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Paunss Muok;IoHIdecKas sHuedasonaTua —
caMasi paHHsA (popma MIajieHIecKoil
MLIENTHYECKON dHIedasonarim

oo AA. Xomm'-2, E.C. Wmbina®, K.B. Bopouxosa®, T.M. Axweyio!, A.C. Ierpyxum’
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Mmeduyunckoeo yHueepcumema um. H.U. I[lupoeosa

Panusgs MuokinoHnyeckas sHiedanonatus (PMD) — penkast miaaneHuyeckast (popMa sMUIENCUn.
OGMraTHBIM Npu3HakKoM PM D gBiisieTcs anuaenTUIeCKIii MUOKJIOHYC, TAKXKE MOTYT OTMEUYAThCS
TOHUYECKKE cra3Mbl U (hOKaJbHbIe MOTOPHbIE MTPUCTYIIbL. JAlnarno3 PMD MoxeT ObITh YCTaHOBJICH
MPpU HATMYKUKU (PparMeHTapHOIO MUOKJIOHYCA B COYETAHUM C CYITPECCUBHO-B3PBIBHBIM MTATTEPHOM
Ha aJieKTposHIedanrorpamme. [IpuMeHeHre psiia aHTURIMUIETITUYECKUX TTpernapaToB (Kapbamase-
MMYH, JTaMOTPUKMH, TOIMpaMaTt, BUrabatput) npu PMD nmpoTHBONMOKA3aHO U3-3a BEHICOKOTO PHUC-
Ka YCWIEHUs MPUCTYNOB. PeKoMeHayeTcss KOMOMHUPOBAaHHAs Tepariusl ¢ MCITOIb30BaHMEM OEH30-
NMa3eNMHOB, 6apOUTYpaToB, BAlILIIPOATOB U BLICOKMX 103 BUTaMuHa B. B cTathe npeacrabieHo

HabmoneHue 3a 12 mauueHntamu ¢ PMD.

Kntouesvie crosa: paHHsis MUOKJIOHWYECKast SHIIedaTonaTust, SMuienTuiyeckKue sHiedanonaTiu,

SMUIENTUYECKUN craryc.

Pannas Muokjgonuyeckas sHuedamonaTus
(PMD) — snunenTuyeckuii CUHAPOM, 1e0i0-
TUPYIOIIMIA B HEOHATaJbHOM TMEPUOJE U Xa-
PaKTEPUIYIOUIMICSI MHOXECTBEHHBIM BIIH-
JIENTUYECKUM MUOKJIOHYCOM, PE3KOIi 3a1epxk-
KOt TICUXOMOTOPHOTO pa3BUTHs, (papmMakope-
3UCTEHTHOCTBIO U TSXKEIbIM ITPOTHO30M.

PanHss mMuoxioHnveckass 3HIedazormna-
TUSI — TsiKesasi, HO JOBOJIbHO peakast hopma
SIUJICTITUYECKON >SHIIedaTonaTuu, KoTopas
pa3BUBAETCS B MePBbIe THU WU HEAEIU KU3-
HU. DIMIENTUICCKII MUOKIIOHYC MOXKET T0-
SIBUTBCSI TOTYAC K€ TMOC/Ie POXIACHMUS, a TaKKe
onucaHbl ciiyuan PMD ¢ BHYyTpMyTpOOHBIM
Ne0I0TOM; TP 3TOM pOXaBlue paHee Oepe-

Konmakmmuas ungopmayus: Boponkosa Kupa Branm-
MUpPOBHa, kiravoronkova@yandex.ru

MEHHBIE YeTKO AuddepeHINpPYIOT aHOMAaThb-
HbIC MHUOKJIOHWYECKHUE ITOACPTUBAHUS C (hH-
31OJOTUYECKUM IIeBeJICHUEM TLI0IA.

B coBpemenHoit knaccudukauuu (Engel J.
et al.) PMD paccMmatpuBaeTcs B pyOpUKe 31U~
JlenTuyeckux sHiedanonatuii. PaHee naH-
HBIII CMHIPOM OBUI OIMCAaH PSIIOM aBTOPOB
MOI pa3HBIMM Ha3BaHMSIMU: HeOHaTaJlbHas
MMOKJIOHUYECcKass 3HLedanonarus, paHHsIs
MUOKJIOHMYECKas 3HIe(aTonaTus ¢ IIIeT-
CUeil, paHHsSI MUOKJIOHMYecKas 3SHIedano-
natust Aiikapau.

Dmuaemuonorus. Y 60% 6oabHbIx PM3D ne-
orotupyeT B TeueHue 10 mHeil mocie poxie-
HUS ¥ OYCHB PEAKO Ha BTOPOM MECSIIIe XKM3HU.
JleBOYKY 1 MaJIbuMKU cTpagaioT PMD onnHa-
KoBo yacTto. Bcero B mupe k 2010 1. Ob1710 Onn-
caHo okojio 80 ciayyaeB PMD (He BKiIo4as
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Pe3ynbTathl HeCMeAOBAHHA

OIMCAHHBIX B JAHHOH CTaThe MAlIUEHTOB), O/~
HaKO 3TH JaHHbIE HE OTPakaloT peayibHON CHU-
TyalliM, MOCKOJbKY MHOTHUE OeTH MOThOarT
IIOBOJIbHO paHO, HE YCIIeB IOABEPTHYTHCS
Cepbe3HOMY KJIMHUKO-3JIEKTpO3HIIedanorpa-
¢draeckoMy 00CIIeTOBaAHUIO.

Kmmamgeckas kapruaa. Cuanpom PMD ma-
HUdeCTUpyeT TpUamol TPYIHOKYpPAOETbHBIX
mpucTtymoB. CaMbIM IIEPBBIM ITOSIBJISICTCS
dparMeHTapHBIT  “JeTyYnii” MHOKJIOHYC
BIUIOTHh 1O 3IMCTaTyca, a TakKKe MaCCHUBHBIC
OunarepaqbHble MUOKJIOHUM, TIEPEMEXKaro-
1yecs ¢ MajJbIMU MOTOPHBIMU TIPUCTYTIAMU,
KOTOpbIE MOTYT TIPUCOCIUHUTHCS HEMHOTO
rosxe. TpeTuit TUT NPUCTYIIOB — TOHUYECKUE
(MHObAHTUIBHBIE) CIA3MBI.

