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WNHOOPMALUMA ONA ABTOPOB

[Tpu HanpaBneHUw CTaTbi B pefakumio «Pycckoro XypHana AeTckoli HeBponorm»
aBTOPam Heo6X0AMUMO PyKOBOACTBOBATLCA CNleYHLLVMM NpaBUNAMU.
1. 06wue npaBuna
llpn nepBMYHOM HanpaBReHUM PYKOMUCM B PeSaKLMIo B KOMUW MEKTPOHHOrO
M1cbMa JOMKHbI ObITb YKa3aHbl Bce aBTOPbI AaHHOI CTaTbi. 06paTHYI0 CBA3b C peaakLm-
eli byneT nopaepuBaTb OTBETCTBEHHDIIN aBTOP, 0003HAUEHHBIN B CTaTbe (CM. MYHKT 2).
[lpencTaBneHue B peaakLmio paHee ony6NMKOBaHHbIX CTaTeil He JOMyCKaeTcA.
2. 0dopmneHune faHHbIX 0 CTaTbe U aBTOpax
MepBasd cTpaHuLa JONMKHA CofepKaTb:
— Ha3BaHMe CTaTby,
— VMHULManb! 1 Gamunmun Bcex aBTopoB,
— yueHble CTeneHu, 3BaHNA, LOKHOCTI, MeCTo paboTbl Kaxzoro 13 aBTopoB,
a 1akxe ux ORCID (npu Hanuuum),
— NONHOE Ha3BaHMe yupeXxaeHua (yupexaeHuii), B KOTOpom (KOTOpbiX) Bbl-
nonHeHa pabota,
— afipec yupexaeHna (yupexxaeHuit) C ykasaHuem WHAeK(a.
[ocnepHAA CTpaHML fOMKHA COfePXaTb CBeAleHUs 06 aBTope, 0TBETCTBEHHOM
3a (BA3b C pefaKLmeit:
— Gamunua, MMa, OTYECTBO NOJTHOCTH,
— 3aHUMaeMas IOMKHOCTb,
— yueHas CTeneHb, yueHoe 3BaHue,
— NepcoHanbHblil MexayHapoaHblii uaeHtudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblit upetudukatop B PUHLL (noapobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TeneyoH,
— QfIPeC 3NeKTPOHHOI NOUTI.
3. 0popmneHue TeKcTa
(ratbu npuHumatotca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernb 14, MeXcTpouHblil uHTepBan 1,5. Bee cTpanu-
Libl 0MKHbI ObITb NPOHYMEPOBaHBI. TEKCT CTaTbI HAUMHAETCA CO BTOPOIA CTPaHMLbl.
4, 06bem cTareit (6e3 yueta UNNIOCTPALMIA 1 CUCKA AUTEPaTYpb)
OpurnHanbHas ctatba — He 6onee 12 cTpanuy (66abLumil 06bem JonyckaeTca
B UHAMBYUAYaNbHOM NOPAJKE, M0 PELUEHNIO pedakLmy).
OnucaHue KNNHNYECKNX CyyaeB — He Gonee 8 CTpaHuL.
00630p nutepatypbl — He 6onee 20 cTpaHmL,.
KpaTkue coo6iieHna u nucbma B pefiakLyio — 3 CTpaHuLbl.
5. Pesiome
Ko Bcem Buam cTateil Ha 0TAENbHOI CTPaHULE AOMKHO ObITb NPUNOXKeHO peto-
Me Ha PYCCKOM U aHIINIACKOM (110 BO3MOXHOCTH) A3blKkax. Pe3toMe JOMKHO KpaTKo no-
BTOPATD CTPYKTYPY CTaTby, HE3aBMCUMO OT ee TeMaTUKM.
06bem pestome — He Honee 2500 3HaKoB, BKNoUaA npobenbl. Pestome He A0MKHO
C0ZiepXaTb CCbUTKM HA MCTOYHIKM IUTEPATYpbl U UANIOCTPATUBHBIA MaTepuan.
Ha 3701 Xe cTpaHuLe NOMeLLAoTCA KNtoueBble CNOBA Ha PYCCKOM W aHTNIACKOM
(no BO3MOXXHOCTH) A3bIKaX B KonnuecTtse ot 3 o 10.
6. CTpyKTypa cTarei
OpuruHanbHas cTaTba JOMKHA COJEPKaTh CleaytoLne pasaenbi:
— BBe/IeHue,
—Lenb,
— Marepuanbl 1 METOAbI,
— pe3ynbrarbl,
— 00cyxzaeHue,
—3aKntoueHue (BbIBOAbI),
— KOHQMUKT MHTEpecoB 1A BCeX aBTOPOB (B Cyyae ero 0TCYTCTBYUA HeobXo-
AIMO YKa3aTb: «<ABTOPbI 3aABAAIOT 00 OTCYTCTBUM KOHPANKTA UHTEPECOBY),
— 000peHMe NPOTOKONA MCCNEA0BAHMA KOMUTETOM M0 61103TUKe (C yKa3aHu-
€M Homepa 1 JiaTbl NpoToKona),
— MHOPMMPOBAHHOE COTNIace NALMEHTOB AN X NPeACTaBuUTENeil Ha yyac-
Tie B UCCNELOBAHUN 11 NY6AMKaLMI JaHHbIX (ANA CTaTeil ¢ aBTOPCKIMM
UCCNIEN0BAHUAMU U ONMCAHUAMU KIMHUYECKUX CYYaeB),
—NpI HaNMuMM GUHAHCMPOBAHUA UCCNEAOBAHUA — YKa3aTb €ro UCTOYHUK
(rpaHTnT. A1),
— 6narogapHocTy (pasgaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTnBHBIN MaTepuan

UnniocTpaTuBHbII MaTepuan fomxeH 6biITb NpeCTaBneH B BUAe OTAENbHbIX dail-
NOB 1 He GUrypuUpoBaTb B TeKCTe CTaTb. [laHHble TabNUL He JOMKHbI NOBTOPATb AaH-
Hble PUCYHKOB U TEKCTa 11 Ha060pOT.

Oororpadum npeactanatorca B popmartax TIFF, JPG ¢ paspeLueHnem He MeHee
300 dpi (Touek Ha aioitm).

PucyHKkm, rpadmku, cxembl, Auarpammbl JOMxHb! ObiTb pefakTupyembiMm,
BbInonHeHbIMy cpeactBamm Microsoft Office Excel unu Office Word.

Bce pucyHKM [OMKHDI BbITb NPOHYMEPOBaHbI U CHAabXKEHbI MOAPUCYHOUHBIMMU
nognucamu. OparmeHTbl pucyHKa 0603HauaoTCA CTPOUHbIMU ByKBaMK pycckoro anda-
BUTa — «a», «6» U T. . Bce cokpalueHns, 0603HaueHus B Buge KpuBblX, bykB, undp
WT. fi., UCNONb30BAHHbIE Ha PUCYHKe, IOMKHbI 6bITb pacLumdpoBaHbl B NOAPUCYHOUHOI
nognucy. Moanucu K pucyHKam AAKTCA Ha OTAENbHOM NNCTe NOCNe TeKCTa CTaTby B 04-
HOM C Heil daiine.

Ta6nuubl JomKHbI ObITb HAMNALHLIMY, UMETb Ha3BaHMe 1 NOPAZKOBbII HoMep.
3aronoBky rpad OMKHbI COOTBETCTBOBATD UX COAEPMaHI0. Bce cokpaLueHna pacmd-
POBbIBAKTCA B NpUMeYaHy K Tabnuue.

8. EAnHMLbI N3MepeHna 1 COKpaLLeHna

Eaunmubl usmepenus gatotca B MexayHapogHoil cucteme egunmy (CH).

CoKpaLLieHna CNoB He J0NYCKaloTcA, Kpome 06LLenpuHATbIX. Bce abbpeBuatypbl
B TeKCTe CTaTb AOMKHbI BbITb MOAHOCTbIO pacLuMdpoBaHbl NPU NEPBOM YNOMUHAHIM
(Hanpumep, komnblotepHas Tomorpaua (KT)).

9. CnucoK nuTepatypbl

Ha cnepyloweii nocne TekcTa CTpaHuLe CTaTbil JOMKEH pacnonaratbca CMNCOK
LMTUPYeMOil UTepaTypbI.

Bce MCTOYHMKN JOMKHBI GbITb MPOHYMEPOBaHDI, HyMepaLma 0CyLLeCTBAAETCA
CTporo B andaBuTHOM NopAAKe. Bce CCbINKM Ha UCTOUHUKI NUTEPATYPbI B TEKCTe CTaTby
0603HaualoTcA apabckimm Ldpamu B KBaApaTHbIX CKoBKax HaunHas ¢ 1 (Hanpumep,
[5]). KonuuecTBO LUTUPYeMbIX PaboT: B 0pUriHANbHDIX CTaTbAX — He Gonee 20-25,
B 0630pax uTepatypbl — He bonee 60.

(Ccbinkn ROMKHBI AABATHCA HA NEPBOUCTOYHMKY, LMTUPOBAHWE OBHOTO aBTopa
no pa6oTe Apyroro He4oONYCTUMO.

BKnioyeHwe B CNucoK nnTepaTypbl Te31COB BOIMOXHO UCKNIOUMTENbHO NPU CCbin-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHBIE) UCTOUHUKM.

Ccblnku Ha pnccepTaumnm u agTopedepatbl, Heony6anKoBaHHbIe paboTbl, a Tak-
e Ha AlaHHble, NoNyyeHHble U3 HeOQULIMANbHBIX MHTEPHET-UCTOYHUKOB, He Aony-
cKarTca.

[ina Kaxgoro MCTOYHMKA HeobX0A4IMO YKa3aTb: GaMAMN U MHULMAnbI aBTOPOB
(ecnm aBTopoB Gonee 4, yka3blBakTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B pyC-
CKOM 1 "et al” B aHIMNIACKOM B TeKCTe). ABTOpbI LIMTMPYEMbIX UCTOUHUKOB JOMKHDI
ObITb yKa3aHbl B TOM e NOPAAKE, UTO U B NEPBOMCTOYHMKE.

Mpy ccbinKe Ha CTaTbM U3 XKYPHANOB NMOC/E aBTOPOB yKa3blBAOT Ha3BaHMe (Ta-
Tbi, Ha3BaHWe XypHana, rof, ToM, Homep Bbinycka, CTpaHuubl 1 DOI cTatbi (Npu Hanu-
yun). Mpy ccbinke Ha MOHOrpad M YKa3biBAKT TaKXKe NONHOE Ha3BaHWe KHUTU, MeCTo
U3[aHNA, Ha3BaHWe N3/aTeNbCTBA, MO U3AAHNA, YNCIO CTPAHML.

(1aTby, He COOTBETCTBYIOLME AaHHBIM TPE6OBAHNAM, K PACCMOTPEHMIO
He NPUHUMAIOTCA.
06wye nonoxeHuns:
« PaccmotpeHue cTatbin Ha npeameT Ny6nMKaLuM 3aHMMaeT He MeHee 8 He-
Aenb.
+ Bce noctynatowme cTatbh peueH3npyiotca. PeueHsns ABNAETCA aHOHUM-
HOIA.
« Pepakuua octanaer 3a coboil NpaBo Ha pesjakTPOBaHue CTaTel, NpeaCTas-
NeHHbIX K My6nukaumu.
« Pegakuma He npepocTaBnAeT aBTOpCKUE dK3eMIAApbI XKypHana. Homep
KYpHaNa MOXHO MONYYMTb Ha 06LMX OCHOBAHMAX (CM. UHdOpMaLMK
Ha caiiTe).
Marepuanbi gnsa ny6nnkauun npuHMMaloTca no agpecy ricn@epileptologist.ru
 0693aTeNbHbIM yKa3aHeM Ha3BaHIA XypHana.

MonHas Bepcus Tpe6oBaHUii NpeACTaBeHa Ha caiiTe XKypHana.
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[eHeTMYeCKaA reTeporeHHOCTb BPOXAEHHbIX
LuepebpanbHbIx Napanuyen n KOHLENLUA
HEeUPOTPONMHOro reHoma

I1.J1. Cokonos!, H.B. Yebanenko?, A.T. ITputsiko!, T1.A. Pomanos!

1TBY3 «Hayuno-npakmuueckuii uenmp cneyuaiu3uposanHoii nomowu demam um. H.B. Boiino-Sceneyrozo Jenapmamenma
30pasooxpanenus . Mockewr>; Poccus, 119620 Mockea, ya. Asuamopos, 38;

20rBoY JI10 «Poccuiickas MeouyuHCKas aKkademus HenpepbieHo20 npogheccuonanbhozo obpasosanus» Munzdpasa Poccuu;
Poccus, 125993 Mockea, ya. bappuxkaduas, 2/1, cmp. 1

KoHTaKTHhI:

Nasen JleoHnposuy Cokonos psok.sci@gmail.com

BBepeHue. B HacToswee Bpems u3BecTHO Gonee 500 reHoB, B TOM WM UHOI CTEMEHW acCOLMMPOBAHHBIX C Pa3BUTUEM
teHoTMNA BpOXAEHHOTO LiepebpanbHoro napanuya (LM). 06bem HaKkoNNeHHbIX faHHbIX TPe6GYeT yNopsfAoYeHNs 3HAHWIA
0 NPUPOAE FeHHOrOo BAUAHMA Ha Pa3NIMYHbIE aCNeKTbl HEPOOHTOreHesa.

Llenb uccnepoBanma — cpasHeHue rpynn nauuertos ¢ derotunom LM, conposoxpaatowerocs (LiM+) u He conpoBoxpa-
towerocs (LiN-) anunencwuei, no cnekTpy feTEPMUHAHT.

Marepuansi u metoabl. iccnegosaHo 154 pebeHka ¢ heHotunom LN B Bo3pacte ot 1 go 17 net. Manbynkos — 92, geso-
YeK — 62. [eHeTUYecKWe MyTaLuu Obinu NOATBEPXAEHBI MeTOfamMK next generation sequencing (NGS) 1 Tpuo no Canrepy
npu UccnefoBaHu 06pa3LLOB BEHO3HOI KPOBU. [eHbl, B KOTOPbIX GblY BbIABAEHB aHOMANNUK, pacnpesensanch Ha rpynnel
AETEPMUHAHT MO OCHOBHbIM acneKTaMm pasBuTUA U QYHKLMOHMPOBAHUA LiEHTpaNbHO HepBHOW cucTeMmbl. Beero 6bino
BblfeneHo 13 rpynn.

Pesynbratbl. B rpynne LiMN- npeBanupoBanu feTepMmUHaHTbl YNPaBAeHUA AefleHUeM KNeTKU, NpoLeccaMm HempooHTore-
He3a u dyHKuMoHuposaHuem uutockeneta (CMTR, NOG, CS) — 11 (61,1 %) cnyyaes. B 4 (22,2 %) cnyyasx 6bi1m 0TMEYEHBI
AETEPMUHAHTbI KNETOYHOTO 06MEHa W TPAHCMOPTa Yepes HapYIKHYIO KNETOUYHYI0 MeMOpaHy. Mpu aHanu3e feTepMUHAHT
B rpynne nauueHToB LM+ npakTuyecku B kaxpom 4-m ciydae (23,5 %) Gblnu 0TMEUeHbl AeTepMUHAHTLI ieNeHNs KNeTKH,
NpoLEeccoB HelipooHTOreHe3a 1 hyHKLMOHUpoBaHus LuTockeneta (CMTR, NOG, CS). Mpu 3Tom yncno naumeHTos B rpynne 11
(CMTR - ynpasneH1e MOAUDUKALMAMU XPOMATHHa, NPOLLECCaMM TPAHCKPUMLUM U penuKaLmum) 66110 CyLiecTBEHHO MEHbLUUM
(4,4 %). Nopsapka 1/3 cnyyaes — 42 (30,8 %) — pacnpefenunuch No AeTepMUHaHTaM Bo36yAMMOCTU HelipoOHaNbHON MeM-
GpaHbl M nepefauv Bo30yxaeHus. TeparoreHes B rpynnax LMN- v LM+ o6beanHseT npucyTcTBUE reHOB, AETEPMUHUPYIOLMX
AeNneHue KNeTKu, NpoLecchl HeMPoOHTOreHe3a 1 yHKLUMOHMPOBaHME LMTOCKeneTa. ViHTepec Bbi3Banu cnyyan GopMMpoBaHus
NOPOKOB Pa3BUTUA FOIOBHOTO MO3ra MpW aHOMaAWAX FeHOB W3 FPYNMbl TaK Ha3biIBaeMbIX KaHanonaTui.

BbiBoAbl. [laHHble N03BONAIOT NPEANONOKMUTL pa3nnymne natoreHeTudeckux mogenei LM+ n LMN- sapuantos L. Ux kapau-
HaNbHbIM OTIMYMEM ABNAETCA HaNUUYME NMBO OTCYTCTBUE FEHOB, PErYINPYIOLLMX BO3OYAUMOCTb HEPOHANbHO MeMBpaH®I.

KnioueBble cnoBa: uepe6paanble napanuyu, anunencua, NOPOKN pa3BuUTUA rOJIOBHOIO MO3ra, NaTtoreHes, reHeTnKa

IOna uutupoBanua: Cokonos M.J1., YebaneHko H.B., Mputbiko A.T., PomaHoB M.A. [eHeTM4YecKas reTeporeHHoCTb BpO-
XAEHHbIX LepebpanbHbiX Napanuyeil U KOHLENLWUA HeilpoTPONHOro reHoMa. Pycckuii xypHan AeTcKoi HeBponoruu
2022;17(4):8-23. DOI: 10.17650/2073-8803-2022-17-4-8-23
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Background. Currently, more than 500 genes are known, in one degree or another associated with the development of
the phenotype of congenital cerebral palsy (CP). The amount of accumulated data requires the sorting of the mecha-
nisms of the influence of genes on srain development.

Aim. To compare the spectrum of determinants in groups of patients with CP, accompanied (CP+) and non-accompanied
(CP-) by epilepsy.

Materials and methods. 154 children with a phenotype of cerebral palsy aged from 1 to 17 years old were investigated.
Boys — 92, girls — 62. Genetic mutations were confirmed by the methods of next generation sequencing (NGS) in the study
of venous blood samples. Genes with anomalies were distributed to the groups of determinants for the main aspects of the de-
velopment and function of the brain. A total of 13 groups were created.

Results. In the CP- group, determinants of cell dividing, brain development and cytoskeleton were identified in 11
(61.1 %) cases. In 4 (22.2 %) cases, determinants of cell metabolism and external cell membrane transport were iden-
tified. In the CP+ group in 23.5 % of cases, determinants of cell division, brain development and cytoskeleton were re-
vealed. The number of patients with anomalies of chromatin modifications, transcription and replication processes was
significantly less (4.4 %). In 42 (30.8 %), the CP+ patients found determinants of excitability of the neuronal mem-
brane and excitation transmission. In the cases of brain malformations in both CP— and CP+ groups determinants
of cellular division, brain development and cytoskeleton were identified. Interest caused cases of brain malformations
with anomalies of genes of the channelopathy.

Conclusions. Our data suggests the difference between pathogenetic models CP+ and CP-. The fundamental difference
of them is the presence of genes requlating the excitability of the neuronal membrane in CP+ group.

Keywords: cerebral palsy, epilepsy, cerebral malformations, pathogenesis, genetics

For citation: Sokolov P.L., Chebanenko N.V., Prityko A.G., Romanov P.A. Genetic heterogeneity of congenital cerebral
palsy and the concept of the neurotropic genome. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neuro-

logy 2022;17(4):8-23. (In Russ.). DOI: 10.17650/2073-8803-2022-17-4-8-23

BBepeHue

B Hacrosimiee BpeMst MBI SIBJISIEMCSI CBUICTEIISIMA MHTCH-
CHBHOTO HAKOIUTCHUSI MH(MOPMAIIVH IT0 YIACTHIO aHOMAaJIHIiA
reHoMa B (hopMHUpOBaHNU (DEHOTUTIA TSLKENIBIX IIEpUHATATb-
HBIX ITOPasKeHMIA TOJIOBHOT'O MO3Ta C ICXOIOM B KITMHITYECKYIO
KapTuHY liepedpampHbIX mapamdeii (LIIT) [10, 12]. Ilupoko
AHAJIM3UPYIOTCS Pa3IMYHBIE MEXaHM3MBI (POPMUPOBAHUS
JaHHOro (heHoTHIIA [6, 9]. BBISIBIIEHO MHOXKECTBO I€HOB, B TOI
I WHOU CTETNICHU aCCOLMUPOBAHHBIX C (POPMUPOBAHUEM
¢enorumna LIIT [17]. Ecm eme 2 roma Ha3a TAKMX TEHOB ObI-
JI0 BBIsIBIIEHO TTopsiaka 500, To ceifyac MX HAaCUMTHIBAETCS
okos10 1000. KoHeuHo, Ux AeTepMUHAIIMOHHAsT HATIPaBJICH-
HOCTb KpaliHe III1MpoKa 1 MHOrooopa3Ha [24].

VKe TIpu TIepBOM 3HAKOMCTBE C PEeCTPOM I'e€HOB MBI
BUIUM IIMPOTY BIMSHUS IETCPMUHUPYEMBIX UMM IIPH-
3HAKOB Ha BCe acIeKTHl (popMupoBaHUA U (QYHKIIMOHU-
POBaHMS TOJOBHOTO MoO3ra. TeM He MeHee IeTaJIbHbII
aHaAJIN3 IeTePMUHAHT ITO3BOJISIET BBIICIUTHh 2 OCHOBHBIX
myT¥ (popMUpoBaHUST (DEHOTUTIA: IIPSIMOI 1 OITOCPEIOBaH-
Hblii [1]. B 1-M caydae aetepMuHaHTa T€M WA UHBIM
nyteM (popMupyeT (peHOTUIMYECKHUE TTPOSIBICHUS 3a00-
JIEBaHMS, BO 2-M — 3TO IIPOUCXOIUT OIOCPEIOBAHHO, Ue-
pe3 BIMSHUE Ha CUCTEMY TeMOoCTa3a M YCTOMIMBOCTb MO3-
ra (B JaHHOM CJIyJ9ae MO3Ta IJ10/1a) K TUITOKCUM -UIIEMUH
[18]. Tak, K ormocpesOBaHHOMY BIMSTHUIO HAa (hOPMUPOBA-
Hue LI1 MoryT ObITh IPpUYACTHBI T€HbI SHAOTEIUATBHOMN
NO-cunrassl 3 eNOS3 (A-922G), nHTrMOUTOPA aKTUBATO-
pa masmMuHoreHa PAI-1-675G5/G4w G11053T [19], dak-
TOpa HeKpo3a oryxosi ainbda TNFA [8], 0CHOBHOTO TpaH-
cnoprepa riyramata EAAT2 [22], uatepneiitkuna 6 [4],
anonunonporenHa E [13, 15].

Kpome Toro, nmerorcs ykazaHHSI Ha aCCOLIMMPOBaH-
HocTb ¢ ¢peHoTunoM LIIT reHOB, AETEPMUHUPYIOIINX aK-
TUBHOCTb IJIMAJIBHBIX 3JIeMeHTOB. K mipuMepy, Kak dhakTop
pucka passutus LIIT B pe3yiabrare TMIIOKCHYECKH-UIIIE-
MMYECKOTO TMOPaXEHUsI MO3ra pacCMaTPUBAIOTCSI ITOJIH-
MOp(U3MEBI B TeHe (paKTopa TPaHCKPUITLIMUI OJTUTOAEHIPO-
muToB (OLIG2) [25].

MHOXeCTBO TeHOB, aCCOLIMMPOBAHHBIX C Pa3BUTHEM
¢enoruna LII1, u pazHOOOpa3ue MEXaHU3MOB MX BOBJIE-
YeHUSI B MATOreHE3 MPUBEIN K Pa3BUTHUIO TUCKYCCHU
o ToM, npusHaBath au LI ciayyau, pa3BuBlIvecs npu
HECOMHEHHOM Yy4YacTUM reHHbIXx MexaHu3mMoB. R.W. Lee
1 coaBT., a Takke Y. Takezava M coaBT. Ioaraiot, 4to Bce
STHU CJIy4ad HEOOXOIMMO BBIIEIUTH B OTIEIBHYIO HO30J10-
rrdeckyro rpyty [11, 26], Torma kak A. McLennan 1 coaBT.
MIPUACPKUBAIOTCS IIPOTUBOIIOIOXKHOMN TOYKM 3PEHUSI, CO-
m1acHo Kotopoit cenapauus LIIT noBpenuT mpexie Bcero
MMaleHTaM, YCIOXHMUB B TOM YHCIIE ¥ CUCTEMY OKa3aHMS
WM COLIMAJIbHOM MTOMOIIY Y TTOAIepXKKY [14].

M 3BecTHO HECKOJIBKO MOMBITOK BBIZICJICHIST HATIPARICHU
BO3/IeiicTBUS TeHoMa Ha opMupoBanue deHoruma LT
T10 AeTepMUHIpPYeMbIM reHaMu pyHKimsiM. Tak, G. McMichael
1 M.N. Bainbridge BbImemmm rpynmbl aCCOUMUPOBAHHBIX Te-
HOB IT0 TAKMM AeTepMMHAHTaM, KaK aKCOHAIbHAsl HaBUTa-
1Ms1, OEJIKOBBIE BHYTPUCHHAIITHYCCKIE B3aUMOICUCTBUS,
HEIMOCPEACTBEHHO CHHANTUYecKas rrepenaya [16].

I.A. Yeromaes u coaBT. B 2012 I. BBISIBIIN HEIIPSIMOE
prustHUe Ha hopmupoBanue LIIT reHoB, odbecrieunBarommx
ameKBaTHOCTh TeMocTasa [2].

Q. Zhu u coaBT. Ha OCHOBE MOJTHOYK30MHOTO CEKBE-
HupoBaHus 10 neteit (8 He CBI3aHHBIX MEXKIY COOOI JINIT
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u niapbl 6;m3He11oB) ¢ LT Beigesmmm 23 accolMmupoBaHHBIX
TeHa, BO3IEHCTBIE KOTOPBIX OCYIIECTBIISIOCH ITO 3 HAIpaB-
JICHUSIM: HapyIIeHUIO HaBUTAIIUM aKCOHOB, ITAaTOJIOTUH
CUHAIITUYECKOM Mepenadyu U paccTpoiicTBaM OenoK-0er-
KOBBIX B3aMoeiicTBUIi B cuHaricax [30].

AccounmnpoBaHHbIe ¢ ¢peHoTrnoM LITT myTaum MmoryT
KaK HaXOOUTHCS B T€HAX, YK€ M3BECTHBIX CBOEU CBSI3BIO
¢ ¢opmupoBaHueM (peHoTHITIa 3a00JIeBaHusI, TaK 1 Gop-
MmupoBaTthes de novo. Iyt passutus denoruma LT mpu
peanu3aliy IaToJI0TUM HACIeAOBAHUS MOTYT OBITH pa3-
JIMYHBIMU.

Ileap uccrenoBanus — CpaBHEHUE TPYIIT HAIlEHTOB
¢ denorurioM L I1, conmpoBoxnaromierocs (LII1+) u He co-
npoBoxnarterocs (LII1—) ammrencueii, mo CrekTpy ae-
TepMHUHAHT.

Martepuanbl u metogbl

IMon HabmoneHneM Haxoguics 491 pedbeHoK ¢ heHo-
tunoM LIIT B Bo3pacte ot 1 mo 17 net. O6cienoBaHue
BKJIIOYAJIO OLIEHKY HEBPOJIOIMYECKOIO CTATYCa, MATHUTHO-
PE30HAHCHYIO0 TOMOTPa(uIO TOJIOBHOTO MO3ra U MacCOBOE
napajenbHoe ceKBeHrupoBaHue MeTonoM NGS u Tpro o
Coanrepy (mpobaHa 1 omosiormaeckue ponurenn). Ilaro-
reHHbIC BapMaHTbl HYKJICOTUIHOM IOCIEI0BATEIbHOCTH
ObLIM moaTBepxaAeHbl y 154 (31,4 %) neteii, U3 HUX MaJlb-
yukKoB — 92, meBouek — 62. Ipymnmna Oblia pasneiieHa
Ha MOATrPYIIIbI 110 IPU3HAKY HAIMYMS B KJIMHUYECKOM
KapTuHe 3a00JieBaHMUS SIMIENITHYECKOro Ipoliecca:
He cTpanaroniue smwiencueit (LII1—) u crpamatomme srmm-
nencueii (LIIT+). B rpynmy LIIT— Bonwro 18 meteit (8 me-
Bouek 1 10 manpuukoB), B rpymry LIIT+ — 140 (84 manb-

Tadmuna 1. Ipynnuposka eenoe no npunyuny demepmunupyemvix QyHKYui
Table 1. Gene grouping by determinants

4

yyKa 1 56 aeBoyek). JJMarHoCTKa TUIIOB SIMMICITUYECKIX
TIPHUCTYIIOB, (POPM SMIJICTICHUH 1 SIMTCITUIECCKIX CHHIPOMOB
OCHOBBIBAJIaCh Ha KJIaCCU(PUKAIIMN 3IEKTPOKIMHNIECKIX
CHHIPOMOB U IPYTUX (hOpM SIMICTICUH, IIPEICTABICHHON
MexayHapomHOM TTpoTHBOAIIeTHIecKoit muroii (ILAE),
OITepPaLIMOHHOM KiTaccuduKayy TUIIOB IprcTyrnoB 2017 . u
Kinaccudukauyy smaiencuii 2017 .

JI71s1 TeHEeTUYEeCKOTO MCCIIEAOBaHMSI ObIITY B3STHI 00pa3-
LIbI BEHO3HOI# KpoBU ManueHToB. Beinenenne JHK mpo-
BOJMJIM C UCITOJIb30BaHMEeM Habopa peareHTOB QIAGEN
(CIIIA) B COOTBETCTBUM C IIPOTOKOJIOM ITPOU3BOIUTEIS.
MaccoBoe TapajuieibHOe CeKBEHUPOBAHUE BBITTOIHSUIA
¢ ucnonb3oBaHueM cekBeHaTopa Illumina NextSeq500.
O06paboTKy JaHHBIX IIPOBOAWIIM TI0 IIPOITPUETAPHOMY aJl-
TOPUTMY, BKJIIOYABIIIEMY BEIpaBHUBaHUE Ha peepeHCHYIO
ITOCJIEIOBATEIbHOCTD, KOJUIMHT ¥ aHHOTAITMIO BAPHUAHTOB.
OrnpenesieHre KITMHUIECKON 3HAYUMMOCTH BApUAHTOB BBI-
TTOJIHSUTY C YYETOM PEKOMeHIaLMii «PyKOBOICTBA ITO MHTEP-
MpeTauyy JaHHBIX nocieaoBaTenbHocTH JJHK yenoseka,
MTOJTyYeHHBIX METOIaMH MaCCOBOTO TTAPaJUICIbHOTO CEKBE-
HupoBaHus (pemakius 2018, Bepcus 2)» U COOTBETCTBUS
¢peHOTUIIA TALIEHTA TTPU3HAKaM 3a00JIeBaHUsI, CBSI3aHHOTO
C TeHOM, MYTall1sI B KOTOpPOM ObLl1a OOHapyKeHa.

Ha ocHoBe maHHBIX aHaJIM3a OOJIBIIIOTO YKCIa TCHOB,
B TOI MJIVI MHOH CTeTIEH! aCCOLIMUPOBAHHBIX ¢ (POPMUPO-
BaHueM (deHoTuma BpoxaeHHoro LTI, mo mocTymHBIM
JTAHHBIM JINTEPATyPhl, BCSI X COBOKYITHOCTh OBLIa pacIipe-
JleJieHa Ha TPYIIIIEI 110 IIPUHIIAITY OOITHOCTH ACTEPMUHAHT
WJIX OTHECEHMST MX K OCHOBHBIM acIleKTaM (hyHKIIMOHU-
pPOBaHUs IIEHTPAJIbHON HEPBHOI cHUCTeMBI. B mTore Mbl
rmoayyuiau 13 gerepmMuHaHT (Tab1. 1).

Group of genes Determinable features
O6H.[I/Ie ACIICKThI PETYJIALNNA obMeHa BCILIECTB B KJIIETKE
GASM . .
General aspects of the regulation of cell metabolism
Perynsius mpoliieccoB, pacCTPOCTBO KOTOPHIX MPUBOIUT K (hOPMUPOBAHUIO 00JIE3HE HAKOTUICHHS
GSD . . . . .
Regulation of processes, the disorder of which leads to the formation of storage diseases
Perynsiiusa GyHKIMYM MUTOXOHIPUIA
RMF . . . .
Regulation of mitochondrial function
PCFyJIHL[I/IH TOJIEPAHTHOCTU KJIETKHN K BHEIITHUM BOBHCﬁCTBHHM (FI/IHOKCI/II/I, UIIEMUU, 3K30TI' €HHOI MHTOKCHUKa-
CT IIUU U T.10.)
Regulation of cell tolerance to external influences (hypoxia, ischemia, exogenous intoxication, etc)
cs Perynsius o6pazoBaHus U (PyHKIMOHUPOBAHUS LIMTOCKEIETA
Regulation of the formation and functioning of the cytoskeleton
Perynsius HelipooHTOreHe3a (HeiipoHaabHO MUTpaLK, CIIPYTUHTa, CUHATITOreHe3a, MUSIMHU3ALUY U
NOG aromnTo3a)
Regulation of neuroontogenesis (neuronal migration, sprouting, synaptogenesis, myelination and apoptosis)
GC Perynsiust BHyTpUKIIETOUHOTO TPAHCTIOPTA U ceKpelnn (DyHKIIMOHNPOBaHUs KoMruteKkca [ombmki)

Regulation of intracellular transport and secretion (functioning of the Golgi complex) (GC)
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Oxonuanue maoba. 1
End of table 1

Determinable features

Perynsaimus TpaHcmiopra yepe3 Hapy>XKHYI0 MeMOpaHy KIeTKI

ECM Regulation of transport across the external membrane of the cell
Perynsamus Bo30ymumMocTy HelipoHaTbHOM MeMOpaHbI ((PYHKIIMY MOHHBIX KAHAJIOB)
ENM . S : .
Regulation of the excitability of the neuronal membrane (function of ion channels)
Perynsaimust pubocoManbHOT0O GEIKOBOTO CUHTE3a
RPS - . . -
Regulation of ribosomal protein synthesis
Perynsaimus oomeHa HeiipoMenuaTopoB U GYHKIMOHUPOBAHUS CUHATICOB
NTS . . o
Regulation of the exchange of neurotransmitters and the functioning of synapses
Perynsimsa uMMyHHUTETa 1 OHKOT€HE3a
10G - . . .
Regulation of immunity and oncogenesis
CMTR VYipapneHre MoauUKAIMSIMUA XpOMAaTUHA, TIpollecCaM TPAHCKPUTIIIUY U PETUTMKAIIAA

Control of chromatin modifications, transcription and replication processes
|

Iennl, oobequHenHble B Tpyrbl GASM, GSD u RME
OIPENCIAIOT KJIETOYHbBII MeTab0IM3M; TeHbI, O0beINHEH -
Heie B rpyniel CS, NOG u CMTR, — nipouieccnl, cBsI3aH-
HbIE C HEAPOOHTOreHE30M; Te€HbI, 00beIMHEHHBIE B IPYII-
el ENM, RPS u NTS, — npoiiecchbl BHYTPUKIIETOUHOI
ceKkpeLuy 1 MEMOPAHHOTO TPaHCIIOPTa.

B cirygae MHOrOGYHKIIMOHAIBHOCTH (TUICHOTPOITHI)
reH Kji1acCUupULUPOBAJCs MO MPUHLIUITY HAaUOOIbIIETO
BIMSHUSA HAa PEHOTHII.

Pe3synbrathbl

IeHnl, aHOMaJIMY B KOTOPBIX OBLIM BBISIBJICHBI IIPH
00ceq0BaHUM NALMEeHTOB, ObLIM pacIpeaeeHbl o rPyIi-
naM IeTepMHUHAHT (Taoir. 2—4).

B 6oabmuHcTBe citydaeB (11 (61,1 %)) BBISIBASLIUCH
aHOMAaJIMU B TeHaX U3 TPYIII, IeTEPMUHUPYIOIIUX YIIPaB-
JICHWE JeJIeHUeM KIJIETKH, IpolleccaMy HeHpPOOHTOTre-
He3a U pyHKumoHMpoBaHUeM Lutockenera (CMTR,
NOG, CS).

