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ITIPOTHOCTUYECKHUE KPUTEPUN
NHOAHTNJIBHbBIX CITASMOB

[anoHoBa 0.B., benoycoBa E./].

@IrbY «MHUN negnatpnn n getckoi xupyprim MuHsgpascoypa3sutna Pd»

(MockBa)

Pestome: npoenos cunopoma Becma upessoiuaritio
C0ACCH 8 CBA3U C OONLULUM HYUCTIOM NOMEHUUALb-
HOLX NPOZHOCMUMCCKU SHAYUMBLY DaKmopos.
B oarnom 0630pe u3noxncervt paxmopboL, GAUAIOULE
Ha npexpauerue INUINMUUECKUX CRA3MO8 U CNO-
coocmeyouue COXpanenuro pemuccun. dmumu
paxmopamu A6AANUCH: UOUONAMUMECKASA U KPUN-
MOo2ennas IMuoa02us, 6oJee no30Hull 0ebrom 3a-
bonesanus, Omcymcemeue AcCUMMempPUUHbLX Cna3-
MO8 U POKANLHBLX NPUCHEY OB, OMCYMCMBUE ACUM-
MeMPUYUHOLL KAPMUMHbL U CUHXDOHUSAYUL Ha DD,
panmnee nauanio mepanuu, npasusblbiil 66.00p npe-
napama u Hopmaavhoe pasumue nepeo oopauje-
HUeM K 8DAYY, a4 MAKIce 6binoIHeHUe DOOUMENIMU
nayuenmos nPeonucanibix pexomernoanuil, 603-
HUKHOBEHUE NOOOUHBLX IPPEKMOos, HaAluyle Co-
nymemeyouux 3a001e6arnuli, Popmo. meuerus
OCHOBHO020 34001e6aHUA, 00CTYNHOCIb AHMUINU-
NeNMuU1eckKux npenapamos i Xupypauueckoz2o sie-
YCHUA.

Knroueguie caosa: anuaencus, cunopom Becma,
npO2HO3, mepaniis, 360110UUL, NCUXOPeUe8oe Pas-
sumue.

MHApPOM BecTa — BO3pacT3aBUCUMbIA 3NMNENTU-

YEeCKUIA CMHAPOM, OTHOCALLMIACS K rpynne mna-

[eHYeCKUX 3NunenTu4ecknx 3aHuedanonatuin u
XapaKTepu3yLwWwmnics cneayowmnmmn KpuTepusMmu:

1. 0co6bIM TUNOM 3NWUMIENTUYECKUX NPUCTYNOB —
NHaHTUNbHbIMK cnadmamun. Cnasm npeacTaBns-
eT co60l KOPOTKOE CWU/IbHOE COKpaLLeHWe akcu-
anbHOM MycKynaTtypbl (crmbaTenbHoe, pasruba-
TENbHOE WM CMeLUaHHbIA BapuaHT). Mpogonxu-
TENbHOCTb NPUCTyNa — A0NS CEKYHAbI, XapaKTep-
Ha cepuitHocTb (0T 5 go 50 npucTynoB B cepuu,
HEeCKO/bKO Cepuin B LeHb). [pucTynbl 4acTo pas-
BMBAOTCS NPU NPO6YXXAEHUU, MOTYT BbITb CUMME-
TPUYHBIMU U ACUMMETPUYHbIMU, C JeBuaLnen
rOMOBbI MK a3 B CTOPOHY, MO0 B CNa3m BOBME-
KaeTcs TONbKO NofioBuMHa Tena. Cnaam MoXeT Npo-
ABNATLCSA TOJSIbKO KOPOTKUM MNOABEAEHUEM rnas
BBepX. Cepun MOXXeT NpeaLlecTBOBaTb OCTAHOBKA

aKTUMBHOCTK pebeHka. Hanbonee 4acTblii BO3pacT
Hayana cnasmoB — 0T 3 0 12 mecsueB, MUK Ha4a-
fla — B BO3pacTe 0KOMo 6 mecsLeB. TeM He MeHee,
Cra3Mbl MOTYT BO3HUKATb Cpasy Nocie poXaeHus
unu nocne 12-ro mecsiua >XW3HW, BKKO4Yas W
B3POC/bIiA BO3pacT. [nd cnasma xapakTepHbl re-
Hepann3oBaHHasa BbICOKO aMNiaMTyaHas MeAsieH-
Has BOJTHA UM HU3KO aMNANTYAHble PUTMbl 6eTa-
AnanasoHa Ha anekTpoaHuedanorpamme (330).
B HekOTOpbIX Cny4Yasx MOXeT PerncTpupoBaTbCs
(boKanbHas 3nunenTu4eckas akTUBHOCTb, KOTO-
pas npeAwecTBYeT cepun NpUCTynoB, cneayeT 3a
cepuen unm BO3HWKAET BO BpeMs Hee.

2. MexXxnpucTynHbiMu n3meHeHuamu Ha 33 B Buae
runcaputMuu. TUNUYHas runcapuTMnUa xapakTe-
pu3yeTcs  HenpepbIBHOW  BbICOKOAMMIUTYOHON
apPUTMUYHON MEeNIeHHOBOSTHOBOW aKTUBHOCTbIO C
MHOTO4YUCTIEHHbIMU CNakamu Ui oCTPbIMU BOJI-
HaMu 6€3 CYLECTBEHHON CUHXPOHMU3ALUN MEXAy
remucdepammn unu pasniMdyHbIMN OTAENaMM B Npe-
Jenax oiHOM remucdepbl FOJIOBHOT0 MO3ra.

3. Perpeccom ncxomoTOPHOro pa3BuTHS.

Cungpom Becta coctaBnsieT npubnn3nTenbHo 2% ot
BCEeX anunencun getctea n 25% — oT anUencumn ¢ Ha-
4anom Ha MepBOM rOLY XM3HW. PacnpoCcTpaHeHHOCTb
cuHapoma Becta 2,5-6,0 Ha 10000 HOBOPOX[AEHHbIX
JeTen.