®parMeHTapHbIN “JIETYYNil” MUOKIOHYC —
OOJIUTAaTHBIN TUI MPUCTYIIOB, WHOTAA MOXKET
MPOSIBISATHCS cpasy nocie poxaenus. Habmro-
JlaeTcsl MPOU3BOJIbHAS MUTPALIMSI MUOKJIOHYCA
OT OJHOM yacTu Tejia K Apyroii. B mpouecc mo-
TYT BOBJIEKAThCS JTULIO MU KOHEUHOCTH, TPUIEeM
MMOKJIOHYC HaOII0AaeTCs B pa3IMYHbBIX y4acT-
Kax aCUHXPOHHO W aCUMMeTpU4YHO. MUOKII0-
HUU KOPOTKHME 1 YacThle, SAUMHUYHBIC WIM M0~
BTOPSIIOIIMECS, MOTYT HaOJIIOAaThCsl TIPOIOT-
XKuTesnbHoe BpeMs. Eciin MuokiioHun y peoeH-
Ka ¢ mopo3peHuemM Ha PMD HeuacTeie, 3TO
CKOpee UCKITIOUYCHUE.

Bonee MaccuBHBIE, OOBIYHO OMCUHXPOH-
HBbIE MMOKJIOHMM KOHEYHOCTEH MOTIYT Ie0ro-
THPOBAaTh OTHOBPEMEHHO ¢ (pparMeHTapHBIM
MUOKJIOHYCOM WJIM TIPUCOCAUHSATHCS UYYTh
mo3xe. [IpocTele hoKaIbHBIC TPUCTYITBI MO-
TYT OBITh HE OYCHb 3aMETHBIMU, MaHU(ECTH-
py$ € IeBUAIUY TJ1a3 UM aBTOHOMHBIX CUMII-
TOMOB, TAaKMX KaK TTOKPACHEHUE JINIIA WJIN all-
HO3. DoKasbHbIE KJIOHUYECKUE TPUCTYIbI
MOTYT HaOJIOAaThCsl B PA3IMYHBIX TPYITAx
MBI, Hepenko BO3HUKAIOT TaKXKe aCUMMeT-
pUYHBIE TOHUYECKHUE TIOCTypaJibHbIE MPUCTY-
1bl. ToHUYecKKe MPUCTYITBI OOBIYHO MaHUbe-
CTUPYIOT B TIEPBBIN MeCSII XXU3HU, MOTYT OT-
MeJaThCsl BO BpeMsi 00IPCTBOBAHUS M BO CHE.

WcTuHHBIE TOHMYECKHE SMUICNTUYECKUE
crna3Mbl HaOJIOOAIOTCS peXe U MPUCOCTUHSI-
I0TCA TT03Xe — 4yepe3 2—4 Mec oT MaHUecTa-

LUKU MUOKJIOHYca. OHU MOTYT ObITh €AMHUY-
HBIMU WM KJIAaCTEePU30BaThCs, Yallle BO3HU-
Kasi BO BpeMsl 00IpCTBOBaHMSI, YEM BO CHE.

[IcuxoMoTOpHOE pa3BUTHE MOXET OBITh
aHOMAJIbHBIM C MOMeEHTa nebiota PMD wim
PEe3KO 3aMeISIThCS Yepe3 HeOOIbIIIOM ITpoMe-
XKYTOK BpemeHU. MoxkeT HabloaaThCsl TUIIO-
TOHMSI B OCEBOI MyCKYyJIaType, TUTIEPTOHYC KO-
HEYHOCTE, IUCITHOS, OTIMCTOTOHYC MJIN JIeIie-
pebparmoHHasI 1mo3a. ¥ BCeX IMallMEHTOB BO3-
HUKaeT MUpaMUTHAs CHUMITOMAaTHKa, JacTo
nBycTOpoHHsIS. [IpakTdecKy He TIPOMCXOIUT
YMCTBECHHOTO pa3BUTHSI, PEOCHOK HE MOXET
CJICIUTH B3TJISIIOM 3a ABIKEHHEM O0BEKTA.

Drtrojorud. PaHHSIS MUOKIIOHMYeCcKasl 9H-
nedanonatusi — MHorogakTopHoe 3a0o0JieBa-
HHE C OOJTBITNM KOJTUIECTBOM CEMEWHBIX CITy-
yaeB. B HEKOTOPBIX CEMBSIX YCTAHOBJICHO ayTO-
COMHO-PEIIECCMBHOE HacjienoBaHue. Y MHO-
rux mnamgueHToB ¢ PMD Habmopaiorcs
BpOKIECHHBIE Je(PeKThI METa0OIM3Ma: HEKETO-
THYECKAasl TUTIEPIIMLIIHEMUSI, MPOITMOHOBAS
aUMUIypusl, METUJIMATIOHOBAS allUAEMUSI, CUH-
npom lLlennBerepa, 6ose3Hb MeHKeca, CyJb-
GuT- M KCaHTMHOKCHUJA3HasT HEZOCTaTOY-
HOCTb, AeUIUT KodakTopa MoaudIeHa,
D-rnunepunoBas anmaemus. B cayyasx PMOD
C aTUMWYHBIM MATTEPHOM ““BCIIBIIIKA—TIOaB-
JIeHrue” Ha ajekTposHiedanorpamme (3390),
aCCOILIMUPOBAHHBIX C HEAOCTATOYHOCTHIO TTH-
PUIOKCHHA, HAOJIOOAIOCh TOJHOE BOCCTa-
HOBJIeHVEe (DYHKILIMI 1Mocae KOPPEKLINU 3TOM
HemocTaTOUHOCTH. CTPYKTYpHBIC ITOBpEXKIIE-
HUS TIpU HEWPOBM3YyalM3allMU y OOJBHBIX
PMD oueHb penku.

ITatodusuonorua. Ilpennonaraercs, 4To
OCHOBO1 pa3BUTHSI 3a00JICBaHUS CIyXKaT Ha-
PYILIEHUS aIloNTO3a KIIETOK (TIPEeUMYIIIECTBEH-
HO aCTPOIINTOB, pacIoJIaralolmnXxcs B OeaoM
BEIIIECTBE BIOJIb AKCOHOB KJIETOK MO3TOBBIX
W3BWINMH) K MOMEHTY POXICHUS WJIM Cpasy
TTOCJIe POKIACHUSI.

