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" UHCTUTYT [AETCKOW HEBPOOIruN U anunencuu nmenn Cearurens Jlykm, Mocksa
2 Mopo3oBckas gerckasa KnuHndeckas 6onbHuya, MockBa

Pesrome: curnopom Pedxcepmarna (006poKarecmeeH-
HbUL HeINUNNIMUYECKULL MUOKIOHYC MAA0eHYe-
CcMBa) — PeoKuLi mun napoKCUSMAabHbLX HeINULeH-
MUHECKUX COCMOAHULL, OUAHOCUDYeMCA HA OCHO-
BAHUL MUNUMHBLX KUHUYCCKUX NPOABICHUIL 8 81~
0e Kpamrxo8pementovIX NapoOKCUSMAIbHOLIX KUBKO8
UIU 830pAUBAHULL DU YCIOBUL OMCYIMCINEUA OUa-
208011 HE8PON02UHCCKOU CUMIIMOMAMUKY U HOD-
MANBHO20 NCUXOMOMOPHO20 paseumus y oemeli 6
nepuoo MaadeH*ecmea, npu 3Mom 1e 00ANCHbL pe-
2UCMPUPOBAMBCA INUACTMUPOPMILbLE USMEHEHU
Ha DOI" Kax 6 nepuood napoxcusma, max u urnmepur-
manvro. Curnopom Pedxcepmana 603HuKaem oovi-
HO Ha nepeom 200V Hcu3nu (uauye 8 6 mecayes). I1po-
2H03 ONAONPUAMHBLL C NOJHOL CNOHMARHOTL pe-
Muccuell K 08yx-mpexaemmuemy 603pacmy. B ome-
yecmeennoll aumepamype curopom PLedxcepmana
npeocmasiern 8 OUHUMHbBIX NYOIUKAUUAX, 6 CBA3U
C uem npueeoerb. COOCMBENHHbLEe KAUHUYCCKUE Ha-
O100eHUs.

Knrouesuie crosa: cunopom Dedxcepmana, 006po-
Kawecmeennblil. He3anulenmuueckuli MuoKiomyc
MIAOCHUECMBA, INUNTIMUYECKUE CRA3MbL, BU0CO-
DOI-monumopune.

nugpom demxepmaHa (CP) — fo6POKAYECTBEH-

HbIi HE3NWIENTUYECKNIA MUWOKNOHYC MnajeHye-

ctea (AHMM) — npeacTaBnseT co60M CpaBHUTESb-
HO PEeaKuii TUN NapoKCU3MaJIbHbIX He3NUIenTUYeCcKnx
COCTOSIHWIA, BHELUHE NPAKTUYECKN HEOTAUYUMbIX OT 3MK-
NEenTUYecKMX MPUCTYNOB, TaKMX Kak WHMAHTUIIbHbIE
Cnasmbl UM MUOKNOHUYecKne npuctynsl. CUHOHUM (C
Hallen TOYKW 3peHus, HeyaadHbln) — «406POKA4eCTBEH-
Hble HeaMMeNnTUYeCKNe MHAAHTUNbHbBIE CNA3Mbl».

Ten. (495) 983-09-03

CuHapom @epxxepMaHa AMarHoCTUPYeTCs Ha OCHOBA-
HUW TUMWUYHBIX KITMHUYECKUX NPOABNEHUA B BUAE KpaT-
KOBPEMEHHbIX NAaPOKCU3MaJIbHbIX KMBKOB MM B3Aparn-
BaHWIA Npu yCroBUM OTCYTCTBMA 04aroBOW HEBPOSOrHU-
4ECKON CUMNTOMATUKN U HOPMANbHOMO NCMXOMOTOPHO-
ro passuTua y AeTen B Nepmos MnageH4ecTsa, npu aTom
He LOJKHbI PErMcTpupoBaThCs aNMNenTUOpPMHbIe N3-
MeHeHus Ha 33 Kak B Nepuoj napokcuama, Tak U uHte-
pukTanbHo [4].

