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KoctantuH 0pbeBuy nokuHyn Hac B camom
pacuyBeTe CBOWX TBOPYECKUX CAN M TanaHTa.
TpyRHO HailT! B MOEM OKPYXKEHUI YenoBeKa,
KOTOpblil Obl 06M1afan Takoil HeBEPOATHOI pa-
6010CN0CO6HOCTBI0. Tpy BCeli (BOEIH BHeLUHeI!
HeTOpONANBOCTI OH YCneBan caenatb HeBepo-
ATHO MHOr0, 0CTaBUB Mocne cebA orpomHoe
Hacneaue B MeULIHE 1 HayKe.

OH 6bIn NpeKpacHbIM BpayoM, KOTOPbIi BCer-
JAa Crny6oKiM BHUMaHNeM 1 326070l OTHOCUA-
(A K CBOMM NaineHTam. Ero KoHCynbTaLmum yacto
3aTATMBANUCH JaneKko 3a NoNHOYb, Befb ANA
Hero He 6bINI0 HUYEro BaXkHee, yem NOMOYb
KaxzoMy, KT0 06paLLianca K Hemy 3a OMOLLbH.

KonctaHTun H0pbeBuy 6bin Apkum neparo-
roM, BOCMUTABLUMM COTHI CMELManicToB B 06-
nacTy Heponorui. IMeHHo OH CTan ocHoBaTe-
nem HoBoil Ana Poccum n ctpan CompyecTBa
CMeLmManbHOCTV — SMUNENTONOMK, OTKPbIB MyTb
ANA pa3BUTUA ITOI BaXKHOI obnacTn mean-
LHBI.

Ero opraHu3aTopckuit TanaHT npoABUACA
elle B MoniogocTy. [locie 0KOHYaHUA OpAnHa-
Typbl N0 A4ETCKOI! HeBPOSOrY Ha Kadeape Heps-
HbIX 60n1e3Hei nog pyKOBOACTBOM akajeMuKa
11.0. baganana oH BO3raBun HeBPONOTMYeCKoe
oTaenenue aetckon nonuknauHukm IV Ynpasne-

MNamatu

KoHcTaHTuHa KOpbeBuya MyxuHa

13 aHBapa 2025 r.8 2 4 20 MUH
npeXaeBpeMeHHO ywen U3 XXU3Hu HaL
LOpOron apyr u Konnera, npocgeccop
KoHcTaHTuH KOpbeBny MyxuH.

HuA Mun3zgpasa (CCP (HbiHe — [leTckuii meau-
LIMHCKWIA LieHTp YnpaBnenua fenamu lpesngeH-
7a PO). 370t onbiT no3gonun emy B 2010 1.
€03aaTb WHCTUTYT JETCKOIA HeBPONOTN U MK~
Nencun — e[UHCTBEHHOE B CTPaHe Herocyaap-
CTBEHHOE yupexeHue Takoro npoduna.

Mocne 3awuTbl KaHAMAATCKOI AuccepTauum
B 1990 . KoncTaHTuH 0pbeBmy nepeluen Ha Ka-
denpy HepBHbIX 60ne3Hel B KaueCTBe acCUCTEH-
Ta, Iie Mbl 11 N03HaKoMuucb. C Tex nop Hawa
Apy*0a Anunacb MHOTIE rofbl, HaNONHEHHbIE
COBMECTHOI paboToil, uaeAMM U BLOXHOBE-
HUeMm.

MpocBeTUTENbCKAA A€ATENBHOCTD ObiNa 0fi-
HOIA U3 BaXHERWWUX rpaHei ero npodeccuu.
Mpodeccop MyxiH ¢ HeyTOMUMBIM ycepanem
NpOAOMXan TpaauLMN PYcckoil MeauLNMHCKON
LKOMbI, BbICTYNAA C NEeKUMAMN He TONbKO
B KpynHbIX ropogax Poccun, Ho v B Ka3axctaHe,
Y36ekucrane, Aepbaiigxane, benopyccum n Yk-
pauHe. Ero muccua 3akmiouanach B Tom, YToObl
HayuuTb Bpaueil NpaBUIbHO ANArHOCTMPOBaTh
1 neyuTb Snunencuio. bnarogapa ero ycunuam
HalLa CTpaHa, koTopas B 80-e rofibl NPOLLAOTro
BeKa Haxofunacb B ayTcaiifepax no 370ii npo-
bneme, B HacToALLee BpeMA BbILLA HA YPOBEHD
nepenoBbIX rOCYAApCTB.

Kak yuenblit, KonctanTut 0pbeBuy octaun
nocne ce6a Goratoe Hacnefve: MHOXeCTBO CTa-
Teil, NOCBALLEHHbIX YHUKANbHbIM CUHAPOMAM,
MOHorpaduy u ¢pyHAaMeHTaNbHble PyKOBOACT-
Ba N0 3NUNENCMI, U3LaHHbIE He TONbKO B Poc-
uu, Ho u 3a pybexxom. Ero nocnegnmil Tpyg —
«Inunencua. ATnac 3neKTPOKNMHUYECKOI
AMarHoCTMKM U Tepanum» 2024 r. — cTan HacTo-
ALLYM BEHLIOM €ro HayuHOIl JeATeNbHOCTH.

(CeropHA CnoBa C060NE3HOBAHMA NPUXOAAT
0T JeTCKMX HeBponoros co Bceil Poccuu
1 13-3a pybexa. Accoumanma AeTCkux HeBpono-
ro Pecny6nuku Kasaxcran, konneru u3 Asep-
0ailaaHa  MHOTUX APYTUX CTPaH BblpaaloT
(BOM WUCKPEHHUE C0D0NE3HOBAHNA POLHBIM
1 6nm3kum KoHctanTiHa l0pbeBuya.

Mue TpyaHo nogobpatb cnoBa, utobbl Bbipa-
3uTb BCto MTy6urHY yTpatbl. BcnommHatotca crpo-
KIn 13 U3BECTHOI necHu: «Onyctena 6e3 Teba
3emnd...». [la, 3emna onyctena 6e3 Koxcra-
TiHa 0pbeBunya, Ho ero CgeT, ero Tpya 1 ero
Hacneaue 0CTaHyTCA C HAMM HaBCeraa.

(Kopbnto BMeCTe C BaMMU.

Andpeii (epzeesuy llempyxuH,
0.M.H., npoceccop, 2nasHbili pedakmop
«Pyccko20 xypHana demckoli Hegposo2uu»
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060CcHOBaHUe JOMNOJIHUTENIbHbIX METOA0B
AUATHOCTUKU NCUXUYECKUX U KOTHUTUBHDIX
HapVyLIEeHUN B CTPYKTYpe AeTCKOU aOCAHCHOM
anuaencum

B.A. Kapaios!, A.A. Jly6poBckas?

! Kagpedpa nesponoeuu neuebroeo arxyssmema Hayurno-obpazosameniozo uncmumyma kaunueckoii meduyunst um. H.A. Cemauiko
@I'bOY BO «Poccuiickuii ynugepcumem meduyunvl» Munsdpasa Poccuu; Poccus, 127006 Mocksa, ya. [loaeopykosckas, 4;
2I'BY3 «Mockosckuii MHO20npo@uabHblii Kaunuueckuii yenmp «Kommynapka» Jenapmamenma 30pasooxpanenus 2. Mockev»;
Poccus, 108814 Mockea, ya. Cocenckuii cman, 8

KoOHTaKThI:

Bnagumup Anekceesuy Kapnos v_karlov@barnsly.ru

BBepeHue. [letckas abcaHcHas anunencus (JA3J) — pacnpocTpaHeHHas hopma 3Nuaencuu y feTei AOWKOIbHOMO U MAaA-
LEero WKOALHOTO BO3PacTa, XapaKTepu3ylLwascs abcaHcaMu 1 NaTOrHOMOHWUYHbBIMW NPU3HAKaMU Ha 3NeKTPo3HLedano-
rpamme. AKTyanbHbIM B HACTOALLEE BPEMS OCTAETCA BOMPOC XapaKTEPUCTUKM MHTENNEKTA — AAHHbIE NOPOit GbIBAIOT OYEHD
NpOTUBOPEYMBbI.

Llenb nccnepoBaHus — aHanu3 AaHHbIX, NONYYEHHbIX B XOf,e MCCNE0BAHUSA C MOMOLLbIO ONPOCHUKOB U TECTOB, NOJ06PaH-
HbIX N0 BO3PaCTy pebeHKa, OLeHKa YacToTbl BCTPEYAEMOCTH U KIIMHUYECKOTO TEYEHUA HAPYLIEHNIH KOTHUTUBHBIX BYHKLMIA
¥ U3MEHeHUit B IMOLMOHANbHO-BONEBOI cepe y nauneHTos ¢ [JA3.

Matepuanbl u metoabl. Mog Hawum HabnofeHWeM Haxoaunoch 49 nauueHToB ¢ AuarHo3om [1A3, pasgeneHHbx
Ha 2 rpynnsl COOTBETCTBEHHO Bo3pacTy: 1) petn 4—10 net (n = 26); 2) petn 11-17 net (n = 23). B KOHTpONbHYIO rpynny
OblN0 BKITIOYEHO 24 30,0POBbIX pebeHka. Micnonb3yemble MeTOAbI OLUEHKN: TECT ANs AoWKoNbHUKOB «Lindpblx, TecT CTpyna,
rpacduyeckas metoanka M.A. NMandunosoi «KakTyc», Tect npoknagsiBaHus nytu, onpocHuk CAH (camouyscTBue, akTuB-
HOCTb, HACTPOEHUE), ONPOCHMK Ai3eHKa U ONpoCHUK AxeHbaxa.

Pe3ynbTatbl. B 1-i1 rpynne KOMOWHUPOBAHHO [UArHOCTUKM MO CPABHEHMIO C KOHTPObHOW HABIOAANNCH CTAaTUCTUYECKH
3HauMMble OTKNOHEHWA B pe3ynbTaTax UCCNEeAOBaHWUA KPaTKOBPEMEHHOI NaMaTh, TMOKOCTM MO3HABATENbHOMO KOHTPOAS
1 3MOLMOHaNbLHOI ctepbl pebeHka. Bo 2-i rpynne KOMOMHMPOBAHHO [UArHOCTUKW OTMeYeHbl Gonee BbICOKME Nokasa-
TENM 3MOLMOHANBHOI HEYCTONYUBOCTH, MEHEE BNAroNPUATHOE COCTOSHUE CaMOYYBCTBUS, aKTUBHOCTU U HaCTPOEHMUSA pe-
croHAeHTa. MccnepoBaHne 0cOGEHHOCTEN NOBEAEHMS, OTKNOHAIOWErOCA OT NPUHATON COLMANbHON HOPMbI, MPOJEMOH-
CTPMUPOBANIO, YTO 3aMKHYTOCTb, COMaTUYeCKUe NPOONEMbI, HAPYLLEHWA COLMANU3aL MK, TPDYRHOCTU C BHUMAHWEM 1 NoKa3aTesb
BHYTPEHHUX NPo6aeM y NauneHToB ¢ [1AJ 3HaUMTENbHO BLIWE, YEM Y 300POBbIX LETEN.

BobiBoabl. [leTvt ¢ [IAJ MMetoT 3HaUMTENbHbIN PUCK Pa3BUTUA MCUXONATONOTUYECKUX NPOABIEHUI NO CPaBHEHUIO C 06Lelt
nonynsumeit. letam ¢ 1A3 Heo6Xx0AMMa CBOEBPEMEHHAA AONONHUTENbHAA AUATHOCTMKA BbICWIMX NCUXMYECKUX DYHKUMIA,
4YTO, B CBOIO 0YEpefb, YIYUIIMT afAanTaLuMio K YCNOBUAM XU3HW 1 06YYEHMIO, @ TaKIKE MOBbICUT KAYeCTBO X KU3HU.

KnioueBble cnoBa: fertckas abcaHCcHas anunencus, BoiCLIME NCUXMUYECKUE d)yHKLI,l/IVI, 3MOUMNOHaNbHblEe U KOTHUTUBHbIE
U3MEHEHUA

Dna yutupoBanua: Kapnos B.A., lybposckas A.A. 060CHOBaHME [ONONHUTENbHBIX METO0B AMArHOCTUKM NCUXUYECKUX
M KOTHUTWUBHBIX HAPYWEHWUIA B CTPYKTYpe AETCKON abCaHCHOM anunencuu. PycCKuil XypHan AeTCKOi HeBponoruu
2025;20(1):9-16.
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Substantiation of additional diagnostic methods for mental and cognitive disorders
in the structure of childhood absence epilepsy

V.A. Karlov', A.A. Dubrovskaya®

! Department of Neurology, Faculty of Medicine, Scientific and Educational Institute of Clinical Medicine named after N.A. Semashko,
Russian University of Medicine, Ministry of Health of Russia; 4 Dolgorukovskaya St., Moscow 127006, Russia;
2Moscow Multidisciplinary Clinical Center “Kommunarka”, Moscow Healthcare Department; 8 Sosenskiy Stan St., Moscow 108814, Russia

Contacts:

Vladimir Alekseevich Karlov v_karlov@barnsly.ru

Background. Childhood absence epilepsy (CAE) is a common form of epilepsy in preschool and primary school children,
characterized by absences and pathognomonic electroencephalographic signs. The question regarding the characterization
of intelligence remains relevant today - as available data are often contradictory.

Aim. To analyse the data obtained during the study using age-matched questionnaires and tests, to assess the frequency
of occurrence and clinical course of cognitive disorders and changes in the emotional-volitional sphere in patients
with CAE.

Materials and methods. A total 49 patients diagnosed with DAE were observed, divided into two groups according
to age: 1) children 4-10 years old (n = 26); 2) children 11-17 years old (n = 23). 24 healthy children were included
in the control group. The methods of assessment used were: test for preschoolers “Numbers”, Stroop test, graphic method
of M.A. Panfilova “Cactus”, trail making test, WAM questionnaire (well-being, activity, mood), Eysenck questionnaire, and
Achenbach questionnaire.

Results. In group 1 of combined diagnostics compared to the control group there were statistically significant deviations
in the study of short-term memory, flexibility of cognitive control and emotional sphere of the child. In group 2 of combined
diagnostics higher levels of emotional instability, lower overall well-being, and reduced activity and mood scores were
identified. The study of the peculiarities of behaviour deviating from the accepted social norm demonstrates that
isolation, somatic problems, socialization disorders, attention problems and the index of internal problems are significantly
higher in patients with CAE than in the healthy children.

Conclusion. Children with CAE have a significant risk of developing psychopathologic manifestations compared to the
general population. Children with CAE need timely additional diagnostics of higher mental functions, which in turn will
improve adaptation to living conditions, education and quality of Life.

Keywords: childhood absence epilepsy, higher mental functions, emotional and cognitive changes

For citation: Karlov V.A., Dubrovskaya A.A. Substantiation of additional diagnostic methods for mental and cognitive
disorders in the structure of childhood absence epilepsy. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child

Neurology 2025;20(1):9-16. (In Russ.).

DOI: https://doi.org/10.17650/2073-8803-2025-20-1-9-16

BeepeHune

Jlerckast abcaHcHas anuiercus (JAD) npeacTapiseT
€0001i FeHeTYECKYIO (DOPMY B paMKax MAMONATUIECKUX
reHepaIM30BaHHbIX STWIETICUI, SIBIISSICh PACITPOCTPAHEH-
HBIM JAETCKUM SMWIENTHYECKUM CUHIAPOMOM. MUHUMAITb-
HBI BO3pacT Ie0l0oTa TPAAUIIMOHHO OIpeaesseTcs Kak
4 roga. 3abojieBaHMe BCTpevaeTesl y AeTell 000UX TOJIOB,
HO yYallle Y IeBOUeK, YeM y MaJIbuuKoB. [IAD nipeacTaBiis-
€T co00i COBOKYITHOCTb KIIMHUYECKUX 1 3JIEKTPO3HIIeha-
JlorpaddYecKrX MPOSIBICHUH, IUIsI KOTOPBIX XapaKTePHO
HapylIeHWe CO3HAHUSI, CHHXPOHHO COIPOBOXKIAOIIEECs
3JIeKTpo3HIIedaiorpacduyecKuMU U3MEHEHUSIMU B BUIIE
TreHepaJIM30BaHHBIX Pa3psiioB KOMILIEKCOB OCTpasi—Me/-
neHHas BoiHa yactotoit 3 Iix [9, 10]. dna JAD cBoiicT-
BEHHO, KaK IPaBUJIO, CIIOHTAHHOE HAavaJIo MPUCTYIIa, HO
BO3MOXHa ITPOBOKALIUA SMOLIMOHAJIBHBIMU, IICUXUYECKU-
MU (aKTOpaMM, PUTMUYHBIMU BCIBIIIKAMU CBETa MIIK
runepBeHTUIsIIMEeH. [TocnenHuii (hakTop OYEHb 3HAYMM:

€CJIM y HeJIeUSeHBIX MallMeHTOB IMITEPBEHTUISIIMS HE TTPO-
BOLIMPYET MPUCTYM, TUArHO3 MOXET ObITh ITOCTaBJIEH MO
coMmHeHue. YactoTa abcaHcoB MoxkeT mocturathb 100 B CyTKu.
IIpu pnutenbHOCTH abcaHca >45 ¢ 1100 HAJTUYUM TTOCT-
MPUCTYITHOM ONTYIIIEHHOCTH CTOUT MOAYMAaTh O (hOKaJIbHOM
MPOMCXOXIESHUN MPUCTYIA JIMOO 00 3MUJIEIITUYECKOM
cratyce abcaHcoB. KIMHMYECKOIM KapTHUHE SIWICIITHYE-
CKOTO cTaTyca abCaHCOB COOTBETCTBYET TOPMOKEHUE JBU -
raTeJIbHOM Y IICUXMYECKOM aKTUBHOCTH BILTIOTh IO COCTO-
sHug ctyrnopa [1]. ITpuunHoil panHero (10 4 jJ1eT) Havyaja
abcaHcoB MoxkeT ObITb cuHapoM Aedunura GLUTI, ko-
TOPBII CBSI3aH C INUPOKUM CIIEKTPOM SITUJICTICUIA, B YacT-
HocTtu ¢ JIAD [17] u abcaHCHOI 3ruiercueil ¢ paHHUM
Hayvaiom [18].

IMauuenTsl ¢ JIAD HyxXagalOTCAd B Ha3HAUEHUU aHTU-
SIWIETITUIECKUX MPeIapaToB. B KIMHMYECKOI IPaKTUKE
MPYMEHSIOTCS BaJIBIIPOAT HATPHsI, JIAMOTPUIKUH U 3TO-
cykcuMua. Takue mipenaparhl, Kak KapOaMa3elH, BUra-
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06aTtpuH, peHUTOUH, rabaneHTUH U TUarabuH, MPOTUBO-
IoKa3aHbl, TTOCKOJILKY MOTYT BBI3BIBaTh arrpaBalliio
MpucTynoB. [IpUHITO cUMTATh, YTO BIUSHUE CAMOTO
3a00J1eBaHUsI Ha KOTHUTUBHBIC CIIOCOOHOCTH TIPU UM -
onatuyeckux ¢popmax MuHuMaiabHo [15]. Tem He MeHee
B TIOCJIeTHEE BpeMsT BHIMaHKE UCCIIeA0BaTeleil Bce 00JIb-
11Ie TIPMBJIEKAET OLIEHKA BBICIIMX IICUXUISCKUX DYHKITUIA
y TMALIMEHTOB ¢ UANONATUYCCKUMU TeHepaIu30BaHHBIMU
snuierncusiMu. Bce Gojibliie mocTymaeT COOOIIeHUIt
0 TOM, YTO TIPY JAaHHOM BH/I¢ STUJICTICUU CTPAnaioT BbIC-
1IMe Icuxudeckue GyHKIUU, 1a U B LEJOM AETU C BIU-
JIETICUEH SBJISIOTCS 0000 YSI3BUMOM KaTeropueil maim-
€HTOB, ITOABEPXEHHOM MCUXUISCKUM U KOTHUTHUBHBIM
HapyIICHUSIM.

B HacTost1ee BpeMst IpeAroYTeHUE OTIASTCS MHEHUIO
0 TOM, YTO KOTHUTUBHAsA IMCHYHKIM IIPU UANOTIATUYEC-
KUX TeHepaJIM30BaHHBIX IMMICIICUSIX HOCUT MYyJIbTU(aK-
TOPHBII XapaKTep, HO IIPU 3TOM €€ ITIPOUCXOXKICHUE OCTa-
eTcsl HemocTaTOYHO u3ydyeHHbIM [7]. K OCHOBHBIM
MPUYMHAM OTHOCST JJIUTEIbHOCTh CaMOTO 3a00JIeBaHUS
u daxTop, JexKaluit B OCHOBE MUJIEIICUM (TeHETUIECKOe
3a00J1eBaHUE, CTPYKTYPHbIN Ae(EeKT MO3Tra U JIp. ), BIUSIHUE
MePEHEeCEHHBIX AMWICTITUYECKUX IIPUCTYIIOB U IIPUMEHEH -
HBIX aHTURMMJIETITUYECKUX TIpenaparos [J, 6, 8, 13].

Kak npaBuiio, pazsutue pedbeHka ¢ JIAD B 1ie710M HOp-
MaJIbHOE, HEBPOJIOTMYECKHUI cTaTyc 0e3 IaTOJIOTUH,
HO B Havajie 3a00JIeBaHMsI MOXET HaOJII01aThCsI COITYTCT-
BYIOIMA 1e(ULIMT BHUMAHUS WIK IPYTHe, HESPKO BbIpa-
>KEHHbIE TTOBEACHYECKIE WM KOTHUTUBHBIE HAPYIICHUS
[14, 16]. meroTcsa pabOTHI, COTJIacHO KOTOphIM JAD
y neteii B 61 % cityyaeB codeTanach ¢ ICMXUATPUICCKUMU
HapyIIeHUsSMU B BUJE CUHIpPOMaA NedULIMTa BHUMAaHUS
U TUIIEPAKTUBHOCTH, TPEBOKHBIX PACCTPOMCTB, a TaKXKe
C TPYAHOCTSIMM OOYYeHMs, PpOoOIeMaMKy HEBHUMATEIBHO-
CTU MPU BHITTOJHEHUU AoMalIHuX 3aganuii (D.B. Sinclair
u H. Unwala, 2007), 1erKkuM KOTHUTUBHBIM AS(PULIUTOM
(25 % ciydyaeB) 1 pe4eBBIMU HapylleHUsIMHA (43 % ciydaeB)
[9, 14]. dpyrue ucciaenoBaHUs TOBOPSIT O HapyIIEHUSIX
«IOOHBIX» KOTHUTUBHBIX (GYHKLMIA y neTeii ¢ JIAD 1o cpaB-
HEHUIO C IPYIINOi 3I0POBBIX UCTIBLITYeMBbIX AeTeit [12].

BoszpacT MmaHubecTanu urpaeT BaxXKHYIO pOJIb B 13-
MEHEHUHU TICUXUKU pebeHKa. CorlacHO TaHHBIM MCCIIe-
JIOBaHUSIM, HeraTUBHOE BausiHue JIAD Ha 1-M roay XKu3Hu
MPOSIBIIIETCS. B BUIIE TSDKENBIX TICUXUYECKUX HapYLIECHUI,
KOTOPBIE B ITOCJICMYIOLIEM JUATHOCTUPYIOTCS B 53 % citydaes.
IIpu neGrote 3aboneBaHMsT 10 6 MeC MHTEUIEKTYaIbHBIE
M3MEHEHUS BBISBIISIOTCS B 18 % ciydaeB, ot 4 10 7 JeT —
B22 %, ot 7 mo 15 net — B 12 % ciny4aes [2, 4].

Ienb uccenoBaHuss — aHAJIM3 TaHHBIX, TTOJTYYSHHBIX
B XOJI€ MCCJICIOBAHUS C TIOMOIIbIO OIIPOCHUKOB M TECTOB,
MOA00paHHBIX IO BO3pacTy pebeHKa, OlleHKa YaCTOThI
BCTPEYAEMOCTH M KJIMHUYECKOTO TCUCHUS HapyIIeHU
KOTHUTHUBHBIX (DYHKITUI ¥ U3MEHEHUI B 9MOLIMOHAJIEHO-
BOJIEBOI cepe y mareHToB ¢ JAD.

Marepuanbl u meToabl

Kputepun BkiIoueHus B ucciaenoBaHue: aetm ¢ JIAD
(Tekyiast hopMa snuiericuu oo JJAD B aHaMHe3e), B BO3-
pacte oT 4 10 17 JeT BKIIIOYUTETbHO, O0OOMX TTOJIOB.

Kputepuun HeBkitoueHus: nuarHo3 AD, He mom-
TBEPXKIEHHBINM JaHHBIMM 3JIEKTpO3HIIedamorpacbuu, op-
raHUYECKME TTOPaXKeHUS TOJIOBHOTO MO3ra, OpTaHNYECKIE
TICUXUYECKHE PACCTPOICTBA, a TAKXKE PACCTPOMCTBA TICH -
XUKW C BBIPaXXEHHBIMM HapYIICHUSMU KOTHUTUBHOM
1 3MOIIMOHAJIBHOM COCTaBJIAIONICH, TTallMEHThl CTapllie
18 stet, reHeTUYECKUE 3a00JIEBaHUST, U3BMEHEHHSI B HEBPO-
JIOTUYECKOM CTaTyce.

Kpurepun UCKIIOUEHMST: OTKa3 MallMEeHTa OT AaJIbHE-
IIETO YYaCTHsI B MCCIICIOBAaHUM; ITALIMEHTHI, HE COOJTI0aB-
II1e TepareBTUICCKUI PEXIM.

ITponoyzkuTeIbHOCTb UCCIe0BaHuS: ¢ HOSIOps 2022 .
1o uwoHb 2024 1.

Bcero B uccienoBaHuM MpUHSIY yyacTre 49 naiueH-
ToB (30 meBoyek U 19 MaJIbUMKOB) C KIIMHUYECKUM Jar-
Ho3oM JIAD, KoTophle ObLIM pa3aeiaeHbl Ha 2 TPYMIIbI CO-
OTBETCTBEHHO Bo3pacty: 1) metn 4—10 et (n = 26) (TecT
17151 1oIIKOJbHUKOB «Ludpsl», Tect Ctpyna, rpacdpuyeckas
metoarka M.A. TTangumnoBoii «Kaktyc»); 2) netn 11—17 ner
(n = 23) (TecT mpokianbiBaHus myTy, onpocHUK CAH (ca-
MOUYBCTBHE, aKTUBHOCTb, HACTPOEHUE), OITPOCHUK Ali3eH-
Ka). OnpocHUK AxeHOaxa 3aIOJHSUIA POIAUTENU AeTei
¢ 12-netHero Bo3pacra. TakKe K McCleq0BaH1IO ObLI ITPH-
BJIeYeH Bpad-ricuxuarp. Tect mist 1omKoIbHUKOB «Ludpbi»
MpeaHa3HaueH ISl OLICHKU KPaTKOBPEMEHHOM 3pUTE/Ib-
Hoii mamsaTu. Tect CTpyna UCIIONB3YyeTCs B TUarHOCTUKE
KOTHUTHWBHOM PUTUIHOCTH U TMOKOCTH ITO3HABATEILHOTO
KOHTPOJIsI (TMOKOCTU KOTHUTUBHOTO MBILLIJIEHUS ), B C(pe-
pax KOTHUTMBHOM IICUXOJIOTUU, HEUPOHAYKH Y TICUXOJINH-
IBUCTUKU JIJISI U3YYEHUST TIPOLICCCOB BOCIIPUSITHYS, TTAMSITH,
CEJICKTIBHOTO BHUMAaHMSI, KOHTPOJISI IEWCTBUIA U TTPOAYK-
uuu peun. Ipapuueckas meroguka M.A. IlanpuiaoBoit
«KaxkTyc» momMoraer M3y4uTh COCTOSTHUE SMOIIMOHAIBHOM
cepbl pebeHKa, MTHTEHCUBHOCTh M BBIPAXKEHHOCTD arpec-
CUBHOCTH y aeTeit ¢ 3 jeT. TecT mpokjaabIBaHUS ITyTH
MO3BOJISIET OLIEHUTh KOTHUTUBHbBIE CITOCOOHOCTU YeJIOBe-
Ka ¥ KayeCTBO MCIIOJHUTEIbHOTO (DYHKIIMOHUPOBAHUSI:
CKOPOCTh TIOMCKA U 06pabOoTKY MHGMOPMAaIUU, CEKBEHM -
poBaHue (ompeaeseHre MocjaeaoBaTebHOCTEN LUbpP
1 OYKB), TMOKOCTb yMa 1 3pUTEIbBHO-MOTOPHBIC HABBIKU.
OnpocHuk CAH nipegHa3zHavyeH 1151 onlepaTUBHON OLIeH-
K1 CaMOYYBCTBUSI, aKTUBHOCTHU 1 HacTpoeHMs1. OMPOCHUK
Ali3eHKa MOMOTaeT BBISIBUTbH CTEIIEHb BBIPaXKEHHOCTH
CBOMCTB, KOTOPBIC SIBJISIIOTCS CYIIECTBEHHBIMU KOMITO-
HEHTaMU JIMYHOCTU: HEBPOTU3M, SKCTPaBEPCUSI—UHTPO-
BepCUSl U TICUXOTU3M (TePMUH, OTpaXalollMil OJHY
W3 JIMYHOCTHBIX YEPT, UCIOJIb3YETCS B IICMXOJOTUM JIMY -
HOCTH), B TOM YHCJIe JUISI BBISIBJICHUSI XapaKTePUCTUK
TeMiiepaMeHTa. CrucTeMa SMIIMPUYECKOM OLIEHKM AXEH-
b6axa (ASEBA) — Mmeronuka ajisi OUEHKH 0COOEHHOCTE!
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TTOBEACHMS, OTKJIOHSIIOIIETOCS OT IIPUHSITOM COIUATbHOM
HOPMBI. DTOT IMAaTHOCTUYECCKUIT MHCTPYMEHT T103BOJISIET
U3MEPUTh CTENEHb OTKJIOHEHMS PA3JIMYHBIX TUIIOB JIET-
CKOTO TTOBEJIEHUSI OT TOMYJIIIIMOHHBIX aIalITUBHBIX HOPM
M HaIpaBJICH Ha BbIIEJICHUE TPYIIIBI PYCKa 110 JCBUAHT-
HOMY THUITY pa3BUTHSI.