Juarnoctuka. B nebrote 3abosieBaHUST pe-
3yJAbTaThl HENPOBH3yaIM3allMd MOTYT OBITh
HOpPMAaJIbHBIMU, B TaJbHEHIIIEM IO Mepe Tpo-
rpeccupoBaHus OOJIE3HU HapacTaeT Lepeod-
panbHasg atpodus. KopTukaabHble Malbpop-
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Mauuu y 6onbHbIX PMD BcTpeuaroTcss o4eHb
peako. [Tockonbky yacto PMBD accouuupyer-
cs ¢ O0JIe3HSIMU HapylLIeHU# oOMeHa, 0COOeH-
HO C HEKETOTMYECKOM TMIEPTIMLMUHEMUEH,
HEOoOXOAMMO MPOBOAUTH META0OJMUUECKUIA
CKPUHUHT.

WnrtepuxkranbHasg DI mpeacTaBisieT co-
0ol moBTOpsIOIIMECS TATTePHBI “BCIbIII-
Ka—TmogaBaeHne” (CympecCHBHO-B3PBIBHOI
narrepH — CBII) 6e3 husnonornueckoro put-
Ma — BCITBIIIKN BBICOKOAMITIUTYIHBIX CITAii-
KOB M OCTPBIX BOJIH, IUIIIecs oT 1 10 5 ¢, ge-
penyoTcs ¢ MepruoilaMy yIIOMIEHUST JJTATEb-
HocTblo OT 3 10 10 ¢. B 60abLIMHCTBE cllyyaeB
CBII sipue nposBisieTcss BO CHE U MOXKET OT-
CYTCTBOBATh BO BpeMsT OOIPCTBOBaHUS. Y He-
koTopeix nanueHToB CBIT MOryT mosiBasiTbest
mo3xe — B Bo3pacte 1—5 mec. dparmeHTap-
HBII MUOKJTOHYC MOXET HEe MMETh YETKOTO MK~
TaJbHOTO 3MUJICNTUYECKOro MarTepHa U ciie-
JoBaTh nocje da3bl BenblKU. Yepes 3—5 mec
OT Hayajia 3a0oJieBaHUSI BO3MOXHO 3aMellle-
Hue CBIT MmoguduuupoBaHHO rUIICAapUTMU-
€l WO MYJbTUPETUOHAIBHON SIIUICIITU-
(opMHOIT aKTUBHOCTBIO, XOTS B PsIIE CAyvyacB
OH MOXET MePCUCTUPOBATH JOCTATOUHO TOJITO,
YTO KOPPEJUpyeT C HapyIICHUSIMU TTPOLIECCOB
MHUeIUMHMU3auuu. Bo3MoxHa Tmpexonsias
tpancdopmarsgs CBIT B runcaputMuio ¢ mo-
CJICIYIOIIMM BO3BPaTOM K MCXOTHOI KapTHHE
DOl B 9TuX chydasx MaTTEpHBI “BCITBIII-
Ka—IIoJaBJIeHNEe” MOTYT 3aTeM IepCHCTHUPO-
BaTh JJINTEJIEHOE BpEeMs.

Juddepennuanbias IUArHOCTHKA IIPOBO-
IATCS ¢ cuHApoMoM OTaxapsbl.

IIporHo3. boJibllie MOJIOBUHBI MallMEHTOB
rmorndaeT yepe3 HECKOJIbKO Hee b WM MecCs -
1IeB OT Hayaja 3a00JIeBaHUsI, Y OCTAJIbHBIX
MePCUCTUPYIOT IIPUCTYITBI M Pa3BUBAETCS TSI-
KB HEBPOJOTUIECKUN W WHTEJUIEKTYalb-
HBII 1ePUIIUT.

Jleyenue. DbHGHEKTUBHOTO JEUSHUST HE CY-
mecTByeT. [opMoHabHasT Tepanusi B coueTa-
HUU C pa3IWdHbIMU aHTUIIUJICIITUICCKUMU
npenapaTaMu Hepe3yabTaThUBHA. Y MallMeH-
TOB C HEKETOTMYECKOW TUMEePrAUILIMHEMUE
BO3MOXHO HE3HAUMTEJbHOE YJIy4llleHHWEe CO-
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CTOSIHUSI TIPU YMEHBbIIEHUU MOTPeOaeHUS
Oeyika ¥ Ha3HAYeHUU OEH30aTa HATPUS B 103€
120 Mr/Kr/cyT. Bo3MOXHO Ha3HAYEHUE MUPHU-
JIOKCHHA.

MarepHan H MeTo/bl

Ileabio HalIEro HCCIEI0BAHUS SIBUJIOCH M3Y-
YyeHHue KIMHUKO-2JIeKTpolaHLedarorpadpuue-
CKOI1 KapTuHHBI y geteit ¢ PMB, nabmoneHue
MaIMeHTOB B IMHAMUKE 1 OolleHKa 3(h(HEeKTUB-
HOCTU TIPOBOAMMOM AHTUIMUIENTUYECCKON
Teparmu.

B uccnenoBanue 6bUT0 BKIIIOUEHO 12 merei
C KJIMHUKO-3JIeKTpOosHLEedhanorpapuyeckumMmu
kputepusiMu PMD, KkoTopbie TpoXoauan 00-
cJemoBaHWE U JICUCHUE B OTOEJICHUU TICUXO-
HeBposiorun Ne 2 PIIKB B nepuoa ¢ 2000 o
2010t

BceM mnamueHTaM MpPOBOAMJICS BUIEO-
DBI'-MOHUTOPUHT B COCTOSTHUU OOIPCTBOBA-
HUS W BO BpeMsI THEBHOTO CHa IJIMTEJIBHOC-
ThIO OoT 2 mo 10 4, BKIIOYasT AMHAMHUYECKOE
HabmogeHue (oT 2 A0 7 ucclenoBaHUIA).
DnexTposHuedanorpapusa IPoBOIMIACH C
IpUMEHEHNEM KOMIIBIOTEPHOTO 21-KaHalh-
Horo 3HIedanorpada, a Buaeo-O3[-MoHM-
TOPUPOBAHNE OCYIIECTBIISUIOCh C ITOMOIIBIO
CUCTEMBI TIOPTAaTUBHOTO DD -BUIEOMOHUTO-
pUHTa.

