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Epilepsy and cerebral palsy (CP) are among the most frequently co-occurring neurological disorders and are characterized
by high comorbidity. This article provides a brief overview of the issue and presents clinical cases of patients with CP
combined with focal epilepsy of childhood with structural brain changes and benign epileptiform discharges of childhood
on electroencephalogram (FECSBC-BEDC) and infantile epileptic spasms syndrome. Vigabatrin is a first-line drug
for the treatment of infantile epileptic spasms syndrome and can also be successfully used for focal epilepsy in patients
with CP. Due to its GABA-mediated mechanism of action, vigabatrin has demonstrated the ability to reduce symptoms
of spasticity in dystonia. Although the FECSBC-BEDC syndrome has been described in patients with CP, it has not yet
been assigned a taxonomic position in the International Classification of Epilepsies and Epileptic Syndromes. Sulthiame
has demonstrated efficacy and good tolerability in patients with FECSBC-BEDC.

Keywords: cerebral palsy, infantile epileptic spasms syndrome, vigabatrin, focal epilepsy, dystonia, focal epilepsy
of childhood with structural brain changes and benign epileptiform discharges of childhood on electroencephalogram,
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BeepeHue

Lepeopanbnbiii napanuy (LIT) (G80.0 «Cnactuye-
CKMi1 LiepeOpabHBIN ITapaand»), CONIACHO COBPEMEHHO-
My ompeneieHuo (B. Dan u coast., 2026), — IIMPOKO
MPUMEHSIEMBII OIMCATEIbHbIN TMarHO3 LIS LIEJIOTO CIIeK-
Tpa MOTOPHBIX (IBUTATEIbHBIX) HAPYIICHUI, BEI3BAHHBIX
HEIpPOrpecCUpyoluM MOBPEXIACHUEM WM MOPOKaAMU
pa3BuTHsI (ManbhopMaIusIMU) TOJIOBHOTO MO3Ta B pAaHHEM
BO3pacTe (MPEUMYIIECTBEHHO B IIEpUHATAILHOM ITEPUOIIE).
B ocHoBe (popmupoBanus LII1 B pe3yabraTe HapyleHUSs
Pa3BUTHSI TOJIOBHOTO MO3ra JieXXaT TeHeTUIeCKHe, BOCIIa-
JIUTEJIbHBIE 1 Helipoduanonorndeckre pakropsl. KimmHu-
yeckue MposiBieHus y mamnueHToB ¢ LIIT BkiItouaooT
HE TOJbKO MOTOPHBIE CUMIITOMBI (CIIa3Mbl, JUCTOHMS,
aTakcus 1 Jp.), HO U CBS3aHHbBIE C HUMU CEHCOPHbIE, KOT-
HUTUBHBIE HapylIeHUs M snwiencuio. PacnpocrpaHeH-
Hoctb LIIT coctaBnsier ot 1,5 mo 4 cinydaeB Ha 1000 xxuBo-
poxaeHHbIX (G. Noritz u coanr., 2022).

HecMotpst Ha IpuHATHIA B Poccry TEpMUH «IeTCKUIA
LepeOpanbHblii Tapaany» (JILIT), nctopuuecku ykasbiBa-
IOLIUIA Ha paHHEee MTOBPEXICHNE TOJIOBHOIO MO3Ta (B aHTe-
HaTaJIbHOM, MTHTpaHATaJIbHOM WJIM HEOHATaIbHOM TIEpHUO-
Jlax), B MEXIYHapOMHOM ITPaKTUKE UCIIONb3yeTcs boee
IIMPOKOE TIOHSTUE — «IIepeOpabHbIN Tapaand». OTcyT-
CTBUE yKa3aHUsI Ha BO3PacT MOAYEPKUBACT IIEPCUCTUPYIO-
LW XapaKTep ABUTaTeIbHbIX HAPYIIEHUI KaK B IETCKOM,
TaK 1 BO B3pOCJoM Bo3pacTte. [IpuMmeHeHue 6ojiee yHUBED-
CaJIbHOTO Y TOYHOT'O C MEAMIIMHCKOM TOUKM 3pEHUST TEPMU-
Ha «1IepeOpaTbHBIN TTapaind» MTO3BOJISIET CMECTUTH (POKYC
C BO3pacTa Ha camy MPUPOAY COCTOSTHMS M ITOTYCPKHYTh
HEO00XOIMMOCTh HEIIPEPHIBHOTO MEIUIIMHCKOTO COITPOBO-
SKIEHUST TAKKMX ITallMEHTOB B JIIOOOM BO3pacTe.

LepebpanbHblilt napaauy — 3a00eBaHUE ¢ BBICOKOM
YacTOTON KOMOPOUIHBIX HapyIIEHUI, KOTOPhIE CAeIyeT

YYUTHIBATh IPU BBIOOpE JIeKapcTBeHHOI Tepanuu. Corjac-
Ho gaHHbIM 1. Novak u coaBrt. (2025), Kk HauboJjiee 4acTbIM
COMYTCTBYIOLIMM cocTosiHusIM ipu LITT oTHOCATCSI 601€eBOI
cuHapoM (75 % cityyaeB), HApYIICHUS PEUEBOTO Pa3BUTHS
Y KOMMYHUKATUBHBIX GyHK1IMi (75 % cinydaeB), Hapyllie-
Hus 3peHust (50 % caydaes), nucdarusa (50 % ciaydaes),
BBIBMX Ta300eapeHHoro cyctasa (33 % cityyaeB), Hapylle-
HUS cHa (B TOM 4Mciie anmHo3) (25 % ciydaeB), a TakxkKe
KOTHUTHMBHbBIE U MOBEAECHUYECKUE HAPYIIIEHUS: CUHIPOM
TMIICPAKTUBHOCTHU C Ae(PUIIMUTOM BHUMAHUS, PACCTPOMCT-
Ba ayTUCTUYECKOro criekrpa u np. (20 % ciydae).

Yacrorta pazsutus snuierncuu npu LT MHorokpaTHO
MpeBHIIIACT ITOKa3aTeId B 00IIeli momysinuu. Tak, co-
[JIACHO JTaHHBIM IIIMPOKOMACIITa0HOrO HAllMOHAJIBHOTO
uccienoBanus B CIIA (National Survey of Children’s
Health) 3a 2016—2021 rr., oxBatusiero okojao 300 TeiC.
nereit B Bo3pacte 2—17 ner (L.H. Tian u coasrt., 2025),
10 CPABHEHUIO C IPYTUMU PacCTPOMCTBAMU PACIIPOCTPA-
HEHHOCTb SMUJICTICUY ¥ HapyIIeHUI MHTEJUICKTA Y Malu-
eHroB ¢ LIIT okazanach Bblllie OOIIETONMY/ISLIMOHHBIX 3Ha-
yeHuii B 69 1 43 pa3za cooTBeTCTBeHHO. CpeHss YacToTa
pasBuTus armtenicun y neteit ¢ LITT cocrasnster 34—42 %,
IIPY 3TOM, T10 JaHHBIM Pa3HbIX aBTOPOB, TMUAITa30H IMOKa-
3aTeJiell BapbupyeT B Mpeaenax ot 15 mo 60 % (O.B. bui-
KoBa u coanT., 2012; B.II. 3bikoB u coast., 2022;
M.S. Cooper u coaBr., 2023; I. Novak u coast., 2025). D10
MOXET OBITh CBSI3aHO C 3TUOJIOTHEI U TSDKECTHIO TBHMTa-
TeJIbHBIX HAPYILIEHUIi B OLICHUBACMBIX IPYIIIAaX MalieHTOB.
Tak, pucK pa3BUTHS SIMUICTICUY 3HAYUTEILHO BO3pacTaeT
Ipy 60J1ee BEICOKUX YPOBHSIX IBUTATEIBHBIX HAPYIICHUIA
no GMFCS!, oco6enno npu yposHsix IV=V (p <0,01)
(M.S. Cooper u coasr., 2023).

K npyrum npeaukropam pa3BUTUSI STUIEIICUU
npu LIT orHocaTcs kBagpuriernyeckas ¢opma LTI,

IGMFCS — Gross Motor Function Classification System, MexayHapoaHasi CUCTEMa OLIEHKH YPOBHsI ABUraTeIbHbIX HapylueHuit y aeteit ¢ JLIIT.
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Ta6maua 1. IIpoeHocmuueckue npedukmopst snuaencuu npu yepeopansHom napasuye (no N. Feroze u coasm., 2023)
Table 1. Prognostic predictors of epilepsy in cerebral palsy (according to N. Feroze et al., 2023)

Predictors of epilepsy development in cerebral
palsy (p <0.01)

Predictors of epilepsy resolution by age 5
(p <0.05)

Predictors of drug-resistant epilepsy development

Vposuu IV 1 V o MACS? (HapyiueHust
JIBUTATEIbHBIX (DYHKIINIA).

'YMCTBEHHasI OTCTaJIOCTb.

Hapyienust 3peHust

MACS levels IV and V (manual ability
impairment).

Intellectual disability.

Visual impairment

Cnactuyeckasi IUruierus (moJaoxu-
TeJIbHOE BIIUSHUE).
CpenHue 1 BbIpa)K€HHbIE KOTHUTUB-
Hble HapyleHUs (OTpULIaTeIbHOE
BJIASTHHE)

Spastic diplegia (positive impact).
Moderate-to-severe cognitive impairment
(negative impact)

Pannee Havyaio sanuiencuu.
[eHepann30BaHHBIN TUIT TIPUCTYIIOB.
DH1edaIoNaTus pa3BUTHSI 1 STIMICTITUIECKAS.
MynbrupernoHaabHbIe pa3psiabl
Early epilepsy onset.

Generalized seizure type.
Developmental and epileptic encephalopathy.
Multifocal discharges

HEOHATaJIbHbIE CYIOPOIH, MCUXWYECKUE HapyLIeHUs,
CTPYKTYPHBIE U3MEHEHHUSI TOJIOBHOT'O MO3Ta, BBISIBJICHHBIC
MPY HERPOBU3YaIN3aLUK (TTOPOKU Pa3BUTHS LIEHTPATbHOM
HepBHoIi cucteMbl (LIHC), atpodust Kopsl, MUKpolieda-
Jist, MHGAPKT, pacllUpeHue KeIyI09KOB, IMopakKeHue
ceporo BelecTsa [16]), u apyrue daxropsl (Tabi. 1).

K HaumbGosiee moKa3aHHBIM IIPEAUKTOPAM Pa3BUTHS
snuencuu nipu LI, monyyeHHsiM R.A. Alyoubi 1 coaBrT.
(2024) npu ananuze gaHHbIX 88 138 mauuenTtoB ¢ LII1,
u3 KoTophix 44 901 cTpaman sanuierncueit, ObUTM OTHECEHbI
cracThyecKasi AUIUIerus (CKOpPpEeKTUPOBAHHOE OTHOIIIE-
Hue maHcoB 1,88; 95 % nmoBeputenbHblii HTEepBad (J1N)
1,73-2,04; p <0,0001), a Takzke nepuHaTagbHast THOEKIIMS
(CKOppeKTUPOBAaHHOE OTHOIIeHHKeE IaHcoB 1,61; 95 % AN
1,17-2,23; p = 0,004). B MHOrO(DaKTOPHOM aHaI13e Cla-
ctuyeckuit kBagpuriernyeckuit moarun LIIT 6wt acco-
LIMMPOBAH C CAMBIM BBICOKMM PUCKOM Pa3BUTUSI ITHJICTI-
cun (oTHomeHue maHcoB 2,37; 95 % AU 2,29-2.,45;
p <0,0001), Torna kak atakcudyeckuii moarun LI — ¢ ca-
MBIM HM3KUM puckoM (oTHolueHue maHcos 0,60; 95 %
AN 0,48—0,75; p <0,0001). KopkoBbie MOBpeXACHUS ac-
COLIMMPOBAHBI ¢ 0oJiee TSKEIBIMU SIMUICTITUYECKUMM
CHHIpOMaMU, TOTJa KaK U30JIMPOBAHHBIC TTOBPEXKICHUS
0eJToro BellleCTBa Yallle CBSI3aHbI C BO3PAaCT3aBUCUMBIMK
(opMamM# 3IIMIIETICHM, B YACTHOCTHU C BO3PaCcT3aBUCUMOM
doxanpHoI smmnencueii netctea (B3MB/I) (M.S. Cooper
U coaBT., 2023).

