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Hcxoabl cusapoma Becma: 063op numepamypbl U co6cmBeHHbIe AaHHbIE

T.M. IlpsiryHoBa
Heeponoeuueckoe omoenerue 045 demeti ¢ NOPANCEHUEM YEeHMPANbHOU HePBHOU cucmembl U HapyuieHuem ncuxuku I'bY3 HO
«Huxcezopoockas obnacmuas demckas kaunuueckas 6oavrhuya»; Poccus, 603136 Huxcnuit Hogeopoo, ya. Baneesa, 211

Konumaxmeot: Tamosna Muxaiinosna Ilpsieynosa p-tanchita@yandex.ru

Cmambs nocesaujeHa AeueHuro U npoeHO3UPOBaHUIo ucxo006 cunopoma Becma. Ha ocnosanuu ananuza daHHsix aumepamypol U cOOCMBEHHbIX
OaHHbBIX BbINOAHEHbI OUEHKA I deKmUBHOCMU NeueHUs: U NONbIMKA NPOSHO3UPOBAHUS UCX0008 3a001e8aHUS C YHemOM AHAMHE3A, CeMUON0-
2uU NPUCMYnos u 8o3modcHocmeti mepanuu. Mznodxncena cmynenyamas cxema aeverus cundpoma Becma u oyenensi pezyssmamot npume-
HeHUs Pa3NuYHbIX NPEenapamos, GKA4Aas albnpoam, eueabampun’®, reeemupayeman, geHobapbuman, kaonasenam u monupamam. Om-
OenvHoe 6HUMAHUe YO0eaeHO oAU 20PMOHOMEPanuu, NPO0eMOHCMPUPOBAHA ee 8bicoKas Ipdexmuenocms. Boidenensl Haubosee 3Ha4UMble
npoeHocmuueckue Kpumepuu ucxoda dannoi namoaoeuu. Ha ocnoganuu danneix aumepamypul u co6CmMEeHHbIX OAHHBIX YCMAHOBAEHO,
umo npeduKmopamu HebAa2onpUsmMHo2o ucxoda cunopoma Becma seastomes cumnmomamuveckue opmol 3a001e6anus (cmpyKmypHas,
2eHemuyeckas, UHQeKYUOHHAs), NPUBHAKU HapYueHUs Hep8HO-NCUXU1ecko2o pasgumus do de6loma cnasmos, 8o3pacm debloma cnazmog
>8 mec, Haauuue Opyeux NPUCMYNO8 Kpome SNUAeNMUYEeCKUX CRA3MO08, He00X00UMOCMb NOAUMEPanUU aHMUINUAeNMUYeCKUMU npenapa-
mamu. [lamonoeus 6epemennocmu, nepuod adanmayuu, HeOHaAMAaNbHvle cyoopoeU, CMapmosds Mepanus U omeem Ha Hee He 8ce20a UMerom
3HA4eHue Npu NPOSHO3UPOBAHUU DEMUCCUU.

Karouesvie crosa: CUHapOM Becma, pemuccus, ncuxopeveeoe paseumue, npoeHo3uposarue ucxoaa, cOpMOHOmMepanus, anmusnuienmuvecKue

npenapamel, npeouKmopusl Ucxo0a
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OUTCOMES OF WEST SYNDROME: LITERATURE REVIEW AND OWN DATA
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Regional Children’s Clinical Hospital; 211 Vaneeva St., Nizhniy Novgorod 603136, Russia

The article is devoted to the treatment and prediction of outcomes of West syndrome. The analysis of literary and own data was carried out.

Was estimated the effectiveness of treatment and predicted the outcomes of the disease by data of anamnesis, seizures and the possibilities of
therapy. The article presents a stepwise scheme for the treatment of West syndrome and evaluates the results of the application of various drugs,

including valproic acid, vigabatrin®, levetiracetam, phenobarbital, clonazepam and topiramate. Special attention is paid to the role of hormone
therapy, demonstrated its high efficiency. The most significant prognostic criteria for the outcome of this disease are identified. These criteria
are based on literature and our own data. Predictors of an adverse outcome of West syndrome include: symptomatic forms of disease (struc-
tural, genetic, infectious), impaired neuropsychological development before onset of epileptic spasms, age of spasms onset more than § months,

the presence of other seizures types in addition to epileptic spasms, the need for polytherapy of antiepileptic drugs. The pathology of preg-
nancy, the period of adaptation, neonatal seizures, starting therapy and the response to it are not always important in predicting remission.
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BseneHue anexkTposHuedanorpamme (BDI) B Buae rurncapuTMmun
CungpoM Becta — miameHdyeckas snujenTuyeckas 1 3aePXKKOM IICMXOMOTOPHOTO pa3ButTus [2, 9]. JlaHHBII
sHIIedaTonaThs, XapaKTepU3yIOIIascsa TPUAIO CUMII-  OWArHO3 MOXET OBITh TaKXKE YCTAHOBJICH MPU HAIMINU

TOMOB: MH(PAHTWILHBIMU CITa3MaMU, U3MEHEHUSIMU Ha 2 MPU3HAKOB U3 3 mepevyncieHHbIX [2]. 3aboeBaeMOCTb

