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I _ dncmumym demcroii nesponozuu u snunencuu umenu Ceamumens Jyxu (Mockeéa)
2 _ Yenabunckas o0nacmmas 0emcKasn KiuHuweckasn 6onsHuad

CuUnOPOM 2eMUKOHB)IbCUBHBIX NPUCIIYNOE, 2emunaezun u dnurencuu (cunopow HHE) npeocmasnsaem coooti no-
JUIMUONIOZUHHOE 3a00NesaHe, 0eOromupyouiee 6 0emcKom 603pacme u xapaxmepusyroujeecst mpuaooii npusHa-
x06: 1) npooonicumensruimi CYOOPOdICHbIMU npUchynamu (00biuHO Ha (POHe memnepanypoL), 3axX6amvléarouUMU
NON0BUN)Y Mmena (2eMUKOHEYIbCULL); 2) OCMPO 803HUKAIOUUM CPA3Y NOCTe NPUCIYNOE 2emunapesom (Ha cimopoHe
Ccyoopor); 3) nocneoyIiouum paseumuem CUMNIMOMAMu4ecKkoll poKanvHol snurencuu. A8mopor noopoobHoO paccma-
mpuearom paziuunsle acnexnol 3a00n1e6aHUs, 6KII0UAs JMUOLOZUIO U NAMO2EHE3, OUAZHOCUYecKUe Kpumepuu u
ougpgpepenyuansnolil OUAzHO3, a marice n00X00sl K mepanuu (npoduraxmurxa uieuerue 3a001e6amus) u nPpoHo3.

Knioueevie cnoea: INUNENCUA, CUHOPOM 2eMUKOHEYIbCUBHBIX NPUCIYNO8, 2emuniie2ui u dnurencuu (CuHo-
pom HHE), amuonozus, namozeHes, Oudznos, 1euenue.

Hemiconvulsion-bemiplegia-epilepsy syndrome (HHE syndrome) — polyetiologic disease, with onset in childbood,
characterized by the triad of symptoms: 1) prolonged convulsive seizures (usually on background of fever), involving one
balf of the body (bemiconvulsions); 2) acute bemiparesis occurring immediately after seizures (on the side of convul-
sions); 3) sympromatic focal epilepsy, occurring in the sequel. The authors discuss in detail different aspects of the disease,
including etiology, pathogenesis, diagnostic approaches, differential diagnosis, and approaches to treatment (including
prevention and therapy of the disease) and outcome.

Key words: epilepsy, hemiconvulsion-bemiplegia-epilepsy syndrome (HHE syndrome), etiology, pathogenesis,

diagnosis, treatment.

Onpepenenne. CUHIPOM T'€MHUKOHBYJIb-
CHUBHBIX IIPHUCTYIIOB, TEMUILIEIUH U SIIJIECIICUH
(cuggpom HHE) mpeacrasasier cOOOM MOJIH-
3THOJIOTUYHOE 3200JIEBAHUE, J€OI0THPYIOIIEE
B JI€TCKOM BO3PACTE€ U XAPAKTEPUIYIOLIEECs
TPUALOU IIPU3HAKOB:

1) nIpopO/DKUTENBHBIMUA CYJOPOXKHBIMU IIPU-
cTynaMu (BO3HUKAIONTUMH OOBIYHO Ha (PO-

HE TEMIIEPATYPHI), 3aAXBATBHIBAIOIIUMHU I10-

JIOBUHY TeJla (TEMHUKOHBYJIBCUHN);

2) reMunape3oM (Ha CTOPOHE CyZOpPOr), OCTPO

BO3HHKAIOIIVM CpPa3y IOCJIE IPUCTYIIOB;

3) HoCIeRYIOIUM PA3BUTUEM CHUMIITOMATHYE-

CKOH (DOKATTbHOY 3NWJIEICHUU.

Cunonnmsr: «<syndrome of hemiconvulsions,
hemiplegia and epilepsy» — «<HHE syndrome».

Hcropma. COBpEMEHHOE KJIIMHHYECKOE OITH-
CaHHE JAHHOTI'O 3200JIEBAHUS OBUIO JAHO PYKO-
BOJAMUTEIEM MapCeJIbCKON SITHIEIITOJIOTHYeC-
KoM KwIMHUKMU H. Gastaut u coaBropamu B 1957
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rojay, KOTOpbI€ U IPEAIOKUIN HA3BAHUE — CUH-
agpom HHE.

ITHONOrNA M MATOreHe3. DTUOJOTUs CUH-
agpoma HHE no xoH1ua HesacHaA. Ilo-BUauMoOMy,
COCTOSIHHUE UMEET IMOJIUITUOIOTUYHOE IIPOUC-
XOXKIEHUE.
® cunome3sa nevpoungerxyuu (Pierre Marie,

1885): BUpycHbIi 3HIIEAIUT, B YACTHOCTH,

repriernyeckuti (Panayiotopoulos C.P., 2002).

ANOHCKHUE UCCIEAOBATENN ONIUCBIBAIH PA3-

Butue HHE cuHapoMa y AeBOYKH Ha (pOHE

nasoriHOU mH(peknuu (varicellazoster n Bu-

pyc Epstein-Barr). OTME4YE€HO MOBLIIIEHUE B

IUIa3M€ KPOBH YPOBHEU HUHTEPJIEHKUHOB-2

u 6, PHO a-tumna u pakropa BOCHATUTEb-

HOH 3HIOTEIHAJIbHOHN aKTUBAIIUU E-cerek-

TruHAa (Wakamoto H. u coasr., 2002). OgHa-

KO 4allle JUXOPa/IKa pa3BUBaeTca Ha (poHe

6ananmpbHOort OPBU, u3MeHEHUsI B CHIHHHO-

MO3TOBOH JKHJKOCTH, XAPAKTEPHBIEC I
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HeHpouH@eKUH, OTCyTCTBYIOT (Chauvel P,
Dravet Ch., 2005).

® B eguHunuHbIX cayyasx cuHapom HHE pas-
BHUBAETCA IOCIIE UePenHO-M032080tL mpae-
MbL UIIA OCIMPBIX HAPYUWeHUIL M03208020
Kposooopawenusn (y 1eTeHr 3TO OOBIYHO ap-
TEPHUO-BEHO3HBIE Manbdopmanun) (Arzi-
manoglou A. 1 coasr., 2004).

e Huaurickue CleIruaJInCThl ONUCHIBAIOT CIIy-
gayi HHE cuHapoMa y HENTaJIbCKOM JEBOYKU
9 JIET C HACNEeOCMBEHHBIM OePUUUIMOM NPO-
meuna S ¥ pa3BUTUEM HH(PaApKTA B 6accer-
HE JIEBOU CpeaHEN MO3IroBOM aprepuun. Ha
(doHe TUXOPAAKH, BBI3BAHHOHN OCTPBIM I'aC-
TPO3HTEPUTOM, BO3ZHHUK CTATYC IPABOCTO-
POHHHUX I'€MHUKOHBYJIbCHUBHBIX 3MHJICIITH-
4ECKUX IIPUCTYIIOB C POPMHUPOBAHUEM IIEP-
MAaHEHTHOI'O T€EMHUIIAPE3a, A 3ATEM — PEIUC-
TeHTHOU ammiencuu (Mondal RK. u coasr.,,
2000).

® [enemuueckas meopus. S. Yamazaki u co-
aBT. (2011) onucanu ciayuait HHE y 5-met-
HEU SIMOHCKOU JIEBOYKU MOCIE UH(EKIIUH,
BBI3BAHHOU NapBOBUPYCcOM B19. MPT uepe3s
2 gHS DOCJE AMWIEIITUYECKOI'O CTATyCa BBI-
SIBUJIA ATPOPHUIO MOIKEYKA U I'NIIEPUHTEH-
CHUBHOCT®D B JIEBOI remucdepe B T2-pexxume.
Ha MP-anruorpadguu uepes 7 JHEN OOHAPY-
JK€HA 00INTEPALHS IPOKCUMAIBHON YaCTU
JIEBOHM CpegHEN MO3TOBOHN apTEPUU B OCT-
poii (paze. OHAKO ITU JAHHBIE HE TOATBEP-
JIUTUCH TIPH 1IePEOPATBHON aHTUOTPAPUH,
IIPOBEAECHHOI Yepe3 25 u nocie MP-anruo-
rpacdun. 'eHeTHu4eCcKU aHAIN3 ITIOKA34J1 I'e-
TEPO3UTOTHOE COCTOSAHHE IIO MyTaluu
S218L B rene CACNA1A. Dra myranusa OTBe-
4aeT 32 pa3BUTHE CEMEMHON reMHUILIeruJe-
CKOM MurpeHHU. I1To MHEHHUIO aBTOPOB, BA30-
CITa3M MBIIII HEPEOPATbHBIX COCYZOB C BO3-
MOXKHBIM CHH)XEHHEM (PYHKIIMOHAJIBHOM
AKTUBHOCTHU KOPBI MOXKET BBI3bIBATH I'€MHU-
KOHBYJIbCUBHBIE IIPUCTYITBI U T€MUTLIETHIO.
Lee C. (2006) IpHUBOAUT OIHUCAHUE CITyYast
HHE y pe6G€eHKa C III0TapoOBOY alluypHUE.

® S. Auvin, V. Bellavoine (2012) npoaHanusu-
poBany gaHHble O caydaax HHE 3a 20 ser.
ABTODBI BBISIBWIN Y OOJIBIINHCTBA ITAIIUEH-
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TOB aHOMAJIMH MO3OJHUCTOTO Teaa, KOTO-
pbI€, BEPOATHO, NMPEAIIECTBOBATIN SIIHJICII-
TUYECKOMY CTATYCY. ABTOPHI BbIIBUT'AIOT I'H-
OTE3y, COIVIACHO KOTOPOH K IIOPAKEHUIO
OTHOHN reMuc(epsl IIPU SMWIETITUUYECKOM
CTaTyce IPEeapaACOIATraloT aHOMAAULU MO-
30/1UCMO020 mejid.

® B OONBIIMHCTBE «UOUONAMUUECKUX> CITyda-
es HHE atnosorudyeckust (pakrop yCTaHO-
BUTDb He ygaerca. Takue ciiydau paclieHuBa-
FOTCSI KAaK UMEIOIIHE BEPOSITHO «I'€HETHYEC-
KYIO TIPEApPACIIONOKeHHOCTh» (Chauvel P,
Dravet Ch., 2005).