Tunbl 3nuAenNTUYECKUX NPUCTYNOB

npu uepebpanbHOM napanuye

B uccnenoBanuu M.S. Cooper 1 coasr. (2023) y 93 (36 %)
n3 256 neteit ObUTH 3a(bUKCUPOBaHbI (heOPVITBHBIC WITH ade-

OpMJIBHBIC TIPUCTYIBI ITOC/IC HEOHATAJIBHOTO IIEpUoja,
ay 87 (34 %) nuarHocTMpOBaHAa AMUJICTICUST. Y OOJIbIIIMH-
ctBa (n= 56 (60 %)) meTeii OBUT YCTAHOBJICH OUATHO3
B3®3/1, vy 28 (30 %) Habmomanachk HeyToYHeHHast (o-
KasibHas snwtericus, y 11 (12 %) — cuHapoM nHGaHTUIIb-
HbIX anenTnaeckux crmasmoB (CUDC), y 3 (3 %) — cuH-
npoM JlenHokca—TIacro, y 2 (2 %) — reHepaniu3oBaHHasI
srmuiencust, y 9 (10 %) — pedpuitbHbIE Cynoporu. Y neTeit
¢ IT MoryT ObITh AMarHOCTUPOBAHbI (DOPMBI SMUJICTICUH,
XapaKTepHbIe IJIsI IeTel ¢ HOpMaJIbHBIM pa3BUuTHEeM. B oT-
HomeHnn B3®D]] HekoToprie aBTopsl (M.S. Cooper 1 co-
aBT., 2023) ycTaHaBIMUBaIM AMArHO3 JaHHOU (hOPMBI SITH -
JIETICUY ¢ KOMMeHTapueM «BapuaHT» (B3MD/1-papuaHT’),
IMOCKOJIbKY, COIVIACHO ACHCTBYIOLIEH KitacCuuKaiuu
MexXmyHapoIHOM MPOTUBOSMMJICTITUYECKOM JIUTH, IUAarHO3
B3®3B/1 y neteii ¢ mopaskeHHEM TOJIOBHOTO MO3Ta He ycTa-
HaBnuBaeTcs (S.M. Zuberi u coasrt., 2022). B oreuecTBeH-
HOI JIUTepaType CYIIECTBYET SKBUBAICHT, MPEII0XKCHHBIN
3HauuTenbHO paHee K.FO. MyxuHBIM M BOCITOJTHSIIOIINI
9TOT BaxKHbIH Mpodes B Kilaccupukauy MexxayHapoIHOi
MPOTHUBOSITMJIEITIYECKOM JIUTH, — «(pOKATBHAsI SITJICTICHS
JIETCKOTO BO3pacTa CO CTPYKTYPHBIMU U3MEHEHUSIMU B MO3-
re ¥ 100pOKauyeCTBEHHBIMU SMMIENITU(DOPMHBIMU HATTEP-
HaMM JETCTBa Ha aJieKTposHIedanrorpamme» (PDICUM-
ABI110) (K.}FO. MyxuH u coaBr., 2012).

Ocodennoctu CUDC nmpu LII. B uccinenoBaHuun
M.S. Cooper u coasrt. (2023) CUDC cocrasnstn 12 % (11
u3 87) Bcex caydyaeB snuierncuu npu LIT. ITo maHHBIM
M. /. IlanaBa3oBoii u coaBT. (2023), cpenu 80 meTeit
¢ snumnencueit u L1, moctynaBImux Ha CTallMOHApHOE
sneyenue B arectane, CUOC ObL1 fuarHocTUpoOBaH y 19
(24 %). YuuTbiBas KpaiiHe HeOJIaronpusITHbIM MPOrHO3

MACS — Manual Ability Classification System, cuctema Kiaccu(pUKalU MaHyaJIbHbIX HABBLIKOB, Pa3pab0TaHHas JUISl OLIEHKH MCIIONIb30BaHMs PyK
JUUISE MAHUITYJISILIMEL ¢ TIpeMETaMU B TIOBCEHEBHOM NesiTeIbHOCTH y aeteit 4—18 ner ¢ LITT.
3SeLFE-variant — self-limited focal childhood epilepsy, camokynupyiowasics (Bo3pacT3aBucumasi) (poKanabHas SMUIENChsl I1eTCTBA.
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IUIST pa3BUTHsI peOeHKa MPY HECBOEBPEMEHHOM Havajie
Tepanuy MHMaHTWIBHBIX CIIA3MOB, 3TOT AMArHO3 TPeOyeT
0co00¥i KITMHUYECKOM HacTopoxkeHHocTH y aeteii ¢ LITT.

E. Nagy u coaBrt. (2020) cpaBHuau nauueHToB ¢ LITT
u CUDBC (n = 39) u nauueHto c CUDC 6e3 LI (n = 23).
B rpynne ¢ LIIT Haubosee yacThIMU CTPYKTYPHBIMU U3Me-
HEHUSIMU 110 TaHHBIM MarHUTHO-PE30HAHCHOI TOMOTpa-
(uu 6bUTM MOCIENCTBUS TIpe- U TIepUHATAIBHOM TUITOK-
CUM—UIIIEMUU, MaibhopMalMd TOJOBHOrO MO3ra,
1epeOpOBaCKYISIpPHBIE UHCYJBTHl M HEHPOUHMEKIIUM.
Hanpotus, B rpymnmne 6e3 LI, Hapsmy co CTpyKTYpHBIMU
W3MEHEHUSIMU, 3HAYUTEIbHO Yallle PeTUCTPUPOBAIOCH
OTCYTCTBHE MOP(OJOTMUECKMX HAPYIICHUI Ha TOMOTpaM-
max. boabmmHcTBo aneHToB ¢ CUBC npu LIT umenu
BbIpaXeHHBIC NBUTaTebHbIe (78 %) M KOTHUTHUBHBIC
(90 %) napymenusi. C Apyroit CTOpOHbI, y MAIIUEHTOB
¢ LIIT pa3BuTrie hapMaKope3UCTEHTHOM SITUJICTICUM BCTPE-
yajioch HeckoJbKo pexe (y 54 % nereii ¢ LIIT u 67 % nereii
6e3 LT nmpu CUDBC chopmupoBaiach pe3ucTeHTHasI K Te-
parvu SIUICTICHS).

CranpaptHas Tepanus CUDC npu LIT cooTBeTCTBY-
€T OOIIMM MPUHLIMIIAM JISYCHUST THMAHTWIbHBIX ITHJICTI-
tueckux cnasmoB (DC) (G. Noritz u coast., 2022). Bura-
0aTpUH U IIIOKOKOPTUKOCTEPOMIBI OTHOCSTCS K ITperiapaTam
1-i1 nunum Tepanuu CUDC. KomOuHaLMS TITIOKOKOPTU -
KOCTEpOMIOB U BUTabaTpUHA MOXET ObITh Oosiee a(pdek-
TUBHOM 1s1 TofaBiieHus DC U pa3pelieHus TUTICApUTMHH,
YyeM MpUMEHEHUE AaHHBIX IperapaToB B MOHOTEpaIuK
(B. Dozieres-Puyravel u coasrt., 2024). B To xxe BpemsI clie-
JIyeT TIOMHUTh O TOM, YTO ITPUMEHEHHE BBICOKHUX JI03 BH-
rabaTprHa B COYETAaHUHU C TJIIOKOKOPTUKOCTEPOUTAMM
y nauueHToB ¢ CUUOC noBkIlIaeT BEpOSITHOCTh Pa3BUTHS
BUTA0AaTPUH-aCCOLIMMPOBAHHBIX aHOMAaJIMii MoO3Ta
(vigabatrin-associated brain abnormalities on magnetic
resonance imaging, VABAM), KoTopbie 00paTUMbI 1 OOBIU-
HO MPOTEKAIOT CYyOKJIMHUYECKHU, HO MHOTAA MOTYT ITPOSIB-
JISThCSI OOpaTUMBIMU JABUTATEIbHBIMU HApYyIICHUSIMU
(TpeMop, TMCTOHMSI), YTO KOPPEKTUPYETCS CHIKEHUEM
no3bl uian otMeHoi Tepanuu (D.G. Corréa, 2024; R. Sathe,
2024; O. Apanasenko, 2026).

Jnsa npuddepeHLmaabHOM AMarHOCTUKY HESNUISHTH -
YECKUX TUCTOHUYECKUX U MMOKJIOHMYECKHMX 3IU3010B
C CYIOPOXHBIMM IIPUCTyNaMU HaubGoiiee 3(PHeKTUBHO
MPOBeICHNE BUACO3IEKTPOIHIIe(haTorpadnIecKoro Mo-
HutopuHra (BOM) ¢ perucrtpaumeit mapokcusamMaabHbIX
COCTOSAHUIA.

DokanbHas SMUIENCHA IETCKOT0 BO3PACTa CO CTPYK-
TYPHbIMH M3MEHEHMSMH B MO3re U 100POKaYeCTBEHHBIMHI
amuentudopmubivi narrepaavu aerctsa (IDI1/I) na snek-
TpoaHuedanorpamme (D), uamu B3DD/I-Bapuant, y na-
nuenToB ¢ LTI npeacraisieT coboii ocodyto popmy 3a00-
neBaHus. [Ipu 3ToM (heHOMEHEe KIMHMYECKash KapTUHA
U gaHHble DT MOTHOCTHIO COOTBETCTBYIOT KPUTEPHUSIM
BO3pPAaCcT3aBUCUMON (hOKAJBHOM SMUJICTICUM, OJHAKO Be-
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pudukanusa nuarHosza B3MD]I 1o coBpeMeHHOi Ki1accu-
bukamn MexnyHapoIHON MPOTHBOSIUIIEIITUICCKON
JIUTH HEBO3MOXKHA, MOCKOJIbKY HAJIMYKE O4aroBOro rmopa-
>KEHUS TOJIOBHOTO MO3I'a BBICTYITAET KPUTEPHEM UCKITIOUE-
Hus 1151 Bo3pacT3aBucumMoit popmbl (M.S. Cooper 1 coaBbT.,
2023; S.M. Zuberi u coast., 2022). ®DOACUM-ADI1]
HE CBsI3aHa HAIPSIMYIO CO CTPYKTYPHBIM 04aroMm Iopaxe-
HUs, a O0YCJIOBJICHA HapyIICHUEM CO3PEeBaHMUs MO3ra
Ha (poHe MoBpeXIeHMS OEJI0TO BEIIeCTBa, II03TOMY MPO-
THO3 B OTHOIICHUM IIPUCTYIIOB Y TAKWX IETEH 4acTo 3Ha-
YUTEJIBHO JIyYIlle, YeM MOXHO ObUIO ObI OXMAATh TP Ha-
JIMYUH CTPYKTYPHOM STUJICTICUU.

B oteuecTBeHHOI TUTEpaType JaHHBII HEAOCTAIOIINIA
TepMuH ObLT npeaoxeH K.FO. Myxunbim eme B 2010 1.
CBeaeHus 0 BBICOKOW pacrnpocTpaHeHHocTu DI/,
WY POJIAHAMYECKUX CHaiiKoB, Y mauueHToB ¢ L1 Obutn
TakxKe 3HAUMTEIbHO paHee npeacTabieHbl K. KO, MyxuHbM
Ha OCHOBE aHaJIM3a JINTEPATYPhl © MHOTOYMCICHHBIX CO0-
ctBeHHbIX HaomoneHuit (K.}0. MyxuH u coasrt., 2012).
Y 67 % (u3 24 neteit) ¢ MepUBEHTPUKYJISIPHOM JIeiiKoMa-
nsuueit u LI 6butn Beigeiaensl DI/ Ha D3I nipu oT-
CYTCTBUM SIMWICTITUYECKUX ITPUCTYTIOB.