B cBoem nepeom coobueHnmn N. Fejerman (1976) onu-
can 10 NauMeHTOB C KNMHNYECKO KAPTUHOW, CXOQHOW C
cuHApomMom BecTa, HO 6€3 HapyLeHWIn NCUXOMOTOPHOI0
pasBuTUA U C HOpPManbHbIMW pesdynbTatamm  J3l-
nccnefoBanus [7]. KnMHUYeCKn 0TMevanuchb KUBKKN UK
KOpPOTKWE B3JparnsaHus, HanoMuHaroLWwmne NHMaHTUIb-
Hble cnasmbl. Pe3ynbTatbl HabnoaeHnin 6bInn 000XKe-
Hbl BHa4ane B COOPHMKe MaTepuanos NaTMHOAMepPUKaH-
CKON KOH(pepeHUMm [7], 3aTeM LOMNOJSIHEHbI B COABTOP-
ctBe ¢ Lombroso (1977) [12] w npefacTaBneHbl B KHUMe
«Convulsiones en la Infancia» — unt. no [5]. B nanbHeii-
LLUeM 3TW cllyyYaun neriv B OCHOBY CEpUM HaBGMIOAEHWNI C
ONUTenbHbIM KatamHe3oM, 1 K 2002 r. aBTopomM 6bIN0
onucaHo 6onee 40 naumeHToB [8]. CXO4HYIO KNUHUYeE-
CKYI0O CUMNTOMATWUKY OMUCbIBANM Y CBOMX MNaLWEHTOB
Giraud (1982) [4], Gobbi (1982) [10] n Dravet (1986) [6].
B 2009r. (cnycTa 33 roga nocne neporo 0nMcaHns CuH-
apoma) N. Fejerman npogosixkun paboTy B 310 0651acTh
N yyacTBOBas B MHOFOLEHTPOBOM WCCNEA0BaHMM
Caraballo n coaBTopos [4].

[106pOKA4YECTBEHHbIV HEANUNENTUYECKNA MUOKTOHYC
MlafieH4eCcTBa BO3HMKAET 06bIY4HO HA NEPBOM FOAY XU3-
HU (4aLle B 6 mec.), coBNagas c BO3pacToM AebrTa CUH-
npoma Becta [15]. B uccnegosanum Caraballo u coasTo-
poB (2009) pe6tor JHMM Ha6bntoganca B BO3pacTHOM
MHTepBane ot 1 10 12 Mec. XXM3HK, YTO B CpeHEM COCTa-
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KnuHu4yeckun cny4vau

Buno 5,6 mecsaueB. O6bIYHO NAPOKCM3Mbl KpaTKOBpe-
MEHHbI (1-2 CeK.), HO BO3MOXHbI U 60nee LSINTESIbHbIE
3nn304bl 06bI4HO 32 CHET BO3HWKHOBEHUSA KJ1acTepoB U
cepuin (B 40% cny4yaes). CepuitHble N N30NMPOBAHHbIE
LBVOKEHUA MOTyT HabnoAaTbC HECKONbKO pa3 B [EHb,
HO Heoba3aTeNnbHO exxeaHeBHO [4].

Mo pnaHHbIM Panayitopoulos (2010), moTopHbie dhe-
HOoMeHbl B pamMkax OHMM moryT pasnuyarbcs no KnuHe-
maTuke. HacTb COObITUIA NPOSABAAETCA KOPOTKUMM TO-
HUYECKMMU cnasmMaMy KOHEYHOCTEN WK LWen, apyrue
— anu3ogammn «apoxkaHus» (shuddering), KoTopble MO-
ryT otmedatbcs y 35% nauneHToB. Heanunentuyeckun
MUOKNOHYC B BUAE KOPOTKWUX B3aparuBaHuin Habnoaa-
etca B 23% cly4aeB, aTOHUYECKNE KMBKMW (Heanunen-
TUYECKUIA HeraTUBHbIA MUOKIOHYC) — Y 9%. [BuxeHuns
NPakTUYeCKN BCEraa CUMMETPUYHbI, 06bIYHO BOBMEYE-
Hbl T0JIOBA, LUEA, PYKW WM TynoBuLle. XapakTepHO
BO3HWKHOBEHWE MApPOKCU3MOB B COCTOAHUN 604PCTBO-
BaHM$, YaLlle NPy BOJIHEHUK, CTPaxe, MHOrAa npu gede-
Kauum v ypuHauuu, ogHako y 15% naymeHTOB OHU MO-
ryT Habnwopartbcs n Bo cHe [8]. Pachatz n coasT. (1999)
B CBOEM WCCMe0BaHUN Npu aHanuae uktanbHon IMI
otmeTunu, 4yto AHMM Ha camom pgene npeacTaBnser
COO0 KOPOTKME TOHWYECKMEe 3nNu3ofdbl ASIUTENbHO-
cTbto 60nee 200 mc, 0LHAKO BCE e Ha3Banu Habnwoaa-
emMoe  fABJiIeHWE  «MUOKJIOHycoM  DeprkepmaHa-
JTom6po30» [14]. B HEKOTOpPbLIX Cry4yasx ABUXEHUS pe-
6eHKa HaNOMUHAIOT TPEMOP U NMOX0XU Ha 03HO6 — UMEH-
HO TaK MX 4acTO ONMCbIBAKOT POAMTENN. B aHrnoA3bIY-
HOV NuTepaType Takue ann304bl 0603HA4AOTCH TEPMU-
Hom shuddering attacks («npucTynbl [pOXaHUA»).
B 2000 r. Kanazawa conocTaBu/l KIUHUKO-3NEKTPO-
Muorpaduyeckre LaHHble MpU «npucTynax Apoxka-
HUSA» 1N LO6POKAYECTBEHHOM MWOKJIOHYCEe MafeH4ye-
CTBa W cAenan BblBOL O HO30/I0TMY4ECKOM €UHCTBE
aTux coctoanum [11].

