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HpeI[CTaBJ'[eHLI KaTaMHECTHYCCKOC Ha6J’IIOZ[eHI/Ie 27 MMalMUEHTOB C CHHAPOMOM BCCT&, BO3pacT Z[eﬁ}OTa, OTHUOJIOTHA CUMIITOMA-

THYECKUX (hOpM, HEBPOJIOTHYECKasi CUMIITOMATHKA. MI3yueHa 3 (heKTHBHOCTD IIPOTHBOSMMICITHYECKOI 1 TOPMOHAIIBHOM Teparuu.
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The article is based on long-term observation of 27 patients with West syndrome, age of onset, etiology of symptomatic forms,
neurological status, efficiency of hormone therapy and antiepileptic drugs.
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BBenenue

Cunapom Becra (CB) oTHOCHTCS K SMUJIENITUYECKAM
SHIEe(ATONaThsIM JETCKOr0 BO3pacTa, MPU KOTOPBIX 3IIHU-
nenTiudopMHas aKTUBHOCTh Ha JICKTPOIHILE(AIOrpaMmMe
(O0I') BemeT K MPOTPECCUPYIOMIEH MCHXOHEBPOIOTHYIC-
ckoit mucynkunu. Kak mszBectHo, CB sBiseTcs 3aBucH-
MBIM OT BO3pacTa SMHJIENTUYECKUM CHHIPOMOM ¢ Je0ro-
TOM Ha NEepBOM rofy *Xu3HH. YacToTa 3abojeBaHUS CO-
craBisier 24—42 cinydyas Ha 100 ThIC. HOBOPOXKIICHHBIX
[4]. B 60% cny4aeB crpamaror Mmanpuukud. CB umeer
KPHIITOT€HHYI0 M CHMITOMAaTHYEeCKyio (opmsbl. JnarHo-
CTHYECKUMH KPHUTCPUSIMA CHHAPOMA SBILIFOTCS OCOOBIN
TUN OSNWIENTHYECKUX MPHUCTYNOB — WH(DAHTWIbHbIE
CIa3Mbl, XapakTepHble U3MeHeHNs BOH D01 B BUE T'HII-
CapUTMHH U 3a/Iep>KKa TICHXOMOTOPHOTO pa3Butus [1].

AXTyaJIbHOCTB Ipo0JIeMBbl N3y4YeHust cuHapoma Becra
ONpENENsIeTcsl €ro AOCTaTOYHO BBICOKOM 4acTOTOM — 10
9% cpenu SMUWIENTHYECKUX CHHAPOMOB B MOIYJISILMU
JeTeil paHHero Bo3pacta [7], MOJMATHOJIOTHYIHOCTHIO,
TSOHKECTHIO TEUCHHMS, BBICOKOH YacTOTOH TpaHchopMmarmn
B JpyTHe OSNHJICNTHYECKHE CHHIPOMBI, COIMPOBOXKAA0-
mmecst TiyOokol wmHBamunmusanuer [6]. Kak mpaswmio,
nH(aHTHIBHBIE CIIa3Mbl MAaHU(ECTUPYIOT ¢ BEICOKOH Yac-
TOTOH, TPYNIHUPYsCh B BHUJE KJIACTEPOB CEPUSIMU 10 He-
CKOJIBKHX COTEH B CYTKH. [IpM TakoM MHTEHCHBHOM pa3-

BUTHUM SNWICNTHYECKOr0 CUHIpPOMA, KaK IIpaBUJIO, CTpa-
JaeT nanpHeliiee (GopMHUpOBaHHE HEPBHOW CUCTEMBI,
no3ToMy pa3zpaboTka 3((EeKTHUBHBIX TepaneBTHYECKUX
MIPOTOKOJIOB SIBJSIETCS BaXKHOM 3a/1a4eil IETCKOM HEBPOJIO-
ruu [3].

Hens nccnenoBanus — wusydeHue 3()GHEeKTUBHOCTH
COBPEMCHHBIX CXEM JICUCHUSA CB B 3aBHCHMOCTH OT KIIH-
HHUYECKUX 0COOEHHOCTEH 3a00IeBaHus.

Matepuaj 4 MeTOIbI

B teuenune 7 ner mpoBoaminock HabmoaeHue 31 maru-
eara ¢ CB, oOpaTtuBmierocs B TUArHOCTHYECKUH IEHTP
o0acTHOM eTckoi OompHULEI T. ToMcka. Becem 00nbHBIM
MPOBOJIIIOCH HEBPOJOTHYecKoe 00cieqoBaHNe, MarHUT-
HO-pe30HaHCHAasE TOMOTpadusi TOJOBHOTO MO3ra, BHIEO-
aneKTposHuedanorpapuIecKuii MOHUTOPUHT B IMHAMUKE.