B uccnenosannu M.S. Cooper u coaBr. (2023) u3 93 ne-
TEW C SMWIENTUICCKUMU TIPUCTyIaMu y 56 (60 %) Oblia
nuarHoctrpoBaHa @OJICUM-ABII/I. DToT mokasaTenlb
B 3 pasa Bbllle, YEM B MOMYJISILUWU JETEH ¢ 3MUIENCuen
6e3 LIIT (rme B3®3B/I BcTpevaercst mpuMepHO B 21 % city-
4yaeB).

IMpuctymsl ipu @OACUM-IADI1/] 06bIMHO TTPOSIB-
JIsIIoTes B Buae 2 ocHOBHBIX peHoTurioB (M.S. Cooper
U coaBT., 2023):

1. ABTOHOMHBIE (BereTaTuBHbIE) TPUCTYIIBI (T [TaHaii-
otorryjioca)/B3MD]] ¢ BereTaTUBHBIMU IIPUCTYIIAMU:
pBOTAa, OJICTHOCTh, PACIIUPEHNE 3PAYKOB, UKTAIbHBIC
CHUHKOIIBI, HapyllleHue co3HaHus. [IpucTymsl yacTo
JUIUTeNbHBIE, > 10 MUH, HEPEIKO HOCIT CTaTyCHBIA
XapakTep.

2. ®okanbHbIe MOTOPHBIC TTPUCTYITBI (TUIT POJIAHIAYE-
CKOI SIUJIETICUM — BO3paCcT3aBUCUMAas SIUJICIICHS
C LIEHTPOTEMITOPAJIbHBIMM CIIaiiKaM1): reMualuaib-
HbIe, yHUIaTepalibHbIe, (palinoOpaxuaibHbIe, Opoda-
PUHTeaJIbHbIE TIPUCTYIBI C BO3MOXHBIM TEPEXOI0M
B OMJIaTepabHble TOHUKO-KJIOHUYECKHUE.

BaxxHble KJIMHUYECKHE OCOOEHHOCTU: OOJIBIIMHCTBO
MPUCTYITOB BO3HUKAIOT BO cHe (71 %); yacTo oTMevaeTcs
coyeTaHue 2 PeHOTUIIOB Y OMHOTO pedbeHka (45 % nereit
MMeJI CMeIIaHHbIE TIPUCTYIIBI); BO3PACT Ne0I0Ta B Cpel-
HeM cocTabJjisieT 3,7 rona (U1 BereTaTUBHBIX — paHbIIIe,
JUTSI MOTOPHBIX — ITO3XKE).

DnexrposHiiedanorpaduyeckie XapaKTepUCTUKU:
LIEHTPOTEMMOPAIbHBIE U/WIN OKIIUIIUTAIbHbBIE CITAlKH,
cTepeoTuITHbIe 1o Mopdosioruu (JIDTI/1), BbicoKoit aMILv-
TYIIbI, C BRIPAXKEHHOI aKTUBAIIUEil BO CHE (Y MHOTHX ITally-
€HTOB PETUCTPUPYETCS MPOMOJIKEHHAsH CITaliK-BOJIHOBASI
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aKTUBHOCTb BO cHe). CIailki MOTYyT OBbITh OTHO- WJIU ABY-
CTOPOHHUMM, MEHSTb JIOKAJU3aIUI0 IMPU MOBTOPHBIX
3JIEKTpO3HIIeaorpapmuecKux ucciaenoBanusx. Y 82 %
JIeTei 3aperuCTPUPOBAHbBI THITUMYHBIC SIMICTITH(OPMHBIE
paspsiabl.

IIporHo3 xopoluii 1o cpaBHEHUIO C APYTUMU (HOp-
Mamu srnericun npu AT y 75 % (42 w3 56) nereit
Ha MOMEHT ITOCJIIHEr0 HaboaeHus (CpeaHUi BO3pacT
15 neT) mpucTynoB He ObITO >2 jeT. Bo MHOTMX citydasix
oKazajach BO3MOXHOM OTMeHA aHTUAMUJICIITUICCKUX
npenapatoB (ADIT). Pemuccust MoxeT HaCTyIaTh IO3IHEE,
yeM y aeteit 6e3 LIIT (B monpocTkoBOM BOo3pacTe).

Yrto KacaeTcs JIeYeHMSI, COIIaCHO MeTaaHaau3y
W. Cheng u coaBrt. (2022), BkirovaBiieMy 12 ucciienoBa-
Huii ¢ yaactueM 790 nanmenToB ¢ JADI11/B3®D/I, orcyt-
CTBYIOT IOCTOBEPHBIC PA3INIM 11O 3¢ HEKTUBHOCTH (CBO-
601a ot npucTyIoB) mpu B3MD]I Mexxmy 5 mpenapaTamMu:
CYJIETUAaMOM, JIEBETUPalleTaMOM, KJI00a3aMOM, OKCKapoa-
3eIIMHOM ¥ BaJIbIIPOCBOM KUCJIOTOM, IIPU 3HAYUTEIBHO
JIy4IIieil mMepeHOCUMOCTH CcysibTuama. [1pu nmpumeHeHun
cyJbTHaMa 3a(UKCHUPOBAHO B 5 pa3 MEHBIIE CePbe3HBIX
MOOOYHBIX 3P MEKTOB, YeM IpU MPUMEHEHUU JIEBETHPA-
uerama i 4 npyrux ADII. BaxHoe mpenynpexneHue:
KapOaMa3enuH U JaMOTPUIKWUH yXyIIIajii TeYeHUE 3T -
senicum ipu B3D®J1 (M.S. Cooper 1 coasrt., 2023).

Baxno: B3®D/I BcTpevaeTcs B 3 pasa yaiie
(60 %) y nereii ¢ L1, yem y nereii ¢ amuiencueit
6e3 LII1. YcraHoBeHUe 3TOro AMarHo3a uMeeT Cy-
1LecCTBeHHOe 3HavyeHue 1151 Beidopa ADII, onpene-
JIEHUYS JUTMTEIbHOCTH TePaIliy ¥ TPOrHO3UPOBAHMS
ucxona. Hamuume LIT He moKHO MCKTIOYATh AUAT-
Ho3za B3®3D/I. INpaBunbHast CMHIpOMaIbHAST THAar-
HOCTHMKA II03BOJISIET ONTUMU3MPOBATh JICUCHUE,
MIPUMEHSTH OoJiee Ge30IMacHbIe MpenapaThl 1 MPe-
CTaBUTb POIUTENSIM OOJILHOTO pebeHKa 0oJiee ToU-
Hbli porHo3 (M.S. Cooper u coasrt., 2023). [Tpoben
B COBpPEMEHHOM KJlacCM(UKAIUU BNUJICTICHU
B HACTOSIILIEE BPEMST BOCIIOIHSIETCS IIPUMEHEHUEM
TepMuHOB «B3®D/I-Bapuant» (mo M.S. Cooper)
mwm «ODJCUM-IADI1» (o K.}O. Myxuny).

Dokanbubie snmencun npu LI, Y 30 % nereii ¢ anu-
nencueii npu LT qauarHoctupyeTcst dokaabHas SMUIeT -
cusa (M.S. Cooper u coasr., 2023). CpeaHuii Bo3pacT Ha-
yaja (OKaJbHBIX MPHUCTYITOB cocTtasiser 3,7 (1,0—10,6)
roaa. Tonpko y 25 % mnaiimeHTOB ObUIM IMarHOCTUPOBAHbI
YHUDOKAIBHBIE TUITHI TPUCTYIIOB, B OOJIBIIIMHCTBE CJTyva-
€B BBISBJICHBI OMJIaTepaIbHbIC MJIM MYJIBTU(MOKAIbHBIE TP -
crynbl. Y 71 % malyeHTOB 3aperucTpUpPOBaHbl MOTOPHBIC
MPUCTYITBI (OOBIMHO KJIOHUYECKHE, TOHUYECKHME WA BEp-
CUBHBIC), Y 82 % — HEMOTOpHBIE (OOBIYHO OCTAHOBKA aK-
TUBHOCTU WJIM CEHCOPHBIE CUMITTOMBI). DOKaTbHBIE 3IH-
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JIeTICUU MOTYT TpaHchopmupoBathes u3 B3®D]I (B Bo3pacte
nociie 16 yiet). Y 6onbiueit yactvl (57 %) neteil B aHaMHe3e
JIMaTHOCTUPOBAHbI BHYTPUMO3IOBbIE FEMATOMBbI.

0co6eHHOCTM NPOTUBOINUIENTUYECKON Tepanuu

npu uepebpanbHom napanuye

B nieniom nedyenue snunencuu y namueHTos ¢ LT Ta-
KO€ Xe, KaK M Y IPYIMX MalleHTOB ¢ SMWIENICUEH, B 3a-
BUCHMOCTH OT JMarHo3a 3MUJENTUYECKOro CUHAPOMA.
Onxako ADIT MoryT BnusiTh Ha tiedeHue LI, 1 HaoOopoT.
CylecTByeT BEpOSITHOCTh JOIOJHUTEIbHON ITOJIb3bI
WY pUCKa Ui peOeHKa MPU MPUMEHEHUU Pa3IMYHBIX
JIEKapCTBEHHBIX IpEIapaToB.

[llupokoe mpuMeHEeHUEe HOOTPOIHBIX IpernapaToB
npu LIT (O.B. brikoBa u coaBt., 2012) unu 6akiaodeHa
JUTS JIGYEHUYs] CIAaCTUYHOCTH Y AETEl ¢ STMICTICHE BBI3bI-
BaeT OMACEHUs, IIOCKOJIbKY 3T METOIbI MOTYT TOBBIIIIATh
PUCK Pa3BUTHS SITUICTITUYSCKUX IIPHUCTYIIOB, XOTS OTHOB-
peMeHHoe npuMeHeHue ADII TeopeTMyecKU MOIKHO
yMeHbIIaTh JaHHbIi puck (G. Noritz 1 coasnr., 2022).

Binsane ADII na komopouansie cocrossaus npu LIIT.
Octeonopo3 npu LII. V neteii ¢ LII1 umeercst BbICOKMIiA
PUCK pa3BUTUSI OCTEONOPO3a M IIEPEIOMOB 13-3a UMMO-
ounuzauuu. CoraacHO peKoMeHIaLusIM AMepPUKaHCKOM
aKaJleMUM TTeAMaTPUM, BaJIbITPOAT U OKCKapOa3emuH ycy-
I'yOJISIIOT PUCK Pa3BUTHS OCTEONOPO3a 3a CYET HAPYIICHUS
MeTaboIM3Ma KaJlblius U BUTaMUHa D, a Takke MpsMoro
BO3ICUMCTBUS Ha KOCTHYIO TKaHb, @eHUTOMH, (heHOOapOu-
TaJI, KapOaMas3enurH YCKOPSIIOT KaTaboIu3M BuTamuHa D.
KeToreHHas nuera Takke MOXKET CHIKaTh MUHEPAJIbHYIO
IUIOTHOCTh KocTeil. Takum o6paszom, nauueHTam ¢ LI1,
npuHumMatomum ADI, pekoMeHA0BaH MOHUTOPUHT TLJI0T-
HOCTM KOCTHOW TKaHW M KOHILIEHTpalUWW BUTaMUHA D
(G. Noritz u coasr., 2022).