Tabauna 2. [enbl ¢ 8bIA6AEHHBIMU AHOMAAUAMU U UX PACHPeOeneHUe NO SDYNNAM OeMePMUHAHM Y NAYUEHMO8 ¢ UepeOPanbHbIM NAPaAUOM

be3 snunencuu

Table 2. Genes with identified abnormalities and their distribution by groups of determinants in patients with cerebral palsy without epilepsy

Determinable feature

InunuHaexkapookcuiasa
Glycine decarboxylase

KarroHHbBII KaHaJl TPAaH3UTOPHOTO PELIEITOPHOTO
IOTEHLIMAaJIa
Transient receptor potential cation channel

Tyoynux
Tubulin

Cyobenuaniia 6eta- 1 JTaMuHUHA
Beta-1 subunit of laminin

Perynsarop TpaHckpurnm
Transcription regulator

Perynsarop sHIOIM30COMHOTO TIepeHOCca
Endolysosomal transfer regulator

Group Number Gene Number of patients
of genes of patients with anomalies
GLDC 1
GSD
2 MCOLN1 1
CS 3 TUBB4A 3
LAMBI 3
NOG 4
ARX 1
WDRS1 1
ECM 2
SPAST 1

CriactuH (4ieH ceMeicTBa 6ekoB AAA (ATMa3zbr))
Spastin (AAA protein family (ATPases))

—_
—
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Number of patients
with anomalies

4

OkoHuanue maoa. 2
End of table 2

Determinable feature

DDC
NTS
2
PRSS12
10G 1 UBE4B
ARIDIB
STAG2
CMTR
4 MECP2
CENPJ
Bcezco
Total 18 14

Karamuz nekapookcunupoBanust L-3,4-muruapokcu-
denunananuna (DOPA) no nodamuna
Catalysis of the decarboxylation of L-3,4-
dihydroxyphenylalanine (DOPA) to dopamine

CepuHoBas mpoteasa 12
Serin protease 12

COopKa MyJIETUYOMKBATHHOBOM 1T
Assembly of the multi-ubiquitin chain

PemonenupoBaHue xpoMaTrHa
Chromatin remodelling

PazneneHue cecTpuHCKMX XpOMaTHUI BO BpeMs
NEJIEHUS KIIETKA
Separation of chromatids

Metunuposanue JTHK
RNA metilation

LlenTpomepHbIit 6esoK J
Centromeric protein J

Taomua 3. Pacnpedenenue no epynnam demepmMuHanm 2eH08 y NAUUEHMO8 C YepeOPanbHbIM RAPAAUHOM, CONPOBONCOARUUMCS INUAeNncUel

Table 3. Distribution by groups of gene determinants in patients with cerebral palsy accompanied by epilepsy

Group Number
of genes of patients

Number of patients

Determinable feature

PHGDH
GASM 6 AMT
ADSL
PAH
GSD 12
PTS

P Cryisilivda paHHUX 9TallOB CUHTE3a L—cepHHa B KJIETKax
Regulation of early stages of L-serine synthesis in cells

AMUHOMeTUATpaHCchepasa
Aminomethyltransferase

CewmeiicTBo 1a3 1. Perymsiiyst mypruHOBOro ooMeHa
Liaz 1 family. Regulation of purine metabolism

TuapokcummpoBanue GeHMIaTaHHA 0 THPO3UHA
Hydroxylation of phenylalanine to tyrosine

Terparuapo6uonTepuH, TakKe u3BecTHbIN Kak BH (4).
SIBrseTcs BaXKHBIM KO(DaKTOPOM U PETYISITOPOM aKTUBHOCTH
Pa3IMYHBIX HEePMEHTOB, BKIIt0Yast PepMEHTHI, yIaCTBYIOIINE
B OMOCHHTE3e CEPOTOHMHA U aKTUBHOCTU NO-cuHTa3bI1.
MyTtanuuy B 3TOM TeHe IPUBOIAT K TUIepheHMIaTaHMHEMIT
Tetrahydrobiopterin, also known as BH (4), is an essential cofactor
and regulator of various enzyme activities, including enzymes involved
in serotonin biosynthesis and NO synthase activity. Mutations in this
gene result in hyperphenylalaninemia
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RMF

Number
of patients

Gene

PPTI

SGSH

ATP7B

MUT
PANK?

MVK

GLDC

FASTKD2

NDUFS$§

MT-CO1

DNA2

DHTKD1

RARS2

CHILD

NEUROLOGY

Number of patients
with anomalies

4

IIpodonxcenue maoa. 3
Continuation of table 3

Determinable feature

JedekTsl TeHa SBISIOTCS MPUINHON MH(MAHTWIHBHOTO HEPO-
HajibHOTO Liepoua-aunodycimuosa 1 (CLN1 wiu INCL)

¥ HEPOHAJIBHOTO LieporaHoro JumnodycunHo3a 4 (CLN4)
Defects in this gene are a cause of infantile neuronal ceroid lipofuscinosis
1 (CLNI1, or INCL) and neuronal ceroid lipofuscinosis 4 (CLN4)

MyTaI.II/II/I B 3TOM I'eHEe CBSA3aHbI C JIN30COMaJIbHOM 00JIE3HBIO
HaKOILJIeHUsI, MyKoroJucaxapuao3om IT1TA

Mutations in this gene are associated with the lysosomal storage disease
mucopolysaccaridosis ITIA

Myramuu B 9TOM reHe CBA3aHbI ¢ 00Je3HbI0 Brmbcona
Mutations in this gene have been associated with Wilson disease

Myrtaiyu B 3TOM TeHe CBSA3aHbI C HAKOIUIEHEM METHUIMaJIOHaTa
Mutations in this gene have been associated with accumulation of methyl
malonate

Myraiuu B 3ToM reHe cBsidaHbl ¢ HARP-cuHapoMom u Helipo-
NereHepalneil, cBsi3aHHoM ¢ maHnToTeHarkuHazou (PKAN)
Mutations in this gene are associated with HARP syndrome

and pantothenate kinase-associated neurodegeneration (PKAN)

HepOKCI/ICOMa.TIbHaH MeBaJIoOHaTKMHa3a. MeBajoHOBast

auaypust
Peroxisomal mevalonate kinase. Mevalonic aciduria

[muumnnaekapookcunaza. HekeroHnyeckasi runepriauiuHEMUs
Glycine decarboxylase Nonketotic hyperglycinemia

Myraruu npuBOIAT K AeUIIATY UTOXpoM C-oKcumas3sl
Mutations lead to a deficiency of cytochrome C oxidase

Cybnenranna MutoxoHapuaitsHoro HAJIH: yOUXuHOH OKCHIO0-
penyKrasa, Ui KoMIDieKce |, My TsTiMepHBIl (hepMEHT IbIxa-
TeJIbHOM 11eMU, OTBETCTBEHHbIN 3a okuciaeHue HAJIH, BoccTa-
HOBJIEHNE YOUXMHOHA U BBIOPOC MPOTOHOB U3 MUTOXOHAPUIA
This gene encodes a subunit of mitochondrial NADH: ubiquinone
oxidoreductase or Complex I, a multimeric enzyme of the respiratory
chain responsible for NADH oxidation, ubiquinone reduction,

and proton release from mitochondria

3aboneBanus, cBsi3aHHbIe ¢ MT-CO1, BKiItoyarolue riyxoTy,
HECUHIPOMHYIO HEMPOCEHCOPHYIO, MUTOXOHIPUAIBHYIO

¥ TEHETUYECKYIO PEIUANBUPYIOIILYI0 MUOTIIOOMHYPUTO
Diseases associated with MT-CO1 include deafness, nonsyndromic
sensorineural, mitochondrial and genetic recurrent myoglobinuria

KoHcepBaTuBHas rejivkasa/Hykieasa, ydacTBYIOIAsl B OAIEP-
KaHUM CTaOMIBLHOCTU MUTOXOHApUaIbHOM U sinepHoit JJTHK
Conservative helicase/nuclease involved in maintaining the stability

of mitochondrial and nuclear DNA

KoMmoHeHT MUTOXOHAPHAIBHOTO 6CJIKa, HOJIOGHOI‘O KOM-
TUIEKCY 2-0KCOTIyTapaTaeruaporeHasbl, KOTOPbIN y4acTBYET

B ITYTAX ACrpagaliii HECKOJIbKUX aMUHOKWCJIOT, BKJIIOYas JIM3UH
A component of a mitochondrial protein like the 2-oxoglutarate
dehydrogenase complex that is involved in the degradation pathways

of several amino acids, including lysine

Tpancsus 6e1K0B, KOTUPYEMBIX MUTOXOHIPUSIMUA
Translation of proteins encoded by mitochondria

13
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Number
of patients

Group
of genes

Number of patients
with anomalies

CcT 1 PNKP 1
PCDH19 1

CEP41 1

NEB 2

SPTANI 1

LAMA2 3

> 18 DYNCIHI 2
SPEG 2

FLNA 3

PAKI 1

TUBB4A 2

USP9X 3

CDKLS 1

NOG 8 WWox !
DHCR7 1

RELN 1

DNMIL 1

4

IIpodoaxcenue maoa. 3
Continuation of table 3

Determinable feature

DTOT JIOKYC TIPEACTABIACT COOOM TeH, yIacCTBYIOIIHIA

B penapauuu JIHK. B oTBeT Ha MoHM3MpYyOlliee U3TydyeHUe
WJIM OKUCTUTEJIbHOE MTOBPEXIEHNE OJIOK, KOAUPYEMbIiA
JTAaHHBIM JIOKYCOM, KaTalIM3upyeT 5’-ochopummpoBaHme

u 3’-pedochopripoBaHre HYKJIEMHOBBIX KMCIOT. MyTaiuu
B 9TOM JIOKYCE ObLIIM CBS3aHbl C MUKpOlLiehanuei, CyioporaMu
M 33I€PXKKOIN pa3BUTHS

This locus represents a gene involved in DNA repair. In response

to ionizing radiation or oxidative damage, the protein encoded by this
locus catalyzes 5° phosphorylation and 3” dephosphorylation of nucleic
acids. Mutations at this locus have been associated with microcephaly,
seizures, and developmental delay

KanpumiizaBucuMBblii 6eJI0K KJIETOYHOM afre3un
Calcium-dependent cell adhesion protein

LleHTpOCOMHBIH ¥ CBA3BIBAIOIINI MUKPOTPYOOUKH OETTOK
Centrosomal and microtubule-binding protein

He6ymH. benkoBbIii KOMITOHEHT ITUTOCKEETHOTO MaTPUKCA
Nebulin. A protein component of the cytoskeletal matrix

CnektpuH. benok murockenera
Spectrin. Cytoskeleton protein

MeposuH. CTpyKTypHBIi 0€I0K BHEIITHETO KIIETOYHOTO MaTpUKCa
Merosin. Structural protein of the external cellular matrix

Junennsl — rpynmna AT®a3, akTHBUPYEMbIX MUKPOTPYOOUKaMU
Dyneins are a group of ATPases activated by microtubules

IIporenHkuHa3a. Perynsiys akTHBHOCTH IIUTOCKETIETa
Protein kinase. Regulation of cytoskeleton activity

Benok akTnHOBOY (MUKpOhUIAMEHTHOI) TPYIIITBI
Protein of the actin (microfilament) group

CepuH-TpeOHUH TPOTeMHKWHA3a. Perymsitop pemoaenuposa-
HMUsA HIUTOCKEJIETA
Serine-threonine protein kinase. Cytoskeleton remodeling regulator

TyOynun
Tubulin

KanbuuitzaBUCUMBbIi 010K KJIETOYHOM aAre3uu, KOTOPhI

B IIEPBYIO OYEPEIb IKCIIPECCUPYETCS B TOJIOBHOM MO3re

A calcium-dependent cell adhesion protein that is primarily expressed
in the brain

CurHajbHbIlN MyTh HelipoTpodudeckoro akropa mosra (BDNF)
Brain-derived neurotrophic factor (BDNF) signaling pathway

DKcnpeccus KOTUpyeMoro 6enKa criocoOHa BhI3bIBaTh arloNTo3
Expression of the encoded protein is capable of inducing apoptosis

7-neruapoxosieCTepUHpeayKTa3a
7-dehydrocholesterol reductase

Punun (rmukonporenn). Peryasarop HeitpoHaIbHOI MUTpaLIUU
Rilin (glycoprotein). Neuronal migration regulator.

Perynsius amnornrosa u mporpaMMUpyeMoro HeKpo3a
Regulation of apoptosis and programmed necrosis
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27

REEP2

NPCI

RUFY2

MANIBI

DENNDSA

KIFIA
5 PACS1

ST3GALS

PIGA

PIGG

ABCBI1

GLUT 1
(curonum
SLC2A41)

KCNC1
KCNT1

CACNAIA

CHILD

NEUROLOGY

Number of patients
with anomalies

4

IIpodonxcenue maoa. 3
Continuation of table 3

Determinable feature

dopMupoBaHUE ¥ PEMOICIMPOBAHNAE CETH SHAOILIa3MaTHIe-
CKOI'0 PETUKYIyMa

Required for endoplasmic reticulum network formation, shaping and
remodeling

BHYTpHKIIETOUHBIN TTEPEHOCYMK X0ecTeprHa 1
Intracellular cholesterol transporter 1

DHI0COMAJILHBINA TPAHCITOPT
Endosomal transport

O6pe3ka N-mmkaHoB 10 Man5-6GIcNAc2 B myTu aerpajga-
MU, CBI3aHHOM C 93HIOIIa3MAaTUYECKUM PETUKYJIYyMOM
Trimming N-glycans to Man5-6GIlcNAc?2 in the degradation pathway
associated with the endoplasmic reticulum

Benok Rab-6A — peryisarop TpaHcropra 0ejika OT KOMITIEKCa
TonbIxu K 3HIOIUIA3MAaTUYECKOMY PETUKYIYMY M 9K301IMTO3a
BMECTE ¢ MUKPOTPYOOUKaMu

Rab-6A is a protein, regulator of protein transport from the Golgi complex
to the endoplasmic reticulum and exocytosis together with microtubules

KuHe3nH — 6e/10K BHYTPUKJIETOYHOTO TPaHCIIOpTa
Kinesin is an intracellular transport protein

Perynsarop TpaHcMeMOpaHHOTO TpaHCTIOPTa U (YHKITMOHUPO-
BaHUS KoMITIekca [oibmku

Regulator of transmembrane transport and functioning of the Golgi
complex

Tanrnuosun GM3. Jlokanu3oBaH B KoMmIuiekce [oabmku
Ganglioside GM3. Localized in the Golgi complex

OTOT IreH KOIUpYyeT OeJIoK, HEOOXOAUMBIM /ISl CUHTE3a
N-anernnoko3aMuHIIGOCHATUIVITMHO3UTOIA
(GlcNAc-PI), mepBoro mpomMe:KyTO4HOTO COETMHEHMS

B mytu 6uocuHTe3a GPI-sikopst

Protein required for synthesis of N-acetylglucosaminyl phosphatidylino-
sitol (GIcNAc-PI), the first intermediate in the biosynthetic pathway

of GPI anchor

bejok B aHA0MIa3MaTUYECKOM PETUKYJIyME, y4aCTBYET
B IepeHOCce dTaHOoIaMUHA (pocdara

Protein in the endoplasmic reticulum, involved in the transfer
of ethanolamine phosphate

MemOpaHHbI YyHUBEpCaIbHbIM TPAHCTIOPTUPYIOIIMI GET0K
Membrane universal transport protein

TlepeHOCUYMK TIIOKO3HBI B TeMaTORHIIE(haTMIecKoM bapbepe
The glucose transporter in the blood-brain barrier

Kanuessrit kanan KCNC1
Potassium voltage-gated channel subfamily ¢ member 1

CyObeIMHMIIIA HATPU-aKTUBUPYEMOTO KaJIMEBOT0o KaHaia
Sodium-activated potassium channel subunit

Kanbiuesblit kaHa
Calcium channel

O
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of genes of patients umper of patients
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NTS

14

HCNI1

KCNQ2

SCN4A

SCN24

SCN1IA

SCNS8A

SCN3A

TRPM6

ATPIA3

KCNAI

HCFCI

GRINZA

SLC25A422

STXIB

OFDI

CPA6

GABRG2

Kanuesblii KaHan
Potassium channel

Kanwmii-nmoreHnmanzaBucumMblii KaHai. [lomcemeiictBo Q. YiteH 2
Potassium voltage-gated channel. Subfamily Q. Member 2

Anbda-cyobequHNIIA 4 HAaTPHEBOTO KaHajla
Sodium voltage-gated channel alpha subunit 4

Aunbha-cyobennHIIA 2 HATPUEBOTO KaHATa
Sodium voltage-gated channel alpha subunit 2

Anbda-cyobequHnIIa 1 HaTpUEeBOTO MMOTCHIINATI3aBUCIMOTO
KaHajia
Alpha subunit 1 of the sodium voltage-gated channel

Anbda-cyobequHIIA 8 HATPUEBOTO KaHajla
Sodium voltage-gated channel alpha subunit 8

Anbda-cyobequHIIA 3 HATPUEBOTO KaHajla
Sodium voltage-gated channel alpha subunit 3

Ob6ecneyeHre TpaHCIIOpTa U ToMe€oCTa3da MarHus. My'raunn
CBSI3aHbI C TMITOMarHUeMHUen 1 BTOpI/I‘IHOfI FHHOKaJII:].[PICMHefI
Providing transport and homeostasis of magnesium. Mutations are
associated with hypomagnesemia and secondary hypocalcemia

Na+/K+-AT®a3bl a.3-cyobeaMHUIA
Na+/K+-ATPase a3-subunit

Kanuessbrit kKanan
Potassium channel

AnepHbIil KOPETYISITOP TPAHCKPUIIITAN
Nuclear transcription co-regulator

[yTamMaTHBIIT HOHOTPOITHBIN PEIIETITOP, CYOBEIMHUIIA THIIA
NMDA 2A
Glutamate ionotropic receptor NM DA type subunit 2A

MuToxoHIpuaabHbIA HOCUTENb IIyTamaTa 1. MyTaluu B 3ToM
T€HE CBsA3aHBbI C paHHefI I[eTCKOﬁ SMUJIETITUYECKON 3HI_IC(1)3J'IO—
naTuein

Mitochondrial glutamate carrier 1. Mutations in this gene are associated
with early infantile epileptic encephalopathy

beJiok, konupyemblii 3TUM TeHOM, TIPUHAUIEXKUT K CEMENCTBY
OEJIKOB, KOTOPBIE, KaK CYUTAETCS, UTPAIOT POJIb B SK301IUTO3¢
CUHAINTUYECKUX BEIUKYIT

The protein encoded by this gene belongs to a family of proteins thought
to play a role in the exocytosis of synaptic vesicles

YyacTByeT B OMOoreHe3e peCHUYEK, Tepeaalolnx MHopMa-
LMIO, BAXHYIO [UISI pAa3BUTUS M TKAHEBOIO TOMEOCTasa
Participates in the biogenesis of cilia, which transmit information
important for development and tissue homeostasis

CeJIeKTUBHbBIN OMOCUHTE3 HeprOSH)IOKpI/IHHI:IX TIIeIITUI0B
Selective biosynthesis of neuroendocrine peptides

TAMK-penerirop
GABA receptor
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Continuation of table 3

Group Number Gene Number of patient Determinable feature
of genes of patients umber ol patients
with anomalies

GABRD ! GABArastor
GABRES : GhbAraentor
can v
SYNGAP1 1 Benok, aktuBupyomuii cnHantuieckyio Ras [T®azy 1

Protein activating synaptic Ras GTPase 1

CHHTaKCHH-CBS3bIBAIOIINI OeJIOK. Perymsaius oomeHa
STXBPI 1 HEHPOTPAaHCMUTTEPOB
Syntaxin-binding protein. Regulation of neurotransmitter metabolism

dakTop cynpeccuu omyxoJei
VHL 1 -
Tumor suppression factor

10G 3 TSC2 1 ®akTop cynpeccuy omyxoneii
Tumor suppression factor

Komnonent C9, BaxHbI U1l UMMyHUTETa
PRF1 1 o L X
Component C9 that is important in immunity

TomonornyeH CCMCﬁCTBy XpPOMOCOMHBIX aAr€PUHOB, UT'PAIO-

X HIMPOKYIO POJIb B CHCIIVICHUMU CECTPMHCKUX XpOMaTuI,
NIPBL 1 KOH/IeHcamu XxpoMocoM 1 peraparu JJTHK

Homologous to the family of chromosomal adherins, which play a wide

role in the cohesion of sister chromatids, chromosome condensation

and DNA repair

Cyobenuuaniia 54 sHImoHyKIeassl cruraiiciara TRNA
TSEN34 1 TRNA splicing endonuclease subunit 54

Konupyemsrit 6e10K 3T0T0 TeHa conepxut JmjC-momeH

M KaTaJIU3UPYET IEMETUIIUPOBAHUEC TpI/I—/ JUMETUIIMPOBAHHOTO
KDM6A 1 ructona H3

The encoded protein of this gene contains a JmjC-domain and catalyzes

the demethylation of tri/dimethylated histone H3

CMTR 20 ARIDIB ) KowmmonenT komruiekca pemozenipoBaris xpomatuna SWI/SNF
Component of the SWI/SNF chromatin remodeling complex

MonudukaTop opraHM3alii XpoMaTHHA
CHD2 1 . o -
Chromatin organization modifier

CHDI 1 JHK-cBs3piBatommii 6e1ox 1 XxpoMogoMeHa remKasbl
DNA-binding protein 1 of the helicase chromodomain

ATRX 1 PemonenupoBanue xpomarnHa SWI/SNF
Chromatin remodeling SWI/SNF

ToMeo00KccoaepXKaIIWii TeH, SKCIIPECCUPYETCS B IIPOLIECCE
ARX 1 Pa3BUTHS

Homeobox-containing gene expressed during development

FMRP 1 benok FMRP — perynstop npoueccudra MPHK B HelipoHax
Protein FMRP is a regulator of mRNA processing in neurons
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Group
of genes

Number

of patients Number of patients

with anomalies

TAF4B 1
MYB 1
PURA 1
IARS 2
ATN1 1
PPP3CA 1
KMT2D 2
NSDI 1

4

OkoHuanue maoba. 3
End of table 3

Determinable feature

TATA-cBs3eiBatonuit 6eok (TBP) u TBP-accommmmpoBanHbie
daktopnl (TAF), yuacTByioT B 06pa3oBaHU OEJIKOBOTO
Komriekca TFIID, KoTophlii UrpaeT posib B UHULIMALIUA
TPAHCKPUIIIINY TEHOB

TATA-binding protein (TBP) and TBP-associated factors (TAF) are
involved in the formation of the TFIID protein complex, which is
involved in the initiation of gene transcription

Bbenok ¢ 3 J1IHK-cBs3pIBaloMMy JOMEHAMU, PETYJISITOD
TPaHCKPUITIIUN
Protein with three DNA-binding domains is a transcription regulator

JIHK-cBsi3pIBato1mii 6e10K. YUacTByeT B KOHTPOJIE PeIUIMKa-
1mu v TpaHckpunuun JHK

DNA binding protein. Participates in the control of DNA replication
and transcription

ITnasmaruueckas nzonemH-TPHK cunrerasa. Tpanckpum-
LIMOHHBIN (haKTOpP
Plasma isoleucine-tRNA synthetase. Transcription factor

AtpocduH. Kopenpeccop TpaHCKPUIILIAX
Atrophin. Co-repressor of transcription

CepuH/TpeoHUH-abdha-n30dopMa KaTaTUTUIECKOM CyOheI -
Hu1e TpotenHdocdarassr 2B (P P2BA ). CBsi3piBaHIEe NOHOB

KaJIbLIMS

Serine/threonine is the alpha isoform of the catalytic subunit of protein

phosphatase 2B (P P2BA). Binding of calcium ions

Tucron-meTwitTpaHcdepasa. PeryisaTop TpaHCKPUIILIMY T€HOB
Histone methyltransferase. Gene transcription regulator

OCHOBHOI 1 GM(YHKIIMOHATBHBIN (PaKTOP TPAHCKPUTIIIT
Main and bifunctional transcription factor

Tabmuua 4. Pacnpedenenue cayuaes yepeGpansHoeo napaiuya ¢ snutencueii u 6e3 Hee no epynnam 0emepmMuHanm

Table 4. Distribution of cases of cerebral palsy with and without epilepsy by groups of determinants

Determinant group

Patients with cerebral palsy without epilepsy (2 = 18)

Patients with cerebral palsy accompanied by epilepsy (n = 136)

GASM 0 0
GSD 2 11,1
RMF 0 0
CT 0 0
CS 3 16,7
NOG 4 22,2
GC 0 0

6 4.4
12 8,8
8 5,8
1 0,7
18 13,2
8 5,8
11 8,0
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End of table 4

Patients with cerebral palsy without epilepsy (» = 18) Patients with cerebral palsy accompanied by epilepsy (n = 136)

Determinant group

2

0 20,5
RPS 0 0 1 0,7
NTS 2 11,1 14 10,3
10G 1 5,5 3 2,2
CMTR 4 22,2 20 14,7

Tabmuua 5. IIpedcmasaennocms eeHnbix demepMUHaHm y NAUUEHMOo8 ¢ UepedparbHbiM NAPANUMOM, UMEIOUUX U He UMeIouUX nopoKu
Da3eumusi 20106H020 M0O32a

Table 5. Gene determinants in cerebral palsy patients with and without cerebral malformations

Patients with cerebral palsy without epilepsy and cerebral
malformations (n = 18)

Patients with cerebral palsy accompanied by epilepsy,
and cerebral malformations (n = 136)

0 0 0 0

Group of genes

GASM

GSD 1 0,7 1 5,6
RMF 1 0,7 0 0
CN 0 0 0 0
cs 1 8,0 1 5,6
NOG 6 4.4 2 1,1
GC 3 21 0 0
ECM 2 1,4 1 5,6
ENM 9 6,6 0 0
RPS 0 0 0 0
NTS 0 0 0 0
10G 1 0,7 1 5,6
CMTR 17 12,5 4 22,2
Beeeo 51 37,5 10 55,6

[1pu aHamM3e NETePMUHAHT B IPYIIIE MALMEHTOB C 31K~  OTMEYEHbI IIPAKTUYECKH B KaxkaoM 4-M citydae (23,5 %). [1pu
JITICUEl accoUralyy ¢ FeHAMM TPYIII, JETEPMUHUPYIOIIMX — 3TOM C/Iydau 3a00/1eBaHuMsI IPUCYTCTBOBAIM BO BCEX IPYIINaX.
JIeJICHUE KIIETKH, TIPOLIECCH HEPOOHTOreHe3a 1 (DyHKIINO- Iopsinka 1/3 mauuentos — 42 (30,8 %) — pacnpene-
HupoBanue 1urockenera (CMTR, NOG, CS), 6pumm  mwmuch mo rpynmmaMm ENM u NTS — gerepMuHaHTaM

—
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BO30YyIMMOCTU HeWpoHaJbHOI MeMOpaHbl U Mepeaadyu
BO30YXIEHHS Yepe3 CUHAIITUYECKUE CTPYKTYPBL.

Tepatorenes B rpymie LII1— accouuupoBacs yaiie
C TeHaMH TPYIIII, AeTePMUHUPYIOIINX AeJICHUE KIeTKH, TIPO-
LiecChbl HEMPOOHTOreHe3a U GyHKLIMOHUPOBAHUE LIMTOCKEIe-
ta (CMTR, NOG, CS), — 7 (38,8 %) citydaes (Tabi. 5).

B rpynme LII1+ reHsl 3Tux rpymmn ObUIM aCCOLMUPO-
BaHbI ¢ TepaToreHe3oM B 37 (27,2 %) ciyyasx.

B cyimecTBeHHO MEHBIIIEH CTEIIEHH, KaK 1 TIPY U3y4e-
Huu LTI, He conmpoBoXAaBIIMXCSI AMUIEIICUEA, Clydau
3a00J1eBaHUSI OBLIU IIPEICTABICHBI B IPYIIIaX, MMEIOIINX
OTHOIIIEHHE K peryJsinnm KieTtouyHoro oomeHa: GSD (pe-
TYJISILIUST TIPOIIECCOB, PACCTPOMCTBO KOTOPBIX ITPUBOIUT
K hopMupoBaHUIO 00JIe3HeH HakorwieHus1), RPS (peryms-
1s1 0eJIKOBOTO CHMHTEe3a Ha pubdocomax), GASM (ob1ue
aCITeKTHI PETYJISIIIMA OOMEHA BEIeCTB B KJIeTKe); 1o 1 ciry-
yato 061710 B rpynmax CT (peryJisiys ToJlepaHTHOCTHY KJIET-
KU K BHEITHNM BozneiicTBusM) 1 RMF (peryismmst hbyHK-
U MuToxoHapuit). Tpu ciaydass ObUIM IpeaCcTaBICHBI
B rpyrme I0OG (peryisiys IMMYHUTETa M1 OHKOTeHe3a).

Takum oGpa3om, TepaToreHe3 B rpymiax nalyeHTOB,
He CTpaIarlnX 1 CTPadaIoNIX SITICTICUCH, 00beIUHS -
eT IPUCYTCTBUE ACTEPMUHAHT, UMECIOIINX OTHOIICHME
K HeitpooHToreHesy: CS, NOG u CMTR.

OTIMYUTETbHON O0COOCHHOCTHIO MALIMEHTOB C 3ITH-
Jiericueit ObL10 HaboAaBllIeecss JOMUHUPOBaHME CIy4aeB
TepaToreHesa B rpyrmax ENM (peryssiiins BO30yIuMOCTH
HelipoHaabHOM MeMOpaHbl) 1 NTS (peryisamus ooMeHa
HelpoMeanuaTopoB U QYHKIIMOHWUPOBAHMSI CUHAIICOB),
00ecITeYnBaIOINX BO30YIMMOCTb HEMPOHOB U ITPOBEICHIE
BO30YXIEHUS MEXIY HUMU.

06cyxxaeHune

AHaJIN3 aCCOIMMPOBAHHOCTH T€HOB C pa3BUTHEM (e-
Hoturna 3aboneBanus LII1— u LIT+ mokasan 3ameiicTBO-
BaHHOCTb B OOJILIIIOM YMCJIE CIYYaeB JETEPMUHAHT, UME-
IOIIUX OTHOIIeHHEe K HeipooHToreHedy (CS, NOG,
CMTR). [TockonpKy kmmHndeckast Kaptua LIIT siBster-
csI OTpaXkeHUEeM rpyooro HapyIeHUs (PYHKIIMH LIEHTPaIb-
HOM HEPBHOM CUCTEMBI, MbI IIPOBEJIM aHAJIU3 aCCOLUALIAN
TE€HOB Pa3JIMYHBIX TPYMII C TepaTOreHe30M. BriosHe oxu-
JTa€MbIM OBUIO IPUCYTCTBUE Y MALIMEHTOB CO CTPYKTYPHBI-
MU U3MEHEHUSIMU B MO3TOBOI TKAHU J€TEPMUHAHT, UME-
IOLIUX OTHOIIIEHUE K MpEeHATaJIbHOMY Pa3BUTHIO MO3ra:
CS, NOG u CMTR.

B ananmze TeparoreHesa rpyrnsl LITT+ Mbl ucnionb3o-
BaJIM 3 OCHOBHBIX IIOKA3aTelIsT; HaJIMUMe CTPYKTYPHBIX N3Me-
HEHUI B TOJJOBHOM MO3re (0€3 IOIMBITOK OIPENeIUTh MX
MIPYPOIY), HAIMINE COOCTBEHHO ITOPOKOB Pa3BUTHS LICHT-
paJIbHOM HEPBHOM CUCTEMBI Y HAJIMYME IIOPOKOB PAa3BUTHSI
BHYTpPeHHUX opraHoB. CoIocTaB/IeHNE CTPYKTYPHBIX aHO-
MaJMii B TOJIOBHOM MO3re (BKJII0Yasi TOPOKK) U MTOPOKOB
Pa3BUTKSI BHYTPEHHUX OPraHOB MO3BOJIAJIO HaM JIENIaTh Bbl-
BOIBI O CIEIIM(UIYHOCTA BIVSHMS T€HHBIX HapyIICHUI
VMEHHO Ha OHTOT€HE3 LICHTPAJIbHOM HEPBHOW CUCTEMBI.

B Haubosbliiell cTereHu ciiydyau CO CTPYKTYPHBIMU
W3MEHEHNSIMA B TOJIOBHOM MO3T€ ObLIM MpPEACTaBIEHbI
B rpyrme CMTR (meTepMuHaHTa IIPOLIECCOB KIETOYHOTO
neneHust). [Ipy 3ToM nMMerommecss aHOMaJIUKU CTPOSHMUS
ObUIM KJIaCCHU(PUIIMPOBAHBI KaK ITOPOKU Pa3BUTHUS IIEHT-
PaJIbHOI HEPBHOM CHUCTEMBI JIUIIb IIPAKTUYECKH B KAXKIOM
5-M cilyyae, Torma Kak IMOpOKU pa3BUTUSI BHYTPEHHUX
OpraHoOB MPUCYTCTBOBAJIM BO BCEX CIIydasiX, YTO yKa3blBa-
€T Ha HaJIMure OJHO3HAYHOM CBSI3U MEXIIY T€paTOr€HE30M
BO BHYTPEHHUX OpraHax M oOpa30BaHUEM CTPYKTYPHBIX
aHomaluii B Mmo3re. TakuMm o6Gpa3zom, Mbl 0OOCHOBAaHHO
MOKEM CUMTATh CTPYKTYPHbIE aHOMAJIMM FOJIOBHOTO MO3Tra
y NALMEHTOB JTAHHOM TPYMIIbl CIENCTBMEM TepaToreHes3a
U HE UCKATh MPUUYMHY UX BOBHUKHOBEHUS B BO3IEUCTBUU
BHEIITHECPEIOBBIX ITATOTeHETUISCKIX (PaKTOPOB.

Taxoke MBI MOXEM MoJIaraTh, 4YTO IE€TEPMUHAHTHI JaH-
HOM IpyIIbl, UMESI ONPEACICHHbII TEPAaTOTCHHBIN ITOTEH-
L1AJI, PACIIPOCTPAHSIIOT €TI0 Ha HEUPOOHTOICHE3 B MEHBILIEH
CTENEeHU, YEM HA OHTOI€HE3 BHYTPEHHUX OPraHoOB, B pe-
3yJIBTaTe 9eT0 U3MEHEHUS B MO3Te He IIPUHUMAIOT (hOpMYy
«IIPU3HAHHBIX» Y OMIMCAHHBIX IIOPOKOB €T0 Pa3BUTHS, OCTA-
BasICh B TPAHUIIAX «IIPOCTO» CTPYKTYPHBIX aHOMaJuii. Bee
9TO BBINJISIAUT JOBOJIbHO CTPAHHO C YYE€TOM TOTO, YTO MbI
HWMEEM JIEJIO C IETEPMMHAHTON MPOLIECCOB AEEHUS KJIETKU:
MonubHUKaIIUY XpOMaTUHA, TPAHCKPHUITLIMY 1 TPAHCIISIINH,
HapyLIEHUST KOTOPBIX OXKUIAEMO TOKHbBI ObUTM IPUBECTU
K pacipoCTpaHEHHOMY TepaTOreHe3y HE3aBUCUMO OT JIO-
Kajau3anyy, QYHKINK U OHTO-(UIOTeHETUIECKOM TIpH-
HaUTeXKHOCTH K TOM MJIM MHOM 3aKyIanKe (IIPOUCXOXKICHUIO
U3 TOTO WJIX MHOTO 3apOJIbIILIEBOIO JIUCTKA).