KOHTpOJIbHYO TPYIITy COCTaBUIN 24 3MOPOBBIX pe-
OeHKa, 13 HuX 11 meBovyek U 13 MaJIbYMKOB.

CrarucTuyeckuii anamm3. CtaTuctuuyeckast oopadoTka
JIAHHBIX TTPOBOIMIACH C UCITOJIb30BAaHUEM ITPUKIIATHOIO
nporpaMmMHoro odecriedeHust Excel 2019 (Microsoft, CILIA)
u JMP Pro 17 (SAS, CILIA). 17151 TpoBepKU pacripeaeaeHus
KOJIMYECTBEHHBIX ITOKa3aTesIeii Ha HOpMaJIbHOCTh IIPUME-
Hsincsa kputepuit Hlanupo—Yunka. I[MokazaTtenu ¢ pacrpe-
JIeJICHUEM, OTJIMYHBIM OT HOPMAaJIbHOTO, OIMCHIBAIUCH
B Buae MenuaHbl U kBaptuwieir (Me [Q 25 %; Q 75 %]).
KauecTBeHHbIEe JTaHHBIE TTPEACTABICHBI B BUIE A0COTIOTHO-
IO U OTHOCUTEJIbHOTO 3HauYeHus — 7 (%). ConocraBieHue
2 TPYIIIT 110 KOJIUYECTBEHHBIM MOKA3aTe/IsSIM OCYIIIECTBIISI-
JIOCh C TIOMOIIbIO HeapaMeTpUIecKoro Kpurepust MaH-
Ha—YutHu. O1ieHKa 3HAYMMOCTH Pa3InIuil MexX Iy n3ydae-
MBIMU TpYIIaMU [JIs KadyeCTBEHHBIX IToKa3aTesiei
BBINOJIHSJIACH C MCIIOJIb30BaHueM Kputepus x> [TupcoHa
WK TOYHOro kputepusi @uiepa mist MajblX BHIOOPOK.
YpoBeHb 3HAYMMOCTH (p) TIPU TPOBEPKE CTATUCTUYECKUX
rurore3 661 3apukcupoBaH Ha ypoBHe <0,05.

Pe3synbTathbl

CpenHuit Bo3pacT pebeHKa Ha MOMEHT UCCIICIOBaHMS
coctaBui 10 et 7 Mec, cpeaHuit Bo3pacT 1e0loTa MpUCTY-
1moB — 6 jieT 1 Mec, cpemHuii BO3pacT MaTepu Ha MOMEHT
ponoB — 25,7 roga, cpeIHUN CPOK OEPEMEHHOCTU HA MO-
MeHT poJoB — 38,2 Hen. Cpeay MpOBOLMPYIOIIUX (PaKTO-
poB ObLIM 3aduKcHpoBaHbl cTpece (v 8 (20,51 %) manm-
eHToB), Hemockinanue (y 3 (7,69 %)) u 4yBCTBO cTpaxa
(v 1(2,56 %)), runiepBeHTWISILIMS BBI3bIBAJIa IIPOBOKAIINIO
abcancoB B 100 % cnyuyaeB. @eOpuiibHBIE CYIOPOTH
B aHaMHe3e 3aperncTpupoBaHbl ¥ 1 (2,56 %) pebeHka,
takxke y 1 (2,56 %) manueHTa BO3HMKAJ TeHEepaIM30BaH-
HBII TOHUKO-KJIOHWYECKUI MPUCTYI B IMOAPOCTKOBOM
Bo3pacTe (He B IEPUOJ aKTUBHOTO TEUYEHUsT aOCaHCOB).
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Fig. 1. Antiepileptic therapy in patients. The first drug
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Bce nmanyeHThl IpMHUMAIKM aHTUANWICTITUYIECKYE ITpera-
paThl: B OOJIBIIIMHCTBE CITy4aeB MPUMEHSIICS TOCYKCUMMUI,
pexe — JaMOTPUDKUH U JIMILb B 9 ClTydasix — BaJibIIpoeBast
kucyota (puc. 1). B psine ciryyaeB (mpu Hea(pPeKTUBHOCTH
noaoOpaHHOI paHee TepanyM) MalMeHThl oJIyYaau BTO-
poii mpermnapart (puc. 2).

B HEKOTOPBIX ClTydasiX y AeTei IPUMEHSUTUCh METOIbI
HelpoBU3yaIM3alMy (MarHUTHO-PE30HAHCHAsI TOMOTpa-
¢us). 3HaYMMBIX UBMEHEHU I, KOTOPbIE MOTJIM Obl MOBJIM-
SITh Ha TeYyeHue abcaHCOB, He BBISIBACHO (Tabu. 1). ¥V ma-
LIMEHTa C KUCTOM 3MmMdu3a MPpoOBOAMIACH TTOBTOPHAS
MarHMTHO-pe30HaHCHast ToMorpadus, B IMHAMUKE pa3-
Mepbl KUCTBI HE YBEIMUMBAJIKCh.

B pesynbrate ucciaegoBaHus 1-it rpynmbl (Bo3pacTt
4—10 neT) xopollne IoKa3aTe/u OLIEHKU KpaTKOBPEMEH -
HOW HaMSITU ObLIU MOJTyYeHbI JTUIb Y 47 % UCCIeIyeMbIX,
B KOHTPOJIBHOM TpyIIie 3TOT nmoka3aTesb paBeH 100 %.
B tecte Ctpyna olieHKa KOTHUTUBHOM PUTMAHOCTH U TUO-
KOCTH TIO3HABATEIbBHOTO KOHTPOJISI (TMOKOCT KOTHUTHUB-
HOTO MBIIIJICHYSI) BBISIBUIIA, YTO 00Jjiee YeM B TIOJIOBUHE
ciyyaeB y aeteii ¢ JJAD ecTb U3MeHEHUsI, HE COOTBETCTBY-
rone HopMe. Tect «KakTyc» TakKe pOAEMOHCTPUPOBAIT
JIOCTaTOYHO BBHICOKHE MOKA3aTe/IM arpeCcCUM, UMITYJIbCHB-
HOCTH, 3TOLIEHTPU3MA U IEMOHCTPATUBHOCTH B OCHOBHOM
rpyrmmne (Taou. 2).

Hccnenosanue 2-ii rpynnsl (11—17 neT) mokasaio,
YTO B TeCTe MPOKJIAAbIBAHUS ITyTH HET 3HAYUTEJIBHOI pa3-
HUIIBI MEXIY OCHOBHON M KOHTPOJIbHOM TIPYIMIIOi, B TO
BpeMsI KaK pe3yJIbTaThl OIMIPOCHUKA Ai3eHKA IeMOHCTPH -
PYIOT 3HAYUTEJIbHBIE pa3Indust MEXIy IpyImnamMu: oojiee
YeM Y TOJIOBUHBI MCITBITYEMbIX OCHOBHOM TPYIIIIBI €CTh
CIBUTH B CTOPOHY 3HAYUTEIbHOI 3KCTpa/MHTPOBEPCUU.
Eme BbIlle TIOKa3aTeu B IIKajaX, KOTOPbIE TOBOPSIT
00 3MOILIMOHAILHOM HeycToYnBOCTU. OIleHKA CaMOYyB-
CTBUSI, aKTUBHOCTH 1 HACTPOEHMS TaKKe BBISIBMIIA O0JIee
HU3KUE MoKa3aTeJ B OCHOBHOIA rpytne (Tad. 3).

OTae/nbHO TIPEACTaBICHBI Pe3yJbTaThl OIMPOCHMUKA
AxeHbaxa, MOCKOJIbKY 3aKJIIOYCHUE 3TUIECKOTO KOMUTETa
PEKOMEHIyeT TaHHbII OIMPOCHUK 3aIOJHITh POIUTEIISIM
neTeil crapie 12 jeT. Pe3yabraTel A6MOHCTPUPYIOT, YTO
3aMKHYTOCTb, COMaTHYeCKHEe MPOOJIEeMbI, HapylIeHUs
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Fig. 2. Antiepileptic therapy in patients. The second drug
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Taomaua 1. Pezyavmamosl MazHumHo-pe30HancHoi momozpaghuu 2010681020 mos3ea, %
Table 1. Brain magnetic resonance imaging results, %

Parameter Main group (n = 49) Control group (n = 24)

MarHuTHO-pe3oHaHCHast ToMorpadus He IPOBOAMIACH

. . . 71,79 73,68
Magnetic resonance imaging was not performed
Hapyimeawii mpy MarHUTHO-PE30HAHCHOI TOMOTpaduy He BBISIBIIEHO

. . . .. 15,38 21,05
Magnetic resonance imaging revealed no abnormalities
KHCTa anubusa 2,56 0
Pineal cyst
Pacmmpenue 3amHero pora JeBoro 60KOBOTO XKeTyIouka 513 0
Dilation of the posterior horn of the left lateral ventricle ?
MuHuManbHOE paciiMupeHre OOKOBBIX XKETyJ0UYKOB 513 526

Minimal dilation of the lateral ventricles

Taomuma 2. Pe3yavmamot KOMOUHUPOBAHHO20 UCCACO08AHUSL NEPEOLL SPYNIbL
Table 2. Results of the combined study of the first group

N Main group, % Control group, %
TCC’I:‘«HI/I(I)pB,I’». 6—7 6@1)103 47,62 100
Test “Numbers”. 6—7 points 0.004
Tecr «udpei». 4—5 6amwios 5738 0 ’
Test “Numbers”. 4—5 points >
Tect Crpyna. [Toka3aresib pUTUITHOCTHA
Stroop test. Rigidity index 57,14 20,00 0,052
Tect Crpymna. HOKaBa’FeJ‘[I: MHTephepeHITuN 66.67 20,00 0,015
Stroop test. Interference index
Ipacduaecknii Tect «KakTyc». Arpeccust
Graphic test “Cactus”. Aggression 71,90 30,00 0,009
I‘pa¢)1z.1qecm;m TeCT”«KaKTyg». HMMIy1bCUBHOCTD 47,62 30,00 0.352
Graphic test “Cactus”. Impulsiveness
Fpa(bq%cm;m TCCT”«KaKTYC».. BroneHTpu3M 61,90 70,00 0,659
Graphic test “Cactus”. Egocentrism
Ipaduueckuii Tect «Kaktyc». JIeMOHCTpaTUBHOCTb,
OTKPBITOCTh 52,38 60,00 0,690
Graphic test “Cactus”. Demonstrativeness, openness
Ipaduyeckuii Tect «Kaktyc». HeyBepeHHOCTD B cebe. 3aBUCUMOCTh 28.57 30.00 0.934
Graphic test “Cactus”. Lack of self-confidence. Dependence > > ?
Fpaq)gquKgn TCCT”«KaKTyc». CI.(prTHOCTL, OCTOPOXHOCTh 42,86 10,00 0,067
Graphic test “Cactus”. Secrecy, caution
Ipaduueckuii Tect «KakTtyc». ONTUMU3IM
Graphic test “Cactus”. Optimism 40,00 70,00 0,121
Ipacduaecknii Tect «Kakryc». TpeBoKHOCTD
Graphic test “Cactus”. Anxiety 38,10 20,00 0,313
l"pa¢)1/.1qec1<{/‘m TeCT”«KaK"I'y.C%. ZKeHCTBEHHOCTh 61,90 50,00 0,530
Graphic test “Cactus”. Femininity
Fpa@gquKgn TCCT’ ,«KaKTyc».. DKCTpaBepTUPOBAHHOCTH 61,90 70,00 0,659
Graphic test “Cactus”. Extroversion
Ipaduueckuit Tect «Kakryc». MHTpOBEpTUPOBAHHOCTh
Graphic test “Cactus”. Introversion 38,10 30,00 0,659
rpa(bI/’I‘IeCKKII/I TeCT”«KaKTyc». CTpeMneng K IOMAaITHEeH 3a1uTe 61,90 70,00 0,659
Graphic test “Cactus”. Pursuit of home protection
Tpaduaeckuii rect «Kakryc». OTCyTCTBUE CTPEMIICHUS K TOMAIII-
HeW 3al1UTe, YyBCTBO OAUHOYECTBA
Graphic test “Cactus”. Lack of pursuit of home protection, feeling 38,10 30,00 0,659
of loneliness

—_
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Taomuna 3. Pesyavmamot KOMOUHUPOBAHHO20 UCCACO0BAHUSL 8MOPOLL SDYNNbL
Table 3. Results of the combined study of the second group

Parameter Main group, % Control group, %

Tect npoknanpiBaHus myt. @opma A

Trail making test. Form A 5,00 0 0,494

Tect npoknanpiBanus myt. @opma B
Trail making test. Form B

25,00 0 0,099

OnpocHuK AlizeHKa. YepThl TMYHOCTU, OTKJIOHSIOIINECS
OT BO3PACTHON HOPMBI 61,11 11,11 0,019
Eysenck questionnaire. Personality traits that deviate from the age norm

OnpocHKK Aii3eHKa. DMOIIMOHATIbHASI HEYCTOMYMBOCTD

Eysenck questionnaire. Emotional instability 72,22 1.1 0,002

Onpocuuk CAH. CamouyBcTBHE

WAM questionnaire. Well-being 50,00 0 0,009

Onpocauk CAH. AKTUBHOCTD

WAM questionnaire. Activity 50,00 22,22 0,166

Omnpocauk CAH. Hactpoenue

‘WAM questionnaire. Mood 44,44 22,22 0,259
conuajani3alnuu, HpO6)’[eMLI C BHMUMaHHUEM U ITOKa3aTeJib B sToit pa60Te HaM I1oMorJjia Bpady-1rcuxuaTp, ICMxo-
BHYTPCHHUX HpO6J'IeM 3HAYUTEJILHO BhILIIE B OCHOBHOM TECPAIICBT. K COXaJICHUI0, HE BCC pOAUTEIN JAJIN COIJIacue
IpyIINe, YeM B IPYIINe 300POBLIX AeTeil (Tad. 4). Ha OLIEHKY IICUXMUYECKOT0 3I0POBbsI peOCHKA Y CIIeLIUAINCTA.

Taomuma 4. Pesyavmamoi uccae0o8anus no OnpocHuKy Axernbaxa
Table 4. Research results from the Achenbach questionnaire

Parameter Main group, % Control group, % -

OnpocHUK AxeHbOaxa. 3aMKHYTOCThb

Achenbach questionnaire. Closedness 56,25 28,57 0,221
OnpocHUK Axe.H6ax'a. COMaTmecme MPOOIEeMbI 62.50 28,57 0,133
Achenbach questionnaire. Somatic problems
OmnpocHuk AxeH6axa. TpeBoXHOCTH
Achenbach questionnaire. Anxiety 62,50 42,86 0,381
OnpocHuK AxeHb0axa. HapyieHue conman3ammum

. . P . 56,25 0 0,011
Achenbach questionnaire. Socialization disorder
OnpocHuK AxeH6axa. [1po6IeMbI MBIIIEHUST 41.25 0 0.038
Achenbach questionnaire. Thinking problems ? ?
OnpocHuK AxeHb6axa. [TpoGieMbl ¢ BHUMaHUEM
Achenbach questionnaire. Problems with attention 62,50 14,29 0,033
OnpocHUK AxeHOaxa. JleTMHKBEHTHOE ITOBEIEHNE 31.25 0 0.094
Achenbach questionnaire. Delinquent behavior ? ?
OnpocHuK AxeHbaxa. Arpeccust
Achenbach questionnaire. Aggression 12,50 14,29 0,906
OnpocHUK Axe}{6ax?1. TTokaszaTenb BHYTPEHHMX npoosieM 87.50 28,57 0,004
Achenbach questionnaire. Internal problems index
OnpocHuK AxeHbOaxa. [TokazaTenb BHEITHUX IPOOIEM 12,50 0 0.327

Achenbach questionnaire. External problems index
|
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Tadmaua 5. 3axarouenus ncuxuampa, %
Table 5. Inferences of psychiatric, %

Inference

IIu3oTUIIMYECKOE PacCTPOUCTBO

CHILD
NEUROLOGY

Children 4—10 years old

Children 11—17 years old

. S 16,67
Schizotypic disorder 0 6,6
YcTaHOBIEHHBIN TMAarHO3 PACCTPOMCTBA AyTMCTUYECKOTO CIIEKTpa 20.00 0
Diagnosis of autism spectrum disorder ?
TTpenmonoxuTebHbIN IUarHO3 PACCTPOMCTBA AyTUCTUYECKOTO CIIEKTpa 0 8.33
Presumptive diagnosis of autism spectrum disorder ’
CuHapoMm aeduiiTa BHUMaHUS U TUIIEPAKTUBHOCTUA 50.00 66.67
Attention deficit hyperactivity disorder ? ?
CUHIPOM HapyIIeHHOTO MBIIIJICHHS

. St 10,00 0
Disordered thinking syndrome
Jlerkoe KOTHUTMBHOE PACCTPOMCTBO B CBSI3U C SMUJICTICUEN

; P . ; 17,00 8,33
Mild cognitive impairment due to epilepsy
Jpyrue opraHuYecKre pacCTpOMCTBA TUYHOCTY U TIOBEIEHUS B CBA3U
CO CMEIIIaHHBIM 3a00JIeBaHUEM 10,00 0

Other organic personality and behavior disorders due to mixed disease

MBI niperonaraeM, 4To OTKa3 poauTesicii BO MHOTHX CITy-
YasgXx MOT ObITh CBsI3aH C IPeIpacCyiKaMy B OTHOIIEHUM
TICUXMATPUH B 11eI0M. YacTh MalmeHToB 00paliaiach B IICU-
XAATPUUYECKYIO KIIMHIYECKyo 6ombHMITYy Ne 1 v, H.A. Ajtek-
ceena [lenapramenTa 3npaBooxpaHeHus . Mocksbl, HayuHo-
MPaKTUYECKUIA LICHTP AETCKOI TICMXoHeBposioruu Jemnap-
TaMEeHTAa 30paBOOXpaHeHMsI I. MOCKBBI, T/Ie OHU ObII KOH-
CYJIBTUPOBAHBI TICUXUATPOM JIMOO TIPOXOIVIIN TICUXOJIOTO-
MEIMKO-TIEIarOTUIECKYI0 KOMUCCHIO.

3akioueHue TicuxyaTpa mpuBeaeHo B Ta0J. 5.

B yacTu KIMHUYECKUX CIIydyaeB BCTPEUYAIOTCS TMAllM-
€HTBI C IM30TUITMIECKIM PACCTPOMCTBOM, PACCTPOMCTBOM
ayTUCTUYECKOIO CIEKTpa M JIESTKMM KOTHUTHUBHBIM pac-
CTPOMCTBOM, B €IMHUYHBIX CIIydassx — APYrue opraHuye-
CKHe pacCTpOMCTBA JIMYHOCTU U MOBEACHUS B CBSI3U CO
CMeEIIIaHHBIM 3a00JIeBAHUEM M CUHAPOM HapYyIICHHOTO
MblinteHust. CaMast yacrtasl aToJIorysi — CUHIPOM nedu-
LMTa BHUMaHus 1 runepaktuBHoctu (CABT).

06cyxxaeHune

CoracHO COBpEMEHHOM Ki1acCUMPUKaIN, STIETICUS
OTHOCHTCS K 3a00JICBAHUSIM HEPBHOM CUCTEMBI, HO TaHHAsI
Mpo6JieMa HOCHUT IIMPOKO MEXIUCIIUIIIMHAPHBIIA Xapak-
Tep, UMesl TECHYIO CBSI3b C TICUXUATPUE U MHOTHMHU JPY-
TMMU IUCLMIUTMHAMM. DITMICITUYECKUIA TTPOLIECC OKA3hl-
BaeT 0c000¢ BIMSHUE Ha IMIYHOCTh YeJI0BeKa, IIPUBOISI K
Pa3IMYHBIM PacCTPOMCTBAM BBICIIIMX IICUXUIECKUX DYHK-
LM, B TOM YuciIe K 60JIe3HEHHOMY COCTOSTHUIO TTO/I Ha-
3BaHUEM <«3IMWICNTUYCCKHUI XapaKTep JUIHOCTH». YeM
paHbllle HaYMHaeTcs 3aboIeBaHre, TeM 00Jiee BhIpakKeH-
HBIMM MOTYT OBITh IICUXMYECKHE HapylleHus [3].

HccnenoBanus, nocesiueHHbie CIBI, moka3sbiBalor,
YTO Yy MallMEHTOB C HEMaBHO TMarHOCTUPOBAHHOM SITHJICTI-
cueil pacnpoctpaHeHHocTh CIABI' 3HauMTeNIbHO BHILIE,
YeM y 3I0POBBIX JeTeil KOHTposbHOU Tpynmsl (31 %
IO CpaBHEHUIO C 6 %), y GONBIIMHCTBA UCCEAYyeMbIX AeTei
knuHudeckue nposisaeHust CABIT oOHapyXuBaauch 10
yCTaHOBJIEHUS AuarHo3a anuierncuu [11]. He ctout 3a0b1-
BaTh X O BO3MOXHOM HETaTUBHOM BJIMSIHMM aHTURITHJICTI-
TUYECKOTO ITpernapara Ha pa3BUBaIOIINIICSI MO3T peOeHKa,
YTO TpeOyeT 0COO0r0o BHUMAHUSI M CBOCBPEMEHHOM KOp-
pekuuu no3bl. IlepcoHaNbHBIN MOAXOA K MaJeHBKOMY
MaLMEHTY U €r0 CEMbE TTIOMOXKET BOBPEMsI BHISIBUTH ITPO-
6JIeMBbl HEHPOKOTHUTUBHOTO WJIM IICUXUATPUYECKOTO Xa-
pakTepa, 4To, B CBOIO O4Yepelb, 3HAYUTEIbHO YIYYIIUT
Ka4eCTBO XM3HU TMallMeHTa.

BbiBOAbI

Heifiponcuxonornueckue ucciaenoBaHus JEMOHCTPH -
DPYIOT U3MEHEHUSI KOTHUTUBHOTO ¥ 3MOIIMOHAJbHOTO
XapakTtepa y JeTeil ¢ abcaHCHoOI anuuerncueit. Onpeae-
JIEHHas poJib B peayin3aliuy 3TUX hYHKIIUNA TPUHAIICKUT
JIOOHBIM OTHEJiaM T'OJIOBHOTO MO3ra, a UMEHHO (pOH-
TaJibHOU Kope. HaKomieHHbIN ONBbIT CBUAETEIbCTBYET,
4yTO (POPMBI AMUIIETICUH, B KOTOPBIX OCOOYIO POJIb UTPAIOT
JIOOHBIE TOJTU, COITPOBOXKAAOTCS NU3MEHEHUSIMU BBICIIIAX
MCUXUYECKUX (PYHKIUIA, B TOM unciie JJAD. Mbl cuuTaemM,
YTO IETSIM C 3Toi (hopMoit sSnUIerICUM HEOOXOIUMO pe-
I'YJIIPHOE HEMPOIICUXOJIOrMYecKoe UCCIeT0BaHUE, BKITIO-
yasi MaTOIICUXOJOTUYECKOEe TeCTUPOBaHUE, KOTOPOE
JIOJIKHO BXOAUTH B CTAaHAAPTHI OKa3aHUs MEAUIIMHCKON
TOMOIIIH.
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B Hawwu fHU cuHapom [lpaBe ABASETCA OQHOM U3 CaMbiX U3YYeHHbIX POPM reHeTuYecKoit anunencuu. Hecmotps Ha 6onbloe
KONMYECTBO UCCNEeAOBaHMit U nybankaLmii, cuiapom [lpaBe ocTaeTcs TpyaHOKYpabenbHbIM HEBPONOrMYeCcKUM 3aboneBa-
HueM. M3yyeHa cBA3b 3nuienToreHesa npu cuHapoMme [lpaBe C aKTUBHOCTbIO HATPMEBbIX KAHANOB, NOJYYEHbl JaHHbIE
0 pa3nnM4yHOMN 3EKTUBHOCTU U He3HEKTUBHOCTU NPOTUBOCYAOPOKHBIX MPENAPATOB C Pa3HbIM MEXAHU3MOM JeiCTBUS.
Han6onee addekT1BHLI Npenaparsl, MOAUDULMPYIOLME HERPOHHYIO NepPeaayy — YCUIMBAKOWME TOPMO3HYIO U YMeHbLIa-
fowiMe BO3GYKAAIOLLYI0 Nepefiaydy, — a TakKe UX KOMBUHaLMsA. He pekoMeHJ0BaHO NPUMEHEHME NPEeNapaTos, yMEHbLIAKLWNX
BNMAHME TOPMO3HOM Nepefayn (B YacTHOCTU 6NOKATOPOB HAaTPUEBLIX KaHanoB). 0 HaweMy MHEHUIO, TPaBUIbHbINA Nog6op
Tepanuu cuHapoma [lpase, acCoUMUPOBAHHOTO C MyTaLueil B reHe SCNIA, BO3MOXEH TONbKO C NO3ULMU NOHUMAHUs pabo-
Tl HEiPOHaNbHbLIX KAHANOB B TOIOBHOM MO3re.

KnioueBbie cnoBa: cuHgpom [ipase, SCNIA, noTeHuuan-4yyBCTBUTENbHbIE HATPUEBBIE KaHANbI, 3MUNENCHUS, MPOTUBOCYLO-
pOXHble npenaparsl, papMakope3ucTeHTHOCTb
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Definition and new approaches to understanding the pathogenesis of Drave syndrome in children
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Nowadays, Dravet syndrome is one of the most studied forms of genetic epilepsy. Despite a large number of studies
and publications, Dravet syndrome remains a difficult neurological disease to treat. The relationship of epileptogenesis
in Dravet syndrome with the activity of sodium channels has been studied, and data on the different effectiveness and
ineffectiveness of anticonvulsant drugs with different mechanisms of action have been obtained. Drugs that modify
neural transmission, enhance inhibitory transmission, and reduce excitatory transmission, as well as their combination,
are more effective. Drugs that reduce the effect of inhibitory transmission (in particular, sodium channel blockers) should
not be used. In our opinion, the correct choice of therapy for Dravet syndrome associated with a mutation in the SCN1A
gene is possible only from the perspective of understanding the work of neural channels in the brain.
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BeepeHue

Cunpgpowm [pase (CI1) (npexxHee Ha3BaHUeE: TsKenas
MMOKJIOHMYECKasl MWIETICUS MJIaJeHYeCcTBa) — 3TO UH-
anTUIbHASA SHIEDATONATUS PA3BUTUS U SITMIICTITHYC-
cKag 3HIedanonaTus, CBI3aHHas ¢ hapMaKope3nuCTeHT-
HBIMHM, TIOXXN3HEHHBIMU NI TUICCKUMM ITPUCTYIIaMU
M HaJIMYMEM COIMYTCTBYIONIMX 3a00JIeBaHUi, BKIIOYAsI
YMCTBEHHYIO OTCTaJIOCTh, HapyIlIEHUE TTOBEICHUS 1 CHa,
HapyreHue moxonku [6]. CJ1 — onuH 13 HanboJiee TPYIHO
MOAMAIOIINXCS JICYCHUIO SMUICTITUYECKUX CUHAPOMOB,
M3BECTHBIX B HACTOSIILIEE BPeMsl, IPUUYMHON KOTOPOTO SIB-
nsietcst mytauus B reHe SCNIA.

CorjlacHO pe3ioMe IOCJIeIHEro MeXIyHapoaHOTO
KOHCeHcyca no auarHoctuke u aeyeHuto CI or 2022 .,
OBLIO JOCTUTHYTO PEIIeHWE, YTO MJIAZCHIIBI B BO3pacTe
OT 2 10 15 Méec ¢ TepBbIM ITUTEIbHBIM TeMUKIOHUTISCKIM
MPHCTYITOM WJIY TIEPBBIM CYIOPOXKHBIM SITHJIETITUICCKIM
CTaTyCOM, BO3HUKIIMM Ha (hOHE JIMXOPAAKU WU ITOCIIe
BaKIWHALIMK, TIPY OTCYTCTBUU APYTOM MPUIMHBI, TOJKHBI
MPOWTH reHeTHYecKoe TecTrupoBanne Ha CJI [6].

B 6onbimHceTBe cityyaeB CJI accounupoBaH ¢ MyTally-
eii B tokyce reHa SCN 1A, pacnojloxKeHHOro Ha 2-1 XpoMo-
come [6, 18]. [JaHHBII TeH OTBETCTBEHEH 3a CUHTE3 OejiKa
anbga-1-cyobenuHuIbl HaTprueBoro kanana (Nal1.1).
Na,l.1-kaHajbl MIXPOKO MPEACTABIEHB B ACHAPUTAX,
a TaKXKe B COME KJIETOK TOPMO3HBIX HEMPOHOB (110 aKCO-
HaJIbHOTO XOJIMUKA), PACTIOJIOXEHHBIX 110 BCEMY TOJIOB-
HOMYy Mo3ry (puc. 1), omHako 04JblIasi 4acTh KaHAJIOB
JIAaHHOTO TUIIa HAXOAMUTCS B TMIIIIOKAMITIaX, MO3XEUYKe
U KOPE TOJIOBHOTO MO3Ta; B MEHBIIIEH CTEITIEHU OHU BCTPE-
YaloTCsI B XBOCTATOM SIIpE, CTBOJIE MO3Ta (C HauOOIbIlIei
SKCIIpECCUeli B YepHOI CyOCTaHIIMM) M CIMHHOM MO3Te.
[ToaTOMY CKJIOHHOCTh K BOBHMKHOBEHMIO SIUJIETITUYEC-
CKUX MPUCTYIOB U IPYTUX CUMITOMOB (MBIIIEYHAsI TUIIO-
TOHUS, TUIeppedieKCUus W Ap.) HaAIpsIMylo CBsi3aHa
C HapyllIeHHeM BbIpaOOTKY raMMa-aMHUHOMACIISTHOM KH1C-
no1el (TAMK) B TOpMO3HBIX HelipoHaX, B pe3yabTraTe yero
CHIXAETCsI CYTOPOXKHBIN TIOPOT, a HApyILIEHWe aKTUBALIN
T'AMKepruueckux kieTok ITypkuHbe Mo3xkeuka oObsIC-
HSIET IBUTATE/IbHBIC HAPYIICHUS, IIPOSIBJISIOIIMECS aTaK-
cuell M TUIOTOHuel [5, 22, 29].