Cunapom o6cTpykTiBHoro anHod cia (COAC) npu III1.
V nmanuentoB ¢ COAC npu LIIT BcTpeuaercst Kak LIEHT-
pajJbHOE aIlTHO3, TaK OOCTPYKIMS JbIXaTeIbHBIX ITyTEi.
[Tpu 3TOM Ha pa3BUTHE IbIXaTEIbHBIX HAPYIIIEHUI MOXET
OKa3bIBaTh BIIMSHUE KaK caMo 3a00JIeBaHNUE, TaK 1 JieKap-
CTBCHHBIC TIpenapaThl, IPUMEHsIEMbIE IS KYITUPOBAHUS
00J11, CTa3MOB, IICUXOTPOITHBIE npernapaThl 1 ap. (G. Noritz
U coanT., 2022). ITo gaHHBIM TTOJUCOMHOIPa(UIECKOTO
nccnenoBanusd (S. Joshi u coasr., 2025), 83,5 % nereit
¢ LIIT (n = 272) cootBeTcTBOBayM KputepussM COAC y ne-
Tell (MHIEKC alTHO3—TUIIONHO3 COCTaBIsAeT 1 cCOOBITHE
B yac u 6ojee). COAC nerkoi cteneHu HaOMOIanCs
y 60,6 %, cpenHeii cterieny TsokecTd — Y 18,1 %, TSoKeIbIid
COAC —y 21,1 % nauueHTOB; MeAaHa MHIEKCA alTHO3—
TUIIOITHO® cocTaBuia 2,7 coOblTHs B yac. et ¢ Hamboee
TSKEJBIMM (DYHKIIMOHAJTbHBIMU HapyIlIeHUsIMU (YPOBHU
IV=V no GMFCS) npemoHcTpupoBalu: 00Jjiee BLICOKMIA
WHIIEKC alTHO3—TUIIOITHO3, MEHEe BBHICOKYIO CaTypalluio
KHUCJIopoJa U HauOoablylo yacToTy Tskenaoro COAC.
B cpaBHuTebHOM HccaenoBanuy J. Garcia v coasT. (2016)
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nokaszaHo ToBbllIeHUe pucka paB3utus COAC y nereit
¢ coyetanueM asmwiencuu u LI, I[Ipu aHkeTupoBaHUMU
C HCITOJIb30BaHMEM JIETCKOTO ONPOCHUKA HApYIICHMIT CHa
(Pediatric Sleep Questionnaire, PSQ) 0osee BbIcOKUE Oalib
(PSQ >33 %) mocToBepHO Yallie peruCTPUPOBAIUCH Y AeTei
¢ LTI (y 58 %) n nereii ¢ LI u snunerncueii (y 67 %) B cpaB-
HEHUU CO 3M0POBBIMU JETHMU, CPEIM KOTOPBIX aHATIOTMYHBIE
HapyILIeHUsI BbISIBIILIMCH JIAIIb B 27 % citydaes (p <0,001).
VBenuueHue nokaszateseii mo PSQ koppenpoBajio ¢ poctoMm
TSDKECTU IBUTATEIbHBIX HapyieHui npu LI, oneHeHHOI
no GMFCS.

CHUHIPOM OOCTPYKTUBHOTO aITHO3 CHA YXYAIIAeT KOHT-
POJIb SMUJICHTUYECKUX MPUCTYIIOB 3a CYET TUITOKCEMUU,
(bparMeHTaLIM ¥ CHIKEHMS KadecTBa CHa. B ¢BsI3U ¢ 3TM
y Bcex aereit ¢ LII1 HeoOxomuma peryiaspHasi olieHKa
Haymmuust COAC ¢ ncnoyib3oBaHMeM oIpocHUKa (S. Shivani
n coaBT., 2026). B xauecTBe CKpMHUHTA Ha HapyIICeHUS
JIBIXaHKSI BO CHE BO3MOKHO ITPOBEIeHE HOYHOTO KapIio-
pPECTTMPATOPHOTO MOHUTOPUHTA. JIJIsT TOUHOM AMArHOCTH-
KU ¥ OLIEHKM T'eHe3a MapOKCU3MaIbHBIX HOUHBIX COOBITUI
HEOOXOAMMO MPOBEeACHNE HOYHOM MOJUCOMHOIpahuu
¢ BKJIIOUeHHeM 19-KaHaabHOM ajieKTpo3HIedaiorpacbhumn
(M. Bergmann u coaBr., 2022).

Yacrto npumeHsiemble pu LT 6akinodeH 1 Baabnpo-
eBasl KMCJIOTa MOTYT YCHJIMBAaTh (DeHOMEH HOYHOTO alTHO3
(S. Javaheri u coasr., 2024). B oTanuue OT BaJbIIpOeBO
KHCJIOTHI, CYJIbTHAaM B HECKOJIBKMX MYJIBTUIIEHTPOBBIX
JIBOMHBIX CJICTIBIX PAHIOMU3MPOBAHHBIX UCCICIOBAHMIX
JTOKa3aJl CIOCOOHOCTh CHIKATh MHIEKC aITHO3—TUITOITHOD
U U30BITOYHYIO NHEBHYIO COHJMBOCTb Yy MallMEHTOB
¢ COAC (JI.IO. I'myxoBa u coasr., 2025). B cBs13u ¢ aTum
CyJIBTHaM MOXHO paccMaTpUBaTh Kak Iperapar CUMYJIb-
TaHHOI (OJHOBPEMEHHOI) Tepanuu 000MX COCTOSTHUIA.

Hucdarus npu LTI Bctpevaetea y 30—85 % nerteii B 3a-
BUCUMOCTH OT BO3pacTa, TSKECTU ABUTaTeIbHBIX HapyIlle-
HUI1 ¥ METO/IOB OLIEHKU. PacripocTpaHeHHOCTD U TSKECTh
nucgarum TecHo KoppeaupyloT ¢ ypoBHeM no GMFCS
(A. Nyman u coanrt., 2025). D10 cieayeT y4YUThIBaTb
Mpu BeIOOPE JIeKapcTBeHHOM (hopMbl ADII. ¥V nalmeHTOB
¢ LT mpeAnoYTUTETIbHO UCTIONB30BaTh KUIKUE U PACTBO-
puMble (OPMBI JIEKAPCTBEHHBIX CPeACTB, BKItoyas ADII,
pa3paboTaHHBIE U] TPMMEHEHMS B IeAMaTPHUYECKOM TTpa-
ktuke. CornacHo 0030py J.W. Wheless u coasnt. (2025),
BbiesieHO 7 ADII, crocoOHBIX yCUIMBATh NUCharuio: Kjao-
6azaM, (heHUTOUH, (heHOOapOUTAI, BaTbIIpOEeBast KUCJIOTA,
JIAMOTPUIXUH, OKCKapba3enuH U rabaneHTUH. PekoMeH-
JyeTcsl OTAaBaTh MpeAroyTeHrue XuakuM popmam ADII
MPY MX HAJIMYMH, a TAKXKE IIPOBOIUTH MOHUTOPUHT CUM-
NTOMOB Archaruu Mpu UCIoIb30BaHUM YKa3aHHBIX ADII.
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Jucronns npu LII1 u Bmsaane na Hee ADII. CornacHo
OIIpeJIeJIEHUIO PYKOBOACTBA 110 AucToHMsAM AACPDM*
(D. Fehlings u coasr., 2024), nuctonus npu LIIT — yactoe
pPacCTPOMCTBO NIBUXKEHUI, XapaKTepu3ylolleecs yCTOMUM-
BbIMHU WJIM UHTEPMUTTUPYIOIIMMU MbBIIIEYHBIMU COKpa-
LIEHUSMU, IPUBOISIIIIMMU K aHOMaJIbHBIM, YaCTO MOBTO-
PSIOIIUMCST IBUXKEHUSM, M03aM WJIM MX COYETaHUIO.
JrcToHYecKue TBMKEHMST OOBIYHO MMEIOT CTEPEOTUITHBII
(TaTTepHbIit), CKPYYMBAIOIIMIA XapaKTep U MOTYT ObITh
TPEMOPOIIOAOOHBIMU. JIMCTOHUS HEPEAKO MHULIUHUPYETCS
WK YCYTyOJIsieTcsl MPOU3BOJIbHOM JBUTaTeIbHOM aKTUB-
HOCTBIO 1 compoBoxkaaeTcs heHoMeHoM overflow (comyT-
CTBYIOLIEI aKTUBAIMe HECBSI3aHHBIX MBIIIILI).

HazHavyeHue npoTUBOMMWIETITUYIECKOM Tepariu Mpe-
CTaBJISIET ONPEACIICHHbIC TPYIHOCTU Y NAalUEHTOB C N1~
cronueit. Y nauueHToB ¢ LIIT (ocobeHHO AUCKUHETUYE-
CKOI M cMelIaHHOM (hopMaMu) TMCTOHMS MTPUCYTCTBYET
Kak 0a30Boe paccTpoiictBo. [lobapneHue ADII, obraanato-
IIMX MOTEHLIMAJIOM UHIYLIMPOBATh TUCTOHUIO, MOXET 3Ha-
YUTEIbHO YCUIIUTD CYIIECTBYIOLIIE CUMIITOMBI (TUTIEPTO-
HYC, HETIPOM3BOJbHbIE TO3bI, nBUXeHUs). [Ipu aToM
WHOTIA TUCTOHWYECKUE MPUCTYIIBI OIIIMOOYHO paclieHU-
BaIOT KaK 3IMWIEITUYECKUE, YTO IMTPUBOAUT K HA3HAYECHUIO
ABII, xoTopbIe TOIBKO yXynuawT cutryanuo. Ciemyet
Takke MIOMHUTb O CYIIECTBOBAHUM TaKOI'O HEOTIOXKHOIO
COCTOSTHUSI, KaK status dystonicus (TMCTOHUIECKUI cTaTyc),
TpeOYIOIIEro CPOYHOro JieueHust. PeHuToMH, KapdbaMase-
MMUH ¥ BaJbIIpoaThl Haubojee 4acTo acCOLMMPOBAaHBI
¢ yxyameHueM win uHaykuuvein gucronuu (C. Zadikoff
U coaBrt., 2007). [1Ipu HazHaAYeHUU TTPOTUBOSMUJIEITUYE-
CKOI1 Tepanuu nanyeHTam ¢ guctonusmu npu LT caemy-
€T OLICHMBAaTh TMHAMUKY TUCTOHUU (HaIpuMep, C IIOMO-
mbto mkan Barry Albright Dystonia Scale wiu Dyskinesia
Impairment Scale), a mpu yxyaeHUM TMCTOHUM Ha hoHe
npueMa ADIT — paccMoTpeTh OTMEHY WIM 3aMeHy Iperna-
para (corjlacHO pyKoBOACTBY Io nuctoHusiMm AACPDM)
(D. Fehlings u coasrt., 2024). g nuddepeHUnaIbHOM
JMMarHOCTUKY HEAMUICTITUYECKUX JTUCTOHUYECKMX U MU -
OKJIOHMYECKHUX IMU30J0B C CYAOPOXHBIMU MPUCTyaMU
HeoOXOAUM TMEePpUOAUYECKUI KOHTPOJIb JaHHBIX BOM
¢ 00s13aTeIbHOM huKcaleid mapoKCU3MaJbHbBIX COCTO-
SAHUM.

