTko asontouus 33l n pa3sutus pebeHka npeg-
cTaBfieHa B Tabnuue 4.

He y Bcex fetenn «6e3amonBHas gpasa» TpaHcopmu-
pyeTtcs B cuHapom BecTta. ABTOpbl HE OLEeHuUBanu npo-
LLeHT TpaHcopmaumm, 0gHako 0TMeYann, 4To NPOLEeHT
HeBenuk. Cpean petei, AOCTUrWNUX BTOPOA hasbl

(MynbTUpernoHanbHas akTUBHOCTb Ha 33l), npakTnye-
CKW y BCEX OHa TpaHcgopmupoBanacb B cMHApoM Be-
cTa. O6bIYHO MCUXWUYECKUIA perpecc (poguTenu MoryT
ero He 3amevartb) NpeaLIeCTBYET Havyany runcapuTMmm
Ha nepuop oT 3 fo 6 Hep. [32].

Jleuenue

OcHoBHas 3afaya Tepanuu npu cuHgpome Becta —
Hanbosiee paHHee rnpekpaLleHme cnasMoB U NUKBMAALMNA
runcaputMmum Ha 33l [24]. EcTb TONbKO ABa npenapara
079 NIe4eHUs 3nuenTUYecKnX cna3moB, O0A06PEHHbIX
YnpasneHvem no KOHTPOIO 3a NPOLYKTaMU U NieKapcTBa-
mun CLUA (Food and Drug Administration — FDA) — 370
aIpEHOKOPTUKOTPONHbIA ropmoH (AKTI) v BurabatpuH
[33]. CnegyeT OTMeTWUTb, YTO BUrabaTpuH B HaCTOsLLEE
BPEMS He 3apeructpupoBaH B Poccuinckon ®epepaumn.
PaHee EBpONENCKNi A KOHCEHCYC MO NIEYEHMIO dNuUnencum
y [eTeii npeanaran nepsbiM UCMONIb30BaTh BUrabaTpuH
Npu MHMAHTUNBHBIX crna3max JIto60n 3TUONOrnK, a yxxe
3ateM KCnoJib30BaTh ALPEHOKOPTUKOTPOMHbLIA FOPMOH
(AKTT) [34]. B HacTOALWMIA MOMEHT NpeanoYTeHe oTaa-
eTCA MMEHHO FOpPMOHaJNIbHON Tepanuu, Kak CTapTOBOM,
B cusy ee 6onbLien acppekTuBHOCTM [23]. MOCKONBKY BO-
npocaM ropMoHasibHOM Tepanuu NOCBsALLEeHa OTAeSIbHas
CTaTbsl, HEAABHO Hamu OMy6JINKOBAHHAA, Mbl B AAHHOM
0630pe He 0CTaHaB/MBAaeMCA HU Ha BbI6Ope npenapara,
HW Ha [03ax, HW Ha BOMPOCax NPOAO/XUTESIbHOCTY rop-
MOHasnbHOro nevyeHus [35]. Ecnu ropmoHanbHas Tepanus
He 3(h(PeKTNBHA B Te4EHME ABYX HELEeSIb, PenapaToM Bbl-
6opa asnsietca BurabarpuH (8 PO oH He 3aperncTpupo-
BaH). OH >Xe fIBNAETCA HA4anbHOM Tepanuei Npu CUHAPO-
Me Becta y 605bHbIX Ty6epo3HbIM CKiiepo3om [36].
Mo mexaHn3my [eiicTBUS BUrabaTpuH ABNSETCA CEJek-
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TUBHbIM HEOOpPaTUMbIM UHFMOUTOPOM TpaHCAMKUHA3bI
ramma-amuHomacnsaron kucnotel (FAMK), To ecTb npu-
BOAMT K yBenuyeHuto cogepxxaHus FTAMK — 0CHOBHOro
TOPMO3HOro Meauaropa B rofIoBHOM Mo3re. HavanbHas
Jlo3a npenapara coctasnseT 50 Mr/Kr/cyT. ¢ yBenun4eHnem
[03bl Ha 50 mr/kr/cyT. KaxAable 48 4, MakCUMasibHO —
10 200 mr/kr. Mogaepxmeatowas gosa — 100-150 mr/kr/cyT.,
paspeneHHas Ha asa npuema [37]. He cywiecTsyeT eAuHO-
r0 MHEHMSi KacaTenbHO [ANMTENbHOCTU Npuema BUra-
6aTpuHa: paL 9KCNepToB PEKOMEHAYHT ANINTEeNbHOCTb
npuMemMa HeckKoJIbKO MecsiLeB U3-3a 6053HMN pUCKa pas3Bu-
TUS KOHLLEHTPUYECKOr0 CY>XeHWs Nonen 3peHuns, B TO Bpe-
MSi KakK Apyrue noaxoasit K JaHHOMY BOMPOCY MeHee
)KECTKO, U WMHOrga npenapar npuHUMAETCH AJUTENbHO
(ropamu), ocobeHHO nNpu Ty6epo3HoM cknepose [36]. Mo-
604Hble SIB/IEHMS NpW NpuemMe BUrabaTpmHa npeacTasne-
Hbl B Tabnuuye 5.