Na,1.1
4 [Jenaputbl /
Dendrites
NaV1 3 4-Coma / Soma
w=Xonmuk / Hillock
Nav1 2 - #~HayanbHblli cermeHT
- aKcoHa / Axon initial
- insegment
Na,1.6 - Akcon / Axon

- 1EPMIIHANIN aKCOHa /
Axonal terminals

Puc. 1. [Ipunyun pacnpedenenus nampuesvix Kanaioe no Hetipony [17]

Fig. 1. The principle of distribution of sodium channels in a neuron [17]

[MoTeHuMan3aBuCMble HaTpUEBbIE KaHaIbl COCTOSIT
U3 opoodpasylollei anbha-cyobeAMHULBI U 2 6eTa-Cy0b-
eauHuII [2, 6, 8]. OgHOI Topoobpasyloleil abga-cyob-
€IUHMIIBI JOCTATOYHO TSI (POPMUPOBAHMSI TTOJTHOLIEHHO-
ro ¢byHKIMOHMPOBAaHUS HaTPHMEBOro KaHaja, B TO BpeMsl
Kak 0eTa-cyObeIMHULIBI TOJIbKO U3MEHSIOT KUHETUKY U 3a-
BHUCUMOCTb HAIIPSDKEHUS aKTUBALIMK 1 MHAKTUBALIMY HaTpyie-
BbIX KaHaJoB [18, 22] (puc. 2). CTOUT OTMETUTh, YTO OBLIO
oOHapy:xeHo 9 (popM anbpa-cyobeAMHUL HATPHEBBIX KaHa-
JIoB U 4 Bapuauuu 6eta-cyobenunull [28]. LleHTpaabHas
HepBHasl CHCTeMa IKCIIPeccCUupyeT 4 OCHOBHbIE U30(OPMBI:
Na,1.1, Na 1.2, Na 1.3, Na 1.6, nepucdepuueckas HepBHas
cucrema — 3 opmbl: Na 1.7, Na 1.8, Na 1.9, npnyem sti
3 moATHIIa KaHAJIOB B OCHOBHOM CBSI3aHbI C BEreTaTUBHOM
perynsiuyeit 1 olnyleHueM 6onu. B ckeneTHoit 1 cepaeuHoi
MYCKYyJIaType MnpeiacraBieHsl 2 moaruna: Na 1.4 u Na 1.5
COOTBETCTBEHHO [24].
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N-kowey /
N-terminus

D3 wHakTMBauua /
Fast inactivation

LI L

N-koHew /
D4 N-terminus
C-KoHew /

(-terminus

C-Konew /
(-terminus

Puc. 2. Ilomenyuanzasucumviii Hampueswiii kanan ¢ 2 kpaegvimu 6ema-cybsedunuyamu u 1 6oavwioil arvgha-cybsedunuyeii 6 08yxmepHom (a) u mpexmep-

Hom (6) uzobpaxcenuu (adanmuposaro us [16])

Fig. 2. Voltage-gated sodium channel with two beta subunits and one large alpha subunit in two-dimensional (a) and three-dimensional (6) images (adapted

from [16])

MaroreHes

Ilepen moapoOHBIM pa3d00pOM MeXaHU3Ma HapyLLIEeHUs
npoHuuaemocti Na 1.1-KaHanoB HEOOXOAUMO PacCMO-
TpeTh CTPOCHUE JAaHHOTO TUIIa KaHana. Alibda-1-cyonb-
eIMHHUIIa HAaTPMEBOrO KaHasla COCTOMT U3 4 nomeHoB: D1,
D2, D3 1 D4 (cwm. puc. 2). Kaxaslii toMeH nMeeT 6 TpaHc-
MeMOpaHHBIX OenkoB: S1, S2, S3, S4, S5 u S6 [18].
W3 6 TpaHcMeMOpaHHBIX 6eTKOB nepBhie 4 (S1—S4) as-
I0TCSI TOTEHIINAI-9yBCTBUTEIbHBIMU CETMEHTaMMU, rie S4
(V-ceHcop) CayXUT Hanubosiee YyBCTBUTEIbHBIM «CEHCO-
POM» 1 COIEPXKUT MHOXKECTBO IMOJIOKUTEIBHO 3aPSKEHHBIX
aAMHUHOKMCJIOT, TEM CaMbIM BBICTYIas B POJIM IaTYMKA Ha-
MpsDKEHMS, a S5- 1 S6-CerMeHTHI TpaHCMEMOpaHHbBIX OeI-
KOB IPEACTaBJISIIOT CO00i1 Mopoodpasytolre Bopota. Mex-
JIy 5TUMHU CETMEHTaMU KaXI0ro TOMEeHa IIPUCYTCTBYET TaK
Ha3bIBaeMas P-metist — GesikoBast MeTiist, KOTopasi Couep-
SKUT aMUHOKUCIIOTBI, HEOOXOMUMBIe IIsT (pOpMUPOBAHUS
CEJICKTUBHOTO (hUJIbTPa, M OTBEYAEeT 3a IPOHUIIAEMOCTh
nonos Harpud (Nat). V kaxmoro joMeHa eCTh 30HBI, Xa-
pakTepu3yollre Hadauao 1 KoHell: N-KoHell (Hayajio 10-
meHa) u C-koHell (KoHell qoMeHa). Kaxapiit momMeH co-
eIUHEeH CIelUaJlbHBIMUA O00JIACTSIMU, Ha3bIBaeMBIMU
D-nuHKepamu, KOTOpbI€ CBI3LIBAIOT MEXIYy co0oii 4 m0-
meHa (D1-D2, D2—D3, D3—D4). D-nuHkep, coenuHs-
ot D3- n D4-nomMeHsI B o6sactit S6- 1 S1-TpaHcMeM-
OpaHHBIX OEJIKOB COOTBETCTBEHHO, COMCPKUT TaK Ha3bl-
BaeMblii IFM-1oMeH — crielMaibHyIo TpyIiny U3 3 TUApO-
¢GobHbIX amMmuHOKUCHIOT: Ile (u3oneiitmn), Phe (hbenunana-

HUH), Met (MeTuoHuH). IFM-momMeH uMeeT CpeacTBO
JUTSI CBSI3BIBAHUS C IPYTUMU TUIPOGOOHBIMU aMUHOKKC-
JIOTaMHM, a MMEHHO ajJlaHWH, PacCIIOJOXECHHBIA MEXIy
TpaHcMeMOpaHHBIMU OeikaMu S4 u S5 D3-nomeHa, u ac-
raparvH, KOTOPbIi pacIloIOXeH MeXIy TpaHCMeMOpaH-
HbIMU Oenikamu S4 u S5 nomena D4 [24, 28].

Hanee npu pacCMOTPEHMU IIPUHIIUIIA paOOThI HATPH-
€BBIX KaHaJIOB HEOOXOOMMO pa3o0paThes ¢ 3TallaMu pa-
0O0THI JaHHOTO TUITAa KaHaaoB. CyliecTByeT 3 3Tamna pabdo-
ThI IOTEHIIMAI3aBUCUMbIX HATPUEBBIX KaHAJIOB:

1) moTeHLMal TTOKOS;
2) nenonsipusauusi;
3) MHaKTHUBALIUSI.

HapyxHast yacTb MeMOpaHbI KJIETKA B COCTOSTHUM T10-
KOSI UM€EET ITOJIOKUTEIbHBIN 3apsi, a BHYTPEHHSISI — OT-
pULIATEIbHbBINM, B TAKOM COCTOSIHMM KJIeTKa HeaKTUBHA.
Bo Bpemst mipoliecca Iernoisipu3aiiy MPOMCXOAUT B3aK-
MozeicTere MoHoB Na® ¢ V-ceHcopoM (S4-TpaHcMeM-
OpaHHBIM OEJIKOM), KOTOPBIIi MMeeT OOJIbIIIOE CPOJICTBO
K JaHHBIM MOHAaM, YTO M3MEHSIET €ro 1 TaK MOJIOXKUTEIIb-
HBII 3apsiy elle B OONbIIYI0 CTOPOHY, BCICACTBUE YErO
HayMHaeTCs Ipollecc Aenosipudanuu. [Ipoucxomur or-
KPBITHE HATPUEBBIX KAHAJIOB U IIPOHMKHOBEHNE MOHOB Na™
BHYTPb KJIETKU C ITOC/ICAYIOIIEl TeHepalieil moTeHIaza
JIEACTBUS y3Ke B 3TOM KileTKe. Kak TOJIbKO ITPOMCXOIUT OT-
KpPBITHE BOPOT MOTEHIIMAI-4YyBCTBUTEIBHOTO HATPHUEBOIO
KaHana, ciyctst 10—50 Mc BopoTa nepexoisT B MHAKTUBU -
poBaHHoOe cocTosiHue. IFM-nomMeH, cocTosui U3 rtuapo-
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(GOOHBIX aMUHOKHUCIIOT, CBI3bIBAETCSA C TUAPOGOOHBIMU
aMUHOKMCJIOTaMU (aJlaHMH U acliaparvuH), TeM CaMbIM
(opMupys «IepBUYHBIE BOPOTa MHAKTUBAIMW». C IIOMO-
IIBIO 3TUX BOPOT MPOMCXOIUT OBICTpast 0JIOKMPOBKa TOKA
noHoB Na* BHYTpb KJIETKH, OJHAKO OCHOBHBIE BOpOTa
WHAKTUBAIUK ITPOJOJIKAIOT HAXOAMTHCS B OTKPBITOM CO-
cTostHUU. YTOOBI 3aKPBITh UX, HEOOXOIUMO BO3IEUCTBHE
Ha V-ceHcop (S4-TpaHcMeMOpaHHbII 0eI0K) OTpULIATE b-
HO 3apsDKEHHBIX MOHOB, KOTOPBIE MapaljIeIbHO BBIIILIM U3
kietku. Ilocie oTMevyaeTcsl MOCTENeHHOE BO3BpAIlleHHE
KJIETKU B COCTOSTHME TIOKOSI, KOT/Ia BHYTPY Hee HaKaIlIu -
BalOTCS OTPULIATEIBHO, a CHAPYKU — MOJIOXKUTEIBHO 3a-
psbKeHHBIe MOHBI. B pesynbraTe aToro S4-tpaHcMeMOpaH-
HBIIi GEJIOK BO3BpAILlaeTCs B CBOE CTAHIAPTHOE COCTOSTHUE
B pe3yJIbTaTe MPUTITUBAHUS K OTPUIIATEIEHO 3aPSDKEHHBIM
MOHAM M OTTaJIKMBaHMS OT MOJOXUTEIbHO 3apSKEHHBIX
HMOHOB, HaXOASIIUXCS BHE KJIETKH. TeM caMbIM ITPOMCXO-
JIUT Pa3pbiB CBsI3eil, 00pa3yoIuX MHAKTUBALIMOHHBIC
BOPOTa, MeXAy TIuapochOOHBIMU aMUHOKUCIOTaAMM
IFM-noMeHa (acriapariHOM M aJJaHUHOM), 3aKpBITHE YXKe
aKTUBALIMOHHBIX BOPOT U IE€PEX0J KJIETKH B COCTOSTHHE
TTOKOSI.

OCHOBBIBasICh Ha TaHHBIX (DaKTax O MPUHIIMIMAX pa-
0OOTHI HATPHEBBIX KaHAJIOB, CTOUT OTMETUTD, YTO HE BCE
naueHTsl ¢ MyTtauueit B reHe SCNIA, npuBonsiei
K HapyILIEHUIO TOKa KoHOB Na*t B KiIeTKy, nMesr (heHOTHTT
nanyeHTa ¢ CJ1, a y yacTu maiiueHToB BoOOI1Ie HA0MI0AaI0Ch
0ECCMMNTOMHOE HOCUTENBbCTBO. JlaHHOe pa3zHooOpa3ue
KJIMHUYECKMX MPOSIBJICHUI TTOTPeOOBAJIO JOMOTHUTEIBHBIX
(byHKILIMOHAIBHBIX UCCIEIOBaHUI OellKa, KOIUPYeMOro
reHoM SCN IA. I1pu npoBeaeHUM (hyHKITMOHATBHBIX UCCIIe-
JIOBaHU# ObLIM 00OOIEHBI oNpeaeaeHHbIE 01M0(hU3U0JIO0-
TMYeCKKe M3MEHEHMS, CBSI3aHHbIC C MyTalliell B JaHHOM
reHe. Kiaccudukaus yuuTbiBaeT 3 OCHOBHBIX KPUTEPUSI:
1) u3MeHeHMsI HAaTPHEBOIO TOKa, 8 UMEHHO BOBHUKHOBE -
HYE HEMHAKTUBUPYIOIIETO TIOCTOSTHHOTO TOKa MOHOB Na*
B KJIETKY, CHUXKEHUE IIIOTHOCTH TOKa noHoB Na't B kier-
KY, a TAKX€E OTCYTCTBME ToKa MOHOB Na't B KileTky; 2) nsme-
HEHUSI KUHETUKW aKTUBAllMM M MHAKTHBAllMM KaHaja;
3) mapaMeTpbl BOCCTAaHOBJICHUS, KOTOPBIE BJIMSIOT Ha Ta-
paMeTphl JOCTYITHOCTU caMOro KaHaja. Ha ocHoBaHUM
JIAHHBIX KpUTEpUEB OblIa co3maHa Kiaccudukams pyHK-
LIMOHAJIbHBIX U3MEHEHUI MMOTEHIINAI-4yBCTBUTEIBHBIX
HaTPUEBHIX KAHAJIOB:

1) monHas notepst pyHkuuu (loss of function, LoF);

2) yactuuHas noteps pyHkuuu (partial loss of function,
pLoF);

3) cumxenue Bo3oyauMoctu (decreased excitability, DE);

4) noBbIllIeHUe BO30yauMocTH (increased excitability, IE);

5) ycunenue ¢pynkuuu (gain of function, GoF);

6) ycmiienue u moTeps GyHkuu (gain and loss of func-
tion, G-LoF).

Tem cambiM LoF xapakTepusyercst OTCyTCTBHMEM Ha-
TpueBOro Toka, pLoF — IMMOHMKeHHOI TUIOTHOCThIO TOKA

1

noHoB Na't B KJIETKY, 4TO MOXKET COMPOBOXAATHCS TUITO-
B030yaumocThio KaHana, DE u IE — uameHeHueMm KuHe-
THKW CaMOT0 KaHajla, a MMEHHO CHYKEHHBIM UJIN MOBBI-
IIEHHBIM cpoacTBOM K moHaMm Na't na V-cencope. Ilpu
DE orMeuaeTcs CHUXEHHE CPOJCTBA JaHHOTO CEHcopa
K noHaMm Na', BciieicTBre 4ero MOHHbBIE KaHAJIbl OTKPbI-
BAIOTCS CO 3HAUMUTEILHOM 3a1epKKoii, a pu IE, Hao6opoT,
CPOICTBO ceHcopa K noHaMm Na't MoBbIIIEHO, BCIIENCTBUE
Yero JOCTaTOYHO HEGOJIBIIOTO KOMMYeCTBa MOHOB Na™ st
MPEXIEBPEMEHHOI'0 OTKPHITHS JaHHOTO KaHaja. OmHaKo
CTOWT OTMETUTD, 4TO TOK MOHOB Na*t B KJIETKY Ipy JaHHBIX
2 cnyyasx (DE u 1E) He cTpagaeT, Takum oOpa3om, Bapu-
antel ¢ DE u IE npoayuupyioT HopMaJibHbIe HaTpUEBbIE
TOKM MOCJIe aKTUBALIMM U 00JIaal0T MEHbIIEH TUChHYHK-
uel B otanuure ot BapuaHToB ¢ LoF unu GoFE Bapuantbt
¢ GoF xapakTepu3yloTcsl yCUJIEeHHBIM HEMHAKTUBUPYIOITM
MTOCTOSTHHBIM TOKOM MOHOB Na™ B KJIETKY M MOTYT COITPO-
BOXIAThCsI UBMEHEHUSIMU KUHETUKU B TI0JIb3Y MOBBIIIICH-
Hoii Bo3oyauMocTu. [locnennuit Bapuant — G-LoF —
He TaK OJIHO3HAYeH BBHMIY TOTO, YTO OH HeceT B cebe 2 3Ha-
YEHUS M XapaKTepU3yeTcsl MO0 YCUIIECHHBIM ITOCTOSTHHBIM
HaTPUEBBIM TOKOM BHYTPb KIJIETKHM C TUIIOBO30YIMMBIMU
M3MEHECHUSIMU KMHETUKU KaHaja, MO0 YMEHBIICHHBIM
ITOCTOSTHHBIM HATPHUEBBIM TOKOM C TUIEPBO30YIMMBIMU
W3MEHEHUSIMU KMHETUKU KaHaia [19].

PesynbsraThl MHOTOUMCIEHHBIX aHaIu30B [19, 20] mon-
TBEPIAWIU, YTO Te MyTaluu B reHe SCN 14, KOTOpbIe XapaKTe-
PU30BAJIMCh HAPYIIIEHUEM CTPOSHUST aMUHOKUCIIOT WJIH OeJI-
KOB B 00JIaCTH ITOP, COOTBETCTBOBAJIM TOIHOM VI YaCTUIHOM
rorepe (pyHKIIMY ¥ TTOJTHOMY WJIM YaCTUYHOMY OJIOKMPOBa-
HUIO IPOHMKHOBEHNS MOHOB Nat BHYTpb TOPMO3HBIX HEM-
POHOB C Pe3yJIBTUPYIOIIMM (hopMUpoBaHUEM (heHOTUIA
«KJaccudeckoro» CJ1 wim reHepaaIu30BaHHOM SITUJICTICUN
¢ edprIbHBIMU cymoporamu 1witoc [19] (puc. 3, 4).

Taxcke B HacTosIIIIee BpeMsI CYILIECTBYIOT JJaHHbIE, OCHO-
BaHHbIE HAa MBIILIMHBIX MOJIEISIX U OMOIICUM TKaHEH rojIoB-
HOT'0 MO3ra YeJIOBeKa, MOTyYeHHbBIC B Pe3YyJIBTaTe Pa3BUTHS
1 CO3PEBaHMS HATPUEBBIX KAHAJIOB, KOTOPbIE OOBSCHSIOT,
noyemy Mytauus B reHe SCN 1A He TPUBOIUT K MOSIBJICHUIO
MPUCTYIIOB B TIEPBBIC K& Yachl WIKM THU XU3HU peOCHKa,
a TOJIbKO CITyCTsI onpeAeneHHoe Bpems [11]. Utak, Ha paH-
HUX CTafuAX Pa3sBUTUs HaTpueBble KaHaibl (Na, 1.1) mpo-
XOIIST OIIPENeICHHBII npoliecc (PYHKIIMOHAIBHOIO CO3pe-
BaHMSI ¥ TOJIKO CO BPEMEHEM ITOBBIIIIAIOT CBOIO CITOCOOHOCTh
reHepUpoBaTh MOTeHLMAaNbI AeicTBUS [3, 25]. TTocKoNbKY
aKkcrnpeccus Na 1.1 y HOBOPOXIEHHBIX OYEHb HU3Kas,
apyrue anbga-cyobenuauisl (Na, 1.2 u Na, 1.3) kommnen-
CUPYIOT JaHHbIC U3MEHEHHSI Ha PAHHUX CTaIUsIX Pa3BUTHS
yenoBeka. C.S. Cheah u coaBT. B cBoux padorax B 2013 1.
roKaszaiy GU3N0JIOrMYeCcKoe yBeJInIeHe QYHKITMOHAb-
Ho¥ akTMBHOCTM Na 1.3 n cHXeHue TakoBoi Na, 1.1
B niepBble 1—3 Mec xku3Hu pedeHka. Kak npearnoaraioT aB-
TOPBI, CO BpEMEHEM OTMEUaeTCsl ITPEBAIMPOBAHUE B TKAHSIX
FOJIOBHOTO MO3Ta (QYHKIMOHANLHON akTMBHOCTH Na 1.1
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Fig. 3. Voltage-gated sodium channel type 1 in two dimensions. Transmembrane proteins S5 and S6, which form the pore regions, are indicated by green color [20]
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Fig. 4. Voltage-gated sodium channel type 1 in a two-dimensional image indicating the localization of the mutation and the corresponding phenotype [20]
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Haz Na,1.3. Ipu mocteneHHo HapacTaloLeH hyHKLIMOHAb-
Ho#t sHaymmoctH Na 1.1, couetaroluericsa ¢ monHoii (LoF)
un yactuyHoit (pLoF) motepeit dynkuuu rena SCNIA
y pereii ¢ CI1, HaUMHaeT HapacTaTb (DyHKIMOHATBHBIN Ne(u-
LIMT JaHHOTO THIIa KaHaI0B. M KaK TOJIbKO BhILLIEYTTOMSIHY ThIN
neduuuT yxe 0oJblle HE MOXET ObITh CKOMITIEHCUPOBaH
ycuneHueM perynsiuyu Na, 1.3, 9epe3 HECKOJIBKO MECALIEB 3TO
MPUBOAMT K HapacTarolleil TUChYHKIMHY HEHPOHAIBHBIX
ceTeil ¥ MosIBIeHUI0 (papMaKOPe3UCTEHTHBIX (heOPUTBbHBIX
1 aheOPWIHLHBIX SMWIEHTUISCKUX ITPUCTYIIOB, a TAKXKE CO-
MyTCTBYIOLIMX HapylIeHuit [11]. DTOT ke MeXaHU3M MOXKET
OBITb MPUYMHOM OTCYTCTBUS AMMICNTU(OPMHOI aKTMBHOCTH
Ha snekTposHuedanorpamme (D3I) y neteit ¢ C/1 B mepBbie
MECSIIbI WY TOBI 3a00JIEBaHMS M BOBMOXKHOTO TTOCTICIYIO-
1LIETO ee TOSIBJICHUSI C TeueHueM Xu3Hu [4, 15]. I1o Habmo-
nmenusiM A. Brunklaus v coast. (2012), B TiepBBIe 6 MeC XKMU3HA
y IeTeld, Y KOTOPBIX B TIOCJIIYIOIIEM ObLT YCTAHOBJICH TUarHO3
CII, oTMe4yaJioch HEOOJIbIIOE KOIMUYECTBO 3anuceii DO
C TIOSIBJICHMEM TaTOJIOTMYECKOM aKTUBHOCTH 1/WJIN 3aMel-
JIEHMEM OCHOBHOTO putMa. Kak yKa3bIBaloT aBTOpHI, Oojiee
yeM 3/4 neteit c TaHHBIM 3a00JIeBAHKEM UMEIOT aHOMATBbHYIO
MHTepUKTaIbHYI0 D3OI, KaKk npaBuio, K KOHLY 3-To roja
KU3HU, a HAJTMYME PAaHHUX MaTOJIOTMYeCKUX M3MEHEHMIA
Ha D3I mporHo3upyet doJiee TSoKenoe TeueHe 3a00JIeBaHUsT
M XYW TIporHo3 [15].

Tenepb pacCMOTPUM IMPUMEHEHME ITTOJy4YEHHOTO Jie-
TaJbHOTO MpeAcTaBiieHus o maroreHese CJI B moaxomax
K Ha3HAYeHWI0O NPOTUBOCYAOPOXHBIX IIpenapaToB
Ha HECKOJIbKMX INprMepax. [JITaBHBIM ITPUHIIMIIOM B Ha-
3HAYECHMU TIPENapaToB, YMEHBIIAIOIIX KOJIMIESCTBO ITPH-
CTYIIOB, SIBJISIETCSI MOIYJIMPOBaHUE TOPMO3HOI M BO30Y-
KIAIOIIel CUCTEM HEPBHBIX MMITYJIbCOB, a MMEHHO
YCUJICHUE TOPMO3HOM 1 CHIXKeHHE (DYHKIIMOHUPOBAHUS
BO30y>knalolieil cucreMbl. B KauecTBe nperapaTa nepBoii
JIMHUM B OOJIBIITMHCTBE CTPaH IIMPOKO MPUMEHSIETCS Bajlb-
npoeBagd Kuciiota [1, 26]. OCHOBHOI MeXaHU3M JECHCTBUAS
BaJILIIPOCBOI KMUCIOTHI 3aKJII0YAETCS B YBEJIMUYEHUN CHH-
Te3a u/wiu BbicBoOoXneHus1 TAMK, nHruoupoBaHus
pacriaga TAMK, a Takke yCUJIEHUU DKCIIPECCUM JeKap-
OOKCMJIa3bl TJIYTAMUHOBOM KUCJIOTHI, YTO CITOCOOCTBYET
BeicBoOOXIeHUI0 T[AMK 13 mpecuHanTHyecKux OKoHYa-
HUI ¥ IPEAOTBPAILIEHMIO €€ KaTaboIM3Ma IyTeM MHT MO -
poBaHust TAMK-tpaHcaMuHasbl. TeM caMbIM TTPOUCXOIUT
YCWJIEHHME TOPMO3HOM Iepenaun. Takke pacCMOTPUM TTPH-
MeHeHue nepammanena npu CI. [lepamnaHen sBiaseTcs
CEJICKTUBHBIM HEKOHKYPEHTHBIM aHTarOHMCTOM MOHO-
TporHbIX AMPA-TIyTaMaTHBIX PELIENITOPOB Ha MOCTCU-
HaNTUYECKMX HelipoHax. [lyramar — rjiaBHBINA BO30YyKIa-

1

0L HEMPOMEAMATOpP B LICHTPaJIbHOM HEPBHOM CHCTEME,
WUrparolliii BaXKHYIO POJib B aTOTe€HEe3€ psilia HeBPOJIOTH-
YeCKUX 3a00JIeBaHMI, BBI3BAHHBIX MEPEBO30YKIACHUEM
HelipoHoB. AKTuBauusis AMPA-pelienTopoB riiyraMaToMm
OTBeuaeT Ha HanboJjiee OBICTPYIO BO30YKIAIOIIYI0 CUHATI-
TUYECKYIO Iepeaady B TOJIOBHOM Mo3re. B pesynbrate yero
nepamnaHes UHruonpyet AM PA-nHAyLpoBaHHOE MOBbI-
[IeHWE BHYTPUKIIETOYHOU KOHIICHTPALIMY KAJTbLIUSI U 3HA-
YUTEJILHO YBEJIMYMBAET JIATeHTHbIN repron B AMPA-uHmy-
LIMPOBAHHONW MOJEIN SMUJICNTUYECKOTO IPUCTYIIA,
yYMEHbIlIask paboTy BO30YXIalOIIeil HEHPOTPAaHCMUCCHM.
C npyroit CTOpoHbI, Ha3HaYeHWE TaKUX IIpernapaToB, Mexa-
HM3M KOTOPBIX OCHOBaH Ha 0JIOKMPOBAaHMU HATPHUEBBIX Ka-
HAJIOB B TOPMO3HBIX HEIPOHAX, CTPOTo IIPOTHBOITOKA3aHO,
TaK Kak OyIeT 3HauYMTEJIbHO YXYyAIUaTb CUMIITOMAaTUKY
1 TSDKECTh TeYEHUsI TaHHOTO 3a00JieBaHUST BBUIY OCOOCH-
HOCTH OCHOBHOTO MEXaHU3Ma Pa3BUTHSI «KJIACCUIECKOTO»
C/1, ocHOBaHHOT'O Ha IOJIHOM WJIK YaCTUIHOM TToTepe (hyHK-
uuu (LoF, pLoF) HaTpueBbIX KaHAJIOB.

3aKknoyeHue

B Hacrosiee BpeMs C/I siBisieTcst onHOM 13 Hanbosee
M3Y4EeHHBIX (hOpPM reHeTHIecKoi anwierncur. Ha MHoroun-
CJIEHHBIX KUBOTHBIX MOJC/ISIX U 10 TAHHBIM KIIMHMYECKUX
HaOJTIIONCHMIA y IeTell CTajIi M3BECTHBI MEXaHU3MBI paOOTHI
HATPUEBBIX KaHAJIOB. BbIIM IToJTydeHbI BHAYAJIe SMITUPUYE-
CKMe JaHHBIC, a 3aTeM — 3KCIIEPUMEHTATbHOE TTOATBEPXKIIC-
HUe pa3InyHOi 3((PeKTUBHOCTU U HEADGHEKTUBHOCTH TTPO-
THBOCYIOPOXHBIX MPENapaToB C Pa3HBIM MEXaHU3MOM
nerctBus. JIydiire Bcero st naiueHToB ¢ CJI momaxonsiT Takue
TMpernapaThl, KOTOpble MOTU(MUIIMPYIOT HEHPOHHYIO Mepeaa-
4y — YCWJIMBAIOT TOPMO3HYIO ¥ YMEHBIIIAIOT BO30YKIAIOLIYIO
repenady, — a Takke Mx komouHaimsi. Ho Hu B KoeM citydae
HE CTOUT ITPUMEHSITh IperapaThl, yMEHbIIAIOIIME BIUSHUC
TOPMO3HOM Mepeaayr (B YaCTHOCTU OJIOKAaTOPbI HATPUEBBIX
KaHaJIOB), — 3TO MOXET CHJIBHO YXYAIIUTD 00IIee COCTOS -
HuE O0JIbHOTO.

Hecmotpst Ha Goublloe KOJUYECTBO UCCICI0BaHUI
u nyonukanuii, CJI B HacTosiiee BpeMs SIBISIETCS OMHUM
13 Haubosiee TPYAHO MONAAIOIINXCS JIEYEHNIO HEBPOJIO-
rM4YecKux 3a0ojieBaHU, a pobieMa MmoJadopa aaeKBaTHOMI
MPOTUBOCYIOPOXKHOM Tepaly OCTaeTCsI OCHOBOIIOIara-
IOLLIel BBULY MPOTPECCUPYIOLIETO TEUEHUST 3a00JIeBaHUS
U TSDKECTH KIIMHUYECKMX TTPOSIBJICHMIA.