CornacHo amepukaHckomy pykoBoacTBy (D. Fehlings
U C0aBT., 2024), 6aknopen (aronuct TAMK ;-peuentopos)
IIJII TIepopajbHOIO MprueMa PEKOMEHI0BaH B KaueCTBe
npernapata 1-il TMHUY NPy reHepaTu30BaHHOM TUCTOHMM,
a Takke IIpUMEHSIETCsl B Tepanuu GoKalbHBIX HOpM Iu-
cToHUU. boTynoTokcuH Tuma A B popme BHYTpUMBILIEY -
HBIX UHBEKIIMI peKOMEHIYeTCs MalueHTaM ¢ (hOKaIbHOM

4“AACPDM — American Academy for Cerebral Palsy and Developmental Medicine, AMepyKaHcKasi akaeMHUsl [0 U3Y4EeHUIO IETCKOTo LiepebpaabHOro

rapajynya v HapylIeHuid pa3BUTHSI.
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WJIX CErMEHTapHOM AMCTOHMEH, BbI3bIBAIOLIEH 3HAYMMOE
HapyleHre QYHKIIMOHMPOBAHUSI. ABTOPHI PYKOBOICTBA
OTMEYalOT, YTO TPUTeKCUGDEHUIUT U OeH3011a3eTTUHBI
cleyeT pacCMaTpUBATh TOJBKO B OTACIbHBIX CITyJasiX.

benzonuazenunbl (Inaszenam, KjiobasaM 1 Ip.) MOTYT
OBbITh 3 (PEKTUBHBI B OTHOIIEHUY KaK 3MUJICIICUM, TaK
u crtactuyHocTy (G. Noritz u coaBt., 2022). O1u npena-
paThl CHUKAIOT TOHYC Yepe3 MonyJsuuio TAMK , -penen-
TOPOB U YCUJIMBAIOT TOPMO3HOE ITOCTCUHANITHYECKOE JICHi-
CTBUE raMMa-aMMHoMacasHoi kKuciotel (TAMK).
OmHako AOJATOCPOYHOE MPUMEHEeHNEe OeH301Ma3eIMHOB
BBI3BIBAECT HApYIICHUS B TAKUX KOTHUTUBHBIX TOMEHAX,
KaK 3pUTeJIbHO-TIPOCTPAaHCTBEHHBIE CIIOCOOHOCTU, CKO-
pocTb 00pabOTKM MH(pOPMALIMK, BepOaabHOE 00yYeHHUE
Y MaMsITh, KOHILIEHTpallMs 1 BHUMaHue. Pe3ynbraTtel Me-
TaaHaJIU30B MPOAEMOHCTPUPOBAJIN, YTO, HECMOTPS Ha
yAy4IlIeHNe KOTHUTUBHBIX (DYHKIIMIA ITOC/Ie OTMEHBI OEH-
30/IMa3eTIMHOB, MALIMEHTHI HE TOCTUTAIOT UCXOIHOTO YPOB-
HSI KOTHUTMBHOTO (DYHKIIMOHMPOBAHMSI, TTOJTYIEHHOTO
B KOHTPOJIbHOI IpyIIie (Y 3M0POBBIX JIIOCH, He IMOTydaB-
mux aaHHble TipenapaThl) (S.A. Stewart, 2005). B cBs3u
C 9TUM B KaXIIOM KOHKPETHOM CJIy4ae HeoOXOIMO B3Be-
IIMBaTh PUCK Y MOJIb3Y OT MPUMEHEHUST OEH301Ma3eITMTHOB
Y 10 BO3MOXHOCTH MCKJIIOYATh JJIUTEIbHBIC KYPChl OCH-
30/IMa3eMMHOB Yy nanueHToB ¢ [II1 1 KOrHUTUBHBIMU Ha-
PYLIEHUSIMU.

BurabaTpuH o6j1amaeT 10303aBUCHMBIM aHTUCTIACTH -
YeCKMM JICMCTBUEM 3a cUeT IMoBbIleHUs1 ypoBHSI [AMK —
OCHOBHOT'O TOpMO3HOro Heliporpancmuttepa B LIHC —
U COIMOCTAaBUM I10 JaHHOMY ACHCTBMIO C OaKIIO(PEHOM.
INoBbiienue ypoBHst TAMK npuBoauT K CHUXKEHUIO BO3-
OyIMMOCTH MOTOHEIPOHOB CIIMHHOTO MO3Ta ¥ YMEHBbIIIE-
HUIO MAaTOJIOTMYECKHU ITOBBIIICHHOTO MBILIEYHOTO TOHYCA
(crtactuyHOCTH) (S.M. Grant u coaBt., 1991; J. Srinivasan
u coaBT., 1994). B uccnenosanusx S.M. Grant 1 coaBT.
(1991), J. Srinivasan u coaBT. (1994) BuradaTtpuH nposue-
MOHCTPUPOBAJI CXOXYI0 3(PHEKTUBHOCTD ¢ OaKI0oheHOM
y alMEHTOB C MOBPEXACHUSIMU CITMHHOTO MO3ra WY pac-
CEeSTHHBIM CKJIEPO30M. DTO MOATBEPKAACTCS TaHHBIMU
uccinenosanust D.1. Zafeiriou u coaBt. (1996), B KoTOpOM
BBI3BaHHAsI BUTA0ATPUHOM MBILIIEUHAsI THTIOTOHMS Ha0JTI0-
nanach y Bcex manueHToB ¢ LIIT m paccmaTpuBanachk
KakK OJIarONpUSATHBINA MOOOYHBIN 3(h(EKT, CHU3UBIINI
aHOMAJIbHO ITOBBIIIICHHBII MBIIIICYHBIA TOHYC. BurabaTpux
npuMeHsun y 9 gereii ¢ LII1 u BepBble TMarHOCTUPOBaH-
HbiM CUBC B koMOUHaLMK ¢ TopMoHoTepanueit. [Tocie
MepBOHAYaJIbHOTO OTBETA, BhIPAXKaBIIEroCs B IOJHOM
MOaBJICHUM MH(MAHTUIBHBIX CIIa3MOB Y BCEX MAlIMEHTOB,
3a UCKJItoYeHUeM 1 pebeHKa, HabIoAalICsT TOJTOCPOYHBIM
OTBET, COXPaHSBIIUICSI B cpeaHeM B TeuyeHue 19,2 mec.
IlepeHocumMocTh npernapata Obula OTIUYHOM: y 7 13 9 na-
LIMEHTOB He Ha0JI01a]10Ch MOOOYHBIX 3¢ dekToB. 1o TecTy
Ipuddurca ObLT OTMEUEH PsA YIy4YlIeHUH, OCOOEHHO
B JIBUTATEJIbHOM pa3BUTUHU (OBl A0 U TIOC/E JeUYeHUs]):
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001 KO3 OULIMEHT pa3BUTHS yBeTMamIcs ¢ 64,2 1o 65,4;
IBUTATeIbHAsA aKTUBHOCTb — ¢ 32,7 no 37,6; coluaabHO-
JIMYHOCTHBIE HaBBIKK — ¢ 83,2 10 84,6; 3pUTEIbHO-MOTOP-
HasT KoopauHauus — ¢ 65,3 1o 67,2; mokas3aTesIn BITOJ-
HEHUS 3agaHuii — ¢ 66,3 1o 68,0. TakuM 06pa3oM, B Xxoe
HCCIIeIOBAaHNS OBIIO TTOKA3aHO YBEIMUCHKE TBUTATEIbHOMN
aKTMBHOCTHU Ha 5 0ajyioB 1o tecty Ipudurca, cBsazaHHoe
¢ IpYMEHEHMEM BUTabaTpUHA.

B otnnyue ot 6eH301Ma3eMMHOB, BUTabaTPUH B Ij1a-
1IeOOKOHTPOJUPYEMOM MCCIICIOBAHUY Y B3POCIBIX Malll-
€HTOB ¢ (hoKaIbHOU anuiericueii (n = 146) yepes 12 Hen
MO JaHHBIM KOTHUTUBHBIX TecToB (WAIS-RFSIQ — Full
Scale 1Q, Wechsler Adult Intelligence Scale, moka3aTesb
00111eT0 YPOBHS KOTHUTHBHBIX CITOCOOHOCTE MO TTOTHOMI
mKkaje Bekciepa mjis B3pOCHBIX) JOCTOBEPHO HE BIIMSIT
Ha KOTHUTHBHEIE CITOCOOHOCTH AaKe MPU BBICOKMX J03aX:
KOHTpOJIbHas TpyIrina — 89,4 6ajuia; rpymma, nojyJyaBiiast
Burabarput 1 r/cyt, — 87,17; 3 r/cytr — 88,05; 6 r/cyT —
88,50 6anna; p = 0,872 (C.B. Dodrill u coaBrt., 1995).

Co6CTBEHHbBIN ONbIT NPUMEHEHUA BUrabaTpuHa

Y NaUMEeHTOB C CUHAPOMOM UH(AHTUNBHbIX

3NUNENTUYECKUX CNA3MOB U LiepebpanbHbIM

napanuyom

Hamu npoBezieH peTpOCIIEKTUBHBIN aHAIN3 KJIMHM-
yeckux caydaes 16 manuenTos ¢ JA LT u CUDC B Bo3pa-
cte oT 2 10 13 seT, HaGIIOAABIINXCS B MEAUILIMHCKOM 1IEH-
Tpe «YI'MK-3noposrse» (Exatepunoypr), Ob6nacTHOI
JeTckoi KiMHu4deckoi 6onpHuile M. H. H. CunuieBoii
(ActpaxaHb) U Ha 6a3ze Kadeapbl HEBPOJIOTUU AETCKOTO
Bo3pacTta Poccuiickoll MeEMUIIMHCKON akaeMuu Herpe-
PBIBHOTO TIpodeccruoHaibHOro oopazoBaHus (Mocksa).
CpenHuii BO3pacT malleHToB coctaBui 5,65 £ 0,77 roxa.
[lepuHaTalbHBIM aHAMHE3 Yy BCEX JCTEi ObLT OTSTOIICH
OITHMM WJIM HECKOJIbKUMU HeOIaronpusITHEIMU (pakTopa-
MM HauboJjIee YaCcTo PErMCTPUPOBAIUCH (eToIlIaleHTap-
Hasl HemocTaTouHOCTh (38 %), yrpo3a mpepbiBaHus Oepe-
MeHHOCTH (31 %) u c1abocTh POOOBOI NESITEILHOCTH
(19 %), Torma Kak ocTpast pecriipaTopHasi BUPYCHast MH-
(exius Bo Bpemst 6epeMeHHOCTH, apTepUaibHasl TUIIep-
TEH3UsI, TeCTallMOHHBIN caXapHBIil 1UabeT BCTpEYaIUCh
pexe — 1o 13 % ciydyaeB. B OONBIIMHCTBE ClTy4aeB Maliy-
€HTBI POIMJIUCH HETOHOIIEHHBIMM: CPETHMI TeCTallMOH -
HbII Bo3pacT coctaBui 35,2 + 0,9 Hen, a cpenHssl Macca
TeJa mpy poxaeHnu — 2604 £ 251,2 . CpenHsist olieHKa
mo wkajge Anrap — 5,2 = 0,3 6anna. Ha uckyccrBeHHOM
BEHTWJIALIMU JITKUX IIOCJIE POXICHUS HaXOIUINCh
13 (81 %) nmeteit, cpemHsist IPOIOIKUTEIEHOCTD BEHTUIIS -
uuu coctaBuia 12 £ 2 cyt. LlepeOpaibHast uiliemMust pa3Hoit
CTEIEeHU TSDKECTH OTMeYalach Y BCeX 00C/IeqOBaHHBIX,
1pu 3ToM B 81 % citydaeB IipeobIagany CpeaHeTsKeIbie
U Tsexesbie popMbl. Cymoporu B paHHEM HeOHaTaJIbHOM
Teproe ObUIM 3apETUCTPHUPOBAHBI Y OOJIBIIMHCTBA Malli-
eHToB (n = 13 (81 %)). CpenHuii Bo3pacT yCTaHOBJICHUS
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nuarno3sa LIIT cocrasun 12,4 £+ 0,6 mec. [To GMFCS B uc-
CIeIyeMOoli KOropTe Mpeodiafaiv TsoKeIbIe IBUraTe/IbHbIC
HapyiieHus: ypoBeHb III OblT 3aperucTpupoBaH BCEro
y 2 allMEeHTOB, Y OCTAJIbHBIX OTMeYeHbI ypoBHM IV (9 ciy-
yaeB) 1 V (5 ciyyaeB). HapyiieHus mprema Uiy U rioTa-
HUS BBISIBIISUIUCH Y Beex aeTeit; mo cucteme EDACS (Eating
and Drinking Ability Classification System) y 12 (75 %)
MalMeHTOB HapyIIeHUsI COOTBETCTBOBaIU IV ypoBHIO,
eme y 1 mamueHTa — V ypoBHIO, YTO CBUACTECIBCTBYET
0 TMIpeobIagaHuy TsKenol nucgaruu.

Y Bcex MallMeHTOB PEerMCTPUPOBAIUCH SIMICIITUYE-
CKHMe TIPUCTYIIBI 10 TUITY MHOAHTWIBHBIX DC; CpeaHuii
Bo3pacT aediora DC cocraBuia 4,7 + 1,4 mec. [Tomumo
SMWIETITUYECKMX CIa3MoB Y 56 % neTeit otMevyanuch ho-
KaJIbHbIC MOTOPHBIC TIPUCTYIIBI, IeOIOTUPOBABIIINIE B 11T -
POKOM BO3pacTHOM JMara3oHe, — oT 1,5 mec no 13 jert.
Y 31 % nanyeHTOB MPUCTYITBI HOCWIM (heOpHIIBHO-TIPO-
BOIIMPYEMBbIii XapakTep, ay 38 % MMesu cTaTyCHOE WU ce-
puiiHoe TeyeHue. JIucToOHNY HabIIodaIUCh TPAKTHIECKU
y Bcex 00cienoBaHHBIX — B 91 % cirydyaes.