CywiecTByeT MHEHWe O TOM, YTO KOHLEHTPUYeckoe
CY>XeHue nosien 3peHns npu npueme BurabatpuHa cBs-
3aHO CO CHMXXEHMEM COofep>kaHusa TaypuHa B F0JIOBHOM
mMo3re, 0fHaKo B uccnegosaHun Spelbrink E.M. et al.
YyPOBeHb TaypuHa ocTasasicad B npegensiax Hopmbl [39].
0TmeyaeTcs 00303aBUCHUMbI XapaKTep 3TOro No604Ho-
ro adpdpexrta [40]. B nccnenosanun Origlieri C. et al.
(2016) KOHLIEHTPUYECKOE CYXXEeHMNE NONen 3peHns oTMe-
Yyanocb y fieTei, nony4vaswmnx sura6atpuH B gose 1500
r/cyT. [41]. B nuTepaType nOABMIINCH AAHHbIE O TOKCUYe-
CKOM [JeicTBumM BurabaTpuHa Ha 6asasibHble FaHruu,
KOTOpPOE BbIABNSAETCA W3MEHEHWAMM CUrHana B HUX
Ha MPT rofioBHOro Mo3ra, 4T0 MOXXeT 06bACHATb HEBPO-
NOTrNYecKre N NCMXNYeckne HapyLLEeHNs, BO3HUKatoLNe
npu npueme npenapara [42].

B npoBeIeHHOM MHOrOLIEHTPOBOM PaHAOMWU3NPOBAH-
HOM uCCnefoBaHUN, B KOTOPOM MpuHANM yd4actue 102
60nbHULbI B ABCTpanuu, Fepmanuu, HoBoi 3enaHguu,
LBenuapun n BenukobputaHum, NpoBenu OLEHKY 3MD-
(PEeKTUBHOCTU OOHOMOMEHTHOrO Has3HavyeHUs BuUrada-
TPUHA 1 TOPMOHANbHOW Tepanuu. o gaHHbIM uccneno-
BaHWA, OJHOBPEMEHHOE Ha3HayeHwe npenapaTos
npuBoAMNO K 6osiee 6bicTpomy adpdekTy [43]. YuuTbl-
Basi BbICOKYH CTOMMOCTb U TPYAHOAOCTYNHOCTb BuUraba-
TPUHA, NO OAHHLIM OTEYECTBEHHOW U WHOCTPAHHOW Nn-
Tepartypbl, NPeaAnPUHUMAKOTCA MOMNbITKU MNPUMEHEHUA
aNbTepPHATUBHON AHTUINUIIENTUYECKON Tepanuu CuH-
npoma Becta. B KayecTBe anbTepHaTUBHbIX NpenapaToB

NMPUMEHSAIOT BaJIbMPOEBYI KUCIIOTY, TONMpamar, NeBeTu-
paueTam, 30HMCaMUL, KeTOreHHyo AueTy. I deKTms-
HOCTb UX NMPUMEHEHUSA, N0 Pa3HbIM UCTOYHMKAM, KONe-
6nercs OT NONHOW HeadppekTMBHOCTM [0 40%
npekpatleHus npucTtynos [44-46].