[10 3TMONOrMM UH(AHTUNbHbIE CNa3Mbl pa3fensoT
Ha CUMNTOMATMYECKNE, KPUNTOTreHHblE U nanonatuye-
CKune. B 60nbLINHCTBE NCCNEAOBAHWIA B FPYNNy CUMNTO-
MaTU4eCKMX MHAAHTUIIbHbLIX CMAa3MOB BKJIO4ANNUCh [e-
TN C BbIICHEHHOI B npoLecce 06Cnef0BaHNA 3TUONOI -
en anunencum n 4eTn ¢ 0TCTaBaHWeM B PasBUTUN UK C
APYrummn NpusHakamuy Nopa>keHns roioBHOr0 Mo3ra Ha
MOMEHT BO3HUKHOBEHMUA cna3moB [24]. Mpu4nHbl cum-
NTOMAaTUYECKMX WHMAHTUIIbHBIX CNa3MOB, COrnacHo
npeanoxenunto Ohtahara S. n coasT. (1993), pasgendtoT
M0 BPEMEHN BO3HUKHOBEHMUS: MNpeHaTasibHble, NepuHa-
TanbHble U MOCTHaTasbHble. Hanbosee 4acTo BCTpeya-
I0TCA MpeHatanbHble WH(aHTUNbHbIE crna3mbl — 50%
C/y4aeB B rpynne CMMNTOMAaTUYECKUX MHAAHTUIIbHbIX
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cnasmoB [13], BTOpOe MeCTO N0 3HAYMMOCTU 3aHUMALOT
nepuHatasibHble NpuYnHbl [4,23]. K npeHaTanbHbIM Npu-
YMHAM OTHOCHTCA BHYTPUYTPOOHbIE WHADEKUWUW, Hapy-
LEeHNs DOPMMPOBAHMS KOPbl FONTIOBHOMO MO3ra, HENpo-
KOXHble CWHAPOMbI, BPOXAEHHble OedeKkTbl mMeTabo-
JIN3MaA U NPOYKEe FreHETUYECKNE U XPOMOCOMHbIE 3a60J1e-
BaHuA. OnNucaHo 4acToe BO3HWKHOBEHWE WHAHTUSb-
HbIX CMA3MOB Yy AieTeli ¢ TY6epO3HbIM CKJIEPO30M U CUH-
apomom [ayna [12,19]. K nepuHatanbHbIM NpuynHam
OTHOCATCA B MEpPBYH  04epedb  TUMNOKCUYECKM-
NWeMUYEeCKOe MopaxKeHWe rosIoBHON0 MO3ra, a TakXxe
Jpyrue 0CNoXHEeHUs, BO3HMNKatLWMe B poaax. K nocTHa-
TasibHbIM MPUYNHAM OTHOCATCA WHAEKUUWN LeHTpasib-
HOW HEpPBHOW CUCTEMbl, TPaBMbl, TMUMNOKCUYECKU-
NLWEMUYECKNe NHCYNbTbI 1 onyxonu [4,24].

MexpayHapogHaa nura no 6opbbe C anunencuei
(ILAE) nepecmoTtpenia knaccudukauuio anuiencuin un
BblAenunaa rpynny KpUnToreHHbIX CNasMoB — UMELLKX,
BEPOSITHO, CUMMTOMATUYECKYID NPUYUHY, A0 KOHLA He
BbISACHEHHYIO [2]. B rpynny ¢ KpUNTOreHHbIMN MHaH-
TUNbHBIMW CMAa3mMaMy BKJIHOYEHbl JETU C HOPMasbHbIM
MCUXOMOTOPHbIM PA3BUTMEM W OTCYTCTBMEM KaKUX-
nm60 MPU3HAKOB MOBPEX[EHWA TONOBHOrO0 MO3ra [o
BO3HWKHOBEHMS CNA3MOB, a TaKXXe AeTW, NpuynHa cnas-
MOB Y KOTOPbIX He BbisicHeHa. Kpome Toro, ILAE npeano-
XuUna BbIAENUTb «MAMONATUYECKY» Fpynny, cocTos-
LYyt N3 AeTel C M3HavanbHO HOPMasibHbIM MCUXOMO-
TOPHbIM PA3BUTUEM, HOPMaJIbHbIM HEBPOJIOrMYECKUM
CTaTyCOM M HOPMaJsbHbIM CTPOEHNEM FOJIOBHOITO MO3ra
Ha MPT, oTCyTCTBMEM B CEMENHOM aHaAMHEe3€ yKa3aHui
Ha 3NUMEeNcuo 1 NepuoanYeckM BOSHUKHOBEHMEM TUN-
CapuUTMUMN MeXIY CnefyrLumn pyr 3a 4pyrom cepui-
HbIMMW MPUCTYNAMK, a TAKXXe C OTCYTCTBUEM (POKaNbHON
3NMNenTMgOPMHON aKTUBHOCTW Ha 3NeKTPoaHuedano-
rpamme [3,5,22].