ITo maHHEBIM 351eKTposHIIedaorpadum B 31 % ciyua-
€B BBISIBIISIACh peruoHanbHast U B 31 % — MyIbTUPETHO-
HaJIbHasl 3MuIenTu(opMHast akTUBHOCTb. Y 38 % maru-
€HTOB OITMCBIBAJIACh KAPTUHA TUIICADUTMUU, TIPU 3TOM
y 56 % smutentudopMHast aKTUBHOCTb HOCHJIA TTPOIOJI-
>KEHHBII XapakTep Bo cHe. [1o mTaHHBIM HelipoBU3yaIn3a-
LMK, HA TOMOTPaMMe JOMUHUPOBAJIH 1LiepeOpaibHast aTpo-
usa u 3amecTuTeNnbHas ruaponedanud —y 75 % nerei,
peXe BCTpevyaslich KHCTO3HO-TJIMO3HbIC U3BMEHEHUS KOPhI
U TTIOIKOPKOBBIX CTPYKTYp — B 56 % citydyaeB.

Burabatpun B GonbminHCTBE (88 %) HabmomeHui
MPUMEHSIICS B cOCTaBe TojiuTepanuu. Hanboiee yacTbiMu
KOMOWHALIMSIMU ObLITM COYETaHUs C KJIOHa3emaMoM — y 8
(50 %) manueHTOoB, ¢ BalbIIPpOEBOI KUCIoTOM — Yy 6 (38 %)
u ¢ JeBetupaneraMoM — Yy 3 (19 %). CpenHsisi cyTouHast
no3a BurabarpuHa coctaBuia 1062 + 110,6 mr/cyr,
uinu 68,3 + 4,6 Mr/Kr/cyT.

IMonoxuTenpbHasi AMHAMUKA B OTHOIICHUM MH(aH-
TuIbHBIX DC oTMeuanach y Bcex naiueHToB. [lonaHas
peMuccHys IPUCTYIIOB Obuta mocTUrHyTa y 81 % nmerei,
Torna Kak y 19 % 3aperncTprpoBaHO CHUXKEHUE YaCTOThI
MpUCTYIOB Oojiee yeM Ha 50 %. BmecTe ¢ TeM y yacTu nia-
LIMEHTOB COXPaHSUIMCh (DOKAJTbHBIC TTPUCTYIIBI, TUOO IpH-
CTYITBI TAHHOTO TUIIA BOZHUKAJIM TO3IHEE, yKe Ha (DoHe
Tepanyuu BUTabaTpUHOM.

Takum o6pa3om, BUrabaTpuH MPOAEeMOHCTPUPOBAI
3(HEKTUBHOCTDL B OTHOLIEHUM KynupoBaHus DC y Bcex
MaleHTOB.

Taxeke ObLT MpoBeaeH aHaIu3 BausHus ADIT Ha cria-
CTUYHOCTh (IMCTOHWM) Y YAaCTU MAIMEHTOB. YXYAILIECHME
(ycuiieHue) CriaCTUYHOCTH, IIPUBE/IIIEE B TOM YUCIIE K OT-
MeHe Teparuu, mpousoluio y 2 u3 10 mauueHToB, MOJy-
YaBIIMX BaJbIIPOEBYIO KMCIIOTY, Y 2 U3 3 MallUeHTOB, MO-
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JIyJaBIIUX JaMOTpUIXWUH, V 4 u3 10 mauueHTOB,
OJTy4YaBIIKX JIEBeTUpalieTaM, Y 1 U3 4 MalueHTOB, MOJIy-
yaBKX pypuHamMui, y 1 U3 2 naluueHToB, MOJy4aBIINX
30HUCAMU, ¥ Y 2 U3 3 TTalIMEHTOB, MOJIyYaBIIKMX OKCKap-
0azenuH.

V 8 manueHTOB, MOJy4YaBIIMX BUrabaTpUH, ObLI MPO-
BEJICH OIIPOC POIUTENICH B OTHOIICHUY BJIVSHUS TIpera-
paTa Ha CUMIITOMBI CITACTUYHOCTHU. Y BCEX ITallUEHTOB
CHMITOMBI TUCTOHUM 3aMETHO YMEHBIIIWJIVCh.

Co6CTBEHHbIN ONbIT NPUMEHEHUA BUrabaTpuHa

Npu coYeTaHMM LepedbpanbHOro napanuya

1 hapmaKope3nCTeHTHOM hoKanbHOM

anunencum

[IpencraisieM COOCTBEHHBIN ONBIT MPUMEHEHHSI BU-
rabaTprHa y 4 mallMeHTOB CO CIIaCTUYECKOM KBaIpHUILIe-
rueit (V—VI yposenb no GMFCS) B coueTaHuM ¢ 4acThI-
MU JAUCTOHUYECKMMU OBIHU300aMU U SIUJIEIICUCH
¢ MOJIMMOPGHBIMUA TIPUCTYIIAMU (aABEP3UBHBIMU, TEMU-
(harmasbHBIMU, TEMUKJIOHUYSCKUMM TTPUCTYIIAMM, TOHU -
YeCKMMHU BNUIeNTUYecKMMU crnasmamu) 6e3 CUDC
B aHaMHe3e, HaOJI0AAIoNIMXCs B MEIULIMHCKOM IICHTpPE
«YI'MK-3nopoBbe» (ExkarepuHOypr).

Tpoe U3 4 MaMEHTOB POAUIMCH HETOHOIIEHHBIMU
Ha cpoke oT 30 10 34 Hen. Bce maliMeHTHI mepeHecu B He-
OHATaJbHOM MEpUOoIe KPUTUICCKUE COCTOSIHUSI B BUJIC
TSDKEJION 1iepeOpabHOM UIIIEMUU, BHYTPHIKETYT0YKOBBIX
KPOBOM3IIUSTHUIA C Pa3BUTUEM CYITOPOKHOIO CHHIPOMA, Ha-
XOIWJIUCH Ha JJTUTEJIbHOM NCKYCCTBEHHOM BEHTWIISLIY JIET-
kux. [To maHHBIM HEHPOBU3YaIU3ALMK Y BCEX MAlIMEHTOB
OTMEYaIoCh (DOPMUPOBaHNUE TeHePAIM30BAaHHOM 1IepeOpaib-
HoIi aTpoduu, aTpoduieckux (Y 2 MalreHTOB) I KUCTO3-
HO-TJIMO3HBIX (e111e y 2 MallMEHTOB) U3MEHEHUI pa3TMUHbIX
JIOJICei ¥ TIOIKOPKOBBIX 00J1aCTeil TOJIOBHOTO MO3ra.

ITocne 3 Mec XXM3HU Y BceX MallMeHTOB Ha0II01aJI0Ch
(opMUpoBaHUE CITACTUYECKOM KBAIPUILICTUN C YACTHIMU
JIMCTOHUYECKUMU SIM301aMU B BUIE BEITMOAHMIA, CKPY-
YUBAaHUI Teja U TOJIOBBI, KOTOPhIE COXPAHSIOTCS 110 Ha-
crosiiee BpeMsi. KpoMme TMCTOHMIA y BCeX MAIllUEHTOB OT-
MeYalnCh B3JIparuBaHUsl Ha TaKTUJIbHBIEC, 3BYKOBBIC
CTUMYJIBI, IIPU 3aChIIIAHUH, TIPY KOPMJICHUH, B TOM YHCJIC
B BUIIE KOPOTKMX CEpUii, KOTOPhIE TaKXKE COXPaHSIIOTCS
10 HACTOSIIIIEE BPEMSI.

ITo pannpiM BOM B nuHaMukKe y BceX MalEHTOB
¢ 1 roza XXM3HM BBISBIISUIMCH MOSIBJICHUE TIPOIOJDKEHHOM,
C BBICOKMM MHIEKCOM, BHICOKOAMILIUTYIHOMN SIUIICTITH-
(bopMHOIT aKTMBHOCTH MYJIBTUPETMOHAIBHOTO, TICPUOIN-
yecku mudhy3HOro xapakrepa, HeIOCTaTOYHast ChopMHUpO-
BaHHOCTb WX OTCYTCTBHE CIIEIM(PUUECKIX ITATTEPHOB CHA,
npu 3ToM TUn4HbIe 111 CUDC npUcTynbl U 3JIEKTPOIH-
Hedanorpapuyeckue naTrepHbl He HaOIIOIANCh.

B Bo3pacre ot 1,5 go 8 ner B jaHHO# TpyIIie aeTei
JIMAarHOCTUPOBAJICS 1e0I0T (DeOPUIbHBIX U apeOPUIBbHBIX
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(hokanbHBIX aABEP3UBHBIX, FeMHU(ballaTbHBIX U TEMUKIIO-
HUYECKUX IIPUCTYIIOB C CEPUMHBIM MJIU CTaTYCHBIM TeUe-
HMEM ¢ yacToToii 1 samm3on B 3—6 Mec. B Bo3pacte 4—5 et
B 3 ciyyasix ¥ B 9 jieT B 1 ciiyyae mpeuMyIecTBEHHO B CO-
CTOSTHMY CHA WJIH TTOCJIE TTPOOYKIEHMSI U3 CHA OTMEUAJIOCh
TOSIBJICHUE YaCThIX CEPUMHBIX TOHUYESCKMX SITMICTITUYE -
CKUX CITa3MOB ¢ (PEHOMEHOM HM3KOAMILIUTYIHOM OBICTPOI
aktuBHocTu (low amplitude fast activity, LAFA), yaiie
B BUCOYHO-LIEHTPaJbHO-JTO0HBIX 00JIaCTAX, 0€3 YeTKOi
JaTepanu3aluy Ha 3anucu BOM.

2

[MpoTuBOsNMMIENTHYECKAST TEpars y BeeX JeTeil Oblia
HayarTa ellle 10 Ic0roTa IIPYCTYIIOB ¢ 1 roa XXW3HM Mpernapa-
TaMU BaJIbIIPOEBOM KUCJIOTHI — 0€3 CYIeCTBEHHOTO 3 deKTa
o kaptuHe DT [Tpumensiics mwmpokuii criektp ASII, on-
Hako Tepanus okasbIBajlach Hed(p(EeKTUBHON MO0 B OTHO-
LLIEHUU IUHAMUKY (DOKATbHBIX MPUCTYOB 1 KApTUHBI DOT,
JIMOO MO MPUYMHE Pa3BUTHS 3HAUMMBIX TTOOOYHBIX 3 (HeKTOB
B BUJIe HapacTaHMsI TUCTOHUH, OOIIIEr0 BO30YXIECHWSI, Hapy-
1eHui cHa (TabJ. 2). ITocne nedrora ToHndeckux DC B Tepa-
nuio ObUT 100aBlieH BuradbatpuH. K HacTosiemy BpeMeHU

Tadmuma 2. [Ipomugosnusenmuyeckas mepanus y NAYUEHMOS ¢ 4epebpanbHbiM Napaiuvom U MyabmugdoKansHoll snusencueti (coocmeenHble HabAO0eHUs1)

Table 2. Antiepileptic therapy in patients with cerebral palsy and multifocal epilepsy (own observations)

Antiepilephic drug Patient 1, 8 years old Patient 2, 13 years old Patient 3, 7 years old Patient 4, 8 years old
TpomoOoLTONIEHNS,
BaseripoeBast kuciota BripaxkkeHHbIE KOTWKIA Bes acdekra 3aTOPMOXEHHOCTD 400 mr/cyt
Valproic acid Severe colic No effect Thrombocytopenia, 400 mg/day