*[1pemnapaT He 3aperucTpupoBaH B PD.
*The drug is not registered in the Russian Federation.
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cocraBisgeT okoyo 2—3 ciaydaeB Ha 10000 XUBOpOXIEH-
HBIX ¥ MpeolianaeT y aeTeil mepsbix 6 Mec xkusHu [22, 32].
Llenpro Tepanum ciayXat KynmipoBaHUE IIPUCTYIIOB, OJIO-
KMPOBaHNE MHTEPUKTAILHOM! 3MMIenTU(OPMHOMN aKTUB-
HOCTHU U yJIyUYIIEeHWE IICUXUIECKOTO Pa3BUTHUS peOeHKa
[8, 16]. B neyenuu cunapoma Becra ncronp3yor MeanKa-
MEHTO3HYIO Tepamnuio, KeTOTeHHYIO TUETy U XUPyprude-
CcKoe BMeaTenbeTBo [12, 14, 17, 31]. HecmoTpst Ha 601b-
11O MUPOBOI OIIBIT JICYCHUSI, HE CYILIECTBYET €AUHOTO
MOJX0/Ja K BEIOOPY mpernapara 1-if JTMHUK, 103 Ha3Hava-
€MBIX CPEJICTB U MPOJOKUTEIbHOCTH Teparuu [24, 30].
Ucxonwl y neteit ¢ cunapomoM BecTa pa3nnuHbI U 3aBUCST
OT MHOXecTBa ¢akTopoB [21, 27].

I1pu ananm3e ormyOJMKOBAHHBIX PE3yIbTaTOB UCCIe-
JIOBaHWI MOXHO BBIICIUTH IPOTHOCTUYECKN 3HAYMMBIC
daxkTopsl Mcxona cuHapoma Becra. B nepBylo ouepenn
3TO 3THoJIorndyeckue dakTopbl. Hambosee pacrpo-
CTpaHEHHBIMU IIPUYMHAMHU CUHApoMa Becra ciyxar
IepUHATAJbHBIC TTOPaXKeHUSI HEPBHOM CUCTEMBI U 1Ie-
pebpanbHbie MaabdopMaiy. Ty0epo3HbIi CKIIEPO3 BBISIB-
Js110T B 6—8 % ciryyaeB. Ocoboe MeCTO B 3TUOJIOTMYECKOM
CTPYKTYpeE 3aHUMAIOT TeHeThudeckue ¢opMbl CMHApOMa [7,
13, 15, 20, 28, 33].

Bonpiioe 3HaYeHWE MpU IMIPOTHO3MPOBAHUU MCXOIA
3a00JIeBaHUSI UMEIOT BO3pacT JebloTa M HaJIMUKMe HEBPO-
JIOTUYECKOTo neduiinTa 10 MosBlIeHus cria3mos [1, 7, 10,
28, 29, 33]. Hemanoe KOau4ecTBO pabOT IOCBSIICHO M3-
YYECHHUIO MPOTHOCTUYECKOM POJIM THIIA CITA3MOB, a TAKXKE
MIPUCTYIIOB, BO3HUKAIOIINX 10 WX ITOCJIe Ne0ioTa cra3-
MoB [7, 10, 23, 28, 33]. [losiBaeHnEe TUIICADUTMUU U €€
0oJIBIIIasT TIPOIOJKUTEIBHOCTD TaKXKe SBIISIOTCS KpaiftHe
HeOMaronpuaTHBIMU (haKTOpaMU IIPU OIIPEASACHUHN TIPO-
ruosa cunapoma Becra [1, 15, 19, 23, 25, 26]. HauboJee
3HAYMMBIM IIPOTHOCTUYICCKUM KPUTEPUEM SIBJISIETCS CBOE-
BPEMEHHOCTh M 3(P(PEKTUBHOCTD JIeUeHUs . BLIOOp Ipe-
mapara 1-i TUHAM, OTBET Ha HAYajo Tepaluu, a TaKKe
IIPOIOJKUATETLHOCTD IIEPHOIA OT YCTAHOBJICHMS TUAarHO3a
o Havana tepanuu [3, 4, 5, 11, 18, 20, 28, 33].

Hauboiee KpyImHBIM KccliefoBaHUeM cUHApoMa Becra
cayxut padota R.S. Riikonen (2001), B KOTOpOIi IIPOBO-
IWJIOCH TMHAMMWYEeCKOoe HaOJoaeHe 3a Ipymmnoi us 214
nereit B redueHue 20—35 et WM 40 JETAIbHOIO MCXO0aa
[29]. ABTOpOM OBLT OIMCaAH PSII KPUTEPHUEB, KOTOPHIE MOXK-
HO CYMTATh IPOTHOCTHYECKU OJIATOIPUSITHBIMU: KPUIITO-
TeHHasT 3TUOJIOTHsI, BO3pacT Havaa 3aboeBaHus >4 Mec,
OTCYTCTBHE aTUITMYHBIX ¥ (DOKATILHBIX IIPUCTYIIOB, OTCYTCT-
BHE aCUMMETPUYHBIX M3MeHeHUT Ha DT, paHHee Hayauo
JIeYeHUsI, paHHUI ¥ CTOMKMI OTBeT Ha Tepanuio. BMmecte
C TeM HCCJICMOBAaHME IT0KA3aJI0, YTO OJIarOIPUSITHBIN MC-
XOII MOXET OBITh JOCTUTHYT HE TOJIBKO ITPY KPUIITOTCHHOM
¢dopmMe 3a00J1eBaHUS, a O IIPOTHO3E MOXKHO FOBOPUTH YXKe
MpU IEPBOM KIIMHUYECKOM OCMOTpe nauueHTa [21, 28].