BrnionHe oxxuaaemo rposiBuiia cedsl B OLIEHKE TepaTore-
He3a 1 IeTepMUHAHTa 00pa30BaHs M (DYHKITMOHNPOBAHMS
mmrockenera (CS) — 13 ciyJaeB aHOMaIMIA CTPYKTYPHI TO-
JIOBHOTO MO3Ta, M3 KOTOphIX 10 IIpu3HAHBI OIMMCAaHHBIMU
paHee rTopokamu pa3sutys. B 10 ciaydasx ormicaHHbIE U3Me-
HEHUS COMPOBOXIATUCH TOPOKAMM Pa3BUTHSI BHYTPEHHUX
opraHoB. Takum 00pa3zoM, aCCOLIMMPOBAHHOCTD C TepaTore-
HE30M B OTHOLLIEHWU BHYTPEHHUX OPraHOB ObL1a aHAJIOTUY-
HOI aCCOLIMUPOBAHHOCTHU ¢ (POPMUPOBAHUEM TTIOPOKOB Pa3-
BUTUSI TOJIOBHOTO Mo3ra. [1pu 3ToMm B rpyIine 1eTepMUHAHT
LIMTOCKEJIeTa M0 YaCTOTE BCTPEYAEMOCTH B HAIlleM MaTepu-
ajie MpeBAIMPOBAIM T€HbI TYOYJIMHA, TOTAA KaK CBSI3b C TEHOM
aKTWHa Obl1a BbIsSIBJIEHAa HAMU TOJIBKO B 1 cityyae.

Tem He MeHee B TuTepaType MOXHO HAWTU YKa3aHUs
Ha aCCOIMMPOBAaHHOCTh T€HOB aKTUHOBOM I'PYIIITHI C (he-
HOTUIIMYECKMMMU pacCTPOMCTBAMM, B TOM UMUCJIE C TEPATO-
reHe3omM. Tak, ecTb yKazaHUs Ha acCOLIMMPOBAHHOCTb
reHa ACTG1 aktuHa ramMma 1 ¢ mukpouedanueii. [Tourn
Bce nmauueHTsl ¢ MyrauusaMu ACTG 1 v okoso 60 % maru-
eHTOB ¢ MyTauusMu ACTB vMmenn HeKOTOPYIO CTEIeHb
MaxXUurupuu ¢ MNepeaHe3aJHUM TpaIueHTOM TIXKECTU
W, PENKO, JIMCCIHIIS(ATUIO UM HEMPOHAIBHYIO TeTEPO-
TONUIO (T.€. TIPOSIBIICHUSI PACCTPOMCTB HEHPOHAIBLHOM
MWTPAIN), OTCYTCTBUE MO30JIUCTOTO Tejia U TUITOILIA3HIO
YyepBsI MO3KeuKa, a Takke Koyobomy [3].
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Hapsiny ¢ mopokamu pa3BUTUSI TOJTOBHOIO MO3ra OT-
MEYaJIMCh MPOSIBJICHUSI YMCTBEHHOM OTCTAJOCTU U 3IU-
JIETITUYECKOTO Tpoliecca, TP 3TOM B YaCTH Cy4yaeB OHU
COYETAJINCH C TIOPAKEHUSIMU OTIOPHO-IBUTATEIEHOTO aIl-
napara: yMEeHbILIEHUEM MBbIIIEYHOU Macchl MIEYEBOrO
Mosica v MporpecCUpyolei TyronoaBuXXHOCTBIO B CyCTa-
Bax, MPOSIBJICHUSIMU BPOKIEHHOTO apTPOTPUITNO3a. YMCT-
BEHHas OTCTAJIOCTb 1 SMUJIETICUS Pa3IMYAIMCh IO CTENEHU
TSDKECTU M B 3HAYUTENIbHOW CTENEHU KOPPEIUpOBaIU
C aHOMAJIMSIMM LICHTPAJIbHOI HEPBHOM CUCTEMBI [21].

Kpome Toro, 4to 0coGeHHO BaXKHO B HAILIEM O0CYKIEHUU,
71 uepedpodpoHTO-TNLIEBOrO cMHApoMma bapaiinepa—
BuHTepa xapakTepHbl U MPOSIBICHUS] TEpATOreHe3a BHY-
TPEHHUX OPTraHOB: CepALa, MOYEK, a TAKXKE KOCTHO-MbI-
LIeYHOM CUCTEMHI [5, 23, 28].

Bce BhIIETIEPEUNCIEHHOE AETAET A0COTIOTHO aIeKBaT-
HbIM O0bEAMHEHVE NETEPMUHAHTHOM I'PYIIbl T€HOB MO
MPU3HAKY PETY/ISIIIAKY 00pa30BaHMs ¥ (DyHKIIMOHUPOBAHMS
LUTOCKeeTa. ACCOLIMMPOBAHHOCTD FEHOB IPYIIIT KaK TyOy-
JIMHA, TaK U aKTMHA B TepaTOreHe3¢ Ha OpraHu3MEHHOM
YPOBHE ONpENesieTcs, BAAUMO, TEM, UYTO WU TYOYJIMH,
1 aKTUHOBBIE O€IKM (hOPMUPYIOT SJIEMEHTHI KJIETOYHOTO
KapKaca: IepBbIii — MUKPOTPYOOUKHU, BTOPBIE — MUKPO(H-
naMmeHThl. KpoMme Toro, u Te, u Ipyrue y4acTByioT B hop-
MUPOBAaHMU MUTOTMYECKOTO BepeTeHa (BepeTeHa AeJse-
HUS), IPUYEM MUKPOTPYOOUKN (DOPMUPYIOT COOCTBEHHO
BEpETEHO, a aKTUHOBBIC MUKPOMMIAMEHTH — KOHTpaK-
TUJIBHOE KOJIbLIO [7].

Kpowme Toro, n3BecTHa poJib aKTUHOBBIX OSJIKOB B (pop-
MHPOBAaHUM (DUJIOIMOIUN, UIPAIOIINX OOJBIIYIO POJIb
B IIPOLIECCE OPUEHTALIMU aKCOHA MTpU cripyTMHre. UMeHHO
aKTUHOBBIE CTPYKTYPbI, palMaJIbHO PACIIOJIO0XEHHbIE Ha
KOHYMKE aKCOHA, SBJISIIOTCS MECTOM (bUKCAIIUU PEIIeTITO-
pOB, 00eCTIeYNBAIOIIUX XEMOTAKCHUC.

KoHeuHo, B Takol CUTyallK MOHSITEH MHTEPEC K y4aCTUIO
B PacCTpOMCTBaX HEMPOOHTOICHE3a T€HOB, JETEPMUHUPY-
IOIIMX OEJIKA MPOMEKYTOUHBIX BOJOKOH: LIUTOKEPATUHBI,
JIECMUWH, BAMEHTWH, KUCJIBIi1 (DUOPWUISIPHBIN TTIMKOIIPOTENH
U HeripodunameHT. K coxaneHuto, cpey acCoLMUPOBaHHBIX
T€HOB B HAIlIMX UCCIEIOBAHUSX Mbl HE OOHAPYKWJIN TEHBI,
JIETEPMUHUPYIOLLIME CUHTE3 3TUX OEJIKOB.

Takum o6pa3om, Mbl UMEEM OCHOBAaHMS T10J1araTh, YTO
TepaTOreHe3 BO MHOTOM OMpenesisieTcsl MpaBUIbHON Op-
raHmM3anneil IMUTOCKeaeTa, a Takxke (popMUpOBaHUEM
1 (PYHKIIMOHMPOBAHUEM BepeTeHa AeIeHUS (MUTOTHUIEC-
KOT'O BEpPETEeHA).

ITpu u3yyeHuu rpyIribl NaMEHTOB, CTPAAAIOLIMX MK -
JieTricueit, TOBOJbHO HEOXMIAHHBIMU IS HAC SIBUJIMCH
accolMaly ¢ TepaToreHe30M reHOB, J1ETEPMUHUPYIOLINX
BO30YXIeHMEe HelipoHaJIbHOIT MemOpaHbl. B 13 ciryyasx
MPYCYTCTBUS ITUX IETEPMUHAHT ObLIIN BbISIBJIEHBI CTPYKTYP-
HBIE U3MEHEHMSI B TOJIOBHOM MO3Ie, He KiTacCH(pUIIMpOBaH-
HbIE KaK ITOPOKHU €Tr0 pa3BUTHSI, B 9 — ITOPOKU Pa3BUTHUS
TOJIOBHOTO Mo3ra 1 B 10 — ITOpPOKU pa3BUTHS BHYTPEHHUX
OpraHoB. YyacTue JaHHBIX I€TEPMUHAHT B HapYLICHUU

HEHPOOHTOTeHE3a OBLJIO HE BITOJTHE OXHMIaeMBbIM, a aCCO-
LIMAPOBAHHOCTH C TEPATOTEHE30M BO BHYTPEHHMX OpraHax
YKa3bIBaeT Ha OOIITHOCTD (DYHKIIMOHUPOBAHMUS OTMHOYHBIX
MOHHBIX KaHAJIOB B OHTOTEHE3¢ C TepaTOreHe30M Ha Op-
raHU3MEHHOM ypPOBHE.

Posb omMHOYHBIX MOHHBIX KAHAJIOB B (DYHKIIMOHUPO-
BaHUM JIIOOBIX KJIETOYHBIX CTPYKTYP JII000M TKaHU M JIIO-
6oro opraHa orpomMHa. OHU UMEIOT 00IIIeOpPTaHU3MEHHOE
3HAaYeHHUE KaK MEXaHU3M PEaKTUBHOCTH U aTalITUBHOCTHU
(M3BECTHBI KaHAJIBI, pearupylolire Ha N3MEHEHHE TTOTEH-
1MaJa, pelenTOpOyIIpaBisIeMble, OMHO- © MHOTOMOHHEIE,
aKTUBHBIC U ITACCUBHBIE (KaHAIBI yTeukn)). B HacTosIee
BpeMs1 onrcaHo 6oiiee 240 BUIOB MOHHBIX KaHAJIOB, U UX
HU3ydeHHe yke c(hOpMHUPOBAJIOCH B OTIEIEHOE HATIPaBJICHIE
KJIETOUHOI (pusmonorun. Bee 6osee pacimpsioTcst npe-
CTaBJIEHUs KIMHUIMCTOB O KaHamomnatusx [20, 27, 29] —
OHM OITMCAHBI CPEIY MATOJIOTMIECKMX COCTOSTHUM TTOYECK,
BapMAHTOB TMITOIJTMKEMUN HOBOPOXKICHHBIX, HACIEACT-
BEHHBIX PA3HOBUIHOCTEI OCTEOIIETPO3a, TP CEPACUHBIX
APUTMMUSIX, MUOTOHMYECKUX PACCTPOIMCTBAX (BpOKIEHHOMI
MmapaMuoToHUM DiinieHoypra). C ydeToM TOTaTbHOM pacrpo-
CTPaHEHHOCTY MOHHBIX KaHAJIOB (TOYHEE, 00S3aTeIbHOCTHU
WX TIPUCYTCTBUST B MEMOpaHe KaKIOl XKMBOI KIIETKI) BOIIPOC
00 accormaimy KaHaJIONaTHii C TePaTOreHe30M CTAHOBUTCS
He CTOJIb (PaHTACTUYECKUM, OIHaKo Ooiiee 240 KaHAJIOB
o3HayvaeT 6osee 240 6enkoB u 6oiee 240 reHoB. B Takoit
CHUTYallUM acCOIMMPOBAHHOCTh C TEpPaTOreHe30M, OoJjiee
TOTO — Ha OPraHU3MEHHOM YPOBHE, — T€HOB, TETCPMUHM-
PYIOIINX MOHHBIE KaHAIBI TOJIBKO JIUII B MEMOpaHe Heli-
POHA, BBI3BIBAE€T MACCy BOIIPOCOB, Ha KOTOPHIE MBI TI0KA,
K COXAaJICHWIO, OTBETUTh HEe MOxXeM. Mau, B KauyecTBe
MIPEATIOIOXKEHYSI, MOXKEM TyMaThb, YTO BO30YIUMOCTh MEM-
OpaHBI SIBJIIETCSI HACTOJIFKO MOIITHBIM (DM3MOJIOTO-1INTO-
JIOTUIECKUM (DaKTOpOM, UTO €€ HapyIIeHHS B IIpoliecce
OHTOTIeHEe3a 00IIero, a He TOJIbKO HeMpPOOHTOTeHe3a, IIPH-
BOISIT K TepaTOreHe3y Ha OpraHM3MEeHHOM ypoBHe. JlaH-
HBII MEXaHN3M MOXET peaJnu30BbIBAThCS HA CAMBIX PaH-
HUX 3Tallax OHTOreHe3a ¢ 3(P@eKToM JIaBUHOOOPa3HOTO
HapacTaHUS B IIPOLIECCe Pa3BUTHS M3HAYATBHO Me(DEKTHOM
I10 IIPM3HAKY COCTOSTEILHOCTH MOHHBIX KAHAJIOB KJIETOU-
HOW MaccChl.

Takum o6pa3oM, MBI yKe MOkeM c(popMUpOBaTh 2 Ia-
TOTCHETHUYECKIE MOJIEIIU TPYOBIX BPOXKIEHHBIX TIOPaXKCHUI
LEHTPAJIbHOI HEPBHOUW CUCTEMBI, UMECIOIIME B UCXOIE
¢denorun LIT: monmens LT ¢ anmnencueii u monens LITT
0e3 snuiencuu. [IpusHakoM, KapaAMHaJIbHO pa3inyaio-
LM 3TU MOJEJIH, SIBJISIETCSI IPUCYTCTBHE B ICTEPMUHAHT-
HBIX TPYMIIaX TEHOB, PETYIMPYIOMINX BO30YIUMOCTD HEl-
poHanbHOI MeMOpaHbl (SCNIA, SCNIA, SCNSA, KCNQ2,
KCNQ2, KCNTI1, KDM6A, HCN1, KCNCI u np.). Takum
obpaszom, LI1 ¢ anunencueit u LII1 6e3 anunencuu — 3a-
0oJsieBaHMsI, 000COOIEHHbIE TATOr€HETUYECKU, UMEIOLLINE
BO MHOTOM Pa3IUYHYIO IIPUPOLIY.

Jloka3aTeJIbCTBOM TOMY SIBJISIETCS HE TOJIBKO yJacTHe
TeHOB KaHAJIOMATHI B POPMUPOBAHUY SITIJICIITUYESCKOTO
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npouecca. Haoboport, paszinuue 3a00jieBaHUN TOJIBKO
110 JaHHOMY IPU3HAKY CHeJIajio OBl KAPTUHY CIHUIIKOM
VIPOIIEHHOM, IIpeIIoaras, YTo eCJId B TPYIIITy JeTepMU-
HaHT LI1 BxonsT reHbl KaHanomnaTtuii, popmupyercs LII1
c anuiiericueit, a ecau He BxoasaTt — LI 6e3 snunencun.
Ho 310 66110 6B CIMIITKOM TTPOCTO. OCIIOXKHSIET KAPTUHY
acCOLIMMPOBAHHOCTb T€HOB KaHAJIOMNaTUl C TEpaTOT€HE30M
B LIEHTpaJIbHOII HEPBHOM cuUCTeEMeE, U ellle 0ojIee OCI0XK-
HSIET €€ aCCOLIMMPOBAaHHOCTh TeHOB KaHAJIOMIATHI C Tepa-
TOT€HE30M OOIIIM, HAa YPOBHE OpraHOTeHe3a.

3a cyeT KaKUX MEXaHU3MOB OCYIIECTBIISICTCS BIIVSTHUC
T€HOB KaHaJoMNaTuii Ha 0011 OpraHOreHe3, Mbl ceivac
IIPEATIOIOKUTE HE MOXEeM, HO MIMEHHO JaHHBI (heHOMEH
MOKa3bIBaeT, 4YTo 3TH 2 Momenu — LI 6e3 snuiericun
u LI c snunerncueii — UMEOT KapaAMHAJbHO pa3inyalo-
LLIMIACS MATOT€HE3 HA YPOBHE MAaTOJOTMU TEHOMA.

Takum oO6pazoM, Mbl UMEEM BCE OCHOBAHMSI OABEPT-
HYTh COMHEHUIO YCTOSIBIITYIOCST (DOPMYITY, COTTIAaCHO KOTO-
poii anunenicust npu LI ecTb caencTBre opraHMYeCcKoro
IMOPaXXCHMST MO3Ta, TIPEeI0CTaBUB OCHOBAHUS (XOTSI OBI
¥ HAYaJIbHOTO YPOBHSI), YKa3bIBaIOIIEe HA BO3MOXHOCTb
nHoro Mexanuama: 1u6o LI u anunerncust B 1aHHO rpyIi-
IIe TTaTOreHETUYEeCKN aCCOLMUPOBAHBI, IMOO B TaHHOM
ciayyae L1 siBnsieTcst cneacTBUeM, HO HE caMOM 3MuUJIeTI-
CHH, a aHOMAJIMM T€HOB, ACTePMUHHUPYIOIINX (DOPMHUPO-
BaHWE KaHAJIOMATUN.

B rpynne LII1— 13 rpyr reHoB, AeTepMUHUPYIOLINX
BO30YIMMOCTb HEMPOHAIbHOM MeMOpaHkbI U Iiepeaadyy Bo3-
oyxneaust (ENM u NTS), Oputa 3amMedeHa TOJIBKO OIHA —
NTS, ¥ TOJTbKO B ETMHUYHOM CIydae. DTO MO3BOJISET HaM,
JIaxe C y9eTOM pa3HUIIBI B 00beMax TPYIIIL, IIPEIIIOIOXUTh
paznuuus B natoreHese LII1— u LIIT+ moarpymnm BpoxkaeH-
Hbix LIT. deHOTUIT TpU 3TOM OIpeaenaseTcss Habopom
netepMuHaHT: B matoreHese LII1— u LII1+ nomuHupyior
IeTepMUHAHTHI, UMEIOIINE OTHOIICHWEe K HEMPOOHTO-
renesy (CS, NOG u CMTR), ognako B ciayyae LIIT+ onu

1. Cokosnos I1.JI., Ye6anenko H.B., 3bikoB B.I1. u np. BpoxkneHHble
LepeOpabHbIe TTapaiiK: TeHeTUIeCKast TPUPOoIa M HO30JIOTH -
Yyeckasi IIeJIOCTHOCTh. PyccKuii sKypHai IeTCKOI HEBPOJIOTUN
2020;15(3—4):65—77. DOI: 10.17650/2073-8803-2020-15-3-4-65-77
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JIOTIOJTHSIOTCSl IeTepMUHAHTAMU BO30YIMMOCTH HEUPO-
HaJIbHOM MeMOpaHbl U CMHAIITUYECKOU Iepenadu, 4To
OIpeAesIIeT IMaTOreHETUIECKOE U KIIMHUYECKOE CBOE0Opa-
3ue BpoxaeHHbIX L1, conpoBoxnarommxcs: 3nuienTmu-
YECKUM MPOLECCOM.

BbiBOADI

AHaJIN3 TaHHBIX 110 TEHETUYECKMM acCIIeKTaM IaTore-
He3a TSKEIbIX ITepUHATAIbHBIX ITOpPakeHU TOJIOBHOTO
MO3Ta ¢ ucXomoM B (peHoTHI BpoxkneHHOro LIIT rmo3Bosmn
copMyIMpOBaTh KOHIEIIIUIO HEHPOTPOITHOTO TeHOMa!

1. ®opmupoBaHne heHOTUIA IIEPUHATATIBHBIX ITOpaXke-
HUI TOJIOBHOTO MO3Ta MOXET IIPOMCXOIUTD IO BIIM-
STHUEM TeHETUICCKUX HapyIICHUIA.

2. BnugHue Ha ¢opMupoBaHUe TTepUHATAIBHBIX ITOpa-
>KEHMI TOJIOBHOTO MO3Ta MOXKET IIPOMCXOIUTD ABOSIKO:
a) ITyTeM IIPSIMOTO BIIMSIHUS TeHOMa Ha (hpopMUpOBaHUE
TOJIOBHOTO MO3ra; 0) IMyTeM OIOCPEI0BaHHOIO BIIHSI-
HHS TeHOMa (HaIpuMep, 4epe3 TeHEeTUICCKHU IeTep-
MMHHMPOBaHHBIE PACCTPOMCTBA TeMOCTa3a C pa3BUTH -
€M MHTPaKpaHUAJTbHBIX TeMOPPAaruii).

3. CymecTByeT MHOXKECTBO T€HOB, aCCOLMMPOBAHHBIX
¢ pa3BUTHEM (PEHOTHUIIA TIEPUHATATILHOTO TIOPAKEHMS
rojJoBHOTO Mo3ra. [To MexaHn3MaM BIIUSIHUS IeTep-
MMHHPYEMBIX UMM TIPU3HAKOB TaHHBIC TEHBI MOXHO
pazmeauTb Ha 13 rpynir (cM. KiracCru(pUKAIIIO TPYIIIT
T€HOB).

4. PazmuyHple BapuaHTHl HAPYIIIEHUSI TCHHOTO BIUSTHUS
MOTYT IIPUBOINTH K Pa3BUTUIO KaK CUHIPOMAILHOM
IMaTOJIOTUH, TaK M HECHHIPOMAJIbHBIX (DOPM ITeprUHA-
TaJIbHOTO ITOPaXKeHMS TOJIOBHOTO MO3ra.

5. Pa3zBuTHe mepuHaTaJbHOTO MOPAXEHUSI TOJI0OBHOTO
moara ¢ ucxonom B netckuii LII1 mpencrasisier coboit
Hecnenuduuecknit >3PpdeKT HapylIeHUS TE€HHOTO
BJIMSTHUST HA HEMPOOHTOTEHE3 /WA COCTOSIHHE TIIO-
JIa B TIPOIIECCEe POIOB.

3. Baraitser M., Winter R.M. Iris coloboma, ptosis, hypertelorism,
and mental retardation: a new syndrome. J Med Gen-
et 1988;25(1):41-3. DOI: 10.1136/jmg.25.1.41

4. Bi D., Chen M., Zhang X. et al. The association between
sex-related interleukin-6 gene polymorphisms and the risk
for cerebral palsy. Neuroinflammation 2014;11:100.
DOI: 10.1186/1742-2094-11-100

5. Chacon-Camacho O.F, Barragan-Arévalo T., Villarroel C.E. et al.
Previously undescribed phenotypic findings and novel ACTG I gene
pathogenic variants in Baraitser—Winter cerebrofrontofacial
syndrome. Eur J Med Genet 2020;63(5):103877.
DOI: 10.1016/j.ejmg.2020.103877

6. Fong C.Y.I., Mumford A.D., Likeman M.J., Jardine FE. Cerebral
palsy in siblings caused by compound heterozygous mutations
in the gene encoding protein C. Dev Med Child Neu-
rol 2010;52(5):489—93. DOI: 10.1111/j.1469-8749.2010.03618.x


https://doi.org/10.17650/2073-8803-2020-15-3-4-65-77
https://doi.org/10.17650/2073-8803-2020-15-3-4-65-77
https://doi.org/10.17650/2073-8803-2020-15-3-4-65-77
https://pubmed.ncbi.nlm.nih.gov/?term=Fong+CY&cauthor_id=20187890
https://pubmed.ncbi.nlm.nih.gov/?term=Mumford+AD&cauthor_id=20187890
https://pubmed.ncbi.nlm.nih.gov/?term=Likeman+MJ&cauthor_id=20187890
https://pubmed.ncbi.nlm.nih.gov/?term=Jardine+PE&cauthor_id=20187890
https://doi.org/10.1111/j.1469-8749.2010.03618.x

pssis' IIETCKOM
HEBPOAOT UM

4

7. Garduno-Robles A., Alata M., Piazza V. et al. MRI Features 19. Nelson K.B., Dambrosia J.M., lovannisci D.M. Genetic
in a Rat Model of H-ABC Tubulinopathy. Front Neurosci polymorphisms and cerebral palsy in very preterm infants.
2020;14:555. DOI: 10.3389/fnins.2020.00555 Pediatr Res 2005;57(4):494-9.
8. Hou R., Ren X., Wang J., Guan X. TNF-o.and MTHFR DOI:10.1203/01.PDR.0000156477.00386.E7.
polymorphisms associated with cerebral palsy in chinese 20. Park J., Koko M., Hedrich U.B.S. et al. KCNCI-related disorders:
infants. Mol Neurobiol 2016;53(10):6653—8. new de novo variants expand the phenotypic spectrum. Ann Clin
DOI:10.1007/s12035-015-9566-7 Transl Neurol 2019;6(7):1319—26. DOI: 10.1002/acn3.50799
9. Hyde T.M., Lipska B.K., Ali T. et al. Expression of GABA signaling 21. Poirier K., Martinovic J., Laquerri¢re A. et al. Rare ACTG1 variants
molecules KCC2, NKCCI1, and GADI in cortical development in fetal microlissencephaly. Eur J Med Genet 2015;58(8):416—8.
and schizophrenia. J Neurosci 2011;31:11088—95. DOI: 10.1016/.ejmg.2015.06.006
DOI: 10.1523/JNEUROSCI.1234-11.2011 22. Rajatileka S., Odd D., Robinson M.T. et al. Variants of the EAAT2
10. Kakinuma N., Zhu Y., Wang Y. et al. Kank proteins: structure, glutamate transporter gene promoter are associated with cerebral
functions and diseases. Cell Mol Life Sci 2009;66:2651—9. palsy in preterm infants. Mol Neurobiol 2018;55(3):2013—24.
DOI: 10.1007/s00018-009-0038-y DOI: 10.1007/s12035-017-0462-1
11. Lee R.W,, Poretti A., Cohen J.S. et al. A diagnostic approach 23. Riviere J.-B., van Bon B. W. M., Hoischen A. et al. De novo muta-
for cerebral palsy in the genomic era. Neuromolecular Med tions in the actin genes ACTB and ACTG I cause Baraitser—Winter
2014;16(4):821—44. DOI: 10.1007/s12017-014-8331-9 syndrome. Nat Genet 2012;44(4):440—4, S1-2.
12. Lerer 1., Sagi M., Meiner V. et al. Deletion of the ANKRD 15 gene DOI: 10.1038/ng.1091
at 9p24.3 causes parent-of-origin-dependent inheritance of familial 24. Rosello M., Caro-Llopis A., Orellana C. et al. Hidden etiology
cerebral palsy. Hum Mol Genet 2005;14:3911-20. of cerebral palsy: genetic and clinical heterogeneity and efficient
DOI:10.1093/hmg/ddi415 diagnosis by next-generation sequencing. Pediatr Res 2020;11.
13. Lien E., Andersen G., Bao Y. et al. Genes determining the severity DOI: 10.1038/541390-020-01250-3
of cerebral palsy: the role of single nucleotide polymorphisms 25. Sun L., Xia L., Wang M. et al. Variants of the OLIG2 gene are associated
on the amount and structure of apolipoprotein E. Acta Paediatr with cerebral palsy in chinese han infants with hypoxic-ischemic en-
2015;104(7):701—6. DOI: 10.1111/apa.1298346 cephalopathy. Neuromolecular Med 2019;21(1):75—84.
14. MacLennan A.H., Lewis S., Moreno-De-Luca A. et al. Genetic DOI:10.1007/s12017-018-8510-1
or other causation should not change the clinical diagnosis of cere- 26. Takezawa Y., Kikuchi A., Haginoya K., Kure S. Reply to:
bral palsy. J Child Neurol 2019;34(8):472—6. A genomic cause of cerebral palsy should not change the clinical
DOI: 10.1177/0883073819840449 classification. Ann Clin Transl Neurol 2018;5(8):1012.
15. Mahley R.W., Weisgraber K.H., Huang Y. Apolipoprotein E4: DOI: 10.1002/acn3.585
a causative factor and therapeutic target in neuropathology, 27. Thakran S., Guin D., Singh P. et al. Genetic landscape of common
including Alzheimer’s disease. Proc Natl Acad Sci USA epilepsies: advancing towards precision in treatment. Int J Mol Sci
2006;103(15):5644—51. DOI: 10.1172/JCI128632 2020; 21(20): 7784. doi: 10.3390/ijms21207784
16. McMichael G., Bainbridge M.N., Haan E. et al. Whole-exome 28. Verloes A., Di Donato N., Masliah-Planchon J. et al. Baraitser—
sequencing points to considerable genetic heterogeneity of cerebral Winter cerebrofrontofacial syndrome: delineation of the spectrum
palsy. Mol Psychiatry 2015;20(2):176—82. in 42 cases. Eur J Hum Genet 2015;23(3):292—301.
DOI: 10.1038/mp.2014.189 DOI: 10.1038/ejhg.2014.95
17. Moreno-De-Luca A., Ledbetter D.H., Martin C.L. Genetic insights ~ 29. ZhangJ., Kim E.C., Chen C. et al. Identifying mutation hotspots
into the causes and classification of the cerebral palsies. Lancet reveals pathogenetic mechanisms of KCNQ?2 epileptic encephalopa-
Neurol 2012;11(3):283—92. DOI: 10.1016/s1474-4422(11)70287-3 thy. Sci Rep 2020;10(1):4756. DOI: 10.1038/s41598-020-61697
18. Mutch L., Alberman E., Hagberg B. et al. Cerebral palsy epidemiolo- 30. Zhu Q., Ni Y., Wang J. et al. Identification of pathways and genes

gy: where are we now and where are we going? Dev Med Child Neu-
rol 1992;34(6):547—51. DOI: 10.1111/j.1469-8749.1992.tb11479.x

ORCID aBtopos / ORCID of authors
I1.J1. Cokonos / P.L. Sokolov: https://orcid.org/0000-0002-0625-1404
H.B. Yebanenko / N.V. Chebanenko: https://orcid.org/0000-0002-7231-0249

associated with cerebral palsy. Genes Genomics 2018;40(12):1339—49.
DOI: 10.1007/s13258-018-0729-6

KonhamkT unTepecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTA UHTEPECOB.
Conlflict of interest. The authors declare no conflict of interest.

®unancupoBanue. VccienoBaHue BBITIOIHEHO 63 CIIOHCOPCKO# TOAAEPXKKHY.
Funding. The study was performed without external funding.

Co0J110/1eH1e NPaB NAIKMEHTOB H MPABUJI 0MO3THKU. [1pOTOKOM HccaenoBaHus 0100peH KOMUTETOM 1o OuoMeauimHeKoii atuke 'BY3 «HayuHo-npa-
KTUYECKUI LIEHTP CHeMaTM3UPOBAaHHON MeMUITMHCKOI oMot netsiv uM. H.B. BoiiHo-SIceHelikoro [lemaprameHTa 3npaBooxpaHeHust T. MOCKBBI».
Compliance with patient rights and principles of bioethics. The study protocol was approved by the biomedical ethics committee of Scientific and Practical
Center for Specialized Assistance for Children named after N.V. Voyno-Yasenetsky, Department of Healthcare of Moscow.

Cratbs nocrymuia: 15.06.2022. IpunsTa k myoamkamum: 25.10.2022.
Article submitted: 15.06.2022. Accepted for publication: 25.10.2022.

23

CTATbMH

OPUTUHANDBHEDBIE


https://pubmed.ncbi.nlm.nih.gov/?term=Alata+M&cauthor_id=32581692
https://pubmed.ncbi.nlm.nih.gov/?term=Piazza+V&cauthor_id=32581692
https://pubmed.ncbi.nlm.nih.gov/25280894/
https://pubmed.ncbi.nlm.nih.gov/25280894/
https://pubmed.ncbi.nlm.nih.gov/?term=Hedrich+UBS&cauthor_id=31353862
https://pubmed.ncbi.nlm.nih.gov/?term=Caro-Llopis+A&cauthor_id=33177673
https://pubmed.ncbi.nlm.nih.gov/?term=Orellana+C&cauthor_id=33177673
https://pubmed.ncbi.nlm.nih.gov/30128327/
https://pubmed.ncbi.nlm.nih.gov/30128327/
https://pubmed.ncbi.nlm.nih.gov/30128327/
https://pubmed.ncbi.nlm.nih.gov/?term=Guin+D&cauthor_id=33096746
https://pubmed.ncbi.nlm.nih.gov/?term=Singh+P&cauthor_id=33096746

CTATb MU

OPUTUHANDHBIE

24

pssiy' IIETCKOM
HEBPOAOT UM

DOI: 10.17650/2073-8803-2022-17-4-24-32

UccnepoBaHue CBA3U AUHAMMKU MHTPAaoNepaLuoOHHOM
33l n 3Kol c Bo3pacTom, ANUTENbHOCTbIO aHAMHe3a

U UCXOAAMU XUPYPrUYECKOro leYeHUs y aeteu

C CUMMTOMATUYECKOU 3nunencuen

A.B. Koznosa, M.B. KopcakoBa, H.A. Apxunosa, I1.A. Biacos, A.I. Memmksn, JI.B. Illumkuna, E.JI. Mamepos

DAY «Hayuonanvhwiii meduyunckuil ucciedosamenvckuil yuenmp Heipoxupypeuu um. axkad. H.H. Bypoenrxo» Munzdpasa Poccuu;
Poccus, 125047 Mockea, ya. 4-a Teepckas-Amckas, 16

KoHTaKThI:

AnToHuHa bopucosHa Kosnosa AKozlova75@gmail.com

Llenb nccnepoBaHua — BbIssBUTH B3aMMOCBA3b U3MEHEHUI MHTPaoNepaLoHHOI 3nekTpo3Huedanorpammel (331) u anek-
TpokopTukorpammbl (IKol) ¢ Bo3pacTom nauueHTOB, ANUTENBHOCTbIO aHaMHe3a, JIoOKanu3aumuein u TMNOM naToaoruy,
a TaKe C UCXOAAMM NeyeHus.

Marepuanbl u meToabl. B uccnepnoBaHue BKIOUEHb! 64 MaLuyMeHTa C CMMNTOMATUYeCKON (hapMaKope3nUCTeHTHO anunencuers,
onepupoBaHHble B PTAY «HaumoHanbHbI MeAULMHCKUIA UCCNEef0BaTENbCKUIA LEHTP Helipoxupypruun uM. akag. H.H. bypaeHko»
Mwun3ppasa Poccuu B nepuop ¢ 2010 no 2016 r. M3 Hux 36 NaLUeHTOB XEHCKOro nona, 28 — MyXCcKoro, BO3pacT oT 3 Mec
£o 18 ner, B cpefHem — 7,2 ropa. B 21 cnyyae BbisiBNeHa BUCOYHAS, B 18 ciiyyasx — 3aTblIouHas U TEMEHHas, B 25 Clyvasx —
n0o6Has NoKanu3aums ANMNENTOreHHoro nospexaeHus. Naromopdonoruyeckuii fuarHos nogTeepAuNn hoKanbHyo KOpTU-
kanoHyto aucnnasuio (PKO) I tuna y 12 nauymentos, ®K[ II tuna - y 20, ®K[ III Tuna — y 5, Ty6epo3Hblit Cknepos —
V 4, ONYX0NU HU3KOW CTENeHU 370KaYeCTBEHHOCTU — y 20 NauMeHTOB, Apyrue Natonorum oTMeyanuch B 3 ciydasx. nu-
TeNbHOCTb 3ab0eBaHus cocTasuna ot 61 fo 5081 AHs, NPOAONKUTENLHOCTL NOCNEONEPALMOHHOTO KaTaMHe3a No NpUCTy-
nam — oT 364 no 1877 gHeMn.

B aHanu3 BKkoYeHbl MaLMeHTbl C HanuM4yMeM MHTpaonepauuoHHoi ucxogHoi IKol, koHTponbHoit peructpauuu IKof,
C paHHbIMK auHamuky 331 B xope onepauuun. Kak 3Hauumble ¢ TO4KM 3peHus 3hHEeKTUBHOCTU HEMPODU3MONOrMYECcKoro
MOHMTOpPUHra 6b1AM 0TOGpaHbl 3 KpuTepus: 1) nonoxuTeNbHas AMHAMUKa Ha cKanbnosoi 33 CHUMXKEHWe MeXNOoNyLapHOW
acuMMeTpuu, Bblpaxarolieiics B 3amefieHun 6UONOTEHLWAN0B Ha CTOPOHE NaToNOrUY, YBEIMYEHUE PETYASPHOCTU PUTMU-
KW; CyLLeCTBEHHOE YMEHbLIEHWE MHAEKCA INUNEeNTUPOPMHOI aKTUBHOCTU Ha CTOPOHE NaTONOMNK U CHUXKEHUE HapyLUeHN
OunartepanbHO-CUHXPOHHOTO XapaKTepa; 2) NofoxuTenbHas guHamuka Ha IKol: 3HaUMMOe yMeHblUeHWe UHAEKCA pery-
NAPHOMN 3NMNenTU(OPMHON aKTUBHOCTU; 3) OTCYTCTBUE UM HANUYME OCTATOYHOM INUNENnTUOPMHON aKTUBHOCTH, OLLEHU-
BAaeMoe B NpuUieXalyux K 30He pe3eKLun yyacTkax kopbl. CTatucTuyeckas o6paboTka NpoBoaunack ¢ NpUMeHeHUeM na-
keta Statistica 10.