CuHapom BecTa npeacTtaBnsetr co60/ JOCTaTOYHO
4eTKO 04epYEHHYH KaTacTpouyecky dopmy anunen-
CUW paHHero AeTckoro so3pacTa. MIHaHTuIbHbIE cnas-
Mbl OTHOCATCA K (DapMakope3nUCTEHTHbIM DOpMaM 3nu-
Niencun, To0 eCTb OHWM Mano4yBCTBUTESIbHbI K 0ObIYHO
NMPUMEHAEMbIM  AHTU3NWUIENTUYECKUM  CpeacTBam.
OCHOBHOV LeNbI0 NIe4eHns ABNAETCA KYyNpOoBaHue cnas-
MOB, Hopmanuaauusa 33l B KpUNTOreHHbIX CAyYasnx unu,
no KpanHen mepe, NCYE3HOBEHWE TUNCAPUTMUN B CUM-
NTOMATUYECKMX Cly4asx. YMeHbLIeHMe Yyucna anunen-
TUYECKNX CMA3MOB HUYEro He JaeT pebeHKY B CMbICIe
YAYYLIEHNS ero NCMXN4eckoro pa3BuTus, N03TOMY LieNb
Tepanun B KOHCEHCYCe ONpeaenseTcs Kak «BCe UIN HU-
yero». XoTa 6bl BPEMEHHOr0 KynupoBaHWA NPUCTYNOB
yaaetcs fobutbcsa npubnmantesibHo B 70% crny4vaes, HO
Jaxke Npu nX KynupoBaHUM AeTu Yalle BCero npoaosiKa-
0T OTCTaBaTb B NCMXOMOTOPHOM Pa3BUTUMN (OTMEeYaeTcs
KaK 3ajiep)KKa Ncuxm4eckoro n pe4esoro, Tak u MoTop-
HOro pa3BuUTUA, AyTUCTUYECKNE NPOSBAEHNS U DOPMU-
poBaHue 4eTckoro LepebpanbHoro napanuya). B uenom
CMHAPOM BecTa 3a NCKOYEHNEM PeKUX CIy4aeB nme-
eT He6NaronpuATHbLIA NPOrHO3.

ViHanBuayanbHbli NPOrHo3 cuHapomMa Becta 4pesBbi-
YalHO CMOXEH B CBA3M C 60MbLINM YACOM MOTEHUNANb-
HbIX MPOFHOCTMYECKM 3HA4YUMbIX (PaKTOPOB, KOTOPbIE
MOTYT Ha Hero noBnuATbL. Huxe paccmatpuBarTcs U3-
BECTHble MO NuTepaType MPOTrHOCTMYEcKMe hakTopsl
cuHapoma Becra.

IIpOrHoO3 BEpOATHOCTH IPEKPALIECHU A
AMUJIENITHYIECKHUX CIIA3MOB

B Wnpokom cmbicne cnoBa OTCYTCTBME MPUCTYMNOB B
Te4yeHne KOPOTKOro nepuoga BPEeMEHW He MOXET CHU-
TaTbCA pemuccuen. OfHaKo, COrnacHo uccnefoBaHuio
Granstrom M.L. (1999), noa pemuccueinn nogpasymea-
0T NOJIHOE NpekpaLleHne cnasMoB, OTCYTCTBUE rUnca-
puTMUM M\MNM MynbTUOKaNbHbIX cnankoB Ha 33l B
MOMEHT MPOO6Y>XAEHWS, 3acbiMaHns u 604PCTBOBAHNS,
no KpanHen mepe, B Te4eHne mecaua [8].

K 6naronpuaTtHbiM (daktopam AOCTUMIXKEHUS peMuc-
CWN OTHOCATCA cnejytoLme:

a) Vignonarnyeckas v KpUNToreHHas 3TMoJsiorus cnas-
MoB. B cny4ae uanonatnyeckux v KPUNTOrEHHbIX WH-
(haHTUNbHbIX CNA3MOB BO3MOXXHO MOJTHOE BbI3L0OPOBIE-
Hue 663 HapyLIEHNI NCUXNYECKOro pa3BuTus n 6e3 Bo3-
HWKHOBEHWSA peuuamMBOB NPUCTYNoB. B uenom mx npo-
FHO3 3HAYUTENbHO Nyylle, 4eM Npyu CUMNTOMATUYECKON
atmoniorun. Tak Kak rpaHb Mexxay nanonaTtu4eckumm v
KPUNTOreHHbIMM CMasmamuy cTepTa, NO3TOMY MX 4acTo
00beMHAIOT B OAHY rpynny, KoTopas COCTaBnseT npu-
6nun3ntensHo 20% ot Beex ciyyaes [3,6].

Ecnun cna3mbl KpUNTOreHHbIE U He 6bISI0 NCMXOMOTOP-
HOM 3a[ePXXKK 10 06paLLeHns K Bpady, TO NPUCTYbI C Bbl-
COKOA [j0J1el BEPOATHOCTM HA (DOHE JIeYeHUs NPeKpaTaT-
¢ B 80% cny4aes. [pn cumnToMaTnUy4ecknx cryyaax npe-
KpalleHne cna3moB BO3MOXHO y 50% naumeHToB [19].
bonbLumni npoueHT npekpaLleHmns cnazmoB (6osbLue 50%)
MOXXET ObITb y feTei ¢ cuHapomom fayHa [12,21]; Hepo-
mbpomatosom 1 Tna [12]; y HeAOHOLIEHHbIX [eTei ¢
NMEeHWBEHTPUKYIAPHOW Neiikomansauuen [11] .

6) bonee nozaHuii fe6r0T 3a60s1€BaHns. Takon feboT
(cTapwe 4 mecsaues) cHmTaetcs 6osee 6n1aronpUATHLIM B
OTHOLUEHUW JOCTUXEHUA PEMUCCUMN, HO TOYHbIE AAHHbIE
Mo 4acToTe NpeKpaLleHns NPUCTynoB B inTepatype OT-
CYTCTBYIOT. Kak npasusio, ec/in cnadMbl 0TMeHaroTCcs pa-
Hee 4-x mecsueB 1 Ha I3l BMAEH NaTTepH «BCMbILLKA-
YrHeTeHne», T0 UX MOXHO paccmaTpuBaTb B CTPYKTYype
cuHgpoma OTaxapbl. CMHAPOM MMeeT BbICOKYH pesu-
CTEHTHOCTb K NMPOTUBO3NUAENTUYECKON Tepanuu n pe-
MUCCUS ManoBeposTHa.