B Hacrosliee BpeM BBIAEHAAIOT ABA BAPH-
anTa HHE.

1 eapuanm: cummnmomamuueckuii — BO3-
HHUKAET B PE3YJIbTATE INOPAXKEHUA MO3Ia pPa3-
HOH 3THOJIOTUHU — B PE3yJAbTATE MEHHHIUTA,
CyOIypaIbHOHM I'eéMaTOMBI, IIEPUHATATBHON U
MIPEHATAIBHOM NATOJIOTHH, TPABMBIL, HACJIEACT-
BEHHOrO Aeduiinra S-6eaKa U IJTI0TAPOBOU
aAugypuH.

2 sapuanm: uouonamuueckuil, Ipu HEM HeE
BBISIB/ISIIOT CHEU(PUUECKUX IPUYHH.

ITIarorene3 cunapoma HHE BrIIouaer mno-
CJIEAOBATEILHO CJIEAYIONINE CTA UH:

e uTenbHbIe (601ee 30 MUH) TeMUKOHBYJIb-
CHUBHBIE IPUCTYIIBI ((POKAIBHBIIN SITHJIEIITH-
YECKHUH CTATYC) Ha (POHE TUXOPAJIKH;

e uHruouposanue F'AMK-spruueckux pener-
TOPOB, BBICBOOOXKAEHNE BO30OY/IMMBIX HEH-
poMenraTopoB (IIPEXAe BCETO, IJIyraMara);

e axkruBanusa N-MeTwuia-D-acnmapTaTHBIX pe-
1enTopoB (NMDA);

® BHYTPUKJIETOYHBIN IIPUTOK MOHU3HPOBAH-
HOTI'O KaJIbLIY;

® AKTHUBAIMS JIUIA3 U IIPOTEA3;

® TIIOBpEXIacHUA MUTOXOHApUuI (Young G.B,,
2000);

® Da3BUTHE OTEKA MO3I'a, KOTOPHIF MOXKET OBITh
Kak mu(pPy3HBIM, TAK U 3aTPATUBATH JIUIIIb
ogHy remucgepy (Panayiotopoulos C.P.,
2002);

® KyIHPOBAHHE NPUCTYIIOB U pa3pEUICHHE
OTEKa;

® OCTATOYHBIE ABJIECHUA B BUJE BBIPAKEHHOM
arpodpun («uepedépajbHass reMuaTpoPusi»

CUHOPOM 2eMUKOHE)IbCUBHBEX NPUCIYNOE, 2eMUNJIe2UL U
anunencuu (cunopom HHE) (nexuyus)



no TrepmuHosoruu Tan N., Urich H., 1984);
® IIEPMAHEHTHBIN KOHTPAJIATEPAJIbHBINA TIe-

MHUIMAPE3, CUMIOTOMATUYECKAST (POKATbHAS

AIMUIETICUSL.

V naimnenToB ¢ HHE cemeHHBIN aHAMHE3 I10
3MWIEIICUHN U (PEOPUTIBHBIM CYyZOPOIraM OTATO-
LIeH B 22% ciay4daeB. B anHamMHe3e BCTpedYaroTcs
($ebpunbpHBIE CYIOPOTH, CHHIPOM I'€HEPATTHN30-
BAHHOI 3MWIENCcUu C (peOPIIbHBIMU CYJ0PO-
raMu Iroc, cusapoM JIpase (Chauvel P, Dravet
Ch., 2005).

Hamomopdhonozun. oxanbHasA SIUIEII-
CHsI IIOCJIE IEPEHECEHHOTO (PeOPUIBHOIO AIIH-
JIEIITUYECKOTO CTATYyCA PAa3BHUBAETCA B PE3YJlb-
TaTe JIOKAJIBbHOU HepebpanbHOU arpoduu. B
OOJIBIIMHCTBE CIy4a€B PA3BHUBAECTCS ME3UANb-
HBI BUCOYHBIN CKJIEPO3, TOYHEE — CKJIEPO3
runnokamiia (CX. I'arayyuimHa 1 cOasT., 2008;
Baram T.Z., Schinnar Sh., 2002). Mopdosoru-
YEeCKHE U3MEHEHUA B OCTPOU CTAAUU (B IIEPUO],
3MUWJIEIITUYECKOTO CTATyCa) BKIIOYAIOT OTEK
MO3I'a, Y4aCTKH I'€MOPPATrHIECKOI'O HEKPO3a U
HEHUPOHAJIBHOH gere"Hepanuu (Auvin S., 2007).
XpoHHYECKAA CTAAUA XAPAKTEPU3YETCA ATPO-
duei, POpMHUPOBAHUEM KHUCT U OYAT'OB IeMHE-
auHuzanuu (van Toorn R.; 2012).

I'mcronoruyeckre HUCCIE€NOBAHUA BbIABIIA-
IOT MHOJKECTBEHHBIE MUKPOTPOMOO3BI U ATPO-
¢dpuyeckre U3MEHEHUS (<KOPTUKATIbHBIH JTAMHU-
HAPHBIN CKJIEPO3») B 3-M MU 5-M CJIOSAX KOPBI
OONBIINX NOJYIIAPHUH I'OJIOBHOI'O MO3Ta, IIpe-
HMYIIECTBEHHO, oA H1 runmokaMiia (Young
G.B., 20006).

IIpu cungpome HHE arpoduyeckue nzme-
HEHUs MOIYT 3aXBATBHIBATh HE TOJBKO BHCOY-
HBI ITAJIEOKOPTEKC, HO U HOBYIO KODPY, PaCIIPO-
CTPAHAACH HA BCIO IeMUCQEPY, A TAKKE MO3AKE-
YOK, TAIAMYC U JPyrUe NOAKOPKOBBIE CTPYKTY-
pb! (Chauvel P, Dravet Ch., 2005).

PacnpocrpaHeHHOCTB. 32 1ocaegHue 20
JIET B Pa3BUTHIX CTPAHAX 320071€BAEMOCTDb CUH-
apomoM HHE causmniace (Arzimanoglou A. co-
aBT, 2004). DTO CBA3aHO C Pa3pPabOTKOU MEPO-
OPUATUI 10 OKA3AHUIO ITIOMOIIH JETAM C JIJIH-
TEJIBHBIMU 3IHWIENITUYECKUMH IPUCTYIIAMH U
anuienTudeckum crarycom (Kapmos B.A,,

CUHODOM 2eMUKOHE)IbCUBHBEX NPUCLYNOB, 2eMUNIe2UL U
snunencuu (curnopom HHE) (nexyus)
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2003). B pa3BuUBAIOIUXCA CTPAHAX, I/I€ OTCYT-
CTBYIOT MEJIHWKAMEHTHI JJIs1 KyIIUPOBAHUSA IIIH-
JIEITUYECKOI'O CTATyCa Y HE HAJIAXKEHA CITY»KOa
HEOTJIOXKHOM oMoy, cuHapoMm HHE He aBis-
ercsa papureroM. R Van Toorn u coasrt. (2012)
cooomarT o 8 cryyasx HHE, 3aperucrpupo-
BaHHBIX 32 2 roja B KOxxHOM-A(dprkanckoi Pe-
CITyOJIMKE, YKa3bIBAsA HA BAXKHOCTb PAHHUX CKO-
POIIOMOIIHBIX MEPOIIPUATHH IIPU (POKATTBHOM
3MUWJIEIITUYECKOM CTATyCE I IIPENOTBPAIE-
Hua HHE.

7

Pacnpocmpanennocms cunopoma HHE )
10 OAHHBIX PA3HBIX ASMOPOE:

e Gastaut H. 11 coasT. (1959): 150 cnyyaeB

e VivaldiJ. (1976): 45 HOBBIX CJTy4aeB

e Chauvel P, Dravet Ch. (2002): 37 ciydyaeB

e Chauvel P, Dravet Ch. (2005), o630pHBIE
JAHHBIE PAa3HBIX ABTOPOB IO PACHPOCTPaA-
HeHHocTu cuHapoma HHE B Esporie (Ha

10000 geretr):
B 1967 1. — 7,77
B 1969 1. — 3,82
| 519781 — 1,64 )

Knunuuecxan kxapmuna. Bo3pacr nebio-
T4 32607€BaHUs (BOBHUKHOBEHHE TIEPBOTO Cy-
JOPOKHOTO 3MMU30/4): OT 5 Mec. A0 4 net, 85%
crydyaeB — /10 2-x jer (Arzimanoglou A. U co-
aBT., 2004). COOTHOLIEHWE ITOJIOB OJUHAKOBOE,
C HE3HAYUTEIbHBIM NPEOOIATAHUEM MATHYH-
KOB. 3260JIEBAHUE BOZHUKAET Y HEBPOJIOTHIEC-
KH 3/IOPOBBIX JI€T€H, HA (POHE JTUXOPAJTKH He-
criennpruIeckoy 3TUONOrUuu. [TOSIBISIOTCS Te-
MUKJIOHUYECKHUE CyJOPOTH, IIPUYEM HEPEIKO
HMEHHO CyJOPOT'H ABJISIOTCA IIEPBBIM IIPOSIBIIE-
HHEM runeprepMun. Tak, 10 mmpucryna pede-
HOK YYBCTBYET C€0s1 HOPMAJILHO, 4 IIOCJIE Cy/10-
POT TEMIIEPATYPA TEIA OKA3BIBACTCS IOBBIIICH-
HOU. IIpucTynel yaiie pa3BUBAIOTCI BO BpeMs
CHA (JHEBHOI'O WIN HOYHOTI'O), HOCAT KJIOHHUYe-
CKHUH XaPaKTEP, 3ATPAruBas, B OCHOBHOM, OTHY
IIOJIOBUHY Tena (TeMUKJIOHUYeckue). Ilepen
OPUCTYIIOM MOXKET OTMEYATHCS I€BUAIUS 17143
U TOJIOBBI WJIN KJIOHUYECKUE KOMIIOHEHTHI IIPO-
HCXOJISIT CHHXPOHHO B BHU/IE MOJCPTUBAHUA I'O-
JIOBBI 1 KOHEYHOCTEH.

Chauvel P, Dravet Ch. (2005) BbIAEJSIOT 5
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OCHOBHBIX KIMHHYECKHUX IIPHU3HAKOB JAHHBIX

IIPHUCTYIIOB:

1. BbICOKasg IPOJODKUTENBHOCTD. IIPUCTYIIbI
OOBIYHO Jy1aTCsA 60osee 30 MUH, HEPEJIKO —
HECKOJIBKO YACOB U Jake gHer. UTHTEeHCHB-
HOCTb KJIOHHYECKUX OJAEPTUBAHUIN MOXKET
MEHSTBCS, OCIA0€BasA U HApPaCTas BHOBb.