Pe3ynbrarbl. Y nalueHToB MiafWero Bo3pacta Habnofanucs 6onee BblpaxXeHHbIE NONOKUTENbHbIE U3MEHEHUS KAPTUHBI
33l yxe BO Bpems onepauuu. BoiaBneHa 3aBUCMMOCTb MEXAY BO3PACTOM NALMEHTOB M MONOXMUTENbHOW AUHAMUKON
Ha MHTpaonepauuroHHoit 3. BeisBneHa 06paTHasn Koppensuus AAUTENbHOCTU 3a601€BaHUsA U NOJOXUTENbHOW SUHAMUKM
Ha ckanbnosoit 331 Bo Bpems onepauuu (p = 0,1560). 0GHapyKeHbl Pa3NUUNA B HATUYMM OCTATOYHON INUNENTUDOPMHON
aKTUBHOCTM Ha KoHTponbHoW Kol y nauneHToB B 3aBUCHMOCTM OT [IUTENLHOCTY aHaMHe3a 3anunencuu. XoTa CTaTucTu-
Yeckas 3HAYUMOCTb 3TOM TEHAEHLUUU He LOCTUrHYTA, HO YeM ANUTENbHee aHaMHe3 NPUCTYNoB, TeM Gonee BbipaXeHa
0CTaToYHas 3NuUNenTUhOpMHas aKTUBHOCTb.

Mpu N06HOI 1 TEMEHHO-3aTbIIOYHOM NOKANU3aLMAX NATONOTUM Yalle, YEM NPU BUCOYHOM, Habntoganack peayKums anu-
nenTudhopMHON aKTUBHOCTHU Ha KOHTponbHoM IKol. Mpu no6GHOM NoKkanu3aumMmu NaToaorum Yalle perucTpupoBanach ocTa-
TOYHaA anunenTdOpPMHas aKTUBHOCTb Ha KoHTponbHoW JKorl. CraTucTuyeckas 3Ha4MMOCTb He JOCTUMHYTA. TaKxe y na-
LMEeHTOB c coxpaHeHuem npuctynos (ucxogsl II, IIL, IV, V no wkane ncxopos ILAE) yawie peructpupoBanach octatoyHas
anunenTudopmHas akTMBHoCTb Ha Kol nocne peseKunu aNMNenTOreHHOro NOBPEXAEHNS.

BbiBoAbI. B X0f1€ pe3eKTUBHbIX BMELATENbCTB MO NOBOAY CUMMNTOMATUYECKON INUNENCUMN Y fieTeil BEPOATHOCTb MONOKN-
Te/IbHbIX U3MEHEHNIT Ha UHTpaonepayoHHo 33T Tem GoNblie, YEM MOJIOXKE NALMEHT.

WNHTtpaonepaunoHHas IKol aBnseTca ofHUM U3 NONE3HbIX, HO He ONPefensitoLMX YCnex, UHCTPYMEHTOB B XUPYPruu 3nu-
nencuu. He 06Hapy»KeHO CTaTUCTUYECKU 3HAUYMMOM CBA3M MEXAY HaNMYMEM OCTATOUHOM 3NMNENTU(DOPMHON aKTUBHOCTH
B MPUJIEXALLNX K 30He pe3eKuum oTaenax Kopbl Ha IKol 1 MCXOA0M XMPYPrUYECKOro IeYeHNs B OTHOLWEHWUW NPUCTYNOB.
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Mpu OTCYTCTBMM OCTAaTOYHON 3NUAENTU(DOPMHON AKTUBHOCTU B COCEAHUX C pe3eLUpOBaHHBIMU 061ACTAX KOPbI
Ha IKol B 3 pasa valwe Habnoaanoch NpekpaleHne NPUCTYNOB B KaTaMHe3e, YeM UX NpoAoMKeHue. CTaTuCTUYecKas
3HaYMMOCTb He JOCTUTHYTA.

Ynanenue ®K[ III Tvna u onyxoneit conpoBoxaaeTcs 60nee NoaHbIM yCTpaHeHUeM 3nunenTuhOpMHON aKTUBHOCTH, YeM
pesekuus K[ I Tuna, ypoBeHb cTaTMCTUYeCKON 3HauumocTu p = 0,0305.

KnioueBble cnoBa: 3J'IeKTpOKOpTl/|KOI'paq)l/Iﬂ, VIHTpaOI'IepaLl,MOHHbIVl MOHUTOPUHT, BUCOYHAA 3nUNencua, sKCTpatemnopasib-
Hasa anunencus, q)apMaKOpeBVICTEHTHaﬂ anunencua

Ina uuntupoBaHua: Kosnosa A.b., Kopcakosa M.b., Apxunosa H.A. n ap. WiccnegoBaHue CBA3M AUHAMUKN UHTpA-
onepauuonHoi 33 n Kol ¢ Bo3pacToM, AANTENBHOCTbIO aHaMHe3a W UCXOAAMU XUPYPrUyecKoro nevyeHus y aetei
C CUMNTOMATUYeCcKoi anunencueit. Pycckuit sxypHan fetckoit Hesponorun 2022;17(4):24-32. DOI: 10.17650/2073-8803-
2022-17-4-24-32

The relation of changes in intraoperative EEG and ECoG with age, anamnesis duration
and outcome of surgical treatment in children with symptomatic epilepsy
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Aim. To reveal relation of change in intraoperative electroencephalography (EEG), electrocorticography (ECoG)
with age of patients, the anamnesis duration, localization and type of pathology, the result of treatment.

Materials and methods. 64 patients with symptomatic epilepsy operated at N.N. Burdenko National Medical Research
Center of Neurosurgery of the Ministry of Health of Russia from 2010 to 2016. 28 males, 36 females, age from 3 months
to 18 years, on average 7,2 years. The pathology localization: temporal — 21 cases, occipital and parietal — 18, frontal -
25. Pathomorphology: 12 patients with focal cortical dysplasia (FCD) I, 20 patients with FCD II, 5 patients with FCD III,
4 patients with tuberous sclerosis, 20 patients with low grade tumors, and 3 cases else. The duration of disease
is from 61 to 5081 days. Catamnesis (follow-up) ranged from 364 to 1877 days. There was four criteria for including
patients in research: intraoperative EEG, presence of initial and control registration of ECoG, follow-up above 364 days.
There are three hallmarks selected as significant concerning the efficiency of neurophysiological monitoring: 1) the posi-
tive changes in scalp EEG: decrease of interhemispheric asymmetry due to reduction of slow activity on the side of pa-
thology; significant reduction of the unilateral epileptiform activity on the side of pathology and bilateral if exist;
2) the positive changes in ECoG: significant reduction of the regular epileptiform activity; 3) the absence or existence
of residual epileptiform activity in adjacent to resected pathology sites. The statistical processing carried out with ap-
plication of a Stat10 package.

Results. The more expressed positive dynamics of EEG were revealed in patients of smaller age already during opera-
tion. A correlation was found between the age of patients and the positive dynamics of intraoperative EEG. An inverse
correlation was found between the duration of the disease and the positive dynamics of the scalp EEG during surgery
(p = 0.1560).

The EEG changes during surgery were shown more often with reduction of the seizure anamnesis. There was found
out that residual epileptiform activity on ECoG occurred more often at patients with longer anamnesis of a disease
and at patients with frontal localization of pathology. The residual epileptiform activity on ECoG was registered more
often at patients with preservation of seizures (outcomes 2, 3, 4, 5 ILAE).

Conclusions. During resective interventions for symptomatic epilepsy in children the probability of positive changes
was the more, the younger the patient was.

Intraoperative ECoG is one of the useful tools in epilepsy surgery, but it does not definitely determine success. There
was no statistically significant relationship between the presence of residual epileptiform signs on the ECoG in the cortex
adjacent to the removal area and the outcome of surgical treatment for seizures.

Patients in follow-up had three times fewer seizures in the absence of residual epileptiform activity on the ECoG of adjacent
to the resected areas of the cortex. The dependence is statistically insignificant.

Removal of FCD type III and tumors is accompanied by a more complete elimination of epileptiform activity than FCD I,
the level of statistical significance of p = 0.0305.

Keywords: electrocorticography, intraoperative, temporal epilepsy, extratemporal epilepsy, pharmacoresistant epilepsy

For citation: Kozlova A.B., Korsakova M.B., Arkhipova N.A. et al. The relation of changes in intraoperative EEG
and ECoG with age, anamnesis duration and outcome of surgical treatment in children with symptomatic epilepsy. Russkiy
zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2022;17(4):24-32. (In Russ.). DOI: 10.17650/2073-
8803-2022-17-4-24-32
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BBepeHue

DeKTpoKOpTUKOrpadust U KapTUPOBaHUE KOPBI TIpU
XUPYPrUYECKOM JICYCHUN STUJICTICUY OBUTH BITIEPBBIE OITH-
canbl [Terdunmom B 1939 1. [17]. YenemHoe xupypruaeckoe
JICYCHUE SIWICTICUU C TOCTHXKEHUEM KOHTPOJIST Hall TIPH-
CTyIIaMM OCHOBAaHO Ha IIPUHIIATIC HEOOXOIMMOCTHU Pe3eK-
LIMU SIWIETITOTEHHOW 30HbI, OTBETCTBEHHOM 32 TEHEPALIIO
npuctyroB [17]. OgHaKo TpaHULIBI UPPUTATUBHOM 30HHI,
BU3YaJIM3UPYEMOTO 10 JaHHBIM MarHUTHO-PE30HAHCHOM
ToMOTpad MOpakKeHUSI MO3Ta, 30HBI HaYaIa IPUCTYIIOB
MOTI'YT HE COBIANATh C IPAaHUIIAMHU SITWICTITOTCHHON 30HBI
Yy KOHKPETHOTO narueHTa. [IpuHSATO cCunuTaTh, 9TO SITHJICTI-
TOTeHHAs 30Ha BKIIIOYAET 30HY HaJaJla IIPUCTYIIa X UPPH-
TaTUBYIO 30HY, T€HEPUPYIOLLYIO YaCTble UHTEPUKTAILHbIE
paspsbl [15, 16, 18]. OcHOBHOI 3aa4yeil MHTpaonepaLu-
OHHOH 3JIEKTPOKOPTUKOTpaduM SIBIISICTCS OIpeacieHre
TPaHUL] UPPUTATUBHOM 30HBL. MapKepoM 3TOi 30HbI CTyKaT
WHTePUKTAIbHBIC Pa3psIIbI.

HWHuTpaonepauioHHasi perucTpauus 0MONOTEHIIMAI0B
TOJIOBHOTO MO3Ta UCIIOJIB3YeTCs IIPH XUPYPTUU STIICTICUI
0€3 MaJIoro Ha MPOTSKEHUH MOCIeAHEro croieTus. Y Bce
9TO BpeMsI He MPEKPaIIaroTCs pa3HOIIACHSI OTHOCUTEIEHO
HEeo0XomMMOCTH U 3(PDEKTUBHOCTH 3TUX MCCICIOBAHMUI
B OTHOIIICHWY KaK KOHTPOJISI HaM IPHCTYIIAMM, TaK U 9KO-
HOMMU CPEACTB U BPEMEHH B IIporiecce onepamuu [ 14, 20,
24]. BoIsiBIICHBI OTIEIbHBIC BUIBI SITAJICITOTCHHBIX TIOpa-
JKEHUI MO3Tra, IIPX KOTOPBIX MHTPAOIIEPAIIMOHHBIC MCCIIe-
JIOBaHUS HeoOs13aTeNIbHBI 100 Hanbonee 3¢ (GeKTUBHBI
[21].

B Hacrosieii pabote caenaHa odyepeaHas IMOIbITKA
YCTaHOBUTH B3aIMOCBSI3b TMHAMUKI MHTPAOIIepalliOHHOM
CKaJIBIIOBOI 3JIeKTpo3HIIehatorpaMMbl (BDI) 1 asekTpo-
koptukorpammbl (B3Kol') ¢ Bo3pacToM, MIMTEIHPHOCTBIO
aHaMHe3a, TaToOMOp(oJIoTHeli OBPEKASHUSI MO3ra, UC-
XOIaMM XUPYPTUIECKOTO JICUCHUS Y IeTe ¢ CUMIITOMA-
TUYECKOM STUJIETICUEN.

Ieas ncciienoBaHus — BBISIBUTH CBSI3b IMHAMUKM WH-
TpaonepaunoHHoii DKol ckanbnoBoiit DT ¢ Bo3pacTom
MMAIleHTOB, INTSIbHOCTHIO aHAMHE3a SIJICIITHICCKIX
IIPUCTYIIOB, JOKAJIU3alMe M TUIIOM ITaTOMOPGOIOTUHI
SIUJICTITOTeHHOTO TTOBPEXICHUSI MO3Ta M UCXOJIaMM XU~
PYPTAYECKOTO JICYCHUSI B OTHOIIICHUY KOHTPOJIST HAJT TIPH-
CTYIIaMU.

Matepuanbl u meToabl

ITpoBoanics aHaJIM3 NAaHHBIX UHTPAOIEPALIMOHHOMI
OKorl u ckanbnoBoit DT 64 nmamMeHToB IETCKOr0 BO3-
pacrta ¢ CUMIITOMaTU4eCKO# (hapMaKope3UCTEHTHOM 311~
sernicueii, mpoornepupoBaHHbIX B PTAY «HanmoHanbHBIN
MEOVULHCKWN UCCIIEI0BATEIbCKIN LIEHTP HEMPOXUPYPTUA
uM. akan. H.H. bypaenko» Munszapasa Poccuu B nepuop,
¢ 2010 o 2016 . Beibopka Obl1a cocTaBIeHa B COOTBETCT-
BUU CO CJIEAYIOLIMMU KPUTEPUSIMU OTOOpA: Y BCEX MallMeH-
TOB 3apETMCTPUPOBAHBI MHTPAOIIEpALIMOHHAS CKaIbIIOBAs
D3I, BKol 1m0 pe3ekiyu, 1 BHIITOJHEHA KOHTPOJIbHAS

PETUCTPAIIS TIOC/Ie PE3EKIINU SIMJICIITOTeHHOTO ITOBPEe-
KISHUS Mo3ra. Takske KpuTepreM BKITIOYeHUS TallMeHTOB
B MCCJieJOBaHNE OB CPOK KaTaMHe3a Oosiee 364 nHei
nocne ornepaunn. CkanbrnoBas D3I peructpupoBaiach
C ITOMOIIIBIO HE MEHee 8 UTOIBYATHIX IEKTPOIOB, PACITIONO-
JKEHHBIX OMJIaTepaIbHO CMMMETPUIHO Hal Pa3TnIHBIMHU
OTJIeIaMy rojioBHOTO Mo3ra. Peructpanms DKol mpoBoau-
Jlach IIpy MHGY3MOHHOM BBeIcHIM Iporodosia 5S—6 Mr/Kr/4,
denraamma 0,001—0,0015 Mr/Kr/4, MHOpeIaKCaHTOB.
HMcxombl JIedeHUST OLICHUBAIMCH IO IIKajJe MCXOIOB
MexnyHapomHOI ITpoTUBOSIMWIEIITHIeCKOM urH (Interna-
tional League Against Epilepsy, ILAE) 2001 . Mcxomp! pac-
MpeAeTUInCh ceayiomumM oopasom: I — 44, 11 — 2, II1 — 3,
IV -7,V — 8 cnygaes. CorinacHo maToMopdoJIOrn4ecKo-
My aHaJu3y OMOIICHMITHOrO MaTepuaja ObLUIM BBISIBICHBI
CJICTYIOIINE TUCTOJIOTUICCKIE TUIIBI IATOJIOTUHU: (DOKAIb-
Hast KopTukanpHas nuctutasust (PKJI) I tuma — 12 cayqa-
eB, OKJI Il tuma — 20, @K/ III Tumna — 5 (13 Hux 4 cove-
TaJINCh C OMYXOJbl0, | — CO CKJIIEPO30M THUIIIIOKAMIIA),
TyOepO3HBII CKIIep03 — 4, OIyXOIM HU3KOM CTEIEHU 3J10-
KayecTBeHHOCTH — 20; Ipyrvue maToJOTUM OTMEYaIrcCh
B 3 ciiyvasx. Xapakrepuctuka @KJI mpoBoauiaach B COOT-
BEeTCTBHUU C Kilaccubdukaiueit baomke 2011 . [9]. dmu-
TEJIbHOCTh aHAMHE3a SMIICHTUICCKUX IIPUCTYIIOB Baph-
uposaia ot 61 mo 5081 aus (B cpeaHeM 1653 nHs), cpok
KaraMHe3a Imocje ornepauuu — ot 364 no 1877 mHeit
(B cpemHeM 575 gHeit). Bo3pacT malmeHToB K MOMEHTY OI1e-
paruuy coCcTaByIsLI OoT 3 Mec 1o 18 yreT (cpemHuit Bo3pact —
7,2 roma). Bcem manmeHTaM IpOBOIMIINCH PE3eKIIUU JITH-
JISTITOTEHHOT'O TIOBPEXXIEHMS MO3Ta ITo11 KoHTpojeM DKol
OIHUM U TeM Xe XupyproM. Perucrpalius OuoajieKrpuye-
CKOI aKTUBHOCTH MO3Ta IIPOBOAMIACH TTOCPEICTBOM BU-
neo-039T'-kommnekca Nicolet OneV44 (CILA). JIns uH-
TpaomnepaunonHoit peructpaiuu Kol ucnonb3oBanuch
4-, 8-KOHTAKTHBIE TIJIACTUHKY 3JIEKTPOJIOB.

Kax 3HaunMble ¢ ToukU 3peHnsT 3 GHEKTUBHOCTH UH-
TPaoIlepalliOHHOTO HEePO(MU3NOJIOTHIECKOTO MOHUTO-
pUHTa OBIIM OTOOPaHBI 3 KPUTEPUSI:

[onoxuTenpHas MMHaAMUKA Ha CKaIboBoit DD cHu-
KEHIE MEXIIONYIIapHOl aCUMMETPUU OMOIIOTCHIINAIIOB
3a CYET YMCHBIICHUS 3aMeUICHUS] OMOITOTEHIINAIOB Ha
CTOpOHE TTATOJIOTUH, YBETUMICHHUE PETYJIIPHOCTH PUTMUKH;
3HAYMMOE YMEHBIIICHIE NHACKCA SIS TU(POPMHOI aK-
TUBHOCTH Ha CTOPOHE IMaTOJIOTUH U OMIaTepaaIbHO-CUH-
XPOHHOTO XapakKTepa, eCJIM TAKOBbIE ObUTM MCXOIHO.

[MonoxurenpbHass nuHamnka Ha DKol: 3Haummoe
YMEHBIIICHUE WHAEeKCA SIUICIITU(hOPMHON aKTUBHOCTH.

OTCyTCTBUE WIM HAJIMYME OCTATOYHOU SIMICTITH-
(opMHOIT aKTUBHOCTH ITOCJIE YIAJICHUS ITATOJIOTUIECKOTO
cyocTpaTa, OIIeHMBaeMOE B IPIJICXKAIINX K Pe3eKIIMOHHOM
paHe yJacTKaX KOpHI.

ITpu perpocniekTuBHOM aHanu3e DKol HaM xoTenoch
HAWTH MPOCThIe KPUTEPUH OBICTPOI OIEHKW TWHAMMKU
WHTPAOIIepalIMOHHBIX UccaenoBaHuii. [Ipu aToM mHTEpE-
COBaJl BOIIPOC, KaK CBSI3aHBI BBIOpaHHBIE U3MEHEHUS
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Puc. 1. lToaroxcumenvras ounamuka Ha UHMPAONEPAYUOHHOL SNeKmposHyedharoepamme y nayuenma 18 sem ¢ pokarvHoil KopmukanbHoil ducnaasueil muna
1la npasoii 106H0-MmeduanvHoii rokarusayuu. MeoneHHvle KoaeOaHUS U OCMPble NOMEHUUANbL 8 NPABLIX 0MEedeHUsX (CUHUe mpaccyl) 00 yoareHus — cresa;
C2AANCUBAHUE MENCROAYULAPHOL ACUMMEMPUL U PEOYKIUS INUACRMUDOPMHBIX NOMEHUUAN08 nOCAe YOaAeHUs. — CNpasa

Fig. 1. Positive dynamics on the intraoperative electroencephalogram in 18-year-old patient with focal cortical dysplasia type Ila of the right fronto-medial
localization. Slow fluctuations and sharp potentials in the right leads (blue traces) before removal — on the left; smoothing of interhemispheric asymmetry

and reduction of epileptiform potentials after removal — on the right

nHTpaonepauoHHoi DI 1 DKol ¢ Bo3pacToM, IIUTENIb-
HOCTbIO aHAMHe3a, UCXOIaMU XUPYPrUUECKOrO JICYESHHS.

Habmogaemble B mpoliecce olepaliiyi M3MEHEHUST
ckanpnoBoit DBI' nHorga OBUIM OYEeHb BBIPAXKEHHBIMU
(puc. 1).

B HacTosieii pabote ObLI MIPUHAT KPUTEPUIL TI0JIO-
KUTEJIbHON JUMHAMMKMY I10 JAaHHBIM 3JIEKTPOKOPTUKOTPa-
¢un. DTOT KpUTEPUIL OTHOCUIICS K YACTOTE TIPOSIBJICHUS
snienTUdOpMHBIX (peHOMeHOB Ha DKol u kK nmHamMuke
IIPOSIBJICHMSI XapaKTepHBIX MaTTepHOB (puc. 2) [2, 11].
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I1pu 3TOM OTCYTCTBUE MOJOXUTEILHOM TMHAMUKK HE
BCeT/Ia 03HAYaJIO HEOIarONPUATHYIO CUTYAIINIO [UTS ITaIli -
€HTa, TIOCKOJIbKY B YaCTH CJIyJaeB M3HAYAIHHO He HAOIII0-
JIaJIOCh BBIPAXXEHHO# 3MMIeNTU(OPMHON aKTUBHOCTU
Ha poHoBoI DKoI.

IIpoBeneH craTucTUYECKUI aHaIN3 M3MeHeHu DT,
DKol B 3aBUCMMOCTHM OT TaHHBIX aHAMHEe3a SITWIETICUN,
JIOKQJIM3AIIMY ¥ TUTIA TTATOJIOTUH, MCXOH0B JiedeHms1. Cra-
TUCTUYECKMIT aHAJIN3 TAHHBIX BRITIOJHSIIN C MCIIOJIb30Ba-
HHUEM MaKeTa CTaTUCTUYecKoil obpaboTku Statistica 10.
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Puc. 2. [loroxcumenvras dunamuka Ha UHMPAoONepayUOHHOL 21eKMpoKOpMuUKoepamme y nayuenma 9 aem ¢ oKanbHoll KOPMUKabHoi ducnaasueil muna
11b aesoii 106H0I 0bnacmu. Jlokanrbhvie mednenHble KOACOAHUS 6 COYEMAHUU CO CHOPAOUMECKUMU SNUACNMUBOPMHBIMU CRAUKAMU U C2DYNNUPOBAHHbIMU
cnaiikamu 0o yoaneHus — caeea; OMCymcmeue Snuienmu@popmMHoOU aKMUSHOCIU U N0KANbHO20 3amMe0AeHUsl, HYAbCOBble coCyoucmble apmepakmol Ha epa-

HuULe ¢ paoll nocae pe3eKyuy MatbhopmMayuy — cnpasa

Fig. 2. Positive dynamics on the intraoperative electrocorticogram in 9-year-old patient with focal cortical dysplasia type 11b of the left frontal region. Local
slow fluctuations in combination with sporadic epileptiform spikes and grouped spikes before removal — on the left; absence of epileptiform activity and local
slowing, pulse vascular artifacts at the border with the wound after resection of the malformation — on the right
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Puc. 3. Bauanue 6o3pacma pebenka Ha 6eposmHocmb NoA6AEHUS NOA0ICU-
menbHOU QUHAMUKU Ha 3neKkmpo3nyepanroepamme (D) 6o epems onepa-
yuu. Oco abeyucc: 0 — omcymemeaue, 1 — Haauuue noaoiCumMenvHol OuHa-
MUKu

Fig. 3. Influence of the child’s age on the probability of positive dynamics
on the electroencephalogram (EEG) during surgery. Abscissa axis: 0 — absence,
1 — presence of positive dynamics

[MpumeHsIIM MeTOH TMCIIEPCUOHHOIO aHaIM3a U METOM
TaGIMLL CONPSKEHHOCTU C UCMOIb30BaHUEM KPUTEPUS 2.

Pe3synbTarthl

V nereii boee MITadIIero Bo3pacTa yaiie Hadmomanach
MOJIOKUTEIbHAS nTuHaMKKa Ha DDI Bo BpeMs ornepann.
CpenHuli BO3pacT IMAIlMeHTOB B TPYIIIE C HATMIKUEM I10-
JIOKUTEJIbHOUM IMHAMUKU Ha DOT cTaTHCTUYECKM 3HAYU -
Mo Huxke (p = 0,019998), yeM y mareHTOB 0€3 IOJIOXKU-
TEJIbHOUM TUHAMUKM: 4 U § JIET COOTBETCTBEHHO (puC. 3).

OTMedeHa TCHOCHLMS, HE JOXOMSINAsI 10 CTeIICHU
CTAaTUCTHYECKOM 3HAUMMOCTH, 00JIee YaCTOTO IMPOSIBJICHMS
MOJIOKUTENIbHOM TMHaMUKU DDT mpu aHaMHe3e SMuIel-
cUM MeHbllIeit purenabHoctu (p = 0,1559) (puc. 4).

He o6HapykeHO CBSI3M MEXIY TOJIOKUTEITBHBIMU M3-
MEHEHMSIMU MHTpaollepallioHHoi DD 1 ucxogamu Je-
yenus (p = 0,3646 no kputepuio Ilupcona). Takxke He
00HAPYXEHO CTATUCTMYCCKM 3HAYMMOM CBSI3M MEXXIY Ha-
JIMIMEM Pe3UIyaTbHBIX SIS TA(GOPMHBIX Pa3psiIoB Ha
DKol B mpuiiexxamux K 30He yaajJeHUus oTaenaax Kopbl U
HUCXOIOM XMPYPTUYECKOTO JICUCHUS] B OTHOIICHUH IIPH-
crynoB (p = 0,5255 mo kpurepuro Ilupcona), xotsa npu
OTCYTCTBMU OCTAaTOUHOM 3MMIeNnTU(OPMHON aKTUBHOCTHA
B 3 pasa yaiie, 4eM IpH e¢ HaJTUIUK, OTMEYaJIOCh OTCYT-
CTBUE IIPUCTYIIOB B KaTaMHe3e (puc. 5).

ITpu @K/ trma 111 1 omyXxomsix cTaTUCTIYeCK 3HAYMMO
peske peruCTpHUPOBAINACH SITAIETU(MOPMHBIE (PeHOMEHEI TTO-
CJIe pe3eKIIuu marojiormdeckoro oopazosanus (p = 0,0305).
Ipu ®K/I I T~ma smntenTrdopMHast aKTUBHOCT Yallie (CTa-
TUCTUYECKH HE3HAYMMO) COXPAHSUIACH B COCETHIX C 00JIACTHIO
PE3eKIIMN yIaCTKaX KOPBI (CM. TaOJIHILY).

B HatreM ncciienoBaHUY BBISIBIICHA 3aBUCUMOCTD MEXK-
Iy HaJudueM pe3UAyalibHON >NuientudopMHON

6000
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1000 a T Avana3soH
6e3 BbIGpPOCOB /
Non-outlier range
0 @ Bbibpoch! /
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+ DKCTpeMyMmbl /
21000 2 : Extremes
23l / EEG

Puc. 4. Bausnue orumenvHocmu anamue3a 3MUAENCUU HA 8EPOSMHOCTb
Nosi6AeHUS NOAOJICUMENbHOU OUHAMUKU HA 3aeKkmposHyeharoepamme (DII)
60 epems onepayuu. Ocb abeyucc: 0 — omcymemeue, 1 — naauuue noroxucU-
MenbHOU OUHAMUKU

Fig. 4. Influence of the duration of epilepsy on the probability of positive
changes on the electroencephalogram (EEG) during surgery. Abscissa axis:
0 — absence, 1 — presence of positive dynamics

AKTUBHOCTH U TUIIOM IAaTOJOrMK. MaKCUMaIbHO TIOJTHOE
MMOIABJIEHNE SMUIENTU(GOPMHON aKTUBHOCTH HabII0qa-
noch ipu codetanusix K1 ¢ opraHmuecKuM opaxkeH! -
eM Mo3ra (OITyXOJIbIO, TUIITOKAMITAIbHEIM CKIEPO30M,
COCYIMCTHIM IOPaXXEHUEM ), BO BCEX 5 CITydasX OCTAaTOUHAS
sruenTudopMHasl aKTUBHOCTh OTCYTCTBOBaja. Ilocie
yIaJIEHMSI OITyXOJIN SITMJIENTU(OPMHAS AKTUBHOCTD PETH-
crpupoBaiack Ha DKol B 6 (30 %) ciyyasix u3 20. [Ipu
OKJI I Tuna yaiue, 4yeM Npu APYrUX BUAAX MOPaKEeHUS
MO3ra, HabIoganach pe3uayanbHas SIIEnTUGOOPMHAS
aKTUBHOCTb — B 9 (75 %) cayuasix u3 12. B 8 u3z 9 arux
CllydyaeB IMCILIA3HUs JTIOKATN30BaIach B JOOHOIA moe.

ECoG-1

Puc. 5. Haauuue (p/res epi ECoG- 1) uau omcymcmeue (p/res epi ECoG-0)
0CMamouHOl SNUAENMUHECKOU AKMUBHOCIU HA KOHMPOALHOI I1€eKMPOKOp-
mukozpamme y nayueHmos b6e3 npucmynos 6 kamamese (seizure 0) u ¢ ux
Haauuuem (seizure 1)

Fig. 5. Presence (p/res epi ECoG- 1) or absence (p/res epi ECoG-0) of residual
epileptic activity on the control electrocorticogram in patients without seizures
in follow-up (seizure 0) and with seizures in follow-up (seizure 1)
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HO20 nopa)ceHus mosea

Presence or absence of residual epileptiform activity depending on the histological type of epileptogenic brain damage

Histological type of brain damage

No residual epileptiform

Residual epileptiform activity

doxkanbpHag KOpTUKaJIbHad AUCILIa3usd I Tuma
Focal cortical dysplasia type I

®DokabHas KOpTUKaibHas nucruiazust [ tuna
Focal cortical dysplasia type I1

®dDokanpHasg KopTuKaabHag auciiasus I11 tuma
Focal cortical dysplasia type I11

TyGepo3Hblit cKIIepo3
Tuberous sclerosis

OnyxoJib
Tumor

TeTepoTonus
Heterotopia

Bceeo
Total

activity is recorded
3 9 12
11 9 20
5 0 5
2 2 4
14 6 20
2 1 3
37 27 64

OO6paiiaeT BHUMaHUEe OTHOCUTEIBLHO OOJIBbIIOE YMCIIO
CJIy4aeB ¢ OCTAaTOYHOM AMIENTTU(OPMHOIM aKTUBHOCTHIO ITPU
OK I tuna — 45 % (9 cnyyae u3 20). Y 5 u3 9 manmeHTOB
MasbdopMalys nmopaxasa JOOHYIO Tomo. Y 4 13 3Tux 5 ma-
LIMEHTOB 00BEM PE3EKIIMK ObLT OTPaHMYeH HEIOCPEICTBEH-
HBIM COCEICTBOM C (PYHKILIMOHAILHO HE3aMEHMUMbIMU JIBU -
raTteJIbHbIMU 30HAMU KOpbI, Y 1 MallMeHTa pe3uayabHast
SMuIenTudOpMHast aKTUBHOCTh PETUCTPUPOBAIACH HA OT-
JIaJICHUH OT 30HbI BMELIATEILCTBA — B MEAUAIbHBIX 6a3alib-
HBIX OT/Ienax JOOHOM qomu. TakuM 00pa3oMm, J0JIs ciTydaeB
0€e3 OCTaTOYHOM SIMIeNTU(OPMHOI aKTUBHOCTHU Y TIALIEH-
toB ¢ ®KJI II Tima Morta Gel ObITH GOJIEE TIOIHOM O€3 orpa-
HUYEHMS COCEICTBOM C MOTOPHOM KOPO.

HecmoTpst Ha OTCYTCTBUE YETKOI KOPPEISIIUN HATK-
YMST OCTATOYHOM 3MMIenTU(GOPMHOM aKTUBHOCTH TTOCTIe
yIOaJIeHusI TaTOJIOTMYECKOro CyocTpaTa ¢ MCXOJAMHU B OT-
HOLIEHWU MIPUCTYIIOB, BbISBICHbI I10JI€3HbIE TEHACHIIN.
B yactHoctn, npu @K/ 11 tnna cpeau mainmeHTOB 0€3
OCTAaTOYHOI 3MUIeITU(MOPMHOI aKTUBHOCTH Ha MHTpa-
onepaunoHHoit DKol tonbkoy 1 (9 %) u3 11 nmanueHTOB
OTMeYajliCh MPUCTYIILL B KaTaMHE3¢, TOrma KakK IIpu ee
HaJIMYUK IPUCTYIIBI IPOIODKAIUCh Y 4 (44 %). I1pu OKJI
I Tuma 6e3 ocTaToyHOI >NMIENTU(OPMHOI AKTUBHOCTU
y 1 (33 %) u3 3 nauyeHTOB OTMEYAIUCh IIPUCTYIILI B Ka-
TaMHe3e, TOra KaK Py €€ HAIMYMU TIPUCTYIIBI PETUCTPU-
poBanuceky 5 (56 %) us 9.

[Ipu onyxojieBoM MOpaXKeHUU T0JIsI HALIMEHTOB C IIPU-
CTyIlaMM B KaTaMHe3e ObLla MPUMEPHO OIMHAKOBA MPU
Hamuuuu (17 %, 1 cayvair u3 6) u orcyrcteuu (29 %,
4 ciydas u3 14) ocTaTOYHOM SMUIETITU(OPMHON aKTUB-
Hoctu. Takas ke TeHAeHLUs HabJogagach Ipu TyoOe-

po3HoM ckiiepose: 1o 50 % B o6oux ciaydasax (1 ciaydait
us3 2).

TakuM 00pa3oM, MOXKHO OTMETHUTh, UTO YYBCTBUTEIb-
HOCTb OOHApyXeHMS OCTATOYHOM SMUIeNITU(HOPMHOMN
AKTMBHOCTU B OTHOILIEHUU MCXOMAOB I10 IPUCTYIIaM Hau-
ooutee Beavka rpu OKJI 11 tuma.

OcTaTouyHble 3nMIenTU(GOPMHBIE (PeHOMEHBI Yallle
HaOJII0IAIMCh ITPU JIOOHOM JIoKaM3auuu maronoruu (52 %
cJlydaeB) IIO CpaBHEHUIO ¢ BUCO4HOM (38 %) 1 TeMEeHHO-
3arbuouHo (33 %) nokanuzaiueii (puc. 6).

C nomompio DKol-mapkepa B Bue snuienTudopm-
HOM aKTMBHOCTU Hamboiiee 3(pPeKTUBHO omnpeaensiach
UpPUTATHBHAsI 30HA IIPU OITyX0JIeBOM IMOPaXXEHUU MO3Tra
Jm6o ripu coyetannu MK/ ¢ opraHndyecknM rmopakeHueM
(OIlyX0J1b10, TUIIIIOKAMITATIBHBIM CKJIEPO30M, COCYIUCTHIM
IMOpakEHUEM).