B) OTCyTCTBUE ACUMMETPUYHBIX (ATUMTNYHBIX) CNa3MOB
n hokanbHbix npuctynos. OTCYTCTBUE ACUMMETPUYHbIX
(aTunuYHbIX) CMasMoB 1 POKaNbHbIX NPUCTYMNOB TaKXe
ABNAeTCA 6MaronpuATHBIM (PAaKTOPOM B OTHOLLEHMU
npekpaLleHus cnasmoB. ACUMMETPUYHbIE CMa3Mbl 60-
nee XxapakTepHbl 419 CUMNTOMATUYECKUX clyvaes. OHK
BcTpevatoTcs y 40% 60nbHbIX cuHapomom Becta. [ns
ACMMMETPUYHBIX CNAa3MOB HapPsAAY C TUNUYHBLIMWU KOMMNO-
HeHTamun cnasma XapakTepHbl KJIMHWYeCKWe MnposiBie-
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HUS NapuManbHOro NPUCTyna, HaNOMMWHAKLLEr0 acuM-
METPUYHbIV LUENHO-TOHNYECKUNIA pedhekc.

r) OTcyTCTBME AaCUMMETPUYHON KapTUHbI U CUHXPOHM-
3aumn Ha 93l OtcyTcTBUE acuMMETPUYHON KapTUHbLI U
CUHXPOHM3aumn Ha 33l noBbiLaeT BEPOSATHOCTb [OCTU-
XXEHUS PEMUCCUN 110 UHGAHTUIIbHBIM criasmam. Hanu4mne
MOANULNPOBAHHOA TUNCAPUTMUM B BONbLUMHCTBE
C/y4aeB SIBASIETCA MPOrHOCTUYECKN HEONAronpuaTHbIM
hakTopom. BbigenatTcs BapuaHTel MOANGPULNPOBAH-
HoW runcaputMum [14]:

1. CUHXPOHM3MPOBAHHAS TMNCAPUTMUA: LOMUHUPO-
BaHMe Ha 33l pas3psaaoB reHepanu3oBaHHbIX
6unartepanbHO-CUHXPOHHbIX KOMMJIeKCOB
ocTpas-mefJieHHas BOJIHA; MOSIBJ/IEHUE CUHXPO-
HU3MPOBAHHBIX PUTMOB TeTa-, anbda-amana3oHa.

2. AcMMMeTpMYHas rUNCapuTMUs: BO3HWUKHOBEHWE
aMnAMTYLHOW acMMMeTpuUn MaTTepHOB permo-
HaNbHO UKW YHUIaTepabHO.

3. Tuncaputmua ¢ YCTOWYMBLIMU pPeruoHanbHbIMU
naTTepHamu.

4. TuncapuTmMusa ¢ pernoHanibHbIMK, MO0 reHepa-
JIN30BAHHbIMM 3NMN304aMK NOJABIEHNSA 6UO3SEK-
TPUYECKOW aKTUBHOCTH.

5. TuncaputMna ¢ BbICOKOAMMAUTYAHbIMU ACUH-
XPOHHbIMWU MeAJeHHbIMY BOJIHAMU U CPABHU-
TeJIbHO €Nabo BblIPa>KeHHOW 3NMNenTUgOPMHONA
aKTUBHOCTbIO.

Hanbonee gmarHocTn4eckn He6NaronpuUATHbIMA AB-
NATCA TUNcapuTMus ¢ NepcucTUpPoBaHUEM MaTTepHa
BCMbILKA-NOJAB/EHNE 1 CUHXPOHU3NPOBAHHbLIA Bapu-
aHT rUNcapuTMun.

30HaNbHO-aKLUEHTYNPOBAHHAA TUMNCAPUTMUA TaKXKe
He cnoco6CTBYET LOCTMXKEHUIO PEMUCCUN, TaK KaK CBU-
[eTeNIbCTBYET O BO3MOXXHOW TpaHcopmayum B CUH-
apom JleHHOKca-lacTo n hokanbHYy JT0OOHOLONEBYHO
3nunencuio ¢ eHOMEHOM BTOPUYHOW GunatepasnibHOW
CUHXPOHM3AL MK, YTO YaLLe CUIIbHO CHUXXAET UHTENeK-
TyanbHOe pa3BuTuMe nauneHTa. Mpu 3aTblN0OYHbIX aKLEH-
Tyauusax NporHo3 3Ha4YNTENbHO GNaronpusaTHEE.

Oco6blii anekTpoaHuedanorpaduyecknii naTTepH
BO3HWKAET Yy [eBOYeK npu cuHppome Ankapau (cue-
MIEHHbINA C MOJIOM CUHLAPOM, XapakTepuaywuincs Te-
Tpanape3om, YMCTBEHHOW OTCTaNiOCTbiO, PAHHUM fe-
610TOM MH(AHTUJIbHBIX CNAa3MOB, areHe3nen Mo30/un-
CTOro Tena, cneunduyeckuMmn nakyHapHbIMu n3aMeHe-
HUSAMU Ha rna3Hom gHe). Mpu 33l-nccnegoBaHny 605b-
HbIX CUHAPOMOM AKapau BbiBNSETCS BeCbMa Xapak-
TEPHbIA NaTTEPH «pacLyenyeHHoro mosra», 06ycroB-
NEHHbIA MEXMONyLWapHbIM pasoobweHnem. [JaHHbIN Ba-
puaHT N3MeHeHNn 6onee NMPOrHOCTUYECKN Briaronpus-
TEH, YeM peruvoHanbHas 3nNuNenTu@opMHas akTUB-
HoCTb [1].