Ilean uccienoBanus — BBISIBJICHUE ITIPOTHOCTUYECKIX
KpUTEpHEB Mcxona cuHapoMa BecTa ¢ yaeTom aHamHe3a,
CEMMOJIOTUH IIPUCTYIIOB X BO3MOXHOCTEH Teparuu.

Mamepuanbl u Memopibl

MarepuanomM ucciaegOBaHUs CIYXWIM JaHHbBIE Ka-
TaMHe3a (YaCTUYHO JaHHBIE UCTOPUiA Ooe3Hn) 82 meTeit,
MMPOXOAUBIIMX oOcJiemoBaHue U JieueHne Ha 6a3ze I'BY3
HO «Hwmxeroponckast obnacTHas AeTCKas KJIMHUYECKas
o6onpHULA» B epron ¢ 2000 mo 2018 r. Bo3pact nereit
BapbupoBai or 6 Mec 1o 16,5 roga. CooTHoIIEHNE TTa-
IIMEHTOB MYKCKOI'0 M XXEHCKOTO ITojia coctaBuiio 52:30.
B 74 % cnydyaeB BbISIBIIEHa cUMITOMaTtudeckas dopma
3a00J1eBaHMS (CTPYKTYpHasl, TeHETUIeCcKast, MH(PEKIIMOH-
Has), B 24 % ciy4aeB 3THOJIOTHsI HE YCTaHOBJIEHA (110 IIpe-
IBIIyIIei KiaccuuKalluy — UAUOIAaTUIeCKe (pOpPMBI)

(puc. 1).

1(2%)

[ HeonatanbHas natonorus: rumoKcuuecku-ueMuyeckan SHuedanonarua (13 cnyuaes) +
remopparuyeckuit HCynbT (BHYTpUXeNyA0uKoBoe kposousnuanme) (10 cnyyaes) +
runoraukemus (2 cnyyan) + sHuedanur (2 cnyyan)/Neonatal pathology: hypoxic ischemic
encephalopathy (13 cases) + hemorrhagic stroke (intraventricular hemorrhage) (10 cases) +
hypoglycemia (2 cases) + encephalitis (2 cases)

[7] CrpyKTypHble aHoManuu: GoKanbHas KopTukanbHas Jucniasus (3 cyuan) -+ BpoXaeHHbIe
nopoKu pa3sutua (7 cnyyaes) + cunapom Aitkapaw (2 cnyvas)/Structural anomalies: focal
cortical dysplasia (3 cases) + congenital developmental disorders (7 cases) + Aicardi syndrome
(2 cases)

. Ty6epo3Hblit cknepo3 (8 cnyuaes)/ Tuberous sclerosis (8 cases)

I TeneTuueckue GopMbi: HaCTeACTBEHHbIe Gonle3HM 06MeHa BellecTB (6 Cyuaes) + MyTaLua
SCNTA (1 cnyvait) 4+ myTauma MTHFR (1 cnyyait) + xpomocomuas natonorus (46 XY add16q)
(1 cnyvait) + cunppom Munnepa—[ukepa (1 cnyyait)/ Genetic forms: inherited metabolic
diseases (6 cases) + SCN1A mutation (1 case) + MTHFR mutation (1 case) + chromosomal
pathology (46 XY add16q) (1 case) + Miller—Dieker syndrome (1 case)

. MocnepcTBuA YepenHo-Mo3roBoil TpaBMbl (1 cnyyaid)/ Consequences of brain injury (1 case)

. MenunrosHuedanut (3 cnyyan)/Meningoencephalitis (3 cases)

Puc. 1. Cumnmomamuueckue gpopmvr cundpoma Becma
Fig. 1. Symptomatic forms of West syndrome
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IIpu olieHKe aKyllIepCKOro aHaMHe3a IaTOJIOTUS
OepeMeHHOCTH BhisiBIeHa y 87 % JeTeii, MaToJIOrusl po-
OB — y 28 %, Hanmnune HeOHATAIbHBIX cyaopor —y 29 %
(u3 Hux 50 % nosyyany aHTURIWICITUYECKYE ITpenapaThl
(ADII)). ¥V 28 % nmaumeHTOB OlieHKA IO IKaje Anrap
MPY POXKIECHUN HE MpeBbIiana 6 6amnos. o nebora nH-
(baHTUIIBHBIX cTIa3MOB Y 44 % neTeil pa3BUTHE COOTBETCT-
BOBAJIO BO3pacTHOM HOpMe, 51 % He uMeIu 04aroBoOit
HEBPOJIOrMYeCKOi maToysoruu. I1o JaHHBIM KaTaMHe3a
BBISIBJIEHO, 4TO Y 32 % OeTeil perucTpUpOBalMCh Ka-
KMEe-JIMOO MPUCTYIMbI 10 Ae0I0Ta 3MUIENITUYECKUX CIla3-
MOB, 26 % nony4yanu ADII no gebora cria3mMoB.