[To HamemMy MHEHUIO, TPaBUWJIbHBIN TOA00P Teparnuu
Cll, accomupoBaHHOTO ¢ MyTalueit B reHe SCNIA, Bo3-
MOXEH TOJIbKO C MO3ULIMKU ITOHUMaHUS paboThl Helpo-
HaJIbHBIX KAHAJIOB B TOJIOBHOM MO3TE.
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Inunencus ABNAETCA OfHUM U3 Haubosee pacnpoCTPaHEHHbLIX HEBPONOrMYECKUX 3aboneBaHuii. HecMoTps Ha Hanuune
COBPEMEHHbIX MPOTUBOCYAOPOXKHBIX MPenapaTos, NpuMepHo y 30 % NaLMeHTOB He yaaeTcs AOOMTLCA KOHTPONS Hap na-
pOKCM3Mamu, pa3BnBaeTca PapMakoOpPe3NCTEHTHOCTb, HTO MPUBOAMUT K CHUMKEHMIO Ka4eCTBa XMU3HM, NOABNEHUIO COLNANbHBIX
1 MPOdeCcCUOHaNbHbIX OrPaHUYEHNIA, a TakKe CTUTMaTU3aLUK NaLneHToB B obLiecTBe. INnencus CONpPAXeEHa ¢ Hapylue-
HUeM paboTbl OAHON M3 Haubonee MeTaboNNYECKU aKTUBHBIX CUCTEM OPraHWU3Ma — LIeHTPaNbHON HEPBHOI CUCTEMBI, NPK
3TOM MPUCTYNbI MOTYT ObITb KaK NPUYMHOIA, TaK U CNEACTBMEM METabONMYECKMUX paccTporcTe. MeTabonomuka sBnsercs
HOBbIM, aKTUBHO Pa3BMBAIOWMMCA HAYYHbIM HaNpPaBAeHWEM U NePCNEKTUBHBIM UHCTPYMEHTOM ANA NOCTTEHOMHOrO uccne-
AOBaHUA NpU MOMOLLM U3yYeHUs GUONOTUYECKNX XKUAKOCTEN. N3yueHne meTabonoma npepcTaBnseT coboit aHanus coso-
KYMHOCTW HU3KOMONEKYNAPHBIX BellecTs (MeTabonuToB) opraHn3ma uinu 6uonornyeckoro 06pasua, BKIo4as pasnuyHsle
BELLeCTBa, TaK1e KaK aMUHOKUCNOTbI, OPraHUYecK1e KUCIO0TbI, Caxapa, CTePOMAbI, HYKNeoTUabl U Annugbl. B 063ope 0606-
WeHbI pe3ynbTaThl UCCNEA0BAHUI, KACAIOWMXCA POSIU METABOMYECKUX HApYLIEHWiT B anunenToreHese. [lposeaeH aHanus
Hay4HbIX Ny6AMKALMIA, NOCBAWEHHBIX OLEHKe MeTaboNoMHOT0 Npoduas Npu 3NUNENCUK, U3YYeHUIO ero 0CobeHHOCTeN
B 3aBMCUMOCTU OT (heHOTUNA 3aboNeBaHNs, OTBETa Ha Tepanuio. BepoaTHo, AanbHeiww e UccnefoBaHNs MeTabonomMa no-
3BONIAT BbIZENUTL HOBblE GUOMAPKEpbI, KOTOPbIE MOTYT GbITh MCMOJb30BaHbl B NpPOLECcCe AMArHOCTUYECKOTO MOMCKa,
B ONpefeNeHnn NporHo3a 3abonesaHns U nepcoHnbuKaLum Tepanuu.
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Epilepsy is one of the most common neurological diseases. Despite the availability of modern antiepileptic drugs,
up to 30 % of patients fail to achieve control over seizures and develop pharmacoresistancy, which leads to decrease in
quality of life, social and professional limitations as well as their stigmatization in society. Epilepsy is closely connected
with malfunction of one of the most metabolically active systems of our body — the central nervous system and seizures
can be the cause of this metabolic failure as well as its consequence. Metabolomics is a new, rapidly developing scientific
area and a promising tool for postgenomic research by studying biological fluids. The study of metabolome is the analysis
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of the combination of low molecular weight substances (metabolites) of an organism or biological sample, including various
substances such as aminoacids, organic acids, sugars, steroids, nucleotides and lipids. This review summarizes the results
of studies concerning the role of metabolic disorders in epileptogenesis. The analysis of scientific publications devoted
to the assessment of the metabolic profile in epilepsy, the study of its features depending on the phenotype of the disease,
and the response to therapy. Probably, further studies of metabolism will allow us to identify new biomarkers that can be used
in the process of diagnostic search, in determining the prognosis of the disease and personification of therapy.

Keywords: epilepsy, metabolome, brain metabolism
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Inunencus Kak dKTyaJibHaA

KJIMHNUYeCKas npo6nema

DNUJIeTICUS SIBJISIETCSI OMHUM U3 CaMbIX YaCThIX U MH-
BaJIMAM3UPYIOIINX XPOHUYECKIX HEBPOJIIOTMYECKMX 3a00-
JIeBaHUiA. M3BECTHO, YTO 3MMJIEIICUEH CTpagaloT OKOJIO
65 MiTH moneit o Beeit maHere [11], a okomo 1 % Hace-
JIEHUST BCETO MMPa HYXKIAETCs B ITOJTYYEHUN IOCTOSTHHOM
npoTuBocyaopoxkHoit Tepanuu [20]. YacTtora BcTpeya-
€MOCTH SITMJICTICM MEHSIETCS B 3aBUCIMOCTH OT BO3pacTa.
K Bo3pacTHBIM rpyniiaM ¢ HauboJiee 4acThIM AeOI0TOM
SMWIETICUU OTHOCATCS IETH MEPBBIX JIET XKU3HU U JIMIA
crapiie 60 JieT. MexnyHapoaHasi TPOTUBOSIIMICITUYEeCKAst
nura (International League Against Epilepsy, ILAE) B cBo-
eM o(puIIaTbHOM COOOIIEHUH IIpeIjiaracT IMarHoCTUPO-
BaTh 3MUJICTICUIO HA OCHOBAaHUM KaKOM-I1M00 U3 CIIEAYIO-
WX KIMHUIECKUX XapaKTePUCTUK:

* 10 KpaifHeii Mepe 2 HeCIIPOBOIIMPOBAHHBIX CYIOPOX-
HBIX IPUCTYIIA, pa3aeJIeHHbIC MEXIY COO0i MHTEepBa-
JIOM He MeHee 24 4;

* OIHOKpATHBIA HECITPOBOLIMPOBAHHBIN (MJIA pediek-
TOPHBIN) SMUICHTUYECKUI MIPUCTYIT B CIIydae, eCIn
€CThb YBEPEHHOCTb B BO3HUKHOBEHMH ITOBTOPHOIO
MMapoKcu3Ma B TedeHue cienytomux 10 et ¢ BeposiT-
HOCTBIO He MeHee 60 %;

* YCTaHOBJICHUE MMarH03a SIWICIITUYECKOTO CUHAPO-
Mma [11].

B cootBetrcTBUM ¢ faHHBIMU ILAE MOXHO BbIIEINUTH
6 OCHOBHBIX 3THOJIOTUYECKUX (haKTOPOB: CTPYKTYPHbIE,
TreHeTHMYeCKUe, UMMYHHBIC, MeTab0oIMIYecKre, MH(MEKII-
OHHBIC M HEYCTaHOBJIEHHBIC (3IMMJICIICUNM HEU3BECTHOM
3THONOrUN). B KIIMHMYEeCKOM MpakKTUKe HauboJjiee 4acTo
BCTPEYAIOTCs SMWICTICUU CTPYKTYPHOM M TeHETUUYECKOM
STUOJIOTMH, 0COOEHHO Y IMAalIMEHTOB C (DapMaKOPE3UCTEHT-
HBIM TeueHHeM 3abosieBaHus. Heo6XoaMMo OTMETHUTh, YTO
BBISIBJICHUE TIPUYMHBI IIPUCTYIIOB SIBJISICTCS BasKHEMIIIEH
3a/aveil, MOCKOJIbKY BO MHOTOM OIIpee/IsIeT TAKTUKY Be-
JIEHMS TTalIMeHTa ¥ BEIOOP aHTUAIMMJIETITUICCKMX TIpera-
patoB (ADII). I1pu 3TOM B OOJBLIMHCTBE CUTYaLIUii BEpU-
(ukanms CTpyKTypHOI MaTOJOTUM MO3Ta HE BBI3BIBACT
3HAYUTENBHBIX TPYAHOCTEN, MOCKOJIBKY MPOBENEHUE HEMl-
poBM3yaJlM3allMy OOJMUIaTHO ISl JI0OOro mMalueHTa

C BIIEPBbIC BO3HUKIIIUM apOKCU3MaIbHBIM COCTOSTHAEM.
B To xe BpeMsI METOAbI TEeHETMYECKOTO TECTUPOBAHMUS
He BCeraa A0CTYIMHBI B CUJTy OpTaHU3allMOHHBIX U 3KOHO-
MMYECKUX TTPUYUH, MHTEPIIPETALIMSI U MCITOJIb30BaHUE
TTOJTyYeHHBIX JaHHBIX TPEOYIOT CIeLIMaIbHbIX 3HaHMiA. Bce
3TO HEPEIKO SIBJISIETCSI IPUYMHAMU TO3IHETO BhISIBJICHUS
TeHEeTUYECKOM 3THOJI0ruu anuiencuu [27].

OcHoBY Tepanuu snuienicuu coctapisitor ADI, oa-
HaKo MPUMEPHO Yy 1/3 maliMeHTOB He yaaeTcsl JOOUThCS
KOHTPOJI Haj MPUCTyIIaMM, HECMOTPSI Ha Ha3HAYCHUE
dapmakoTepanuu [8]. 3abosieBaHUE JIOXUTCS TSKEJIbIM
OpeMeHeM Ha OOIIECTBO U CUCTEMBI 31PaBOOXPAHEHUS 10
BCEMY MUDY.

TpyaHOCTH 1MarHOCTUKU, JIeUeHUs] U ITIPOTHO31MPOBa-
HUS TeYCHUS SITMICTICUU B peajlbHON KJIMHUYECKO TTpa-
KTHUKE JeJIal0T aKTyaJIbHbIM IIOMCK HOBBIX OMIOMapKepoOB,
KOTOPBIE MOTIJIM ObI 00JIeT4aTh YCTAHOBJICHNE STUOJIOT N,
MPOTHO3MPOBaHNUE TeUEHMS 3a00JIeBaHUsI, €TO TTOTEHII -
aJIbHO# (hapMaKOpPEe3UCTEHTHOCTU M KOMOPOMIHOCTH.
OnHUM M3 TTePCIIEKTUBHBIX MHCTPYMEHTOB ITOMCKa 610~
MapKepoB B HACTOSIIIIEE BPeMSI SIBJISIIOTCS pa3IMUYHbIC Ba-
PYAHTBI METa0OJMYECKOTO TPOMUINPOBAHYSI.

MeTtabonunyeckue npoueccol u AnunenTtoreHes

TooBHOI MO3T — KpaiiHe 3Hepro3aBUcUMasi CUCTEMa,
ucnojb3ytomas 1o 20 % Bceit aHEpTUM OpraHu3Ma s
yIpaBieHUs 3JIEKTPUUYECKOI aKTUBHOCTBIO HEMPOHOB [33].
B kavecTBe OCHOBHOIO 9HEPTEeTUYECKOIO CyOCcTpaTa Bbi-
cTymnaeT rimoko3a. OHa TpaHCITOPTUPYETCS Yepe3 reMaTo-
sHIedaTMIeCKUi 6apbep B TKAHU TOJIOBHOI'O MO3ra, T
MPOMCXOIUT €€ METabOIM3M IMOCPEICTBOM TIMKOJIM3A.
B pesynsraTe od6pasyercs aneHo3UHTpUbocdaT — Kiroye-
BOE MaKpO3prudeckoe coearuHeHre. HeiipoHbl, OCHOBHOIM
SHEPronoTpeOrTeb, OIIMPAIOTCS Ha pabOTy HEWPOTINH,
B YaCTHOCTH aCTPOLIUTOB, ISl 00eCIICUeHUS SHEPreTUYe-
CKMX TIPOLIECCOB. ACTPOLIMTHI UI'PAIOT KpaliHe BaXKHYIO
pOJIb B 00€CIeUYeHUN SHEPreTHYECKOro roMeocTasa Io-
CpPEICTBOM pa3IMYHbIX MexaHu3MOB [3]. OHU 3amacaioT
[JII0KO3Y B (hopMe TJIMKOTeHa, KOTOPBIA MCIOJIb3YeTCsI
B MOMEHTHI BBICOKOI SHEPreTUYECKOil MOTPpeOHOCTH
IIPY OTCYTCTBUH JOCTYIIA K TIII0OK03¢. ACTPOLIUTHI 00ecIie-
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YUBAIOT MOTPEOHOCTh HEMPOHOB, IMOCTABJISAS UM SHEpre-
THYECKHE CyOCTpaThl B (hOpMe JIaKTaTa, IMpyBaTa, IyTa-
MaTa, TJIyTaMWHa, OCOOCHHO B MOMEHTHI BBICOKOM
sHepromnotpedHocTH [16]. B3auMooTHOILIEHUST HEIPOHOB
M aCTPOLIMTOB B HACTOSIIIIEE BPEMSI OITHMCHIBAIOTCS TEOPUEI
acTPOLIMTApHO-HENPOHAJIBHO-JIAKTATHOTO 11aTTiIa [29]. Ac-
TPOLIUTHI TTOTPEOJISIOT TIIOKO3Y TIPU TIOMOIIU OEJTKOB —
TPaHCIIOPTEPOB INIIOKO3bI, 3aT€M OHA TOIBEPTaeTCs Ipo-
lieccy INIMKOJIM3a, YTO BEAET K MPOU3BOJACTBY NUpyBaTa,
KOTOPBIN B HajbHelIIeM Ipeobdpasyercs B jJakTatr. [1pu
TOMOIIIY TPAHCIIOPTEPOB MOHOKApOOKCHIIaTa JJaKTaT TpaH-
CITOPTUPYETCS B HEUPOHBI, TIE CIIYXKUT KICTOYHUKOM 3HEP-
Uy MO0 HEWPOMOAYISATOPOM, OCOOEHHO B MOMEHTBI
¢dopMUpOBaHUS CUHATITUYECKUX CBsi3eit [24]. B HacTosiee
BpPEMSI UI3BECTHO, YTO aCTPOLIMTHI OOJIbIIIE 331V iCTBOBAHbI
B TIpolLiecce TIIMKOJIU3a U BBIIEIISIOT METaOOIUTHI TITI0OKO-
3bl, B YaCTHOCTH JIAKTAT, B MEXKKJIETOYHOE ITPOCTPAHCTBO.
HeiipoHbl XXe B OCHOBHOM HCITIOJIb3YIOT a3POOHBII MeTa-
00JI1M3M, 3a4acTyIO MPEANoYnTasi B KaYeCTBe MCTOUHMKA
SHEPrUU JIAKTaT TIII0K03€e. DTU pa3Inurs B MeTaboIMue-
CKHUX IYTSIX TakKe IMOATBEPKAAIOTCS UCCIEIOBAHUSIMU,
KOTOpbIE TOKa3aJIM Pa3Indusl B 9KCIIPECCUU TEHOB, PETy-
JINPYIOIIMX META00IMISCKIE MPOLIECCHI, MEXIY aCTPOLIM-
TamMu U HelipoHamu [22]. B acTpouuTax 6ojee BeIpakeHa
SKCIPECCUsI TEHOB, KOTOPhIE PETYJIUPYIOT BhIPAOOTKY
(bepMeHTOB, CIOCOOCTBYIOIINX TPpaHC(hOPMaLIUK ITUPYBa-
Ta B JIAKTaT, TOTAa KaK HEWPOHBI MPOAYLIMPYIOT OCJIKH,
OTBETCTBEHHBIC 3a 3aXBaT JIaKTaTa U €ro TPAHCIIOPT B MU -
ToxoHApuU. McciienoBaHusl TakKe MOKa3ajlu BaXXHOCTh
rpalMeHTa JakTaTa IJis1 obecredeHus: 3P(HeKTUBHOTO
TpaHcHopTa JJaKTaTa U3 aCTPOLIMTOB B HEMPOHHI [23].
Cynoporu xapakTepH3ylTCsl TUIIEPBO30YIMMOCTBIO
Y TUTICPCUHXPOHU3AIMEN HEHPOHOB. DTO MOXET ITPOKC-
XOIUTh BCJICACTBUE Pa3HBIX IPUYMH (TeHeTHUYeCKue ak-
TOPBI, OPTAHNYECKUE IMOBPEXKICHUSI TOJIOBHOTO MO3Ta,
BJIMsSIHUE (DAKTOPOB BHEIIHEH cpebl). BHe 3aBucuMocTu
OT 3TUOJIOTMH TIOSIBIISIETCS] BBICOKAsT 9HEPreTUIecKasl 1o-
TPeOGHOCTh BO BPEMSI TeHepaLMK CYI0POKHOM aKTUBHOCTH,
HeoOXoaMMast ISl ee TOPMOXKEHMsI, a IOCJIe MapoKCH3Ma —
JUJIST 0OeCIIeYeHsT MPOLIECCOB perapaluy KIeToK. DTU
(hbakThI yKa3bIBAIOT Ha TO, YTO MIOBTOPSIIOIINECS CYyTOPOXK-
HbIE COCTOSIHUSI OOJIMTaTHO M3MEHSIIOT SHEPIeTUICCKUE
MPOIIECCHI B KJIETKAX TOJIOBHOTO Mo3ra. PazBuBaroTcs 1o-
BpEXIEHMS, BbI3BaHHBIC IJTyTaMaTOM 1 CBOOOIHBIMU pa-
JIKajJaMu, HelipoBocIaJeHe, HapylIeHUe KJICTOYHOTO
roMmeocTasa. OmHaKO HEOOXOMUMO YYUTHIBATh, YTO BPO-
KIEHHBIE TeEKThl KIIETOYHOIO METa00IM3Ma, CBSI3aHHbBIE
C MyTallMsIMU T€HOB, KOAMPYIOIIMX OSJIKY MUTOXOHAPUIA
Wi (DepMEHTHI, YYaCTBYIOIINE B OCHOBHBIX OMOXUMMYE-
CKHX IIpOlIeccax, MOTYT caMu 110 cebe OBbITh MIPUIMHOM
CYIOPOXHOI aKTUBHOCTU. B M060M cirydae cymopokHas
aKTUBHOCTh XapaKTePHU3YeTCs MaTOJIOTMYeCKUM KPYyrom
MEeTabOoJIMYEeCKUX HApYIIEHU M 9KCAaUTOTOKCUIECKOTO
TTOBPEXICHUS TOJIOBHOT'O MO3Ta, UTO ellle OOJIbIIIE BIMSIET

1

Ha MeXaHW3Mbl, TeHepHPYIOIIUE TAaTOJIOTMYECKYIO BO30Y-
JIMMOCTb Y IPUBOJSIINE K HECTAOMIBHOCTU HEWPOHAb-
HBIX ceTelt [26]. Takum 06pa3oM, MOKHO CAENIaTh BBIBOJI,
YTO MeTabOIMYECKUE HApYIICHUS MOTYT SIBJISIThCS KakK
CJIEICTBUEM, TaK U MMPUYMHOIN CyTOPOT, a UX U3MEHEHUS,
OTpaKaroIMecs B UBMEHEHMSIX KOHKPETHBIX METaOOJIUTOB,
MOT'YT paCCMaTPUBAThCSI KaK OMOMapKep ISl OLICHKU aK-
TUBHOCTH MO3Ta M CJIYXUTb WHIMKATOPOM Pa3IMYHBIX
CTaauii AMUIENITUYECKOro Ipolecca.

B MOMeHT mapokcu3Ma MOBBIIIAETCSI MOTPeOIeHUE
[JIIOKO3HI JUTsSl 00eCTeueHMST BO3POCIIIE SHEPreTHYECKOM
MOTPEeOHOCTH, YTO BEIET K MPEUMYIIECTBEHHOMY 00pa3o-
BaHMIO JIAKTaTa. YPOBEHb INIMKOJIM3a TIOBBIIIACTCSI BO Bpe-
MsI CYIOPOT U CHIKAETCSI B MHTEPUKTAJIbHBIN TIEpHO, —
3TO U3MEHEHUsI, KOTOPHIE JIeXKaT B OCHOBE HA0JII01aeMOT0
HUKTaJIbHOTO TUIIEpMETa00IM3Ma U MHTEPUKTAILHOTO T -
romMeTtabom3ma. JJaHHbIe CABUTH MOTYT OBITh OTPaXKeHBI
B BUJIE JJAOOPATOPHBIX IMOKa3aTesIeii U CUUTAIOTCS OTHUM
13 OTJIMYMTEIBHBIX META00IMUECKHUX TTPU3HAKOB SITHJIETI -
cun. C. Guvenc u coanr. (2018) [15] uccnenoBanu MeTado-
JIMYECKYIO aKTUBHOCTh Pa3HBIX Y4aCTKOB FOJIOBHOTO MO3Ta
METOIIOM MO3UTPOHHO-3MUCCUOHHO TOMOrpaduu ¢ oKpa-
ckoii mpu nomouu 2-¢grop-[8F]-2-ne30kcu-D-ImoKo35l.
BbL10 ycTaHOBIEHO, YTO pa3HbIe y4aCTKU FOJIOBHOTO MO3-
ra HaxOAMJIMCh KaK B COCTOSTHUM TUIIOMeTabo 3Ma (BH-
COYHAas U 3aThIJIOYHAsS JOJIM), TaK U B COCTOSIHUM TUTIepP-
MeTaboM3Ma (BUCOYHAS 10JIs1, TaJlaMyC, MO3KEUYOK). DTO
MOXET YKa3bIBaTh Ha TO, YTO BHE 3aBUCHMOCTHU OT THIIA
M3MEHEHMST METa00INIECKUX ITPOIIECCOB OHM MOTYT IpU
3TOM BJIMSITh Ha TIpoliecc HelipoTpaHcMuccun. CMeIleHe
MPOIIECCOB B CTOPOHY INIMKOJIM3a B a3POOHBIX YCIOBUSX
BO BPEMsI CYJIOPOT TAKXKE COIPOBOXIAETCS MTPOLYKIIHECH
JIaKTaTa, YTo HaltoMuHaeT heHOoMeH BapOypra B pakoBBIX
knetkax [6]. Tak, B ucciaemoBanuu R.S. Alqurashi u coaBT.
(2021) [1] Ha MoaenaX MbIIIElH ¢ Me3UaJIbHON BUCOUHOM
srmencuii ¢ aHanu3oM MPHK, 6en1koB 1 meTabonuToB
TUIIIIOKAMIIa aBTOPHI BHISIBWJIM MOBBIIICHUE a3pOOHOTO
[JIMKOJIM3a B SNUJICITOT¢HHOM TUIIIIOKAMITIE B COYeTaHUM
C YBEJIMYCHHEM aKTUBHOCTU CHTHAJIbHOTO MyTH Wnt,
5-aneHo3MHMOHO(OoCc(haT-aKTUBUPYEMOI MPOTEeMHKUHA-
36l 1 myTd MTOR. TloBbllIeHUE MeTab0IM3Ma TTIOKO3bI
B UKTaJIbHOM TE€PHOE MOXET ObITh CIIOCOOOM aKTUBALIMU
IUTACTUYECKUX TTPOLIECCOB TOJIOBHOI'O MO3ra, TaKUX Kak
[JIM03, HEMpPOreHe3 M aKCOHaJbHBIN pocT. [1oko3a He
TOJIBKO SIBJISIETCS CyOCTPaTOM IS CO3MaHUs aleHO3MH-
Tpudocdara, HO TakKXKe UTpacT PoJib METa0OJIUYECKOTO
MpeKypcopa Uis psiaa HelipoMeaTuaTopoB (alleTHIIXOJIMH,
rjiyramaT, raMMa-aMMHOMAcIIsIHasE Kuciiota, D-cepuH,
[JIMLIMH 1 acriaptart) [9]. U3aMeHeHus: B MeTabouTax, ooec-
MEeYMBAIOIINX SHEPreTUYECKIE MPOLIECChI, TAKUX KaK IITI0-
K03a, HeiipOMeIMaToOPbl M HEWPOMOIYJIATOPHI, BEPOSITHO,
MPUBOMAAT K IJIACTUYECKUM M3MEHEHMSIM B TOJOBHOM
Mo3sre. Kak ObLIO yKazaHO paHee, BaXXHBIM CJIEICTBHEM
YBEJIMYEHUS TOTPEOJICHMS TIIMKOT€HA Y TJIIOKO3bI B UKTAJIb-
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HOM TIEpHOJIe SIBJISIETCSI 00pa30BaHue JaKTaTa U3 IMpyBa-
Ta MoJ ACUCTBUEM JaKTaTaeruaporeHassl. Odpa3oBaHue
JIaKTaTa BO BPEMsI CyIOPOT MOXET YCUJIMBATh ITaTOJIOTH-
YECKYI0 aKTUBHOCTb. DTO MOATBEPXKIAETCS HAHHBIMU
0 TOM, YTO MHTMOUTOPBI JJAKTATACTUAPOTeHa3bl MOTYT OKa-
3bIBaTh MpoTHBOCynopoxkHoe aelictBue [30]. [1pu uHru-
OMpPOBAHUM JIAKTATACTHAPOTeHa3bl, BEPOSITHO, IIPOMCXOIUT
M3MEHEHUE TPOLIECCOB INIMKOJIM3a, YTO YMEHbIIIAeT J10-
ctynHocTs NAD™ 1 yenamBaeT OKMCIIUTENBHBIIA MeTab0-
JIU3M TMpyBaTa B MUTOXOHIPUSIX. ECTh Takke MaHHBIE,
yKa3bIBaOIKMe Ha HapyleHUs paboThl (hepMEHTOB MUTO-
XOHZIPUIA, KOTOPBIE 3a[IciiICTBOBAHBI B ITUKJIE TPUKAPOOHO-
BBIX KHCJIOT, TIOJ ACHCTBUEM CYIOPOXHOI aKTMBHOCTU
[32]. Takum oOpa3oM, B TTOCAeAHME TOIbl TOMUMO KJlac-
CHYECKOI0 MOIX0Aa K CyIOpoTraM M MOJIEJISM CYIOpPOT,
MpY KOTOPOM OCHOBHOI (DOKYC BHHMMAaHUSI HaIlpaBiIeH
Ha paboTy MOHHBIX KaHAJIOB M PELIENITOPhI HA IIOBEPXHOCTH
HEIPOHOB, B IPOLIECCE U3YUEHMSI SIIETICUM 1 TIOMCKA HOBBIX
TTOJIXOJIOB K €€ JICYUCHUIO OblIa OTMEUYEHA 3HAUUTE/IbHAsI POJIh
MeTabonmyeckux mpoueccoB [2]. Takke CTOUT OTMETUTh
MOTEPIO aKTYaJTbHOCTH CJIOXXUBILIETOCS B SIMJICIITOJIOT UM
«HEWPOHOIEHTPUYHOro» Toaxoaa. Heitpornus B 1ieom
M aCTPOLIUTHI B YACTHOCTU MOTYT MMETh HE MEHBbIIIee 3Ha-
YyeHHe B (pOpMMPOBAHUY T1aTOJIOTMYECKON aKTUBHOCTH,
MPUBOISIIIEH K CYTOPOXHBIM IPUCTYIIAM, IIOCKOJIBKY OHU
HEpPa3pbIBHO COCAMHEHBI META0O0IUYECKMMU CBSI3SIMH
C HEipOHaMM B IPOIIECCE IHEPTETUUECKOTO 00eCTIeueHYS
TOJIOBHOTO MO3Ta KaK €IMHOM CUCTEMBI.

MeTa6onuyeckoe npocunuposaHme

npu anuaencuu

MeTtabosomuka — 3¢ GEKTUBHBI UHCTPYMEHT IS
ITOCTTEHOMHOTO MCCJICIOBAHUS MPU ITOMOIIY M3YYEeHUSI
ouosornyeckux xkuakocteii [18]. TepMUHBI «MeTabOTIOM»
U «MeTaboJOMMKa» Hayajyd IIHPOKO MCIOJb30BaThCS
TOJIBKO B Te4eHUe nociaeaHux 20 JIeT, HeCMOTPSI Ha TO YTO
XMMUYECKOE MPoGUIMpoBaHre OMOJIOTMYECKIX 00pa3IoB
MPY MOMOIIU XpoMaTorpacuu ObUIO JOCTYITHO HAYMHAask
¢ koHua 1940-x rogos [35]. TexHuyeckue OTOCTHKEHUS
B 1970-x romax B 00;1aCTH aBTOMaTUYECKUX aHAJTU3aTOPOB,
XpoMartorpachuu 1 Macc-CIeKTPOMETPUM 3HAYUTEIHBHO
pacUIMpPWIM aHAJTUTUIECKHE BO3MOXHOCTHU TIPEIIICCTBY-
IOIIX METOIOB, ITO3BOJIMB OCYIIECTBIISATH OBICTPOE OIpe-
JieJieHre OOJIBIIOro KOJIMYECTBa XMMHMYECKUX BEIIECTB
B OMoyiornueckom obpasiie. B HacTosiee BpeMst HaOI10-
JTAETCH eIl OMUH TeXHOJIOTMYECKUIA CKaYOK B CITOJIB30-
BaHUU MeTo/a, 00YCIOBICHHBI! MOSIBJICHUEM B HAyYHOM
apceHajie OrPOMHBIX BBIYMCIUTEIbHBIX MOIIIHOCTEM, KO-
TOpBIE TTO3BOJISIIOT aHAJIM3UPOBATh, CPABHUBATD U CO3/1a-
BaTh HAa OCHOBE MOJTYyYeHHON MHMOPMAIIUK ITPY TOMOIIN
MAaIIMHHOTO OOy4YeHUs] HEeJOCTYITHbIE paHee MPOTHO3bI.
[pu n3yyeHM OUOIOTMYECKUX KUIKOCTEN UCIOJIb3YIOT-
Cs pa3jIMYHbIe aHAIUTUYECKME TEXHMKU pa3maeicHUS
M JACTEKIIMU, TaK1e KaK ra3oBas XpoMmarorpadus, Xumi-

1

KOCTHasi xpoMartorpacdusi B COYeTaHUM C MacC-CIIEKTPO-
MeTpUell U SIepHOl MarHUTHO-PE30HAHCHOM CIEKTPO-
CKOITUEM.