) PaHHee Hayano Tepanuu (B Te4eHue mecaya oT Ha-
yasa 3a60/1eBaHns1). B NnpOCNEKTUBHbIX N PETPOCMNEKTUB-
HbIX UCCJIE40BAHUAX 4ACTO CO0OLLAETCA O TOM, 4TO PaH-
Hee Ha4yano Tepanuu Heobxoaumo, 4To6bl NONY4YnUTb 60-
nee 611aronpuATHbIA pe3ynbTaTt. Y NauyMeHToB, Ha4aBLLNX

ne4yeHune cnycta 1-6,5 mecsueB, NONOXUTENbHbIA pe-
3ynbTart Habnaancs Tobko B 40% cny4vaes.

e) [paBusibHbIA BbIOOP npenapara. ANUenTnyeckne
CnasmMbl He YYBCTBUTENbHbI K MofaBfistoweMy 60Jb-
LWMHCTBY aHTUANMNENTUYEeCKUX NpenapaTos. Mpenapa-
Tamu nepBON 04Yepeamn BbiGOpa B NMEYEHWU CUHAPOMA
Becta asnqatTca Bura6atpuH (Cabpun npon3BoAcTBa
hapmaueBTudeckoin komnanuu Sanofi (PpaHuymns), He
3apeructpupoBaH B Poccumn) n aipeHOKOpPTUKOTpOnN-
HbIA TOPMOH (B HALLEN CTPaHe ero CUHTETUYECKNIA aHa-
JIOr NPOJIOHTMPOBAHHOIO AENCTBUA — TeTpPako3aKTug
(CuHakTeH pgeno npom3BoAcTBa (dapmaLeBTUHECKOMN
komnanum Novartis (LLUsenuapus), CpoK AenCTBUA pe-
rMCTPALMOHHOIO YyI0CTOBEPEHNSA 3aKOH4MnNCA
30.09.2010 [25]), pexe KOPTUKOCTEPOUAbl — NPeLHU-
30/10H. BurabatpuH NpuMHATO Ha3Ha4yaTb NEpPBbIM N3-3a
MEHbLUEro Kosim4ectBa No604YHbIX 3PMEKTOB, XOTS HET
TOYHOr0 MHEHUSA O TOM, YTO OH TaK XXe 3(N(EKTUBEH,
Kak agpeHoKOpPTUKOTPOnHbIn ropmoH (AKTT). Bce akc-
nepTbl PEKOMEHAYIOT NPUMEHATL BUrabaTpuH Kak npe-
napaT mepBOW O4Yepeamn Bbi6Opa B Nie4eHUM CNa3mos,
BbI3BAHHbLIX TYOEPO3HbIM CKJIEPO30M, TaK Kak BEpOAT-
HOCTb LOCTUXeHUs pemuccumn gocturaet 73-78% [14].
Mpu apyrux 3aboneBaHnax 4acToTa peMUCCUIA HA BUTa-
6aTtpuHe Kosie6bnercd no pas3HOO6GpasHbIM UCCe-
foBaHusm ot 23 0o 85%. [lpu nepuHaTanbHbIX
FMNOKCUYECKN-ULLEMNYECKUX MOPAXKEHUSAX TOJIOBHOIO
MO3ra peKomMeHAyeTcs B NepBY 04epelb NPUMEHATH
AKTT. CuyuTaetcs, 4TO He CYLIEeCTBYeT A0Ka3aTeNibHOW
6a3bl ond onpefeneHns 4YeTkon aPEeKTUBHOCTU CYy-
TOYHOM [03bl BUrabaTtpuHa n HEOO6X0AUMON ANUTENb-
HOCTW NpuMeHeHud. B aHannse 9 NpoCcneKTUBHbLIX UC-
crnefloBaHuin fo3a BurabaTpuHa konebanacob ot 18 go
200 Mr Ha Kr macchl Tefnia B CyTKu, a BpeMs 10 npekpa-
LLeHnsa cna3moB cocTaBnsano ot 12 o 35 gHei. Cyuta-
€TCA, 4TO NPOLEHT AOCTUXEHUS peMuUccun Ha Buraba-
TPUHE JoCTUraeT B cpefHeM 65%. Ewle 60nbLie pacxo-
XIOeHUn no TakTuke seefeHns AKTI (pemuccus joctu-
raetcs B 54-87 % Bcex cny4aes). AMEPUKAHCKUIA KOH-
CEHCYC NO AMArHOCTUKE W NEYEHUH MHAAHTUbHbIX
CNasMoB pPEKOMEHAYET MPUMEHeHWe MakCUMasnbHbIX
003 AKTI B TevyeHue 2-X HeAeNb C NOCTEMNEHHbIM CHU-
)KEHMEM [,03bl. 3Ta PEKOMEeHJauns 0CHOBaHA Ha eNH-
CTBEHHOM MCCNef0BaHMM 1-ro ypOBHS A0Ka3aTebHO-
CTW, B KOTOPOM CaMblii BbICOKMI YPOBEHb 3D (PEKTnB-
HOCTW 6blJ1 NONYYEH NPY KOPOTKOM KYpPCe BbICOKMX A03
AKTTI [14]. BurabatpuH u TeTpakosaktug B Poccun B
HacToslLee BPEMS He 3aperucTpupoBaHbl B Ka4ecTBe
JIeKapCTBEHHbIX CPeaCTB.

X) HopmarnbHoe passutune nepes o6palieHnemM K Bpa-
yy. OTCYTCTBME OTK/IOHEHWIA B Pa3BUTUW, KakK NpaBuso,
CBUAETENbCTBYET O KPUMTOreHHOM WX mpanonaTuye-
CKOM BapuaHTe cMHapoma Becta unm xe, B cnydae cum-
NTOMATM4YeCKOr0 BapnaHTa, 0 MUHUMANbHbIX CTPYKTYP-
HbIX MOBPEXAEHUAX LEHTPANIbHOW HEPBHOW CUCTEMBI.
BeposiTHOCTb NpeKkpaLeHnst NPUCTYNOB B JJAHHOW CUTY-
aumm gocturaet 98%.