2. BapnabenpHOCTh TOIOrpacdyuu IIPUCTYHOB.
I'eMHUKIIOHUH MOTIYT IPEBAJIUPOBATH B Ka-
KOH—/IHOO OJHOH KOHEYHOCTH, JUIIEBOH
MYCKy/JIaType, PACIIPOCTPAHATBCA HA APY-
I'VIO CTOPOHY WU JaXE€ MEHATH CTOPOH-
HOCTh (QJIbTEPHUPYIONIHNE T'€MHKOHBYJIb-
CHUN).

3. Co3HaHHE IIPU IIPUCTYIAX MOXKET (PIYKTYH-
pOBaTh, HO B OOJBIIUHCTBE CIy4a€B OHO OC-
TAE€TCsI COXPAHHBIM.

4. Bapna6eJpHOCTh Ha4yaja IIPUCTYNOB. IIpu-
CTYIIBI MOTYT HAYUHATHCS C IIOBOPOTA IJ1a3
U T'OJIOBBI, KIOHUYECKUX CyJOPOT B KAKOI-
60 OFHOM KOHEYHOCTH, C O0EUX CTOPOH,
M JIMIIB 110 MEPE PA3BUTHS CYAOPOT OHHU BCE
Oosiee TPUOOPETAIOT TE€EMHUKIOHUYECKUH
Xapakrep, HEPEJKO B BHUJE ACHHXPOHHBIX
IOAEPTrUBAHUII.

5. BBIpaKEHHOCTDb BETE€TATUBHBIX IIPOSABICHUN
P JJIUTEIbHBIX IIPUCTYIIAX: TUIIEPBEHTH-
JAL WS, JUCITHOI, CepAedYHasd ApUTMUA, 1A -
HO3.

YacTp NPUCTYIIOB HE IIPOXOAUT CAMOCTOA-
TEJIBHO, TPEOYIOTCSI MEPOIIPUATHS 110 UX KyIIH-
poBaHHIO. HeMeIEHHO 1OCi€e JUKBUAAITUN
IIPHUCTYIIOB Y p€OEHKA CTAHOBUTCA 3AMETHBIM
remunapes. [Io JaHHbIM 00CI€IOBAHUA OOJIb-
HIOI'0 KOJIMYECTBA JeTei, nepeHecmux ¢eo-
puwibHbie cygopory, Vivaldi J. (1976) ycraHo-
BWJI, UTO IIPU IPOAO/DKHUTEIBHOCTH IIPHUCTYIIOB
oosiee 24 4 reMunape3 pa3BUBACTCS IIOYTHU B
100% ciry4aes; IpyU NPOJOLKUTEIBHOCTH 5 4 U
o6onee — B 75%, a IpU AIUTEIBHOCTU IIPUCTY-
IIOB ME€HEE 5 4 — JINIIb Y 9% OGOJIbHBIX.

IlepMaHEHTHBIA I'€MUIIAPE3 IIOCJIE T'€MUK-
JIOHUYECKUX CYJAOPOT CJIeIyeT KOHCTATHPO-
BAaTh, €CJIM €I0 KJIIMHUYECKHUE IIPU3HAKH COXPa-
HAIOTCA Yepes3 7 JHEH OCIe€ OKOHYAHUS IIPU-
cryma. [Io 3TOro Cpoka pedb MOXKET UATH O Ia-
pe3e Toapa. Femurape3 HOCHUT HEHTPATbHBIH
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Xapakrep. B rniepBbie JHU MBINIEYHBIN TOHYC HA
CTOPOHE Iape3a MOXKET ObITh HU3KHUM, 4 ITO3KE
HOSIBIISIETCS OTYETAUBAS CIIACTUYECKAS TUIIEP-
TOHHS, COIIPOBOXKIAIOIIAACA HNHUPAMHUIHBIMH
CUMITTOMaMH (aHU30pPeIEKCHs, TATOJIOIrNYe-
CKue pe@eKChl, CHHKUHE3UH, KIOHYCHI). I'e-
MUIIape3 OOBIYHO HEPABHOMEPHBIM, B OOJIb-
M€ CTENIEHU CTPAAIOT MBIIIIBI IIPOKCUMAJIb-
HOU 4aCTH PYKH U jauiia. [IpumepHo B 20% ciry-
4aeB IeMUINIAPE3 MOKET MTOCTENIEHHO UCYE3aTh
B TeuyeHue 1-12 mec. rnocse nmpucryia, OJHaAKO,
BCErJa COXPAHAIOTCA OTYETIHUBBIE IIPHU3HAKU
NHUPAMUJIHON HEJOCTATOYHOCTU HA ITOU CTO-
poHe (Arzimanoglou A. 1 cOoaBT., 2004).

Pa3BurHE >NMWIENCHH (IIOBTOPHBIX HE-
HPOBOLHMPYEMBIX NPHCTYIIOB) CITYCTS OIIpeE-
JIEJIEHHOE BpeMs IIOCJIE OCTPOro anusona. Ito
IJaHHBIM Roger G. 1 coasT. (1982), anwiencus
pPa3BUBAECTCA ¥ 75% MAIMEHTOB, MEPEHECIINX
JUJINTENbHBIE T€EMUKIOHHUYECKHE CyJOPOTH C
NOoCAENyIOIIUM remunape3om. IIoBTOpHEBIE
IIPUCTYIILI MOI'YT BO3HUKATD Yepes 1-20 ser nmo-
CJI€ 3MU30/44 TEMUKOHBYJIbCHUH, HO B 85% Ciry4ya-
€B 3TOT HHTEPBAJ HE IIPEBBIIIAET 3 JIET
(Arzimanoglou A. u coasrt., 2004; Vivaldi J.,
1976). CpenHuit HHTEPBAT MEXK/TY 1€OI0OTOM re-
MHUKIIOHUYCCKHUX ITPHUCTYIIOB B HAYAJIOM 3IIIH-
Jericuu cocrasser 5,6 et (Chauvel P., Dravet
Ch., 2005).

THOBI GNMWIENTHIECKHX IMPHUCTYIIOB IIPH
HHE cunaapome: (OKUTbHBIE MOTOPHBIE U Y-
TOMOTOPHBIE, BTOPUYHO-T€HEPATU3OBAHHBIE,
pexe — ICEBAOreHEPATU3OBAHHDIE.

B KIMHUYECKOM KapTHUHE Y JeTeHr npeodiia-
AI0T (pOKATbHBIE MOTOPHBIE U IICEBIOT€HEPA-
JIM30BAHHBIE IIPUCTYIBI, 4 ¥ HOLAPOCTKOB M
B3POC/IBIX — CJIOXKHBIE (POKAIBHBIE (IJIABHBIM
06pa3oM, ayTOMOTOPHBIE).

DoKranvrvle MOMOPHbIE KIOHUUECKUe NPU-
CMynsL TOKAIU30BAHBI B IIAPETUYHBIX KOHEY-
HOCTAX. OHU MOTI'YT PACIIPOCTPAHATHCA IO TH-
Iy «IPKEKCOHOBCKOI'O MApIIA» C «BOCXOIAIINM»
WJIH «<HUCXOJAIIUM> TEYEHHUEM; IIPHU ITOM CYLO-
poraM Hepeako IpeaeCTBYET COMATOCEHCOP-
Has aypa. Y 11% OGOJapHBIX B HAOJIIOJEHUU
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Chauvel P., Dravet Ch. (2005), 6pU1 OTM€EYEH
CHUMIITOMOKOMIIJIEKC KO>K€BHHKOBCKOI 3IIH-
snencum ((pokaabHbIE MOTOPHBIE, BTOPUYHO-T'€-
HEPATN30BAHHBIC IIPUCTYIBI U ITOCTOSHHBIN
AMWIECNITUYECKUH MHUOKJIOHYC). B HEKOTOPBIX
cay4dasaXx (POKaJbHBIE MOTOPHBIE ITPUCTYIIBI
IIPOBOLUPYIOTCSI BHE3AIIHBIM 3BYKOBBIM Pa3-
JpaXuTeneM, JOTPAruBAaHUEM, IBIDKEHUEM PY-
ko#. Takoro pojaa nmpoBokanus (POKAIbHBIX
IIPUCTYIIOB HAOIIOAAETCA OOBIYHO IIPU «CUMII-
TOMATUYECKOM Bapuanre» HHE.

Cnoxcnole PoxanvHvie nPuUcntynst, OObBIYHO
AyTOMOTOPHBIE, XaPAKTE€PHBIE [UIA CTApIIe
BO3PACTHOM KATETOPHUH JETEU, 4 TAKXKE I
HOJPOCTKOB U MOJOABIX B3pOCAbIX. OHHU Xa-
PAKTEPU3YIOTCA BHE3AIIHBIM 34CTBIBAHHEM IIa-
UEHTOB C IIHPOKO PACKPBITBIMU IJIa3aMHU
(«staring») U MOSABIEHUEM ABTOMATU3MOB (4a-
€ OPO—ATUMEHTAPHBIX UIH KECTOBBIX). [laH-
HBIM IPUCTYIIAM MOKET IPEANIECTBOBATD Aypa.
XapakTepHa aypa CTpaxa: BHE3AIMHBINA HEMOTH-
BHUPOBAHHBIN CTPAX, COIPOBOXKIAAIOUIHUHNCA
CUXOMOTOPHBIM BO30Y:K/I€HHUEM (JIE€TH IO 0e-
raloT K poOJUTEISAIM, OOXBATHIBAIOT UX, YTHIKA-
IOTCSI JIMIIOM B I'Py/Jib), O3HOOOIIOZOOHBIM TpE-
MOpPOM, KPpUKOM. IIpu 3TOM BO3HHKAIOT IIO-
KpPaCHEHHUE JINLA, MUAPHUA3Z, TUIIEPTUIPO3.

Bmopuuno-zenepanu3osarnvie npucmyns.
npu cungpome HHE BO3HHKAIOT U3 (POKAIb-
HBIX MOTOPHBIX ITAPOKCHU3MOB, IIOCJIE PA3/IHY-
HBIX TUIIOB ayphl, 4 TAKXKE a0COTIOTHO BHE3AII-
HO. Hepeaxo npeamecTsyioT (pOKaJbHBIE BEP-
CHUBHBIC ITPHUCTYIIBL: IIOBOPOT IJ7Id3 WU T'OJIOBBI
KOHTPAJIATEPATILHO OYary.