MeTab0I0oM COCTOUT U3 COBOKYITHOCTH BCEX MaJIbIX
XUMMUYECKMX MOJIEKYJ OpraHu3Ma W OMOJI0THYECKOro
o0paslia 1 BKJIIOYAET pa3UyHble BelllecTBa, TaKUE KakK
AMMHOKMCJIOTBI, OpTaHMYECKUE KUCIOThI, caxapa, CTepOU-
JTbI, HYKJICOTU/IbI U JIATTHABL. MeTaboIMThI — 3TO HEOOJIbIIINE
MOJIEKYJIbI, KOTOpble XMMMWYECKU TpaHCHOPMUPYIOTCS
B ITpoLIECCe METaboIM3Ma U, TAKMM 00pa3oM, MOTYT CITy>KUThb
TIOKa3aTeJIeM KIIETOYHOTO (DYyHKIIMOHUPOBaHust. B ormane
OT IF€HOB Y NTPOTENHOB, (PyHKIIMS KOTOPBIX CBS3aHa C 31U~
TeHETUYECKOM peryssiieil 1 MOCTTPaHC/ISIIMOHHOIR MO~
(ukanueit COOTBETCTBEHHO, METAOOJIMTHI CITyKaT MPSIMBIM
OoTpaxkeHHeM OMOXUMHUYecKol akTUBHOCTU. [loaToMy mx
MOXKHO HaIpsIMyIO CBS3aTh ¢ (DeHOTUIIOM 3a00JieBaHMs [28].
B Hacrosiee Bpemst MeTaboIOMUYECKIE UCCTIEIOBAHMS yKe
YCIIEIITHO MPUMEHSIOTCS B U3YYEHUM PA3IMYHbBIX HEBPOJIO-
rmyeckux 3adosesanHuii [4, 18, 21].

B CBsI311 ¢ OTHOCUTEIEHOM «MOJIOIOCTBIO» METO/IA Y 3HA-
YUTEJbHBIM PaCIIUPEHNEM €r0 BO3MOXKHOCTE! JIUIIb B M0~
cJielHVe TOoAbl B HACTOSILEE BpeMs TOJBbKO HEOOJIbIIOe
KOJIMYECTBO META0OJOMUYECKUX UCCIEIOBaHUI ObLIO TO-
CBSIIIEHO U3YYEHUIO MTPOOJEeMbl SMMICHTOreHe3a 1 3Mu-
nencuu [17].

YuuTbiBas, 4TO MWIETICUS SBISETCS MPSIMBIM CIIe[I-
CTBUEM pabOTHI OHOI U3 Hanbojee META0OJIUYECKU aK-
TUBHBIX U 9HEPTOMOTPEOIISIIOIINX TKAHE ! YeT0BeUEeCKOro
OpraHu3ma — LIEHTpaJIbHON HEPBHOM CUCTEMbI, UCCIIEI0-
BaHMSI MeTaboJioMa MPEACTaB/SIOT CO0Ol KpaliHe Iep-
CMEKTUBHBIN MHCTPYMEHT IS IOHMMAaHUSI MEXaHU3MOB
SIUJIETITOreHE3a U BBISIBJIEHUSI MapKepoB Ipoliecca, Ko-
TOpbIE MOXKHO ObLIO OBl UMILJIEMEHTUPOBATh B ITPaKTHUYE-
CKYIO JeSITeJIbHOCTh Bpaya.

K Hacrosiiemy BpeMeHH 3TO HallpaBiIeHUE UCCIeI0-
BaHUI HAYMHAET aKTUBHO Pa3BUBAThCS, YK€ MOXHO BbI-
JeJIUTh Psl paboT, MOCBAIIEHHBIX TaHHOU Teme. CToUT
OTMETHUTb, YTO MPOBOJMMbBIEC UCCACAOBAHMS TOCBSIIICHBI
pa3HbIM acleKTaM HU3yYeHUs SMUJIETICUU, OT U3YYEHMUS
MeTabO0JIOMUYECKUX U3MEHEHUH Y MallMeHTOB C KOHKPET-
HBIMU (hOpMaMU SMWIETICUM 10 (hapMaKOPe3UCTEHTHOCTHU.
Tak, Y. Zhu u coast. (2017) [36] ucnonb3oBanu 2-pTop-
['8F]-2-ne30KkcH-D-IT0Ko3y B COYETAHUH C TO3UTPOHHO-
SMMCCUOHHOM, KOMITbIOTEPHOU 1 MaTHUTHO-PE30HAHCHOM
ToMorpacuelt Il BBISIBICHUS CBSI3U MEXIY HapyIlIeHHbIM
MEeTa0O0JIM3MOM IJIFOKO3bI U TSLKECThIO CYTOPOXKHBIX TTPU-
crynoB. B Beibopke 13 100 malreHToB JeTCKOTO BO3pacTta
¢ (hapMaKOpPEe3UCTEHTHOU 3MWIeTNCUeil NCMOJb30BaI0Ch
CTaTUCTUYECKOE MapaMeTpU4ecKoe KapTUpOBaHUE IS
OLIEHKU UHJeKCa aOCOMIOTHOM CUMMETPUU. DTOT MHIEKC
HampsIMyI0 YKa3blBaeT Ha BpeMsI BOSHUKHOBEHMUSI CYTOPOL.
Y nmanuueHTOB, BKJIIYEHHBIX B JaHHOE MCCJIEIOBaHUE,
HMMEBIINX B TEYCHUE MeCs1Ia CyIOPOXKHbIE TPUCTYIIbI, ObI-
JIU BBISIBJIEHBI U3MEHEHUSI MeTab0IMYeCKOi aKTUBHOCTHU
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TOJIOBHOTO MO3Ta, B OTJIMYME OT MALIMEHTOB, HE UCIIBITHI-
BaBIIIMX CYyIOPOI B T€YEHUE TOTO e IMeproaa BPEMEHH.
Taxcke MHIEKC aOCOMIOTHOM CUMMETPUH ObLT HYXKE BO BTO-
poii rpymme. DTU AaHHbIE YKA3bIBAIOT HA CYILIECTBOBAHUE
CBSI3M MEXKIY U3MEHEHMSIMM METa0O0IMYeCKOM aKTUBHOCTH
TOJIOBHOTO MO3Ta 1 TSDKECTBIO SMMJICIITUYECKOTO TIpoliecca.
Pesynsratel uccnenosanust T. Govil-Dalela u coasr. (2018) [13]
TaKXKe YKa3bIBalOT Ha CBSI3b MEXKIY HapylleHUeM MeTabo-
Jm3Ma 1 hapMaKope3UCTEHTHOCThIO anuterncuu. Mccie-
noBaHUe 41 CHUMKa ITO3UTPOHHO-3MUCCUOHHOM TOMOIpa-
(buy manyeHToB AETCKOro BO3pacTa MO3BOJMIIO aBTOpaM
ceslaTh BBIBOM O CBSI3UM TMITOMETa00IM3Ma B TOJIOBHOM
MO3TI€ C MOBBIIIEHHBIM PUCKOM (hapMaKOpPe3UCTEHTHOCTH
W 3aICPKKU Pa3BUTUSA Y JeTei. DTO MCCIea0BaHUe MHTE-
PECHO TeM, 4TO, KaK IPaBUIIO, SMMIETICUS aCCOLMUPYETCS
C yCWJIEHHEM MeTabo/IM3Ma, TOIIa KaK ITOTydeHHbIe TaHHbIC
ITO3BOJISIIOT CHIeJIaTh BBIBOM, YTO M3MEHEHMSI METaboIM3Ma
B CTOPOHY €T'0 CHIKEHUST TAKXKE MOT'YT OKa3bIBaTh 3HAYMMOE
BJIMSTHUE Ha snuienTrudeckuii nmpouecc. B padote A.B. Godoi
1 coaBr. (2022) [12] Takzke nmojtydeHbl JaHHBIE, YKa3bIBAIOLIINE
Ha TO, YTO TUIIOMETa00JIM3M CBSI3aH ¢ (hapMaKOPE3UCTEHT-
HOCTBIO Y ITAlIMEHTOB C ME3UATbHBIM BUCOUHBIM CKJICPO30M.
Y 20 manMeHTOoB, Y KOTOPBIX OTMeYajlach Pe3UCTEHTHOCTh
K Tepanuu (U3 28 o0cienoBaHHBIX MALIMEHTOB), YPOBHU
MeTabOoJIMTOB, U3MEPEHHBIC TIPU TTOMOIIN ITPOTOHHOTO
MarHuTHOTO pe30HaHca, ObLUIA 3HAYUTEIbHO 00JIee BBICO-
KM [0 CPaBHEHUIO ¢ MallMeHTaMU-pecrioHaepamu. OT-
MeYaJIoCh ITOBBIIIIEHUE YPOBHE TMAPOKCUOyTHpaTa, N30-
JIEWIIMHA, TIPOJIMHA U JIMIIOMPOTEUHOB MPH TTOHMXXEHUHT
YPOBHE TJTIOKO3bI M MOJIMHEHACHIIIIEHHBIX XXUPHBIX KHC-
J10T. VI3 mpencTaBieHHBIX JTaHHBIX MOXHO C/IeJIaTh BHIBOI
0 TOM, YTO YCUJICHUE aMUHOKHUCJIOTHOTO OOMEHa COTpsIi-
>KEHO C HapyllIeHMeM OMO3HEePreTMIECKMX peakinii. M3o-
JICUIIUH, TUTIONPOTEUHBI U -TUAPOKCUOYTUPAT YUaCTBY-
10T B PETYJISIIMK MOTPeOJICHUST TII0KO3bI, 00ecIeunBast
aJIbTepHATUBHBIC IYTU IPOAYKIIUU MaKpPOIPIUYCCKUX
coenmuHeHUi. [IponarH e HeoOXO0IUM IS IIPOU3BOACTBA
rJyTamara, o0JIaalolero Bo30yKIalonM IeCTBUEM Ha
LIEHTPAJIbHYIO HEPBHYIO CUCTEMY U CITOCOOHOI'O YBEIUYUTD
YacTOTY CYAOPOXHBIX MPUCTYIIOB. S. Heischmann u coaBT.
(2016) [19] uccaenoBaa MeTabOIOM TUIIITOKAMITA U TLIa3-
MBI KPOBU Ha MOJEJISIX KPbIC ¢ ME3UaJbHOI BUCOYHOM
SIWJIETICUEN Ha pa3HBIX 3Tallax SMWIEIITOreHe3a. ABTopa-
MM OBUTO OOHAPYXKEHO, YTO pa3BUTHE 3a00JI€BaHUST MMEJIO
CBA3b C UBMEHEHMAMU METaOO0IM3Ma BUTaMiHa D5, KoTo-
DHIii BaxkeH TS (DYHKLIMOHUPOBAHUSI MUTOXOHIPHIA, OKHC-
JINTEIbHO-BOCCTAHOBUTEIBHBIX ITPOIIECCOB U MOAYJISILIUN
UMMyHUTeTa. Takke ObUIM BBISIBJICHBI CIIBUTH B YPOBHSIX
JIMTIUIOB, afeHO3WHa, LUTPYJUIMHA, KETYHBIX KUCIOT
u crepounoB. H.L. Guo u coast. (2023) [14] npoBenu
OIHOLICHTPOBOE PETPOCIIEKTUBHOE KOTOPTHOE MCCIIEIO-
BaHME C UCIOJIb30BaHUEM O0PA31I0B IIa3MBbl Y JCTEl, TT0-
JIy4aBIIMX MOHOTEPAITUIO BaJIbIIPOATaMU WJIM KOMOMHM -
POBaHHYIO TepaIuio, B KOTOPOil OJHUM M3 IperapaToB

1

ObLI BaJIbIIpoart. B vcciiemoBaHUM NCTIOIB30BAIN XKUIKOCT-
HYyI0 XpoMaTorpaduio B COYETAHUU C MACC-CIIEKTPOME-
TpUel 151 aHaIu3a IoKa3zaTesieid y 90 maiueHToB ¢ LEeIbIo
YCTaHOBUTD CBS3b MEXIY METa0OJIMYECKUM U JIUITUIHBIM
npoduieM hapMaKOpe3UCTEHTHBIX MallMeHTOB. bbliu
BBISIBIICHBI TTOBBIIICHHBIC YPOBHM JIUITUIOB W TIIIOKO3HI,
a TakKe CHIDKEHME YPOBHEM MOJIMHEHACHIIIIEHHBIX XHP-
HBIX KHUCJIOT, IITpaTta U L-TupokcuHa. DTH pe3yabTaThl,
OJTHAKO, IPOTUBOpPEYAT Pe3yJIbTaTaM IPyroro nccjeaoBa-
Husi, npoBeneHHoro F. Murgia u coast. (2017) [25].
B nanHom ucciaenoBanuy 70 B3pOCIbIX MALIMEHTOB pa3/e-
Juan Ha 3 rpynnsl: 1) 3mopoBeie (7 = 35); 2) MauMeHThI
¢ snunernicueit (n = 18); 3) maluueHTHI ¢ (papMakopesu-
cTeHTHOM sanunericueit (n = 17). Ilpu apmakope3ncTeHT-
HOI SMWJICTICUM OBbUIO BBISIBJICHO CHIXKEHHUE YPOBHEM
IJIIOKO3bI U JIAKTATA Y ITOBBIIIIEHUE YPOBHST KETOHOBBIX TeJI
(B-ruppokcubyTrpaTa u anetoaierara). CTOUT OTMETUTD,
YTO MOTPeOJICHNE SHEPTUU MPU 3TOM BCE PaBHO OBLIO
BBIIIIE, TOCKOJIbKY KETOHOBBIE TeJla, BOBJIEKAsICh B OO
MyTH KaTabonusMma yepes Luki Kpebdca, moBbIIIAIOT MPO-
IYKIUIO aneHo3uHTpugochara, ooecrneynBaloero Hei-
poHbI 3Heprueii. [IpuMeuarenbHa padorta L. Boguszewicz
u coasT. (2019) [5], roe ueHTpadbHOI TUITOTE3011 OBLIO
HaJIMYYe IPY SIUJICTICUY «YHUKATbHOM XMMUUYECKOM ITOJT-
MMCH (CUTHATYPhI)», BOZHUKAOIIEH BCICICTBUE €CTECT-
BEHHBIX IIPOLIECCOB M META0OJIMUYECKHUX ITPOIIECCOB B TO-
JIOBHOM Mo3re. B ucciienoBaHMM NpUHUMAIN y4acTHe
48 TIallMEeHTOB, pa3[ejCHHBIX Ha 2 TPYIIIbL: MallMeHThI
C YCTAHOBJIEHHBIM IMarHO30M sMnuiaencuu (n = 28)
U KOHTpoJbHag rpymmna (n = 20). B cBoro ouyepensb, rpyrmna
MalMEeHTOB ¢ ANWJIeTICUei OblIa pa3mesieHa Ha 2 TTOArpyIl-
IbI: TTAUMEHTHI C TTapoKcu3MaMu (n = 12) U MauueHThI
C JIOCTUTHYTBIM KOHTPOJIEM HaJ MpUCTYIaMu. Y Bcex Ia-
LIMEHTOB C YCTAaHOBJIEHHBIM TUATHO30M SIWJICIICUM OTIpe-
JISJISTV KOHLIEHTPALIUIO BAJIbIIPOSBOI KMCIOTBI B CHIBOPOT-
Ke KpoBHU (0Ha ObLIa B IIpeesiaX hapMaKOKMHETHIECKOTO
JIMara3oHa), Y BCeX U3 HMX ObLIM COXpaHEeHbI (QYHKIIMHU
IEYCHU U TTOYEeK, B TOM YMCJIe OTMEYaIUCh HOPMaJIbHbIC
YPOBHU TpaHcaMMHa3. Bce neTu, BKIIIOUeHHBIE B UCCIIEN0-
BaHUeE, He MMEJIM 04aroBOi HEBPOJOTMYECKOM CUMITTOMA -
THUKU, 3aJePKKU Pa3BUTHUSI WIM XPOHUYECKMX 3a00JieBa-
Huii. [TojlydeHHBIE JaHHBIE MOKa3ajlM, YTO IMAIlMEHTHI
C MuMIeTICUe UMEJIA TIOBBIIIEHHBIC YPOBHU N-alleTHI-
rJyTamara, JlakTata, KpeaTuHa, [IMLMHA U JIUTTUI0B, TOT-
Jla KaK YPOBHM LIMTpaTa M XOJIMHA ObLIM CHMXXEHBI 10
CPaBHEHMIO C KOHTPOJILHOM TIPYIINOi. BbUIM BBISIBICHBI
3HAYMMBbIe METa0OJJOMUYECKUE PA3INIMS MEXKIY J1eTbMU
C PE3UCTEHTHOM 3MWIIETICHE 1 KOHTPOJbHBIMU TAllUEeH-
TamMu 0e3 snujencuu B Bo3pacte 2—48 mec. JlaHHOe UC-
cJeqoBaHMe MOKA3bIBaET, YTO METa0OJOMUYECKIE pa3JIv-
Yhsl €CTh HE TOJILKO Y 3I0POBBIX JIOACH M MAlMEHTOB
C BIWIENICUEl, HO TaKXKe MEXIy IpyrniiaMM MalieHTOB
C pa3IMYHBIM TeUueHUEeM 3abojieBaHus. boibloe Koanye-
CTBO UCC/IEIOBaHUI KOHLIEHTPHMPOBAJIOCH HA OOMEHE XKUP-
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IIETCKOM
HEBPOAOT UM

HBIX KHUCJIOT, ogHako uccienopanue T.H. Saleem u coaBT.
(2019) [31] yka3bIBaeT Ha CBsI3b MeXIy (papMaKopesu-
CTEHTHOM 3IUJIETICUE U METa00IM3MOM aMUHOKMCIIOT.
B uccienoBaHnm olieHUBaIM aMUHOKUCIOTHBIN TTPOMIIIb
IJIa3MbI KPOBH Y 30POBBIX U MAIIMEHTOB ¢ (hapMaKope3u-
CTEHTHOM 3nuJjercueii. Bpuio BBISIBIEHO IOBBIIICHUE
YPOBHSI TaKUX aMUHOKHCJIOT, KaK IJIyTamaT, apruHUH,
[JIMIWH, (heHWIalaHUH, JISULIMH ¥ TaMMa-aMIHOMACIISTHast
KUCJIOTA. Y TAalMEeHTOB C (DapMaKOPe3UCTEHTHOM SIMIIETT-
cuelt Takke HabIIoaa0Ch CHIDKEHIE YPOBHEN TMCTUIMHA,
WU30JICHIIMHA, JIM3UHA, TPEOHWHA 1 TaypuHa. [1o naHHBIM
aBTOPOB, MAIIUEHTHI C ITOBBIIICHHBIM ITPOMUIEM aMUHO-
KUCJIOT C Pa3BETBJICHHOI OOKOBOI LIETIbIO 00JIee CKIIOHHBI
K (hapMaKOpE3MCTEHTHOMY TCUCHUIO STUJICTICUU.
Heckonbko uccienoBaHuii MOKa3aiM, 4To U3MEHEHME
YPOBHSI CUCTEMHBIX ITPOBOCTIAIUTEILHBIX HEMPOMEIMAaTOPOB
MOXKET CJTY>KMTb MapKepoM (papMaKOpe3UCTEHTHOM SIS~
cun. Tak, Hanpumep, B padote O. Ethemoglu 1 coaBr. (2018)
[10] oueHMBaIM YPOBHU OKCUIAHTOB U MHTEPJECHKUHOB
y alyeHToB ¢ anwiercueit (n = 59). Habmonanvch noBbl-
IIIEHKE YPOBHSI IIPOBOCHAIUTEILHBIX MAPKEPOB, YBEIMIYECHHUE
(bepMeHTHOIT aKTHBHOCTY OKCUIAHTOB. DTO MTO3BOJISIET IPE/I-
ITOJIOXKUTD, YTO HapyIlIeHUe MeTaboIM3Ma MEIMaTOPOB BOC-
TaJIeHUS] MOXKHO CBSI3aTh C HEMPOBOCIIAJICHEM,, OKCHIATHB-
HBIM CTPECCOM M YCKOPEHHMEM Ilepexoia SIWICTICUU
B chapMakope3srcTeHTHoe TedeHue. J. Choi u coast. (2009) [7]
TaK>Ke HAOJIIOIa/IM TIOBBIIIEHYE YPOBHEM IIPOBOCIIAIATE b~
HbIx XeMokHoB CCL2, CCL3, CCL4 u CCLI11, unrepneii-
KUHOB 6, 8 1 13, 4TO IMO3BOJIMIIO CBSI3aTh HEMPOBOCTIAJICHHE
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PYCCKUN

sy IETCKOM
HEBPOAOT' MU

CuHapoM Mukpouebaaiuu ¢ KalWUISIPHBIMA Majib-
dopmarmsamu (MIC-CAP-cunapom) (OMIM: 614261) —
KpaifHe peaKoe reHeTHIeCKoe 3a00JIeBaH1E C ayTOCOMHO-
pPELIeCCUBHBIM MEXaHM3MOM HacJIeJ0BaHUs, BbI3BAHHOE
MyTauueit B reHe STAMBP. TlepBbie ciyyau cUHApoMa
ObLTM onvcaHbl 1 onyomkoBaHbl M. Carter v coaBT. B2011 1.
DTUMU K€ aBTOPaMU ObLUTU BbIIEIEHBI OCHOBHBIE MPOSIB-
JIeHUsT 3a00JIeBaHUST; MUKpolLiedanusi, MHOXECTBEHHbIE
KaITWJUISIPHbIE aHTMOMBI, JJOKAJIM30BaHHbIC Ha KOXE Ty-
JIOBHUIIIA M KOHEYHOCTE, a TakKe (hapMaKOpe3UCTEHTHAsI
snuencus [3]. Y Bcex onmucaHHBIX B HACTOSIILEE BpeMs
MalMeHTOB OTMeYajach 3aep>KKa IICUXOMOTOPHOTO pa3-
BUTHS PA3IMYHON CTENeHU BBIpakeHHOCTH. [le0roT oc-
HOBHBIX CUMIITOMOB B OOJIbIIIMHCTBE CIy4acB OTMEYAeTCs
C POXIECHMSI, OJHAKO OMMCAHBI CJIy4ad ITO3IHEro Havaja
3a0oneBaHumsl [7]. YacToTa BCTpeuaeMOCTH JaHHOTO CUHIPO-
ma coctanisieT <1:1 000 000. ITepBblii KTMHUYECKUI ClTydait
MIC-CAP-cunnpoma B Poccnu Ob11 onmcad B 2016 .
H.C. lemukoBoii u coaBr. [1]. B HacTosiiee BpeMst BO BceM
mupe onucaHo okoso 30 ciiydaes.

3a pa3BuTHe 3a00JIeBaHUSI OTBETCTBEHHA IBYaJICTh-
Hast myTaius B reHe STAM BP, xogupytoiieMm 6e1ok STAM,
KOTOPBI UTPaeT poJib B Tiepeaade CUTHajIa ISl pocTa Kiie-
TOK M UHAYKIWU MPOTOOHKOTeHHOTo 0eika Myc. JlaHHbIi
0eJTOK perynupyeT Mporiecc 3HAOLNTO3a, ONIOCPEAOBAHHO-
'O ITOBEPXHOCTHBIMU PELIEIITOPAaMU KJIETOK, M YOMKBUTHH-
3aBUCHMYIO COPTUPOBKY PEIIENTOPOB K Jin3ocomam [9].
Taxoke yctaHOBJIEHO, UTO Oe1oK STAM yuacTByeT B pery-
asauuu psaga curHanbHbix nyteit (PI3K-AKT-mTOR
1 RAS-MAP), oTBeualoiiux 3a KOHTPOJIb ITpoaudepalnu,
pocTa, MeTaboIM3Ma 1 aIlonTo3a KJIETOK, B TOM YKCIIe Kile-
TOK HepBHOI TKaHU. COIJIaCHO sy UCCIEIOBaHUI, MHO-
r'Me TIOPOKM Pa3BUTHS TOJIOBHOTO MO3ra BO3HMKAIOT BCJIE/I-
CTBHE MYyTallMii TEHOB, KOIMPYIOIIUX aKTHMBHOCTh
curHanbHoro nmyty PI3K-AKT-mTOR, uto 00bsICHSIET Ha-
nuyune B HeKoTopbix ciaydasx MIC-CAP-cunapoma pas-
JIMYHBIX AaHOMAJIUI1 Pa3BUTHS OOJIBILIMX ITOTYIIIAPUIA TOJIOB-
HOT'0 MO3ra: JIMCCAHLIe(haTu, MOTMMUKPOTUPUN, TIaXUTH -
PUM WIX KOMOMHAIIMI TaHHBIX TTOPOKOB Pa3BUTHSI.

B ximunumyeckoii kaptune MIC-CAP-cunmpomMa npexnie
BCETO CTOUT BBIIEIUTH OCHOBHYIO TPHaIy CUMIITOMOB: BPO-
XJIEHHYI0 MUKpPOLIeDaInio, MHOXECTBEHHbIE KaILISIPHbIC
MaTb(hopMalMKi Ha TYJOBUIIE U KOHEUHOCTSIX U TSKENYI0,
YCTOMYMBYIO K T€parvu, 3MWICTICUI0. Y BCEX IMallieHTOB
JIMAaTHOCTUPYIOTCS 3a7epKKa (PU3NIECKOTro U HEPBHO-TICU-
XMYECKOTO Pa3BUTHUS PA3IMYHOM CTENEHU BBIPAKCHHOCTH,
JIBUTATEIbHBIC HAPYILIEHWS 10 TUITY CIIACTYECKOTO TeTpa-
rape3sa, pexe — Tuddy3HO MBIIIIEYHON TUTTOTOHUH.

Haubtonee tsokensim rposiBienrnem MIC-CAP-cunapo-
Ma SIBJIsIeTCS (papMaKOpe3UCTeHTHAs AuIeTicust. [1pucTyib
yaiiie Ae0ITUPYIOT Cpa3y MOCIIe POXKICHUS, PeKe — OTCPO-
YEeHHO. XapaKTepeH NoJUMOPGU3M MTPUCTYIIOB: ¢ (DOKaTb-
HBIM HayaJIoM TOHUYECKHE, KIOHUIECKUE, OMIaTepaibHbIC,
reHepaJIn30BaHHbIE TOHUKO-KIIOHUYECKIE, MUOKJIOHNYEC-

1

K€, MTHOAHTUIbHbIE SMUIETITUYECKUE CIIa3Mbl; BO3MOX-
Ha TpaHcdhopMalus MPUCTYIIOB ¢ TeYeHUEM OOJIE3HMU.
OrnvcaHbl CTydar YMEHbBIIIEHUS BbIPasKeHHOCTU MPUCTYIIOB
y neteit mocie 3 ser [5]. Kak npaBusio, IpyCTybl IJIOX0
MOIaI0TCsI MEAMKAMEHTO3HOMY JICUeHHUIO, MHOTIA Tiepe-
XOJIs1 B COCTOSTHUE SMWJISITUYECKOTO cTaTyca.

HeBposiornueckuii cratyc Takxke xapaKTepu3yeTcs
noJuMophUu3MoM. Y feTeil MOryT OTMeJaThCsl HUCTAaIM,
«IIJIaBaoIIMe» IBYKEHUs TIa3HBIX sI0JI0K, KOCOIIa3ue,
rurepcaaMBalus, ClacCTUYECKUN TUIIEPTOHYC WU Tud-
(by3Has MblIllIeYHAsI TUTIOTOHUS C OXKUBJICHUEM CYXOXKUIIb-
HBIX peJIEKCOB, Pa3IMUHbIE AUCKMHETUYECKUE PACCTPOIi-
CcTBa (XOpeoaTeTOUAHbIC NBUXEHUS, OTUCTOHUYECKUE
YCTAaHOBKM). Y JeTeit oTMevaeTcs 3anepxKka Gu3niyeckoro
pPa3BUTHSI, OHY TUIOXO HaOMPAIOT Maccy Teja u3-3a 3aTpy/I-
HEHMUI Mpoliecca IJoTaHMS BCIEICTBUE TICeBIO0YIb0ap-
HBIX PAaCCTPONCTB, UTO MOXET OBbITh [TOKA3aHWEM LIS yCTa-
HoBKU ractpoctoMbl. Jetu ¢ MIC-CAP-cungpomom
OTCTalOT B MOTOPHOM Pa3BUTHUU, TTO3IHO HAYMHAIOT TIepe-
BOpPaYMBATBCS, UCIIBITHIBAIOT TPYAHOCTU MPU IOIBITKAX
MOJI3aHbs U BepTUKaIU3aluu. [IoMrMMO 3TOT0, BO BHEIII-
HEM BMJe MAllMEHTOB MOXHO OOHApyXXWUTb PO CTUIM
IU33MOpUOreHe3a, TaKUX KakK TMIepTeI0prU3M, HU3KO
MOoCcakKeHHbIE YIITHbIE PAKOBUHBI, KOPOTKasl CIIMHKA HOCa,
KOpOTKas 111esl, SIMKAHT, TUITOIUIa3usl IUCTATbHBIX (pajlaHT
najblieB KUCTei u cTorl [2, 4].