[aHHasa nHTepHeT-Bepcus ctaTbk Obina ckadaHa c cavta http://www.epilepsia.su He npegHasHayeHo nsi MICNOMb30BaHUSA

B KOMMeEpYeCKMX Liensx. MHpopmMaLmio o penpuHTax MOXHO nonyyuntb B pegakuun. Ten: +74956495495; e-mail: info@irbis-1.ru

Copyright © 2011 U3gaTtenbcteo IPBUC



O630p nuTepartypsbl

IIpOoruo3 coxpaHeHHd PEMHUCCHH

Pemuccus npu cuHgpome Becta yacto npepbiBaeT-
ca peumaneamu cna3amoB. YpOBeHb PeLMAnBOB, N0 He-
KOTOPbIM AaHHbIM, cocTaBnseT oT 15 go 35% cny4aes
npu afeKBaTHO 1 BOBPEMs HavaTon tepanuu. Peunan-
Bbl peXXe BCTPEYaKTCA Y NauneHTOB C KPUNTOreHHbIM
Unu nanonatuyHeckum cuugpomom Becta (okono 20%),
yawe — y nauveHToB C Ty6epO3HbIM CKNepo3om (Ao
74%). CornacHo nccnegosanuam F. Vigevano ¢ coasT.,
(1997), BOBHUKHOBEHME PELUAMBOB CNYCTA TPU MecALa
nocsie NpoBeAeHNs Tepanuu ObINO Bbille Y AETeNn, Ha-
xoamsLlimxca Ha tepanuu AKTI, 4yem Ha Tepanuu Bura-
6aTpUHOM.

MpyvHUMNManLHoe 3Ha4YeHWe B NPOrHo3e peunMavmBOB
NMELOT Te XXe (DAKTOPbl, KOTOPbIE UrPatoT POSb B OCTMU-
XKeHuu pemuccun (Cm. Bblle). PUCK peumamnsa HKe npu
60siee N0O34HEM Ha4asie cna3moB, OTCYTCTBUN acuMme-
TPUYHbIX CNAa3MOB M (DOKANbHbIX MPUCTYNOB, HANUYUN
TUNUYHOW TUNcapuTMum, 6bICTPON 1 NPaBUSIbHON Tepa-
nun cnasmoB. KpoMe TOro, UMetoT 3Ha4YeHMe:

a) BoinonHeHne poguTtensamu nauneHToB pekoMeHa-
UWA, OAHHbIX Nevawmm BpavyoM. Y4uTbiBas 06LWNA He-
6naronpuaTHbIA NPOrHO3 3a60N1eBaHNSA C BbICOKUM pU-
CKOM (DOPMUPOBAHNA YMCTBEHHOW OTCTANOCTN, MHOTUE
POAMTENN NPeKpaLLatoT AasibHelLLee nevYeHue.

6) [aHHble 0 HanM4YMyM No60YHbIX AP eKTOB, HaMbOo-
niee BblpaXkeHHbIX npu BeeaeHUn AKTI, B 3Ha4MTeNbHOM
Mepe BNUAKLLME HA PeLleHne poauTensaMu unn neva-
WMUM Bpa4yoM (Mpu >XXM3HEYrpoXKarowmx cutyaumsx) o
NPeKpaLeHnn NN N3MEHEHUN NPUEMa aHTU3NUNENTU-
4eCKux npenapartos.

B) BO3HWKHOBEHWE WKW NPUCYTCTBUE COMYTCTBYHO-
LWMX 3a60MeBaHNI, TAKNX KaK MHAEKL MK, KOTOPbIE YCY-
ryonsT COCTOAHVE pebeHKa 1 TakXXe ABNATCS haKTo-
pOM pucka pa3BuTus peuuausa. NopaxxeHue apyrux op-
raHoB 1 CUCTEM Yalle fAaeT 60/bLUee KOJINYecTBO N060Y-
HbIX peakLuii Ha rnpenapart, YTo AenaeT HEBO3MOXXHbIM
NN CINLWKOM CIOXHbIM €r0 NPUMEHEHME.

r) TeyeHme OCHOBHOro 3aboneBaHus, Ha PoHe KOTO-
poro paseuBaetcsa cuHapom Becra.

4) [oCTynHOCTb aHTU3NWIENTMYECKMX Npenapartos, a
B HEKOTOPbIX Cly4Yasx W HEWpOXMpypruyeckoro nede-
HUA. Pap npenapatos He 3apeructpuposaH B Poccuum;
MHOr1Me poAnTeNN He NMeT BO3MOXHOCTU KYNUTb A0-
porocToswmMe npenapatbl, ONAaTWTb [OOPOrocTosiLiune
onepauuu.

IIpOoruo3 gJajpHEeHIero ICHXOPeYeBoro
Pa3BUTHA

Tonbko 9-28% pAeteit ¢ MHAAHTUBbHBLIMU cnasmamm
MMeKT BNOCAEACTBAN HOPMaNbHOE WHTENNEKTyanbHoe
passutue [7,9,13,18]. Hanbonee 3Ha4nmMbIM (PakToOpOM,
OnpeensaoLWnmM NPOrHo3 AN NHTeNNeKTyanbHOro pas-
BUTWSA, ABNSETCA 3TMONOrNa 3abonesaHus. et ¢ kpun-
TOFEHHbIMU UHAAHTUALHBLIMK CMa3Mamit ropa3fo Yalle
(8 38-80% cny4aeB) UMetOT HOPMaJIbHbIA MK 6IN3KKNIA
K HOPMaslbHOMY UHTESSIEKT MO CPaBHEHUIO C JEeTbMU C