14
12
10

ECoG-1

o N B O ®

ECoG-0

PO

Puc. 6. Haauuue (p/res epi ECoG-1) uau omcymcmeue (p/res epi ECoG-0)
0CMAMOYHOIL SNUACHMUHECKOU AKMUBHOCMU 8 3A8UCUMOCIU OM A0KAAU-
3ayuLU INUAENMOEHHO20 NOPANCEHUS MO32a

Fig. 6. Presence (p/res epi ECoG-1) or absence (p/res epi ECoG-0) of residual
epileptic activity depending on the localization of epileptogenic brain damage
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06cyxxaeHune

B Hamiem umcciegoBaHuuM Tpeodaagany MalyeHThbl
¢ ®K]I, cocrapnss 59 % ot oOlLuero 4mciia mauueHTOB.
WmeHHO nj1s 9TOM KaTeropuu OOJbHBIX (papMaKope3u-
CTEHTHOM SIIWJICTICUEH Yallle, YeM IIPU IPYTrOii STUOJOTUA
3a001eBaHUS, IPUMEHUM XUPYPTUYECKUIA METOJ JICUCHUST
[12, 13]. B meTckoit momy sy 00IbHBIX CUMITTOMATHYeC-
KOW 3MuJIerncuei yaie, 4eM BO B3pOC/oi, HabomaeTcs
pacxoxXaeHre TaHHBIX TOOIEePAlIMOHHBIX UCCICIOBAHUIA,
0COOEHHO y eTeii Maie 4 JeT. DTo 00yCJIOBJICHO HeueT-
KOCTBIO TaHHBIX MaTrHUTHO-PE30HAHCHON TOMOTpaduu
U3-3a IPOJOJIKAIOIIEHCS MUSINHU3AIMK, KPOME TOTO,
MaJIeHbKME JeTU He COO0I1aoT 00 aypax, BO3MOXKHA UMK~
Tamus BO3pacT3aBUCUMBIX TOOPOKAYECTBEHHBIX SITIIICTI-
TUHOPMHBIX MAaTTepHOB Ha DDI, MPUCTYITHI MOTYT BBITJISI-
IeTh KaK TeHepaau30BaHHBIC, MAacKUPYsI (HOKaJIbHBIN
xapaktep HapyiueHuii [12]. [ToaroMy UMEHHO 11 AeTei —
KaHIUIATOB Ha XUPYPTAIECKOE JICUCHNE CUMIITOMATHYEC-
KOI 3IMWICTICUM — YBEJIMIMBACTCS ITOTPEOHOCTh B MHTPa-
ONepaIriOHHOM YTOYHEHNH JIOKAIM3ALMH 1 IIPOTSDKEHHOCTH
SIUJICIITOTeHHOTO ITOPaXXeHUSI MO3Ta ¢ IIOMOIIBIO AJIeK-
TPOKOPTUKOTpaUU.

HMHTpaorepainoHHbIe HEWPODU3NOIOTHIECKUIE HC-
CIIeIOBAaHMS 00S3aTeIbHO MPUMEHSIIOTCSI B CIIydasix He-
ITOJTHOM KOHTPYSHTHOCTHU JAHHBIX IIPEIXUPYPTUUECKOTO
00cIemoBaHus, IPHU TIPeAIoaoXeHH o Hanudun PKII
I Tumna 1ubo OTCYTCTBUM MU3MEHEHUM MO3ra I10 JaHHBIM
HEUPOBU3YAIU3UPYIOIIUX METOAUK, OJIU30CTU K 30HE UH-
Tepeca (yHKIIMOHAIBPHO HE3aMEHMBIX 30H MO3Ta, a TaK-
XKe IIPU MPEAIOJ0XKEHNN O HAIMIUKM COMYTCTBYIOIIEH
MHCTUIA3UY KOPBI IIPH OITyXOJIH, TUIIIIOKAMITATEHOM CKJIe-
po3e, COCYIUCTHIX ITopaxeHusx [1, 5, 6]. Onucansl crie-
MpUIECKUe MAaTTePHBI, XapaKTEePHBIE IS OIIPEeIeICHHBIX
BUIOB AUCIUIA3uii [3, 4].

Ilo maHHBIM psia aBTOPOB, CaMO IO cebe Haludue
SIWIENTU(OPMHBIX CITOPAIMIECKIX Pa3psIOB Ha MOCTPe-
3exkuoHHO DKol He BiausAeT Ha UCXOAbI B OTHOLLIEHUN
npucTymos [22, 23]. OgHako MCUEe3HOBEHME XapaKTePHBIX
MaTTEPHOB, OTCYTCTBUE PETYIISIPHON dIIenTH(hOPMHOMN
aKTUBHOCTH, PaCIPOCTPAaHEHHOCTh MOCTPE3EKIIMOHHBIX
CITAiKOB JIOKAJIPHO OJIN3 TPaHUI] PE3CKIIUHU SIBIISIIOTCS XO-
POIIMMH ITPOTHOCTUYECKMMU IIPU3HAKAMU B OTHOIIICHUH
ncxomos [6, 26, 27].

Y Manoit yacTu maluMeHTOB Ha Ipepe3eKIMOHHOMI
DKol He HabMOAAIOCH BEIPAXKEHHON PETYJISIPHOI 311 -
JNENTU(GOPMHON aKTUBHOCTU. DTO MOXET OOBSICHIATHCS
PSAIOM MPUYMH, ONHA M3 OCHOBHBIX — BJIMSHHE OOIIeH
BHYTPUBEHHOI aHecTe3uu [7, 19]. ¥V mereit muaniie 4 net
4acTo HaOIIomaNach peakius ydaleHus puTMuka 3OT
o OeTa-auana3’oHa, MAaCKHUPYIOIAsl OCTPhIC SIUJICIITH -
(OpMHBIE TTOTEHIINAJIBL.

IIpu BuCOYHOI JIOKAJIM3aLMKU TIOpaxXeHUs J1000ro
TUNA OCTAaTOYHbIE WM JaXe MOSBISIOIMECS BHOBb

CcnaiKuy Ha IIPeuMYIIECTBEHHO 0a3aIbHOI KOpe perucTpu-
POBAIMCH MPU PE3EKLIMU MEAUATBLHBIX CTPYKTYP BUCOUHOM
JIOJIA: aMUTAAJIbl M TUIIIOKAMIIa, YTO COTJIacyeTcsl ¢ JaH-
HBIMU JIUTepatyphl [9, 10]. BDTO CBUAETEIBCTBYET O TOM,
YTO NP BUCOYHBIX OYarax ¢ HEOOXOAUMOCTbIO Pe3eKIUU
aMUTAAJIO-TUINOKAMIIAIbHOTO KOMILIEKCA MPOTHOC-
TUYEeCcKasi 3HAYMMOCTb ITOCTPE3EKIIMOHHBIX CIAMKOB
Ha DKol HM3Ka OTHOCUTEIHFHO 09aroB SMUJICIITOTEHHOTO
MOPaXXEHMUS MO3ra APYroii IOKAIN3aLNH.

B Haieii paboTe mpu J0OHBIX o4yarax 4aiie, 4em Ipu
BUCOYHOM Y TEMEHHO-3aTbUJIOYHOW JIOKAIM3AalUU Mopa-
JKEHMSI, PETUCTPUPOBATIACH OCTATOYHAS SIIICTITU(DOPMHAST
akTuBHOCTHL Ha DKol Bo3amoxkeH BKJ1aa ormMcaHHOTO TIpU
JIOOHBIX 1 BUCOYHBIX oyarax (bpeHOMEHA «aKTUBALIMU KOPbI
MMapIuaJIbHOM pe3eKIneli», CBI3aHHOTO He C ITOBpPEXIIe-
HUEM KOpbI, HO CO CHUXXKEHUEM MOPOra 3KCIPECCUU DU~
JENTU(POPMHON aKTUBHOCTU B SIUJIECITU3UPOBAHHOM
Kope npu ee nuckoHHekuuu [10, 26, 27].

BoisiBneHHas B Halleil pabote 0oJjiee yacTast BCTpeuae-
MOCTb IOJIOKUTEJIBHOM IMHAMUKY Ha MHTPAOIIEPALIMOHHOK
ckasbroBoi ODI y meTeii OoJiee MIIAIIETO BO3pacTa MOXKET
OOBSICHSTBCSI MEHBILIEH 3PesIOCThIO U 00JIbliIei peaKTUBHO-
CTBIO IETCKOro Mo3ra. Pa3pyliieHue snuaenTuyeckom cuc-
TEMBI «OCBOOOXKIaeT» MEXaHMU3MBI, ICHCTBYIOIIE B MO3Te
6€3 NOCTOSIHHOTO MOAYJIMPYIOIIETO BO3ACHCTBUS SIWIIETI-
TUYECKOro oyara. Yem Kopoue aHaMHE3 SIWIETICUU, TEM
YyeTye MPOCIeXXUBAETCS TEHACHIIMS K HOpMaJIM3allMKi KOp-
KOBOM pUTMMKM Ha DDI" Bo BpeMs onepalnm.

Takum o6pa3oM, o HallleMYy MHEHUIO, COOPMYJIMPO-
BaHbI MTPAKTUYECKU MOJIE3HbIE KPUTEPUU [IJIs1 OLIEHKU U -
HaMMKJ OMOMOTEHIIMATIOB MO3Ta B XOI€ XMPYPruyeCcKoro
JIeYEHUSI CUMIOTOMATUYECKON anuiierncuu y aeteid. I1po-
aHaJIM3UPOBaHA UX 3HAYUMMOCTb U MIPOBEJAEHO COIOCTAB-
JIECHHE C BO3pACTOM IMAallM€HTOB, TUCTOJIOTUYECKUM TUTIOM
MopaxeHus MO3Ta U UCXOAAMU JIEYEHUSI B OTHOILIEHUU
MPUCTYIIOB.

BbiBOADI

YCTaHOBJICHO, UTO B XOIE PE3eKTUBHBIX BMEIIATEILCTB
0 MOBOJy CUMIITOMAaTUYECKOM 3MUJIETICUU Y IETEN BEPO-
SITHOCTb ITOJIOKUTEIbHBIX MI3MEHEHUI Ha MHTPAOTIePaLIH -
oHHOI1 DI Tem OoJbllIe, YeM MOJIOXKE TTALIUEHT.

He oGHapyxeHO cTaTMCTUYECKM 3HAUYMMOI CBSI3U
MEXIy HATMIUEM Pe3NIyaTbHBIX SIMICHTH(OPMHBIX 3HA-
koB Ha DKol B mpumiexanmumx K 30He yIaJeHHUsT OTaenIax
KOPBI 1 UICXOIOM XUPYPTUUECKOTO JICUSHHS B OTHOIIICHUH
mpuctyroB. OMHAKO MPU OTCYTCTBUM OCTATOYHOM 2ITH-
nentudopmHoit aktuBHocTH Ha DKol B 3 pa3a yaie Ha-
OJIFOMaJIOCh IpeKpalieHue IMPUCTYIIOB B KaTaMHE3e, YeM
npu ee Hammuuu. Yoanenue @KJI 111 tuma u omyxoneit
COITPOBOXKIAIOCH 00JIee TIOTHBIM YCTPAaHECHMEM SIS~
TopMHOI akKTUBHOCTHU, YeM ymaneHue PKII I tuma
(p =0,0305).
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paHHen NOMOLLU AETAM C PaCCTPOUCTBOM
ayTUCTUYECKOrO CNeKTPa Ha OCHOBE NoAxoaa
DIR/Floortime B LleHTpe 3a0p0BbA 1 pa3BUTUA
um. Ceaturens Jlyku
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CraTbsl NOCBALEHA pe3ynbTaTaM UCCNe[0BAaHUA AMHAMUKM KOMNIEKCHOW PaHHEl NCUXONOro-nefarornyeckoil nomoLyy
AeTAM 3 NIeT ¢ paccTpoiictBamu aytuctuyeckoro cnektpa (PAC) Ha ocHoBe nogxopa DIR/Floortime. B uccneposaHuu npu-
HuUManu yyactue 18 peteii ¢ PAC B Bo3pacTe 3 N1eT, nocelyaBlumnx Ha perynapHoii ocHose (2—3 pa3a B HeeNio) KOMNIEKCHYIO
nporpammy Ha 6ase LleHTpa 30poBbs U pa3sutus um. Ceatutens Jlyku (r. Mocksa). KomnnekcHas nporpamma coctosna
U3 eXeHeAeNbHbIX UHAUBUAYANbHbIX 3aHATUIA N0 4 HanpasneHusm: Tepanus Floortime, kKMHe3oTepanua c anemeHTamu
CEHCOPHOW MHTErpaLuu, UrpoBoii Noroned-aedeKTonor, CeHcopHo-urposas rpynna. KoHTponbHas rpynna coctosna
13 19 peteit ¢ PAC B Bo3pacTe 3 €T, He noceLyasluux Nofo6HbIE 3aHATUSA. B KayecTBe METOL0B UCCEA0BAHUA MPUMEHANNCH
WKana aganTueHoro nosefeHus BaitHnenp (VABS) u wkana cTpykTypupoBaHHoro Habniogerus FEAS (The Functional
Emotional Assessment Scale). @opmupyiowmit 1 KOHCTaTUPYIOLWMe Cpe3bl OblAN NPOBEAEHBI C NPOMEXYTKaMU B 3 Mec.
PesynbTathl uccnefoBaHUs NoKasanu, YTO y AeTeil IKCNepUMeHTaNbHON rpynnbl HAabMI0AAETCA CTATUCTUYECKU 3HAYMMas
NONOXMUTENbHAA IUHAMMKA B TaKUX Chepax, Kak KOMMYHUKALUA, NOBCEHEBHbIE XUTENCKUE HABbIKW, MOTOPHOE Pa3BUTHE,
CTpeMieHue K 3MOLMUOHANIbHOMY KOHTAKTY, KOMMYHUKATUBHAsA MHWULMATUBA, ABYCTOPOHHEE B3aUMoAeiCTBME. 3HaYMMble
U3MEeHEHMUs B AaHHbIX Cepax He HabNoAaNNUCh B KOHTPONLHOI rpynne feTeil, y4acTBOBaBIIMX B UCCNEA0BaHNUN.

KnioueBbie cnoBa: DIR/Floortime, paHHsAA noMoLyb, KOMMIEKCHbLIA NOAX0S, ayTU3M, PACCTPOMCTBA ayTUCTUYECKOTO CMEK-
Tpa, Nncuxonor, norones-AeeKToNor, CEHCOPHAA NHTErpauus

IOns uutupoBaHua: Pomanosckuit H.B. luHamuka peabunutaumoHHon paboTsl ciyx6bl paHHel NoMoLM feTsM ¢ pac-
CTPOMCTBOM ayTUCTUYECKOTO CneKTpa Ha ocHoBe nopxoaa DIR/Floortime B LieHTpe 300poBbs U pa3sutus um. Ceatutens
Jlyku. Pycckuii x)ypHan fetckoit Hesponorum 2022;17(4):33-43. DOI: 10.17650/2073-8803-2022-17-4-33-43

Dynamics of early rehabilitation care for children with autism spectrum disorder using
the DIR/Floortime approach at St. Luke’s Center for Health and Development

N.V. Romanovskiy

Institute of Correctional Pedagogy, Russian Academy of Education;8/1 Pogodinskaya St., Moscow 119121, Russia;
Svt. Luka’s Center for Health and Development; 9 Akademika Anokhina St., Moscow 119571, Russia
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Nikolay Vladislavovich Romanovskiy romanovskij2@gmail.com

This article analyzes the dynamics of early comprehensive psychological and pedagogical care for children aged 3 years
with autism spectrum disorders (ASD) using the DIR/Floortime approach. The experimental group included 18 ASD pa-
tients aged 3 years who attended a special program in Svt. Luka’s Center for Health and Development (Moscow)
on a regular basis (2-3 times a week). The comprehensive program included weekly individual classes of 4 types: Floor-
time therapy, kinesotherapy with elements of sensory integration, game speech therapist-defectologist, and sensory-
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gaming group. The control group included 19 ASD patients aged 3 years who did not attend special classes. We used the
Vineland Adaptive Behavior Scale (VABS) and Functional Emotional Assessment Scale (FEAS) for examination. Children
were examined at baseline and after 3 months. We found that children from the experimental group had a significant
positive dynamics in their communication skills, daily living skills, motor development, desire for emotional contact,
communicative initiative, and two-way interaction. Children from the control group did not demonstrate any signifi-

cant dynamics of these parameters.

Keywords: DIR/Floortime, early care, comprehensive approach, autism, autism spectrum disorders, psychologist, speech

pathologist, sensory integration

For citation: Romanovskiy N.V. Dynamics of early rehabilitation care for children with autism spectrum disorder using
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BBepeHue

B coBpemMeHHOI1 pocCUiCKO TTpaKTUKE KOMILIEKCHAs
MEIUKO-TICUXOJIOTO-TIeIarOrMIecKast IIOMOIIb IETSIM paH-
HETO BO3pacTa C pacCTPOMCTBAMHU ayTHCTUIECKOIO CITIeK-
tpa (PAC) saBisieTcs aKTyaabHOM 3amadeil. ABTOpPHI 00JIb-
IIMHCTBA HAyYHBIX MCCICIOBAHUN CXOMSITCSI BO MHECHHU
0 ToM, 4TO 3¢ deKTUBHOCTDL MomMomu aetsaMm ¢ PAC Bo
MHOTOM 3aBHCHUT OT (paKTOpa BpeMEHU Hayaja IOMOIIU
pebeHKy 1 ero cembe. OOI1IeM3BECTHO, YTO HauboJiee paH-
Hee Hayajio ITIOMOIIY peOeHKY C HapyIIeHEeM B pa3BUTHHI
OyaeT CIocoOCTBOBATH €ro Jydllieil peabuInTaLMU U IIpe-
IISITCTBOBATh €T0 MHBAIMAN3AIINK. PaHHSISI ITOMOIIB 0CO-
OBIM JIETSIM CIIOCOOCTBYET TOMY, UTO OOJIbIIIOE YMCJIO JeTei
10 TOCTVKCHUM UMH JOIIKOJILHOIO MIIM IITKOJIBHOTO BO3-
pacTa UMEIOT BO3MOXHOCTB ITOCEIIATh Ha OOIIMX OCHOBA-
HUSIX AETCKHUE CaIbl M IITKOJBI, TEM CaMBIM CHHUXaETCS
Harpyska Ha CUCTeMY CIELIMaIM3UPOBAHHBIX KOPPEKIIU -
OHHBIX YUPEKICHUM.

CymectByonias B Poccuu cucreMa paHHe ToMOIITA
ellle IIPOXOIUT CTAINIO CTAHOBJICHUS M HE B TIOJIHOM Mepe
o0JragaeT BceM KOMIILJIEKCOM TEXHOJIOTUI, HEOOXOTMMBIX
IIJISI MAaKCUMAaTbHO 3P (PeKTUBHOM paboThl. OTHOI M3 TaKMX
TexHoJiorui MoxHo cuutath Meton DIR/Floortime, 00y-
YeHHE KOTOPOMY CTaJI0 BO3MOXHO Ha KOMMEPYECKOM OC-
HoBe B Poccum ¢ 2014 1.

Kpatkoe omncanne merona DIR/Floortime. DIR sBiisi-
€TCsl HAy9HO 000CHOBAaHHBIM TePAIIeBTUICCKIM ITOIXOIOM,
1IeJIb KOTOPOT'O — TMarHOCTUKA, a TAKXKe pa3paboTKa Ipo-
IrpaMMBbI ITIOMOIITN, OCHOBAaHHOI Ha B3aMMOOTHOIIIECHUSIX,
VUUTHIBAIOIINX YPOBEHD Pa3BUTHS KaXKIOTO peOeHKa, €ro
0COOEHHOCTH BOCIIPUSITHSI, MOTOPUKHU, SMOLIMOHAIBHOMI
cdepbl 1 KOTHUTUBHBIX PyHKuui. Floortime — rimaBHas
METOJMKA pealu3alu MporpaMMbl, «IIeJeBasi Urpar, a
Takxe ¢pumnocodus moaxona [3].

IMomxox DIR/Floortime 0THOCST K TaK Ha3bIBAaEMbIM
COLIMAJIBHO-TIParMaTHYeCKUM ITOAXOIaM, HaIIpaBJIeHHBIM
B TOM uucie Ha ooydeHue poauresneti [10]. B moagxone DIR
[JIABHOM 1I€JII0 BMEIIATEIbCTBA SBJSCTCSI IOCTPOCHME
OCHOB [IIJIsI 3I0POBOTO PAa3BUTHS peOEHKA ¢ ITOCIeq0Ba-
TEJIbHBIM IIPOXOXICHNEM UM BCEX HEOOXOMMMBIX IS He-
ro atanoB. A6opeBuaTtypa DIR o603HauaeT 3 Ki1ioueBBIX

MTOHSITHUS: pa3BUTHE, MHIUBUAYAIbHBIC PA3INIMs U OTHO-
meHus (Developmental, Individual differences,
Relationship).

PaspuBaromas (D) CyTh KOHIIETIIIN BBIPAXKACTCSI B TOM,
YTO ITOIXO ITOIIEPKUBACT PA3BUTHE COLIMATBHBIX, SMOIIMO-
HaJIBHBIX M MHTEJUIEKTYaIBHBIX criocoOHocTel. C TOYKHU
3peHust Mmetona DIR, mpuoputeTHOe 3HaYeHMeE IJIs pa3Bu-
THS peOeHKa MMEIOT (DYHKIIMOHAIBHBIE COLIMATIBHO-9MO-
IIMOHAJIbHBIE CIIOCOOHOCTH, ONMMCAHHBIC OCHOBAaTeJIeM
JIAHHOTO IToaxoaa moKropoM-nicuxuarpoM C. [puHcrieHoM
B BHUIIE MePapXUIECKU OPraHU30BaHHBIX HABBIKOB, KOTOPBIE
Ha3bIBAIOTCA CTYIIEHSIMU (QYHKIIMOHAIBHOTO COIIMAIbHO-
SMOLIMOHAJIBHOrO pa3BuTus [3]. Becero ObILIO BhIIEIECHO
nopsiaka 12 crymeHei, HO IepBble 6 U3 HUX SIBIISIIOTCS
0a30BBIMU U IIPU YCIOBUHA 300POBOTO Pa3BUTHS JOCTUTA-
I0TCSI peOEHKOM K S5 rojiaM >KU3HMU.

K nepBbIM 6 CTyIEHSIM OTHOCSITCSL:

1. Camoperyisiiiysi, BHUMaHUE ¥ MHTEPeC K MUPY (TIpH
HOPMATMBHOM Pa3BUTUY JOCTUTAIOTCS pebeHKOM B 0—3 Mec
KM3HM). PeOEHOK, OCBOMBIIMIA 3Ty CTYyIICHb, MOXET OCTa-
BaTbhCsI CITOKOMHBIM 1 BKIIIOUYCHHBIM, TIPOSIBIISITE MHTEPEC
1 yIepXUBaTh 00Illee BHUMAHNE, TIOHMMATh CBOM OIIY-
IIeHUS.

2. KonTtakT, o01IeHre, MpUBI3aHHOCTD (IIpX HOpMa-
TUBHOM Pa3BUTUU JOCTUTAIOTCS peOEHKOM B 2—4 Mec
K13HM). PeOCHOK, OCBOMBIILINIA 3TY CTYIIEHb, MOXET OTBE-
YyaTh Ha SMOLIMOHAJbHBIA KOHTAKT YJIBIOKOU U Apyroi
SMOLIMOHAJIBHOM peaKlMei, IMPeaBKyIIaTh KOHTAKT.

3. MauiaTuBa v IByCTOPOHHSIST KOMMYHUKALIVS (TIPU
HOPMAaTUBHOM Pa3BUTHH JOCTUTAIOTCS peOCHKOM B 4—12 Mec
KU3HU). PeOEHOK, OCBOMBIIINIA 3TY CTYITEHb, MOXKET MHUIIV-
MPOBATh SMOIMOHAIBbHBIN KOHTAKT, ITeMOHCTPUPOBATh
COBMECTHOE BHMMAaHME (TPEYTOJIbHBIN B3IJISII), UCTIOIb-
30BaTh IJI1 KOMMYHUKAITUY IBIDKEHUS, KECTHl 1 MUMUKY,
MHTEPECOBATHCS UTPOI CO B3POCIIBIM C UCITOIb30BaHUEM
IIPEIMETOB.

4. PemeHue conMaibHBIX 3a1a4 U (popMUpOBaHME Ca-
MOCO3HaHUS (IIpX HOPMATUBHOM Pa3BUTHH JOCTUTAIOTCS
pebeHKoM B 12—18 mec xku3HM). PeObeHOK, OCBOMBIIIMIA 3TY
CTYIIEHb, MOXET BBIPaXKaTh CBOM YyBCTBA, XKeJIaHMS 1 ITPOCh-
OBI C ITOMOIIIBIO 3MOIIMOHAIBHBIX CUTHAJIOB (MEXKIOMETHSI,
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3BYKM, MUMHKA M T.II.), IMETb IPeICTaBIeHNE O ceOe Kak
00 OTIeIbHOM CYOBeKTe (paHHee CaMOCO3HAHME), IEHCT-
BOBATh C Y4ETOM JEHCTBUI IPYroro, MOHUMATh HeBepOaTb-
HBbIE CUTHAJIBI YeJIOBeKa, IIPOSIBIISITH AMIIATUIO, TIOIACP-
XuBaTh auajor u3 20—30 KOMMYHUKATUBHBIX LIMKJIOB,
pemaTh 3aJa4M COBMECTHO CO B3POCJIBIMU, TJIAHMPOBATh
U BBITIOJTHSITH ITOCJICIOBATEIbHOCTD NEUCTBUI IJIST TOCTH -
KEHUSI ONpeIeICHHBIX IIeJICH.

5. @opMUpoOBaHUE CUMBOJIOB, UCIIOIb30BAHUE CJIOB
W TIOHSATHI (TP HOPMAaTUBHOM Pa3BUTUU TOCTUTAIOCS pe-
0eHKOM B 2,5—4 roma xxu3Hu). Pe6eHOK, OCBOMBIINIA 3TY
CTYIICHb, MOXXET 0003HAYATh ICHCTBHS 1 IIPEIMETHI CJIOBOM
WIN IIPEeAMETOM-3aMECTUTEIEM, TOBOPUTH O CBOMX HaMe-
PEHUSIX, KeJIAHMSIX 1 YyBCTBAX, ITOAICPKUBATH AUAJIOT I~
Hoit B 30 1 0ojiee KOMMYHUKATUBHBIX IIMKJIOB, UTPATh
B CIOXETHO-POJIEBBIC UTPBI HA SMOIIMOHAIbHO-3HAYMBIC
TEMBI, OTBEYaTh Ha BOIIPOCHI «KTO?», «4TO?», «THe?».

6. DMOLIMOHAJIBHOE MBbIILJIEHUE, JIOTUKA U YYBCTBO
peaTbHOCTH (IIPM HOPMATUBHOM DPAa3BUTUM TOCTUTAIOCS
pebeHkoM B 4,5—6 et xu3Hn). Pe6eHOK, OCBOMBILNIA 3Ty
CTYIIEHb, MOXET JIOTUYECKHU CBSI3BIBATh 2 M 00JIce WIeH,
3a/1aBaTh BOIIPOCHI «4TO?», «Tle?», «Koraa?», «modemMy?» u
OTBEYATh HA HUX, JJOTUIECKU OOBSICHSATH CBOU NEHCTBUS 1
ITOCTYIIKH, PACCYXXIATh O IIPUIMHAX ITOCTYITKOB IPYTUX JIFO-
Iieli, OpUeHTUPOBATHCSA B IIPOCTPAHCTBE M BpEMEHH, ILjIa-
HUPOBATh HECKOJIBKO I1aTOB BIIEpe, IIOHUMATD IIOCTICICT-
BUSI A€HCTBUIA, OTIMYATH PEaIbHOCTD OT (DaHTa3MIA.

HNunusnayaasasiv pasmmansm (1) mproaeTcs 6obIinoe
3HaYCHME, IO HUMH ITIOHUMAIOTCS TaKKe (PaKTOPHI, BIIH-
SIFOIIME Ha pa3BUTHE peOeHKa, KaK CIIOCOOHOCTh 1 CKOPOCTh
nepepadboTK MH(pOPMAIY, CIIOCOOHOCTh K CAaMOPETyJIs-
1IMH1, YYET CEHCOPHBIX U MOTOPHBIX 0COOEHHOCTEN peOeHKa
(CEHCOMOTOPHBII MPOUIIB), a TAKXKE 0COOEHHOCTH CEMbU
¥ B3auMooTHolIeHui B Heil. B momxome DIR/Floortime
IIMPOKO MHTETPUPOBAHBI IIPEACTABICHMS IProTeparneBTa
JIxxuH Aiipec U ee Teopusl CEHCOpPHOI uHTerpauuu [1].
Brigensiiores Takre HaBbIKH, KaK:

1. CrtocoOHOCTH peryisiuy (peaKTUBHOCTD HEPBHOM
CHCTEMBI), ONKCHIBAIONINE OOIIYI0 YYBCTBUTEIBHOCTH
B KaXJI0ii CEHCOPHOI 00J1aCTH.

2. JIBurarepHOe IUIAaHMPOBaHKE (CITOCOOHOCTH Opra-
HHU30BaTh CUTHAJIBI OT CEHCOPHBIX CHUCTEM U IIPOCTPOUTH
JIBUTATEJIBHBIN IUIAH IS JOCTYRKeHUS 11e1n). OTBevaeT 3a
CITOCOOHOCTD B3aMIMOIEMCTBOBATD C OKPYKAIOIINM MUPOM
Bellleil 1 SMOLIMOHAILHO HAIIOJHEHHOE OOIIEHHE C APY-
TUMH JIIOIbMH.

3. CriocoOGHOCTh pearnpoBaTh Ha 3BYKH, KECThI U Bep-
OanbHYI0 KOMMYyHUKaluio. [1o3BossieT pebeHKY OpueHTH -
pOBaThCSI B MUPE 3BYKOB U BBIIEISATH M3 00IIero oHa
SMOLIMOHAJILHO 3HAYMMBbIC 3BYKH, & TAKXKE BBIICIISITH TOJIOC
YeJIoBeKa KaK IIPUOPUTETHBIMN.

4. Wcronp30BaHre BOKAIN3AIINil, )KECTOB, CJIOB U pe-
YU 11 KOMMYHUKaUuu. JlaHHast CIOCOOHOCTh peain3y-
ercst O6arogapsi BOSMOXKXHOCTH YIIPaBJISATh CBOUM TEJIOM
IIJIST OOBSICHEHUSI CBOMX HAMEPEHUIA.

5. 3pUTEIBLHO-TIPOCTPAaHCTBEHHAsI 00paboTKa MHGMOP-
mauuu. [To3BossieT pebeHKy HabIIoAaTh 32 OKPYKAIOIIM
MUPOM, CTaBUTh LEIW U JOCTUTATh UX. B 3Ty Kareropuio
BXOIISIT KaK CaMH CIIOCOOHOCTH 3peHUSI, TaK M BO3MOXKHO-
CTU JOCTUTHYTD XEJIaeMOT0, HUCIIOIb3Ys CBOE TEJIO, AKTHB-
HYI0 paboTy BeCTUOYJISIDHOTO arrapara.

6. ITpakcuc Kak CIrocCOOHOCTh MO3ra MHTErPUPOBATH
BCE, YTO OBLIO BOCHPUHATO IIsI (DOPMUPOBAHUS UIEH,
CO3IaHMsI TIOIIArOBOrO IUIaHA, a TAKKE KaK amanTalns K
W3MEHEHUSIM U IIPETIITCTBUSIM.

Otnomenns (R). PazBuBariIee meiictBue momxoma
oImpaeTcsl B cBOeil 0a3e Ha OTHOIIECHUS U MCITOJb3yeT
SMOIIMOHAIPHO-3aPSKEHHBIC OTHOIIICHMS KaK IBUTATEIIb
pasButus. Konuenuus DIR B cBoeit ocHOBe ornupaeTcst
Ha TeopuIo npuBsi3aHHOCTHU /K. boyiabu, cornacHo orpe-
JIEJICHIIO KOTOPOTO IIPUBS3aHHOCTH — 3TO TECHAsI 3MOIIHO-
HAJIbHAS CBA3b MEXYy PEOEHKOM U €r0 POAUTETIEM, HEOO-
XOJIUMasI JUISI €0 3A0POBOTr0 IICUXMYECKOTO pa3BUTH [2].
Hepenko BciaeacTBre HEBPOJOTHMYECCKMX HApYyIICHUM
y pebeHKa OTHOLIECHMS MPUBSI3aHHOCTU MEXIy OCOObIM
peOeHKOM U ero 0JIM3KMMU B3POCIBbIMUA MOTYT HApyllIaTh-
cs1. CooTBeTcTBeHHO 3amadamu nonxoga DIR/Floortime
B TOM YMCJIC SIBJISTIOTCSI TIONACPKKA M YKPEIUICHUE OTHO-
IIEeHUI MPUBSI3aHHOCTU B CEMbBSIX C OCOOBIMM JICTHMH.
IToMuMO HeTOCPEACTBEHHO OTHOIICHUIA TTPUBSI3aHHOCTH
B IIpoLIecCce MOTO0HBIX SMOIIMOHAIBHO-HACHIIIICHHBIX OT-
HomeHuit B nogxone DIR/Floortime mporcxonut pa3Butre
0a30BbIX CTYTICHEH (PYHKIIMOHATBHOTO COLIMAIEHO-3MOILIO-
HaJIbHOTO pa3BUTHA. HemocpencTBeHHO mpaKTUdecKast
peanm3ainsl MeToaa IMPOUCXOMAUT Yyepe3 IMOIIMOHATIBHO-
3apsLKEHHBIC B3aUMOOCHCTBUSL BHYTPY OTHOILUEHUM MEXITY
PeOCHKOM 1 BOCTIMTATEJIEM, B POJIA KOTOPOT'O TOJDKHBI BbI-
CTyIaTh He TOJIBKO ITeIarori, HO pOOUTEIN PeOCHKA.

Takum oopazom, DIR/Floortime — 3T0 KOMITIEKCHBIM
ITOIXOJ, YIMTHIBAIOIINI YPOBEHb Pa3BUTHS peOCHKA, €T0 MH-
IUBUIYaTbHBIE OCOOCHHOCTU U CHCTEMY €r0 OTHOIICHUIA
¢ mpyrivu monbMmu. C Toukm 3penust momxona DIR /Floortime,
NoMOYb peOeHKY IpeoaoJieBaTh UMEIOIIUECS TPYIHOCTU
B pa3BUTHH BO3MOXKHO Yepe3 SMOIIMOHAIBHBIC OTHOIIICHMS
C HMAM, IPUHSB B Ka4Y€CTBE OTIIPABHOM TOYKU TEKYIIWAA
YPOBEHb €T0 Pa3BUTUS, YIUTHIBAsI €0 MHINBUIYaIbHBIC
0COOEHHOCTH, MOOYXaast ero K cColMaJbHOMY, 3MOLIMO-
HaJIbHOMY 1 MHTEJIJICKTYaJIbHOMY Pa3BUTHIO.

Onucanne KOMILUIEKCHOI MpOrpaMMbl, pa3padoTaHHOi
B Ilentpe 3mopoBbs m pa3sutus uMm. Cearurens JIykm.
Ha 6a3e meroma DIR/Floortime u ero mpuHIIMIIOB U TEX-
HoJioruit B LleHTpe 3mopoBhbs U pa3BUTHS UM. CBATUTEIIS
Jlyku (. Mocksa) ObUIa pa3paboTaHa KOMIDICKCHAS IIPO-
rpaMMa IIOMOIIIH AETSIM PAHHETO 1 JOIIKOJILHOTO BO3pacTa
¢ PAC u mpyrumu HapyIeHUsSIMHA B pa3BuTuu. Komrurekc-
HOCTb IIpOrpaMMBI ObLIa OOYCIOBIEHa TeM (DaKTOM, YTO
ayTHCTUUYECKOE paccTpoicTBO Kinaccuduumpyercss B MKB-10
KaK pacCTPOMCTBO pa3BUTHUSI, UTO B CBOIO OUYepeIb IIPeI-
rnoJiaraeT KOMILIEKCHBII XapakTep HapylleHuil y neteit. Kak
npasuio, y aeteit ¢ PAC moMuMmo HapylieHUsT OOIIeHMUs
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U COIMAIIbHO-3MOIIMOHAIBHON B3aMMHOCTH MOTYT Ha-
OTIOMaThCS pa3HBIC IO BEIPAXKCHHOCTH HAPYIICHUS DKC-
NPECCUBHOM U MMIIPECCUBHOM pe4yu, ITO3HABATEILHOIO
Pa3BUTHS, 3PUTEIHBHOTO BOCIIPUSATHS, a TAKXKe TUCHYHK-
LIAU CEHCOPHOM MHTETPALIUU, TPYIHOCTHU JBUTATEIIBHOTO
IUIAHUPOBAHMSI, TOHYCA MBIIII, 3pUTEIbHO-MOTOPHOM
koopauHaMu. O4eBUIHO, YTO TSI YCTICIITHOM ITOMOIIIN
0COOBIM AETSIM, UMEIOIINUM TaKOr'o poia KOMIUICKCHEIE
HapyIICHUS Pa3BUTHUSI, X X CEMbSIM B OOJIBIIICH CTCTICHI
OyayT NOAXOAUTh KOMIUIEKCHbIE TIPOrPaMMbI ITICUXOJI0TO-
IeJarormIecKoi ITOMOIIH, B paMKaX KOTOPHIX CIIEIIAaIIH-
3MPOBAHHOE pa3BUBAlOIee BO3MEHCTBHE OyIeT HAIlpaB-
JIEHO Ha IIOMOIIb 0COO0OMY peOeHKY B MpeodoJIeHUU
HECKOJIbKUX TPYIHOCTEM PA3BUTHS, A TAKXKE HA BOBJIEYE-
HHE CeMbU peOeHKa B IIPOIIECC TAHHOM ITOMOIIIN.