VY JOIIKOJBHUKOB YaIll€ BCTPEYAIOTCS IICEB-
JOT'€HEPATN30BAHHBIE IIPUCTYIIBL: ATUIIHNYHbBIC
a06CaHCPBI, AMWIECNTUYECKUI MHOKJIOHYC, aTO-
HHUYCCKUC MTPUCTYIIBIL.

ITo gannbiM Chauvel P., Dravet Ch. (2005),y
IMaueHTOB ¢ cuHapoMoM HHE orMedanocs co-
YeTaHUE SIMWICIITUYECKUX TIPUCTYIIOB: 2X TH-
OB — Y 49% manueHToB, 3X TUIIOB — V 24%, 4
TUNOB — y 3%. TakuM 06pa3oM, npeodaanmu
noauMopgHbie npucTynbsl. IIo JaHHBIM
Gastaut H. 1 coasrt. (1959), Roger J. u COaBT.
(1982), y mnaigi€eHTOB CTAPUIEr'O BO3PACTA U IIPU
«103aHEM JNebioTe» anwiencun (depes 10-20
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JIET MOCJIE OCTPOro 3MH30/1a) IIpeodJajaeT
KJIWMHUKA BUCOYHOM 3MWIEIICUU, A CPEAU SU-
JIEITUYECKUX MPUCTYIIOB — CJIOKHBIE (DOKATIb-
Hble. CJIy4au C «<[IO3/THUM JI€O0I0TOM» TAKKE OT-
JIMYAIOTCA 3JI0KAYECTBEHHBIM TEYEHUEM H pe-
3UCTEHTHOCTBIO K TEPAIIHH.

g cunapoma HHE xXapaxkrepHa BbICOKas
4aCTOTA IPHUCTYIIOB, HEPEJIKO JO MHOI'OKPAT-
HBIX B TEYEHHUE CYTOK. BO3MOXHO U ITUKJIOJIEII-
TUYECKOE TedeHUeE 3a060JIEBAHUS: IIEpUO], Ce-
PUMHBIX IPHUCTYIIOB B TEYEHHE HECKOJIbKHX
JHEUN WIU HeJelb CMEHIETC IIEPUOIOM YpeEKe-
HHSA WIHA HOJTHOTI'O OTCYTCTBHUSA IIPUCTYIOB, IIPO-
JOJDKAIOMIETOCS TAKXKE HECKOJIBbKO JHEH WIHN
HeAeNb. DNWIENTUYECKUI CcTaTyC (4ame ¢o-
KQJIBHBIX MOTOPHBIX IIPUCTYIIOB) KOHCTATHPY-
erca B 10% cirygaeB (Roger J. u coasr., 1982).

Hccneooeanue neéponozunuecKozo cma-
myca 11pu cugapome HHE. Han6onee «<ipkum»
CHUMIITOMOM SIBJISIETCA UCHMPANLHBIL 2emunda-
pe3, OOBIYHO HE JOCTUTAIOMIUN CTENIEHU IIOJI-
HOU 1uteruu. Ilape3 MaKCUMAaJIbHO BBIPAYKEH B
IPOKCUMAIBbHBIX OTJEIAX PYKH, 4 TAKKE B JIH-
IIEBOM MYCKYJIATYpPE, YTO OTINYAET €ro OT Tre-
MUIIape3a MIPHU JIETCKOM liepeOpaIbHOM I1apa-
jude (Arzimanoglou A. u coasr., 2004). Xapak-
TEepHA CYXOXXWIbHAS TUiieppedaekcust ¢ aHHU-
30pedieKcre, MOsABIEHUE MATOJOTNYECKUX
pedIEKCOB Ha CTOPOHE I1apPe3a; BMECTE C TEM,
BBIPAKEHHOTI'O ITOBBIIIEHHA MBIIIEYHOI'O TOHY-
ca OObIYHO He HabOmonaercsa. CrernedHb re MUIIa-
P€3a MOXKET HECKOJBKO YMEHBIIATHCS B Tede-
Hue 12 Mec. Ioc/Ie OCTPOTO 3NU30/4, 3ATEM BBI-
PAXEHHOCTh MOTOPHOI'O AE(PHUIIUTA OCTAECTCS
OPAKTHYECKH MOCTOTHHOM (Arzimanoglou A. u
coasTt., 2004). B uccaegosanuu Chauvel P,
Dravet Ch. (2005) npu cuagpome HHE nerkui
reMUuIapes3 JUAarHoCTUPOBaH B 18% ciy4daes,
YMEPEHHBIN — 56%, TsKenbIi — 24%; y OCTa/Ib-
HBIX IAIITUEHTOB OTMEYAIaCh NUPAMUIHASA HE-
JOCTATOYHOCTD 0€3 ABJICHUN nape3a. Y 54% ma-
I[MUEHTOB I'€MUIIAPE3 COYETAICA C JETKOH MBbI-
HIEYHOI reMUrunoTpopuen.

IIpu nopakeHuu JOMHUHAHTHOM remucge-
PBI OTHOBPEMEHHO C IIOABJICHUEM I'€MHUIIApE3a
OIIMCAHO PAa3BUTHE MOMOPHOU aga3uu
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(Panayiotopoulos C.P., 2002). ITpOBOJHUKOBbBIE
paccmpoiicmea wyscmeumeibHOCmiL BO3HUKA-
IOT B 24% ci1y4daes, Hapyuienue KOOPpouHauuu —
10%, remuanoricust — 16%, ampogbus 3pumens-
noix Hepeos — 8% (Chauvel P, Dravet Ch., 2005).

Koznumuenote napywenus TOU WIA UHOH
CTEIIEHU BbIPAXKEHHOCTH KOHCTATUPYIOTCS B I10-
JABJAIOMEM OOJBIIMHCTBE Cay4daeB. OT4eTIn-
BBIU MHTEJUIEKTYAIbHBIN Ae(PUITUT (POPMHUPYET-
¢ MIPUMEPHO Yy 1/3 60nbHBIX (35% — MO JaH-
HbIM Chauvel P, Dravet Ch., 2005), npenMymiecr-
BEHHO, IIPH CUMIITOMATHYECKOM BAPUAHTE CHH-
apoma HHE. BelcOKas 4acToTa ANWIENTHYECKUX
IIPUCTYIIOB U NOCTOSTHHASA IIPOAO/DKEHHASA IIIU-
JIenTU(OpMHAA AKTUBHOCTb HAa D3I MOI'yT IpH-
BOJUTD K <«yIVTyOJIEHHIO» I'€MUIIAPE3a U 3HAYH-
TEJIbHOMY HAPACTAHUIO KOTHUTHUBHBIX HAPYIIIE-
HHUH. [ITaHHA5 3AaKOHOMEPHOCTH COIIKAET CHUH]/I-
pom HHE ¢ «xIacCHYeCKUMU»> SITIIEIITUIECCKU-
MU HLE(DATONATHAMU JETCKOIO BO3PACTA.

Inexrposrnnedanorpacdpmuieckoe muccie-
moBaHue. DII" 6 ocmpom uKmanbsHom nepuooe:
BO BpEMsA JIUTCIbHbBIX I‘CMI/IKOHBYJII)CI/Iﬁ peru-
CTPUPYETCS BBICOKOAMIUIUTY/IHASI MEIJICHHO-
BOJIHOBASA AKTUBHOCTB YaCTOTOM OKOJIO 3 I,
Jyepenyonasacs Co ClaiKaMy, OCTPbIMH BOJIHA-
MH; HEPHUOJTUYECKU OOpa3ysl IMHUK-BOJIHOBBIE
KOMIUIEKCBL. AMIIIMTY/1A IIATOJOTHYE€CKUX DI -
HATTEPHOB BBIIIE, 4 CIIAUKOBBIM KOMIIOHEHT
0oJiee BBIPAKEH Ha CTOPOHE NOPAKEHHOM Ie-
mucdepsr (Panayiotopoulos C.P., 2002). IaH-
HBIE ITIATTEPHBI MOT'YT YEPEIOBATHCS C AITU30/1A-
MU OBICTPOH AKTUBHOCTU U YIUIONIEHUS 3aI1H-
cu («electro-decremental event»).

DI’ 8 uHmepPuUKmaibHOM nepuooe noemop-
HbIX Henposoyupyemoix npucntynos. OCHOBHAs
AKTUBHOCTh (pOHA, KAK HPABUJIO, COXPAHHA.
MozkeT HaOI0AaThCsSl CHYDKEHUE AMIUIUTYIbI U
HEKOTOpOE 3aMeIeHne anb@da puTMa Ha CTO-
pOHE NOPAXKXEHHON remMuc@epsl. DIIUICITH-
(GOpMHAS AKTUBHOCTH IPEJICTABIEHA, IPEUMY-
HICCTBCHHO, MYJIBbTUPCITHOHAIbHBIMHI H3MCHC-
HuAMHU — 70% ciydaes; npudeM y 11% 601b-
HbIX B ucciaegoBanuu Chauvel P., Dravet Ch.
(2005) Ha6MI0JAIOCHh 5 HE3ABUCHUMBIX O4aroB!
ABTOpPBI OTMEYAIOT IIPEOOIATAHUE INUICTITU-
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(POPMHOM AKTUBHOCTH B BUCOYHBIX U TEMEH-
HO-3aTBUIOYHBIX OTBEJECHUIX OT MOPAKEHHOU
remucgepsl. IIpyu HAIUYNHN IICEBAOTCHEPAIH-
30BAHHBIX IIPUCTYIOB, JOMHUHHUPYIOT AU Py3-
HbIE PA3PsAAbI IINK-BOTHOBOH aKTUBHOCTU. bu-
JarepanbHbie DOI-IATTEPHBI, KAaK IIPaBUJIIO,
ACMMMETPUYHBI C 00JI€€ BBICOKOH aMIIIUTYAOH
CO CTOPOHHI «3[TOPOBO¥» reMucdepsl (UIICHUIA-
TepanbHO Napesy) (Arzimanoglou A. U COaBT.,
2004). 9ror (peHOMEH OOYCIOBJIEH OOIIUM
CHIDKEHHEM OHO3JIEKTPUUYECKOH aKTUBHOCTH
OT nopakeHHoM remucgeps (Salih M.A., 1998).
ITpu HEGAATOIIPUSTHOM TEYEHUH 3200I€BAHUS
dopmupyercs DII-nmaTTepH IIOCTOSTHHOMN IIPO-
JOJDKEHHOM PErMOHATIBHOU 3NUIenTudopM-
HOH aKTUBHOCTH.