CMMNTOMATUYECKUMMN WHMAHTUNbHLIMK cnasmamun (B
2-18% cny4aes). Y HeKOTOPbIX AeTeNn C KPUNTOreHHOW
3TUONOrMEN NHPAHTUIIbHBIX CNAa3MOB HapyLleHus ncu-
XWYECKOro pa3BuTus Uan TPyLHOCTH B 06y4EHUN NPOSB-
NAKTCA TONMLKO MpW LOJITOBPEMEHHOM HabsloAeHUN
[10]. Oetn ¢ cumnTOMaTU4eCKUMU WHMAHTUIbHLIMA
cnasmamMu B LESIOM UMEeOT HE6aronpuAaTHbIA NPOrHO3
NCUXMYECKOro pa3BMTUSA, NCUXOPEYEBOE Pa3BUTUE ObITb
HOopManbHbIM Nuwb B 20% cny4vaes. [Npu Henpodubpo-
mMaTo3e ¥ cuHgpome [layHa BO3MOXXEH OTHOCWUTENbHO
6n1aronpuATHLIA UCX0[ C (POPMUPOBAHMEM HErpyObIX
WHTENNEeKTYanbHbIX HapyweHuin [12,20]. Opyrue npu-
3HaKu 6naronpusTHOrO UCX0AA MCUXOPEYeBOro passu-
TUS B MPUHUKME Te Xe (CM. BbIlLE) — HOPMaJibHbIA He-
BPONOrMYECKNUI CTATyC U NCMXOMOTOPHOE pa3BuTue A0
MOMEHTa BO3HWKHOBEHMS CNa3mMoB, W3HAa4YasbHOE OT-
CYTCTBUE WUHbIX BULOB NPUCTYNoB, 601€e NO3AHNIA BO3-
pacT Hayana MHMaHTUNbHLIX CNa3MOB, KOpPOTKas Anu-
TeSIbHOCTb MPUCTYMOB M PaHO Hadatas 3addeKkTuBHas
Tepanus [17,24].

IIporHo3 1eTaabHOCTH

JleTanbHOCTb B T@YEHME NMEPBbIX TPEX NET XXU3HU Y Ae-
Tel C WHGAHTUNbHbIMK CNadMamu BapbupyeT 0T 4 [0
11% [15,17,18]. OHa yBenu4usaetcs 1o 19% B Bo3pacTe
10 net n 8o 31% y B3pocnbix [16]. OCHOBHbIE MPUYUHBI
— MPEenMMYyLLEeCTBEHHO CONYTCTBYHOLIME 3a60feBaHus,
0CO6EHHO NMPUCOEANHAOLLNECH MHPEKLNN, pexe — 3Nu-
NenTUYecKunin cTaTyc.

IIporuo3s 3BoaIOI U CHHIpOMAa Becra
B Ipyr'He 3IHJIEeNTHYIEeCKHE CHHIPOMBI

Cungpom Becta MOXET 3BONIOLUMOHUPOBATL Kak
B CMHApPOM JleHHOKca-lacTo, Tak U B dpoKasibHble 3nu-
nencuu.

3BONKOLUMSA B CUHAPOM JleHHOKCa-[acTo 0TMevaeTcs B
40% Bcex cny4aeB. CpefHUIA NPOMEXYTOK BPEMEHU OT
Ha4yana WHMAHTUNbHBIX CNa3MOB [0 BO3HWKHOBEHWSA
cuHapoma JleHokca-lfacto coctasnset 2,8 net (guana-
30H 0,4-8 ner) [15]. Mpwn nepexone B cuMHAPOM JIeHHOKCa-
[acTo TMNMYHas runcapuTMus 3aMeLLaeTcs MOAUMULN-
POBAHHOW NO TUMY CUHXPOHU3WPOBAHHOW rMNCaApPUTMUK
C npeo6nagaHvemM MexXnosywapHon CUHXPOHWU3aLMK
paspsLoB MeAJIEHHbIX NMUK-BOMHOBbLIX KOMMNekcos. Me-
Hee XapakTepHo ANs TUMNYHON rMncapuTMumn opmmpo-
BaHMe NepCcUCTMPYIOLLEro PerMoHanbHOro akLeHTa ¢ no-
cnepyloulei TpaHcopmaunen B TUMUYHYIO pernoHarnb-
HYI0 3aNUNEeNTUMOPMHYIO aKTUBHOCTb.

Mpun 06HapyxeHnn Ha I3 B ANHAMUKE HapacTaroLLen
6unarepanbHON CUHXPOHWU3ALUN MEANEHHON aKTUBHO-
CTU C NpeBasnpoBaHNemM B N0OGHbIX OTAENax TpaHcgop-
mMauus cuHgpoma Becta B cuHapom JleHHOKca-lacTo
CTaHOBUTCA Hambonee BePOATHOW. CUHXPOHU3MPOBAH-
HbIi BApMaHT runcapuTMum Habnoganca, no AaHHbIM
nccnegosanuin A.A.XonnHa n K.H0. MyxuHa, B 35,3%
BCEX CNny4aeB MOANMULNPOBAHHOI rMNCapuTMum, B UC-
cneposaHun C.0. AinBasaHa (1999) — 30% [1]. daHHbIn
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naTtTepH OblN Hanbonee xapakTepeH Ans AeTen cTapLue
1rofa (06bI4HO — GNMXKE K 2-M rogam) Npu KpUNToreH-
HOW hopme cuHapoma Becta. B Tom e uccnegoBaHum
B M3y4aemoi monynauum 605bHbIX cuHapomom Becta
rMncapuTMma C MNEpPCUCTUPOBAHNEM «CYMPECCUBHO-
B3PbIBHOr0» NaTtTepHa KoHcTaTupoBanach B 20% cny4a-
€B cpeanm MoaMuUuUMpPoBaHHON runcaputMmumn. MNMopo6-
Hble M3MEHEHMNS ObINN XapaKTepHbl AN8 AeTel Mnajwen
BO3PACTHOW KaTeropuu, UMeBLUNX B aHAMHE3€e CUHLPOM
OTaxapa, u npu paHHem pe6toTte cuHgpoma Becta (no
5 mec.).

Mpy aCMMMETPUYHON rUncapuTMUK MO TUNY YHUNATe-
panbHOW, B HEBPOJIOTMYECKOM CTaTyCe MauWeHTOB He-
peako 0TMe4vaeTcs remunapes, a B CTPYKType NpUcTy-
NnoB npeo6nafatT acUMMETPUYHbIe WH(AHTWUIbHbIE
cnasmbl C MOCMAEAYHLWNM NPUCOEANHEHNEM TUNUYHbIX
napunanbHbIX MPUCTYNOB U TpaHcopmaLmen B CUM-
nToMatnyeckue napumnanbHble oOpMbl 3NUENCUN € CO-
oTBeTCTBYHOLWMMY J3l-NaTTepHammn B BUAE pernoHanb-
HOW 3NUNenTUOpPMHOIA akTuBHocTH [1].