Cpenu Bomeqmux B Tpymniy HaOmoneHus Obuto 14
(45,16%) mampuukoB u 17 (54,84%) neBouek. 3aboyeBa-
HUe JeOroTupoBano B Bo3zpacte o 5 Mec y 20 (64,52%)
nanueHToB 'y 11 (35,48%) — mocne 5 mec.

Cpenu obpatuBimxcst 16 gerel npoxuBad B T. ToMm-
cke U 15 — B cenbCckoil MecTHOCTH (M3 HUX 4 YeloBeKa u3
OTAAJICHHBIX CeBEpHBIX paiioHoB ToMckol obnacTh).

Pe3yabTarsl U 00CyKIeHTE
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Kpunrorennstit CB  Obu1  nuarHoctupoBaH y 2
(6,45%) uenosek, cumnromaruueckuii — y 29 (93,55%).
CTpyKTypa 3THOJIOTHYECKHX (PAKTOPOB CHUMIITOMATHYIEC-
ckoro CB B Habmromaemoii TpyIme OeTel mpeacTaBieHa
Ha puc. 1. TlepuHaTanbHbIEe W MOCTHATAIBHBIC HIIEMHUYC-
CKU-THIIOKCUYECKHE MOPAKEHUSI TOJIOBHOTO MO3ra BBLIB-
neHsl y 19 nereit. YV 4 nmanuenTtoB k pa3sutuio CB npuse-
JM TIepUHATAJIbHBIE BHYTPHYEPEIHBIE KPOBOM3JIUSIHUS.
BryTpuyTpoOHBIE WHOEKIINH YCTaHOBIICHB y 4 aeTei ¢
CB. T'pyOele HapymeHHsS >MOPHOHAIHHOTO pa3BHUTHS,
BBI3BIBAIOIINE SMHJICITOTEHHOE MOBPEXICHUE KOPHI TO-
JIOBHOIr'0O MO3ra, 1o AaHHBIM MAarHuTHO-pPE30HAHCHOTO
UCCIIEJIOBaHMUS, TaKUe KakK INU3dHIedanus, maxurupus u
MUKpoledaus, 0OHapyKEeHbI y 2 TalUSHTOB.

BAP

BYK—

Puc. 1. DTnonornueckue $pakTopsl CUMITOMAaTHYECKOro cuHApoma Bec-
ta: UI'Tl — umemuuecku-runokcuueckoe nopaxkenue; BYW — BayTpu-
yrpobusie nH(peknnn; BUK — BHyTpnuepennoe kpoBomsiusiaue; BAP

BPOXXACHHBIC AaHOMAJINU PA3BUTHUA

MeTtoap! HEHPOBU3YAIN3AIIUH SABIIAIOTCS BEAYLIINMH B
SHIJIENTONIOTUH NIPHU AUATHOCTHKE CTPYKTYPHBIX MOBPEXK-
JICHUH TOJIOBHOTO Mo3ra. Y BceXx JieTeil ¢ cUMIToMariye-
ckuMm CB ompenenmsuuch pa3nuyuHble BUABI JAUCTCHE3NH,
aTpo(uH KOPKOBOTO BEIIECTBA JIOOHBIX J0JIEH, pa3nuuHas
CTETIeHb BHYTPEHHEH Tuaporedanni, IepuBeHTPUKYIIIP-
HBIE KUCTBI, OY9aru T'HIIOKCHYECKOTO MOPaKEeHUsS, JEHKO-
JUCTPO(UH U TIIH03a B KOpe U OEJIOM BEIIECTBE T'OJIOBHO-
ro Mo3ra.

Tonbko y 2 petelt ¢ kpuntoreHHslM CB ny 5 ¢ cum-
nTomMatuueckoit opmoii 3abo0eBaHMs OTMEYaIOCh HOP-
MaJbHOE TCHUXOMOTOPHOE pa3BUTHE W HEM3MEHEHHBIN
HEBPOJIOTHYECKHUI CcTaTyc n0 Jne0roTa WH(GaHTHIBHBIX
cnasmoB. B 24 (82,76%) ciay4asx mpu cUMITOMaTHde-
ckoM CB nHabmronanach 3aliepkka IICHXOMOTOPHOTO pas-
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BUTHUSL C PAHHETO BO3pacTa, KOTopas IporpeccupoBaia
nocre ie6rora 3aboneBanus. Y 3 4eroBeK Oblia BBISBICHA
aTakcus, y 3 — xopeoatero3. B 9 ciydasx mabmromanmachk
THApPO-

n mukponedanmns, B 14 — HapymeHne (GYHKIHH IICH-
TPaNbHOT'O JABHUIaTelbHOTO HelpoHa. [laTonorus 3purens-
HOT'O U TJI1a30/IBUTATEIbHBIX HEPBOB B BHJE aTpO(uu aAuc-
KOB 3pHUTENIBHBIX HEPBOB, HHCTarMa, pacxoJsIIerocs
W CXOAsIIerocs Kocorjia3us Oputa oOHapyxena y 10
OOJBHBIX.