Pe3ynbTaThl HCCNRNOBAHHSA

HNuarno3 PMD 0b11 ycTaHOBNEH y 12 00b-
HBIX (5 MaTbYMKOB U 7 1eBOYEK). Y OOJbIINH-
ctBa manueHToB (n = 10) PMD nebroTuposaia
B MepBBIC 2 Hell MOCIe POXICHUS: B 1-¢ cyT-
K1 — Y 5 6osbHbIX (42%), Ha 2—3-1 CYTKU — Y
3(25%), Ha 9-e u 13-e cyrku — 1o 1 mauueH-
ty. Jlunib y nBoux miageHues (17%) npucry-
bl Ae60TUpoBaIu B Bo3pacte 1,5 mec.

CeMelfHbIi aHaMHEe3 10 SITWICTICUM He ObLT
OTSITOIIEH Y OOJIBITMHCTBA MTallMeHTOB, 3a MC-
KJIIOYeHUEM Hanuust (PeOpUIbHBIX CyI0pOT Y
poaHoii cectpbl ogHoro u3 nauueHton (H.C.).

BoJbLIMHCTBO AeTei ObUIM POKAECHBI JOHO-
LIEHHBIMU (8 uenoBeK — 67%) uiau mepeHo-
meHHbIMU (3 manuenTa — 27%, B TOM 4uciie
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Pe3ynbTathl HeCMeAOBAHHA

JIBa CJIydasi pojopaspellieHus MyTeM KecapeBa
CeUeHMsT Ha TMO3MHMX cpokax). MckioueHue
COCTaBJIsUIa TVIyOOKO HEIOHOLICHHAs JeBOY-
Ka, POXJIECHHAasI Ha CPOKe 25 HeJl ¢ Maccoii Te-
na 750 r 1 pocTom 24 ¢M, ¢ IBIECHUSIMU TIEPU-
BEHTPUKYJISIPHBIX KPOBOM3IUSIHUNA U OCTPOU
porpeccupymoonieii ruaponedanueit, morpe-
OoBaBIIE IMPOBEIECHUSI BEHTPUKYJIOIEPUTO-
HEaJIbHOI'O IIIYHTUPOBAHUSI.

CuMmnTomMaTndeckuit xapakrep PM3 otme-
yeH y 10 maumeHToB (83%). Cpeau aTHOJIOTH -
yeCKUX (PaKTOPOB AOMUHHUPOBAIO TSLKEIOE
IIepUHATAIBHOE TUITOKCUUECKU-HUIIeMIIeC-
KOe MopaxeHue rojjoBHoro mosra (y 9 mja-
neHieB — 75%), y onnoro pedenka (H.C.) Gbi-
JI AVarHOCTUPOBAHBI MHOXECTBECHHBIE ITOPO-
KA Pa3BUTHUSI W SIBICHUS XOHIPOIWCIUIA3NH
HEeyTOYHEHHOro xapakTepa. ¥ 2 aeBoYeK
(17%) strosnorus 3abojeBaHus ObLIA paciie-
HeHa KaK KPUIITOreHHasl.

[Mpu3HaKK XpOHUYECKOW BHYTPUYTPOOHOM
TUITOKCUM OTMevanch y 9 nereii (75%), yrpo-
3a MpepbIBaHuUsI 06PEMEHHOCTH MMeIa MECTO Y
6 Marepeii (50%), ocTpasi TUIIOKCUS IIPU PO-
Jlax, yCyryOMBIIasl SIBJICHUS XPOHMYECKOM
BHYTPUYTPOOHOI TMITOKCUU ILJI0[1a, BO3HUKIIA
B 4 cayuasx. OOpamiaer Ha cebs BHUMaHME
BBICOKAs YacTOTA ITaTOJIOTUM CO CTOPOHBI ITy-
MoBUHBI (y 5 mauueHToB — 42%): KOpOTKast
nynoBuHa — 1 ciydaii, 00BUTHE ITyTTIOBUHOMN —
y 4 MJIa[ieHLIEB, B TOM YKCJIe ABYKPAaTHOE U J1a-
Ke MSITUKPATHOE OOBUTHE MYIIOBUHOM, a TaK-
JKe HalMyKhe MCTUHHOIO y3J/ia MMyINOBUHbI Ha-
PSIAY C OMHOKPATHBIM OOBUTHEM.

Y 4 mnanenues ¢ PMD (33%) ormeudanoch
CEPOJIOTUYECKU TMOATBEPKIECHHOE BHYTPUYT-
pobHoe nHpuuupoBaHue. JIBoe nereit poav-
JIUCh OT MaTepeid, CTpalalolnX XPOHUIECKUM
rerratutoM C, IIpHM 3TOM Y OIHOTO U3 HUX NMe-
JIOCh COYeTaHHOe WHMUIIMPOBAHWE ITUTOME-
rajoBupycoM. Elie y 1ByX KeHIIIMH OepeMeH -
HOCTb MpoTeKaja Ha (OoHe ypearuiasmosa W
KaHI1I103a, IPUYeM Y OJTHOTO U3 UX JeTeii Obl-
JIa BBISIBJIeHa MUKCT-WHMEKINSI C yJacTUEM
BHMpYca Ireprieca 2-ro TUIIa.

Pa3znuuHple CTUIMBI ObUIM BBISIBJICHBI Y
8 marmeHToB (67%), Npy 3TOM y OJHOTO Ma-

LIMEHTA, KaK y>Ke FOBOPUJIOCH, MUMeJach TsKe-
Jlasi BpOXIEHHasi coMaTU4yecKasl maToJorus B
BUJI€ HEYTOYHEHHOI (DOpMbI XOHAPOIMCILIA-
3UM YW MHOXKECTBEHHBIX ITOPOKOB Pa3BUTHUS
(rumnorua3us pamyXKu, 3pauKkoBasi MeMOpaHa,
IMyTOYHasl TPhIXa, MaXOBO-MOIIIOHOYHASI TPBI-
’Ka, paciieTuieHue TeJ TTO3BOHKOB B TPYTHOM
OTIesie TT03BOHOYHMKA, TTOPOK CEepAlia).