B cBoeii cTatbe Caraballo n coasr. (2009) [4], npoaHa-
nu3npoBas 6onblyl rpynny nauueHtoB (n=102) ¢
OHMM, cymmupoBanu pasnuyHbie KNHEMATUYECKME Ba-
pUaHTbl JaHHbIX NAPOKCU3MOB (CM. Tab. 1). MpuHUMnmu-
aJIbHO BCE ABVKEHUA OblNn pasfesieHbl Ha MUOKIIOHYC,
LpoXKaTesbHble NapoOKCU3Mbl U CNa3mbl C KPaTKOBpe-
MEHHbIM TOHWUYECKUM Hanps>KeHWem KOHeYHOCTei u/
WS TONOBbBI U LLEN.

Monumopduam KNMHNYECKNX NPOSBEHNIA 3acTaBNA-
€T C OCTOPOXHOCTbI NPUMEHATb B Ha3BaHUW onuca-
TeNbHble TEPMUHBI, TaK KaK «A06P0OKa4eCTBEHHbIA MUO-
KJIOHYC» Yalle npeacTaBnseT cobo TOHUYecKuii oeHo-
MEH PA3HON ANNTENIbHOCTW, U, HANPOTUB, BHELLUHE «[0-
6POKA4YeCTBEHHbIE CNa3Mbl» MOryT SBAATLCA NO CYTW
MMWOKMOHYCOM. B CBfiI3W C AaHHbIMWU AEUHUTUBHbLIMM
CJTOXXHOCTAMM, @ TAKXXe B HeCTb NEPBOOTKPbIBATENS Obl-
110 NPeAIoKEHO 3NOHNUMHOE HasBaHue: cuHapom dep-
>XepMaHa. Takoii BapuaHT Ha3BaHusa JIMWeH TePMUHOII0-
FMYECKON HEONpPeaeneHHOCTU, PaKTUYEeCKMN yXKe npume-
HAETCA B JINTEpaTtype, NOLAEPKNBAETCA BEAYLUNMU He-
BpoJsioramu mupa [5] n noatomy, Ha Hall B3rnsag, Hanbo-
nee yaadeH.

[lo6poKa4yecTBEHHbI MUOKJIOHYC M1aflEHYeCTBa
Tunbl gBUraTesnbHbIX (PEHOMEHOB KonuvecTtBo
1 nokanusauma y 102 nayMeHToB nauueHToB
MwnoKnoHyC rofioBbl 1 Wwen' 7
MWOKNOHYC BEPXHUX KOHEYHOCTEI? 1
MWOKNOHYC roJfioBbl, LUEN U BEPXHUX 5
KOHEYHOCTEN
B utore: 23
[lpo>xaHue ronoBbl U LWen 17
[po>xaHne BepXHUX KOHEYHOCTEN 8
[lpoXKaHue rofoBbl, LWeW N BEPXHUX 10
KOHEYHOCTEn
B utore: 35
Cnasm 1 KOpOTKOe TOHMYecKoe 12
Hanps>KeHne ronoBbl u wen'
Cnasm 1 KOpoTKOe TOHNYecKoe 10
Hanps>keHNe BEPXHUX KOHEYHOCTEN?
Cnasm n KopoTKOe TOHMYEeCKoe 9
Hanps>eHne rofioBbl, LUEN Y BEPXHUX
KOHEYHOCTEN
B utore: 31
ATOHMWS USTN HEraTUBHbLIA MUOKNOHYC 4
Len v TynoBmMLLA
HeckonbKo TMNOB NapoKCU3MOB 9
06uiee KOMMYeCTBO NALMEHTOB 102

Ta6auna 1. KIIMHIYECKUE IPOSBICHUS
JIOOPOKAYECTBEHHOI'O MUOKJIOHYCA MJIa/IeHYeCTBa [4].