IIpoBemneHa orieHKa Bo3pacTa ae0ioTa Cria3MoB (puc. 2)
U HUX XapaKTEPUCTUK C IIOJCYETOM KOJIMYECTBA CIIa3MOB
3a cyTKH (puc. 3). OTMeYeHO 3HAYUTEILHOE ITpeodIagaHe
dnekcopHbix (78 %) cepuitHbix (90 %) CUMMETPUYHBIX
(67 %) cnazmoB. Ha D3I B 66 % city4aeB perucTpupoBain
runcaputMuio (y 13 % nereit HeT naHHBIX) U B 13 % — de-
HOMEH <«BCIIbIIIKAa—cynpeccust». ¥ 90 % nmereir oTMedyeH
perpecc pa3BuTH B 1e0roTe cria3mMoB. B 77 % city4aes crias-
MBI ObLIM HE eAMHCTBEHHBIM TUIIOM HNpUCTYIIOB. [Ipenmy-
LIECTBEHHO PETUCTPUPOBaIUCh okaibHbie (25 %) u 6u-
JlaTepalibHble TOHMKO-KJIOHUYecKre Mpuctymbl (10 %);

B 65 % ciydaeB IPUCTYIIbl HOCUIM ITOJIMMOPMHBIIA XapaK-
tep. [logpoOHas xapakTepUCTUKaA UCCACIYeMOU TPYIIIbI
npeacrapiaeHa B TabJr. 1.

OmHUM 13 aHAIM3UPYEMBIX IIapaMeTPOB OBLIN CTPYK-
TypHBIC U3MEHEHUSI TOJIOBHOTO Mo3ra. Ha puc. 4 rtokaza-
HO pacIIpeie/IeHre AeTeit 1o 3ToMy KpuTeputo. OTMedeHO,
4yTO JIulIb Y 9 % MalyeHTOB 110 JaHHBIM HeHAPOBU3YaIv-
3aLIMU TIATOJIOTUHU BBISIBJICHO HE OBLIO.

IIpu onieHKe CBOEBpEMEHHOCTH Havajia TepaIiy BbI-
SIBJICHO, YTO OOJIBIIIMHCTBY AeTel MeINKaMEHTO3HOE JIeue-
HUe Ha3HavyaJu CITycTs 2—4 Hel ¢ MOMeHTa J1e0roTa crias-
MOB, TIPY 3TOM 4acThb AeTeil yxke mmoaydanu ADII B cBs13n
C SMWICTITUICCKUMU TPUCTYIIAMK IPYTOro Xapakrepa,
BO3HUKIIIMMHU 0 AebioTa cra3mMoB (puc. 5). B kauecr-
Be Tepanuu 1-il TMHUU IPUMEHSUIN MPEUMYIIEeCTBEeH-
Ho Basbnpoar (73 %), B 4 % ciyyaeB — (eHOGApOUTAT,
KOTOpBII Ha3HAYaIM eIll¢ B HEOHATAJbHOM IIepHUOE.
VY 11 % nanueHTOB B Ka4eCTBE CTAPTOBOI Tepanuy Ha3Ha-
YyaJu JieBeThparneTaM. Takke B peIKUX CIydasx JIeUeHue
HauYMHaJIM C IIpueMa KJoHasemnama (2 % ciiydaes, JaH-
Hele 2001 r.), kapbamasernusa (1 %) u Tonupamata (2 %).
BurabaTpuH B MOHOTepaliMM Kak Iipernapar 1-i JUuHUU
npuMeHsun B 5 % cinydaeB. KoMOMHUPOBaHHYIO TEPAIIiO
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Puc. 2. Bospacm debroma cnazmog

Fig. 2. Age of onset of spasms
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[ Enuuunbie/Single Il [o500/Upto500

] Roso/tptoso [ ] bescuera/Countless

. N0 100/Up to 100 . Het pauHbix/No data

Puc. 3. Koauuecmeo cnazmos 6 cymku

Fig. 3. Number of spasms per day

Ta6auua 1. Xapaxmepucmuxa nayuenmoe

Table 1. Characteristics of the patients

Characteristic

TTaronorust 6epemeHHOCTH, %

4

B pe3yJbTaTe IPUCOEAMHEHUS MpenapaToB 1-il TUHUK
nosryyaau 27 % nereii.

IIpu neyennu cuHapoma Becra yacTto mpUMeEHSIOT
TOPMOHAJIbHYIO Tepanuio. B JaHHOM ucclief0BaHUU TOJIb-
KO 32 % neteii He MOJIy4Yaayd FOPMOHANIBHBIX IIPEapaToB,
54 % nauMeHTOB IOJYYMIU KYpC IeKcaMeTa30Ha BHY-
TPUMBIILIEYHO, 7 % — CMHAKTEH JErO BHYTPUMBIILIEYHO,
5 % — xopted peros,2 % — NPeIHU3OJIOH per 0S.