VY 5 mauuentos (42%) oOHapyKeHBI SIBIIC-
HUS MuUKpouedanun. ¥ OONbIINHCTBA OOIb-
HBIX MMEJNCh pPa3HOOOpa3HbIe HEBPOJIOTH-
yecKne HapylleHUs: aTpodus 3pUTEIbHBIX
HepBOB — y 8 (67%), HapylieHUs QyHKIUIA
[J1a30[BUTaTeIbHBIX HEPBOB — y 6 (50%), Ha-
pYUIEHUST MHHEPBAIIMU JIMILIEBOW MYCKYJaTy-
pel — y 10 (83%). Bynbbaphbie (n = 3) win
rnceBao0yab0apHbie (n = 8) mape3bl ObLIU BbI-
SIBJICHBI y BCEX TAIIMEHTOB, 3a UCKIIIOUYEHUEM
onHoit aeBouku (A.B.), yTo KOppeaupoBao ¢
OoJiee OGJIArONMpPUSTHBIM MPOTHO30M Y JaHHOM
OOJIbHOI B OTJIMYME OT IrpyOO MHBAIUIMA3A-
LIMU y OCTaJIbHBIX AeTeii ¢ PMD. YV Bcex nauu-
€HTOB CYILECTBOBAIM HapyILIEHUs MbILIEYHO-
ro ToHyca: y 7 nereit (58%) — mo TUIy LIEHT-
paJIbHOTO TUIEPTOHYCA, a 'y 5 (42%) — B BuIe
IUdPY3HOIT MBIIIIEYHOI TUTTOTOHUHU, a TaKXKe
OTMEUYEHO OXUBJICHUE CYXOXKUIbHBIX pediek-
COB C HAIMYMEM aHM30pedIeKCUN Y TTOJIOBU-
HBI TTALIMEHTOB. TspKeNble IBUTAaTeIbHBIE pac-
cTpoiicTBa c(hOPMUPOBATUCH MPAKTUICCKHU Y
BCeX JeTe, 3a MCKITI0UeHNEM IeBouky A.B., y
KOTOPOI yIaJloCh TOCTUYDL KIMHUYECKON (HO
He 3JeKTposHIedanorpadudeckoit) pemuc-
cun. Y 10 geteii (83%) BbIsiBIIeH TeTpanapes, a
y OZHOTO 0OJIBHOTO — remumnape3. HeBpoio-
rUIeCKre HapyIIeHNS Y MIIaACHIICB, CTpagao-
mmx PMD, OblN BBIpaKeHBI YK€ C POKIACHUS
J00 pa3BUBAIUCH TIOCIIE TIOSIBJICHUS TIPUCTY-
TIOB 1 0BT CKJIOHHBI K TIPOTPECCUPOBAHUIO.

B ximHUYecKoit KapTUHE TIPUCTYTIOB 00JIM-
raTHBIM TIPU3HAKOM OBLIO HajMuue )parMeH-
TapHOTO JIMWICNTUIECKOTO MMOKJIOHYyca (Y
100% 007bHBIX). DTO MPAKTUYECKU IepMa-
HEHTHBIII MMOKJIOHYC, TTPOSIBJISIIOIIUIACS B BU-
nie hparMeHTapHBIX TTOIEPTUBAHMI B pa3Ind-
HBIX rpynnax Mo, Hanbosee yacrast jJoka-
JIM3alusl MUOKJIOHyca ipu PMBD — nuno, xu-
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Puc. 1. D3T 6onpcrBoBaHus y ieBouku 1,5 Mec ¢ PMB. CynpeccuBHO-B3pBIBHOMU MaTTepH. MHOXECTBEH-
HBII hparMeHTapHBIN U OWIaTepaTbHBIN STWISTITUISCKN MUOKJIOHYC, COTIPOBOXKIAIONINICS TTOTUTIUK-
BOJTHOBBIMU pa3psiiaMy B CTPYKTYPE BCIIBIIIEK U TTOBBIIIIEHNEM MUOTPadUIecKoil MMITyIbcaliuy (camast

HUXKHSST KpUBas).

BOT ¥ AMCTaJIbHBIE OTIE/Ibl KOHeUuHOCTei. [1o-
JIEPTMBAaHUSI MOTYT BOBJIEKATh KaK OTIEJIbHbBIE
YaCTH JIMLIA WJIK KOHEYHOCTH (TTajell, yroi pTa,
OpOBb), TaK U LIEJIYI0O KOHEYHOCThb. Y OO0JIb-
ITMHCTBA MAIIMEHTOB MOJAEPTUBAHNS OYCHb Ya-
CThIe Y IPAKTUYECKU MTOCTOSTHHBIE, HE Mcue3a-
IOIIIIe BO CHE. Y HEKOTOPBIX MJIaJICHIIEB U3-3a
HUM3KOM aMIUTUTYIbI IOJePTUBAHUI UX MOXHO
3aMeTUTh JIMIIb TPHU TIIATEJLHOM OCMOTpE
WM TOJIBKO TMpHU TaiblalMu. XapakTepHast
yepTa SMWIENTUIECKOTO MUOKJIOHYCa TP
PMD — CcKJIOHHOCTb K HENPEePbIBHOW MUTpa-
LIMM OT OTHOM CTOPOHBI K IPYTOil B ACHHXPOH -
HOM pexkuMe, HalTpuMep: JieBasi KUCTh — 00JTb-
10K MaJiell IpaBoO HOTM — YIOJI pTa clieBa
u T.1. MHorma Ha oHe repMaHeHTHOTO (par-
MEHTapHOTO MUOKJIOHYCA BO3HUKAIOT PE3KUe
MacCHUBHbIE OMCMHXPOHHBIE MUOKJIOHUY B BU-
Jie B3AparuBaHusi Bcero Tena. C TeueHUueM Bpe-
MEHU BBIPAXXEHHOCTb U PACPOCTPAHEHHOCTD
SIMWICNITUYECKOTO MHUOKJIOHYCa HapacTaer.
Hapsiny ¢ ¢parmeHtapubiM “netyanm” Muo-
KJIOHYCOM Yy BceX MaiueHToB ¢ PMBD oTmeua-
JIMCh TaKKe OutaTepajbHble MUOKJIOHUYECKUE
TIPUCTYTIBI.

Tonuueckue cna3mbl 3aUKCUpoBaHbl y 10
u3 12 mnagenues ¢ PMD (83%). dokaibHble
TOHUYECKUE BEPCUBHbBIC MTPUCTYMbI HaOII0Aa-
JIMCh y 7 nmanueHToB (58 %), TeMUKOHBYJIbCHB-
Hble —y 4 (33%), reHepann30BaHHbIE TOHUKO-
KJIOHWYECKHE, (PapuHTroopagbHbIe IPUCTYITHI
M TIPUCTYIIBI C anmHOd — 1o 3 cay4das (25%).
HaubGonee yrpoxarolmuMu ajist KU3HU ObLIU
MPUCTYIIBI alTHO3, COMPOBOXIABIIMECS AUD-
(by3HBIM LIMAaHO30M, MHOTAA OpaguKapaueit (y
3 TMaIMeHTOB), a TaKKe TEeHEePaIM30BaHHBIN
TOHMKO-KJIOHWYECKHII CTaTyCc, BOSHUKIIUIA Y
OITHOTO OOJILHOTO Ha 1-€ CYTKU XXKM3HMU.