IMomxox DIR/Floortime 6arogapst cBoeit KOMITIEKC-
HOCTH TIO3BOJISICT OOBEIMHUTD YCHIIMS CIICIIHMAIMCTOB
W poauTeiell M co3aTh TUIaH MOMOLIM peOeHKy. B pamkax
LenTpa 3mopoBbs 1 paszsuthst uM. Cearurensa JIyku B 2018 1.
OblL1a co3aaHa moaoOHast KOMILIEKCHas IIporpaMma roMo-
11U JETSM PaHHETO M JOLIKOJIBLHOTO BO3pacTa, UMEIOLIUM
paccTpoCTBA pa3BUTHUSI, M X CEMbSIM. JlaHHasI IporpaM-
Ma Ha OpPraHM3allMOHHOM YPOBHE IIPEACTaBIISIET COOOM
KOMIUJICKCHBIII BapuaHT 3aHSATUM, B paMKaX KOTOPBIX
B TeueHue 1 yueOHOro gHs pebeHOoK IoceniaeT 4 Buia 3a-
HATHUI, ¥ KaXII0e U3 HUX HAaIIpaBJICHO Ha ITOMOIIb peOeH-
Ky B pa3BUTUM OIIpeAeSIeHHBIX ClIOCOOHOCTEe. OxapakTe-
pU3yeM 3TU 3aHSITUS OoJiee MOAPOOHO.

Tepamusa Floortime (40 MuH) nMeeT UTpoBoit opmat
1, KaK IIPaBWIO, IIPOBOAMUTCS B IPUCYTCTBUU U C aKTUB-
HBIM y4acTUeM OJIM3KOTO B3pOCIOro AJisl JAHHOTO pebeHKa.
Cama Tepanusi IPOBOIUTCS CIIELIMATTUCTOM-TICUXOJIOTOM,
Ha UTPOBOM CeaHCe B 00s13aTeIbHOM MOPSIIKE JODKeH Ha-
XOIUTHCS OJIM3KUK B3pOCIbI pebeHKa, KOTOPhIA B 3aBU-
CHMOCTH OT 3Tara paboThl MOXET KaK 3aHUMATh IO3UIIUIO
HaOJII0MaTesl, TaK M aKTMBHO BOBJIEKAThCSI B UTPOBOE B3a-
nmMmozeiicTeue. Ha maHHOM MTPOBOM ceaHce, KaK IIpaBUJIo,
IIPOMCXOIUT CYIIePBU3US POAUTEILCKOM UTPHI C PpEOSHKOM
C TIOC/ICIYIOIIMMM PEKOMEHIAIUSIMU, IIPOBOIUTCS pabo-
Ta 110 Pa3BUTHIO 3MOIIMOHAIBHOTO BOBJICYCHUSI OITM3KOTO
B3POCJIOTO BO B3aUMOIEUCTBUE C peOCHKOM, MOIICPKU-
BAIOTCSI OTHOIICHUS IIPUBSI3aHHOCTU B THANe «PeOCHOK—
ponutenb». OCHOBHOI 1enblo ceaHca Floortime siBisteTcst
pa3BuTHE Y peOeHKa HaBBIKOB, OTPAXKCHHBIX B CTYIICHSIX
COLIMAJIBHO-3MOLIMOHAIBHOTO Pa3BUTHS, B 3aBUCUIMOCTH
OT TWIA TPYAHOCTEN Y KOHKPETHOTO pebeHKa. B repByio oue-
pens maHHas paboTa HalpaB/IeHa Ha YCTaHOBJICHUE SMOILIO-
HAJILHOIO KOHTAaKTa, HaBbIKA Pa3eIeHMs SMOLIMI, pa3BUTHE
0OIIIeTO ¥ COBMECTHOTO BHUMAHMSI, IBYCTOPOHHETO KOHTAKTA,
VHMILIVATYBBI, COBMECTHOM CIO>KETHOI UTPHL.

3ansTue urposoro Joronena-aedexkronora (40 mun).
IIpoBomurcs oromnenoM-neheKToJI0roM, UMEIOIINM TIe-
pernonroToBKy B pamkax nomxona DIR /Floortime, B ipucyT-
CTBUH (B HEKOTOPBIX CIIy4asX — C aKTUBHBIM yJaCTHEM) PO-
IuTeNnell pedeHKa. 3aHATHS IIPOBOMSITCS B IOJYCTPYKTY-

prpoBaHHOM (hopMaTe W HaAIIPaBJICHBI HA Pa3BUTHUE Y pe-
OeHKa MOTMBAIIMOHHO-TTOTPEOHOCTHOM chepbl KOMMYHMKA-
LIMM, KOMMYHUKATUBHBIX HABBIKOB, BepOATBHBIX 1 HEBEP-
OaJTbHBIX CPEACTB OOILEHMSI, SKCIIPECCUBHOM 1 UMIIPECCUBHOMN
peur 1 ee KOTHUTUBHO# (BOCIIPUSITHIC, BHIMAHME, MBIIIUICHIE
1 1Ip.) ¥ MOTOPHOI 6a3bl, YOpMUPOBaHME IIParMaTIeCKOi
KOMIIETCHIIMM pPe4l, pa3BUTHE MHTEepeca K MO3HAHUIO
OKPYXaIoIIero Mupa.

3ansATHEe KHHEe30Tepanueil ¢ 3JIeMeHTAMH CEHCOPHOIt
unTerpamuu (40 mun). [TpoBOIMTCS CIIEIIMATIMCTOM 11O KH-
He30Tepaliu, IPOIISIIINM IIOATOTOBKY B paMKaX CeH-
COPHO-MHTErpaTUBHOM Teparnuu no JIx. AiNpuc 1 moaxo-
ma DIR/Floortime. B pamkax maHHBIX 3aHSITUN WUIET
paboTa HaJ pa3BUTUEM KPYIHON M MEJIKO MOTOPUKH,
3PUTEILHO-MOTOPHOM KOOPIUHAIINY, HABBIKOB MOTOPHO-
ro IUIAHMPOBAHMS, PETYJSIIMKM TOHYCa MBIIII, pabdoTa
C CUMIITOMaMM TUCGYHKIIUNN CEHCOPHOM MHTETPALIVH.

CencopHo-urposas rpymma (15—20 mun). 3aHsTHE IPO-
BOIUTCS B IIPUCYTCTBUU M C aKTUBHBIM Y4aCTHUEM POIUTE-
nei. Ilenu rpymnmnbl — BOBAEYEHUE IeTeld B OOlLMe BUIbI
aKTUBHOCTHU, Pa3BUTHE Y HUX OOIIETO BHUMAHMS, CAMO-
PETYJISILIMKI, IOHUMAaHUE CTPYKTYPHI IIpoIiecca, 0O9epeaHO-
ctu. IpyrnnoBoe 3aHsATHE TIpeICTaBIsIeT COO0M HAbOp aK-
TUBHOCTEH U (hOIBKIIOPHBIX UTP (HAIIpUMEP, XOPOBOIHI,
UTpa B «IICUKY»), PUTYaJIOB IIPUBETCTBUS W IIPOIIAHNS.

B pamkax Haleil KOMILUIEKCHOH IporpaMMbl Mbl HC-
ITOJIb3yeM KOMAHIHBIN ITOIXO0/, CMBICI KOTOPOTO PaCKpPhI-
BaeTCsl B TOM, UTO BCE CIICLIMAIMCTHI, 3a0¢iiCTBOBAaHHBIE
B IIporpaMMe, pa3lelIsIioT U IPUMEHSIOT B CBOEi paboTe
ocHoBHBIe TIpuHIUITEL Momen DIR/Floortime, duroco-
¢uro JTaHHOTO MOIX0Ma 1 OOIIMIA B3IJISI HA TIOMOIIb OCO-
OBIM JeTsIM. boibitioe 3HaUeHME yIesieTCsI KOMMYHUKALIMHI
1 OOMEHY OITBITOM, YTO IPEIITOJIaracT Pery/IsIpHOE COBMECT-
HOe 00CY:XIIeHNE 1 aHaJIU3 ITPOBEACHHBIX 3aHATHI Ha KOH-
CHJIMyMeE IIJ1sT BEIPAOOTKM COBMECTHOI 3(h(heKTUBHOM CTpa-
TETMH MOMOIIN KOHKPETHOMY PeOSHKY 1 €TI0 CEMbeE.

Kowmmnekchrie 3ansarus no Metomy DIR/Floortime, kak
MIPaBWJIO, TIPOXOAIT B ¢hopMaTe PeryIsipHBIX MOCEIICHMI
(2—3 paza B Hezienmo) B TeueHre yaeObHoro roga. Kpome Toro,
C pOOUTENISIMU B 00513aTEIbHOM TTOPSIIKE 00CY2KIAeTcsi HE00-
XOIMMOCTb CAMOCTOSITETBHO paboTaTh C peOeHKOM B (hopMa-
te Floortime exenHeBHO 6—8 pa3 B 1eHb 110 15—20 MuH.

XapakTeprCTHKA OIEHOYHBIX IMKAJI, PUMEHSIEMBIX B PAMKAX
HamIero uccjiemxoBanus. /{711 olleHKU pe3yIbTaTOB HAIIeTo
HCCIIeI0BaHMUs OB BHIOPAHBI IIIKaIa afalTUBHOTO IO~
BeneHus Baitnnenn (VABS) u mkana cTpyKTyprpOBaHHO-
ro HabmoneHust FEAS.

IlIkana amanTusHoro nosexenns Baitnnena (Vineland
Adaptive Behavior Scales, VABS) — u3BecTHBI1 1 00111€-
MIPUHATBIA HA MEXITYHAPOIHOM YPOBHE IUATrHOCTUYECKUM
WHCTPYMEHT OLICHKU JeTei oT poxkmeHus 1o 18 et 11 mec
KaK ¢ HOPMOTUITMYHBIM, TaK ¥ C HAPYIIIEHHBIM Pa3BUTHEM,
IIMPOKO HCITOJTB3YeTCS B KIIMHMIECKOM, TICHXOJIOTO-TTeIaro-
TMYECKOM TIPAKTHKE, a TAKXKE B HAYIHO-HCCIICIOBATEIHCKIX
uensx. Illkana npeacrtaBasieT coOOM IONAYCTPYK-
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TypUPOBAHHOE MHTEPBBIO, B XOMIe KOTOPOTO Ha BOIIPOCHI
OTBEYAIOT POAUTEIU peOeHKA WM JIIOIU U3 ero oymxai-
IIIETO OKPYKCHUSI.

[IIxana oueHMBaeT 4 OCHOBHBIE C(PephI KU3HEACATEb-
HOCTH: KOMMYHUKAIINIO, TTOBCETHEBHBIC KUTEWCKIE Ha-
BBIKM, COLIMAJIM3AIINI0, MOTOPHBIC HABBIKM; KPOME TOTO,
IIKaJja IeTaTU3UPyeT OO YPOBEHb aTfallTUBHOCTH pe-
6eHka [5—8]. MeTonuka 1o3BOJISIET TPEACTABUTh MHIM -
BUAYAJIbHBIA CTaTyC B 00JIACTU aJalITUBHOTO MOBEACHUS
U OIICHUTD €TI0 COOTBETCTBHE OMPEACICHHBIM BO3PACTHBIM
HOpMAaTHBaM.

KoMMmyHMKAaTHBHAS 1IKaJIa IPeACTaBJIeHa CyOlLKaIaMu:

— peLIeNTUBHBIC CTIOCOOHOCTH, KOTOPHIE MPOSBIISIIOT-
Csl YMEHHMEM CIIYIIAaTh ¥ BOCIPUHUMATD YCIIBIIIIAHHOE;

— 9KCIIPECCUBHBIC HABBIKM, KOTOPHIE ITPOSBIISIOTCS
BepOaJIbHBIMU U HeBepOaabHBIMUA CIIOCOOHOCTSIMU KOM-
MYHUKAIIH, YMEHUEM TIPUMEHSIT IIOHSITHUS U BBIPaXKaTh
COOCTBEHHbIE MBICIIH;

— IMHAChbMEHHBIE CIIOCOOHOCTH, IIPEICTABIISIONINE CO-
0olf yMeHHe IUcaTh U YUTaTh, BBIpaXaTb CBOM MBICIIH
¥ SMOIIVH B IMCbEMEHHOM BHJIE.

IIIxa;a moBcemHEBHBIX XKUTEHCKIX HABBIKOB, PaCIIpe-
JIEJICHHBIX MEXIY CICTYIOIIMMHY CyOIIIKaJIaMM:

— JIMYHBIC HABBIKU: HABBIKM IT0 CAMOOOCITY>KMBAaHHUIO,
COOJTIOICHNE JIMIHOM TUTHEHBI, 3aIlMTa CBOETO 310POBBSI;

— IOMAaIIHNE HAaBBIKU: IIOMOIIb B3POC/IBIM B BEICHUN
JMIOMaIITHUX 1eJ1 (yOopKa ITo oMy, COOTIOAEHUE YMCTOTHI
B CBO€Ii KOMHATe U T.1I.);

— OOIIECTBEHHBIC HABBIKK: YMEHHNE OPUCHTHPOBATHCS
BO BPEMEHM U IIPOCTPAHCTBE, BaJcHUE IIPpaBIJIAMU T10-
BeICHNS B OOIIECTBEHHBIX MECTaX.

Ilxana couranu3aluuy BKJIOYAET CyOLIKAJIbI:

— MEXIMIHOCTHOE B3aUMOICICTBHIE: YMEHHE PACIIO3-
HaBaTb 3MOLMU IPYIUX JIOAEN, HABLIKM YCTAHOBJIEHUS
3((HEKTUBHOTO B3aIMOIECTBHS C OKPYKAIOIIMMMU;

— UTPBL; YMEHUE UTPATh C IPYTUMM JETbMU, TETUTHCS,
COTPYIHUYATB;

— HaBBIKY COTPYIHUYECTBA: BJIaICHUE U COOIIOACHUE
0O0IIeMPU3HAHHBIX HOPM U IPaBUJI TTOBEIECHMSI B OOIIIECT-
Be, YMEHME KOHTPOJIMPOBATh CBOE ITOBEACHHE.

IlIxana MOTOPHBIX HABLIKOB COACPKUT CYOIIIKaJIbI:

— rpy0asi MOTOpHKa: BJIaficHMe KOOpAuHalueil coo-
CTBEHHOTO TeJa;

— MeJIKast MOTOpUKA: YMEHIE MaHUITYyJIUPOBATh MEJI-
KAMU TIPpeIMETaMU.

Illxama me3agalTUBHOIO MOBEACHUS IIPEIIIoaraetT
BBISIBIEHME IPOOJIeM B ITOoBeIeHU pedeHKa. JlaHHast 1ka-
Jla Ucnosb3yeTcd ¢ 5 yieT. Tak Kak B HallleM MCCIeA0BaHUM
Y4acTBOBAJIM IETH MJIAMIIETO JOIIKOJIBHOTO Bo3pacTa (10
37 Mec), 3Ta IIKajia He UCII0JIb30BajIach.

IIIkana FEAS B TeopeTruecKOM IUIaHe SBJISIETCS Tpa-
KTUYECKMM BBIpaK€HUEM TECOPUM Pa3BUTHUS (DYHKIIHO-
HaJbHBIX COIMAIIbHO-3MOIIMOHAIBHBIX CIIOCOOHOCTEH
pebenka, paspadorannoit C. Ipucrenom, JIx. e Tanru
u C. Yunep (2003) [9]. IlIxama FEAS paccuntana Ha OLIEHKY

nmereid oT 7 Mec 10 4 JIeT, KOTOpbIe HaXOMSITCSI B TPYIIIIE
PUCKa WIN UMEIOT TPYAHOCTU B Pa3BUTUU COLIMAJIBHOM
aKTUBHOCTH, MPUBSI3aHHOCTH, B3aMMOICHCTBUS B UTPE
U SMOIIMOHAIBHOTO (DYHKIIMOHUPOBAHMUSI.

Kpowme toro, FEAS BuisiBsIET TTp06IEMBI BO B3aUMO-
IEUCTBUU Y OE€TEU, HAXOOSIIMXCS B CJIOXHBIX CEMEMHBIX
CUTYyaLUSIX WIU UMEIOLLUX POAUTENEI, KOTOPBIX HE MOTYT
00ecCIeuYnTh JeTSIM OJIarONPUSATHYIO CPeAy Pa3BUTUSI.

VYHuKanbHOCTh MeTona nuarHocTuku FEAS 3akimoua-
€TCSI B TOM, UYTO OH BKJTIOUACT IIKaJTy OLICHKU KaK peOeHKa,
TaK M BOCIIMTATENISI, U TEM CaMBIM IT03BOJISICT OILICHUTH
He TOJIbKO YPOBEHbB COIIMAILHO-3MOIIMOHAIBLHBIX 0COOEH-
HOCTeM JeTei, HO ¥ CIIOCOOHOCTU UX POAUTEICH WIN JIULI,
HX 3aMEHSIONINX, K 3(PDEeKTUBHOM NMoaIepKKe B3auMOIei-
CTBUSI C STUMH I€TbMHU Ha KaXIOM 13 YpoBHeEi [9].

HMcnonb3zoBaHue TaHHOM METOAMKHA MOXKET CIOCOOCT-
BOBaTh Pa3BUTHUIO KAYECTBEHHO MHOTO MOAX0Aa, B KOTOPOM
OCHOBHOI1 (poKyc paOOTHI HampaBjieH He Ha pebeHKa
C HapyIIeHHBIM Pa3BUTHEM, a Ha ITOIIEPKKY 1 Pa3BUTHE
MMO3UTUBHOTO B3aMMOJIEICTBUASI MEXIY PEOEHKOM M €T0
3HAYUMBIMU B3pociabiMU. OnpocHbie TucThl Kanbl FEAS
MNpeICTaBISIIOT CO00M OJaHKM, 3alOJIHsIEMbIe OTIEJIbHO
JIIJIST BOCTIMTATES (POMUTEIS MJIH 3aMEHSIIOIIETO o JINIIA)
U OTJIEJILHO JIJIsl peOeHKa.

B 0601x 0npOCHBIX JIMCTAX ONMUCHIBAEMbIE TUITHI HAOIIO-
JlaeMBbIX ITOBEAECHYECKIX ITPOSIBJICHUI1 Pa30UThI 110 6 CTyIIe-
HSIM pa3BuTys, BeigeieHHBIM C. [prHCIEHOM U OIMcaH-
HBIM B TEKCTE BBIIIIE.

FEAS npencraBaseTr co0oit ¢hpopMallbHYIO CUCTEMY
KOIMPOBAHMS MOBEACHMS peOCHKA 1 BOCIIUTATEIS C HC-
MMOJIb30BaHMEM ONMCAHHBIX BBILIE 6 CTyIIeHER (DYHKIIMO-
HaJIbHO-3MOLIMOHAILHOTO Pa3BUTHS.

ITpu pazpadotke meronuku FEAS C. IpuHcnieH ocHoO-
BBIBAJICSI Ha TMIPEATIONIOXKEHUHN O TOM, UTO CTaIUN Pa3BUTHS
(YHKIIMOHAJIBHBIX COIIMAILHO-3MOIIMOHAIBHBIX CIIOCO0-
HOCTE MOXXHO HA0JII0IaTh ITOCPEICTBOM UTPOBOTO B3au-
MOIEMCTBUS MEXIy PeOCHKOM M 3HAYMMBIM JIS HETO
B3POCJIBIM (BOCIIMTATEIEM B ITMPOKOM 3HAYCHUH CJI0BA).
[IIxana pokycupyeTcs: Ha 0COOEHHOCTSIX Pa3BUTHSI peOeH-
Ka 1 CIIOCOOHOCTH B3POCJIOro o0ecIieunBaTh U MOAAEPKI-
BaTh B3aUMOICHCTBUE C HUM.

[Ipy moMoImmM DJaHHOW METOOWKU HEJb3s BBISIBUTH
Kakue-Iu00 oImpeacicHHbIe HApYIICHUS B Pa3BUTHU,
HEJIb3sl TMAarHOCTHPOBATh, HAIIPUMEP, PacCTPOICTBO
ayTHCTUYECKOTO CIIEKTPa, PEAKTUBHOE PaCCTPOICTBO MPH-
BSI3aHHOCTH U T.1. OIHAKO MCITOIb30BaHUE JaHHBIX, T10-
JIydeHHBIX ¢ Tomonibio mKansl FEAS B couetanum ¢ npy-
rumMu, 6osee opMaJIbHBIMU METOAMKAMU, ITO3BOJISCT
COCTaBUTh Pa3BEPHYTHIM MPOGMWIb peOeHKAa 1 HAMETUTD
LIeJIM ¥ 3aJa9y IJIs TIOMOIIY pedeHKy u cembe [9]. C mu-
arHocTuyeckoii Touku 3peHuss FEAS no3BosnsieT 0603Ha-
YUTPH 30HBI pUCKA KaK B PA3BUTHUU, TaK 1 B CTEIICHU POIM-
TEJIBCKOI BOBJICUSHHOCTH B IIPOLIECC BOCITUTAHUS 1, O0JIee
TOT0, IOTEHIIMAIbHEIE TTPOOJIEMbI, HAITPUMEP HapYIICHMS
IIPUBSI3aHHOCTH.
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B 2019—2020 rr. iukana FEAS Obu1a riepeBeieHa Ha pyc-
cKuii s13bIK. Takoke ObLIO MPOBEAEHO UCCIeA0BaHUE, LIeIb
KOTOPOTO COCTOsIJIa B IIPOBEPKE CIIOCOOHOCTH PyCHU(DHUIIN-
poBaHHOM Bepcuy 1mKanbl FEAS BBISIBISTE Te XXe 0coOeH-
HOCTH Pa3BUTHUs 3MOLIMOHANIbHOM cepnl y aeteit ¢ PAC
OT 2 10 4 JIeT, KOTOphie MO3BOJISIET BBISBIATL aBTOPCKast
aHMIOsI3bIYHAsI Bepcys Kabl [ 11]. Pe3ynbraTel nccienopa-
HMSI TIOATBEPIWIIA HAIMIME COIVIACOBAHHOCTH OIICHOK Ha-
Omromaresieil ¢ MCIOIb30BaHUEM KoadduiimeHTa anbda
Kpon6axa. [1oryyeHHBI B pOCCUIICKOM HCCIeAOBAHUM KO-
3¢ GULIMEHT corTIacOBaHHOCTH Ha ypoBHE (0,8 COOTBETCTBYET
3HAYCHUSIM, TTOJTyY€HHBIM aBTOPaMM aHTJIOSI3bIYHOTO HCCIIe-
nosanust 2001 . HopmatuBHBIE 3HaYeHUS TaKXKe COBITAIN
CO 3HAUEHUSIMU aBTOPCKOro rcciaenopaHus [11].

[Ipoliecc TMAarHOCTUKM OPTraHMW30BaH CICTYIOLINM
obpazom. [1cuxonor mpocuT B3pOCI0Oro Urpath C peOeHKOM
B TeyeHUe 15 MUH, KaK OOBIYHO, U BBISIBJISIET IIPU 3TOM
0COOEHHOCTHY UTPOBOIO MoBeAeHUsI. B xo1e urpbl UCIIOJIb-
3YIOTCS HAOOPHI CUMBOJIMYECKUX, TAKTUIBHBIX UTPYIIEK
W UTPYIIKH IS TTOABIDKHBIX UTP, B KOTOPBIX 3aeICTBOBA-
Ha KpyITHasi MOTopyKa. bajuibl, BEICTaBIIeHHBIE 32 CUMBO-
JIMYECKUE M CCHCOPHBIC UTPHI, BBOMSITCS B COOTBETCTBYIO-
1LIME CTOJOLbI YeK-aucTa. TpeTuil cTondel npeagHazHaueH
DI CUTYalluM, KOTHa 3K3aMEHATOp IIeJeHaIpaBICHHO
BBISIBJISIET OCOOCHHOCTH MOBEACHMS peOeHKa.

Ilenp HACTOSIIIETO MCCIIETOBAHMS — OLICHKA TMHAMUKNA
KOMIUIEKCHOM paHHEH IICUXOJIOTO-TIEAArOTMYECKOM TOMOILIN
netsim 3 et ¢ PAC Ha ocHoBe nogxona DIR/Floortime.

Matepuanbl u meToabl

JIu3aiin uccaenopanus. MccienoBaHve mpoBOaUIOCh Ha
6a3e LlenTpa 3m0poBbs U pa3suTvsd uM. Catutens JIyku.
B skcnieprMeHTaNBHYIO TPYIIITY BOLIIM 18 neTeii B Bo3pacTte
3 et (36—47 Mec) ¢ yCTaHOBIEHHBIM IETCKAM IICUXUATPOM
JIMArHO30M JIeTCKOro ayTr3ma F84.0, peabrmmraliist KOTOphIX
mpoBoamiiachk B pamkax nomxona DIR/Floortime. KoHt-
POJIBHYIO TPYIITY COCTaBWIN 19 meTeit Takoro xe Bo3pacTa
U C 9THUM K€ JUAarHO30M, KOTOPBIC HE IIPOXOIIIN JaHHYIO
peadbumurtanyio. C 1eTbMHU 3KCIICPUMEHTAIBHON TPYIIITBI
3aHSTHSI IIPOBOIIIACH CEPTU(MUIINPOBAHHBIMU CIICIIAAIH -
cramu DIR/Floortime nHauBumyanpHO 2—3 pa3a B HEIEITIO.
B 311X 3aHsATHSIX OBLIM 3a1€ICTBOBAHbI POIUTENIN, KOTOPhIE
TakKuM 00pa3oM MPOXOAWI o0ydeHue C LEIbI0 HaAyYUThCS
WCTIOJIB30BaTh MpUHIMITE oaxona DIR/Floortime B mo-
BCEIHEBHOM OOIIIEHUU C PEOEHKOM.

HccnenoBanne mpoBOAUIOCH B TIEPHUO C MasI ITO OK-
T6ps 2021 1.

JmarHocTUIecKue 3aMephl IIPOBOIMIMCH IBAXKIbI: 10
Hayaja peabUIUTaLMKY U 10 OKOHYAHUY peadMINTAllMOHHO-
ro kypca. [1ponomkuTeIbHOCTh peadMIMTalOHHOIO Kypca
cocraBwia 3 Mec. JInarHoCTMYECKHE 3aMephl Cpear AeTeit
KOHTPOJILHOM TPYIIITHI TAKXKE MPOBOMMIIVCH IBAXKILL: B Mae
n okTs10pe 2021 . B mpomexxyTKe MexXIy 3amepamMu AeTU
HE MPOXOAWIN KaKUX-JIM00 KOPPEKLIMOHHBIX 1 peaduInuTa-
LIMOHHBIX rporpamm. 10 neteii (53 %) U3 KOHTPOJILHOM TPYII-

IIbI TTOCEIIATN OacceiiH «AKBaKiIyd AKyIeHoOK», 9 (47 %) —
WHAVBUOYaIbHBIE 3aHATHUS C JedeKTonoroM. 3aroaHeHne
JIrarHocTruuecknx Meronuk Baitnnenn n FEAS ocyiiectsis-
JIOCH ITPH JIMYHOM HAOTIONCHNH 32 IETHMU B ITPOLIECCE 3aHSI-
TUIA, HEKOTOPBIE ITYHKTHI OIPOCHMKA BaiiH jieH 1 3anoTHsIICh
Ha OCHOBE Pe3YJIBTaTOB OITPOCca POIUTENICH.

B xome mccinenoBaHus COCTaB 3KCIEPUMEHTAIbHOMN
TPYIITBl U3MEHUJICS, M 10 KOHIIA MCCICIOBaHUS ITOULIN
ToNbKO 14 nmeteit u3 18. CooTBEeTCTBEHHO B 1-M 3amepe
y4acTBOBaIM 18 meTeil M3 3KCIEepUMEHTATbHON TPYITITHI
1 19 u3 KOHTPOJIBHOIL, BO 2-M 3aMepe — 14 neTeit u3 sKc-
IMepUMEHTAJIbHO TPYIIILI U 19 13 KOHTPOJIBHOIA.

J17151 BBISIBJICHUSI TOCTOBEPHOCTH MOJTYICHHBIX PEe3Yilh-
TaTOB UCIIOJb30BAJIMCh CTATUCTUYECKIE KpUTepu MaH-
Ha—YuTHU U T-Kputepuii YUIKOKCOHa.

Pe3ynbrathbl

Metomuka «IlIkana aganTuBHOro noseaeHus Baiin-
Jenn». Ha puc. 1 nmpeacraBieHo cpaBHEHUE CPEAHUX T10-
KazaTesjen mo mkKajgaM agalnTUBHOIO MOBEICHUS Y AETEeH
aKcrnepuMeHTaabHoU rpymbl. [1o mkane «KomMmmyHuka-
LIMST» COOTHOIIIEHNE MaKCHUMAJIBHO BO3MOXKHOTO B TAHHO
mkaye 6amra (14) u cpemHero 6auia SKCIepUMEHTATBHOMN
rpymsl (2,7) AEMOHCTPUPYET, YTO SKCIIPECCUBHBIC HABBI-
KM Y AETEU DKCIIEPUMEHTAILHOM IPYMITBI 10 HaYayia pea-
OMIMTALIMY HAXOOWINCHh Ha KpaiiHe HU3KOM YPOBHE.

[Ipu 2-M 3aMepe YCTaHOBIIEHO, YTO SKCITPECCUBHBIC Ha-
BBIKHM 32 TICPUOI IIPOXOXKICHMS PeaOMINTALIN 3HAYNTEIHHO
VIYYIIWINCH: CPEIHUI Ol IO TpyIre cocTaBui 7,15.

Ha puc. 1 npencraBieHbl pe3yabTaThl AeTeil 3KCIepU-
MEHTaJIbHOU TpyIIbI 0 11Kajie «[loBceqHeBHbIE XKUTeH -
CKH€ HaBbIKW»; OHY TaKXe HaXOAWIMCh Ha KpailHe HU3KOM
ypoBHe pa3BuTus. O0 3TOM CBUAETEIBbCTBYET COOTHOIIIE-
HHE MaKCHMAaJIbHO BO3MOXHOIO B JTaHHOH IIKayie OaJia
(18) u cpegHero b6ayuta 3KCIIepUMEHTAIBHO TPYIIIHI (3).
ITocne npoxoxaeHus: Kypca peabuiInTaluy oBceIHEBHbIE
JKUTEUCKME HABBIKU CYLIECTBEHHO YJIYUYIIUIACH: CPETHUIA
6as coctaBui 8,25.

Taxxe Ha puc. 1 mpeacTaBlieHbl MOKa3aTeNn OETel
SKCITePUMEHTATLHON I'PYIIITHI IT0 HiKajie « CoLMaan3amms»;
0 HayaJla peaOMIMTAallii OHU ObUIM OYe€Hb HU3KUMU
(cpemnauii 6ait coctapisut 0,91 mpu MakKCMMAaTbHOM LTSI
JMAaHHOW IITKaJIbl 3Ha4eHUM, paBHOM 8). [1pm 2-M 3amepe
YCTAaHOBJICHO, YTO HABBIKM MEXKJIMIHOCTHOTO B3aMMOJIECii-
CTBMSI I COTPYIHUYECTBA 3a IEPUOL ITPOXOXKIECHUS peadu-
JINTAIlAM CYIIECTBEHHO YIYUIIMINCH: CPETHUN Oasll 1Mo
rpymmne coctaBuia 3,71.

Yo Kacaercst 3HaYeHUIH 1IKAIbl «MOTOpHbIE HABBIKI»
y IeTeil, BXOMSIINX B 3KCIIEPUMEHTAIBHYIO TPYIIILY, TO Ha
HavYaJIbHOM 3Tarle MCCIIeIOBAHMS HAOIFOIAJICS JOCTAaTOUHBII
YPOBEHBb Pa3BUTHSI MOTOPHBIX HABBIKOB, a 110 OKOHYAHWH
WCCIIeIOBAaHNS OHU YIydIIich (tadm. 1). B Tabm. 1 mipen-
CTaBJICHBI BBIBOIBI CTATUCTIYECKOTO aHAIM3A IT0 T-KpUTEpHIO
VUIIKOKCOHA AMHAMUKM PE3YJIBTATOB Y JeTei SKCIIEpIMEH-
TAJIbHOW TPYIIIIbIL.



s’ TETCKOM
HEBPOAOT UM

CHILD
NEUROLOGY

8,85

O = N WA U1 OVN OO O

Lkana «<KommyHuKauuma
(3KcnpeccmBHble
HaBbIKK)» /
Communication
(expressive skills)

LLIkana «lMoBceagHeBHbIE
YKUTENCKME HaBbIKN» /
Daily Living Skills

LWkana «Counanmsauus»
/ Social Relationships

Lkana «<MoTopHble
HaBblKW» / Motor Skills

I 1- 3amep / First measurement
1 2-1 3amep / Second measurement

Puc. 1. Cpasnenue cpednux nokaszameneii wikan adanmugno2o nogedenus Baiinaend y demeil sxcnepumenmansHoil epynnot
Fig. 1. Comparing mean Vineland Adaptive Behavior Scale scores in children from the experimental group

Jlannble Tab. 1 1eMOHCTPUPYIOT, UTO B pe3yJibTaTe
Kkypca peadmwmTtaiun DIR/Floortime y neTeit akcriepu-
MEHTAJIbHOU TPYIBI ObLJIa TOCTUTHYTA 3HAYMTEIbHAS
ITOJIOXKUTEIbHASI NTMHAMUKA B pa3BUTUM HAaBBIKOB, OIIpe-
TIEJISTIOIINX aTallTUBHOE ITOBEICHIE — HABBIKOB BepOaib-
HOM KOMMYHMKAITUH M HABBIKOB, KOTOPBIC O0CCIICYMBAIOT
COLIMAIM3AIINI0 peOeHKa (MEXKIMIHOCTHOTO B3aUMOIEH-
CTBUSI U COTPYIHUYECTBA).

INepexonnm K aHaM3Y TTOKa3aTeNIel aTalITUBHOTO I10-
BeIeHUS AeTeil KOHTPOJIbHOM Ipymiisl (puc. 2).

Ha ocHoOBaHMM MOJTyYEeHHBIX JAHHBIX MOXHO CIC/IaTh
CJICIYIOIINE BHIBOIBI:

DKCIIpeCCUBHBIC HABBIKY 110 ITKajie «KoMMyHMKaIsI»
y A€Tei KOHTPOJIbHOI IPYIIIbI IIpy 1-M 3aMepe HaXOAWIUCh
Ha KpaitHe HI3KOM YPOBHE pa3BUTHSI, HA 3TO YKA3hIBACT CO-
OTHOIIICHIE MaKCHUMAaJIbHO BO3MOXKHOIO 110 JAHHOM IIIKaJIe
6asuia (14) u cpeaHero 6ajula KOHTPOJIBbHOM rpyiibl (3,95).
I1pu 2-M 3aMepe YCTaHOBJIEHO, YTO IKCIIPECCUBHbBIC HABBIKI
B XOJIE €CTECTBEHHOT'O pa3BUTHA AeTeit (0e3 IMoIydeHs KOop-
PEKIIMOHHOM Teparin) HEMHOTO YIyUIIWINCh — CPeTHUI
6ami coctaBun 4,35.