YV 76 % neteii K NedyeHUIO ObUTM JOOABJIEHBI IpeIa-
paThl 2-ii tMHUU, y 52 % — 3-ii TMHUU Tepaluu, a Jajlb-
Helmas Koppekunst KomouHanun ADIT morpeboBaiach
y 44 % nauueHToB. [1oBTOpHbBIE KYpChl TOPMOHAIBHOM
Tepanuy ObUIU POBEAEHEI B 26 % ciydaes.

Pe3ynbmambi

B pesysibraTe mpoBOAMMOIi Tepauy JOCTUYb PEMUCCUN
C KyITMPOBaHMEM BCeX BUIOB ITPUCTYIIOB yaaiock B 30 % ciy-
yaeB. Cria3aMbl ObUTH ITOJTHOCTBIO KYIIMPOBaHbI Y 54 % maiu-
€HTOB (C COXpaHEHUEM IPYTUX BUIOB IIPUCTYIOB). Y mamm-
€HTOB C CUMITTOMaTUYeCKMMU hopMaMiu cuHapoMa Becra
yacToTa Ky[MpOBaHMsI CriasMoB coctaBuia 48 %, yacrora
JOCTVDKeHUsT peMuccuu — 21 %; y MalueHTOB C Hen3BeCT-
HOM 3THOsI0rMEl 3a00eBanust — 71 1 57 % COOTBETCTBEHHO.

B pesynbrare Tepanuu 1-if IMHUM ¢ IPUMEHEHUEM
MpenapaToB BAIBIIPOEBOM KUCIOTHL B MOHOTEPAIIAKM CTOM -
Kuii apdext monyueH y 9 % nauuenToB. B pesyibrate

Disease of unknown etiology
(A0

Symptomatic disease (n = 61)

Pregnancy pathology, % 84 81
TIpexneBpeMeHHbIE ponbl*, % 36 5
Premature birth*, %
OreHKa 110 mKayie Anrap <6 6amios**, % 33 10
Apgar score <6**, %
HeonaranbHbie cynoporu***, % 34 10
Neonatal seizures™**, %
Hanuuue Apyrux TUIMOB MPUCTYIOB 10 AebioTa crna3moB, %

- . 31 33
Presence of other types of seizures prior to onset of spams, %
Hanuuwne snunentudopMHO aKTUBHOCTU
Ha 3JIEKTpOsHIIearIorpaMme 10 Ae6ioTa cria3mMoB, % 16 5
Presence of epileptiform activity on the encephalogram prior to onset of spams, %
HopmanbHoe HepBHO-IICUXUYECKOE Pa3BUTHE JI0 Ae0I0Ta cria3MoB*, %

. » 33 76
Normal motor and mental development prior to onset of spams*, %
OuaroBasi MaToJIorus 10 AeO0Ta cra3MoB™***, % 56 24
1 sokok

Local pathology prior to onset of spams***, %
MaxkcumanbHbIi IEPUOJ OT YCTAHOBJAEHMS TMAarHo3a 10 Hayaia
JICYCHHUS, MEC 54 15

Maximal time from diagnosis to start of treatment, months

—_
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Oxonuanue mabn. 1
End of table 1

Disease of unknown etio

Symptomatic disease (n = 61) (n=21)

TIprieM aHTUANMIEITUYECKMX TIPEIApaTOB 10 Ae0I0Ta cria3MoB**, % 30 10

Introduction of antiepileptic drugs prior to onset of spams**, %

®rekcopHble criasmbl, %
Flexor spasms, %

TuncaputMus Ha seKTposHLedaTorpaMmme***, %
Hypsarrhythmia on encephalogram***, %

DoxkanbHas aMIeNTH(HOPMHAsE aKTUBHOCTD, %
Focal epileptiform activity, %

*p <0,001.
**p <0,05.
xxxp <0 0],

79 76
61 24
23 14

[ Orcyrcraue ovarosoit natonorun/
The absence of focal pathology

[ Lnddysuoie nsmenenus/Diffuse
changes

JlokanbHble u3meHeHua/

Il Her nannbix/No data
Local changes

Puc. 4. Usmenenus na MaZHumHO-peS’OHaHCHOﬁ momoepamme 20/108H020
Mo3ea

Fig. 4. Changes in the magnetic resonance image of the brain

npucoeqrHeHYsI K ADI1 TIIIOKOKOPTUKOCTEPOUIOB YIATIOCh
JIOCTUYb PEMUCCUU cIa3MOB y 18 % neteit. Y 65 % mauu-
eHTOB 3 (eKT HOCUII BpeMeHHBIN XapakTep. Y 12 % nereit
MPpUMEHEHNE TOPMOHAIBHBIX IIPETAPATOB He A0 HOJI0XM -
TEJIBLHOTO pe3yibrara. bosbias 3¢ GeKTUBHOCTb TOPMO-
HaJIbHOM TE€PAIMK BbISIBIEHA B IPYIIIIE MALIMEHTOB C CUMII-
ToMaTJecKoi (hopMoii cuHapoMa BecTta, rie mpuMeHeHne
FOPMOHAJILHOM TePaIiu IIPUBEIO K KYITMPOBAHMIO CIIA3MOB

B 38 % cnyuaeB, U B IpyIlIe MALMEHTOB C HEU3BECTHOM
STHOJIOTUEN 3a00JIeBaHMS, THe MOJIOKUTEIBbHBIN 3P deKT
JOCTUTHYT B 29 % ciydaes.