MUOKIOHUYECKUIA SMUIETITUUECKUIA CTaTyC
SABJISIETCS OOJUraTHBIM MpU3HakKomM PMD —
TaKWe ACTU MPaKTUICCKU CYIIECTBYIOT B CTa-
Tyce (pparMeHTapHBIX MUOKJIOHNIECKUX TTPH-
CTYIIOB, COTIPOBOKIAIOIINXCS CYITPECCUBHO-
B3pBIBHBIM TaTTepHOM Ha DBI, ¢ goMuHu-
pOBaHMEM IIOJUMNUK-BOJHOBBIX pa3psioB
(puc. 1). IlpepriBarus CBII co cHmkeHUEeM
AMIUTUTYOBl OMO3JIEKTPUIECKON aKTUBHOCTHU
W VCYE3HOBEHUEM TIOJIUITUK-BOJTHOBBIX pa3-
psIIOB, KaK MPaBUIO, COMPOBOXIAIOTCS TOSIB-
JIeHHEeM OBICTPBIX (DOPM aKTUBHOCTH (puC. 2),

lloye6Hoe feno 42010 i)
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Puc. 2. B3I 6oapcTBOBaHUA y TOM XKe manueHTKH. MkTanbHbIi DD -naTTepH 17100a15HOT0 TOHUYECKOTO
MpUCTyMa ATUTeNbHOCTHIO 10 30 ¢. [uddy3Hoe cHUXeHMe aMIUTUTY/Ibl GU03JICKTPUIECKON aKTUBHOCTH C

HaJIOXXeHUeM OBICTPBIX TTpobexkeK “lafa”.

YTO KIIMHUYECKU IIPOSIBIISICTCS B BHUIE TOHM-
YECKMX MPUCTYIIOB (TOHMIECKUX CTIa3MOB JIM-
00 aCMMMETPHYHBIX (DOKAJTBHBIX TOHMIECKUX
IIPUCTYIIOB), OOBIYHO HETPOMOIKUTCIHHEIX.
CylleCTBEHHO pexe HaOII0AaeTcsl CTaTyCHbIIA
XapakTep TOHUYECKUX CIIa3MOB (IIPU JUIUTEIb-
HOCTU cepuM 0oJjiee IMoJjIydaca), 4TO OTMeua-
joch y 2 minageHueB ¢ PMD (17%), a Takxe re-
HepaJIM30BaHHBIX TOHUKO-KJIOHUYECKUX U T'e-
MMKOHBYJIbCUBHBIX IIPUCTYIIOB (110 1 ciiyyaio).

V Bcex mamuenToB Ha DDI oTMeuascs cy-
MIPECCUBHO-B3PbIBHOM IATTEPH, SIPKO BbIpa-
JKEHHBII 1 BO BpeMsi 00PCTBOBAHUSI, K BO CHE
y 8 manueHToB (67%). Y 4 mnanenues (33%)
nmenca “crepteiii” BapuanT CBIT Bo Bpems
0onpcTBOBaHUS (IO TUIY YaCTUYHOM aTTeHY-
alu), HO OH OBLI SIPKO BBIPaXK€HHBIM BO CHE.
OO0UTaTHOM OTJIMYMUTENBLHON XapaKTepUCTU-
koii CBIT npu PMD cnyxut noMuHUpOBaHME
B CTpYKType a3 “BCIbIIIEK” MUMEHHO MOJM-
MUK-BOJIHOBBIX pa3psiaoB (y 100% GOJBHBIX),
TOrAa Kak nmpu cuHapomMe Oraxapbl OTMEYAIOT-
CsI MIPEMMYILECTBEHHO OCTPOMEIEHHOBOJIHO-
Bble U B MEHBIIIEN CTETIEHU — CITAaK-BOJHO-

BbI€ pa3psiabl, & KOMILJIEKCHI C IIOJUITMKOBBIM
KOMITOHEHTOM PEIKMU.

[Mpu HelipoBU3yanu3aluy HU Y OJHOTO W3
nauueHToB ¢ PMD He ObL10 0OHApYKEeHO AU3-
TFeHeTMYECKUX aHOMAJIMi pa3BUTHUsI TOJJOBHO-
ro Mo3ara (B oTimyue ot cuHapoma Otaxapsl).
OTMeyasIcst IUPOKUIA CIIEKTP TUITOKCUYECKM -
UILIEMUYECKUX MOPAXKEHUIA: Y BCeX IAaLllMeHTOB
HMMEJIMCh HAPYILEHUSI CO CTOPOHBI OEJI0ro Be-
IIeCTBa B BUAC TIEPUBCHTPUKYIISIPHOMU JICHKO-
Maysiuu (9 marueHToB — 75%) Wi 3amepk-
KM TeMMOB MuUeJMHu3auuu (3 miageHna —
25%); y 9 6oabHBIX OOHapyxkeHa audby3Has
KOPKOBO-ITOJKOpPKOBasi aTpodus (MO3r TUIa
“rpeuxkoro opexa”), Ipu 3TOM Yy 7 MallUEHTOB
(58%) BepuULIMPOBaHbI BhIPasKEHHbBIE SIBJIE-
HUSI IapacaruTrajibHoro Hekposa Illyranu.
BrIgBIIEHO TaKsKe MO ABa CITydyasl TUITOTLIA3UM
MO30JIICTOTO Tejla Ha (oHEe XPOHUYECKOU
BHYTPUYTPOOHOM TUIIOKCMU M WHTpalepeo-
PATbHBIX KAJbLIMHATOB.,

00cyiaenHe

PanHs1s MUOKIIOHMYECKas 3Hue¢)anonam;{
ABIACTCA PEAKHUM SIMUJICIITUYECKUM CUHAPO-
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MOM U cocTaBiisieT b 0,9% ot Bcex HabJI10-
JlaeMbIX CJIyyaeB 1e0l0Ta SMUICTICUU 10 TPeX-
JICTHETO BO3pacTa, a B CTPYKType MJlaJeHJec-
KOTI'0O 3ITMJIENTHYECKOro cTaTyca — 8,2%.