Mpu cuugpome Ankapau TpaHcdopmauma B napuu-
anbHble (DOPMbI aNuencuy HabnaaeTcsa He CTOSb Ha-
CTO, U MCUXOMOTOPHOE pa3BuTUe AeTen cTpajaeT 3Ha-
YNTENbHO MeHblle. KNUMHUKO-3NeKTpoaHuedanorpa-
(hmyeckasa 3BOJIIOLUSA 30HANbHO-AKLEHTYNPOBAHHOW B
NO6HbIX OTAENIAX T’MNCAPUTMUN BO3MOXKHA N0 ABYM My-
TAM: B CUHAPOM JIeHHOKca-lacTo ¢ ABNeHUAMIN NepBuY-
HOM 6unatepasnbHON CUHXPOHM3ALMK UNK hopMupoBa-
HME CUMNTOMATUYECKON NO6GHON anunencum ¢ geHo-
MEHOM BTOPMWYHOW 6GunatepanbHOW CUHXPOHU3ALMUN.
[pn 3TOM B KNIMHUKE 4AaCTO OTMEYAKTCA aCUMMeTPUY-
Hble WHMAHTUSIbHbIE CNasMbl, MHOTLA B COYEeTaHUMN C
napuunanbHeiMu npuctynamu. [aHHble MauMeHTbl Ha
HayvanbHbIX 3Tanax pa3BmTuns 3a60sieBaHUS NONHOCTbIO
COOTBETCTBYHT KpUTEpUsM AmarHosa cuHapoma Be-

CTa, 0JHAKO, NPy AWHAMMWYECKOM HabGMIOAEHUN B Ka-
TamHe3e, Pa3BMBAKT KIWHUYECKYK KapTUHY napuu-
anbHbIX dopm anunencun. 3aboneBaHue, NO-CyTw,
TakoBble (POpMblI W MPEAcTaBnNAno, MUMUKPUPYS Ha
onpegesieHHOM 9BOJIIOUMOHHOM 3Tane noj CUHAPOM
Becrta [1].

Mpn cuHapome BecTa 4pesBblvaiiHO BaXXHO BOBPeM#
pacnos3HaTb pas3nnyHblie BApMaHTbl TpaHCOpMaLun 3a-
6oneeaHnsa. Hapagy € KIUMHUYECKMMU MOKa3aTensamu
(xapakTep NpUCTYMOB ¥ WX 4acToTa) U pesynbraramu
HepoBU3yanu3aunm, NpaBubHas OUeHKa 31eKTpodu-
31010 MY€eCKNX AaHHbIX OYLEeT Cnoco6CTBOBATL TOYHOWA
JVarHoCTUKE 1 paunoHanbHOMY AN EpPEeHUNPOBAHHO-
MYy BbIGOPY aHTMINUNENTUOPMHOIA Tepanum. 3TO Ume-
€T 0C060€e 3HAYeHNEe YXXe HAa paHHUX dTamax pas3BuTUA
cuHgpoma Becta. TonbKO MOMHbIA aHANIN3 BCeX Mony-
YEHHbIX  [OaHHbIX, TO €CTb  aHaTOMO-3/EeKTPO-
KNUHWYECKUIA NOAX0A, NO3BOSUT MPOrHO3MPOBATh Teye-
HVe 3a60/1eBaHunsA, a Takxxe TpaHcopmaumio B gpyrue
dopmbl anunencun [1].

K coxaneHuto, npoBefeHHble UCCNEf0BaHUA npu
cuHapome BecTa UMEOT OrpaHUYeHHYH LEHHOCTb U3-3a
HebO0NbLIOro KOJINYeCTBA BKITHOYEHHbIX B UCCNIeL0BaHNE
nauneHToB, pa3HO06pa3HOro Bo3pacTa gebtoTa 3abone-
BaHUA, KJIMHUYECKON KApPTUHbLI NPUCTYNOB U ANINTENbHO-
CTU ero TevyeHus Lo obpawieHns K cneymanucty. Meto-
AMKa NPOBeAeHNs UccnefoBaHunii Takxe pasnuyHa. 071-
CYTCTBYHT YHUPULNPOBAHHbIE CXEMbI JIEYEHUS, BKITHO-
Yyas Bup npenapara (Hanpumep, eCTECTBEHHbIN NN CUH-
Tetuyecknin AKTI), pa3HoobGpasHbie A03bl, ANUTENb-
HOCTb JIEYEHUSA U KPUTEPUMN OLEHKMN ero appeKTUBHO-
cTun. icxopa n3 atoro, BCe faHHbIe N0 MPOrHOCTUYECKUM
Kputepusam cuHapoma BecTa aBnsaoTCa npeaBapuTenb-
HbIMW, N HEOOXOANMbI JafbHeLwe NCcCcneaoBaHus, nNo-
CBALLEHHbIe JAHHON npobrieme.
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PROGNOSTIC CRITERIA OF INFANTILE SPASMS
Gaponova 0.V., Belousova E.D.

FSBI «Moscow Research Institute of Pediatrics and Child Surgery» of the Ministry of healthcare and social development
of the Russian Federation (Moscow)

Abstract: West's Syndrome prognosis is extremely complicate due to the large number of potential prognostic factors. This
review contains the factors affecting the termination of epileptic spasms and conducive to the maintenance of remission.
These factors were: idiopathic and cryptogenic etiology, the later debut of the disease, the absence of asymmetric spasms
and focal seizures, the absence of an asymmetric pattern and synchronization of the EEG, early start of therapy, the correct
choice of drug and the normal development before going to the doctor, as well as the implementation by parents of patients
prescribed recommendation, the occurrence of side effects, the concomitant diseases, the different form of state disease, the
availability of antiepileptic drugs and surgical treatment.

Keywords: epilepsy, West's Syndrome, prognosis, treatment, evolution, psychoverbal development.
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