JnutenbHas peMUCcCUsl ObUIa JOCTUTHYTA M COXPaHsI-
J1ach Ha (hoHe MOHOTepanuu B 28 % city4yaeB, Ipu JeYeHUN
2 npemnaparaMu — B 52 %, npu npyMMeHeHuu 3 Ipernapa-
ToB — B 12 %. OtMeHuTh ADII ynanock y 2 (8 %) nerei.

TurncapuTMmus B mpolecce pocta pedbeHKa U KOppeK-
LMK Tepaluu IpeTepleBasa U3MEHEHUS B MYJIbTUpPE-
ruoHaspHy0 (27 % cnyvaeB), peruoHanbhHylo (38 %)
¥ 1uddy3Hyio snuaentudopMHYI0 aKTUBHOCTD (15 %).
V 10 % mauneHTOB TUIICAPUTMUS COXPAHSIETCST B IMHA-
MuKe, Y 6 % snunentudopMHas akTUBHOCTh HE peru-
ctpupyercs, y 4 % nereil HET JaHHBIX 00 M3MEHEHMSIX
Ha DOI. Y 13 % nereil perucTpupoOBaIOCh MEPUOIAYE-
CKOe perHoHalbHOe 3aMmemieHue. [Ipy 3ToM Ha pa3HbIX
BO3pacCTHBIX 3Talax y OJHOIO U TOro Xe pebeHKa Moria
PErMCTPUPOBATHCS AU TU(GOPMHAsE AKTUBHOCTh pa3-
JIMIHBIX BUAOB (nucdy3HAI U peruOHAIbHAS, C IIEPHO-
INYEeCKUM PEeTMOHAIbHBIM 3aMeIJICHUEM I 0e3 HEero).

KoMmneHcupoBaHHOE MOTOpPHOE pa3BUTHE OBLIO
OTMEYEHO JOCTOBEPHO Yalle y IETE C HEU3BECTHOU
aTuosiorueit 3aboneBanus (67 %) B cpaBHEHUU C CUM-
nTomMatudyeckumu popmamu cunapoma Becra (31 %,
p <0,01). IIpu onmeHKe KOMIIEHCAIIUU TICUXUIECKOTO
Pa3BUTUS TOCTOBEPHBIX PA3IM4Mii B IPyIIax He MOJy-
YeHO, XOTS YacTOTa ObLIa BEIIIE y JeTel C HEM3BECTHOM
aTHooTUel 3aboseBanus (14 %), 4eM TIpU ero CUMII-
ToMaTudeckux dopmax (2 %). [Ipu 3TOM I1OCTOBEPHO
yalie y JeTeil ¢ HeM3BeCTHOM 3THOI0rueit 3a001eBaHUs
dopMUpOBaIUCh AyTUCTUKOIIOAOOHbIM cuHaApoM (43 %
npotuB 15 % npu cumntTomMaTudeckux gopmax, p <0,05)
u nepexon B cuHapom Jlennokca—Iacro (19 u 2 % coort-
BETCTBEHHO, XOTS JOCTOBEPHBIX PA3IMYMii 110 TAHHOMY
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Yucno gereir/ Number of children

Puc. 5. Bpems om debroma cnazmos 0o Havasa mepanuu
Fig. 5. Time from onset of spasms to start of therapy

rnmapameTpy He noJiydeHo). JlocTtoBepHO pexe HeBpOJIO- B Tabn. 2 mpencraBneHa 3aBUCUMOCTb YacCTOTHI J10-
TUYECKUI Ne(PUIIUT OTMEYaIN Y NEeTeil C HEM3BECTHONW  CTUKEHMSI PEMUCCHUU OT pa3IuuHbIX (pakTopos. B tab. 3
STHOJIOTHEN 3ab0oyieBaHug — 57 % mereil 6e3 04aroBoil MpeACTaBIeHbl JaHHbIE O YACTOTE JABUraTEIbHBIX U KOT-
MMaToJIOTu B cpaBHeHUU ¢ 10 % B TpyIIie ¢ CUMIITOMa-  HUTUBHBIX HAPYIICHWI B 3aBUCUMOCTU OT MOCTHKCHUS
THIecKoit popmoii cuHapoMa Becra (p <0,001). PEMUCCUM.

Taomua 2. Yacmoma docmudicerusi peMUcCUul 8 3asUCUMOCMU OM PasAu4HbIX gakmopos, %
Table 2. Remission rate depending on various factors, %

Characteristic Remission achieved Remission not achieved

IlaTonorust 6epeMeHHOCT 8 43
Pregnancy pathology
IlaTomorust pomos
Delivery pathology 26 29
HeonaranbHbie cynoporu 21 36

Neonatal seizures

OneHka 1o mkaie Arrap <6 6ajuioB
26 31
Apgar score <6

Hanuaue npyrux TMIIOB MPUCTYIIOB 10 1e0I0Ta CIIa3MOB 97 13
Presence of other seizure types prior to onset of spasms

HopmanbHoe HepBHO-TICUXUYECKOE PA3BUTHE
110 ne6roTa cra3mMoB* 44 20
Normal motor and mental development prior to onset of spams*

—_
w
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Characteristic

OuaroBag IaToJIOTHUS a0 z[e610Ta CI1asMOB
Local pathology prior to onset of spams