! Bonwute co czaubamuem 207106bl;
2 Boawuie ¢ aKcmen3ueli unu gonexcueli u pazeeoeruem 6ePXHUX
KOHeUHOCMeLL.

Atnonorna cuHgpoma @epyxepmaHa Hew3BecTHa.
Mo paHHbiM Maydell (2001) [13], oBuratesibHble NPosB-
JIEHWUA CUHAPOMA NPeSCTaBNAT CO60M 3K3aNbTUPOBAH-
HbI PU3NONOrNYECKUA MUOKITOHYC.

Mo coo6LyeHuto Caraballo n coasT. (2009), uHTEpecHoM
0C06EHHOCTb0 60JIbLLIMHCTBA 06CNEL0BAHHbIX CeMel na-
uneHToB ¢ CO ABnseTcsa Hanuyue xoTa Obl Yy OQHOM0 13
poauTenen yHUBepcuUTeTCKOro obpasoBaHus [4]. Nimeet
JIN 3TO 3HAYEHME — MOKaXYT 6yayLLmMe nccnegoBaHus.

MporHo3 cuHgpoma depxepmaHa 61aronpuATHbLINA
C MOJIHOW CMOHTAHHOW PEMUCCUEN K LBYX-TPEXJIETHEMY
BO3pacTy (4alle NpPUCTYNbl NPeKpawialnTcs Ha BTOPOM
rofy *usHu). 13 102 naumeHToB B Cepun HabNOLEeHUNA
Caraballo napokcuambl CaMOCTOATESIbHO KYNMPOBANNCH
B BO3pacTHOM nepuoae oT 6 4o 30 Mec. XXU3HK, B 60J1b-
LUMHCTBE C/ly4yaeB Ha BTOPOM rofy; NMuLib B ABYX Cly4a-
AX OTMEYEHO NOSBMIeHWE 3MUNENTUYECKUX MPUCTYNOB
B paMKax [06p0oKa4yeCTBEHHOW (DOKaNbHOW 3NUencun.
HapylwieHnin ncuxope4eBoro pasBUTUA HE OTMEYEHO
HW Yy OOHOr0 nauueHTa B 310 rpynne [4]. Accounauns
cuHapoma deppkepmaHa c manonaTuyeckon dokanbHoOM
anunencuen (06a BO3PACT3aBUCUMbIX COCTOAHWUSA)
MOXXET CBMLETE/IbCTBOBATbH O HANIMYUWN eJMHOr0 Mexa-
HW3Ma NaToreHe3a — BPOXXAEHHOr0 HapyLLEeHUs NpoLec-
COB cO3peBaHua moara [2].

OudbdpepeHumanbHbll AnarHo3 406pOKa4eCTBEHHOIO
MUWOKOHYCa MJ1afleH4YeCcTBa MPOBOAMTCS, B NEPBYIO 04e-
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pelb, C UHAAHTUIIbHBIMU CNAa3MaMy U MUOKTOHNYECKN-
MU NpucTynamu, O4HAKO cnefyeT NMOMHUTbL U O psAAe
CXOAHbIX HEANUIENTUYECKUX NAPOKCU3MaSIbHbIX COCTO-
AHWI. TaK, QUCTOHNYEeCKMEe PeHOMEHbI XapaKTepHb! ans
MapoKCM3ManbHbIX AUCKUHE3WiA, cuHapoma CaHaude-
pa, NapoKcu3maibHOW KpuBOLLEW, NAPOKCM3MaSbHOIO
XopeoaTeTo3a. Tpemop MOXET HabnaaTbCsA Npu Meamn-
KaMEHTO3HbIX UHTOKCUKALWAX, HEOHATaNbHOM peHOMe-
He jitteriness, spasmus nutans, a Tak)Xxe B paMkKax 3B0-
NIoLMKM 3cceHynansHoro tpemopa. Muoknonun cnegyet
anepeHumpoBatb ¢ A0OPOKAYECTBEHHbIM HEOHa-
TaJibHbIM MMWOKJIOHYCOM CHA, TUNepaknyiekcuei, CUH-
ApoMoM KnHc6ypHa (0NCOKIIOHYC-MUOKNOHYC). C TOHM-
4eCKMMUW MPUCTYNamm MOryT OblTb CXOLHbI J06pOKaYe-
CTBEHHAs [eBuauns rnasHbiX 670K, TOHUYEeCKMe no-
3Hble (DEHOMEHbI B pamMkax ctapti-pedekca.