[IpuHATO CUMTATh, YTO KATWJUISIPHBIE MaJIbhOpMalun
MPUCYTCTBYIOT TOJIbKO Ha IMOBEPXHOCTHU TYJIOBUILA U KO-
HEYHOCTEl, OMHAKO B PsIIiE CTy4aeB COCYAUCThIE aHOMAIMU
00HapyXMBaJIMCh BO BHYTPEHHMX OpraHax (Mo3:KeuKoBast
aHTHOMa, MaJb(opMaliu B TiedeHn) [2, 6]. B ommcannm
OIHOTO KJIMHUYECKOTO Ciiyyasl KanuUIsipHbIe Majibdop-
Malyy ObLIM MPUYUHOM MTOBTOPHBIX MaCCUBHBIX KPOBO-
TEYEHHUI1, KOTOpPbIE ObUIO TPYAHO OCTaHOBUTH [10].

IIporHo3 x13HU NpU JaHHOM 3a00JIeBaHMU, Ha OCHO-
BaHMM MMEIOILMXCS B HACTOSIIIEE BpeMsl JaHHBIX, HeOJ1aro-
MPUSTHBIA. BOJBIIMHCTBO IeTeil UMEIOT TSDKeJTbIe TBUTaTe Th-
HbIE HapyILIeHMS, TITyOOKYIO CTeNeHb UHTEJUIEKTYaIbHOTO
JedUIMTa U YCTOMYMBYIO K TEPAITMK SITUJIETICUIO; OITMCAHbI
cilyyau 0oJiee JIETKOro TeYeHUsI CUHApOMa BILIOTh 1O BO3-
MOXKHOCTH CAMOCTOSITEIbHOI XOIbOBI, a CAMbII CTapILIUiA U3
OIMMCAaHHBIX MALMEHTOB CMOT JOCTUYh Bo3pacTta 18 jer [8].
Ha teueHue 3a001eBaHMsI OKa3bIBaeT BIMSTHUE OOJTBIIIOE KO-
JIMYECTBO (haKTOPOB, HauboJIee 3HAUUMBIMMU U3 KOTOPBIX
SIBJISTIOTCSI TSDKECTh SMWISTICUM, aIeKBaTHOCTh MOI00paHHOMN
Tepary U HATMYKE COMYyTCTBYIOIIUX OCIOXKHEHMIA.

ITpuBoaum onucanue ciayyasas MIC-CAP-cunapoma,
COITPOBOXXAABIIETOCS TSKEION MIaleHUYECKOM SIMUIeTITH-
yeckoit sH1edantonaTuen.

KnuHuyeckuni cnyyait

Ilauuenm M., 9 mec. Anamues ncuznu: peberok om 3-ii be-
pemernocmu (1-1 — 3amepuias, 2-s 3a6epuiuiacs podcoeHu-
em 300p06oeo pebenka), npomekasuieli ¢ yepo30il npepvléa-
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HUS, eeCMAYUOHHBIM CAXAPHbIM Ouabemom, om 2-x podos
Ha cpoke 38 Hed nymem 3KCMPeHH020 Kecapeda CeyeHus
(u3-3a ocmano8Ku cepoyeduenus niooa). Poouncs marosecHbim
no omuouleruro K cpoky eecmayuu (2390 2), oyenka no wikane
Aneap — 8/8 6annos. Ha kooce mynosuwa u korneunocmei —
MHOJICECMBeHHble eeMaHeuoMbl pazmepamu 0o 2—3 mm. Ha-
CAedcmeeHHOCb OMS20UWeHA NO AUHUU Mamepu — Y 080H0PO0-
HOUl cecmpbl Mamepu OUazHOCMUPOBAaHa 60ae3Hb Anekcandepa;
no 3nUAENCUU HACACOCMBEHHOCHb HEe OMAOUEH .

Anamues 3aboneeanus: 6 eospacme 10 Oueil dcuzHu
Y pebenKa nosi8uaUCh Hacmole NPUCMYNbL 6 8U0de QYOKANbHbIX
U 2eHePanU308aHHbIX MUOKAOHULL. Pebenok 6bin eocnumanu-
3UpoBan 6 omaoenenue Namoa02UU HOBOPOICOEHHbIX 00AaACH -
HOll 0emcKoll KAuHUu4eckoll 60abHUYbl 6 oKmsaope 2023 e.,
N0 OGHHbIM MAZHUMHO-PE30HAHCHOL MOMOZPAPUU 20108HO20
MO032a CReyupuUUecKo20 04a206020 NOPANCEHUS eulecmed
20/108H020 M032a He 0bl10 0GHAPYHCEHO, OMMEUAN0Ch PACUIU~-
peHue cy6apaxHoudaNbHbiX U Hceayd0HKO8bIX NPOCHPAHCME,
a makoice Heboavuias (5 x § Mmm) Kucma npo3pa4Hoil nepeeo-
podku. IlIposedeno eudeoanekmposnyepanroepaguueckoe
Mmonumopuposarue (BOM) oneernoeo cna, no danHbim Komo-
DP020 Oblia 0OHApyJceHa Namoaoeu4ecKkas aKkmueHOCHb HO
Muny nammepHa «6CRbIUKA—No0asieHue» 6Mecme ¢ pecuo-
HAAbHOU FNUAENMUGOPMHOL AKMUBHOCMbIO 8 3A0HUX OmOde-
aax moszea (puc. 1).

C yuemom xapaxkmepa npucmynog, 0aHHbIX IAeKMPOIH-
yeghanoepaghuueckoeo uccredoganus pebeHKy 6biaa UHULUU-
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Puc. 1. [Tayuenm M., 11 oneii. Jluacnos: panuas Maadenyeckas snuienmu-
ueckas FHyearonamus Ha QoHe CUHOPOMAa MUKpPoUeparuu ¢ KanuiiapHl-
Mu manvghopmayuamu. Budeoarexmposnyeganroepaghuueckoe monumopupo-
eanue OHeeno2o cHa, Il cmadus NREM cha. Pecucmpupyemcs écnviuka
Juy3Hoii namonoeuueckoli aKMUBHOCMU C 8KAHOUEHUEM OCMPbIX GOAH,
aAMUNUYHBIX KOMHAEKCO8 0CMPAaAs—MeONeHHAS BOAHA € NOCAEOYIOUWUM N00as-
JNeHuem OU031eKmpuueckoll aKmugHoCmu Mo32a — NammepH «GCHbIUKA—
nodaegnenue»

Fig. 1. Patient M., 11 days old. Diagnosis: early infantile epileptic
encephalopathy against the background of microcephaly-capillary
malformation syndrome. Videoelectroencephalographic monitoring of daytime
sleep, stage 2 of NREM sleep. A burst of diffuse pathological activity
is recorded with the inclusion of sharp waves, atypical sharp-slow wave
complexes followed by suppression of the bioelectrical activity of the brain —
the “burst—suppression” pattern.

1

POBAHA AHMUINUAENMUMECKAsl Mepanus NPenapamom 6aib-
npoeeoii kucaomosl 6 gopme cupona (70 me/cym),
snesemupayemamom é ghopme cupona (80 me/cym), kaoHasze-
namom (0,75 me/cym). CepuiiHble npucmynsl Kynupoeaucs,
COXPAHANUCH 00UHOUHbIE OUAAMEPANbHbIE MUOKAOHUYECKUE
npucmynost. Ipu BOM 6 dunamuke (uepe3 11 oneit) ommeua-
AUCH YRAOULeHUE YOHOBOI AKMUBHOCIU, YMEHbUIEHUE 8bIPa-
JCEHHOCMU NAmMmMepHa «8Chbliuka—nodasieHue» (puc. 2).
Heesponoeom-snunenmonoeom 6via ycmanoeneH OUaeHo3 paH-
Hell MAa0eH1ecK ol SNUAenMUHeCcK ol SHYearonamui, 6epo-
AMHO, MUOKAOHUYECKOU IHUeparonamuu Aitkapou.
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Puc. 2. llayuenm M., 21 dens. Juaeno3: panHss maadenyecKas snuienmu-
ueckas sHyeharonamus Ha HoHe CUHOPOMA MUKpoyeparuu ¢ KanuAIApHol-
Mu manvgopmayusmu. Budeoarexmposnuyepanoepaguueckoe MOHUMOPUpPo-
eanue Onesnoco cha, Il cmadus NREM cna. Ommeuaemcs pedykuus
nammepHa <«8CHbIUKA—N00asaeHue», a makice oug@ysnas snuisenmu-
opmHaa AKMUEHOCMb NO MUNY OCMPAS—MEeONEHHAS BOAHA C MAKCUMANLHOU
npedcmasaeHHOCmbio 8 NepeOHeA00HbIX U NepeOHeBUCOUHBIX 00AaCmAX
Fig. 2. Patient M., 21 days old. Diagnosis: early infantile epileptic
encephalopathy against the background of microcephaly-capillary malformation
syndrome. Videoelectroencephalographic monitoring of daytime sleep, stage 2
of NREM sleep. Reduction of the “burst—suppression” pattern is detected, as
well as diffuse epileptiform activity of the sharp—slow wave type with maximum
representation in the anterior frontal and anterior temporal areas.

B ces3u ¢ maxcecmuvio cocmosiHus, RPOOOANCAOUUMUCS
INUACNMUHECKUMU NPUCIYNAMU, HAAUYUEM CIUeM peDeHOK
OblL 3A04HO NPOKOHCYALIMUPOBAH CREUUAIUCIAMU edepanb-
HOUl KAUHUKU, npednosoxcer cunopom deguyuma GLUTI;
Aegemupayemam Ovla OMMeHeH,; NPosedena mepanusi pe3ep-
6a 6 sude 5 ceancos nyabc-mepanuu MemuanpeoHu3010HoM
6 do3e 30 me/ke maccol meaa.

Tlocae evinucku uz cmayuonapa y pebeHka NosI8UAUCH FNU-
30001 (hukcayuu 830pa, Ha Ghone auxopaoku (ecaedcmeiie oCmpo-
20 pecnupamopHo2o 3a001e6aHUs) B03HUK 0OHOKPAMHbILL 2eHe-
PAAU308AHHDLI MOHUKO-KAOHUMECKUL NPUCMYN, 8cledcmeue
ueeo 6 Hosiope 2023 . oM Obin 20CNUMAAU3UPOBAH 8 NeOUAmpU-
ueckoe omadenenue 20poo0cKoll KauHuveckoll boavrulpbl. Ha mo-
MEHM 20CRUMAAU3aUUL PeOeHOK NOAYHAA BANLRPOLEYIO KUCAOMY
6 0oze 80 me/cym, kaonazenam 0,75 me/cym. Pebernok nosmop-
HO NPOKOHCYAbIMUPOBAH HEBPON02OM (hedepanbHo20 yeHmpa,
DPEKOMeHO08AHO 88eCmU 8 MEPANUI0 NPEenapam eueadampuH



sy [IETCKOU
HEBPOAOI'MI

€ NOCMENeHHbIM yeeauMeHuem 003bi 00 MAKCUMANLHO B0IMONCHOL
(100 me/ke/cym) npu xopowteii nepenocumocmu. C Hauyarom
npuema eueabampuna cocmosinue oe3 yayuueHuil.

Tlocne cmayuonaproeo aevenus é dexabpe 2023 2. peberok
Obl1 oOcMOMpeH 8paAYOM-2eHEMUKOM (hedepanbHoil KAUHUKU
¢ nodo3penuem Ha MIC-CAP-cundpom, nposedeno cenemuue-
ckoe uccaedosanue Ha mymayuro 6 eene STAMBP — evisienena
mymauus c. 188A>G 6 eomo3uecomuom cocmosHuu, Ha 0CHO8A-
HUU 4e20, ¢ Y4emom KAUHUHeCKOU KapmuHbl, Obia YCMaHo8AeH
duaenoz MIC-CAP-cundpoma; no pezyasbmamam ceKke8eHupo-
sanus no Caneepy podumeneii pebeHKa 006a A6A51AUCb HOCUME-
aamu mymayuu 6 eene STAMBP. Ha nauano aneapa 2024 e.
DpebeHOK npuHuMan eanvnpoesyio kucaomy 80 me/cym, euea-
oampun 250 me/cym, kaonazenam 0,75 me/cym.

B ¢653u ¢ cOXpaHaOUUMUC INUACNMUMECKUMU RPUCTY -
namu 6 aueape 2024 2. pebeHoK Obia NOBMOPHO 20CNUMANU-
3UpPOBaH 8 neduampuueckoe omoenenue 004acmHoL 0emcKoil
KauHuyeckoi 6oavHuuybl. Ilo dannvim BOM Onesroco cna
DPecUCMPUPOBAAUCH 2 04aea INUAENMUPOPMHOU AKMUBHOCTU
8 €601l YeHMPANbHO-MEMEHHOU U NPABOILl NOOHO-UeHMPANb-
HOU 06nacmsx, ¢ meHOeHyuell K yeeauueHuio npeicmaeneH-
Hocmu 8n10Mbv 00 POPMUPOBAHUS NAMMEPHA MOOUPDUUUPO-
eanHoll euncapummuu (puc. 3). B omdensenuu dosa suea-
bampuHna obina yseauuena do 500 me/cym.

K mapmy 2024 e., nomumo MuokaoHuveckux u busame-
DANbHBIX MOHUKO-KAOHUHECKUX NPUCIYN08, NOABUAUCH MO~
HUYecKue NPUCMYnbl N0 MUNY «N03bl PeXMo8aANbUUKA» OAU-
menvHocmoto 0o 10 mun. Ilpu noemoprom BIM onesroeco cna
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Puc. 3. lTayuenm M., 4 mec. Jluacrnos: pannss maadeHueckas Inusenmute-
cKkas sHyeharonamus Ha pore CUHOPOMA MUKDOUeDANUY C KANUAAADHBIMU
Mmanvghopmayusamu. Budeosnekmposnyegpanrocpaguueckoe MOHUMOpUposa-
Hue dnesHoeo cha, I cmadus NREM cna. Ha gpone dugpgysnoeo acunxpon-
H020 3ame0neHUst KOPKOBOU pUMMUKY PeUCIPUDPYemcs MyAbMUpecUoOHaNb-
Has INUNENMUPOPMHAST AKMUBHOCMb — NAMMEPH <«<MOOUDUUUPOBAHHO
euncapummuu»

Fig. 3. Patient M., 4 months old. Diagnosis: early infantile epileptic
encephalopathy against the background of microcephaly-capillary
malformation syndrome. Videoelectroencephalographic monitoring of daytime
sleep, stage 1 of NREM sleep. Against the background of diffuse asynchronous
slowing of cortical rhythms, multiregional epileptiform activity is recorded —
a pattern of “modified hypsarrhythmia”

1

aneKmposnueanoepagueckas KapmuHa cOOmeemcmeosa-
na maxkogoil om saueapsa 2024 e., Ho Obia 3apecucmpuposan
INUNCNMUMECKULL RPUCYN 8 8U0e KAOHUMECKUX NOOepeUBAHUL
6 BEPXHUX KOHEUHOCMSX, YMO HA 31eKMPO3HUeparoepamme
(D3I conposoxcdanoc npodonicentvim (00 6 Mur) paspsioom
dugpghy3roti snusenmugpopmroil akmusrHocmu (puc. 4).
IIposedena koppekyus nevenus: KAOHA3eNaM OMMEHEH,
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Puc. 4. [layuenm M., 6 mec. Juaeno3: panusia maadenueckas snUnenmu4eckas
SHUyeparonamus Ha (hoHe CUHOPOMA MUKPOUEPANUU C KANUANAPHBIMU MANb-
gopmayusmu. Budeosnexkmposnyeganroepapuueckoe MOHUMOPUPOBAHUE
duesroeo cHa, Havano Il cmaduu NREM cna. Dnekmposnyepanroepamma
npucmyna (KAoHU4ecKue nooepeusanus epxHumMu KoneyHocmsamu). Omme-
yaemcs ygeauuenue npeocmasieHHOCIU MyAbMUpeeUOHAAbHOU SNUAenmu-
hopmHOIL akmugHOCMU, NEPUOOUHECKU CO CAA00I MeHOeHUUell K CUHXPOHU -
sayuu pazps0os

Fig. 4. Patient M., 6 months old. Diagnosis: early infantile epileptic
encephalopathy against the background of microcephaly-capillary
malformation syndrome. Videoelectroencephalographic monitoring of daytime
sleep, beginning of stage 2 of NREM sleep. Electroencephalogram of the seizure
(clonic twitching of the upper limbs). An increase in the representation
of multiregional epileptiform activity is noted, periodically with a weak tendency
to synchronize discharges

éMecmo Heeo Hauam npuem nazarogepanra-3 no 1/2 mabaem-
Ku 2 pasa 6 dens. C Hauansom npuema nazaiogepana-3 mouu-
Yeckue nPUCmynsl NPeKpamuaucs, 00HAKO COXPAHAAUCD GO~
KAAbHble MUOKAOHUHECKUEe U KAOHUYECKUE NAPOKCU3MbL.

C anpens 2024 2. nossuauce npucmynsi 8 guoe CepuiiHbiX
KAOHUHECKUX CeUOAHUI 20408bl ¢ OAUMENLHOCTbIO CePUll
do 1,5 mun, emecme ¢ 0aHHbIMU NPUCMYNAMU Y pebeHKa yeac
cocamenvublil pegpexc, noABUAUCL NPOOAEMbl C NPUEMOM
nuwu u Habopom maccol meaa. Ha momenm nosenenus dam-
HbIX 2#can00 pebeHOK NPUHUMAA 8ANLIPOEBYI0 KUCAOMY 6 00~
3e 80 me/cym, sueabampun 6 doze 500 me/cym, naearoge-
paa-3 no 1/2 mabaemku 2 paza 6 Oenvb, Kynuposanue
CepULIHbIX NPUCIYNO08 OCYULeCMBAAN0CH 88e0eHueM duaszena-
ma 0,5 % enympumbiuieuro.

C yuemom muna snunenmu4ecko2o Cunopoma, xapakme-
pa npucmynog u usmereruil Ha D3I b6bL10 npuHamo peuwienue
NOCMEneHHO OMMEHAMb 8U2A0aAMPUH U HAYAMb 20PMOHANb-
HYH mepanuro 2uOpoKopmu3oHom u3 pacuema 10 me/xe/cym
C noCmeneHHbIM CHUdICeHUemM 003bl 00 noddepicusaroujeli
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2 me/ke/cym. C Hauarom mepanuu 2u0poOKOpmMuU30HOM omme-
4anaco 3HAYUMENbHAS NOAOICUMENbHAS OUHAMUKA: NPEeKPamu-
JUCH OunamepanbHble U AKCUANbHbIe MUOKAOHUU C COXPAHEHUEM
peokux (0o I npucmyna 6 0enb) oK anbHbIX MUOKAOHUIL 8 NPA-
8011 6epxHell KOHeHHOCMU; PeOeHOK CIan aKmueHee, YAy4uUL-
Cs1 npuem UL, 8ePHYACS COCaMeNbHbLL peghieKc; makice Mams
0bpamuna BHUMAHUe Ha YMeHbleHUe KoAUu4ecmea NOOKO0NCHbIX
aHeuom, Komopwie cmanu Oneonee.

Ilposedena macHumno-pe3oHancHas momoepagus eo-
N108H020 M032a 8 OuHamuie 8 mae 2024 2., 06HapyiceHvL Npu-
3HAKU pacuiupeHus cy0apaxHoudaibHbvlXx NPOCMPAHCME,
MENCNOAYUWLAPHOTU Wjeaul, CUAbBUEeBbIX O0P030, JHcenydouKoeoll
cucmembl 204108H020 M032d, KUCMbl NOAOCMU NPO3PAUHOU
nepezopooKu, eunonAa3uyu Mo304UCMO20 meaa, ampopuye-
CKUX U3MEHEeHUll eeuecmea 20408H020 Mozea (puc. 5, 6).
Taxoxce 6vina nposedena pymuHHAas 21eKmMpodHyepanoepa-
¢husi, N0 OAHHBIM KOMOPOIL Pe2Ucmpupo8alacy pecuoHaNbHAS
onurenmugopmMHaAs AKMUBHOCMb 8 1e601l UeHMPANbHO-me-
MEHHOIl U NPpasoil A00HO-8UCOUHOLL 004ACMAX HE3ABUCUMO;
obpawana Ha cebs GHUMAHUe KapmuHa oupghysnoeo deavma-
3ameodneHus KopKoeoi pummuku (puc. 7).

Peberok noemopHo KOHCYAbMUPOBAH HEBP0N02OM (hede-
DAAbHOU KAUHUKU, PeKOMEHA08aHbL 3aMeHA NeKapCMBeHHOU
ghopmul 8anvhpoesoiil Kuciomol (nepexood ¢ cupona Ha npena-
pam 8 epamyaax ¢ npoAoHeUPOBAHHBIM 8blC8000JICOeHUeM)
¢ yseauueHuem cymouHoil 0o3vl do 150 me, ommena naznro-
hepana-3 u seedenue knobazama 6 doze 10 me/cym. [losmop-
HO 20cnUmManu3uposan 6 neduampuveckoe omaoenenue 00-
AACMHOLL KAUHUYECKOU 00abHUUbl 6 utone 2024 2. 6 ceasu
¢ passumuem acnupayUoOHHOl NHEBMOHUU 8 COYeMaHuUU ¢ AuU-
X0paokoil; Ha Gone UHDEeKUUOHHO20 3a001e8aHUSL OMMeEUeHO
YXyouieHue 6 He@poa02UHeCKOM CIamyce — pecucmpuposa-
JAUCh MHOJICECBEHHble (POKaNbHble MUOKAOHUU, OUIamepanb-
Hble KAOHUHecKUe N00epeUBaHUsl, a MaKice 2eMUumorHu4ecKue
npucmynsi. Ha momenm eocnumanuzayuu noayuans anmu-
SNUAENMUHECKYI0 MePanur. 8aabNPoesyr) KUCA0my 8 epa-
nynax 150 me/cym, kaobazam 10 me/cym, eudpokopmu3oH
25 me/cym. Ilo dannvim BOM OneeHnoeo cha coxpausracs
MYAbMUPE2UOHANbHAS U OUGOY3HAS InULenMUDOPMHAS K -
MUBHOCMb, 00HAKO HAYAAU Pe2UCMPUPOBaAmbCs NPoOeNcKy
mema-akmusHocmu OuG@y3Ho ¢ AKUeHMOM 6 BUCOYHbBIX 00-
aacmsax (puc. 8).

B cea3u ¢ npeobnadarowum xapakmepom MUOKAOHUUE-
CKUX U KAOHUHECKUX NPUCMYNO8 8ANbNPOe8As KUcaoma Oviaa
3aMeHeHa Ha Aegemupayemam 6 doze 2,5 ma/cym, Ha goHe
JAe4eHUs NHe6MOHUU, KOPPeK YUY AHMUINUACNMUYECK020 J1e-
YeHUs MOHUYecKUue NPUCMYNbl NPeKpamulucy, 4acmoma
OuUNaMePanbHbIX NAPOKCUIMOB YMEHbULUAACD.

Ha momenm nocaeodneii koncyabmauyuu Hegposnoea obaacm-
HOUl OemcKoll KauHu4eckoll 60avHulybl (KoHey urona 2024 e.)
DpebeHOK noayuan credyroujee GHMUINUAENMUYecKoe AeHeHue:
eudpokopmu3on 25 me/cym, negemupavemam 2,5 ma/cym,
Kaobazam 10 me/cym, eanrvnpoesyro KUciomy 6 epaHyiax
150 me/cym; coxpansauce 00UHOUHbIE MUOKAOHUYECKUE nodep-

Puc. 5. lTayuenm M., 7 mec. Jluacnos: pannss maadeHueckas Inuienmute-
cKas sHyeharonamus Ha ore cUHOpoOMa MuKpouedaruu ¢ KanUAAAPHLIMU
manvgopmayuamu. MaeHummno-pe3onancras momoepagus 20108H020 M0o3-
ea, mowpocms 1,5 T, T1-pexcum, akcuanvhuiii cpe3. Ommeuaromes oug-
@y3naa ampogus eeujecmea 20108H020 M032a, UCIOHYEHUE U YMeHbleHUe
6 o0seme u36UAUH OOALUWUX NOAYWAPUIL, pacuuperue cyoapaxHOU0aabHbiX
npocmpancme, 60K08bIX Jcensy00HK08, MeICHOAYUIAPHOU wieau, Kucma no-
A0cmu npo3paxHoll hepeeopooxu

Fig. 5. Patient M., 7 months old. Diagnosis: early infantile epileptic
encephalopathy against the background of microcephaly-capillary malformation
syndrome. Magnetic resonance imaging of the brain, power 1.5 T, T1 mode,
axial section. Diffuse atrophy of the brain matter, thinning and decrease
in the volume of the convolutions of the cerebral hemispheres, expansion
of the subarachnoid spaces, lateral ventricles, interhemispheric fissure, cyst
of the cavity of the transparent septum are noted

Puc. 6. layuenm M., 7 mec. luaenos: panusis maadeHueckas snuienmuue-
cKas sHyeparonamus Ha hone CUHOPOMA MUKPOUEPDANUU C KANUANAPHBIMU
manvopmayuamu. Maenumno-pe3onancras momoapagus 20108H020 M0O3-
ea, mowHocmo 1,5 T, T2-pesxcum, koporapHwiii cpe3. Jupgysnas ampopus
seuecmea 20108H020 M032a, pacuiuperue cyoapaxnouoarbHbIX U Jceayoou-
K0BbIX NPOCMPAHCME

Fig. 6. Patient M., 7 months old. Diagnosis: early infantile epileptic
encephalopathy against the background of microcephaly-capillary
malformation syndrome. Magnetic resonance imaging of the brain, power
1.5 T, T2 mode, coronal section. Diffuse atrophy of the brain substance,
expansion of the subarachnoid and ventricular spaces
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Puc. 7. layuenm M., 7 mec. Juaenos: pauusis maadeHueckas snuienmute-
cKkas sHuedharonamus Ha poHe CUHOPOMA MUKPOUeharuu ¢ KanuAISPHLIMU
mansopmayuamu. Pymunnas snexmposnueganoepaghus. Jugpgysmoe 3a-
MeOneHue KOpKo8oi pUmMUKU 8 0eabma-0uanazone ¢ MyabmupecuoHalbHoll
INUNENMUPOPMHOL AKIMUBHOCIBIO 8 1€80L UeHMPANbHO-MEMEHHOU U npa-
8011 100HO-8UCOUHOLL 00AACMAX HE3ABUCUMO

Fig. 7. Patient M., 7months old. Diagnosis early infantile epileptic encephalopathy
against the background of microcephaly-capillary malformation syndrome.
Routine electroencephalography. Diffuse slowing of cortical rhythms in the delta
range with multiregional epileptiform activity in the left central-parietal
and right frontotemporal areas, independently

i-"_""‘"‘—/\.—wﬂ/'\""\—— e e T T ]
M/ \j’\“f'h\.fn‘ ﬁ'\.llh \:"'L"‘ el "TF‘ ey "‘f\w""\ﬁv’\v VA
: W\/MJ"\’_I‘\JP(WJWMI’ \,W(\“\,W'\MN\/\,—\,WM
N e “\f-l'"‘—ha' A e P
A LAAAM AR N N AL
e ‘W"\w'\w"”\f'\"w%bkf\ AR g e VAN,
ol o w*“wv'\.»“ e el N VS S [l A
Ay P A A N/ o, (AN e

e "’\J“‘v \/’\4./‘\' ﬂr\-"\am(”\'ﬁ. "V'\-'\/\r‘\.‘( r\nf"'\/\.\ J““‘”\“\«w

m.,-":n Wt “’V ,‘ y.r\, ""‘\_(\(‘\_
g ”‘., RSN P . e ) (SN D 1§ Vi
ol WW""M ‘LMWV\W' Wy, Y W‘\A\/"\A—'
ol Wanaia '\*-\r\,"“/'\/“"l\ \ e
2 ““WW-W"J‘..J m/"“‘-"‘"\"'\/v\f“"'\-

st P‘W\f’\,\ A Nﬂw\/\ ,f\'\' P A

o W -—"W‘\VM."'\,;\/""\/\ R AT

e l_,a-v""\/\ﬁ’dmu 2003831 v, 30 30, AT, imh itsre '--'-\t-' e i ¥ e

Puc. 8. lTayuenm M., 8 mec. Jluaenos: pannss maadenueckas snuienmute-
cKkas sHyearonamust Ha ore CUHOPOMA MUKPOUePaIul ¢ KanuAIsipHbIMU
manvgopmayusmu. Budeoanexmposnyeganoepaguueckoe monumopuposa-
Hue OHegHo20 cHa, aza boopcmeosanus. Ommeuaemcs ymeHbUeHUEe 8bIDA-
JHCEHHOCMU MeONeHHOB0IH08020 KOMNOHEHMA C NOsGACHUEM NpPobedceK
akmuerocmu mema-ouanaszona 6— 7 Iy  eucounvix obaacmsax mozea, 601b-
we cnpaea, mo MOMICHO paAcUeHUBAMmb KaK «npedeecmHuK» aivpa-pumma

Fig. 8. Patient M., 8 months old. Diagnosis early infantile epileptic encephalopathy
against the background of microcephaly-capillary malformation syndrome.
Videoelectroencephalographic monitoring of daytime sleep, wakefulness phase.
A decrease in the expression of the slow-wave component is noted with
the appearance of runs of theta-range activity of 6—7 Hz in the temporal regions
of the brain, more on the right, which can be regarded as a precursor of the
alpha rhythm
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CUBAHUS MUUEBOLL MYCKYAAMYPOIL U KOHEUHOCAMU, OMMEYANUCH
pedkue bunamepanbHble KAOHUHECKUEe NPUCHYNbI.

B Hesposoeuneckom cmamyce: muxpouyegarus (35 cm),
cmuemvl Qu3ImMOpuoeere3a é ude YRA0ueHHOl CNUHKU Hoca,
HUBK020 PACNOAOICEHUS YUIHBIX PAKOBUH, NOBbIUUEHUE MblUieH -
HO20 MOHYCA 8 KOHEYHOCISAX,; MblUeHHAS SUNOMOHUS 8 AKCU-
ANbHBIX 2PYNNAX MbIULLY, 0JCUBNEHUE CYXONICUNBHBIX PehAeKCO8.
Pebernok nnoxo ydepacusaem 20108y, nblmaemcs no8epHymy-
¢ Ha 60K, camocmosmensHo He nepegopavusaemcs,; 0yoyuu
ROCAdCeHHbIM, He Yoepicusaem noaodceHue cuods,; 3axeam
Kucmamu esavlil. Ha koxce koneunocmeti u mynosuwa — mMHo-
JcecmeerHble cocyoucmole manvgopmayuu (puc. 9).