IToBcenHeBHBIE XXUTEHCKNE HAaBBIKM y JETeil KOHT-
POIBHOI IpyIbI Tpu 1-M 3aMepe OB Ha KpaiiHe HU3-
KOM YPOBHE Pa3BUTHS, O UEM CBHUACTEIbCTBYET COOTHO-
IIeHNe MaKCHMMaJIbHO BO3MOXKHOIO B JAHHOM IIKaje
6ara (18) 1 cpemrero 6auia rpynmsl (3,3). Ipu 2-M 3a-
Mepe OIIpelesIeHO, YTO JaHHBbIC HaBBIKM CITYCTS 4 Mec
YIAYYIIWIKCH: CPeIHMI Gal1 O IPYIIIe CocTaBui 4,6.

INoxa3are HaBLIKOB, O0BEIMHEHHBIX B 1IKajie «Comu-
anmM3alys», y AeTeil KOHTPOJIBHOM TPYITITHI TIpY 1-M JuarHoc-
TUYECKOM 3aMepe HaXOMWINCh Ha KpaifHe HU3KOM YPOBHE
pa3BUTHS (CpemHuit 6a1 cocTaBisLI 1,35 Ipy MaKCHUMaIb-
HO BO3MOXHOM B JaHHOH IIIKaJie 3HAYCHUM, PABHOM §).
IIpu 2-M 3aMepe yCTaHOBJIEHO, YTO HABBIKA MEKITMYHOCT-
HOTO B3aMMOJICHCTBYS I COTPYIHNYECTBA HA TIPOTSLKEHUHI
3 Mec YAy4YIIWINCh: CPEIHUI 0aJll 1o TPyIIie COCTaBUII
2,25.

Pa3BuTre MOTOpPHBIX HaBBHIKOB TaKXe HAXOIUTCS
Ha CpeIHEeM ypOBHE.

B ta67. 2 npencraBieH UTOT KOPPEISIIIMOHHOTO aHa-
Jm3a o T-KpuTepuio YWIKOKCOHA AMHAMUKU Pe3y/IBTaTOB
y IeTei KOHTPOJbHOM T'PYIIIIbI.

Tabmuua 1. Junamuka usmenenus nokazameneii y demeil I9KcnepuMeHmanbHoll epynnol

Table 1. Changes in the parameters of children from the experimental group

Correlation Communication (expressive skills)

0,001*

Ilpumenanue. Yposens 3nauumocmu (p) <0,05.

Daily Living Skills

0,003*

Motor SKkills

Social Relationships

0,019 0,005*

*OmmeueHvl 3HaA4UMbLE KoppeaAauyuu, m.e. no O0aHHbIM WKANAM BbIA6ACHA NOAONCUMENbHASI OUHAMUKA.

Note. Significance level (p) <0.05.
*Significant correlations, i.e. positive dynamics detected using the scales.
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LlIkana «[MoBceaHeBHble
XKUTENCKME HaBbIKNY /
Daily Living Skills

Llkana «<KommyHMKauma
(3kcnpeccuBHble
HaBbIKK)» /
Communication
(expressive skills)

LLikana «Couvanmsauus»
/ Social Relationships

LLikana «<MoTopHble
HaBblKn» / Motor Skills

M 1- 3amep / First measurement
1 2-1 3amep / Second measurement

Puc. 2. Cpasuenue cpednux nokazameneil wkan adanmueHozo nogederus Baiinaend y demeii KonmpoavHoU epynnol
Fig. 2. Comparing mean Vineland Adaptive Behavior Scale scores in children from the control group

OTHU JaHHBIE TOKA3bIBAOT, YTO B X0/ €CTECTBEHHOTO
pa3BUTHS (IIPU OTCYTCTBMHM KOPPEKIIMOHHOTO BO3IEICT-
BUS) Y IeTell KOHTPOJBHON TPYIIILI OTMEYCHA ITOJIOXKM-
TeJIbHasI IMHAMMKA B pa3BUTUM HaBBIKOB, OTBEUYAIOIINX 32
MOTOPHOE Pa3BUTHE, a TAKXKE YIYJIICHNE ITOBCETHEBHBIX
XKUTEHCKNX HaBBIKOB. Ho B 11eJ10M yiTydilieHre HaBBIKOB,
XapaKTePU3YIOIINX alalITUBHOE TTOBEICHNE 1 €T0 COCTaB-
JISIIOIINE, Y AETeH KOHTPOJIBbHOM I'PYIIIILI SIBJISUIOCH HE3HA-
yuteabHBIM. HekoTopoe yirydiiieHrne HaBbIKOB, COOTBET-
CTBYIOIIMX HOAaHHBIM IIIKajJaM, MOXHO OOBSICHUTH
€CTEeCTBeHHBIM Pa3BUTHEM U B3pOCICHUEM peOSHKA.

Meromuka FEAS. Jlanunie mo Mmetoguke FEAS mepe-
BeleHbl B Jonu. Ha puc. 3 npencraBiaeHbl cpeaHe 0aibl
PE3YJIBTATOB Y AETEN 3KCIIEPUMEHTAIBHOM IPYIIIIbI, ITOJIY-
yeHHBIX 110 MeTonuke FEAS.

Kaxk cnenyeT n3 maHHBIX, IpeACTaBIEHHBIX Ha puc. 3,
B pe3yJIbTaTe Kypca peadInTaliN, IIPOBEICHHOIO B paMKax
nomxona DIR/Floortime, pa3Butye oIydmId Bce OCHOBHBIE
CIOCOOHOCTH, MMEIOIIIKE OTHOIIeHNEe K (DYHKIIMOHAJTEHO-
SMOLIMOHANIEHOM cepe. OTMETHM, YTO HaOOIbIIIee pa3BU-
THE TIOJydMJIa TaKasl CITOCOOHOCTh, KaK (popMUpoOBaHUE
B3aMOOTHOIIICHUI, TIPUBSI3aHHOCTH 1 BOBJICUCHHOCTH,
HanMEHBIIIee — ITOCTPOSHUE JIOTHYECKMX MOCTOB 1 CBSI3b

MEXITy OTICTbHBIMM MICSIMU, a TAKXKE OpraHM3allvs IT0Be-
JIEHUsI, PEIIICHNE COLIMAIbHBIX 3a1a4, YYBCTBO «SI».

Ha puc. 4 npencraBieHbl pe3yabTaThl JeTe KOHT-
poabHoOI rpynnbl o Mmetonuke FEAS.

CornacHo puc. 4, y nereit ¢ ayTu3MoM, He TMOJIydaB-
IIMX KOMIUIEKCHOM KOPPEKLIMOHHOM IIOMOIIN, HEMHOI'O
VIIYIIIUJINCh BCE OCHOBHBIE CIIOCOOHOCTH, MMEIOIIIE
OTHOIIIEHNE K (PYHKIIMOHAJIBHO-3MOIIMOHAIBHOI cepe,
HO TMHAMMKA STHX YIIyIIIeHII MeHee BhIpakeHa 110 CpaB-
HEHMIO C IETbMHU SKCIIEPUMEHTAIBHOM TPYIIIIHL.

B Tab1. 3 mpencraBieH UTOT CTAaTUCTUYECKOTO aHAJIM-
3a 110 T-Kputepuio YUJIKOKCOHA TMHAMUKHU Pe3yIbTaTOB
y IeTell KOHTPOJIBbHOM U SKCIIePUMEHTAILHOMU TPYIIIL.

JlaHHbIe, TIpecTaBlIeHHbIC B Ta0J. 3, JEMOHCTPUPYIOT
TIOJIOXKMUTEJIBHYIO NTUHAMUKY Y IETEM SKCIEPUMEHTAIbHOMU
TPYIIIBI 10 IIKajaM, OIEHMBAIOIINM CaMOPETYIISIINIO
M MHTepec pedbeHKa K MUpY: (OpMUPOBAHIE B3aUMOOTHO-
IIIEHWIA, IPUBSI3aHHOCTU ¥ BOBJICUCHHOCTH; IBYCTOPOHHSIS,
npeaHaMepeHHas KOMMYHUKAIIYS; NCIIOJIb30BAHNE CHM-
BOJIOB M CO3IaHME SMOIIMOHAIBLHO 3HAYMMBIX UICH; I10-
CTPOCHUE JIOTUIECKIX MOCTOB M CBSI3b MEXKITY OTICIEHBIMU
nneaMu. Taxke oTciexxuBaeTcs TMHaMuKa 1o kaie «O0-
M Gau».

Tabmma 2. /[unamuka usmenenus nokazameneil y 0oemeil KOHMPOAbHOU epyNnhbL

Table 2. Changes in the parameters of children from the control group

Correlation Communication (expressive skills)

0,018

Ilpumenanue. Yposenwv snauumocmu (p) <0,05.

Daily Living Skills

0,001*

Motor SKkills

Social Relationships

0,010 0,001*

*OmmeueHol 3HAUUMbIE Koppeaauuu, m.e. no OaHHbIM WKANAM 8bl6AEHA NOA0JNCUMENbHAS OUHAMUKA.

Note. Significance level (p) <0.05.
*Significant correlations, i.e. positive dynamics detected using the scales.
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Puc. 3. Cpasnenue cpednux nokaszameneii wican memoouxku FEAS'y demeii skcnepumenmanshoii epynnot
Fig. 3. Comparison of mean FEAS scores in children from the experimental group
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I 1-17 3amep / First measurement (a complex sense ideas
W 2-in 3amep / Second measurement of self)

Puc. 4. Cpasnenue cpeonux nokaszameneii wicas memoduxu FEAS'y demeii konmpoasHoii epynnol
Fig. 4. Comparison of the mean FEAS scores in children from the control group

Tabmuua 3. Junamuka usmenenus nokazameneii memoouku FEAS 'y demeii koHmpoavHOIl U dKcnepumeHmanbHoli epynn

Table 3. Changes in the FEAS scores in children from the experimental and control groups

Significance

Control group Experimental group

CaMopeTyJIsius 1 THTEPEC K MUPY * *
Self-regulation and interest in the world 0,004 0,001

DopmupoBaHKe B3aUMOOTHOIIEHU I, IPUBSI3AHHOCTHA 1 BOBJIEYUEHHOCTH .
. - . 0,109 0,001
Forming relationships, attachment, and engagement
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CHILD
NEUROLOGY

4

OkoHuanue maobn. 3
End of table 3

Significance

JIBYCTOpOHHSISI, TIpeAHaAMEPEHHAass KOMMYHUKAIIUS
Two-way, purposeful communication

Opranuzanys MoBeIeHMS, PeIlIeHNEe COIMATbHBIX 3a1a4, YyBCTBO «S»
Behavioral organization, problem-solving, and internalization (a complex sense of self)

Hcnonb3oBaHUE CUMBOJIOB M CO3IAHUE SMOLIMOHAIBHO 3HAYMMBbIX UIEH

Using symbols and creating emotionally meaningful ideas

HOCTpOCHI/IC JIOTUYECKUX MOCTOB M CBA3b MEXKIY OTACIbHBIMUA UACAMU

Building logical bridges between ideas

O6mmit 6amt
Total score

Ilpumenanue. Yposens 3nauumocmu (p) <0,05.

Control group Experimental group
0,083 0,001*
0,038 0,05
0,102 0,001*
0,011 0,002*

0,11 0,001*

*OmmeueHbl 3HAUUMbLE Koppeasayuu, m.e. no OaHHbIM WKANAM 8bIA6AEHA NOAONCUMENbHAS OUHAMUKA.

Note. Significance level (p) <0.05.

*Significant correlations, i.e. positive dynamics detected using the scales.

BbiBoabI

Taxum oOpa3oM, B x0Ie UCCIIeOBaHKS Oblia BEISIBJICHA
3HAYMMAsI [TOJIOXKMTEIIbHAS JUHAMUKA Y SKCIIEPUMEHTAIBHOMN
rpymbl Aeteii ¢ PAC, moydaBImmx KOMITIEKCHBIE 3aHSTHS
B pamkax roaxomna DIR/Floortime. JJaHHasI momoxxuTe IbHAST
IMHAMKKA HaOJTIOAAIach 110 TAKUM ITOKA3aTeNsIM, KaK «9KC-
MIPeCCUBHAST KOMMYHUKALMsH> (1Kaa Baitrienn), «bopMu-
pOBaHME B3aMMOOTHOILEHNI, IPUBSI3aHHOCTH 1 BOBJIEUEH-
Hoctu» (mkana FEAS), «IByCTOpPOHHSISI TIpeaMeTHast
KoMMyHUKarus» (1kana FEAS), «icrons3oBaHie CHMBOJIOB
M CO3IaHKE SMOLIMOHATBHO 3HAYMMBIX Hieii» (1kana FEAS),
«IIOCTPOEHNE JIOTUIECKIX MOCTOB U CBSI3b MEXKITY OTIE/IbHbI-
mu uaessmm» (mkana FEAS). Hamrame momo6HoM AMHAMUKIA
MOXET CBUIETEIBCTBOBATE O TOM, UTO Y JAETEM, ITOIyJaBIINX
KOMILIEKCHYIO TTOMOIITh Ha ocHoBe rmomxona DIR /Floortime
B LleHTpe 310poBbs 1 pa3suTust uM. Cearurents JIyku, yiayd-
LIWJIACH TaKKWE CITOCOOHOCTH, KaK CITOCOOHOCTb COOOIIATh
O CBOMX XXEJIAHKUSX IPYTUM C TTOMOIIBIO KECTOB, BOIIPOCH-
TEJbHBIX B3IVISIIOB, MUMUKM, BBIPA3UTEIBHBIX IBMXKEHUIA
Tella, OTHEIbHBIX CJIOB, (ppa3oBoil peuyn; CIIOCOOHOCTH

Ppa3mesIsITh epeXBaHKE C ITAPTHEPOM, OOMEHMBATHCST 9MO-
USIMU, TIOTy4YaTh YIOBOJBCTBHUE OT KOHTAKTA; CTIOCOOHOCTD
TIPOSIBIISIT MHULIMATUBY IS OOIIIEHIST Y UTPBI, TTONICP:KIBATh
JIBYCTOPOHHEE B3aMOJICHCTBIE; CITOCOOHOCTD Pa3bIIPhIBATh
CIICHApMHU B CMMBOJIMYECKOI MTIPE, MCIIOIb30BaTh CJI0Ba
¥ (ppasbl 1T OOLLIEHMST; CTIOCOOHOCTD BHICTPANBATh pa3iad-
HBIE CIOXETHI B UTPE, CBSI3BIBAS pa3IMUHbIC UICH.

Kak u3BecTHO, TPYIHOCTH peur, OOILIEHUST M SMOLIO-
HaJIbHOTO KOHTAaKTa SIBJISIFOTCS OMHUMM U3 OCHOBHBIX HETa-
TUBHBIX cuMIitoMoB PAC y neteii. Ha Hai B3risin, pa3pabo-
TaHHAsI HAMHU KOMILUIEKCHAsI IIporpaMMa IIOMOIIN JIeTSIM
paHHETo BO3pAacTa M MX CEMbsIM, HaIIpaBJICHHAST HA KOMIICH-
calMIo TMOJOOHBIX HApYIIEHUI, IBIIIETCS BOCTPeOOBAHHOMN
¥ 3(peKTUBHOI KaK pa3 BO MHOTOM OJ1arogapsi CBOei HeTo-
CpEICTBEHHOI HalIeJIEHHOCTU Ha 0a30BbIe Te(PUIIUTHI pa3-
BUTHS, Habmonaromumecs y aeteii ¢ PAC. Bopneuenne pony-
TeJieit 0COOBIX AETel B MPOLIECC TIOMOIIM peOEHKY, TTOAIEpKKa
OTHOIIIEHU I MPUBSI3aHHOCTH B INAJIE «PeOEHOK—3HAYNMbII
B3POCJIbIiT» TAKXKE CIIOCOOCTBYIOT MOBBILLIEHUIO 3((PEKTUB-
HOCTHU HallIe IPOrpaMMBbl.
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[AMHaMuuecKoe anekTposHuedanorpaduueckoe
uccnenoBaHue nul, nepeHeclmnx sierkyo hopmy
COVID-19

C.A. I'ynses

DI'BY «Dedepanvhutii yenmp mosea u Hetipomexronoeuii Dedepanvroco meduxo-6uonocuyeckoeo acenmemea Poccuu»; Poccus,
117997 Mockea, ya. Ocmposumsanosa, 1, cmp. 10

KoHTaKThI:

Cepreit Anekcangposuu lynses s.gulyaev73@gmail.com

BeepeHue. TepMUH «NOCTKOBUIHbI CUHAPOM» MPOYHO 3aKPENUICA B MEAULMHCKON TEPMUHONOTMUM, OAHAKO MHOTUE ac-
NEeKTbl €r0 KTMHUYECKUX NPOSBNEHUI N3YYeHbl HEAOCTATOYHO.

Llenb uccnepoBaHMsA — YCTaHOBEHME XapaKTepa U BbIPAXXEHHOCTU U3MEHEHNIT GMO3NeKTPUYECKOH aKTUBHOCTY TOJIOBHOTO
mo3ray nepeHecwmux SARS-CoV-2, a Take ux B3aMMoCBA3M co cHOPMUPOBABIUMMUCA KNMHUYECKUMU HEBPOOTUYECKUMU
1 HEPOMCUXONOTUYECKUMU CUHAPOMAMU B TEPUOL PEKOHBANECLEHLIUMU.

Marepuansi u metoabl. [poBefeHo AMHamMuyeckoe obcnegoeaHue 38 yenosek, nepeHecwmux COVID-19 u BepHyBwMXCA
K NPUBbIYHOMY 06pa3y XU3HU U BLINONHEHMIO NTPOdECcCUoHanbHbIX 06s3aHHOCTeN. Helipodu3snonoruieckue uccnesoBanus
NpoBOAMANCH C NoMoLbio cucTembl EGI-GES-300 (128 kaHanos). OnucarenbHas xapakTepucTuka anekTposHuedanorpamm
6a3npoBanack Ha METOAE UCCNELOBAHUS CNEKTPANbHOI NIOTHOCTY 3NEKTPO3HLedhanorpathuyeckoro cUrHana Ha noeepx-
HOCTU CKaNbna, a JUHAMUYECKMe XapaKTEPUCTUKN CUTHANA UCCNef0BaUCh C MOMOLLbI0 BUKCaLMK 3neKTpoaHLedanorpa-
tbuyecknx mukpococTosaHuit nocpegcteom metoga . lemmona u T. Kenunra.

Pesynbrathl U BbIBOABI. B NpoBeAeHHOM MCCnef0BaHUM Bblia peanu3oBaHa OTHOCUTEIbHO HOBAs AMArHOCTUYECKAs Me-
TOLMKA U3Y4YEHUA KOTHUTUBHbIX HApYLIEHM HA OCHOBE aHann3a 3NeKTpo3HLUedanorpathuyeckmx MUKpOCOCTOSHMIA, NO3BO-
JINBLUASA BbIABUTb NPU3HAKM PYHKLMOHANBHOI NEPeCcTPOiKM HEMPOHAbHBIX MAKPOCETeN FOI0BHOTO MO3ra U NPOCIeAnTb
XapaKTepHy'o afanTaLuio YeN0BEKa B NEPUOL PEKOHBANECLEHLMN.

KnioueBble cnoBa: HoBas KOPOHaBMpYCHas WHbeEKLMS, INeKTpo3HLedanorpadus, anekTpoHuedanorpaduyeckme MUKpo-
COCTOAIHUS, BOCCTAHOB/IEHUE, MO3rOBas aKTUBHOCTb

IOna uutuposanua: lynaes C.A. JuHamunyeckoe anekTposHuedanorpadmyeckoe UCCnefoBaHUE UL, NePEHECLINX NIETKYI0
topmy COVID-19. Pycckuin )xypHan geTtckoit Hesponoruu 2022;17(4):44-53. DOI: 10.17650/2073-8803-2022-17-4-44-53

Dynamic electroencephalographic study of persons — mild COVID-19 convalescents

S.A. Gulyaev

Federal Center of Brain and Neurotechnologies, Federal Biomedical Agency of Russia; Build. 10, 1 Ostrovityanova St., Moscow 117997,

Russia

Contacts:

Sergey Aleksandrovich Gulyaev s.gulyaev73@gmail.com

Background. The term “postcovid syndrome” is firmly entrenched in medical terminology, but many aspects of its clinical
manifestations are not well understood.

Aim. To establish the presence of the nature and severity of changes in the bioelectrical activity of the brain in COVID-19
survivors, as well as their relationship with the formed clinical neurological and neuropsychological syndromes during
convalescence.

Materials and methods. A dynamic study was conducted of 38 COVID-19 survivors returning to work. Neurophysiological
studies were carried out using the EGI-GES-300 system (128 channels). The descriptive characteristics of electroen-
cephalograms were built on the method of studying the spectral density of the electroencephalographic signal on the surface
of the scalp, and the dynamic characteristics of the signal were studied by fixing electroencephalographic microstates,
using the method of D. Lemmon and T. Kenning.
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Results and conclusions. In the study, a relatively new diagnostic technique for studying cognitive impairments
based on the analysis of electroencephalographic microstates was implemented, which made it possible to identify
signs of functional restructuring of the neuronal macronetworks of the brain and trace the characteristic adaptation

of a person during the period of convalescence.

Keywords: new coronavirus infection, electroencephalography, electroencephalographic microstates, recovery, brain

activity

For citation: Gulyaev S.A. Dynamic electroencephalographic study of persons — mild COVID-19 convalescents. Russkiy
zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2022;17(4):44-53. (In Russ.). DOI: 10.17650/2073-
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BBepeHue

TepMUH «ITOCTKOBUIHBIA CUHIPOM» IIPOYHO 3aKpe-
IMJICS B MEIUIIMHCKON TePMUHOJIOTUH, OMHAKO MHOTHE
aCIMEKTHI €0 KIIMHUYECKUX IIPOSIBIICHUI N3YYeHBI HEIO0-
cratoyHo. OCOOBIi MHTEepEeC MPEACTABIISIIOT XapaKTep BO3-
MoxxHoTo Bo3neiicTBusg SARS-CoV-2 Ha LieHTpaJabHYIO
HepBHYIO cuctemy (LIHC) 1 3akoHOMepHOCTH (hopMUPO-
BaHMS PA3IMIHBIX HAPYIICHUN ee DYHKIIUI, BKIOYas
KOTHUTHUBHEBIE, B TIEPUOJ PEKOHBAICCIICHIINM.

ComracHo CKJIaIbIBAIOIIMMCSI IIPEACTABICHUSM, BIIM-
SIH1e HOBOI KopoHaBupycHoi nHpekunu SARS-CoV-2
Ha IITHC He BBI3bIBa€T COMHEHUIA, IIPU 3TOM CUUTAETCH,
uto SARS-CoV-2, KaK 1 1pyrue KOpOHaBUPYChI, MOXKET
nponukaTh B LIHC aBymsI myTsiMu: reMaTOreHHBIM M HeHpo-
HaJIbHBIM, OTHAKO OBICTPO 00€3BPEKMBAETCS, B CBSI3U C UeEM
KIMHUYECKU 3HAYMMBIX ITOPAKCHUI MO3TOBOTO BEIIECTBA
U ero 0060yioueK 0OBIYHO He HabmoxaeTcs [4, 21]. B To xe
BpeMsI OIIMCAaHUS HEBPOJIOTHUYECKUX IIPOSBICHUI
npu SARS-CoV-2 [14] cBUIETEILCTBYIOT, UTO Yallle BCETO
MpY JaHHOU MH(MEKINN UMEIOTCSI 00IIIEMO3TOBbLIEC CUM-
IITOMBI, TaKNe KaK TOJOBHasI 0OJIb M TOJIOBOKPYXKEHUE
(13,1-16,8 % cnyuaeB), a TaK:Ke aHOCMUSI Y TUIIOreB3us1/
areB3us (10 83 % HaGmoneHuii). LlepeOpoBacKyisipHbIe
COOBITHST PETUCTPUPYIOTCS € YacToToi ot 2 1o 17 %, cy-
Joporu oTMevarorcst B 1 % ciyyaeB (4TO He IIPEBBIILIAET
MX YaCTOTY B ITOMYJISILIAM ). DTO ITO3BOJIMIIO IIPEATIOIOXNTD
BTOPUYHBIN Fe€HE3 JAHHBIX OCJIOXHEHUM BCJIEICTBUE THUTTO-
KCUYECKMX U 3JIEKTPOJIUTHBIX HApYIICHUH, a TAaKKe BO3-
TMEUCTBUS IPOAYKTOB UMMYHHOTO OTBETA.

B paboTe Ha rprI3yHaX U KJIETOYHBIX KYJIBTypaxX HEPB-
HBIX KJIETOK YestoBeka E. Song u coasr. [16] npomeMoHCTpH-
poBaiu uHBasuio BupycHoit PHK B kjeTku u nocnemyro-
IIIyI0 MaCcCOBYIO IMOesb HelipoHOB. OMHAKO KIIMHNYECKIE
OTYETHI O IIPSIMOM MOPaXKEHUM BEIIeCTBA MO3Ta B BUIE
MEHHUHTO3HIIeamnTa eTMHUIHEI [3, 9, 20]. Kimnamaeckue
mposiBiieHusI 3HLedanomaruu mpu COVID-19 Berpeyannch
B 40 % cny4aeB (cornacHo naHHbiM J. Helms u coaBr.) [5].
Aytorncus rmoru6mmx or COVID-19 [10, 12, 15] BeisiBHIAa
TpaHcKpunThl BUpycHoi PHK B TKaHM 4yepernHO-MO3roBbIX
HEPBOB, a TaKXXe BUPYCHBIC OCIKU B 3HIOTEIMAIbHBIX
KJIETKaX OOOHSATEIbHOM TYKOBUIIHI.

Kaxk cnemyeT 13 cka3aHHOTO BBIIIIE, OCHOBHBIC HEBPO-
normyeckue nposiineHust SARS-CoV-2 xapakTepu3yroTcs

00I1IeMO3rOBOI HEBPOJIOIMUECKOM CUMITTOMATUKOM 1/ W1
IMOpakeHUEM OTIEJIBHBIX YEePEITHO-MO3TOBBIX HEPBOB;
CTPYKTYPHBIE U3MEHEHUST MO3TOBOI TKAHH JaXe IPU MX
HAJIMIMU TPEOYIOT UCKITIOUEHMS MHBIX IIPUIMH.

He BriosiHe SICHBIM OcTaeTcsI TeHe3 HeMPOIICHXOJIOT -
YeCKMX HapylieHni, HabmomaeMbIx ipu SARS-CoV-2-uH-
exumy mpuMepHO y 25 % 60J1bHBIX (110 JAHHBIM CUCTEM-
Horo o63opa [18]). Tak, J.P. Rogers u coast. [13]
KOHCTaTUPOBAJIM, YTO B OOJIBIIMHCTBE CIyIacB MMEIOT
MECTO PacCTPOICTBA TPEBOXKHO-(hoo1YecKoro (8,5—28,8 %)
u pernpeccuBHOro (9,5—16,5 %) crekTpa, OAHAKO HpPU TS~
xenom TedeHun SARS-CoV-2-uHdekumnn ux mpuInHom
Yalle BCEro SIBJISIETCS He COOCTBEHHO BO3ICIICTBHE BUPY-
ca, a CTPECCOBOE COCTOSTHUE, CBSI3aHHOE C (DAKTOM 3a00-
JIeBaHUSI, M30JISILIMEH, TTpeObIBAaHNEM B ITAJIaTe MHTCHCHUB-
HOH Tepamnuy, CTPaxoM CMEPTH WJIM Pa3BUTUS pa3HO-
00pa3HbBIX OCJIOKHEHUI B OyIyILIEM.

B 3Ttux oGcTosiTENnbCTBAX OMNpencieHHbBI MHTEpec
MPEICTABIISIOT TUAaTHOCTUIECKUE METOIbI, CIIOCOOHBIE
00BEKTUBU3UPOBATh KIIMHUICCKIE MTPOSIBJICHUST C TOYKHU
3peHus usMeHennit pyHkumit IIHC 1 ocobeHHO KOPKOBBIX
CTPYKTYpP TOJIOBHOTO MO3Ta, HO, 10 TaHHBIM MeTaaHajI13a
12 anexrposH1Iedanorpadmaeckux (30I) ncciaenoBaHuMiA,
BKioyaBimx 308 manueHToB, v 3a00JIeBIINX HOBOM KO-
POHABUPYCHOI MH(PEKINEH B ITOAABIISIIONIEM OOJIBIIH-
CTBE CIIy4aeB PETUCTPUPOBAINCH HeCIIEIUPUISCKIE N3~
MEHEHUsI, TTapOKCU3MallbHAasi aKTUBHOCTDH Ha0JII0gaIach
B 20,3 % ciiy4aeB, a IOATBEPXKACHHBIE 3JIEKTPOIHLIE(ha-
JorpadpuyecK CyomopoTH M SUMJICHTUISCKUI CTaTyC —
B 2,05 % [6].

IIpumepHoO K TeM ke BeiBoaaM npuuid A.M. Petrescu
U COABT., 00BSICHUBILINE TTOSIBIeHUE crienduyeckux DI -
U3MEHEHUH TSDKECThIO COCTOSIHUS TTALIMEHTOB, OOLLIEH rilie-
MUEV—TUIIOKCHUEN 1 PA3BUTUEM B CBS3U C BBILLICTIEPEYMCIICH-
HBIM BTOPUYHOI HEBPOJIOTMYECKOI TTaTojioruu [12].

CnenoBaTebHO, HEMPOGU3NOIOTUIECKIE MCCIIEN0-
BaHMs, IPOBOAVMBIE paHee, IMTOATBEPANIN OTCYTCTBHE
cneurduueckux 1 QOKaIbHBIX U3MEHEHU OMO3IEKTPH -
YeCKOM aKTUBHOCTU KOPKOBBIX CTPYKTYP Y 3a0O0JIEBIIIUX
HOBOI1 KOpOHaBUpYCHOM nHpeKkumeit. Takue pe3yabraTel
SIBIISIIOTCS. BIIOJIHE OXHMIaeMbIMU, TaK KaK BO3ICHCTBUE
SARS-CoV-2, HecMOTpsI Ha HaJTMYUe TIPSIMBIX IyTel IIpo-
HUKHOBEHHUS B HEPBHYIO TKaHb, XapaKTepH3yeTCs
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g dy3HbIMU TIpolieccamMu 0e3 (OKaJIbHOM AeCTPYKLIMNA
HEPBHBIX KJIETOK, YTO, BEPOSTHO, COIIPOBOXKIACTCS OOIIIM-
MM U3MEHEHUSIMHM OMO3JIEKTPUYECKOM aKTUBHOCTH MO3Ta,
COOTBETCTBYIOIIMMHU Pa3TMIHBIM HEHPOIICUXOJIOTMYECKIM
cuHgpoMaM. OOBEKTUBHU3AINS TTOJOOHBIX «O0IIEMO3TO-
BBIX» U3MEHEHUI TpeOyeT MPpUMEHEeHNSI HECKOJIBKO MHBIX
METOHOJOTMIECKIX TTOIXOHI0B.

OmHOI U3 IMTePCIEKTUBHBIX 00BEKTUBHBIX METOIUK BHI-
JIeJICHUS Y peTUCTPalii 0003HAYeHHBIX ITPOIIECCOB SIBJISI-
€TCST aHAJIN3 KBa3UCTAOWIBHBIX IIPOIIECCOB M3MEHEHMS —
DT -MuKpococTosTHUI, npemtoxeHHbiin D. Lehmann
U coaBT. [7]. DDI'-MUKPOCOCTOSTHUS OIPEIEIIOTC KaK
kopotkue (100 Mc) rreproabl KBa3UCTaOMIBHOCTU TOIIO-
rpaUIeCKUX XapaKTePUCTUK PACTIPEaSICHNS] pUTMUYEC-
cKkoit DDI-aKTMBHOCTH 10 CKAJIBITY, C OBICTPHIMU CMEHAMU
aKTUBHOCTHU 0e3 mepexomHbIX BapraHToB. X dyHKIIMO-
HaJIbHAsA MHTEPIIPETalldsl OCHOBaHA Ha IIPEACTABICHUSIX
Vaughan (1982), Lehmann u coasr. (1987), coracHo KOTo-
PBIM CTaOMIJIPHOE COCTOSTHHE TeHEPUPYETCS] CKOOPIMHU-
POBAaHHOI aKTMBHOCTBIO OTICIbHBIX HEMPOHHBIX MaKpPO-
ceTell, BBIMOJHSIOIINX OMHY WJIM CXOXHe (DYHKIIUH.
[TpomoKUTeTPHOCTD OTASIIEHOTO MUKPOCOCTOSTHIST MOXKET
OTpaXkaTb COXPAHHOCTb CTPYKTYPBI SAMHUIHOM MaKpPOCETH,
a CMeHa OTHOTO MUKPOCOCTOSIHUSI Ha APYroe — Iepenavdy
AKTUBHOCTU MEXIY OTIEIbHBIMUA MAaKPOCETSIMMU.

C.M. Michel u T. Koenig [8] nmpulliay K BEIBOIY, YTO
IIATETbHOCTh MUKPOCOCTOSTHUSI MOXKET MHTEPIIPETUPO-
BaTbCSl KaK OTpaXeHHE COXPAaHHOCTU M CTaOMJIBHOCTH
(YHKIIMOHUPOBAHMS JIEXKAILIe B eT0 OCHOBE HEHPOHHOM
cOOpKHU, a 4YaCTOTa PETUCTPALIMU — KaK aKTUBHOCTb (aKTH-
BaIysI) JIEXKAIMX B €T0 OCHOBE HEMPOHHBIX T€HEPATOPOB
BO BpeMsI BBITIOJTHEHUSI OTIEILHOM MO3TOBOI (DYHKIIMU.

B HacTosiee BpeMst mocienoBaTeIbHOCTh DD -Mu-
KPOCOCTOSTHMI paccMaTpUBaeTCsI MHOTUMU MCCIIeAOBaTe-
JISIMM KaK MPSIMOE OTPaxKE€HME COCTOSTHUS 0a30BbIX MeXa-
HU3MOB peajn3aldy BBICIINX HEPBHBIX (DYHKIIMIA,
U3MEHSIOIIETOCS IIPH TTOpaXXeHNUSIX 1 3a0oieBaHusIX [19].
MeTtoarka MOXeT OBITb MCIIOJIb30BaHa UISI BBISIBICHUS
MPU3HAKOB KOTHUTUBHBIX AUCHYHKLUI, pa3BUBLIMXCS,
B yacTHocTH, mociie COVID-19.

Ieabr0 HACTOSIIIETO UCCIENOBAHMS SIBIJIOCH YCTAHOB-
JICHHE XapaKTepa 1 BBIPaXKeHHOCTH U3MEHEHUI OMO3JIeK-
TPUUYECKOM aKTUBHOCTHU TOJIOBHOTO MO3Ta y IIEPEHECIITNX
SARS-CoV-2, a Takxe uX B3auMOCBSI3U cO c(hOPMUPOBAB-
MIUMUCS KIMHUISCKUMHI HEBPOJOTMIECKMMH M HEpo-
TICUXOJIOTUIECKUMHU CUHIPOMAaMHM B TIEPUO PEKOHBAJIEC-
LICHIINH.

Matepuanbl u meToabl

OO0mast XxapakTepucTHKA y9aCTHHKOB. OCHOBHAS Ipymi-
na ucciaenaoBanud. [IposeneHo nuHaMU4eckoe o0caeaoBa-
Hue 38 yenosek, nepeHecimx COVID-19 u BepHyBLIINXCS
K IMPUBBIYHOMY 00pa3y XM3HM 1 BHIIIOJHEHHUIO TIpodec-
CHUOHAaJIbHBIX 00s13aHHOCTe. Bo3pacT obcienoBaHHBIX
COCTaBJIsLT B cpenHeM 39 JieT, MUHMMAaJIbHBIN BO3pacT

YYaCTHUKOB COCTAaBUJI 24 rofia, MaKCUMAaJIbHBIM — 56 JIeT.
OO06cneaoBaHMs MMPOBOAWINCH B CPOK OT 1 10 5 Mec 1ocite
BO3BpallleHUs 3a00JIEBIIMX K Tpyay (CM. pUCYHOK). Bce
YYaCTHUKU ObLIM paOOTHUKAMU CUCTEMBI 3JpaBOOXpaHe-
HUS, TIOJYIUBIINMU COOTBETCTBYIOIIEE CIICLIMAIbHOE 00-
pa3oBaHHUeE.