B oTeyecTBeHHON nuTepaType cuHapom demxepma-
Ha NpeAcTasiieH B eAuHUYHbIX nyonukaumnax [1,3]. Mpu
3TOM ONWUCAHUSA HENOCPELCTBEHHO KIIMHUYECKUX Clyya-
€B Mbl He Hawnu. B ¢BA3M ¢ 3TUM NPUBOANM COOCTBEH-
Hbl€ KJINHNYECKMNE HABIOLeHN .

PebeHok X.®., 9 mec., NOCTYNUA B NCUXOHEBPOSIOrN-
yeckoe otaeneHne MAMKB B ¢Bsi3u ¢ xxanob6amm Ha no-
BTOPHbIE COCTOSIHUS B BUAE «KMBKOB», MEPUOLMNYECKU
COMpPOBOXAAKLLNXCA LeBuaLmen rnas Beepx, MUOKJIIO-
HUAMM BeK. HeKOTopble N3 HUX COYETaNIMCb C HE3HAYM-
TeNbHbIM MWUOKJIOHYCOM M/€4eBOr0 nosica U Jerkum
noabLeMOM pyK. BrnepBble yKasaHHble COCTOSAHUS BO3-
HUKNKM B 0KTA6pe 2012 ., MakcMManbHas 4yactoTa onu-
CaHHbIX 3MM3040B 32 CYTKM — OKOJI0 6, HEKOTOpble U3
HUX TPYNNUpPoOBanuchb B cepum no 3-4 kneka. KOHCYNbTu-
poBaH HeBponorom, nposeaeHa 33l — anunenTndopm-
HON aKTUBHOCTW He BbISABIIEHO.

Hactoawaa rocnutanusaums 06YCNOB/IEHA 3HA4YU-
TeNbHbIM HapacTaHWEM 4acTOTbl BbILIEONUCAHHBIX Ma-
POKCU3MOB (LECATKU B CYTKM).

CocTosiHMe Npu NOCTYNJIEHNN: (DEHOTUMMNYECKME 0CO-
6EHHOCTU — MaKpOTWSA, OTTOMbIPEHHbIE YLIWN TPeyrofib-
HON (hOPMbI, HEA0PA3BMTUE 3ABUTKA U MPOTUBO3ABUTKA
YLWHbIX PAKOBUH, 3MUKAHT, TUMOTENOPU3M.

HeBposormyeckmMin CcrTatyc: 04aroBbiX CUMMNTOMOB
HeT. MOTOpHbIEe HaBbIKM Pa3BUTbI B COOTBETCTBUN C BO3-
pactom.

AMOoLMOHanNeH,
3MOLMKN afpecHble.

13 aHamHe3a: pe6EHOK OT TPeTbel OEPEMEHHOCTHY Ny-
TeM JKO (1-9 n 2-9 — BHEMaTO4HbIE), NPOTEKABLLEN Ha
(hoHe yrpo3bl NpepbiBaHUA B 7 Hefesb, recTalMoHHOro
caxapHoro auna6eta. Poabl CpOYHbIE, CAMOCTOATENbHbIE,
6bicTpble (5 4), 0OCNOXHMBLUMECSA LOPOAOBLIM N3NUTUEM
okononnogHblx BoA. Macca Tena npum poXAeHUN —
2850 r, onuHa — 51 cMm, oueHka no wkane Anrap —
7/8 6annos.

C ceHT6psa 2012 r. MmaTb NepuoanYecKmn cTana oTme-
YyaTb COCTOSIHMS B BuUAe «NepefepruBaHus nnevyamu»
C 4acTOTOW HECKONbKO pa3 B HeAesto, He CONPOBOX4aB-
LIMecs N3MeHeHWeM NOCTYPasibHOro TOHyCa U He npe-
pbiBaBLUNE TEKYLLYIO eATeSIbHOCTb Pe6EeHKa.