BozbyxxneHue, Hapy-
LIEHUS CHA, YCUJIEHUE

BoszbyxneHue, Hapy-
LLIEHUS CHa, YCUJIEHHE

psychomotor slowing

BozbyxneHue, B3aparuna-
HUS1, OPYKCU3M, YXY/IILIe-

JleBeTnpaneram JNACTOHUI IUCTOHUI Bbe3 acdhdekra
. e e HUE CHa
Levetiracetam Agitation, sleep Agitation, sleep No effect . ..
. . . . Agitation, myoclonic jerks,
disturbances, increased disturbances, increased . .
. . bruxism, worsening sleep
dystonia dystonia
JlamoTpumxH YcunieHne TUCTOHUI 150 mr/cyr _
Lamotrigine Increased dystonia 150 mg/day
1000 Mr/cyT 2000 mr/cyT 1000 mr/cyT 750 mr/cyT
Bura6atpun (98 mr/kr/cyT) (79,3 mr/xr/cyt) (64,5 Mr/KT/CyT) (62,5 mr/kr/cyT)
Vigabatrin 1000 mg/day 2000 mg/day (79.3 1000 mg/day (64.5 750 mg/day
(98 mg/kg/day) mg/kg/day) mg/kg/day) (62.5 mg/kg/day)
20 Mr/cyT I KOppeK- 10 Mr/cyT It KOpPEKITUKI
Kio6azam Y AUCTOHUIA _ JIWCTOHUI
Clobazam 20 mg/day for management 10 mg/day for management
of dystonia of dystonia
0,25 Mr Ha HOYb
JUTSI KOPPEKLIMY MUOK-
JIOHWI U HapyLIEeHUI
Kionasenam _ cHa _ Banocts, ciaoHoTeueHrE
Clonazepam 0.25 mg at bedtime Tiredness, sialorrhea
for the management
of myoclonus and sleep
disturbances
BsuiocTh, COHIMBOCTS,
Pybunamun _ oTcyTcTBUE dhdhekTa Bbe3 acdhdekra
Rufinamide Tiredness, somnolence, No effect
lack of efficacy
Tlepammnanen _ _ bes ahdekra
Perampanel No effect
9 BstnocTs, ciaoHoTE -
TOCYKCUMMUJL
o — YyeHue =
Ethosuximide

Tiredness, sialorrhea
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BUTAa0ATPMH B MOHOTEPAITMU TTOTyJaloT 2 MAIlMeHTa U B TyO-
Tepanuu — elie 3 rnaeHTa. Bo Bcex ciydasx oTMedeH Xopo-
it 3¢pGeKT B BUIE perpecca MpUcTyroB, CHYDKEHUST O01Iei
CIACTUYHOCTH, YIyYILIEHUS] CHA M YMEHBIICHMSI KOJIMYECTBA
JIMCTOHMYIECKUX SITU30/I0B.

B 1 ciyyae TpeGoBanach MeJjieHHasI TUTPALUS TO3bI
BUrabaTprHa 1U3-3a HapacTaHUs IMCTOHNYECKMX STTU300B
B Hayajie mpueMa npernapara. Eiie B 1 ciydae npuiuioch
OCTaBUTh HM3KYIO 103y mpernapara (62,5 Mr/Kr/cyr), Tak
KakK €¢ IMOBBIIIICHNE BbI3bIBATIO YCUICHHE TUCTOHUYECKUX
3MU30/0B. [T KOHTPOJIS HaJl AMCTOHUSIMUA, MUOKJIOHUSIMU
M YJIYYIIEHUWsS CHa B 3 Clly4yasiX Ha3HavaJIucCh HEOOJIbIIINE
JT03bI OCH30IMA3EIIMHOB, B TO BPeMsI KaK MUOPEJIaKCAHThI
(baknogeH, TU3aHUAVH, TOJIIEPU30H) U TPUTeKCU(PDESHUINIT
0Ka3aJIMCh HEJ0CTATOYHO 3(h(PEKTUBHBIMMU.

TakuM 006pa3omM, BUrabaTpuH AEMOHCTPUPYET BEICOKYIO
3¢ (HEKTUBHOCTD MPY MYJIBTU(OKATLHON SIUISTICUN Y AeTei
¢ LII. IMpenapat Xxopoiio KOHTPOIUpYeT (POKaIbHbIE MO-
TOPHBIE MPUCTYITbI, TOHUYECKKE SIMUICTITUMECKHE CITa3MBbl,
CHIDKAET OOIIYI0 CIIACTUYHOCTD, 33 CYET YETro OTMEYaloTCs
0oJiee MSITKOE TeUeHUE TUCTOHUI U YJIydIlIeHHEe CHA.

O0cyK1eHre napaaoKCcaabHOrO YCHJIEHHS CIACTHYHOCTH
HA OCHOBE MEXaHH3MOB, cBsi3aHHbIX ¢ ooMenom TAMK.
K mapagokcaabHOMY YCHJIEHHMIO TOHYCA MBIIIIL U YCYTY-
OJIEHUIO IPYTUX JBUTATEIbHBIX PACCTPONCTB MOXET MPH-
BoauTh ¢peHomMeH TAMK-onocpenoBaHHOro pactopma-
KMBaHUS — WHTMOMpPOBaHME TOPMO3HBLIX HEWPOHOB
(IpeuMYyIIIeCTBEHHO B 0a3aJIbHBIX TaHIJIUSAX TOJIOBHOTO
MO3ra), IPUBOJIAIICe K AKTUBALIMY TTOIKOHTPOIBHBIX UM
nBurateabHbIX HeHTpoB (M.H. Kaprnioa, 2015). JlaHHbIe
SIBJICHYSI OBLTM OTMEUEHBI ITPU OBICTPOI TUTPALIMM BUTA-
OaTpuHa y 1 mauueHTa B HalleM HaOmroaeHuu. [Tockonb-
Ky JIeiCTBUE BUTabaTpMHA CBSI3aHO C HEOOPATUMBIM MH-
rubrpoBaHreM (hepMeHTa TpaHCaMUHA3bl U TIOBBIIIICHUEM
ypoBHs1 TAMK Bo Bcex TOpMO3HBIX HEHMpOHax, ero apdex-
TBI MOTYT PACIPOCTPAHSITHCS U Ha TOPMO3HBIC HEWPOHBI
0a3aIbHBIX TAaHTJIUEB.

IIpu nHanuuuu guctoHuit y mauueHton ¢ LTI npen-
IOYTUTEIbHA O0JIee MeIJICHHASI TUTPALIUS 103bl BUTabaTpH-
Ha JUTs1 IIPEOTBpPAIlIeHYs] YCUIICHST TUCTOHMYECKUX TTM300B
B HavaJjie Teparuy Wik IIpUMEHeHUe Tiperapara B MEHBIIIMX
TepareBTUYECKMX 103ax (<80 MI/Kr/cyT) MpH IJI0XO0ii repe-
HocuMoctH (S.M. Grant u coasr., 1991).

Co6CTBEHHbBIN ONbIT NPUMEHEHUSA CyNbTMAMA

Npu coYeTaHMM LepebpanbHOro napanuya

1 OKaNnbHOMN 3INUNIENCUN JEeTCKOTO

BO3PacCTa CO CTPYKTYPHLIMU U3MEHEHUAMU

B MO3re U ,06pOKayeCcTBeHHbIMU

anunenTU(OpMHbIMM NAaTTePHaAMKU JETCTBA

Ha afneKTpo3Huedanorpamme

JanHast cepust HabmoneHnit BKovaet 6 geteii ¢ LITT
1 aniericueil Ha poHe CTPYKTYPHOTO MOPaXKeHHsI TOJIOB-
HOTO MO3Ta, Y KOTOPBIX MO IAHHBIM KIIMHUYECKOTOo 0GCIe-
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noBaHus 1 BOM ObuM BBISIBIIEHBI PU3HAKU, XapaKTepHbBIC
s perorrnia ®BICUM-IABII (B3PS -BapuanT). [1a-
LIMEHTHI HabOonamch B IHCTUTYTE JETCKOM M B3pOCIOi
HeBpoJioruu u snuiencuu uM. Ceatutens Jlyku (Mocksa).
Bo Bcex ciryyasix snunenTrudopMHas aKTUBHOCTb UMeJIa
MOp(OJIOTHYECKNE YepThl POJAaHAUYECKUX CITaiiKoB,
nmu JABI1/1, ¢ yBenuueHreM MpeacTaBIeHHOCTU BO BpeMs
CHa U1 COIPOBOXAAIACH O1arONPUSTHBIM KIIMHUKO-3JIEKTPO-
sHIedazorpamIeCKUM OTBETOM Ha CYJIBTUAM, YTO COIVIa-
CYeTcsl C JaHHBIMM JIMTePATyPhl O 3HAYCHUM CHUHIPOMAJIBHOM
nuarHoctuku y nereit ¢ LI v snunencueii.

CpenHuil Bo3pacT NallMeHTOB Ha MOMEHT BKJTIOUEHMST
B HabmoaeHue coctaBuia 5,3 £ 1,3 roma, nuana3oH —
ot 3 1o 11 net. [lepyHaTaibHBIM aHAMHE3 Y BCeX Mal[eH-
TOB OBLI OTSITOLIEH TUIIOKCUYECKM - UIIEMUYECKUM TT0opa-
xeHuem IHHC u/unu BHYTpUyTpoOHON MHMeKIIUEH.
VY 5 u3 6 mereit oTMevanuch (akKTOpBl pHUCcKa BO BpeMs
OGepeMeHHOCTH (Yrpo3a IpepbiBaHUs, MHOEKIIMOHHBIC
3a00JIeBaHMSI, TeCTAllMOHHBII CaxapHbIil 11a0eT, TPOMOO-
¢unus), y 4 mauMeHTOB — IaTOJOTMYECKUE WU OCTOXK-
HEHHBIE POJIbI C TPUMEHEHUEM JAOTTOTHUTEBHBIX POIOBBIX
IOCOoOMiT MK ITyTeM KecapeBa ceueHus1. Bo Bcex cirydasix
B paHHEM HEOHATaJIbHOM TIEPUOJIE OITMCHIBATIUCH TSKEITbIC
COCTOSIHUS (IbIXaTeIbHAsI HEMOCTaTOYHOCTbh, CYIOPOXKHBIIM
cuHapoM, mopaxkeHue LITHC), TpedoBaBime Tepanuu B OT-
JIeJICHUY peaHUMAaly; Yy OONbIIMHCTBA AlMEHTOB ITPO-
BOAMJIACH UCKYCCTBEHHAsT BEHTUJISALIMS JIETKUX UTUTEIIb-
HOCTBIO OT 24 4 10 2 Heq.

V¥ Beex neteit cchopmuponaics AL co cmactuyecku-
MU hopMamu (TeTpa- WIM reMUIIape3), pu 3TOM TSKECThb
IBUraTeJbHbIX HapylleHUi BapbupoBama or I[I—III
no IV ypoBHs mo GMFCS, B coueTaHum ¢ 3aIepXKKOM
MOTOPHOTI'O Y IICMXOpe4YeBOro pa3sutus. B 1 ciayvae onu-
CaHbI BTOPUYHAst MUKPOIIehaIrsl U TOPOK Pa3BUTHS KOPBI
I10 TUITY TTOIMMUKporupuu. HapyieHust peun (aKcrpec-
CHBHasI pe4b, MU3apTPHsI) ObUIM BBIPaKEHBI Y YaCTH T1a-
LIMEHTOB CTapIlIero BO3pacTa.

HeOIoT anuIercun y TpeACTaBIeHHbBIX MalleHTOB
MPUXOAMIICS Ha paHHUI BO3pacT: OT HEOHATAJILHOTIO Tie-
puona 1o 4 net xu3Hu. KinmHuyeckas KapTuHa IMpUCTYIIOB
ObLU1a NOJMMOP(GHOI: y YacTu AeTelt oTMevaauch Ouare-
pajibHble TOHUKO-KJIOHUYECKUE MPUCTYIIbI, HEPEIKO
C IIPOJIOHTMPOBAHHBIM WJIM CTAaTYCHBIM TEUEHHUEM, Y IPY-
X — (DOKaJIbHBIC MOTOPHBIE TTPUCTYIILI (TEMUKIOHUYE-
CKUe, TOHUYECKHE U 1Ip.).