ITaTonornYecKkass MeJIEHHOBOJIHOBAsI AKTHB-
HOCTb OOBIYHO IIPEJICTABJICHA ITIPOJOJLKEHHBIM
PErMOHAIBHBIM 3aAMCIJICHUCM HAL IIOpZDKCHHOfI
reMucgepoii (KOHTpaJIaTepaJabHO Iape3y) C
MIPEOOIATAHUEM B 32/THUX HWIU BUCOYHBIX OTBE-
meawsix (Chauvel P. u coasr., 1991). Hepeako B
CTPYKTYpPE BBICOKOAMIUIUTYJHOIO TE€TA- HIH
JIEeIbTA-3AMEJICHUSI PETUCTPUPYIOTCA HU3KO-
AMIUIUTYAHBIE CIIAMKU WIH OCTPBIE BOIHBI.

Memoos: neiipoeusyanusauunu. 13ve-
HEHUA IIPU HEMPOBUIYAIHU3ALUN KOHCTATHUPY-
IOTCA B OOJIBIINMHCTBE cIydaeB cuHapoma HHE.
ITo mauusiM Chauvel P, Dravet Ch. (2005),y 8%
OOJIBHBIX pe3yaAbTaThl MP-ucCCIeqOBaHUSA HOP-
MaJIbHBIE, IJIABHBIM O0pPa30M, IIPU UIHONATH-
YEeCKOM BAPHUAHTE.

Tanaka Y. u coasr. (1994) BBIIBWIN HIPU
SPECT-ucciefoBaHUA  OOJBHBIX  CHHIPOMOM
HHE runiepnepdys3uio B OCTpPOM IIEPUOAE, KOTO-
pas B IOCJIEAYIOIIEM CMEHSUIACH TUIIONIEP(PY3HET.

OCHOBHOH
npusHak cuggpoma HHE — nepe6panbHas re-
muarpodus (Tan N., Urich H., 1984: Soffer D. u
coasrt., 1986; Osborn A.G. u coasrt., 2004). Jlo-
KaJIbHAA aTPO(UA 3aXBATBIBACT, IIPEUMYILECT-
BE€EHHO, BUCOYHBIH NAJIEOKOPTEKC (ME3UAIb-
HBIA BUCOUYHBIN Ccriaepo3) (Baram T.Z.,
Schinnar Sh., 2002), a Takxke MO3>KE€YOK, Taa-
MYC U HOJAKOPKOBBIE sApa (Salih M.A,, 1997). YV
27% OONBHBIX HAOJIIOIAETCI YHWIATEPATIbHASA

HEVPOBU3YAIUIALUOHHBINA
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BEHTPUKYJIOMETAIHUsA HA CTOPOHE arpoduu
(Chauvel P, Dravet Ch., 2005). ITpu cumnToma-
THUYECKOM BapuaHrte (Hanpumep, MELAS cuna-
pom), xorga cunapom HHE Bo3HUKaeT B pe-
3yJIbTATE UIIEMHUYECKOT'O HHCY/IbTA, aTPOHUYe-
CKHU IIPOLIECC PA3BHUBAETCA B 30HE KPOBOCHA0-
SKEHHUS OIIPEEIEHHOT'O COCYUCTOrO 6accerHa
(Osborn A.G. 1 coasr., 2004).

B CAVMHHUYHBIX CITy4YasaX BO3MOXKHbI ATUITHY-
Hbl€ BapuaHTel — «dual pathology» (aBoriHast 1a-
Tonorys). Bahi-Buisson N. u coasrt. (2005) onu-
ceiBaroT ciaydari HHE cunapoma y 13-jmerHero
MaJIBYHKA C JIEBOCTOPOHHUMH (PEOPIIBHBIMUA
IFEMHUKOHBYJIbCHUAMHA U PA3BUTUECM ITUTOTOKCHYC-
CKOT'O OT€KA C ITOCIIEIYIOMIEH IIPAaBONOTYIIIAPHOM
epe6panpHOi remuarpodueri Ha MPT. Crrycrs 6
MecC. OT Ae610Ta 3a60/I€BaHUS Y MATBYHKA CTATTA
OTMEUATHCA IPABOCTOPOHHUE (1) reMUKIOHHYE-
CKHE IIPUCTYIBL, 4 IOBTOPHOE BBICOKOPA3pENIa-
romee MPT BbIABIWIO (DOKAIBHYIO KOPTHKAIBHYIO
JUCIUIA3HIO B JIEBOK JIOOHO OOJIACTH.

Auvin S. 1 coasr. (2007) poBean aHAIN3 13-
MeHeHur Ha MPT 1 natoMop@OIOTHYeCcKux u3-
MEHEHMH B Mo3re y 00ybpHbIX cuHAapomom HHT.
Freeman J.L. (2002), cyMMHPOBAIU PAHHUE U3ME-
Henusa Ha MPT y nerert ¢ HHE. Toldo 1. 1 coasT.
(2007) onucanu ciaydau cuaapoma HHE y manb-
4UKa 2 J1eT 9 MeC. C JVINTEIbHBIMH I'€MUKOHBYJIb-
CHSIMHA M IIPABOCTOPOHHHUM T'€MHIIAPE30M, Pa3-
BUBIIHNMCS IIOCJIE AMWIEIITHYECKOro craryca. Ha
7 CYTKU 3200J1€BaHUS IIPU IIPOBEICHUH BBICOKO-
paspemraromero MPT B T2-pexxume ObUTU BBISIB-
JIEHBbI U3MEHEHUS B OEJIOM BELIECTBE JIEBOI'O IIO-
aymapusa. Yepe3 1 MeC. BOSHUK/IN BBIPAKEHHBIEC
IJIMO3HBbIE U3MEHEHUSA WU KOPTUKAIBbHASA aATPO-
¢us1. Takum 06pa3oM, HA paHHEH CTA/IUH 3200J1€-
BaHus nnpu MPT cieayer npuHUMATh BO BHUMA-
HUeE u3MeHeHus B T2-pexuMe 1711 yCTAHOBJIEHUS
TOYHOrO AuarHo3a. R. Hiremath u coasr. (2012)
TAKKE MNOTUYEPKUBAIOT BAKHOCTh MPT-m3MmeHe-
HUU B T2-pexuMe B IIEPBBIE THU 3200/ IEBAHUSL

Auazno3. IIpyu yCTaHOBIEHHUU AUATHO3A
cuggapoma HHE Heo6X011MO UMETH B BU/TY /1BA
MOMEHTA. Bo-nnepBbIX, JUATHO3 MOKET OBITh YC-
TAHOBJIEH TOJIBKO IIOCJIE€ IIPHUCOEIUHEHUS I1O-
BTOPHBIX HEITPOBOLIUPYEMBIX IPUCTYNIIOB. OCT-
pBI 3MNU30[ C IMTEJbHBIMU (PEOPHIBHBIMU

CUHODOM 2eMUKOHE)IbCUBHBEX NPUCLYNOB, 2eMUNIe2UL U
snunencuu (curnopom HHE) (nexyus)

PYCCKWMU >KVPHAJI JETCKOM HEBPOJIOTMU

OB30OPbI 1 JIEKITUH

IeMUKJIOHUYECKHMU CYyJOPOraMH U PA3BUTHEM
remuIiapesa — 3910 eue He cuHapoMm HHE.
TOJBKO IIPU BO3HUKHOBEHHH IIOBTOPHBIX IIPH-
crynos auarnocrupyercsas HHE. Takum oOpa-
30M, C MOMEHTA IIEPEHECEHHOI'O0 OCTPOIO 3IIU-
304 1O YCTAHOB/IEHHUS JUATHO3d CHUHIPOMA I'e-
MHKOHBYJIbCUBHBIX IIPHUCTYIIOB, TEMUIUIETUU U
SIMUJIETICHH, IIPOXOJAUT HECKOJIBKO JIET.

Bo-BTOpBIX, BO BCEX CIy4asiX BO3HUKHOBeE-
HHA OCTPOU ITEMHUILIETUH ITOCJIE SMUIENITHYEC-
KOI'O CTATyCa C IIOCAEAYIOIINM IIPUCOETUHEHU -
€M IHOBTOPHBIX IIPUCTYIIOB CJIEAYyeT UCKIIOYATD
«CHMIITOMAaTHYECKUH Xapakrep» 3a601€BaHu,
TO €CTh HAJIMYHUE OPraHUYECKOI'O I€PEeOpPaIb-
HOro cyocrpara. Kak O6bUIO YKa3aHO BBIIIE,
CUMITOMAaTHYEeCKUN BapuanT HHE wmoxer
OBITh BBI3BAH ONYXOJIbIO I'OJIOBHOTO MO3I4Q,
HEHPOUH((EKIIUEH, TATOJIOIHEN MO3TOBBIX CO-
CyaA0B, MUTOXOHAPHUAJIbHBIMU 3200/1IEBAHHSIMH
(MELAS cunapom) U ap. B atom ciayuae B gua-
THO3€ JOJDKHO OBITh OTPA’KEHO OCHOBHOE 3260-
JIeBaHHME, KOTOPOE NPUBEJIO K PA3BUTHIO CUH]-
pOMa réeMHUKOHBYJIbCHUBHBIX IIPUCTYIIOB, 'CMUII-
JIETUH Y AITUJIEIICUH.

duarnos cungpoma HHE ycranasinuBaercs
HA OCHOBAHUH AHAMHECTUYECKUX U KIIUMHHUYEC-
KHX JAHHBIX, 4 BEpU(PHUIIUPYETCSA IIPH IIPOBETE-
HUU HeNpoBudyanusauuu. Pesyabrarer DOT
MaJIO CIIeNU(pPHUYHBI U JIMIIb IIOATBEPKAAIOT
3AMMWIENTUYECKUN XapaKTep IIPUCOECTUHUB-
LINXCSA IIPUCTYIIOB.