NposiBNAET WHTEPEC K WrpyLiKam,

B otoeneHum y pebeHKa COXpPaHANMUCb 4acTble MNO-
BTOPHble MOTOPHbIe (DEHOMEHbI B BUAE «KUBKOB» — [10
15-20 B CyT., HEKOTOPbIE U3 HUX C FPYNMNUPOBAHNEM B Ce-
pun no 2-4 «kneka». PyTnHHas 33l He BbISBUNA anusen-
TUOPMHON aKTUBHOCTU, HO BO BPEMS NPOBeAEHUs UC-
Clej0OBAHNA «KUBKW>» He ObISIN 3aDUKCUPOBAHbI, MO3TO-
MY Ha OCHOBaHWW XapakKTepHOW KUHeMaTuKu 3nu3onbl
ObINN NpeLBapuTeSIbHO pacLeHeHbl B pamMmKax anuenTun-
4eCKOro HeraTMBHOINO MWOKNOHYyca. Ex juvantibus 6bin
Ha3Ha4YeH KOHBYJNeEKC (kannu) B cTtaptoBoi gose 13 mr/
Kr/cyT. (120 mr/cyT.) ¢ nocnegytLwmm noCTeneHHbIM No-
BblleHMNeM [03bl 8o 50 mr/kr/cyT. (450 mr/cyT.), 04HAKO
Ha poHe Tepanuu CyLLeCcTBEHHON ANHAMUKM MO 4acToTe
«KBKOB» He O0TMedyanocb. [pu nposegeHun J3l-
BWLEOMOHUTOPMHIA NapoKcu3mbl 6bIinn 3adukKcmpoBa-
Hbl, UKTaNbHbIX 3NUNENTUAOPMHbIX KOPPENATOB He OT-
Me4anocb, Ha OCHOBAHUW Yero chenaH BbIBOA O HE3MuU-
NenTMYeCcKOM XapakTepe HabHAaeMbIX COCTOSHUIA (CM.
puc. 1). KoHBYnekc 6b171 0OGHOMOMEHTHO MOJTHOCTbIO OT-
MEHEH, 4TO He BbI3BAJI0 MN3MEHEHUNA 4aCTOThbl «KNBKOB».

C y4eTOM KMHEMATWKKM OTMeYarLlmxca ABUraTenb-
HbIX (DEHOMEHOB, OTCYTCTBUA 3INUNENTUMOPMHON aK-
TUBHOCTW Ha J3I, HOPMANLHOIO NCUXOMOTOPHOrO pas-
BUTUS BbILLEO3HA4YEHHbIE COCTOAHUSA PACLEHEHbI KaK [0-
O6POKA4YeCTBEHHbIN HEANUMENTUYECKNIA MUOKITOHYC MJ1a-
JeHvecTBa (cuHgpom depyxkepmana).

Mocne BbINMCKM M3 cTauMoHapa 4acTota NpucTynos
NPOrpeccMBHO yMeHbLlanacb, BMAOTb A0 MOJIHOW MX
NoJSIHOW peayKuum 4epes 1 mec.

Poautenu gpyroro nauueHta (b.A., Bospact — 8 mec.)
obpatmnuce B IHCTUTYT LEeTCKOM HEBPOMOTAMX U 3Nnnen-
cun umeHun GCeatutensa Jlyku ¢ xxano6amum Ha KOpoTKue
napoKcu3malbHble 3Nn304bl B BUAE Pe3KO BO3HUKAK-
LUMX KUBKOB C MPUNOSHUMAHVEM PYK.

AHamHe3 3a6oneBaHud. [1e60T NapoOKCU3MOB OTMe-
YeH B BO3pacTe 5 Mec. XXU3HW. MauneHT pe3ko BHe3an-
HO HAKJIOHANCA BNEped C CMHXPOHHbIM MIHOBEHHbIM
BbINPAMJIEHNEM U NPUNOLAHUMAHNUEM PYK Nepen cO60M
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Pucynok 1. [Taniment X.®., 9 mec. B xoze Bueo-00I-
MOHHUTOPHHIA 3APETUCTPUPOBAHBI COCTOSIHUS B BUJIE
«KHWBKOB», IEPUOINYECKN COIPOBOK/IAIOIIXCS
HE3HAYUTEIbHBIM MHOKJIOHYCOM I1JIEYEBOIO MOSACA U JIETKAM
noAbEMOM pyK. Ha OOI' B JaHHBIE IEPUO/IBI UKTATBHBIX
SMUIENTH(POPMHBIX KOPPEIATOB HE OTMEUYAJIOCD.
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PucyHnok 2. [Tanuent B.A., 8 mec. B xoze Bugeo-00T
MOHHUTOPHHIA B [IEPUOJ GOAPCTBOBAHUS 3APETUCTPUPOBAHEL
KHUBKH, IEPUOIMUECKU COBMECTHO C OBICTPBIM HAMPSAKEHNUEM
MBIIII] IJIEYEBOTO 1osIca. Ha OO BO BpeMs JaHHBIX AITHU30/10B
OTMEYAJIOCH TOSIBIEHUE MHOKECTBEHHBIX JIBUT'ATE/IBHBIX 1
MHOTI'PapUYECKUX APTEDAKTOB; HE OTMEUYEHO MOSIBIICHUS
AMUIETITA(POPMHON AKTUBHOCTU NIH DDT-TATTEPHOB
SMUENTUYECKUX IIPUCTYTIOB.