ITo pesynsratam BOM y Bcex malMeHTOB 10 Hayajia
TepaIiy CYJIBTUAMOM PETHCTPUPOBAJIACH STTMIICIITU(OPM-
Hasi aKTUBHOCTb PETMOHAILHOTO W MYJIBTUPETHOHAIb-
HOT'O XapakTepa, IPerMYIIeCTBEHHO C BOBJICYCHUEM JI00-
HO-IIEHTPAJIbHO-BUCOYHBIX M TEMEHHO-BUCOYHBIX
OTJIEJIOB, YacTO C JIaTepaIn3allieil 10 OMHOMY MOIYIIapUIO
(JleBOMy WJIM TIPaBOMY) M 3HAYUTEJIBHBIM HapacTaHUEM
HWHIeKca Bo cHe. Bo Bcex HabmoaeHUsIx MopdoJIorys aIu-
JIenTUOPMHBIX Pa3psiioB COOTBETCTBOBAIA POJIAHINYEC-
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ckuM cnaiikam (ADT1/T). B psige ciyyaeB MHIEKC SITUIETI-
TH(HOPMHOM aKTUBHOCTH BO cHe gocTturan 40—90 % Ha
OTJIEJIbHBIX 3II0XaX 3aIlMCH.

[To maHHBIM HEWPOBU3YAIM3ALIMU Y BCEX MAlIMEHTOB
BBISIBIISUTMCH BBIPAXKCHHBIE CTPYKTYPHbBIE U3MEHEHMS TO-
JIOBHOTO MO3ra: IMepUBEHTPUKYJISIpHAS JIeHKOMAJISIINS
U MePUBEHTPUKYJISIpHAs SHIIebaIonaThsl, MperMyIIecT-
BEHHO B TEMEHHO-BMCOYHO-3aTBIJIOYHBIX 00JIaCTIX
(1 cyyaii), KUCTO3HO-TJIMO3HO-aTpOPUIEeCKHE UBMEHEHMST
OJIHOTO MOJIyIIapUs C JATEPOBEHTPUKYJIOMETaIMEN 1 TH-
norasueil HoxXKU mo3ra (1 ciydait), mpaBOCTOPOHHSIS
reMuaTpodus ¢ rpyooit Mo3Ho-aTpoduueckoii TpaHchop-
Mallueii KOpbI, ITOIKOPKOBBIX CTPYKTYP 1 MO30JIMCTOTO Tejla
(1 cmyyait), a TakKKe TTOPOK Pa3BUTUSI KOPBI 110 TUITY TTOJIU-
MUKPOTMPHUH B COYETAHUM CO CIIACTUYECKUM TeTpariape3oM
(1 ciyyait). B 2 ciryyasix mpoBeieHO IOJTHOE CEKBEHPOBaHME
5K30Ma, ITATOTeHHBIX BApDUAHTOB HE BBISIBJICHO.

o Ha3HAYEHMSI Cy/IbTHaMa BCe MallMeHTHI ITOTyYain
pPa3IMYHbIE CXeMbI ITPOTUBOIMMICIITUIECKOM TEepaITiu:
BaJILIIPOEBYIO KUCIIOTY, JIeBeTUpalleTaM, OKCKapOa3eIyH,
repamIlaHesI, HEPEIKO B PEXMME IyO- WU MOJIUTEePaIIH.
B yactu ciryyaeB oTMevasiach HelonHast 3 OeKTUBHOCTD
WY YXYAILlIeHUE TeYeHUs SIuiencuu (yJyaiieHue IpucTy-
IIOB, CTaTYCHOE TeYEHMUE), a TAKKE Pa3BUTUE HEXXeIaTe b-
HBIX SIBJICHUI: TPOMOOLIMTOIICHUH, JIEHKOTIEHUM, TTOBE-
JMeHYECKUX M3MEHEHHUI, 4To TpeboBaJlo IepecMoTpa
Tepanuu. DTU KIMHUYECKHUE CUTYallu COOTBETCTBYIOT
JIAHHBIM JINTEPATyphl O HEOOXOMUMOCTH IOMCKA aIbTep-
HAaTHBHBIX CXEM Y JIeTell ¢ (hapMaKope3nCTEHTHBIMU (hop-
MaM¥ (pOKaTbHOI SMUICTICUH.

CynbTriaM ObLT Ha3HAYeH BCeM IallieHTaM, KakK B CO-
cTaBe KOMOMHMPOBAHHOM Tepanuu (C BaJIbIIPOCBOIM KUC-
JIOTOI) y YacCTH AeTeil, TaK U B PeXUME MOHOTEpaInu
nocse otMeHsl npyrux ADI1. Ha ¢oHe Tepanuu cynsTua-
MOM BO BceX 6 ClTydasix JOCTUTHYTa KIMHUYECKask peMUC-
CHsI IPUCTYIIOB: Y OOJILIIIMHCTBA IETEl ITOJIHOE OTCYTCTBUE
SNWICNITUYECKUX COOBITUI COXPAHSIETCS OT HECKOJIBKUX
MeCSIIIEB 10 HECKOJIbKUX JIET. Y YacTH MallMeHTOB OTMEHA
npeamectByoux ADI (BaibpoeBas KUCI0Ta, JEBETU-
paiieramM) Ha (hOHE TTPOIOJDKEHMSI ITpUeMa CyJIkThamMa B MO-
HOTepaIMy He IPUBOAMIIA K BO30OHOBJICHUIO ITPUCTYIIOB.
OTMedeHa Xopolast IepeHOCUMOCTh CyJIbTHaMa: HopMa-
JIM3alMs oKasartesieil 00IIero 1 OMOXMMUIECKOIo aHa-
JI3a KPOBU IIPY OTMEHE BAJILITIPOEBOI KUCIOTHI, OTCYTCT-
BU€ KJIMHUYECKM 3HAYMMBIX MOOOYHBIX 3(DdeKToB,
YTO COIJIACYETCS C ONMyOIMKOBAaHHBIMU TAHHBIMU O XOPO-
meM npoduiie 6e30nacHOCTHU CyJbTHaMa y IeTei.

BaxxHbIM pe3ysIbTaTOM HaOMIOACHUS CTalI0 UBMEHEHE
9JIeKTposHIIedanorpahryecKoil KapTUHBI: y YaCTH Mallk-
€HTOB 3apETMCTPUPOBAHO IMOJTHOE KCYC3HOBEHUE SITHIIETI -
THU(HOPMHOM aKTUBHOCTH, Y OCTAJIBHBIX — 3HAYMMOE CHU-
>KEHUEe MHIEKCa SMIICHTU(GOPMHBIX Pa3psiioB BO CHE
U B OOAPCTBOBAaHMH, C PEIYKIIME MyJIBTUPETrMOHATBHBIX
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MaTTEPHOB U MPEUMYILECTBEHHON COXPaHHOCThIO SMU30-
IUYECKMX pa3psiioB HU3Koro uHaekca. [logobHas auHa-
MUKa nokazareseid 01 cornacyercs ¢ JaHHBIMU PETPO-
CMIEKTUBHBIX CEPUI O CITOCOOHOCTH CYJIbTHaMa CHUXKATh
WHIEKC CIaiK-BOJHOBOM aKTUBHOCTH Y JeTei ¢ (poKasb-
HBIMU 3MWICTICUSIMU U STTWIENITUIECKMMU SHIIedaiona-
TUSIMU. B OTAEIBHBIX CTydasx poauTear oTMedaau 10O -
HUTEJIbHBIN MOJOXUTEIbHBIN 3 GhEKT B BUIE YIYUIICHUS
peuUeBbIX U KOTHUTUBHBIX (DYHKLIMI peOeHKa.

TakuM obGpa3oM, onMcaHHbIE KIMHUYECKUE CIIydyau
MPEeJCTaBISIOTCS HauboJjee OJIM3KUMU K TUTTMYHOMY de-
Hotnny ®BJACUM-IDI1 (B3DDA-BapuanTa) y AeTeit
¢ TopaXkeHUeM OeJIoro BelllecTBa, Py KOTOPOM HaJludyue
CTPYKTYPHOTO NedeKTa roJJOBHOTO MO3ra HE MCKJII0YaeT
BO3PACT3aBUCUMOTO U TOTEHIIUAIbHO OoJiee O1aronpusiT-
HOTO XapakTepa TeueHUs ruierncui. OHU JeMOHCTPUPY-
10T BBICOKYIO 3(D(EKTUBHOCTD U XOPOIIIYIO IEPEHOCUMOCTh
cynstuama y geteit ¢ LIIT u ctpykTypHOit (hoKaabHOM 31u-
nencueit, accouuupoBaHHoii ¢ DI/, [TonyyeHHbIE JaH-
HbI€ JTOIMOJTHUTEIbHO MOATBEPKAAIOT ITOTEHIIMAN TIperna-
pata KaK Ba’kHOTO KOMIIOHEHTa Tepaluy y MalMeHTOB
C TSDXEJION CTPYKTYPHOU MaToJIoruell ToJJOBHOTO MO3ra,
YTO COIJIACYeTCsl ¢ COBPEMEHHBIMM PEKOMEHIALIMSIMU
MO0 MPUMEHEHUIO CyJbTUaMa MpUu AETCKUX (POKaTbHBIX
SIUJIETITUYECKUX CUHAPOMAX.

3aKknyeHue

Anunencusa u LIT yacto couyeTatoTcst ApyT ¢ APYrom
U CONPOBOXAAIOTCS MHOXECTBOM KOMOPOUIHBIX CO-
CTOSIHUIA.

BBuny Bricokoii pacnipoctpaHeHHocTH CUDC B no-
nynsauuu nmauueHToB ¢ LII1, mpeBblnaroieii odiienomy-
JISIIMOHHBIE ITOKA3aTeNIM, JaHHAsI COUYeTaHHasl ITaTOJIOTHsI
TpeOyeT MOBBIIIIECHHON HACTOPOXEHHOCTU CO CTOPOHBI
Bpaueii. Burabarpun siBasiercst ADII 1-i1 tuHumM oj1s Te-
parnuu JaHHOW (DOPMBbI SITWIETICUN.

BurabaTpuH TakKe 1€MOHCTPUPYET BBICOKYIO 3(h(PeK-
TUBHOCTb ITPY MYJIBTU(OKATBHOM (hapMaKOpe3UCTEHTHOI
SMUIEIICUM Y AeTel co cractuueckumu dopmamu LITT.
IIpenapat obecneurBaeT 3(PHEKTUBHBINA KOHTPOIb (Po-
KaJIbHBIX MOTOPHBIX TIPUCTYITOB, TOHMYeCKUX DC, a TaKkKe
CHITXAeT OOIIYIO CIAaCTUYHOCTh, YaCTOTY M BEIPAXKEHHOCTh
JIMCTOHWYECKMX 3IM30/I0B, UTO B COBOKYITHOCTH CIIOCO0-
CTBYET YyJIyullleHUIo cHa y neteil ¢ LIT1. BBumy BbICOKOI
pacnpocTpaHeHHOCTH aucdarum y matyeHTos ¢ LIIT mpe-
MMOYTUTEIBHO MTPUMEHEHUE PACTBOPUMBIX/XKUIKUX (HhOPM
BUTrabaTpuHa.

LlepebpanbHbIil Mapanuy sBasieTcs: (aKTOpOM pucKa
pasButusg COAC, a TeyeHue snuierncuu y aeteit ¢ LT
ele OoJIbIle IMOBBIIIAEeT 3TOT pucK. [Ipu Mmogo3peHUn
Ha COAC B KayecTBe CKpMHUHTAa MOXHO MCIIOJIb30BaTh
MPOBeIeHNE HOYHOTO KapaIuopecupaTopHOTO MOHUTO-
pUHTA. «30JIOTBIM CTAHIAPTOM» TUATHOCTUKM HapyIICHU I
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JIBIXaHUSI BO CHE SIBJISIETCS HOYHAsI MOJHUCOMHOrpacdust
¢ BKJIIOUeHUEM 19-KaHanbHOM 3/1eKTposHIedanorpabhumn
TSI OLIGHKY KOHTPOJIS SITAJICTICHUM.
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