4 )
OnopHble JUATHOCTHYECKUE KPUTEPUU

3a0601€BaHUA:

1) BHE3amHOE Pa3BUTHE B MJIAICHYECKOM BO3-
pacre 3MHUIENTHYECKOI'O CTATyCA TEMUKOH-
BYJIbCUBHBIX IIPUCTYIIOB (M/IUX €JUHUYHOIO
JUINTEIBHOTO IIPUCTYIIA), 4alle Ha (poHe
TCMIICPATYPHI C IMMOCICAYIOIIUM ITOABJICHU-
€M CTOMKOT'O IEHTPAJIHLHOI'O I'€MHUIIAPE3a;

2) IPUCOEIUHEHHNE, OOBIYHO CITYCTS HECKOJIb-
KO JIET IIOCJIE OCTPOT'O MM30/1a, IOBTOPHbBIX
HETIPOBOILHPYEMBIX IIMHJICOTHYCCKUX IIPH-
CTYIIOB, YaCTBIX, ITOJUMOP(QHBIX, PEIUC-
TCHTHBIX K TCPAIINH;

3) Ha/IM4YHue NIPU HEHPOBU3YAIU3ALUHN IIPOSB-
JIEHUH <« epebpabHOA remMuarpodpun»

(Tan N., Urich H., 1984).

\. J
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Ta6auua 1. Tuddepennmanpupiii fuarao3 cugapoma HHE u cuagpoma KoxxeBHHKOBa—Pacmyc-
ceHa (IIPOrpeCCUPYIONINE 04aroseiii sHIe(panuT) (Panayiotopoulos C.P, 2005).

Cungpom KoxesHukosa—Pac-

THUIBI IPUCTYIIOB

Knunuka / CuHapom CungpoMm HHE MycceHa (IIPOrpeCCUPYIONTUNA
O4aroBbIf IHIE(PATUT)
(OoKaIbHBIE, ¢ OKaIIbHBIE MOTOPHBIE KJIOHH-

BTOPHUYHO—TCHCPAITN3OBAHHBIC,
IICEBOOTCHCPATIN30OBAHHBIC

4eCcKHe,
BTOPUYHO-T€HEPATU3OBAHHBIC,
AMWIENTHYECKUI MUOKJIOHYC

INonmnMopdu3M NpUCTyIIoB, DC + +
Octpoe Hau10 € POKATBHOTO DC + +
I'emurnapes + +
ITpucTynsl pe3sMCTEHTHDI K + +
TEPAIIUU
CTaguiHOCTh T€UYCHUA - +

I'emuriapes NOCTOAHHBIN CPA3Y
nocjae OCTpO (hasbl

B Hauvane remunapes TpaH3U-

TOpHBIN (1ape3 Toaaa); craHo-

BUTCS IIOCTOSIHHBIM Y€pe3 He-
CKOJIBKO MECALIEB WIH JIET

Teuenue

CranoHapHOe

HeyxkIO0HHO 1IpOorpeccupyouiee

KOorHuTuBHBIE HAPYIIEHUSA

Pa3HOI cTEneHN BRIPAXKEHHOCTH

Tsoxenple, HApACTAoIHe

Bo3HUKHOBEHME IIPUCTYIIOB C
MOMEHTA JeOI0Ta

«CBETJIBIN IIPOMEKYTOK> 00s132-
TEJIE€H, HECKOJIBKO JIET

«CBETJIBIN IIPOMEXKYTOK>
OTCYTCTBYET

Yacrora IpUCTYIIOB Paznuunasn CTaOMJIBHO BBICOKAs
Henporpeccupyroasn IIporpeccupyromas arpodus
MPT remuaTpopus IIPpU JUHAMHUYECKOM

HCCJIeJOBAHUU

Iuddpepenuyposars cugapom HHE cieny-
€T, IIPEK/E BCETO, C OCMCKUM UepPeOPaisHbIm Na-
panuuom (JUIT), a Taxoke sH1e(pagmmnToM Koxxes-
HHUKOBa-Pacmyccena (Tabi. 1). OCHOBHOE OT/IH-
que [JIII or cuaapoMma HHE — BpOXXaeHHbIN Xa-
paKTEp reMuIiapesa, ero npeoodaajaHue B JINC-
TAJIbHBIX OTJE/IaX KOHECYHOCTEMH, OOJIBIIE B KUC-
TU. CIIOKHOCTHU (P (PEPEHITUPOBKU MOT'YT BO3-
HHUKHYTb B PEJIKUX CIY4asiX PAHHETO J1e00TA Ire-
munapesa npu cuggpome HHE (8 Bo3pacre 1o 1
roga) WU HEJOCTATOYHBIX AHAMHECTHUYECKHUX
JAHHBIX (YKA3aHHE HA SMWIECNTUIECKUI CTATYC
M OCTpO€ pasBurHe mnapesa). MPT-uccienosa-
HUE B O0JBIIUHCTBE CIy4a€eB CIIOCOOHO gudde-
PEHLIMPOBATh IIEPUHATAIBHBIN XapaKTep nopa-
sxkenus nipu JIIT u cnenmmduyeckyro 1epeob-
panbHYI0 remuarpogdurio npu cusgpome HHE.

IIpodmnaxiuka U deaenune. [Ipu cuHapo-
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Me HHE BO3MOXHO u36€XaTh (pOPMUPOBAHUA
reMuIIape3a u B JAIbHEHIIEM — Pa3BUTHS JITH-
nencud. ITpopuiakTUKa 3aKII0YAETCSI B MIPO-
BEJICHUU MEPONPHUITUH, NPENITCTBYIOIINX
Pa3BUTHIO JJINTEIbHBIX ANMWJICITUYECKUX IIPU-
CTYIIOB U SITMJIENITHYECKOT'O CTATYCA.

OcnosHnble Imanst npeoomepauernus pas-
eumusn curnopoma HHE npu snunenmuueckom
cmamyce (B.A. Kapnos, 2003):

e OkazaHue JOBPAYEOHOM IIOMOIIH B JIOMAIII-
HHUX YCJIOBHAX IIPH IMTOBBIMCHHUHN TEMIIEpaA-
TYPBl 1 BOSBHUKHOBEHHHU CYJOPOT,

® OBICTPBIN IIPUE3] CKOPOY MEAUIIMHCKOH
IIOMOIIY,

® HATUYHE MEIUKAMEHTOB /I MOMEHTA/b-
HOT'O KYIIUPOBAHUSA IIPUCTYIIOB,

® IIPABWJIbHAA TAKTHKA YPI€HTHOI IIOMOIIU B
CTAaIIMOHAPE.

CUHOPOM 2eMUKOHE)IbCUBHBEX NPUCIYNOE, 2eMUNJIe2UL U
anunencuu (cunopom HHE) (nexuyus)



Pa3zBuTne BBICOKOKBATU(PUIIMPOBAHHOH
MEAUIIMHCKOH ITIOMOIIY U IIPUMEHEHUE COBpE-
MEHHBIX JIEKAPCTBEHHBIX CPEACTB IIO3BOJIWIO B
OOBIIMHCTBE PA3BUTHIX CTPAH CBECTH K MUHH-
MYMYy BO3HUKHOBEHHE JJAHHOI'O 3200J/IEBaHU.

1 sman mepanuu cunopoma HHE: Kynupo-
8anue INUNeNMUUECKO20 CIAmyca

Heo6xommumMo 006y4aTh POAUTENICH JETEH C
OC NpoPHWIAKTHKE U KYIIHPOBAHUIO JJIUTEIIb-
HBIX IIPUCTYHOB. IIpo6ieMa 3aKIIOYAETCSI B
TOM, 4TO B IIO/IABJISIOIIEM OOJBIINMHCTBE CIy4a-
€B JJINTEIbHbIE TEMUKOHBYJIBCHUH C PA3BUTHEM
reMHIIape3a BO3HUKAIOT B KA4ECTBE 1€OI0THO-
r'o IIpUCTyIIAa y pe6eHka (Auvin S., 2012).

Ha goBpauye6GHOM 3Tare HeOOXoaumo Ppu-
3UYECKOE OXJIAKAECHHE NanueHTa (IIOHMXKE-
HHE TEMIIEPATYPHI BO3/lyXa B KOMHATE, PACTH-
paHue Tena BOJKOH, YKCYyCOM H JIp.); IPUMEHE-
HHE AHTUIIHPETHUKOB (HypO(EH B CYCIIEH3UH B
103e 5—10 MI/Kr Kakabie 6—8 4, MAKCUMaJIbHO
10 300 Mr/cyTku, a(pepanraH B PEKTATbHBIX
CBEYAX, PACTBOPHUMBINH ACIHPHUH, BBEJCHHUE
JUTUYECKUX CMECEN BHYTPHUMBIIIEYHO: AaHTH-
NUPETHUK + HO-IIIA + AHTUTUCTAMUHHBIN IIpE-
napar).

Pannee 1 110 BO3MOXHOCTH BHYTPHUMBIIIIEY-
HO€ BBEJICHHUE JHa3enama (peIaHuyM, CETYKCEH,
BJINYM) B pa30Bo# fo3e 0,25 mMr/Kr. OCHOBHBIM
OpenapaToM Ui KyIUPOBAHUS SNUICIITHYEC-
KUX IIPUCTYIIOB B JOMAITHUX YCJIOBUSIX SIBJISIET-
Csl AUa3enaM B peKTaIbHBIX TyOax (Chauvel P,
Dravet Ch., 2005), B P® ganHas 1€KapCTBEHHAS
¢dopma O CUX OP HE 3APETUCTPUPOBAHA.

Bpaueonvie meponpuamus no Kynupoea-
HUIO INUACNIMUUECKO20 Cmamyca, npPpooou-
Mmole Opuz2adoti CKOPOU MEeOUUUHCKOLL BOMOULU.

HX 3Ta1ibl OTPaKEHBI B TA6IUIIE 2.
-

Cumnmomamuieckoe 1ederue:

1. KOppEeKIMs > KU3HEHHO BAKHBIX (DYHKIIUII,
2. KOpPpEKUUA TEKTPOJIUTHBIX HAPYIIECHUH,
3. IedeHue OTeKa MO3ra (JEKCaMeTa30H 4 MrI
BHYTPHUBEHHO KaK/ible 6 9 WX MAaHHHUTOJ
1,0-1,5 r/Kr BHYIPHUBEHHO KaIll€JIbHO CO
CKOpOCThIO 60—80 Kare/ib B MUHYTY).