Xota kpurepuun PMD pomyckaior neGioT
3a00J1eBaHUS B CPOK 110 3 MeC IOCJIe POXKIe-
HUSI, HauboJiee XxapaKTepeH Je00T NPUCTYIIOB
B MepBhIe 28 mHeit xku3Hu. B Hammem mccmeno-
BaHUU y § MJIaIEHIIeB KJIMHUYECKasT KapTUHA
3a00J1eBaHUS Pa3BUJIACh B IIEPBBIC 2 HE XK13-
HU, U JulIb y 2 u3 12 neteit mpucTymsl ne6o-
TUPOBaAJIA B Bo3pacte 1,5 Mec.

Bricokass wacTtota TSKENOW TiepuHATalb-
Hoit marosoruu (75%) B HallleM HUcclienoBa-
HUU KOHTPACTUPYET C JAaHHBIMU JIUTEPATYPHI
O TIPEUMYIIECTBEHHO KPUIITOTEHHOM Xapak-
Tepe PMD u npeBaiupoBaHuU Cpelr CUMIITO-
Matudeckux Gopm PMO reHetuyeckux nae-
¢dexToB MeTaboauM3Ma TMPU HU3KOM YpPOBHE
repuHaTaabHOi naTojoruu. OQHAKO B TIpe-
CTaBJIEHHOI CepUU He ObLIO OTMEYEHO Cilyda-
€B IM3TeHEeTUYECKUX TMOPOKOB Pa3BUTHUS TO-
JIOBHOT'O MO3ra, UTO SIBJISIETCS] OMHUM U3 Bax-
HbIX oTanuuii PM3D ot cunapoma Ortaxapsl u
COOTBETCTBYET OMYOJIMKOBAaHHBIM TaHHBIM.

Hanuuue ¢pparMeHTapHOro 3MUIENITUYEC-
KOTro MMOKJIOHYCAa B COUETaHUM C Ipy0oii 3a-
JIEPKKOM MICUXOMOTOPHOTO Pa3BUTHS CITYKUT
OCHOBHBIM mposiBiieHneM PMD. Tonnueckue
1, YaIle, 9KCTCH30PHBIE CITa3Mbl (€ TMHUIHBIC
W KJIaCTepHBIC) TOYTH BCETIa MPUCOCTUHSI-
I0TCST B BO3pacTe 1Mocjie 3 MeC M BO3HUKAIOT
KaK BO CHE, TaK M BO BpeMsI OOIpPCTBOBaHMS,
YTO COTJIACYETCST C pe3yJibTaTaMu JPYTUX UC-
cnepoBaHuid. JIaHHBINM (PaKT OBLT OTMEYEH Y
10 u3 12 HabGaomaeMbIXx HaMU MJIAIEHLEB C
PMDB (83%).

B. Dalla Bernardina et al. (1983) noguepku-
BalOT, yTO NMpu PMB, Kak mpaBuiio, oTMeYaeT-
cs coveTaHWe TMEePMaHEHTHOTO XaOTUYHOTO
SMWIENITUYECKOTO MUOKJIOHYCA C (hOKATbHbI-
MM MOTOPHBIMU TIpUCTYIIaMH. B Hamem uc-
caenoBaHUM (DOKaIbHBIC MPUCTYITHl BO3HUKA -
nn y 8 mauueHToB (66%) B BUIE TOHUYECKUX
BEPCUBHBIX IIPUCTYIIOB, HAPSIAY C KOTOPBIMU Y
4 mnaneHueB (33%) oOHapyXUBaJUCh TeMU-
KOHBYJIbCUBHBIE TIpUCTYIIBI, ¥ 3 (25%) — da-

Panag Mllﬂlfllﬂlllﬂetlfaﬂ 3llﬂ!ll72.llﬂllﬂl'llll

PUHTOOpajbHbIC U ellle Y 3 — TOHUKO-BereTa-
TUBHBIC TPUCTYIIHI.

Ha D3I He Bcerga oTMeuaeTcst SpKo BbIpa-
XEHHBIM CYNPECCUBHO-B3PBIBHOM ITATTEPH,
nostomy P.J. Wang et al. (1998) cuutatot, uto
IS TIOATBEpXKIeHUsT nuardHosza PM® nmocra-
TOYHO OoOHapyxkeHust atnnnaHoro CBIT.

ITporuo3 y neteit ¢ PM®D B OOJBIIMHCTBE
cllyyaeB TSDKEJNbIN, C TJyOOKOH yMCTBEHHOM
OTCTaJIOCTBIO, OTCYTCTBHMEM HAaBBIKOB COIIMA-
JIN3aIMH, CAMOOOCTYKMBAaHUS U TaXKe BEPTH-
Kanu3auuy Ha (oHe Terpamapesa. [Ipomod-
KUTETBHOCTh KU3HU 3aBUCUT OT KadyecTBa
yXo[la 32 MALIMEHTOM U CTETIEHU BBIPAXKEHHOC-
T OyabOapHbIX HapyuieHuii. M36aBuTh OT
MPUCTYTIOB YAAJIOCh JIMIb OJHY TAIUeHTKY
(A.B.) c momolibo KoMOMHaIMu peHodapou-
Taja u Kjiobazama.

DeHUTONH W 3TOCYKCUMUJ TPOIEMOHCT-
pUpoBav cBOIO Hea(deKTUBHOCTH Mpu PM 3.
EnvHCTBEHHBIN OIBIT TPUMEHEHMSI TOTIMpa-
mata rnpu PM3 Obl1 HeyIauHBIM: OH MPUBEN K
YCWIEHHUIO TPUCTYIIOB U YTHETEHUIO CO3Ha-
Husi. Pe3koe ycuieHue MUOKIOHMYECKUX
MPUCTYIIOB Y OJHOI OOJILHOI TTPOU3OLIIO MO~
cJie Ha3HaueHUs1 KapOaMa3eIlHa y4aCTKOBBIM
HeBpoJioroM. JlaHHbIe (PaKThl MOATBEPXKIAIOT
HEeAOMYCTUMOCTD TpUMeHeHus Tipyu PM D mipe-
mapaToB IPYIIIBl KapdamMa3emnrHa 1u3-3a BbICO-
KOro pucka yxyamieHus. To ke KacaeTcs 1 Ja-
MOTPUIKMHA, TO3TOMY AAaHHBI mpenapar
npu PMDBD namu He mpumensuicd. [IpumMene-
Hue BuTabatprHa mpu PMD takke upeBarto
BbICOKMM puckoM arrpaBaunu. H. Tekgul et al.
(2006) coob1mIn 0 ABYX CIIy4asix MPOrpecCcu-
pytoiiero yxymmenuss PMD, obycnoBieHHOM
HEKETOTUYECKON THUIIepIIMIIMHEMUECH, depe3
HECKOJIbKO THEeU MocJie Hayaja Teparuu BUura-
0aTpUHOM B CPEIHUX JO3UPOBKAX.