NN B CTOPOHbI; HA6MO[ANCA KUBOK rOJIOBOW BHU3 U
HEMHOro BOOK (4aLlie BNeB0). YKazaHHble 3nn30/bl BO3-
HUKanM NpeMmyLecTBEHHO B Nepuoj, Korga naymeHT
Haxoauncs B nonoxkeHun cupas. NageHnamum nnn ybée-
ANTeNbHON noTepei CO3HaHWA cOoObITUA He COMpPOBO-
XOanucb. Hactota KMBKOB 1 B3JparnBaHWin NOCTENEH-
HO Ha4yana yBenuyinBatbCs: OT PeAKUX, EANHUYHbIX Na-
POKCU3MOB [0 €XEOHEBHbIX, BO3HMKAKOLWMX MO He-
CKOJIbKY pa3 B CYTKW B BOCbMUMECHYHOM BO3pacTe.
Poautenu otmeyanu, 4to, Kak npasusio, ONUCbIBaeMble
BblLLe COObITUA y4allanucb K Bevyepy. Bpay-HeBponor
Ha OCHOBaHWW >Xanob u ocmoTpa NPeanonoXun
Hanmyue y naumeHTa 3nuiencumn ¢ nuNenTuyecKumm
crnasmamm uiau MUOKIOHUYECKUMU NPUCTyNnamu, B CBSI-
31 C 4eM W pekomeHaosan o6bpatutecs B WOHI
um. Ce. Jlykn ans nposeaeHns o6¢cnenoBaHns u yTou-
HeHus guarHosa.

AHaMHe3 Xn3HU. Pe6eHOK OT NepBOi 6epeMeHHOCTH,
npoTekasLlen 6e3 0co06eHHOCTel. Polbl: CpoYHbIe, ca-
MOCTOSATENbHbIE, Macca npu poxaeHun — 3520 r, onuHa
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— 52 cm. HacneacTBEHHOCTb MO 3MUIIENCUN HE OTATOLLe-
Ha. PaHHee pa3BuTME MO BO3PACTY — rOJIOBY OepXuT
¢ 1,5 mec., cnaut ¢ 6 mec.

B HEBpPONOrM4eCcKOM CTaTyce 04arOBbIX CUMMNTOMOB
He BbIiBJIEHO. [TCMXOMOTOpPHOE pa3BuUTME — M0 BO3PACTY.

MarHuTHO-pe3oHaHCHas Tomorpadusa rofoBHOMO
MO3ra: NaToNnornYecknx M3MeHeHNNn B CTPYKTYPE rofoB-
HOro MO3ra He BbISIBNEHO.