PYCCKWMU >KVPHAJI JETCKOM HEBPOJIOTMU

\. J

CUHODOM 2eMUKOHE)IbCUBHBEX NPUCLYNOB, 2eMUNIe2UL U
snunencuu (curnopom HHE) (nexyus)

OB30OPbI 1 JIEKITUH

Llenp Tepanmum: CKOpeEHIIee KyIIHPOBAHUE
IIPHUCTYIIOB, H30€KAaHHE OTEKA MO3ra U IOCIe-
JYIOIEH reMHuaTpoPun.

OCIOXHEHHUA CYJOPOKHOI'O SIMHICIITHYEC-
KOT'O CTATyCa MPEACTABICHBI B TA0IHUIIE 3.

C OIrpOMHBIM COXKAJIEHUEM U OO0 IIPUXO-
JUTCS KOHCTATUPOBATh, YTO OOJIBIIMHCTBO 6a-
30BBIX IIPENAPATOB 19 KyIIUPOBAHHUA SITHJIEII-
TUYECKOI'O CTATYCA B HAIIEH CTPAHE HEJOCTYII-
HO, 4TO, 6€3yYCJIOBHO, CHUZKAET KAYECTBO ITIOMO-
Y JAHHOM KATETOPHUH NAIITUEHTOB.

Ecnm BCe-Taku 3NWJIENITHYECKUI CTATyC HE
ObUT OBICTPO KYIIMPOBAH M PA3BWICI I'€eMUNA-
pes, 4To geaaTh C JAHHBIMU IMAITUEHTAMH JA/Ib-
me? B MUPOBOH JUTEPATYPE OAHO3HAYHOI'O
MHEHHA 110 3TOMY BOIIPOCY HeT. C OAHOH CTO-
POHBI, CYIIECTBYET PHCK BO3HHUKHOBEHUA IIO-
BTOPHOI'O 3MWJIECIITHYECKOTO CTATYyCA U JAJIb-
HEHIIEro pa3BUTUA SMWIECIICUU — CHHIPOMA
HHE. C gpyro# croponsl, cuazapom HHE pa3su-
Baercs He y 100% 6G0NbHBIX, IIEPEHECIITHX CY/I0-
POKHBIN ANMWIECIITUYECKUH CTATYC, U HHTEPBAJI
C MOMEHTA OCTPOTO 3MHU30/a O IPUCOETUHE-
HHUSI NOBTOPHBIX HPUCTYIOB, MOXKET COCTAB-
aateb 5-10 u gaxxe 20 aer (Chauvel P. u coasr.,,
1991). B cBa3u € 9THUM, CYLIECTBYET TOYKA 3pe-
HUSA, YTO HET HEOOXOJAHUMOCTH B JUINTEIBHOM
HasHauyeHuHu ADII, U PEKOMEHIYETCA JIUIID I1a-
PEHTEPATBHOE BBEJIEHHUE OEH30/JUA3ENIHUHOB
(InazenaM B pEKTAJIIBHBIX Ty0aX, pEJIAaHUYM, JIO-
pasenam) B Crydyae BO3HUKHOBEHUS IIOBTOPHO-
ro npucryna (Baram T.Z., Schinnar Sh. , 2002).
OJHAaKO, C HAIllEX TOYKU 3PEHUA, PUCK PA3BU-
TUS SMWIETICUU TTOC/IE JJIUTEIBHBIX CYLOPOXK-
HBIX IIPHUCTYIIOB C I'€MHIIAPE3OM JOCTATOYHO
BBICOK, UTO CaMO IO ceb€e OIpaBABIBAET HEOO-
XOJAUMOCTD JUINTENBbHOI Tepanuu ASJIL IIpo-
JOJDKUTEIBbHOCTh TEPAIINU MOMKET COCTABIATH
OKOJIO 3 JIET C TOC/IEAYIONIEN OTMEHOM B CiIydae
OTCYTCTBHS IIOBTOPEHMSA IPHUCTYIIOB U ITHJIETI-
TUPOPMHOU aKTUBHOCTHU HA DII. [InurenbHoe
npuMeHenue ADIl CymecTBEHHO CHUKAET
PUCK pa3BUTHS IIOBTOPHBIX UINTEIbHBIX TSLKE-
JIBIX IIPHUCTYIIOB. BBIOOp IIpernapara B JAHHOM
CJIy4dae OCTAE€TCA 34 JIEYAIUM BPpAYOM.
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Ta6nuua 2. Bpaye6HbIe MEPOIPHUSITHS IO KYITUPOBAHUIO AITHJICIITHYECKOTO CTATYCA
IIpuMmeuvanus

IIpenapar Pa3oBas go3sa I[To609yHOE AEicTBHE
Jduaszemnam 0,25 mr/ Kr, YVITHETEHUE ObIXAHUA MOZKHO B JIOMAIITHUX
2ma=10 mr B/M WM B/B (V<2 IIPU II€EPEJOIUPOBKE YCJIOBUAX
MI'/MHH)
Cyro4yHas no3a: 20 mr
JUIS TOMKOJIBHHUKOB
JleImaKuH /11 15 Mr/Kkr TOKCUYECKHH I'€IIaTUT | MOYKHO B JOMAIlIHUX
HUHBEKITUNA 2000-2500 mr, (penxo) YCJIOBUAX
2 paza, uarepsai 12 4
JIopazenam (JiopageH) 0,05-0,1 mr/kr, Pa3BUTHE TOJIEPAHTHO- nuT
1 Mmn=4 mr B/M MEJIEHHO, CTH 11ocsie 1-2 UH'bEK-
2 MI'/MUH, WU, PEIKO: yTHETEHUE
c uaHTepBAIOM 30 MHUH, | ABIXaHUs, APTEPUAIID-
He 6osiee 2 Mr/CcyT HAs TUIIOTEH3US
Yy A€TEN 0 3 JI€T,
He 6osee 3-4 Mr/CyT
nociue 3 jer
Mupgazonam 0,15-0,2 mr/xr, B/B YTHETEHUE IBIXAHUS, IIUT
(ZOpPMUKYM) MEJIEHHO, apTepuaabHas
TUIIOTECH3UA

2 MI'/MHH B/B Kall€JbHO,
1 Mr/kr/4gac,
He 6011€e 3 cyTOK
PEHUTOMH 11 UHBEK- [+ (PU3HOIOTUYECKUI p-p,| OCTAaHOBKA CEp/IIa, B PO
Ui (PochEeHUTONH) 15-20 mr/xkr, apTepHuaIbHasi TMIIOTO- | He 3apErucCTpupoOBaH
(5 M1 =250 Mr) V< 25 Mr/MuH HUA, (P1eOOCKIEPO3
PeHOOaAPOUTOH B/B CHIJKEHUE COKPATH- B PO
(1 M1 =200 mr) 1o 1 roga: 20 MIr/Kr, | TE€JIBHOM CIIOCOOHOCTH | HE 3apPETrHCTPUPOBAH
Crapuue 1 roga: 15 Mr/kr,| MHOKapaa, yTHETEHHE

V=10 100 Mmr/mMmuH JbIXAaHWs, yTHETEHUE
CO3HAHMUA, APTEPHUAIID-
Has TUIIOTEH3UA

OKCHUOyTUpAT HATPUSA 100-150 Mr/Kr TUIIOKATMEMHUSI TOKCHYEH
('OMK) V=400 Mr/MUuH
1 mu1 20% pacrBOpa =
200 mr
HNurybanus, UBJI 6ap- |B/B MEJIEHHO, CPEAHSS | CHIDKEHHE COKPATH- OPUT
npo3a: 100 mr, TEJIHLHOM CIIOCOOHOCTU

OHUTYPOBBIN HAPKO3 —
MHOKAPAA, yYTHETCHUEC

TUOIEHTAJI JOIIOJTHUTEIBHO
(1 M1 2,5% p-pa =25 mr) + 25 Mr B/B JBIXAHUSA, apTEPHUAIb-
Ka’KJIble 3 MUH Has TUIIOTEH3UsI, TOK-
MOAJEPIKUBAIONIAA 103A:| CUYECKUH IelaThuT U
3 MI'/KT B/B KQKABIA yac | IaHKPEATUT, aHADU-
IPOAOJLKUTEIBLHOCTD JIAKTUYECKUH IIIOK
He 6oiee 24 4

CUHOPOM 2eMUKOHE)IbCUBHBEX NPUCIYNOE, 2eMUNJIe2UL U
anunencuu (cunopom HHE) (nexuyus)
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Ta0muua 3. OCIOKHEHUS CYJOPOKHOTO AIMHICIITHYECKOTO CTATYCA
(no M.C. Walker, S. Shorvon (1996) ¢ uamenenuamis).

Kapouopecnupamoproie u 6ezemamueHvie HapyuieHusA:

1. Apmepuanvran czunomen3us

2. Apmepuanvrasn cunepmen3us

3. Cepoeunwie apummuu u OCMar06Ka cepoya

4. AvixamenvHasn oocmpyKyus

5. Omex ezkux

6. Acnupayuortasn nHeemoHUs

7. Tunepmepmus

Memaboauueckue Hapyuenus:

1. lecuopamavyus

2. 'unoznurxemus

3. Ocmpoe napywenue GynKyun nowex

4. Ocmpoe napyuwenue PynKyuu neueru

5. Ocmpuoiii nankpeamum

Llepebpanvivie napyuieHus:

1. Tunoxcuuecku-memabonuuecKkoe nopaxncerue mo32a

2. Omex mo3za u noeviuieHue HympuuepPenro2o 0aenenus

3. Ampogpuueckue udmernernus mo32a, 8bi36AHHbLE OIUMENbHBIMU CYOOPOAMU
(npeumyujecmeenno, nopanrceHue 2unnoKamna)

4. I'emoppazuueckuti uHCy1om
5. Huuwemuueckuii urcynom
pyzue napyuenua:

2. Paboomuonu3
3. Ilepenomuot koHeunocmeii
4. [Tpucoeournernue urperxuuii

1. Cunopom ouccemurupo8anHo20 6HYmMPUCOC)YOUCHO20 CEePMBIBAHUA KDOBU

2 aman mepanuu cunopoma HHE: neueHue
CUMNIMOMAMUYUECKOU POKANGHOU INUNENCULL.
I[Ipenapar BeIOOpa — Kapb6amazenuH (Terpe-
TOJ) B J103€ 15-30 MI'/KI'/CYyT U OKCKApOA3ENHNH
(tpuenrran) B 1o3e 20—40 Mr/Kr/CyTku 2 pa3a B
CYTKHU C 12-94aCOBBIM UHTEPBAIOM. DTH IIpENaA-
patel 3(PEKTUBHBI IPU H30JIUPOBAHHBIX ay-
pax, (POKATBHBIX MOTOPHBIX (BKIIOYAS I'€MH-
KOHBY/IbCUBHBIE) U1 aYyTOMOTOPHBIX IIPUCTYIIAX.