TTpuemM aHTUBMWIENTUYECKUX MTPErapaToB
10 1e010Ta Cria3MoB
Introduction of antiepileptic drugs prior to onset of spams

CHUMMETpUYHBIE CITa3MbI
Symmetrical spasms

Menee 100 crma3MoB B CyTKH
Less than 100 spasms per day

JleGroT cra3MoB 10 4 Mec
Onset of spasms prior to 4 months of age

Je6roT cria3MoB B 4—8 Mec
Onset of spasms at 4—8 months of age

JleGroT cria3MoB Tociie 8 Mec*
Onset of spasms after 8 months of age*

Hauaio neyeHus B TeueHue 1 Mec ¢ MOMEHTa

nebrTa crna3MoB
Start of treatment in the 1 month after onset of spasms

Tlaronorust 3peHms**
Vision pathology**

ITaTomorus cimyxa***
Hearing pathology***

M3MeHeHnsT Ha MAarHUTHO-PE30HAHCHOM
TOMOIpaMMeE
Changes on the magnetic resonance images

TurncaputMust Ha 3/1eKTpo3HLIehaTorpaMmme
Hypsarrhythmia on encephalogram

IIpuMeHeHe TOPMOHOTEpAITI
Use of hormone therapy

BAddekT oT cTapTOBOI Tepanyu MpernaparamMmu
BaJIbIIPOEBOI KUCIOTBI
Effect from starting therapy with valproic acid drugs

CraproBasl Tepanysi BATabaTpHMHOM
Starting therapy with vigabatrin

IIpucoenuHeHre APYruX TUTIOB MPUCTYIOB™
Addition of other types of seizures*

TTonmurepanms**
Polytherapy**

*p <0,05.
**p <0,01.
*xxp <0001,

CHILD
NEUROLOGY

4

OxoHnuanue maba. 2
End of table 2

Remission not achieved

Remission achieved

28 33
30 31
33 26
33 26
24 33
38 17
10 33

27 (HeT meTeil ¢ KOMIIEHCUPOBaH-
HBIM IICUXOPEYEBbIM 1 MOTOPHBIM
DPa3BUTHEM)

27 (no children with compensated
mental, verbal and motor development)

39 (u3 Hux 14 % ¢ KOMITEHCUPOBAH-
HBIM TICUXOPEYEBbIM 1 MOTOPHBIM
pa3BUTHEM)

39 (among them 14 % with compensated
mental, verbal and motor development)

17 45
0 64

28 (mucdysubie 24 %,
JIoKaJbHbIE 43 %) 57

28 (diffuse 24 %, local 43 %)
30 35

38 (cuHakTeH geno 9 %,
nekcaszoH 73 %, kopred 11 %,
MpeTHU300H 7 %)

38 (synacthen depot 9 %, dexasone 73 %,
cortef 11 %, prednisolone 7 %)

28 (cuHakTeH gemno 12 %,
nexcaszoH 82 %, kopred 6 %)
28 (synacthen depot 12 %, dexasone
82 %, cortef 6 %)

8 (IIpu 3TOM cria3mMbl KYITMPOBaHbI
B 18 % ciyuaeB) —
8 (spasms stopped in 18 % of cases)

25 (TIpu 3TOM CTIa3MBbI KYITUPOBAHBI

B 25 % ciy4aeB) —
25 (spasms stopped in 25 % of cases)

24 55

11 40
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Taomua 3. Yacmoma 0sueamenbHbix U KOSHUMUBHBIX HAPYUICHUTL
6 3asucumocmu om docmudicerust pemuccuu, %

Table 3. Rate of motor and cognitive disorders depending on
achievement of remission, %

Remission
is not achieved

Remission
is achieved

Characteristic

KoMneHcrupoBaHHOE MOTOP-

HOE pa3BUTHE™ 7 27
Compensated motor

development*

KOMI'[CHCI/IpOBaHHOC TICUXU-

YECKOE pa3BUTHE 12 2
Compensated mental development

OrtcyrcTBUe peun™ 16 79
Absence of speech*

AyTUCTUKOTIOAOOHBIA

CUHIPOM 20 23
Autism-like syndrome

Cunnpom JlenHokca—TIacto 4 7

Lennox — Gastaut syndrome

*p <0,001.
e

06cy:xneHue

CornacHO NoJlyYeHHBIM pe3y/IbTaTaM 9acToTa JOCTH -
XKEHUSI PEMUCCHU OblIa HIDKE MPU CUMITTOMATUYCCKUX
dopmax cuHapoma Becra, 4TO KOppenupyeT ¢ TaHHBIMU
3apy0exXHBIX ccienoBanuii [1, 7, 15, 20, 29].

VY nmereit ¢ cuMnroMaTuueckoil (popMoii cuHIpOoMa
Becra B anamHe3e yalle BCTpedaeTcs yKa3aHUe Ha IIpe-
XKIeBpPeMEeHHBIE POIbI, HEOHATAIbHBIC CYIOPOTH, HAIMYILE
0YaroBO MaTOJIOTWH 0 AeOI0Ta CIIa3MOB, PETUCTPALINIO
runcaputMum u rmpueM ADIT 1o nebiora cma3MoB.