Snpom knuHuueckod kaptunsl CB cuurtaroTcs snu-
JIENITUYECKUE MPUCTYNbI B hopMe MH(YAHTUIBHBIX Cla3-
MOB, OOBIYHO IPUYpPOUYCHHBIE K MPOOYKACHUIO. Y BCeX
MaIlMeHTOB MH(QAHTHIbHBIE ClIa3Mbl IPYNIHPOBAIKNCH B
knactepsl oT 4 1o 20 cmazmoB cepusimu ot 3 go 200
KJIACTEPHBIX aTaK B CyTKH. DIIEKCOPHBIE CIIa3Mbl BCTpe-

ganuch y 18 (58%) OONBHBIX, SKCTEH30pHBIE — Yy 3
(10%), cmemannbie (hrekcopHO-3KCTeH30pHBIE) — v 10
(32%).

DnektposHiedarorpapuuecKuM SKBUBAJICHTOM HH-
(banbTUIBHBIX CIa3MOB BBICTYMAET THICAPUTMHUS — He-
NpepbIBHASI ~ TCHEPAIN30BaHHAS  BBICOKOAMILTUTYIHAS

MEUIEHHAss ¥ THIEPCHHXPOHHAS aKTUBHOCTH C OCTPBIMH
BOJIHAMH, CTIAiKaMU M KOMIUIEKCaMH Criaiik — BoJsiHa [2].
Ha puc.2 mnpencraBieH BapuaHT MOIU(PHUIMPOBAHHOM
THIICAapUTMHH  C
B3PBIBHOTO MAaTTEPHA BO BPEMs CHA, CBHJIETEILCTBYIOIINH
0 HEJOCTATOYHOW MMENMHHM3ALNH KOPBI M TOAKOPKOBBIX
CTPYKTYp y pebenka ¢ cumnromarindeckum CB.

B uccnenyemoii rpynmne THOHYHAsA (KJIACCHYECKas)

NEPCUCTUPOBAHUEM CYIIPECCUBHO-

TUTICApUTMHUS auarHoctupoBana y 5 (16,12%) nanuen-
TOB, U3 HUX y 2 AeTeH C KPUIITOTEHHBIM U Yy 3 C CHUM-
nromatnyeckuM CB. Pa3znuuHble BUIB aTUNHYHOU
TUIC-apUTMUHU, XapaKTePU3YIOMIHeCs HAIWIUEM JIO-
KallbHBIX MMAaTTEPHOB Ha (oHe mucpuTMudHOi DI, Ha-
omonanuce y 26 (83,88%) nereit. Kak BuaHo Ha puc. 3,
y MNAalUMEHTOB C AaTUIMYHOM TUIICApUTMMEN yauie Ha-
6monanucey Oonee rpyOble HapyIIEHUS TMOCTHATAIHHOTO
CO3pEBaHUSl HEPBHOM CHCTEMBI, CONPOBOXKAAOIIHECS
3a/1epKKOM NICHUXOMOTOPHOrO M PEUYEBOro, a y nAeTel ¢
TUIUYHOW THICApPUTMUENH — ICUXOPEUEBOr0 Pa3BUTUS
(p = 0,04). Yacrora MHMAHTHUIBLHBIX CIIa3MOB Oblja BbI-
e y ManueHToB ¢ cuMnromatudeckum CB u atunmny-
HBIM BapHaHTOM THIICAPUTMHUH, YeM MPH KPUITOTEHHOM
CB c TUnNWYHBIM BapuaHTOM rumncaputMuu Ha OOI
(29,77 =
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+ 42,66 mpotuB 8,33 +2,38), ogHaKo pa3nuuus OKasa-

muck HegoctoBepubivu (F = 0,733; p = 0,39).
CoBpeMeHHbIe TOaXoAbl K yedeHnio CB cocrosT B