OfHOM 13 pefKuX NPUHYUH UHMAHTUIBHBIX CNAa3MOB
ABJIAETCA FEHeTU4YeckKas nMpuLoKCMHOBAsA HeJ0CTaToM-
HOCTb. 1N NOATBEPXAEHNA ANArH03a NPOBOAUTCS NPO-
6a c ssefenmem 100 Mr nMMpUAOKCMHA BHYTPUBEHHO.
HemepneHHas Hopmanusauusa 33l npegnonaraet nupu-
LOKCUH-3aBUCUMYIO 3nusiencuto. JledeHne Takux naym-
€HTOB OCHOBAHO Ha NepopasnibHOM npueme 60JbLINX 403
NMUPULOKCUHA B TeYEHNe XNU3HK [47].

IIporuos

HecmoTpsi Ha ycnexu, LOCTUTHYTbIE B JIEHEHUWN CUH-
npoma BecTa, NporHo3 ero octaeTcs Becbma Hebnaro-
nputaHbimM. Mo gadHHeim Wilmshurst J.M. (2017), npwu
OLieHKe [0nrocpoyHoro nporHosa 150 petein ¢ MHApaH-
TUMbHBIMU CNa3mamMmn NosiyydeHbl crnegytoLlne pesysbra-
Tbl: 22% ymepnu, 16% WMEKT HOpManbHOe pasBuUTue,
y 34% 0TMe4alTCs BblpaXXeHHbIe NCUXOMOTOPHbIE HApY-
weHns. Y 55% B ganbHenweM pasBuiinCchb Apyrue Tumbl
npucTynos [23]. Takoi NPOrHo3 cBA3aH C PaHHUM Ha4a-
JIOM, 4NMTeNIbHbIM BPEMEHEM CYLLECTBOBAHMS CMa3moB
N Hanu4ynem 3afep>XKu pasBUTMS B Hadane anuiencuu.
Mpn HebnaronpuATHOM UCX0LE BO3MOXKHA TpaHcopma-
uma cuHgpoma Becta B cuHppom JleHHokca-lacto [30].
[leTn ¢ «KpUNTOreHHbIM» CUHAPOMOM WMENN NyYyLnii
nporHo3 [24]. B nccnenosanum Altunel A. et al. (2015)
Hanbosiee 611aronNpPUATHLIA MPOrHO3 UMENN LeTun ¢ Le6ro-
TOM CNa3MoB N03)e 3 MeC. 1 PaHHUM Ha4anom Tepanum —
MeHee 6 mec. oT Havana MC. Y naumeHTOB C 3a[ep>KKOM
nieveHuns 6onee 11 mec. nccrnegoBartenn He 0TMeYanu no-
3UTUBHOIO 3(ppeKTa B OTHOLLEHNIN PA3BUTUSA AeTel, He-
cMOTp#A Ha npekpatteHune C [49].

Taknm 06pa3om, NMPOrHo3 cuHapoma Becta 3aBucut
0T aTnonorum 3abosieBaHns, so3pacra gebtora cnasmos
N CBOEBPEMEHHOCTW Hadvana tepanuu. ABTopam npej-
CTaBJISETCA, YTO B HaLLEW CTpaHe CYLLECTBYIOT npobie-
Mbl C paHHei AMArHOCTUKOM W afeKBaTHOW Tepanuen
(ocob6eHHO ropmoHanbHOW) cuHgpoma Becta. OgHUM
13 MyTen pelleHna npobrembl ABNAETCA pa3paboTka
POCCUNCKNX PEKOMEHOALNA N0 AUATHOCTUKE U NIEYEHUI0
3TOV TSHKENON ANUIENTNYECKON aHLedanonatum.
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