Puc. 9. llayuenm M., 8 mec. Jluaenos: pannss maadenueckas nuienmuyec-
Kas sHyeparonamus Ha Gore CUHOPOMA MUKPOUeDANUU ¢ KANUANSPHBIMU
manvpopmavusmu. Ha kooxce mynosuwa — mHodcecmeennvie cocyoucmoie
manvgopmayuu pazmepamu do 1,5 x1,5 cm

Fig. 9. Patient M., § months old. Diagnosis early infantile epileptic
encephalopathy against the background of microcephaly-capillary
malformation syndrome. On the skin of the body — multiple vascular
malformations up to 1.5 < 1.5 cm in size
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Ha ocnosanuu oannvix anamuesa, OUHAMUKY MeYeHUs
CUHOpoma, pe3yabmamos 006eKmueH020, UHCMPYMEeHMAaNb-
HO020 U 2eHemuH1eck020 00c1ed08anus pedeHKy Obli YCIMAaHOBAeH
0uaeHo3 paHHeil MAAOeHecKoll INUNeNMUYECKOU IHUepano-
namuu 6 cmpykmype MIC-CAP-cundpoma, noomeepicoeHHo2o
2eHemuyecKu.

B 1aHHOM KJIIMHUYECKOM MpUMEpPe TTPOAEMOHCTPUPO-
BaH CJIydaii OYeHb PEIKOI0 FeHETUYECKOTo 3a00JIeBaHMsI,
B CTPYKTYpE€ KOTOPOTO €CTh TSIKEJIBIA AIMWICHTUIECKUI
cunapoM. K coxaneHuio, u3-3a KpailHe MaJloro 4ucia
onucaHHbix ciydaeB MIC-CAP-cuHapoma Bo3HMKaAeET
rpo0GJieMa TMarHOCTUKM 1 aIeKBaTHOTO JICUEHUSI AITHJICTI-
TUYECKOTro CUHAPOMA, aCCOLIMUPOBAHHOTO C TaHHBIM 3a-

1. demukoBa H.C., Kakaynuna B.C., [TeuatHukosa H.JI. u ap.
CuHIpoM MUKpoliedaTny ¢ KAMWUISIPHBIMU MaTb(OpMaLlisIMHU.
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Demikova N.S., Kakaulina V.S., Pechatnikova N.L. et al.
Microcephaly syndrome with capillary malformations.
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oosieBaHreM. OqHAKO 3HAHUE OCHOBHBIX MPOSIBICHUIA,
KPUTEPUEB SMWICTITUYECKOr0 CUHAPOMA COIJIACHO IMO-
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PapMaKope3UCTeHTHOE TeYeHUe MAMOoNaTUYeCKOoM
reHepaanM3oBaHHOM 3NMAENCUN UNU COYETAHHAA
NaToJNIOrnA: KNMHNYECKUU Cy4Yau
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Pa3suTue hapMaKopesnUCTEHTHOCTM NPU 3NUAENCUM Y NALMEHTOB JETCKOrO BO3PacTa ABAAETCA OAHOM U3 Haubonee akTy-
anbHbix Npobnem. [lns Takux OTHOCUTENbHO JO6POKAYECTBEHHBIX POPM, KAk UAMONATUYECKME reHepanu30BaHHble anuen-
CUM, NeKapCTBEHHAsA YCTOMYMBOCTb He XapaKTepHa. B ciydae pa3sutus dpapMakopesucTeHTHOCTU Y NaLLMEHTOB C MaWonNa-
TUYECKOI reHepann30BaHHOI 3Nuaencueit BO3HUKAET He06X0[MMOCTb AONONHUTENBHOTO ANArHOCTUYECKOTO NOMCKa, NpU
KOTOPOM BO3MOXHO BbIIBNEHUE COYETAHHOI NATONOTUM C HANUYMEM OYara CTPYKTYPHOTO NOPaXeHus roJoBHOTO MO3ra,
3a/1eiiCTBOBAHHOrO B 3MUNENTOrEHHbIX NpoLeccax. B cTatbe NpeAcTaBieH KAUMHUYECKUIA cnyyail hapMaKope3ncTeHTHOMO
TeYeHWs JeTCKOM abCaHCHOI anunencum y nayMeHTa c CoYeTaHHOI natonorueil.

KniouyeBble cnoBa: ngmonatuyeckas reHepann3oBaHHasa anunencus, peTcKkas abcaHcHas anunencus, ¢)apMaK0pe3MCTEHT-
HOCTb, COYeTaHHasa nartosiorna

Ana uutupoBaHusa: Mapamorosa A.W., lembsiHoBa U.M., Bacunbesa A.A. u ap. PapmakopesncTeHTHOe TeyeHUe ngmona-
TWUYECKOI TeHepaaM30BaHHON 3NUNENCUM UM COYETAHHAN NATONOTUA: KIMHUYECKOe HabnofeHNe. Pycckuii )ypHan feTckoi
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Pharmacoresistant course of idiopathic generalized epilepsy or concomitant pathology: a clinical case
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The development of pharmacoresistance in epilepsy in pediatric patients is one of the most pressing problems.
For relatively benign forms such as idiopathic generalized epilepsy, drug resistance is not typical. If it occurs in such
patients, there is a need for an additional diagnostic search, in which it is possible to identify a double pathology with
the presence of a focus of structural damage to the brain involved in epileptogenic processes. The article presents
a clinical case of drug-resistant childhood absence epilepsy in a patient with combined pathology.

Keywords: idiopathic generalized epilepsy, childhood absence epilepsy, pharmacoresistance, combined pathology
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CornacHo ki1accudukauuu MexayHapoIHO! MpoTu-
BoanuienTuueckoit auru (International League Against
Epilepsy, ILAE) ot 2022 1., oTHOCUTeIbHAs1 10OPOKAYECT-
BEHHOCTh TCUEHMS SIBJISIETCST OMHUM U3 KPUTEPUEB BhIJIE-
JIEHUST MIUONATUIECKUX TeHEPATN30BaHHbBIX IWICIICUI
(T'D) B oTHENbHYIO IPYIINY F'eHETUUECKUX TeHepaIn30-
BaHHBIX anujenicuii [1]. B OoNbIIMHCTBE cIydyaeB MU~
TUYecKue mpuctynbl mpu MI'D Xopollio KOHTPOJIUPYIOTCS
AHTUBITWICHTUYECCKUMHU Tperaparamu (ADIT), omHako,
10 JaHHBIM HEKOTOPHIX MccaenoBanmii, B 10—30 % ciy-
YyaeB Cpeiy IeAUaTpUICCKUX MallMeHTOB Ha0IomaeTcs
¢dapmakope3rcTeHTHOe TeueHue [14].

Hanuuue nekapcTBEHHOMN YCTOMYMBOCTU MOXKET I10-
CTaBUTb MOJI COMHeHue nuarHo3 I'D. B pamkax nanbHeit-
IIETO TMAarHOCTUYECKOTO TTOMCKa, TIOMUMO OIpEIeIeHUS
coorBeTcTBUsl Kputepusm ILAE ot 2022 1. [12], Takxke
HEO0OXOIMMO YIUTHIBATh COIYTCTBYIOIIME HAPYILIEHHS He-
BPOJIOTMYECKOTO M KOTHUTUBHOTO CTAaTyca U Pe3yJIbTaThl
HeWpOBU3YaIM3alM 1 BUACO3JICKTPOHIIehatorpadryec-
Koro MoHutopuHra (BOM), koTopbsie B COBOKYITHOCTHU
MOTYT yKa3aTh Ha BO3MOXXHOCTb HAJIMYMST IPYTOif TeHETH -
YecKoi (hopMBI AMUJIETICUM WX HIIe(haIoNnaTUN pa3By-
THSI, a TaKKe OOHAPYXUTh COYETAHHYIO MATOJIOTHIO CO
CTPYKTYPHBIM IopaxeHueM. [1pu 3ToM onHO#M 13 Hanbo-
JIee YacThIX MTPUYMH (hapMaKOPE3UCTEHTHOTO TeYCHUS ITPU
CTPYKTYPHOI 3MWICTICUU CYMTACTCS HaJIMYME CKIIepo3a
runmnokamma [18].

Ha npaktuke MT'D yacto coueTaroTcst o CTPYKTYp-
HBIMU (hOpMaMU SMMJICTICUU, OHAKO 3JIEKTPOKIMHUIECKIE
JaHHBIE MpY (OKAJILHO SMUICTICUY He BCETIa MO3BOJISIOT
JIMarHOCTUPOBAaTh KoMopouaHocTh ¢ UT'D. Ipu BeIsiBIeHUNI
HEeTUIUYHOro TeyeHuss UT'D ¢ oTcyTCTBHEM TepareBTuye-
ckoro 3¢ dexTa 1 UBMEHEHMEM CEMMOJIOTUU TIPUCTYIIOB
BO3HUKAET HEOOXOMMMOCTh ONpeIeICHHS TaTbHEeHUIICH TaK-
TUKM BefieHUsl. B pamMKax JaHHOTO KJIMHUYECKOTO CITyvast
OyIyT pacCMOTPEHBI TPYIHOCTH TUArHOCTUIECKOTO TIOMCKa
1 TIobopa Tepanuu y namyreHTa ¢ apMakope3uCTEHTHBIM
TeYeHHEM IeTCKOM abcaHcHO anuerncun (JAD).

KnuHuyeckum cnyyait

Ilayuenm H., 13 nrem, npedsseisem dxcarobvl Ha npu-
CMYRbL ¢ OCIMAHOBKOU AKMUBHOCIU 8aPUADEAbHOL YACTOMbL,
CHUJICEHUe YCNeeaemMocmu 8 WKoae, HapyueHue eHUMAaHUS
u namamu.

Anamues scuznu: poobl CpouHble, 8 Nepuod HOBOPOICOCHHO-
CMU HAXOOUACS HA UCKYCCIMBEHHOL 6EHMUAAUULU Ne2KUX 8 me-
yeHue 4 cym no nogody ocmpoii uUnoKcui n100a, pecnupamop-
Ho2o ducmpecc-cunopoma naoda 2-eo muna.

Podumenu enepevie oopamuaucs k Hegpoaoey ¢ 2017 e.,
6 6o3pacme pebenKa 5 1em, no N0BOOY HAAUMUS Y Heeo peye-
8011 OUCYHKUUY U HAPYULeHUS N08eOeHUs. N0 MUY CUHOPOMA
depuyuma 6HUMAHUS U 2UNEPAKMUBHOCTN.

Buoeoanexmposnuyeganroepaghuueckuit MOHUMOPUHE HOY-
Hoeo cHa (puc. 1): 3apeeucmpuposanst oughghysras snusenmu-

Puc. 1. Budeoanexmposnuyeganocpaghuueckuii MOHUMOpPUHe HOYHO2O CHA:
Juhghysnas anurenmugopmHas aKkmugHocmy @ gude KOMNAEKC08 CRAlK—
MeoneHHas eonna yacmomoii 2—3 Iy

Fig. 1. Videoelectroencephalographic monitoring of night sleep: diffuse
epileptiform activity with complexes of the type “spike—slow wave” of 2—3 Hz

POpMHAsL AKMUBHOCMb C (POKANbHBIM OnepedceHuem U 6e3 Heeo,
PecUOHANbHASL SNUAENMUPOPMHAS AKMUBHOCb NO A0OHO-
UEHMPA/bHbIM OMBEOCHUSIM NPABO20 NOAYUAPUS U N0OHO-8UCOH~
HbIM OMBeOeHUsIM 186020 NOAYULAPUSL C MOPGoao2Uell KOMIACK-
co6 cnatik—mednenHas eonna yacmomoi 2—3 Iy u amnaumyadoii
500—550 mkB.

C yuemom uzmeHeHuil N0 OAHHbIM 21eKMPOoIHYeparoepa-
Guu (9II) u kaunuueckux nposiéaeHull He UCKAIOUAAACH B03-
MoxcHocms cmapma JAD uau snusenmuueckoii sHyegharona-
muu pazeumusi (¢ yyemom OuazHOCMUYecKux Kpumepues
KauHuveckux pekomernoayuii 2022 e.; dasee He nodmeepou-
aacy). Hauama mepanus eanvnpoesoii kucaomoii 350 me/cym,
¢ omcymcemeuem duHamuku no 0annsim 31

B 2018 e. enepsvie 3apeeucmpupo8aHsl NpUCmynbvl
N0 MuUny ocmaHoéKu akmueHocmu. B mepanuro ééeden smo-
cykcumuo 6 dose 500 me/cym, Ha ghone npuema 8 KOMOUHAUUU
C 8abNPOEBOLL KUCAOMOL OMMEHANACH NOAONCUMENbHAS OU-
HAMUKA CO 3HAYUMENbHBIM YMEHbUICHUEM YACHOMbL NPUCHLY -
noé u snurenmugopmuoil axmugHocmu no dawHosim BOM.
Ha ¢hone npuema 6anrvnpoesoii Kuciomol y nayUeHma pa3eu-
AACb Ne2KAS HeACeNAMENbHAS PeaKUUsl 8 8Ude KOJNCHO20 3y0a
U HeepybblIX JUCnencu4eckKux paccmpoicmae, npenapam ool
ommenen. Ilo pesyromamam mepanesmu4ecKo2o AeKapcm-
6EHHO20 MOHUMOPUH2A KOHUEHMPAUUS NPenapama CoXpaHsi-
Aach 8 npedenax 00NnyCMUMbIX epaHuy,.

B 2019-2020 ée. coxpansaucy »#carobvl Ha nPUCMYNbL
€ 0OCMAHOBKOU AKMUBHOCMIL, NEPUOOUHECKU C ABMOMAMUMA-
MU 8 pyKax, daumenvrHocmoto 0o 10 ¢, ¢ eapuabensHoil yacmo-
moil (makcumanvHo 0o 3 paz é cymxu). [layuenm npodoacan
npuem 2 ADII 6 paznuunvix komoOuHayusx (amocykcumuo +
8A1LNPOEBAsL KUCAOMA, IMOCYKCUMUO + nesemupayemam,
IMOCYKCUMUO + 30HUCAMUO), C YCKOAb3AIOUWUM NOAONCUMENb-
HbIM 3hghekmom Ha gpore KOHmMPoAs mepanesmu4eckoll KoH-
uenmpayuu. C yuemom HeKOMAEHCUPOBAHHO0 MEHEHUs 86e0eH
mpemuit ADII 6 kombunavuuu: 3onucamud 200 me/cym + amo-
cykcumud 500 me/cym + aamompudxcur 150 me/cym. BOM
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HOUYHO20 CHA: COXPAHAIOMCS UHMEPUKMANbHAS Oupghy3Has
U 2eHepanUu308aHHAS INUAENMUPOPMHASL AKMUBHOCNb, UK -
manvHan ougysnas snusenmupopmrHas aKmueHOCMb
c wacmomoii 2—3 Iy ¢ ghokarvroim npeobradanuem é 106HO-
BUCOUHBIX OMOEAAX N€68020 NOAVULADUSL.

Maenumno-pezonanchas momoepagus 20108H020 M032a
no anusenmonoeuteckomy npomokony (2020 e.): nomenyu-
ANbHO INUAENNO2EHHbLE UBMEHEHUS! HE BblSIGACHD.

Ilenemuueckoe uccaedosanue: naneav «Hacaeocmeennuie
anunencuu» (2020 e.): namoeeHHbIX 6apUAHMO8 U APUAHIOB
¢ HeU38eCMHOU KAUHUHECKOU 3HAYUMOCHbIO He Gbl6AEHO.

C yuemom dannvix BOM u dunamuueckoeo nabarodenus,
C COXPAHAIOWUMUCSA HA (OHe noaumepanuu nPUCMynamu,
YCMaHO6AEHA (hapmMaKope3ucCmeHmHOCHb, 8 MePanur 66e0eH
nepamnaten é doze 6 me/cym.

B 2021 e. npucoedunuaucoy MomopHbsie npucmynsi ¢ ¢o-
KQAbHbIM HAYAAOM HO MUNY 2eMUDAUUANbHbLIX CNpaAsd
¢ mpaucghopmayuell 6 eeMuKAOHUHECKUe, COXPAHAAUCH NPU-
CMYNbL ¢ OCMAHOBKOU AKMUBHOCMIUL, Halle PA3EUBAIOUUECS]
npu npobyxcoeHuyu Uil 3acblNaAHUU; 3apecucmpupo8ano
2 bunamepanbHuiX MOHUKO-KAOHUHECKUX NPUCIMYNA.

Maenumno-pezonancuas momoepagus 201061020 M032a
no snusenmonoeuueckomy npomokony (2021 e.): eviaéneHsi
NPU3HAKU YMeHbUleHUs. 006emMa U 0eceHepamuHbiX U3MeHeHUll
1e6020 eunnokamna (puc. 2).

Puc. 2. Maenumno-pesonancnas momozpamma 20108Ho20 mosea, 3,0 Ta,
pexcum T1: ymenbwienue obsema ne6020 SUNNOKAMNA C HEOOHOPOOHOI
CMPYKMYpOUl U yCUAeHUuem CUeHana

Fig. 2. Magnetic resonance imaging of the brain, 3.0 T, T1: decreased volume
of the left hippocampus with a heterogeneous structure and increased signal

Tlosisunucy npucmynot 6 8ude 3aMOPMONCEHHOCIIU C Ce-
DUliHbIM meueHuem, mpancghopmayueli 8 NPABoCMOPOHHUE
2eMUpayUanbHbIe NPUCHYNDL C HCECMOBLIMU ABIMOMAMUBMAMU
6 Npagoil KUcmu U KAOHUSMU 8 NPABOLL HUMNICHEH KOHeHHOCHI.
Tlocae koppexyuu mepanuu nayuenm nPUHUMAn NEPAMnaren
6 doze om 6 0o 8 me/cym + namompuodxicun 225 me/cym.

B 2022 2. moHuko-KA0HUHeCKUX NPUCMYNO08 He HAOI0-
0an0Cb, COXPAHAAUCH NPUCHYNbL C OCMAHOBKOU AKMUBHOCTIL,
8apuUAdEeNbHOL YACMOMbL; NAUUEHM RPUHUMAL AAMOMPUONCUH
200 me/cym + npenapam 8anvnpoegoii Kucaomol 750 me/cym.
BOM nounoeo cHa: 3apecucmpupo8aHsl pecuOHAAbHAS INU-
AEeNMUPOPMHASL AKMUBHOCMYb 8 BUCOUHOU 0bAacmU 1€6020
ROAYWapUs ¢ MeHOeHYUell K 1e60CIMOPOHHEN AAMepatu3ayull,
UHmepuKkmanvHas oug@ysnas snuirenmu@dopmuas aKkmue-
HOCmb blcoK020 uHdekca. Tlayuenm Hanpasien Ha KOHCYAb-
mauuio Helupoxupypea, om 00cAe008aHUsL OMKA3ANUCD.

B 2023 e. nayuenm 6bi1 KOHCYAbMUPOBAH HEUPONCUXO-
/N1020M, 8blAGACHbL NOBLIUEHHAS UCIOUWAEMOCIb GHUMAHUSL,
BbICOKASL OMBACKAEMOCTb, CHUNICEHUE CAYXOPeHesoil U 3pu-
MeAbHOU NAMAMU, 3PUMENbH020, MAKMUABHO20 U CAYX0B020
2HO3UCA, CROCOOHOCIMU K NAGHUPOBAHUIO U OCYUECMBACHUIO
AHAAUMUKO-CUHMemu4eckoil desmenvHocmu. Takoice gvise-
AEHO CHUMICeHUe 00Ue20 noKazamensi Ko3gguyuenma unmen-
nekma (1Q = 79 b6annos (noepanuunas 3014a)) 3a cuem CHU-
JHCEHUsL KaK 8epOanbHO20, MAK U HeeepoanIbHO20 KOMNOHEHMO8.
Pezyavmam mecma EpiTrack Junior cocmasua 27 6annos,
YMo COOMEEeMCmeayem GblpaiceHHbiM HapyueHusm. BOM
HOYHO20 CHA: COXPAHAEMCS UHMEPUKMAAbHAS Ougysnasn
U pecUoHANbHAS INUNCNMUPOPMHAST AKMUBHOCTb, Oe3 OUHA-
muxu. Tlayuenm nonyuaem ABII 6 kombunauuu: nepamnauen
4 me/cym + aamompudxcur 250 me/cym + eanrvnpoesas Kuc-
saoma 8§25 me/cym.

[Tpu aHaM3e TaHHOTO KIIMHUYECKOTO ClTydast Tpedy-
10T 00CYXIEHMST HECKOJIbKO acIleKTOB: 1) COOTBETCTBUE
JIMarHOCTMYECKUM KpuTepusiM JAD 1 BO3MOXHOCTh Ha-
JIMYMST COYETAaHHOM MaTOJIOTUW; 2) SIBJISIETCS JiU (hapMako-
PE3UCTEHTHOCTD PEIKUM IIPOSBICHUEM TSKEJIOM, HO TH-
nuyHoi dopmbl UT'D, unm 310 pesyabraT TeYESHUS
COYETAHHON IaTOJIOTMM B KOHKPETHOM ciydae; 3) BO3-
MOXHBIC MPUYUHBI CTOMKUX KOTHUTUBHBIX HapyIICHUIMA
y JaHHOTO MallieHTa.

Herckast abcaHCHas! SIWISTICUS SIBJISIETCS PacIipocTpa-
HEHHBIM neauaTpudyeckuM cuHapoMoM MI'D u nuarHo-
crupyercs y 10—17 % Bcex aereii IIKOJIBHOTO BO3pacTa
¢ BriepBbie BhIsIBIeHHOM anmiencueii [20]. CornacHo 3a-
pyOeXHBIM HaHHBIM, 10 11 % manuenToB ¢ JJAD moryT
UMEThb (hapMaKOpPE3UCTEHTHOE TeueHue 3aboeBaHus [9].

CiienyeT OTMETHUTh, YTO B HACTOSIILIEE BpeMsT HETOCTa-
TOYHO JaHHBIX O (papMakope3ucTeHTHOCTH nipu UI'D, uto
MOXET OBbITh CBSI3aHO C HEOOJIBIIMM KOJIMYECTBOM MCCIIe-
JIOBaHWI, a TAaKKe pa3HBIMU TPAKTOBKaMM (papMaKope3u-
CTEHTHOCTH, TaK KaK He BCE MCCJIEIOBATEIM PYKOBOJICT-
Bytorcs onpeneneHuem ILAE [15].

Cpenu ¢akTopoB, CIIOCOOCTBYIOIIMX Pa3BUTHUIO (hapMa-
KOpEe3UCTeHTHOCTH pu JIAD, Hanbosiee 3HAUMMbIMU CUM-
TAIOTCS HAJIMYKE TeHePaTM30BaHHbBIX TOHUKO-KIIOHUYECKIX
npuctynos (I'TKII), reHepanuzoBaHHast anienTugopMHas
aKTHMBHOCTb I10 TUITY TTOJIMCITAKOB Mo AaHHBbIM D3OI u co-
MyTCTBYIOLLIME TICUXWYECKHUE paccTpoiicTia [§].
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HapyweHna
HelipOHHbIX ceTelt /
Neural network
disorders

HapyeHue TAMKepruyeckoii
CUTHaNN3aLmMN NHTEPHERPOHOB /
Disturbances of GABAergic interneuron
signaling

DapmaKope3nCTeHTHOCTb /
Drug resistance

He3HauuTenbHoe 04aroBoe nopaxexne
B NPeApacnonoxeHHom mosre / Minor
focal lesion in a susceptible brain

/13meHeHme KnHeTuku
MPOTUBO3MUAENTUYECKUX NpenapaTos /
Changes in the kinetics of antiepileptic
drugs

Puc. 3. Ilamocenemuueckue komMnoHenmuol d]apMaKopewcmeHmHocmu npu snuinencuu

Fig. 3. Pathogenetic components of pharmacoresistance in epilepsy

CornacHo koHuenuuu J. Gesche u C.P. Beier (2022),
CYILECTBYET 4 pa3IMUHbIX KOMIIOHEHTa pa3BUTUS (hapMa-
KOPE3UCTEeHTHOCTU Mpu anuiencuu (puc. 3) [7].

HexkoTtopsle uccnenoBaresy moaararpT, YTO YyCTONIM -
BOCTb K Tepaluy MOXeT ObITh 0OyCIOBJIeHa HE ONHUM
00IIMM MEXaHM3MOM Y BCeX IMalMeHTOB, a pa3IUYHbIM
COYEeTaHMEM HECKOJIbKUX MyTel B KaxKJI0M MHINBUIYaTb-
HoM cayyae [17].

B pamxax naHHOI1 KOHIIETILIMY pa3BUTHE (papMaKope-
3ucTeHTHOCTU pu MT'D MoxXeT OBITH CBSI3aHO C Xapak-
TepHBIMU [JIs1 TIaTOreHe3a 3a0oJieBaHUs HapylIeHUSIMU
paboThI MIOHHBIX KaHAIOB. Tak, HarpyuMep, NoJIuMopGhr3M
C558T(rs211037) rena GABARG2 MoxeT ObITh aCCOLIMUPO-
BaH C Pe3UCTEHTHOCTHIO K (hapMaKOoJIOTMYeCKOl Tepamnuu,
00ycC/IOBJIeHHOI CHIKeHUEM 3(h(HEKTUBHOCTH MperapaToB
BCJIEICTBUE PA3JIMUHBIX MOAMGUKALUN KOHGUTYpalluu
1 QyHKIMOHATIBHOTO cocTosaHusa TAMK, -penenTtopos,
a TaKkKe MOXKET aKTMBUPOBATh FeHbI JIEKAPCTBEHHOM YCTOM-
4YUBOCTH [3].

Panee cuutanocsk, uro mist UI'D He xapakTepHO HaT4Ine
CTPYKTYPHOTO TOpaXkeHus rojioBHoro Moara [10], ogHako
COBpPEMEHHbIE JaHHBIE YKA3bIBAIOT HA TO, YTO Y OOJIBIIMHCT-
Ba MallMEHTOB BBISIBJISIIOTCS YMEHbBIIIEHUE 00beMa ITOIKOpP-
KOBBIX CTPYKTYp U (DYHKIIMOHATbHbIE U3MEHEHUS JOOHOM
nmomu [5, 19]. Takxe B ucciaenoBanuu Z. Wang 1 coant. (2019)
y mauueHToB ¢ MUI'D ¢ nzonuposanubiMu I'TKIT u nexkap-
CTBEHHOU YCTOMYMBOCTHIO OBLIO BBISIBJIEHO HapylleHue
(GYHKLIMOHMPOBAHUS JIEBOTO TUITIOKaMMa [22].

st marieHToB ¢ JIAD TakKe olrcaHa 3aBUCUMOCTb Te-
YyeHUs 3a00sIeBaHUsI U Pa3BUTUS (hapMaKOpe3UCTEHTHOCTU
OT CTapTOBOi1 MOHOTepanuu. B uccnemoanuu M. Le Roux
U coanT. (2024) rpynna nauyMeHTOB, MOJTyJaBLIast 3TOCYKCH-
MU, UMeJla HAaWTydIlie UCXOIbI C BHICOKMM YPOBHEM KOHT-
POJIsI TIPUCTYTIOB B AOJITOCPOYHOM MEPCIIEKTUBE IO CPABHEHUIO
¢ TIperapaTtamMy BaJIbIIPOEBOI KUCIOThI U JJAMOTPUIKIHOM.
OnHaKo cpeu BceX 00C/IeayeMbIX TOJIBKO Y 64 % oTMevasach
peMUCCHS Yepe3 5 JIeT nmociie Hayaja Tepanuu [16].

[Mpu paccMoTpeHUU aHaMHe3a TaHHOTO ITallMeHTa
BBISIBJISIIOTCS XapaKTepHbIe it JIAD KIMHUYecKue Xapak-
TEPUCTHKHU B AcOI0Te 3a00JIeBaHUSI, COOTBETCTBYIOIIME
u kputepusam Ilanaioromnynoca or 2005 . [21], u KpuTe-
pusm 1LAE 2022 1. [12]: xapakTepHbIii Bo3pacT nebroTa
(5 neT), HaJIMYKe TeHepaIn30BaHHO SMMIeNTU(HOPMHOI
aKTUMBHOCTH C yacToToi 2—3 [i1 1o TMmy criaiik—me/jieHHas
BoJtHa. CJIOXXHBIe a0CaHChI C aBTOMAaTU3MaMM He SIBJISIIOTCS
HCKJTIOYAIOIIUM TPU3HAKOM M BCTPEYAIOTCSI, TIO JaHHBIM
3apyOeXHBIX aBTOPOB, B 60—76 % ciydyaeB JAD. [1pu atom
HanboJiee XapaKTepHbI OpabHbIC AaBTOMATU3MBI WJIU CTe-
PEOTUITHBIE NBIKEHUST B KOHEUHOCTSIX (HampumMep, ofep-
TMBaHUE OMEXIbI), YTO COOTBETCTBYET IIPOSIBICHUSIM
y naHHoro nauyeHTa [13]. Takke CTOUT OTMETUTD MOJIO0XU-
TeJIbHBIN 3¢¢eKT B Hayase 3a00JIeBaHUSI 3TOCYKCUMMUIA,
SIBJISIIOILIETOCS TIperapaToM BbIOOpa IpU JaHHOI (hopMme
SITWICTICUN.

Hanuuue dokaabHOro onepexkeHust Ha cTapTe reHe-
paju30BaHHON AMUICNTU(GOPMHONM aKTUBHOCTU TaKXkKe
HE SIBJISIETCS MCKIIIOYAIOMKUM (DaKTopoM 3a00JIeBaHMS:
oT 35 o 63 % maumeHToB ¢ JIAD nMeroT (pokaabHOE Ha-
YaJio SNUIenTU()OPMHOI aKTUBHOCTH, TIPEUMYIIECTBEH-
HO B JIOOHBIX OTBeAeHMSsIX [11].