KOMOWHAIINA MTOCTOSTHHOTO TIPHEMa MPOTHBOAIIHIICTITHYIC-

Cmpanu!ma npaxkmu4eckoz2o epava

CKUX TPENapaTroB ¢ KYPCOBBIM HA3HAYCHUEM TOPMOHAIIb-
HOM Tepanuu [5].
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Puc. 2. Bapuant MonuduupoBaHHOI THICAPUTMUH C IEPCHCTUPOBAHUEM CYIIPECCHBHO-B3PBIBHOTO MATTEPHA BO BPEMS CHA
18 (56,1%)* HOTEpanus CMHAKTeHOM feno B mo3e 0,015 Mr/kr mMaccel
TeJla eXEeIHEBHO B TEUCHHE 2 HEJl CO CHUKEHHUEM KPaTHO-
CTH MHBEKINIA 1 OTMEHOI uepe3 8 Hen. Ha ¢one Tepammu
CHHAKTEHOM JIETI0 JUTHTENIFHAS PEMHUCCHS TPUCTYIIOB Ha-
8 (25.8%) ctynuna B 6 (46,15%) cnydasx (1 peGeHOK ¢ KpUNTOTEeH-
,0 /0
HBIM ¥ 5 ¢ cuMmntoMatiueckum CB). ¥V 4 (30,77%) nanu-
€HTOB 3a(h)MKCHPOBAHO YMEHBIIIEHHE YaCTOTHI MPHUCTYIIOB
0,
4(12,9%) 6onee uem Ha 50% ot ncxonHoi, y 3 (23,08%) — HesHa-
1 (3,23%)* YUTEIBHOE CHIDKEHHE KOJIMYeCTBa MapoKcu3MoB. B oc-
N | TaJBHBIX CITy4asX MpUMEHsIIAch 0a3oBasi Teparus mpera-
31PP 3MMPP 3PP 3IMPP

Tunwanas runcapuTMus ATHIIHYHAS THIICA PATMAMA

Puc. 3. Xapakrep 3aiep>KKu ICUXOMOTOpHOTO pasButus npu CB B 3aBu-
cuMocTu oT Buja runcapurMun (p = 0,0417): 3IIPP — 3anepxka mncu-
xopeueBoro passutus; 3[IMPP — 3amepkka ICHXOMOTOPHOTO U

PEUYeBOro pa3BUTHSL

B npencrasnenHoit rpymme aereit ¢ CB y 13 manuen-
TOB B Ka4eCTBE CTAPTOBOI Tepamuy MPUMEHSIACh TOPMO-

paTamu BaJbIPOEBOU KUCIOTH B 03aX oT 30 g0 60 mr/kr
Macchl Tejla B CYTKH C MOCJIEAYIOUIMM MPHUCOEANHEHUEM
TomupaMaTta y 6 manueHToB. Pemmccus mocturayra y |1
(7,14%) pebenka, y 4 (28,57%) — 3HaYUTENbHOE YMEHb-
LIeHHEe 4acToThl npuctynoB (6onee yem Ha 50% ot wHc-
xonHOH), ¥ 9 (64,29%) manueHToB 4acToTa MH(MAHTHIIb-
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HBIX CIIa3MOB CHHU3WJIACh MEHee 4eM Ha 25% OT UCXOn-
HOH.

[Ipn karaMHECTHYECKOM HAOIIOJCHHH B CPOKH OT
6 mec 1o 10 et pemuccHs TPUCTYIOB ObIIa 3aHUKCHPO-
BaHa y 10 (32,26%) nmauuenTos, y 11 (35,48%) npouzomi-
Ja TpaHchOpMalMs B CHMITOMATHYECKYIO (DOKAIBbHYIO
snuiencuto, y 5 (16,13%) CB sBontonmoHupoBan B CUH-
npoM Jlennokca—Iacto. V 4 (12,9%) nereit pannHero
BO3pacTta coxpansercs cuaapoM Becta, 1 (3,23%) pebe-
HOK yMep OT COITyTCTBYIOIEH MTHEBMOHHH.

Pemmuccust HacTynmiaa y Bcex AeTel ¢ KPHITOT€HHBIM
CB, a cpeau cUMNTOMATHYECKUX (OPM TOJBKO Y OO0JIb-
HBIX C HaWMEHee TSDKEIbIMU NOPaXKECHHSIMH, HAIUYUEM
TUNUYHOW TuncaputMuu Ha D3I ¥ paHO HayaThiM U HH-
TCHCUBHBIM JICUCHHEM C NPUMEHEHHEM T'OPMOHOTEpAInu
¥ COBPEMEHHBIX aHTHKOHBYJbcaHToB (p = 0,001).