IIpemapaTsl BTOPOIro BBIOOPA — BAIBIIPOATHI
(memakuH, KOHBYJIEKC). [IpuMEHAETC TENaKUH
xpoHocdepa B 103e 900—-2000 mr/cyrku (30-70
mr/kr/cyr). lIpennapar Ha3HA4YaeTCA 2 pa3a B CyT-
KU, B OTAC/IbHBIX CIy4dasaX — TPHXKIbI B ICHDb C
PaBHBIMH BPEMEHHBIMU HHTEPBAJIAMH, HO C
MEHBbIIEN IIPOMEXYTOUYHOHN (JHEBHOI) TO3O0M.
Banerpoarsr 0co6eHHO 3(HEKTUBHBI ITPU BTO-
PHUYIHO-TCHCPAIN3OBAHHbBIX U IICECBOOTCHCPAIH-
30BAHHBIX PUCTYIAX; IIPU AYTOMOTOPHBIX I1a-

CUHODOM 2eMUKOHE)IbCUBHBEX NPUCLYNOB, 2eMUNIe2UL U
snunencuu (curnopom HHE) (nexyus)

pokcu3sMax ux 3P@PEKT HE BBICOK. [I0 MHEHHIO
Bruni J. (1996), npuMeHEeHHE BAIBIIPOATOB JI0-
CTOBEPHO CHITKAET PUCK BOZHUKHOBCHHUS IITH-
JIEITUYECKOTI'O CTATYCA 'y OOJIbHBIX SIIJICTICUEH.

IIpenapar TpPETbLEro BBIOOPA — TONHPAMAT
(rTomamMakC) — HA3HAYAEeTCA C IOCTEIIEHHBbIM
yBesmmyeHuem 40361 10 100-400 mr/cyrku (3-8
MI'/KI'/CYTKH) 2 pa3da B JeHb. Ocobas addek-
TUBHOCTDb TOIIAMAKCAd OTMCYCHA IIPpU BTOPHUY-
HO-T€HEPAIN3OBAHHBIX CYJOPOKHBIX IIPHUCTY-
nax U (POKAJIBHBIX MOTOPHBIX IIPUCTYIIAX
(KIO. MyxuH U cOasBT., 2008).

IIpu Hea(ppekTUBHOCTHU 6A30BBIX IIpENapa-
TOB IIPUMEHSIETCSA TOJTUTEPAIIHS:

1) xap6ama3enuH + BaJabIIPOATHI,

2) BaJIBIIPOATHI + TOIIUPAMAT,

3) kapOaMa3enuH + TOmUupamar.

PesepBHbIE 1IpEnIapaThl IPU IIOJIUTEPATHHU:

JlakocaMup, (BUMIIAT) NPUMEHAETCA y J€e-
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TeIt, HaunHasi ¢ 16 j1eT, 1 y B3pocabix. CpegHue
J03upoBKHU — 200-400 mr/cyr B 2 npuema. He-
06x0MMa TUTPALUA AO3bI (KaK M IIPU HAa3Ha-
YEHHUH TOIIAMAKCA U JIAMUKTa/1a). Bumnar BbI-
cokoa(dPexkrnseH (0CO6EHHO B KOMOUHAITUHU C
BJIBIIPOATAMH) B KYIHPOBAHHUHU (POKATBHBIX
CEHCOPHBIX, MOTOPHBIX U BTOPHUYHO-T€HEPA-
JIN30BAHHBIX IIPUCTYIIOB.

JleBeTupaneram (KENmpa) HA3HAYAETCA B
no3e 30-60 mr/kr/cyT B 2 ipuema. CpeiHUE J10-
3upoBku — 1000-2500 mr/cyr. Kennpa agpgek-
TUBHA IIPHU (POKATBHBIX MOTOPHBIX U BTOPHY-
HO-T€HEPATNU3OBAHHBIX IIpUCTynax. Ocobas
3((PEKTUBHOCTh Ipenapara OTMEYEHA HAMHU
IPU CHMIITOMOKOMILIEKCE KOXEBHUKOBCKOM
amwiericuy. OJHO U3 IVIABHBIX JOCTOMHCTB KEIl-
IIPbI — XOPOIIAA IIEPEHOCUMOCTD IIPENAPATA.

JJamoTpyukuH (JiaMukTtan, gamutrop AT)
(3—7 Mr/Kr/CyTKH) IPUMEHSETCSI B KOMOWHA-
ouHU ¢ 6a30BbIMU ADII. CpenHne JO3UPOBKU —
100-400 mr/cyTku B KOMOMHAIIUH C KapOaMma-
3€MUHOM WX Tonupamarom u 50—150 mr/cyT-
KU — C BaJbIlIpoaTamu. JlJamukran a(pPEeKTuBeH
IIPH IICCBAOTCHCPAITM3OBAHHBIX ITPUCTYIIAX.

«Crapsie» ADII IPUMEHAIOTCA B IIOCJIETHIOIO
ouepe]ib, KAK B MOHOTEPAIINH, TAK U B KOMOWHA-
ouu. D10 6apourtyparsl (hpeHobapobuTan, 6eH-
30HAT) U I'HJAaHTOHUHBI ((PEHHIAH, (PEHUTOUH,
auganronn). PeHob6apoUTAI NIPUMEHAECTCA B
JO3UpOBKax 50-250 Mr/CyTku (2—5 MI'/KI'/CyT-
K1) B 2 npuema; 6eH3oHa1 — 100-400 mr/cyTku
(5-8 mr/kr/cyrkmn) B 2—-3 npuema. JO03UPOBKU
¢denuronHa cocrapiasoT 100-300 mr/cyrku
(4-7 MI/Kr/CyTKH) 2 pa3a B CyTKH.

Xupypzuueckoe neuenue. 11o0Kka3aHUA: TAXKe-
no0e TeueHue cuggpoma HHE, pe3ucreHTHOCTD
IIPUCTYIIOB K Tepanuu ADII, Halu4ue OTYETIH-
BOT'O IATOJIOTHYECKOI'O CyoCcTpaTa (1iepedpaib-
Has aTpodus). Llenb: yaaareHne maToJaorudec-
KOT'O CyOCTpaTa, KyIHUPOBAaHUE IIPUCTYIIOB,
OJIOKHPOBAHUE ANMWIECNITH(OPMHON AKTUBHOC-
TH HA OOl U, B KOHEYHOM HUTOIE, YIy4lICHHE
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KOTHUTHUBHBIX (PYHKIIUH HAIIMEHTOB C IIOBBI-
menueM kauecrsa sxusnu (Engel J. Jr, 1996).

Xojn onepanyu: (pokaabHaAsI KOPTUKAJIBHAS
pE3eKIs, 4 IPU HAIUYUHU 1IepeOpPaTbHOII re-
MHUATPOPUU — (PYHKIIMOHAIBbHASA reMUchepo-
Tomus (Chauvel P., Dravet Ch., 2005). Pe3ynbTa-
TBI, 1O TaHHBIM Chauvel P., Dravet Ch. (2005)
HA OCHOBaHUU 20 COOCTBEHHBIX CJIY4a€B: ITOJI-
HO€ KYIIHPOBAHHE IIPUCTYIIOB HJIU CYIIIECTBEH-
HOE UX ypexxenue — 60%; orcyrcrue apdexra
(i MUHHMAaIbHAA 3PPEKTUBHOCTL) — 35%;
yxyauenue — 1 nmanuent (5%).

IIporno3. Ilo ganubiM Roger J. u COaBT.
(1982), nocie OCTpOro 3MHU3044 JJIUTEIbHBIX
I€EMUKJIOHUYECKUX CYJOPOr C IOCIEAYIOIINM
reMUIIAPE30M, SMUWICIICHUA PA3BUBACTCA Y 75%
HanyueHToB. duwiencus npu cuggpome HHE
XAPAKTEPUIYETCSI YACTBIMH ITOJTUMOP(PHBIMHU
IIPUCTYNAaMH, HEPEJAKO HCXOIAINHNMU U3 HeE-
CKOJIBKUX 3IUJIENTOT€EHHBIX O4aros. Meauka-
MEHTO3HAsA PEMUCCUSA JOCTUTAECTCA IIPUMEPHO
y 1/3 60apHBIX. B OCTaNBHBIX CIIy4asiX 33/1a94
TE€panuu — CHU3UTD YACTOTY IIPUCTYIIOB, N36€e-
KATh 3MHU30[0B IMWIECHITHYECKOTO CTATyCa M
YMEHBIINUTDh BBIPAKEHHOCTH 3MHJIENTU(POPM-
HBIX aHOMAIHUH Ha DDT. B GONBIIMHCTBE CTyYa-
eB y nereri ¢ HHE HaGI10/1a10TCS BBIPAKEHHBIE
IIOBEICHYECKHUE PACCTPOVICTBA U pEYEBbIC HA-
PYIIEHUS, 4 TAKKE HUHTE/UIEKTYaAJIbHBIN nedu-
nout (Mirsattari S., 2008). ITpu a6COTIOTHOM Te-
paneBTUYECKOM PE3UCTEHTHOCTU ITOKA3AHO
XHPYPrudeCKOe BMEMATENILCTBO.

dakTopaMu HEOJATOIIPUATHOI'O IIPOrHO32
CYUTAIOTCS: BBICOKAS YACTOTA U IIOIUMOPPU3M
IIPHUCTYIIOB; MYJIBTHPETHOHAIBHBIE U U PY3-
HbBIC NWIECTITUPOPMHBIE DI TATTEPHBI, 4 TAK-
ke POPMUPOBAHHUE MOCTOSIHHOH IIPOJOJLKEH-
HOH PEruOHATBbHOHN 3NMWIENTUPOPMHON aAK-
TUBHOCTHU. Tenney J.R. ¥ coaBrt. (2012) cuutaroTr
PaHHIOK TUATrHOCTUKY cuHapoma HHE, ocHo-
BAaHHYIO Ha KJIMHUYECKUX U MP-JaHHBIX, HEOO-
XOJHUMOM I YIY4YII€HU IIPOTrHO34.
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