OnHako y nauueHTa H. onpenensiiorcst 31eKTpOKIM-
HUYECKUE NIPU3HAKU, CTaBALIME IO COMHEHUE HaJUyue
TUNIUYHOUN popmbl JIAD UM yKa3bIBaloOLIMEe HAa BO3MOX-
HYI0 KOMOWHALIMIO C IPYTOI 3TUOJIOTUEH SMUIENITUYECKUX
MpUCTYITOoB. Tak, B AMHAMMKE IIPUCOSTUHSIOTCS (hOKaIb-
HbI€ MOTOPHBIE IIPUCTYIILI C IPABOCTOPOHHEH JIaTepau-
3auueit. C yyeToM JaHHBIX HelipoBu3yanu3aiuu 1 BOM
BEPOSITHO coOYeTaHUE ¢ (DOKAIBHOM SMUICTICUEHA.

HeonHo3HauyHO MOXHO paclieHMBATh U3MEHEHUS THII-
ITOKaMI1a Ha MarHUTHO-PEe30HaHCHO ToMorpamme. 1o gaH-
HBIM MCCJICIOBaHMIA, IPY IOHOIIECKON MUOKJIOHUYECKOM
SIUJIETICUU U riuiericuu ¢ u3onpoBaHHbiMU [ TKIT (mpyrue
¢opMbl UT"D) ObLI0 BBISIBIEHO YMEHbIIIEHUE 00beMa JIEBOTO
TUITITOKaMIIa, BJIMSBIIETO B TOM YMCJIE Y HA KOTHUTUBHBIC
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dyHxuMy matyeHToB [6, 24]. C y4eToM aHAMHECTHIECKMX
JAHHBIX Y TAHHOTO MallUeHTa CTPYKTYPHbIE HApYILLIEHWS MO-
IYT OBITB CJIENICTBUEM TIEPEHECEHHOM TMITOKCHM B HEOHATA b~
HoM niepuoze. I1py 3ToM JaHHBIE MATHUTHO-PE30HAHCHOM
ToMorpaduy B TMHAMUKE YKa3bIBalOT Ha Pa3BUTHE JETeHE-
PaTUBHBIX ITPOLIECCOB B JIEBOM TUIIIIOKaMIIe B Bozpacte 10—11
JIET C OMHOBPEMEHHBIM CTApTOM (POKATBHBIX IIPHCTYIIOB, YTO
COOTBETCTBYET COBPEMEHHBIM JIAaHHBIM O XapaKTePHBIX TPY-
3HaKax Je0roTa BUCOYHOM SMWICTICUN ¢ ME3UATbHBIM TeM-
MOpaJIbHBIM CKJIEPO30M Y AeTeii [4].

Pazsutue I'TKII y naHHOro mamueHTa MOXeT ObITh
pacueHeHo Kak mnposBieHue JIAD: 1o JaHHBIM 3apy0exK-
HBIX aBTOPOB, y 10—12 % nerteii MOTYT HaGIIOIAThCS €I -
HuuHbie uiu peakue 'TKII, oOblYHO BO3HMKAIOIINE
¢ HavajioM ImybepratHoro nepuoza [13]. OHu TakKe MOTYT
PacCleHUBATHCS KaK OTSTYAIOIINi (DaKTOP JJIST MUMEIOIIIeH-
cs hapMakope3rcTeHTHocTH. Kpome Toro, ¢ yueTom Ha-
nnuus poxkanbHoO cTpykTypHOi opmbl I'TKIT Morau
OBITh CIIPOBOIIMPOBAaHBI MIPUEMOM 3TOCYKCHMMMUIA.

®okaJlbHOE YCUJIEHHE UKTaJIbHOU Tudy3HOM 3IH-
JenTrOPMHOI aKTUBHOCTH I10 JIOOHO-BUCOYHBIM OTBE-
JICHUSIM MOXET HAaCTOpaKMBaTh B PaMKax KPUTEPUEB aTH-
MmIYHoro adcaHca. CylecTBYeT MO3UIIUSI, YTO aTUITUYHBIC
abCcaHChI YaCTO BCTPEYAIOTCS NP pehpaKTePHOIM SIUICTICUI
1 HEKOTOPBIMU aBTOpaMM PACLICHUBAIOTCS KaK OUH U3 TIPU-
3HAKOB SMWICNTUYECKUX dHLEedaTonaTuii pa3zpuTtus [23],
HO B HallleM cJlydae Te4eHHue 3a0ojieBaHMS, IT0Ka3aTeIn
BOM u ypoBeHb pa3BUTHSI KOTHUTUBHBIX HAaBBHIKOB HE
COOTBETCTBYIOT KPUTEPUSIM TaHHON HO30JIOTHH.

W3 anaMHe3a nalmeHTa M3BECTHO O 3a/IEPXKKE Pe4eBO-
IO Pa3BUTUS U MTOBEACHYECKMX HapylIeHusX. [1o pe3yiib-
TaTaM HEHXPOIICUXOJIOTMYECKOIO TECTUPOBAHUS BBISIBIIEHO
00l1ee CHIKEHUE MHTEJJIEKTa C IOrpaHUYHbBIM ITOKa3aTe-
JieM 1Q ¥ IMPOKKM CIIEKTPOM HapyLIeHU KOTHUTUBHBIX
dbynkuuii. CoBpeMeHHBIE HCCIIEIOBAaHUS YKa3bIBalOT
Ha MHOXECTBEHHOE TTOpakeHe KOTHUTUBHOTO MPOoduIIs
y MalyeHToB ¢ [IAD, B TOM UMCIie U SI3bIKOBbIE TPYIHOCTH;
IIPY 3TOM IIPOOJIeMBbl MOTYT HaOIIOIAThCs YK€ Ha 3Tarie
Je6roTa mprcTynoB. TakkKe He UCKITIOYAIOTCS TTPOSIBIICHMS
cHHApoMa AeUIINTa BHUMAHUS Y TUTIEPAKTUBHOCTH, OJ-
HAaKO CTeIeHb CHYDKCHUS ToKa3aTesiell B JaHHOM cliyJae
SIBJISIETCS HeTUTIMYHOM 17151 JIAD [2].

1. bauxos [1.B. DnuienTuyeckrue CMHAPOMBL: ONpee/ieHUe U Kiac-
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M3BecTHO, YTO JleYeHHWE MOXET HEeMOCPEICTBEHHO
BJIMSATH HA HEMPOKOTHUTUBHBIN Mpodwib mpu JJAD. Tak,
MpHYEeM BaJIbIIPOEBOI KUCIOTHI UMEET XYAIIUE MOCAEACT-
BUSI, UeM MPUEM BTOCYKCUMUIA WM JJaMOTpumKuHa [13].
OnHako B ciydyae Halllero IaiudeHTa 0ojiee 3HAaYMMbIM
B Pa3BUTUM KOTHUTUBHBIX HapyIIEHUN TpeAcTaBisieTcs
BJIUSIHUE IJIMTEIbHOU MOJUTEepAMy B Pa3IMUHBIX KOM-
OMHAIMSIX C OTCYTCTBUEM BJIEKTPOKIMHUYECKOTO 3heK-
Ta. Ha aT0 Takke MOXeT yKa3blBaTb HU3KUIA pe3yabTar
tecta EpiTrack Junior. BepositTHO, KOrHUTHUBHASI AUCHYHK-
1M1 HOCUT KOMOMHMPOBaHHBIN XapakTep, 00yCIOBICHHbII
HE TOJIbKO BIMSIHUEM MPOTUBOSMWICTITUYECKON Teparuu,
HO U CTPYKTYPHO-(DYHKIMOHAJbHBIMU MepecTpoiiKaMu
HEHPOHHBIX ceTell Ha ¢hOHe IMaToreHe3a reHeTUYEeCKOM
U CTPYKTYPHOI SIWJICTICUM.

DapMaKoOpe3UCTEHTHOCTD SIBJISIETCST PEIKUM M HeXa-
pakTepHbIM siBieHUeM npu JJAD. C yyeToM CeMUONIOTUMN
MPUCTYIIOB U pe3yasraToB BOM Hanuuue gaHHOM (popMBbl
SIWIETICKH Y TTAllMeHTa ITPaKTUIECKU HE BbI3bIBAET COMHE-
Huil. BOo3MOXHO, onpeaeieHHYIO pojib B OTCYTCTBUU 3(h-
¢exTa OT Tepaluu U CTOMKON HEMpOICUXOJOrnYecKoi
IUCGhYHKIIMM UTPaeT TsoKesask TUITOKCHUS TOJIOBHOTO MO3Tra
B aHaMmHe3e. [lpucoennHeHre GokanbHO (hOpMBbI TaKKe
SIBJISIETCSI OTSTYAOIIMM (DAKTOPOM /11 KOTHUTUBHOTO pa3-
BUTHUS U BIMSIET Ha TeParieBTUYECKYIO YCTOMUMBOCTD.

C yyeToM KJIMHMYECKMX IPOSIBJIEHUI 3a00J1eBaHus,
a Takke HaAIMYMST (hapMaKOpe3UCTEHTHOCTH ¢ YCKOJIb3a-
oM 3dhdexkTom Tepanuu ADII u ciradoit nMHaAMUKOR
nokaszateseit DDI' B HacTosiIIee BpeMs CTOUT BOIIPOC
0 TaKTHKE BeJCHUS MallMeHTa KaK TPy KOMOMHUPOBaHHOMN
dbopme snuIencuu.

OnucaHHBI KJIMHUYECKUN cllydail pacKpbIBaeT
TPYAHOCTH YCTaHOBJIEHUS TUarHO3a 1 MoJA00pa Teparnuu
MPU AaTUITMYHOM T€YEHUHU dIuIenicuu. Takve manueHThl
TPYIHBI B IPOTHOCTUYECKOM IIJIaHE M HYXXIaloTcs B 00-
Jiee yacToM IMHaMuyeckoMm HaoOmoneHuu. Headpdpek-
TUBHOCTb IMMPOTUBOIMMUIEIITUIECKOMN Teparvuy UK MPo-
SIBJIEHUE HeXapaKTePHbIX CUMIITOMOB BO BpeMsI JICUSHUS
JOJDKHBI, TIOMUMO MPOYEro, HaCTOPOXKUTh HEBPOJIOTa
B IUIaHE JajbHEMIlEero AMarHoCTUYECKOTO IoucKa
U MepecMOoTpa 3TUOJOTMYECKOTO NUarHo3a 3MUuIenTu-
YeCKOIo CUHApOMa.
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Hacnepue npodgeccopa K.10. MyxuHa. «Inunencus.
ATnac 3NeKTPOKJNMHUYECKON ANUArHOCTUKHU
U Tepanuu» B 2 Tomax (2023-2024 rr.)

The legacy of Professor K.Yu. Mukhin. “Epilepsy. Atlas of Electroclinical Diagnostics and Therapy”
in 2 volumes (2023-2024)

13 aHBapA 2025 r. 6e3BpeMeHHO ywen 13 xn3Hn KoHcranTuH lOpbeBny MyxuH — JOKTOP MeANLMHCKUX HayK, Npo-
deccop, pykosogutenb O6beUHEHUA MeAULIMHCKUX YUPEXAEHWI NO ANArHOCTUKE, NeYeHunio u peabunutauum 3abone-
BaHUWN HEPBHOW cucTeMbl 1 anunencun nm. Ceatutensa Jlykn, MexxgyHapoaHO NPU3HaHHbIV SKCMepT B AMAarHOCTUKe 1 ne-
YeHMW 3NUNIencun, BbICOKOKBANMOULMPOBAHHbIA Bpay-HeBpoOsor, umetwmin 6onee yem 40-neTHUN onbIT paboTbl
€ 60NbHBIMU 3NUNENCUEN, BNECTALLUIA YYeHbI, paboTbl KOTOPOro NONYUYNIN BCEMUPHOE NPU3HAHMWE 1 LUIMPOKO U3BECTHbI

KaK B HaLLel CTpaHe, TaK 1 3a pybexxom.

ITpodeccop MyxuH ocTaBuj 6oraroe HaydYHoOe HacJsie-
nue, BKoualoliee 6onee 400 HaydHBIX padboT, 20 MOHO-
rpacuii, MHOTOYMCJICHHBIC JICKIIMKM 1 ceMuHaphbl. [Tocen-
HU TpyH OJECTAIIETO YYEHOTO — «Dnmiencusa. Amiac
3JIEKTPOKJIMHMYECKO# IMATHOCTHKH U Tepanuu» B 2 TOMax —
SIBJISICTCSI BEPIIIMHOM €10 HaydHOTo TBOpPYECTBa U 0000111~
€T pe3yJIbTaThl BCeil HayYHOW M MPAKTUYECKON pabOThI
aBTOPOB.

C 1-ro Homepa 2025 1. Mbl OTKpbIBaeM B «PycckoMm
XypHaJie IeTCKOM HeBpoJIOTHm» pyopuKy «Hacnenve nmpo-
deccopa K.}O. MyxuHa», B KOTOpoil OyaeM 3HAKOMUTb
yuTateseil ¢ HaydHbIMU TpyaaMu KoHcrantuHa KOpeeBrua
U ITyOJIMKOBATh B KaXKIOM HOMEPE YacTh OIHOM IJIaBbl U3
ATItaca 3JeKTPOKIMHUYECKON TUarHOCTUKU U Teparuu
SIWICTICUMN.

DyHaaMeHTaIbHBIN TPy Bbillen B cBeT B 2023—2024 rr:
B nekabpe 2023 . 6bUT onmy6IMKoBaH 1-if Tom! 1 oceHblo
2024 1. — 2-i1 Tom2.

ABtopnl Atnaca: Koncrantun KOpbweBry MyxuH (rpo-
deccop, 1.M.H., Bpau-HEBPOJIOT, SIJIEIITOJIOT, PyKOBOIM -
Tesib MHCTUTYTA IETCKOM M B3POC/ION HEBPOJIOTMU U 31U -
nencuu uMm. Cearutens JIlyku), Jlapuca FOpbweBHa [yxoBa
(DOLIEHT, K.M.H., Bpay-HEBPOJIOT, SIWJIETITOIOL, Bpa4 (hyHK-
LIMOHAJILHOM AMAarHOCTUKU), AJeKcell AjleKCaHApPOBUY
XonuH (mpodeccop, A.M.H., Bpau-HEBPOJIOTL, Bpad (PyHK-
LIMOHAJBLHOM IUarHocTuku) (puc. 1, 2).

B 1-ii yacTu ATiaca nipeacTaBieHbl HOBelIMe CBe/le-
HMSI 110 KIIMHUYECKOI 3JIeKTposHIIebanorpaduu, BOIIPOChl
kinaccudukaimu. OTAeIbHO PACCMOTPEHBI (hHU3HOJIOTHYE-
CKHe U TIaTOJIOTUYECKUE MAaTTePHbl MEUICHHOBOJIHOBOM

Puc. 1. Aémopsr Amaaca 31eKkmpoKAUHUYECKOl OUASHOCMUKU U Mepanuu
anunencuu (cresa nanpaeo): Koncmanmun FOpvesuy Myxun, Jlapuca KOpo-
esHna Inyxoea, Anexceil Anexcandposuu Xoaun

AKTUBHOCTH, YCJIOBHO IMATOJIOTMYECKUE MTATTEPHBI, MATTEP-
HBI C HESICHBIM KITMHUYECKUM 3HAYEHUEM, a TaKKe (hU3HO-
JIOTUYECKUE U MATOIOTMUeCKUe MaTTepHbl cHa. IpeacTas-
JIEHBI TJIaBbl IO T€HETUYECKUM (opMaM SIUIEIICUH,
aubdepeHINaIbHON TUArHOCTUKE SITMIETICUA C APYTUMM
MapOKCU3MaIbHBIMUA COCTOSTHUSIMU. 3aBepiuaet 1-it ToM
[J1aBa 10 OCHOBHBIM ITPUHIIUIIAM JICUCHMSI SITUICTICUU.

Bo 2-it yacTu mpeacTaBieHO AETalbHOE OMUCAHUE
KJIMHUKYA BCEX OCHOBHBIX DIMUJICITUYECKUX CHHIPOMOB
C TTOAPOOHBIM PaCCMOTPEHHUEM 3JIEKTPOIHIIEedaIorpa-
(bryeckoil KapTUHBI TPU KaXI0N HO30JOTUU U COBPE-
MEHHBIX ITOIXOIOB K JIEYEHHIO KAXKIOT0 SIS THYECKOTO

"Myxun K.1O., Ityxosa JI.IO., Xonuu A.A. Driunencus. ATiac 3MeKTPOKIMHAYECKOM quarHocTuky 1 Tepanuu. T. 1. M.: Pycckuii meuaTHbIi 1BOp,

2023.912c.

Myxun K.IO., Tityxosa JI.1O., Xonun A.A. Dnuierncus. ATiac 31eKTPOKIMHUYECKOi AnarHocTky U Teparmuu. T, 2. M.: Pycckuii meyaTHbIit 1BOD,

2024. 884 c.
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Puc. 2. Koncmanmun FOpvesuu Myxun ¢ Amaacom 31eKmpoKAUHUHeCKOl
OQUazHOCMUKY U mepanuu SNUiencuu

1

cuHApoMa 1 HopMBI armiiiericuu. B ToMm yucie mpencras-
JIEHBI IMarHOCTUYECKME KPUTEPUU SIMIECTITUIECKIX CUH-
JIPOMOB 1 OCHOBHBIE Je(ODUHULIMY, BKIIOYCHHBIC B HOBYIO
MexayHapoaHyo KiaacCU(PUKAIUIO STUISHTUYECKUX
CHHIPOMOB, IIPUHATYI0 MeXayHapoaHON ITPOTUBOSIIM -
nentudeckoi nuroit B 2022 1. TepaneBTUUYECKUE CXEMBI
Y MOIXOAbI M3JIOXEHBI KaK C YYeTOM MEXIYHAPOIHBIX
CTaHIAPTOB 1 0030pa COBPEMEHHOM JIUTePaTyphl, TaK U HA
OCHOBE IIPAKTUYECKOTO OITbITa AaBTOPOB.

ATJac cofepKuT OOJIBIIOE KOJIMYECTBO MJUTIOCTPALIMIA
KO BceM (hU3MOJIOTMIECKIM U ITaTOJIOTUYECKUM 3JIEKTPO-
sHIedanorpadyecKUM MaTTepHaM 1 OCHOBHBIM SITHJICTI-
TUYECKUM CUHAPOMAaM.

ATJIac T10 JIeKTPOKIMHWIECKOM TUAarHOCTUKE M TePaItiu
SMUNETICUHU, U3JAHHBII B 2 TOMAaX, MpeACTaB/sieT co0oii 60-
Jiee yeM 10-JIeTHUI yMOpHBIN TPy KOJJIEKTUBA aBTOPOB,
OCHOBaHHBII1 Ha 1ToYTH 30-JIETHEM OMbITe PabOTHI IO TTPO-
BEIICHUIO ¥ aHAJIM3Y BUICO3JICKTPO3HIIE(DaTorpahaecKoro
MOHUTOPYHIA. ABTOPHI TaHHOTO ATJIaca sIBJISTIOTCSI 9KCIIep-
TaMHM B 001acTy armatentoioruu v nepsbiMu B CHIT (1996 10)
MPUMEHWIN METOM, BUIICO3IeKTPO3HIIe(DaIorpaduIecKoro
MOHUTOPUHTA B KIIMHUYECKOM NPAKTUKE IS TUATHOCTUKH,
B TOM uucie auddepeHIIaTbHOMR, SITUJICTICUU.

CopeprkaHue 1-ro Toma:

IIpenuciioBue aBTOPOB
Penenzun

Imasa 1. Victopus pa3BUTHS KIIMHUIECKOM JIEKTpo3HIIedarorpahnn

JLIO. Inyxoea, K. 1O. Myxun

I'nasa 2. bazoBble MpuHIUIEI 31eKTposHLehanorpadpumn. Uctounnku DD I-nmoreHMaNoB. DIeKTPOIbl, CUCTEMBI pac-
MOJIOKEHUS 3JIEKTPOI0oB. MoHTaxHbIe cxeMbl. [IpaBuiia loKaIu3auumu

JLIO. Inyxoea

TaBa 3. OcHoBbBI Bu3yalibHOro aHanu3a DI, XapakTepucTuka HOpMaJbHBIX PUTMOB B COCTOSIHUM OOIPCTBOBAHMUS
y IeTel U B3POCIIbIX U UX OCOOEHHOCTU MPU HEKOTOPBIX MATOJIOTUUECKUX COCTOSIHUSX. ApTedakThl Ha DII

JLIO. Inyxosa, K. 1O. Myxun

Imasa 4. AKTMBHpYOIIME TTPOLeAypsl B DOT
JI.IO. I'nyxoea

InaBa 5. Dnexrposnuedanorpadusi 1 HOpMaTbHBIN COH
JILIO. Ihyxosa

TaBa 6. DrmnenTudopMHast aKTUBHOCTh
JLIO. Inyxoea

InaBa 7. OcobenHocTy DI B HEOHATAILHOM TIEPUOIE
A.A. Xoaun

Inasa 8. OcHoBHbIE AedUHUIIUM B mwienToaoruu. Kinaccudukanus snuaentuyeckux npuctynosn (2017 ) v snusen-
THUYecKuX cuHApoMoB (2022 r.). [Ttoccapuii ukranbHO# cemuooruu (2022 r.)

K. 10. Myxun

TnaBa 9. DnunenTUYeCcKNe CITa3Mbl
K 10. Myxun, A.A. Xoaun

InaBa 10. ToHM4eckue MTPUCTYIIBI
K. 10. Myxun
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Imasa 11. MuoKJIOHMYEeCKE M aTOHNYECKUE TIPUCTYIIBI
K. 10. Myxun, B.C. Kakayauna, E.B. Yaakoe

TaBsa 12. TunmuHble abcaHCHI
K. 1O. Myxun

I'maBa 13. AtunuunHslie abCaHChI
K. 10. Myxun

Inapa 14. [unepkuHeTHYECKUE SMUIEITUISCKUE TTPUCTYIIbI
K. 10. Myxun, J1.1O. I'nyxoea

Inasa 15. ®okanbHEBIC MIICITHYECKUE TTPUCTYITHI C aBTOMATU3MaMM
M.O. Abpamos, K. 10. Myxun, M. IO. lllennuxosa, /1.A. Apxunosa

Imasa 16. M3meHenus D3I 11pu HeoHATAIBHBIX TIPUCTYIIAX W STTAJICIITHYECKIX CHHIPOMaX HOBOPOXKIECHHBIX
A.A. Xoaun, A.C. Ilempyxun

Imasa 17. JoOpokadecTBeHHBIE STTWJICIITH(MOPMHBIC ITATTEPHBI IeTcTBA (pojdaHaudeckue craiikm) u JADI1/I-accomm-
MPOBaHHBIE COCTOSTHUS
K. 10. Myxun

I'nasa 18. [enetnyeckue sanmerncuun. JInarHocTKa M HEKOTOpEIe crielnuduyeckue DD I-kpurepun
JLIO. Inyxoea, K.1O. Myxun, M.FO. bobbiiosa

I'nasa 19. [eHeTnyeckas anuierncus ¢ GpeOpUIbHLIMUA MPUCTYIIAMU TLTIOC
JLIO. Inyxoea, K. 10. Myxun

Imasa 20. CBsg3aHHasI CO CHOM TUIIEPMOTOPHAs (THIIEpPKUHETUYECKAsT) SITYICTICHS
JI.1O. I'nyxoea,|0.B. Maabiuesa

Inasa 21. InddepeHIManbHbIIN AMATHO3 SIIICTICHH CO CXOXNUMU HESMIIICTITIYSCKIMI TTapOKCU3MATBHBIMH PacCTpOi-
CTBaMU
JILIO. I'nyxoea

Inasa 22. [IpvHUKIIBI IPEXUPYPTUYECKOM IUATHOCTUKY DITUIECIICUN
B.A. Yaoaes, JI.I. Cenesnésa

I'nasa 23. OcHOBHBIE IPUHILIMIIEI JICUSHUS SITUJICTICUU
K. 10. Myxun, O.A. Ilbinaesa, A.C. [lempyxun

CopeprkaHue 2-ro Toma:
IIpenucioBue

I[naBa 24. PanHss muageHvYecKasi anuienTUIecKas dHIedanonaTsl ¢ CyIpecCUBHO-B3PBIBHBIM naTTepHOM Ha DOT
(cunnpom Otaxapa)
A.A. Xoaun

TaBa 25. PanHgsa MyuoKJIoHM4YecKas dHIedanonaTus
A.A. Xorun

I'naBa 26. Tsxenas snuencusi ¢ MHOXKECTBEHHBIMU He3aBUCUMbIMU (pokycamu craiikoB (SE-MISE, cunnpom Map-
kanga—bmome—Oraxapa, cunapom Otaxapa IT)
A.A. Xoaun

[nasa 27. Dnuiencus MiTageHIecTBa ¢ MUTPUPYIOITMMY (POKATBHBIMU IPUCTYITAMM (3JT0OKa4eCTBEHHBIE MUTPUPYIOIITE
napuMajabHble TPUCTYIIbI MJIafieH4YecTBa) win cuHapoM Konmona—/lionaka
A.A. Xoaun

Inasa 28. CuHapoM MHGAHTUILHBIX ATUICTITUYECKUX CTITa3MOB (CHHIpoM Becra)
K 10. Myxun, A.A. Xoaun

Inasa 29. Cunnpowm [Ipase
K 10. Myxun

I'nasa 30. Cunapom Jlennokca—Iacro
K. 10. Myxun, O.A. Ilbinaesa
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Inasa 31. Dnuiencust ¢ MUOKJIOHMYECKM-aTOHMIECKUMU TIpUcTynamu (cuHapom [loze)
K. 10. Myxun

I[naBa 32. Dnmiencust ¢ MUOKJIOHMYECKMMU abcaHcamu (cuHApoM TaccuHapy)
K. 10. Myxun

Inasa 33. Dnuencus ¢ MUOKJIOHUEN BeK (CUHAPOM [I>KMBOHCA)
K. 10. Myxun

I'masa 34. /lerckast abcaHCHAsI SIMICTICHS
K. 10. Myxun

Tasa 35. FOHomeckas abcaHCHas SITWIETICUS
K. 10. Myxun

InaBa 36. Dmutercus ¢ U30JMPOBAaHHBIMM F€HEPATM30BAHHBIMU CYIOPOKHBIMU ITPUCTYIaMU
K. 10. Myxun

[nasa 37. FOHOImEcKas MUOKITIOHNYeCKast srmtericust (cuHapom SAHiia)
K. 10. Myxun

InaBa 38. Bo3pact3aBrucumast anuiencus AeTCTBa C IEHTPAIbHO-TEeMITOPATIbHBIMU cllalikaMu (poJlaHIuyecKast SMu-
JIeTICHS)
K. 10. Myxun

InaBa 39. BospacT3aBrcumast amiericus ¢ BEereTaTUBHBIMU MpUCTyITamMu (cuHapoM [lanaitoromynoca)
JLIO. Inyxoea

Inasa 40. [leTckas 3aTbTOYHAS SMUIEIICUS CO 3pUTEIbHBIMU IPUCTYIIAMU
JILIO. I'nyxoea

I'naBa 41. Bo3pacr3aBrucuMasi anujencusi ¢ poKaJlbHBIMU U TeHepaIn30BaHHBIMM MPUCTYIIaMU (paHee — UAonaTuye-
cKkast hokanbHast SIMUJIETICUS C TICEBIOreHePaIn30BaHHBIMM ITPUCTYITAMM )
K. 10. Myxun

I'naBa 42. DHuedanonaTys pa3BUTUS U STWIENITUYECKAsI CO CITaiiK-BOJIHOBOI aKTUBAllKell BO CHE U SMMUJICIITUYECKAs
SHIIe(ATOIaTHS CO CITailK-BOJIHOBOM aKTHBAllMeil BO CHe (3IMIenTrudecKast SHIe(MaIONaThsI C SJIEKTPUISCKAM SITH -
JIENITUIECKUM CTAaTyCOM B MEIJICHHOM CHe)

K. 1O. Myxun, JI.1O. I[1yxosa

I'naBa 43. Cunapowm nceno-JIeHHOKca (aTunmmyHasi AoOpokKadyecTBeHHas1 (hoKaabHasl SMUJIETICUS JETCKOro BO3pacTa)
K. 10. Myxun

Inasa 44. Cunnpowm Jlanmay—KneddHepa (mprodpereHHas SnuenTuIeckKas adasus)
K. 10. Myxun

I[nasa 45. @okanbHas SMUATIETICUS IETCTBA CO CTPYKTYPHBIMU U3MEHEHUSIMU B MO3T€ U IOOPOKaUYeCTBEHHBIMU SITHIIETI-
TopMHBIMU TTaTTepHamMu Ha DI (POICUM-ABII/)
K. 10. Myxun

I'masa 46. CTpyKTypHas JIOOHAS SMIICTICUS
K. 10. Myxun

InaBa 47. CTpyKTypHasi BUCOYHAs SIUJICTICUS
JILIO. I'nyxoea, M.A. Bporosa

I'nasa 48. CtpykTypHast TeMeHHasl SMUJICTICUS
JI.IO. I'nyxosa, E.H. baparemosa

InaBa 49. CtpykTypHasi 3aThIJIOYHASI STTWIETICUST
JLIO. Inyxoea, M.P. Kpemenuyeckas

[nasa 50. Dnunencust pu GoKaTbHBIX KOPTUKAIBHBIX AUCIIIA3MAX: KIMHUKO-31eKTPO-HEeHPOBU3YyaIM3allMOHHbIE
XapaKTepUCTUKU
K. 10. Myxun

Inasa 51. Dnunencus KoxeBHrkoBa u cuHapom KoxxeBHukoBa—PacMycceHa
K. 1O. Myxun, A.A. Xoaun, A.C. [lempyxun

Peoaruus ncypnaaa



	Пустая страница