Bonpmoe 3HadeHue s GopMUpOBaHHUS CTOUKOI pe-
muccun CB mMesno cBoeBpeMEHHOE IMPOBEJCHUE TOPMO-
HOTEpanuy ¢ MOCIEAYIOIUM JUTUTEIbHBIM [IPUEMOM aH-
TUKOHBYNbcaHTOB. Ha puc. 4 npencrasnens! ucxonsl CB
B 3aBHCHUMOCTH OT IIPOBEJCHUS TEPAIIMH CHHAKTEHOM Jie-
1o B Hepuoj Ae0roTa MHPAHTHIBHBIX crma3MoB. [Ipu Ha-
3HAYEHNH TOPMOHOTEPAIMU JOCTOBEPHO pexe Habronma-
JIach 3BOIIOIMS B (DOKaIbHBIE (POPMBI AIUIIETICUH U, COOT-
BETCTBEHHO, peXe —— HapyLUIeHUs ICUXOMOTOPHOTO
pa3ButHss. MOXKHO NpeJIoJiaraTb, YTo TEpaIusi CHHAKTe-
HOM zero B nebrore CB Obuta He TONBKO 3¢ (eKTHBHA 1O
OTHOIICHHIO K MH(AHTWIFHBIM CIIa3MaM, HO M OKa3bIBasa
MIPOTEKTHBHOE BO3JICHCTBHE Ha ITPOILECC MTOCTHATAIBLHOTO
(hopMHpOBaHUs HEPBHOM CUCTEMBI y JIeTeil epBOro roja
JKHU3HU.

0 (37%)* 1 — asoaonua 8 COD
2 — pemuccusn CB

7 (25,9%) 3 — apoaonua 8 CAT

4 (14,8%) 4 (14,8%)

17% I I 37/0)

CHHHKTPH Aeto (+) CM}ldKTEH Aetio (
Puc. 4. Ucxonq CB B 3aBHCHMMOCTH OT Ha3HAUEHHUs CHHAKTEHA JIEIO
(p =0,0027): C®3 — cumnromarrueckas okanbHast smuercust; CJII —
cunzpoM Jlennokca—I'acTo; cuHaKTeH Aemno (+) — rpynmna HarueHToB ¢

CB, momyyaBIIMX CTapTOBYIO TEpPAaNMIO CHHAKTEHOM eTO; CHHAKTEH
Jnero (—) — rpyra naruento ¢ CB, He MoiTy4aBIIyX CTapTOBYIO TEPAITHIO
CHHAKTEHOM JIETIO
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B Hacrosiee Bpemst U3 HaO0qaeMoi IpyIIBI AeTeH
¢ CB Tomnpko 4 (13,3%) peOenka, HaxomsIUecs B JUIH-
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TEJIbHOM KJIMHUYECKOW PEMHUCCHH, HE IIOJIy4aloT aHTHU-
KOHBYJbCAaHTOB, 7 (23,33%) mamueHTOB HaXxonATCs Ha
MOHOTEpanuM IMpenaparaMu BalbIPOEBOW KHUCIOTH, 19
(63,33%) — Ha mONWTEpANMH B BHJE COYCTAHUS Bajb-
MPOEBOM KHUCIOTHI C TONMMPaMaToOM, JAMUKTAJIOM, BHUTa-
0aTpUHOM, KENIpoii, CYKCHIENIOM 1 6apOUTypaTamy.

3akiouenue

[TonyueHHble pe3ynbTaThl MOKa3ajlu, YTO HAa HCXOJ
cuHapoma BecTa Hapsay ¢ paHO HauyaTol ropMOHOTEpa-
nued U MOCHAENYIIIUM JIUTEIbHBIM MPUEMOM COBpeE-
MEHHBIX aHTHKOHBYJIHCAHTOB BIHSIOT TaKue (aKTOPHI,
KaK ATHOJIOTHS W XapaKTep HapyIICHHH OHO3IIeKTphde-
CKOM aKTMBHOCTH TOJIOBHOrO Mo3ra. Kpunrorennsie
¢dbopMbI ¢ TUMUYHOU rumncaputMmuer Ha DI, a Takxke
CHMITTOMATHYECKHEe (OPMBI C MHHHMAJIBHBIM IOPaKe-
HHUEM LEHTPAJIbHONH HEPBHOM CHCTEMBbI U JIETKUMH HEB-
POJIOTHYECKUMH HApYIICHUSIMH HMEIOT Oojee Omaro-
NPUATHBIN IPOTHO3.

Caenennst 00 aBTOpax
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