Pannsig MmuokioHuveckast sHuUedantonaTus
OTHOCUTCS K KpaliHe pe3uCTeHTHBIM (popMam
SMUJIETICUU, U TOJBKO Y 5 U3 Hamux 12 manu-
eHTOB (42%) nMpUMeHEeHHEe BaIbIIPOATOB CIO-
COOCTBOBAIO  YAYUYLIEHUIO KIUMHUYECKON
cUMNTOMATUKU. [Ipy 3TOM y NIBYX OOJIBHBIX
Ha3HayeHMEe BaJbIIPOATOB BbI3BAJIO yCUJIEHUE
OuaTepaIbHbIX MUOKJIOHUYECKHUX ITPUCTYTIOB
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PE?:WII:TZTI:I HCUIEIIOBZIIHH

U TOHUYECKHUX CMa3MOB (UTO MOIJIO OBITh
O00OYCJIOBJIEHO CKDPBITBIMU HapyIICHUSMU Me-
TaboM3Ma TIPU TaHHOM (hopMe IMUIICTICUHN).
Bce Hamwm mauueHtsl ¢ PMB nonyvyanu
KOMOMHMPOBAaHHYIO Tepanuio. OTHOCUTEIb-
HO 3(p(GEKTUBHBIMU KOMOMHALIMSIMU ObLIU
coueTaHUsT OCH30AMAa3eMMHOB (KJIOHA3eIaM,
KJio6a3zaMm) u OapoutypaTtoB (deHoOapOu-
Tal), a TAKXEe BaJbIIPOATOB C OapObuTypatamu
n OeH3oaMa3enuHaMUu. TakuM oOpa3om, MBI
pekoMmeHayeM Ipu PMD npumeHsaTh KOMOM-
HUPOBAHHYIO Tepamnuio bapoutyparamu (de-
HobapbOutan B no3ax 5—20 Mr/kr/cyt B
2 mpuema), beH3onMazenMHamMu (Kjiobazam B
nose 0,5—1,0 mr/kr/cyT wid KiaoHa3emam
0,1-0,3 Mr/kr/cyt B 2—3 mpuema), a TaKke
Basbripoaramu (30—80 mr/kr/cyT B 3 mipuema,
J103a MOXKET OBITh YBeJIMYEHa TIPU XOpoIleit
nmepeHocuMocTr). CleayeT Takke IOmYepK-
HYTb 3 (EKTUBHOCTb MpUMeHeHUs1 mpu PMD
BBICOKMX JI03 BUTaMUHa B (MMpumoKcHHa),

KoTopbIii B 03¢ 100—200 Mr/Kr/cyTy 3 HaImx
MaIMEeHTOB MPUBEJT K OCJIa0JIEHUIO TIPUCTYTIOB.
S. Ohtahara et al. (1987) peKoMEeHAYIOT BceM
nanueHTam ¢ PMOD npoBoauTh MpoOHbINA Kypc
Tepanuy BbICOKUMU 103aMU BUTaMuHa B

3aKnoYyende

Pannsasg MuokioHn4ecKas sHIedaronaTus
SIBJISIETCSI PENKOW BO3pacT-3aBUCUMON (op-
MO STUJIETICMU, KOTOpask MPEACTABISIET CO-
0oli caMmblii paHHUI BapUaHT AIMUJEIITUYEC-
Kol sHuedanonatuu. OOIUTaTHBIM MPU3HA-
KOM 3a00JIeBaHUS SIBJISIETCS SIUICTITUYECKUI
MMOKJIOHYC, a TAKXKE MOTYT OTMEUaThCsI TOHU-
YyecKHue CITa3Mbl U (hOKaIbHBIE MOTOPHEBIE
MPUCTYIIBL. JIMarHO3 MOXET ObITh YCTAHOBJIEH
IIpY HATMIUU (PparMeHTapHOTO MUOKJIOHYCA
B COYETAaHUU C “CYyNpPeCcCUBHO-B3PLIBHBIM”
narrepHoM Ha D3OI, PaHHSAS MMOKIIOHUYEC-
Kag aHIedanonatusa sBisieTcsl KpaitHe gap-
MaKOpPE3UCTeHTHON OpMOil >HuIerncuu.
I[IpumeHeHNEe psiga aHTURTIMICIITUYECKUX
npenapaTtoB (kapbamasenuH, JJaMOTPUIKUH,
TOIMpaMaT, BUTA0ATPUH) IIPOTUBOITOKA3aHO
M3-3a BBICOKOTO PHCKa YCUJICHMS TIPUCTYIIOB;

CYLIECTBYET MOAOOHBII PUCK U TIPU UCTIOTb30-
BaHUM BasibpoatoB. [Ipu PMB pekomeHmy-
eTcsd KOMOMHUPOBAaHHAS Tepamnus OeH3oaua-
3enMHaMu, 0apOuTyparaMu, BaJbIIpoaTaMu 1
BBICOKMMM [103aMH BUTaMKHa B.
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Early Myoclonic Encephalopathy — the Earliest Form of Epileptic Encephalopathy in Infants
AA. Kholin, E.S. Ilyina, K.V. Voronkova, T.M. Akhmedov, and A.S. Petrukhin

Early myoclonic encephalopathy (EME) is a rare age-related form of epilepsy. Epileptic myoclonus is an obligate
clinical sign. Also, tonic spasms and focal motor seizures may be observed. Diagnosis of EME is based on combi-
nation of erratic myoclonus with “suppressive-burst” pattern on the EEG. The present detailed review is based on
observation of 12 patients with EME. In such patients carbamazepine, lamotrigine, topiramate and vigabatrine are
contraindicated because of very high risk of aggravation. Barbiturates, benzodiazepines, valproates in combinations
and high doses of vitamin B, are recommended in EME.

Key words: early myoclonic encephalopathy, epileptic encephalopathy, status epilepticus.
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