HouHoi Buaeo-33r-moHntopunr (ot 03-04.05.2011 r.):
OCHOBHas aKTUBHOCTb B NpeAenax BO3pacTHON HOPMbI.
CoH moaynupoBaH no ctagnam u gpasam. B xoae Buaeo-
AO0I-MOHUTOPUHIA TUNNYHOI NOKaNbHON, AN AY3HO 1
reHepann3oBaHHON 3NMNENTUGOPMHON aKTUBHOCTU He
O0TME4Y€eHO. ANUNenTMYeCKNX NMPUCTYNOB 3aperncTpupo-
BaHO He ObIno. B xone uccneposaHns 604pCTBOBAHNA
poOAMTENSAMN U MEAULIMHCKUM NEPCOHANOM BbISIBIEHO
MHOXXECTBO [BUraTesibHbIX MAapOKCU3MasnbHbIX 3MU30-
[O0B Y MauneHTa: B NOJIOXEHUN CUAA BEPTUKAbHO, 63
NnoAdepXKW, OTMeYannucb KUBKW, NEPUOANYECKUN CO-
BMECTHO C ObICTPbIM HAMpPSXXEHWEM MbILIL, NJIe4eBOro
nosica U MFHOBEHHbIM MPUMNOLHUMAHUEM PYK (CM. puUc.
3a, 36, 38). Ha 93l BO Bpemsi AaHHbIX 9N13040B 0TMeYa-
110Cb NOSIBNEHNE MHOXXECTBEHHbIX ABUTaTeNbHbIX 1 MUO-
rpacpuyecknx aptedakToB, MaCKUPYOLWNX 6GUOINEK-
TPUYECKYH aKTMBHOCTb. Ha cBOGOAHbLIX OT apTedakToB
anoxax 3anucy He OTMEeYasniocb MOSIBNIEHUS ANUNeNnTn-
hOpPMHOI aKTUBHOCTU UK I3T-NATTEPHOB INUNenTUYe-
CKMX npuctynos (cm. puc. 2). Y4nTbiBas KIMHUKO-
anekTpoaHuedanorpaduyeckme 0COOEHHOCTU, HET
Q9l-noaTBEPXXAEHMI 3NUNENTMYECKOr0 XapakTepa na-
POKCU3MOB.

C y4eTOM KJIMHUYECKMX U aHAMHECTNYECKNX 0COOEH-
HOCTei, HOPMaJIbHOr0 NCUMXOMOTOPHOIO PasBUTUA, OT-
CYTCTBMSI B HEBPONOrM4YeCKOM CTaTyCe 04aroBOW CUM-
nToMatuky, a Takxe 33-NaTTEpPHOB 3MUNENTUYECKUX
MPUCTYNOB WU WHTEPUKTANIbHON 3NuIenTUOPMHON ak-
TUBHOCTM Ha 33 6bIN yCTAHOBNEH AMArHO3: 406 pOKaye-
CTBEHHbIA HEe3NUNEeNnTUYeCKNiA MUOKNOHYC MafeH4e-
cTBa. PeKOMEHA0BAaHO BO3JEPXXaTbCA OT Ha3HAYEHUS
LNNTENbHON aHTU3NUNENTUYeCcKOn Tepanuun. JanbHeii-
lwee HabnoAeHNe B AUHAMUKE NMOKa3aso NOCTENeHHbIN
perpecc yKkazaHHbIX COCTOSHUN.

B npnBeAeHHbIX KNMHNYECKMX NpuUMepax crneayeT oT-
METUTb NPUHLUNNASBHYIO BaXKHOCTb BMAE0-33-MOHK-
TOpUHra, no3sonueliero anddepeHumpoBatb A06PO-

-
17 T, M 33018 b, 3570, e e G

3a

Pucynok 3. Kunemaruka asrokenuit npu JHMM y nanjuenTa b.A.
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SAMNAENCUA

M NAPOKCU3MAJIbHbIE

Neo2

Ka4eCTBEHHbI HEAMUNENTUYECKIA MUOKIIOHYC MaAeH-
4ecTBa OT TsXKENbIX 3a60SieBaHUA HEPBHOW CUCTEMbI.
CBOEBpeMeHHas JMarHOCTMKa 3TOr0 COCTOSHUA KpanHe
Ba)KHa B CBA3M C MOTEHLMANbHOK ONACHOCTbI0 HAa3HAYe-

COCTOSAAHMA

HNA HenpaBWJIbHOr0O arpecCuMBHOrN0 nevYeHna aHTUaNKn-
nenTUYeCcKMMU npenaparamm n BO3MOXKHOMN CoLManbHOM
cTurMmatTu3aunm nauneHToB B ciiy4ae runepamarH0CTUKn
anunencuun.
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Abstract: Fejerman syndrome (benign nonepileptic myoclonus of infancy) is a rare nonepileptic paroxysmal disorder,
characterized by typical presentation of short head nodding or shuddering in otherwise healthy infant without focal signs or
psychomotor retardation and not associated with epileptiform abnormalities on EEG. Onset of this disorder occurs at first
year of life (predominantly 6 months). Prognosis is benign with spontaneous disappearing of paroxysmal episodes by age of
2-3 years. This syndrome is poorly described in Russian literature. We present the description of our own clinical cases.

Key words: Fejerman syndrome, benign nonepileptic myoclonus of infancy, epileptic spasms, video-EEG monitoring.
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