CumniromaTyeckas (popma cuHapoma Becra B cpas-
HeHUU ¢ POPMOIi ¢ HEM3BECTHBIM 3TUOJIOTUYECKUM (pak-
TOPOM SIBJISIETCS IIPOTHOCTUYECKU MEHee OJIarOIIpUSITHOM,
IOCKOJIbKY IIPU HEM pexke TOCTUTAeTCS PeMUCCHS U Ja-
1Ie OTMEYAIOTCSI HapyIIeHUsI IICUXOMOTOPHOTO pa3BU-
TS, 4YTO coroctaBuMo ¢ gJaHHeIMU D. Nikoli¢ 1 coaBT.
(2012) [23]. M. Dijuric u coabrt. (2014) Takke oTMeJaIOT
XOPOIIIYI0 KOMIICHCAIIAIO IICUXMYECKOTO Pa3BUTHUSA Y AeTei

4

Mpy uarornarudeckoi ¢opme 3abosaesanus [6]. Joctu-
JKEHUE PEeMHUCCHUM ITOBBIIIAET BEPOSITHOCTH KOMIICHCAITNH
MOTOPHOTO 1 TICUXOPEYEBOTO Pa3BUTHSI, HO HE OKa3bIBaeT
ITOJIOXKUTEILHOTO BIUSHUS HA 9aCTOTY (DOPMHPOBAHUS
ayTUCTUKOIIOAOOHOIO0 CUHAPOMAa U cuHApoMa JIEHHOK-
ca—Tacro.

[Ipu cpaBHUTEILHOM aHAJIN3¢ PE3YIbTaTOB JICUCHMUS
YCTaHOBJICHO, YTO Ha (pOHE TOPMOHAILHOM TepaITiy ITaIi-
€HTBHI Yallle JOCTUTAIN PEMUCCUHU, YeM 0e3 Hee, a IIpueM
BUTrabaTprMHa HE BCeTHa IMPUBOIMI K JOCTIKCHHIO pe-
muccun. [TogooHble naHHbIe TToaydyeHbl B.P. Mohamed
u coaBT. (2011), KkoTopble TTOKA3IM IIPEUMYIIECTBO Te-
paIu TII0KOKOPTUKOCTEPOMAAMU TIepe BUTabaTpuHOM
B JICUYCHUM CIIa3MOB TP HEYCTAaHOBJICHHOI 3TUOJIOTUH,
B TO BpeMS KaK IIPM CHUMIITOMAaTHYECKON (hOopMe CHH-
npoma Becrta yeTKoro rnpermyliecTBa B BBI0OOpe TOro Win
MHOTO MperiapaTa BhISIBICHO He Ob11o [20].

Tuncapurmus gaiie perucTpupoBagach P CUMII-
TOMaTUUYECKUX (popmax 3a00JIeBaHUsI, YTO KOPPEIUPYyeET
¢ naHHbiMU Z.R. Primec u coabrt. (2006) [25].

YacroTa pa3BUTHS APYTMX IPUCTYITOB NTOCIIE Ne6I0Ta
CcIa3MoB OblJ1a BBIIIE ITPU CUMIITOMATUYECKOM (hopMe
cunapoma Becta, mpuyem B 250 % citydaeB IIPOUCXOAM-
J1a TpaHcdopmanus B GoKaJabHble U MYJIbTH(HOKATbHBIE
¢opmel smtericun. [oydeHHbBIE TaHHBIE TOATBEPKIAIOT
pe3yJBTaThl MMPOBEJSHHBIX paHee ucciaenoBanuii [11, 25].

3aknouenue

Ha ocHOBaHUM MOJIy4eHHBIX TaHHBIX MOXKXHO BBIIC-
JITH CJICTYIONINE TIPEIUKTOPHI HeOJIarOIPUATHOTO UCXOa
cunapoma Becta: cumnromaruueckue (popMbl 3abose-
BaHMS (CTPYKTYpHasl, TeHeTHIeCKast, MH(GEKIIMOHHA),
HapyIlIeHHe HEPBHO-TICUXUYECKOTO Pa3BUTHUSA 10 AeOI0Ta
CMa3MoB, BO3pacT Ae0I0Ta Cria3MoB >8 Mec, HaIu4ue JIpy-
TUX TIPUCTYIIOB KPOME SIUJICITUYSCKUX CIIa3MOB, He-
obxogumocTh noautepanuu. [TaTonorus 6epeMeHHOCTH,
IepHOJ afaIlTalluii, HEOHATaJIbHBIC CYIOPOTH, CTapTOBasI
Tepalus U OTBET Ha Hee He BCerma MMEIOT 3HaYeHHE TIPU
NporHo3upoBaHuu pemuccuu. HeobxonumMo nposeneHue
MAJbHEMIINX UCCIEA0BAHUI, KOTOPHIC IIOMOTYT OIITUMM-
3UpOBaTh TAKTUKY JICUYCHMSI, OIIPEIEIUTh HEOOXOIUMBIC
CPOKM ITMHAMUYECKOTO HAOMIOACHUS U ITO3BOJIST IIPO-
THO3MPOBATh MCXO YXe IPU IIePBUYHOI KOHCYIBTALINU
pebeHKa.
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