IMauumeHTsl 6bUIM 0OCIEO0BAHbBI KIIMHUYECKU U HEWl-
poricuxonorndecku (¢ momoipio mkaxsl MOCA). Cpen-
HUI 6ay1 coctaBwi 26,4, MaKCMMaIbHOE €r0 3HAYEHUE —
28, a MUHMMAJIBHOE — 25, YTO XapaKTePU30BAIO HOPMAJTLHBII
HEepOICUXoJIOrnuecKuii (POH y BCeX YYaCTHUKOB MCCIIEIO-
BaHMS 1 OTCYTCTBHE KIIMHUIECKN 3HAYMMBIX KOTHUTUBHBIX
IUCHYHKIIUIA.

[IpoBenmeHHAss MATHUTHO-PE30HAHCHAST TOMOTpadhus
C MCMoIb30BaHUeM NpoToKoJioB T1-, T2-u300paxkeHui,
PEXKMMOB C TToAaBJIEeHUEM CUTHaia U AU Gy3ueii BbISIBU-
Jia U3BMEHEeHUsI TONbKO Y 2 (5 %) yuacTHUKOB. OOHApYXKeHHbIC
U3MEeHeHUsI B 1-M ciiydae ObLIY MpeAcTaBIeHbl XpOHUYECKUM
TPOMOO30M BEHO3HBIX CUHYCOB, a BO 2-M — 00JIE3HBIO MaJIBIX
cocynoB. Obe HaxXOOKK He ObLUIM CBSI3aHEBI C TIEpEHECEHHOM
SARS-CoV-2-unpekumueii.

[IpakTryeckun Bce YIaCTHUKM UCCIICIOBAHUS XapaK-
TEPU30BATIMCh KaK JIIOAU B COCTOSIHUM BbI3IOPOBJICHMS,
HE UMEIOIINe KIMHUIeCKUX TIPOSIBICHUIT OCHOBHOTO 3a-
0oJIeBaHMSI, TO3TOMY HE MMEIOIIME ITPOTUBOITOKA3aHMUI
K BBIMIOJTHEHUIO CBOMX TPYAOBBbIX 00s3aHHOCTEM. Takoit
BBIOOD OBbLIT 00YCIOBJICH UCKIIOUEHUEM BO3MOXKHOIO pa3-
BUTHS BTOpUYHBIX oBpexaeHuit [IHC, BRI3BaHHBIX ITPO-
JOJKUTENIbHON UIleMUEe—TUIIOKCUEN, TPOMOO03MOO0I1-
YECKUMU OCIOKHEHHUSIMU, a TAKXKE TUCTPECC-CUHIPOMOM,
O0OYCJIOBJICHHBIM IIPEeOBIBAHNEM B YCIOBUSIX OTIEICHUS
MHTCHCHUBHOM Teparuu.

5 mec / 2 mec/
5 months
39,5 % 13,2%
3 mec/
4 mec/ 21,1 %

13,2%

Pacnpedenenue y1acmHuKog 0CHOBHOIL epynnbl O NEPUOOAM PEKOHEasec-
ueHyuu
Distribution of participants in the main group by periods of convalescence

KonTposabHas rpynna cpaBueHusi. KOHTposibHY1O rpyIi-
1y coctaBriii 40 1OGPOBOJIBLIEB — MPAKTUYECKH 3TOPOBBIX
JINII; BO3PAcCT YYACTHUKOB MCCJICIOBAHMSI BapbUPOBAI OT
19 o 60 sieT, cpenHmii Bo3pact coctaBii 32,37 £ 9,44 rona,
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YTO B 1IEJIOM COOTBETCTBOBAJIO ITOKAa3aTe/IsIM OCHOBHOM
rpyrmbl. OOpa3oBaHue JOOPOBOIBIIEB TAKXKE COOTBETCT-
BOBAJIO TAKOBOMY YYaCTHMKOB OCHOBHOM IPYIIIIBI; HA MO-
MEHT uccienoBanus padoranu 35 (87 %) yenosek. bojib-
LIMHCTBO 100poBoJbLEeB (37 (93 %)) NpoXuBail B CEMbE.
OrpaHuyeHus TPYIOCIIOCOOHOCTH Y YIACTHUKOB HCCIIe-
JIOBaHUSI OTCYTCTBOBaIM. BOJIBIIMHCTBO UCITBITYeMBIX (38
(95,7 %)) ObUIM MpaBLIAMM.

Oo6mas xapakrepucTuka MmeToaos. Helipodusnonoru-
YEeCKME MCCIIEIOBAaHMS IIPOBOIMIINCH C IIOMOIIBIO CUCTEMBI
EGI-GES-300 (128 xananoB). OnmcaTesIbHast XapaKTepH-
CTHKa 3JIeKTpo3HIIe(arorpaMm ObLIa IIOCTPOSHA HAa METO-
JIe UCCIIENOBAHMS CIIEKTPaIbHOM TIOTHOCTH DI -curHama
Ha MOBEPXHOCTU CKAJIbIIa, a IMHAMUYECKUE XapaKTePpU-
CTMKU CUTHAJIa UCCJICIOBAIMCH C TTIOMOIIBIO (DUKCAITUHN
DBI-MuKpococTosTHMIM TTocpeacTBoM MeTona Jl. JlemmoHa
n T. Kennnra [8, 11] u ¢ HaxoXIeHUEM ITMKOB YacTOT
C TIOMOIIIBIO KJIACTEPHOI'O aHajIr3a 0 METOMYy pacIlbLIe-
HMSI—arJIoMepalyy, IIO3BOJISTIONIEMY C OOJIBIIIe TOUHOCTHIO
ONpPEIEIUTL TOMIUHHUPYIOIIEE TOIIOrpauIeCKOe COCTOSTHUE,
yeM MeTof k-cpeaHux. Bce pacyeTbl ObLIM MPOBEASHBI
C MoMoOlIbIO IuIaruHa Microstates IIporpaMMHOTO T1aKeTa
EEGLAB, agantupoBaHHOTO K UCITOIL30BAHUIO B MaTeMa-
tnueckoii cpene GNU Octave, o, yrpaBiaeHHEM OIlepa-
mMoHHOM cuctemsl Linux Mate 10.04.

HMcnonp30BaHHBIM B UCCIeOOBAHUU IUIATUH
Microstates mo3BoJisieT BeIIeIUTh 18 KitaccoB DB -mu-
KpPOCOCTOSIHUI, HO, corsiacHO pekoMmeHaausaMm T. Koening
[8], MBI BBIOpay 4 MUKPOCOCTOSTHUS 7151 KasKIOM TPYIIITHI,
MMEIOIINE HanOOJIBIIYI0 peIPe3eHTaTUBHOCTD, IIOMETUB
MX KaK KJ1acc 1—4 B COOTBETCTBHUU C UX CXOACTBOM C paHee
MPENCTABIEHHBIMUA TAHHBIMU OPYTUX UccneaoBanuit. [1po-
Leaypa BblIeleHus U aHanu3a DD -MUKpPOCOCTOSHUI
ObL1a ClIeAyIOIIeit.

IMocne ynanenns n3 HatuBHOM DI -3ammcy apredakT-
HOI aKTUBHOCTH (PU3NYECKOTO 1 (PU3NOJIOTMIECKOTO XapaK-
Tepa ¢ MOMOIIBIO TIPOLSAYPHI aHAIN3a HE3aBUCUMBIX KOM-
IIOHEHT CUTHaja IPOBOOWJIN OIIPEAeICHNE OCHOBHBIX
kiaccoB DD -mukpococTosiHmii (0T 3 10 6) MOCpeaACTBOM
aHaJIM3a IIMKOBOM aKTUBHOCTH OOIIIE YACTOTHOM TDTOTHOCTU
3JIEKTPO3HIIe(aTOrpaMMBI Ha ITOBEPXHOCTH CKaTbITa. BriOu-
pai 4 OCHOBHBIX KJlacca ¢ HAMMEHBIIIEH BapraOeIbHOCTHIO
Y HanOOJIbI1IeN perpe3eHTaTUBHOCThIO: Kiacc 1 — aKTUBHOCTD
MPaBoii JIOOHO-BUCOYHOM 00/1aCTH, OTBEYAIOLLIEH 3a BOCIIPU-
SITUE HOBOM MHMOPMAIINM; KJIacC 2 — aKTUBHOCTD JICBOM
JIOOHO-BUCOYHOI 00JIaCTM — aKTHUBALIMS TIPOLIECCOB KpaT-
KOBPEMEHHOM (OIepaTUBHON IMaMsITH); Kiacc 3 — JIOOHO-
LIEHTpaJIbHBIC OTHEIBL; KITacC 4 — aKTUBHOCTD JIOOHBIX OT/IE-
JIOB KOPHBI TOJIOBHOTO MO3ra. TakuM 00pa3oM, U3 BbIOPaHHbBIX
KiaccoB DO -MUKPOCOCTOSTHUI 2 HECUMMETPUYHBIX KJIac-
ca (1-1t 1 2-i1) oTBeyanM 3a BOCIIPMSITHE, a OCTaJIbHBIE
2 — 3-ii 1 4-i1 — 3a mepepaboTKy MH(POPMALINN.

BrocnencTBim st Kaskmoi TPYIIIbI IIPOBOIMIOCH CPaB-
HeHYe 4 BRIOPAHHBIX MUKPOCOCTOSTHII ¢ MTHOBEHHBIMU Kap-
TaMH ITOTEHIINAIA KOXKM T'OJIOBBI B 2JIEKTPO3HIIehaiorpaMmme

KaXXIIOTO YIaCTHUKA C KOPPEKIIrel apTeaKToB ¢ UCITOJIb-
30BaHUEM IMPOLIEAYPhl KOHKYPEHTHOM MOArOHKM. JIJ1st Kaxk-
JIOTO YYaCTHUKA ObLIM BBIYUCIIEHBI IIPOAOLKUTEIHHOCTD
cymectBoBanms (duration) u Bkiax (contribution) Kaxxaoro
MUKPOCOCTOSIHUSI B OOLIYIO KApTy aKTUBHOCTU (IaHHbIIA
IokKasaTelib €lll¢ Ha3bIBalOT CTEIEHbIO IMOKPBHITUS —
coverage). CumMTaercs, YTO 3TU BEJIMYMHBI OTPAXKAIOT aK-
TUBHOCTb MO3IOBBIX COOPOK — MUKPOCETEM, Y4aCTBYIOIINX
B IIpollecce pean3alid MO3roBbIX (pyHKUMIA [7, 8].

[Toka3zaresb 4aCTOThI PErMCTPALMA MUKPOCOCTOSIHHS
B 1 ¢ (occurence) oTpaxal XapaKTepUCTUKY OpraHU3alIMI
MO3IrOBOIl AKTUBHOCTH B HEMPOCETSIX, OTBETCTBEHHBIX
3a peajn3alio KaXa0ro U3 MUKPOCOCTOSIHUIA, KOCBEHHO
XapaKTepU3ys UX CTPYKTYPHYIO COXPAHHOCTb.

AHajm3 1 00padoTKA MOJTyJeHHbIX TaHHbIX. JJIs1 pacue-
TOB JOCTOBEPHOCTH MOJYYEHHBIX PE3Y/IBTATOB UCIIOJIb30-
BaJIUCh IIPOrpaMMHbIE KOMILIEKCHI CO CBOOOIHO Pacipo-
CTpaHsSIEMBIM MCXOIHBIM KOIIOM B Cpelie OIlepalliOHHBIX
cucteMm Linux Mate/GNU, B yacTHOCTH SI3BIKOBasI cpea
GNU Octave u mporpaMMHBIi TTaKeT 00pabOTKM CTaTu-
ctnueckoi nHpopmaunut GNU PSPP.

Pe3ynbrathbl

MaKkTOpHBII aHAIN3 MONYYEeHHBIX JAHHBIX TTO3BOJINI
BBIICINTD 3 OCHOBHBIC HE3aBUCUMBIC BEJTMUYUHBI ((paKTO-
pa): 1 — BpeMeHHOI1 (pakTOp; 2 — n3MeHeHUst DD -aKTUB-
HOCTH; 3 — Bo3pacTHOi (pakTop. OcTallbHbIEC TTOKA3aTEIH,
TaKye KaK XapakTep M3MEHEHUI 110 JaHHBIM MarHUTHO-PE-
30HAHCHOI TOMOrpaduu U pe3yIsTaThl HEUPOIICUXOJIOTYe-
ckoro TectupoBaHusg MoCa, He 0OHapyXKMBaJIN pa3IMInii
C TAaKOBBIMH Y 3IIOPOBBIX UCITHITYEMBIX, IIOTOMY HE paccMma-
TPUBAINCH B KQUECTBE BIIMSIONINX BETMUMH (Ta0I. 1).

Oo6mue n3menennss DDI'-xapaKTepuCTHK y JIdII, Tepe-
Hecumx SARS-CoV-2. B 1-i1 Mmecs11 mociie mepeHeceHHO-
ro 3abojieBanus B 100 % ciydyaeB perucTpupoBaIuch 00-
IIEeMO3TOBBIC HEBPOJOTUUYECKHE CUMIITOMBI B BHIE
C1a00CTH, YTOMJISIEMOCTH, HAPYIIICHUST BHUMAHMS U 3a-
IMOMUHAHUS, OOTHAKO MPOBEICHHOE HEHPOIICHXOJIOTIEe-
ckoe obcinenoBaHue (¢ momoinpko mKkar MOCA n MMSE)
He 00HapYXKMBAJIO 3HAYMMBIX OTKJIOHCHUM OT HOPMBI.

Tem He MeHee TIpU aHAJIU3e PE3yIbTaTOB PYTMHHOTO
DOI-uccnegoBanus 6bUIO0 OOHAPYXKEHO, UTO 3TU MalleH-
ThI B 1-1i Mecs11 pekoHBasiectieHuu B 100 % ciydaeB ume-
JIM U3MeHeHUs ob1eil DO -KapTUHBI B BUE HapyIIeHWIA
30HAJTLHBIX PA3IMIMii Y IPeodIIafaHmst ObICTPHIX (hopM OHO-
2JIEKTPUUYECKOI aKTUBHOCTU. B manbHeieM 1aHHbIe 3Me-
HEHMsI perpecCupoBalIv B TeueHue 4—5 Mec (Taoir. 2).

K 5-My Mecsiy HaGmogaIuCh perpecc KJIMHAYEeCKUX
MposIBIeHNI 1 HopMaim3auusa DO -nmarrepHa. B To xe
BpeMsI MEIIJICHHOBOJTHOBBIC MATTEPHBI (KaK ITOKAa3aTelb
CTPYKTYPHOI TIepeCcTPOMKY HEPBHOM TKAaHM) He OBIIN Xa-
paKTepHBI IS TTAIIMEHTOB, IIEPEHECIINX HOBYIO KOPOHa-
BUPYCHYIO MH(EKIINIO, a BBISIBJICHNE MHBIX PUTMHYECKIX
IMaTTEPHOB HE KOPPEINPOBAIIO C U3MEHECHUSIMU KIIMHIYE-
CKHX XapaKTePUCTHK.
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Taomuna 1. PaxmopHoiii anasuz OaHHbIX: MAMPUUA KOMNOHEHMO8
Table 1. Factor analysis: matrix of components

Parameter

BpewMsi, mporreaiiee mocie KOpoHaBUPYCHO MH(PEKITNT 0.81 _ _

Time since coronavirus infection >

CyObeKTHBHAS CUMIITOMATHKA
ot 0,73 — —

Subjective symptoms

BricTpas amekTposHIIedanorpadpuieckast akTuBHOCThb

Fast electroencephalographic activity

MemnenHas anextposHiedarorpaduieckas akTiBHOCTb
Fasaiel — —0,79 _

Slow electroencephalographic activity

DnekTposHIedanorpaMma 6e3 3HaYMMBIX HapyIIeHUI

Electroencephalogram without significant changes

—0,86 — —

[ pyrue puTMbI

Other rhythms - =081

Bospact
Age
|

— 0,3

[MomyyeHHBIE CpaBHEHUS TTOATBEPAMIN HAIMYKE HE-
cnenuduueckux 1udQGy3HbIX U3MEHEHUI aKTUBHOCTU
Mo3ra y jmil, repeHecinx SARS-CoV-2-uHdexknuo, oj-
HaKO HECOMHEHHBIM MHTEPEC IIPEACTaBIISLI CaM MEXaHW3M
BO3HMKHOBEHUS 3TUX HAPYIICHUM, KOTOPBIA MBI ITOCTa-
pauCh MPOAHATU3UPOBATH C TTOMOIIBIO MCCIeIOBAHMS
W3MEHEHU XapaKTepucTuK DD -MUKPOCOCTOSTHUIA.

Hccnenoanne n3MeHennii mokasareneid DDI'-Mukpo-
COCTOSIHMIA Y JIuII, TepedoJIeBIINX HOBOI KOPOHABMPYCHOI
uH(eKnmeii, B 3aBUCUMOCTH OT BPeMEHH PEKOHBAJIECIIEHIINH.
AHam3 DD -MUKPOCOCTOSTHU UL KOHTPOJBbHOM TpyII-
MBI TIO3BOJIMJI BBIACIUTD UX XapaKTEPUCTUKU, KOTOPHIE
B JaJIbHEMIIIEM pacCMaTPUBAINCH KaK IMOKA3aTe I HOPMBI
(Tadm. 3).

Ta6muua 2. Junamuka KAunuKo-1ekmposnyepanroepaguyeckux usmenenuii y auy, nepebonesuux SARS-CoV-2, 6 3asucumocmu om

epemenu pekonsanecyeryuu, %

Table 2. Dynamics of clinical electroencephalographic changes in patients with SARS-CoV-2 infection, depending on the time of

convalescence, %

KimmHuyeckue nposiBjaeHust
Clinical manifestations

EI)ICTpaﬂ AKTUBHOCTb
Fast activity

MeI[J'ICHHaFI AKTUBHOCTb
Slow activity

CoxpaHHOCTb 3JIeKTpo3HIIedanorpadpuueckoro
narrepHa
Preserved electroencephalographic pattern

Jpyrue puTMbL
Other rhythms

Ilpumenanue. 0,01< p<0,05 (mecm nezasucumocmu y?)
Note. 0.01< p <0.05 (y test)

100 88 75 20
50 25 25 7
17 0 0 7
50 75 75 93
50 25 0 27
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Tabauna 3. Xapaxmepucmuku 31eKkmposnyedanoepaguueckux MUKpoCoCMosHUN YHacmHUK08 KOHMPOAbHOU epynnbi (He 601e8uux Hoou

KOpoHasupycHoll uHgexyueii)

Table 3. Characteristics of electroencephalographic microstates in controls (who had no coronavirus infection)

Parameter

JIMTUTeIbHOCTB, C

Deviation

Durati 0,03 0,00 0,04 0,00 0,03 0,00 0,03 0,00
uration, s

Tlokpeitie, %

Coverage, % 29 2 30 2 23 2 18 2
Hacrora, ¢ 9,77 0,86 9,35 0,71 9,14 0,98 8,22 1,01

Frequency, s

ITpu ananu3se 31eKTposHIIE(aTOrpaMM JIUILI, IIepeHec-
X HOBYIO KOPOHABUPYCHYIO MH(EKIINIO, OBUTN ITOTyICHBI
M3MEHEHMSI TI0 BCEM XapaKTepHCTUKaM MHKPOCOCTOSTHMIA
(tabn. 4—6). B 1-i1 Mecsll peKOHBaJIECLIEHIIMU — IIEPUO/,
XapaKTepHU30BaBIIMICSI MaKCUMAJIbHBIM YPOBHEM OOIIIe-
MO3TOBOI HEBPOJIOTMYECKOM CUMIITOMATUKN U CHYDKEHU -
eM paboTOCIIOCOOHOCTH YYACTHMUKOB MCCIICIOBAHUS —
HanOoJIee BRIpasKeHHBIC M3MEHEHMS 3aTPariBaId IPaKTHde-
CKU BCe onpeersieMble Kiacchl DOI'-MukpococTostHmii. Bpe-
MsI CYIIIECTBOBAHMST MUKPOCOCTOSTHHSI TOJIBKO BO 2-M KJIacce
JIEMOHCTPHUPOBAJIO COXPAaHHOCTh ITOKAa3aTeeli, CPABHUMBIX
C AHWIOTUYHOM BEJIMYMHOU KOHTPOJIBHOU TPYINbI, TTPU
5TOM BpeMsI CYIIIECTBOBAaHUS 1-ro 1 4-TO KJIACCOB 3HAYU-
TEJIbHO IIPEBHIIIAIO TAKOBBIC BEIMIMHEI Y JINII, HE TIepe-
Hecmx SARS-CoV-2.

B mocnenyiomeM npomgoKUTEIbHOCTDb 1-ro Kiaacca
MUKPOCOCTOSTHMI OBICTPO BO3Bpallagach K HOPMaJIbHbBIM
BeJIMYMHAM M cO 2-TO Mecslla OblIa BIIOJHE CpaBHUMa
C MMOKA3aTe/ISIMU KOHTPOJIbHOM IrpyIbl. Takast ke IuHaMuU-
Ka ormpenensiach 1 s 4-ro xiacca DDI-MuKpococTos -
HUI, TaKXe JeMOHCTPMPOBABIIIETO YBEJIMYEHME BPEMEHU
KU3HU B 1-i1 Mecsill peKOHBAJIECLIEHIIMY, HO B IOCIEAY-
IOLLIEM, K 5-My Mecs1y, IpaKTUYeCKH BOCCTaHAB/IMBABILIE-
IO CBOIO BDEMEHHYIO XapaKTePUCTUKY.

B T0 ke Bpemsa nuHamMuKa o0beMa BKiIaga 1-ro Kiacca
DIOI'-MUKPOCOCTOSTHUIA B MOILIIHOCTD OOIIEH SHEPTUH TT0-
JI9 cKastbna B 1-i1 Mecs1L 3a00eBaHUs 3HAYUMO HE OTIIU-
yajjach OT aHAJOTMYHBIX ITOKAa3aTesjeil 3M0POBbIX JINILL
(0,1<p <0,5) (Tabmx. 5), 9TO MHTEPIPETUPOBAIOCH KaK

Taomaua 4. Junamura uzmenenui npo0oANCUMEAbHOCIU CYUeCME08AHUSL I1eKMPOIHUedaroepaghuueckux MUKpococmosuuil (¢) y auy,
nepebonesuUx HO80U KOPOHAGUPYCHOU UHDeKyUell, 8 3a8UCUMOCIU OM 8DEMEHU PEKOHEANECUCHUUU

Table 4. Dynamics of changes in the duration of electroencephalographic microstates (c) in patients who had a new coronavirus infection,

depending on the time of convalescence

Time, months

Deviation Deviation
1 1,25 1,19 0,05 0,01 0,06 0,01 0,11 0,07
2 0,05 0,01 0,04 0,01 0,04 0,00 0,03 0,01
3 0,05 0,01 0,05 0,01 0,06 0,01 0,04 0,00
4 0,05 0,02 0,04 0,02 0,05 0,01 0,03 0,00
5 0,04 0,00 0,05 0,00 0,05 0,01 0,03 0,00
p 0,00 0,70 0,00 0,00
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Taomuna 5. /unamuka uzmenenuii 0oneil Kaxncooeo U3 KAaccos 31eKmpodHuepharoepapuueckux MUKpocoCmosHUi 6 MOuHoCcmu odujeil
SHepeuu Noast CKaabna y AUy, nepebosesuiux Hoeoli KOpOHA8UPYCHOU UHpEKYUell, 8 3a8UCUMOCMU OM 8peMeHU peKoHeanecueryuu, %

Table 5. Dynamics of changes in the proportions of each class of electroencephalographic microstates in the power of the total scalp energy
in patients who had a new coronavirus infection, depending on the time of convalescence, %

Deviation

Time, months
Mean Mean
41 13

—

2 36 5 23
3 21 1 22
4 33 10 17
5 27 2 33
p 0,44 0,08

Deviation

12 34

Deviation Deviation
8
25 7 16 3
36 6 22 5
32 2 18 13
33 3 7 1
0,01 0,02

MaKCHUMaJIbHasl Harpy>KEHHOCTh HEMPOHHBIX CETEN MPaBoOi
JIOOHOM JOJIX B TEYCHUE BCETO MEepr0o1a HAOTIOACHMSI.

AHanm3 u3MeHEeHNI YaCTOTHl PETUCTPAllA — I10-
KazaTeJsI, XapaKTepU3YIOIIeTO CTPYKTYPHYIO COXpaH-
HOCTb HEMPOHHBIX ceTeli (Tabji. 6), moKa3all, YTO JM-
HaMH4YeCcKHWe M3MEHEHHUS IoKasaTejeil 3-ro Kijacca
DBI'-MUKPOCOCTOSHUI OTANYAINCh HAUOOJbIIE CO-
XpaHHOCTBIO B cpaBHeHUH ¢ octabHbIMH (0,1<p <0,5),
4TO COOTBETCTBOBAJIO COXPAHHOCTU HEMPOHHBIX CETEM,
OTBETCTBCHHBIX 3a THO3MC 1 KOHCTPYKTUBHBIE DYHK-
LIUH.

TakuM o6pa3om, Haubosiee 3HaUMMBbIe U3MEHEHUS
y JIULI, IEPEHECIIMNX HOBYIO KOPOHABUPYCHYIO MH(EKIIMIO,
PETUCTPUPOBANIMCH B IIpe/ie/iax BCEro BpeMEH! PEKOHBAIEC-
LEeHLIMN BO Beex Kiaccax DD -MukpococrostHuii. Hanbosnee
BBIPAXXEHHbIC U3MEHEHUSI PETUCTPUPOBAINCH B 1-i MeCSIL]
0CJIe BO3BpallieHUsI IIepeOOoIeBIIMX K ITPOU3BOACTBEHHOM
JIESITEIbHOCTH, HO HAaYMHasl CO 2-T0 MeCsilia peKOHBaJIeC-
LIEHLIMY OHM HAYMHAIM IIOCTEIIEHHO CPABHUBATBCS C TAKO-
BBIMH TTOKa3aTeJIsIMU Y JInIl, He 0oneBmmx SARS-CoV-2,
OHAKO JaXe K 5-My MecsI1y peKOHBaJIECLIEHIIMN HE BOC-
CTaHABJIMBAJIUCh IIOJHOCTBIO.

Ta6auna 6. JJunamuka uzmenenuli Yacmomot pecucmpayuu Kaxcoo2o Kaacca s1ekmposnyepanoepaguyeckux muxkpococmosnuii (6 1 c)
Y AUy, nepeboaesuLux Ho8oli KOPOHABUPYCHOU UHpeKyUell, 8 3a8UCUMOCMU OM 8PeMeHU PeKOHBANeCUEeHUUU

Table 6. Dynamics of changes in the frequency of each class of electroencephalographic microstates (per 1) in patients who had a new
coronavirus infection, depending on the time of convalescence

Time, months

Deviation Deviation Deviation Deviation
1 1,44 0,59 2,50 1,89 1,94 1,23 2,88 1,68
2 7,73 1,00 6,07 0,44 7,26 2,57 5,60 1,39
3 4,81 0,94 4,82 0,58 6,46 0,51 5,30 1,56
4 6,71 1,09 4,56 0,38 7,43 2,16 5,80 4,45
5 6,21 0,55 7,07 0,62 7,17 0,65 2,66 0,71
D 0,01 0,01 0,27 0,09
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B nnpoBeneHHOM HCCeq0BaHMM HAMU Obl1a peaan3o-
BaHa OTHOCUTEJIBHO HOBas JUArHOCTUYECKAS METOAUKA
W3y4eHUST KOTHUTUBHBIX HAPYIIICHUI Ha OCHOBE aHAaIN3a
DBI'-MukpococrossHuii. Bce o6cnenoBaHHbIe, HECMOTPS
Ha XapaKTepHbIe CYOBEKTUBHBIC IIPOSIBJICHNSI, HE TIPOJIe-
MOHCTPHUPOBAJIY BBIPAKEHHBIX OTKJIOHEHH OT IoKa3aTe-
JIeM 300POBBIX JIOAEH IIPU HEUPOIICUXOJOTMYECKOM
1 HEHPOBU3YyaIN3alIMOHHOM MCCIICIOBaHNUSIX.

Tem He MeHee HepO(U3NOIOTMYECKOE UCCIICTOBAHIE
Iaxke Ha ypoBHE PYTMHHOI 3JeKTposHIedanorpadpumn
CMOTJIO BBISIBUTH OIIpeIe/ICHHbIE NU3MEHEHUSI XapaKTepH-
CTHUK OMO3JIEKTPUIECCKOI aKTUBHOCTH TOJIOBHOTO MO3Ta B
CpPaBHEHMU CO 3M0POBBIMU JIIOIbMM, UMCIOIIINMHU CXOXKIE
¢du3nIecKkre U INCUXO3MOIMOHANBHBIC HArpy3ku. OHu
XapaKTepru30BAIICh MM DY3HBIMHA 1 HECTICITU(UISCKIMU
U3MEHEHUSIMU OMO3JIEKTPUIECKO aKTUBHOCTH MO3TOBBIX
CTPYKTYp B BHIIE IpeobiamaHus ObICTPEIX (popM U HApY-
IIEHMSI HOPMAJIBHOT'O IIPOCTPAHCTBEHHOTO PACIIPEICIICHIS
PUTMOB, 4YTO, 10 MHEHUIO Psla aBTOPOB, OTpaxajo pac-
COrjlacOBaHME COBMECTHOI pabOThl OTAEIbHbBIX HEAPOH-
HbIX cereit [12]. B cnyyae SARS-CoV-2 Hamu OB BBI-
SIBJICHBI NI3MEHEHMST, KOTOPBhIE BO3MOXHO TPaKTOBAaTh KakK
KOMIICHCATOPHEBIE, TTO3BOJISIIONINE TIePeOOIeBIIeMY BOC-
CTaHOBUTD CBOI MpodeCcCUOHATEHO-COLMAIbHEIN CTaTyC,
HO IIPY 3TOM C COXPaHEHHUEM Psifia CyObEKTUBHBIX ITPOSIB-
JICHU, KOTOPBIE IIOCTEIICHHO PErpecCHpPOBAIM K KOHILY
5-ro Mecsilia peKOHBaJIECLICHLIUM.

Ha sTom ¢oHe MeTonuka aHanm3a DD -MukpococTo-
SIHWI oKa3ajlach HanboJiee oKa3aTeIbHOM, TI03BOJIUBILIEH
BBIICIUTD CITEIM(PUISCKIE U KOTUISCTBEHHBIE XapaKTe-
PUCTUKU U3MEHEHUI OMO3JIEKTPUUECKON aKTUBHOCTU
MO3ra, perucTpupyeMble Ha PyTUHHOM 3JIeKTpOHIIe(ha-
JIoTpaMMe TOJIBKO B paMKax o0mux 1ud@y3HbIX U3MeHe-
HUI OMO3JIEKTPUUECKOM aKTUBHOCTU MO3Ta B IMara3oHe
06eTa-aKTMBHOCTH.

DyHKIIMOHAIbHAS TTePeCTPOiKa HeMPOHAJIbHBIX Ma-
KpocCeTelt TOJIOBHOTO MO3ra, HabJiogaeMasi B IIepUoI, pe-
KOHBAJIECIICHIINH, XapaKTepU30BaJach TMHAMUICCKUMU
M3MEHEHUSIMU, TIO3BOJISIIOIITUMU ITPOCIICIUTD XapaKTePHYIO
ajanTanuio yejaoBeka. Tak, B 1-ii Mecsil] peKOHBaJIeCLIeH-
LI MO3TOBasi aKTUBHOCTb XapaKTEepU30Bajach N3MEHe-
HUEM MPOAOJKUTEIBHOCTU 1-TO M 4-r0 KiaaccoB DI -
MUKPOCOCTOSIHMM, YTO KIMHUYECKH IIPOSBISLIOCH
HapyIIeHNEM BOCIIPUSITHS HOBOI MH(pOPMAILTU 1 3aTPYI-
HEHMSIMH B IPUHSITUN PEIICHUSI.

[Mocnenyroiiee BoccTaHOBIeHUE (B HAOIIOOaeMOM
BPEMEHHOM II€pHOJIC) XapaKTepU30BaJIOCh HOpMaT3allt-
el xapaKTepucTUK MUKpOCOCTOosiHUI. Hanbonbmmii nH-
Tepec BBI3bIBAJIa COXPAaHHOCTh MOKa3aTesIeil YaCTOTHI pe-
ructpauumu 3-ro kjgacca DDI-MUKPOCOCTOSIHMIA,
WHTEPIIPETUPYEMBIX KaK CTPYKTypHasl 1 (yHKIIMOHAIbHAS
LIEJIOCTHOCTD CeTeli KOHCTPYKTHUBHOI 00pabOTKM JaHHbIX,
JIOKAJIM3YeMOI B IIEHTPAJIbHBIX MO3TOBBIX 00JIACTAX, YTO

MO3BOJISIJIO TIPEATIONOXUTh peain3aliio JTaHHOTO MeXa-
HH3Ma KaK KOMIIEHCAaTOPHOTO ¢ (pOpMUPOBAHUEM KOM-
IUIEKCa BOCIIPUATHE—KOHCTPYKTHUB—PeaM3aiisi BMECTO
KOMIUTEKCa BOCIIPUSITHE—ITaMSITh—PeaTn3alinsl, PeTUCTPHU-
pyeMoro B 1—2-i1 Mecs1 peKoHBajecleHIIuu. BeposTHo,
5TO CBSI3aHO C OMMMCAaHHBIMU paHee B MEIUITMHCKOM JTNTe-
patype [21] HapyLLIeHUSIMU PETYIUPYIOIIETO BAUSHUS IV -
SHIIe(haTbHBIX MO3TOBBIX CTPYKTYP, OPaXEHHBIX BUPY-
camu, cxomHbiMU ¢ SARS-CoV-2, u ¢ pesynsratamMmu
SKCIIEPMMEHTAILHBIX pa0oT [16], ncciienoBaBIIMX ITPSIMOE
Bo3naeiicTBre nHpeknonHoro areHta SARS-CoV-2.

Oco0blIi1 MHTEPEC MOIYYESHHBIX JAHHBIX 00YCIOBJIEH
XapaKTepHOM 4epPTON M3MEHEHUUN MPOMOJLKUTEIbHOCTA
MMKPOCOCTOSTHUI, CPAaBHUMBIX C Pe3yJIBTaTaMU MeTaaHa-
Jm3a [2], XapaKTepu3yIOIInX CBSI3b ITOMO0HBIX HApYIICHUIM
C U3MEHEHUSIMU BOCIIPUSATHS, HAOIIODAEMBIX Y OOJIBHBIX
C IICUXWUIECKUMU 3a00JICBAHMSIMU YT UHBIMU TeHeTHYC-
CKVIMM HapyIICHUSIMU, HATIPUMED Y TTALIMEHTOB C CUHAPO-
MowMm aeneunu 22q11.2 [17], KoTopble KIMHUYECKU XapaK-
TePU30BAIUCh pPACCTPONCTBAMU KOHCTPYKTUBHOM
00paboTKM MH(pOPMALINN.

Tem He MeHee B HallleM MCCICIOBAaHUN HU Y OMHOTO
W3 UCITBITYeMbIX He HAOJII0IAI0Ch IIPOSIBJICHUI TICUXIIe-
CKUX 3a00j1eBaHuil. bosee Toro, Bce y4aCTHUKM UCCIIeI0-
BaHUS OTHOCWJINCH K JEKPETUPOBAHHON I'pyIIIle HacelIe-
HUS, MOABEpramileiica IUNIAHOBOMY MEAUIIMHCKOMY
OCMOTpY He pexe 1 pa3a B rof, Io3ToMy HaOI10I1aeMble
W3MEHEHHST He MOIJIM HOCUTDH ITIEPMAaHEHTHBIN XapaKTep
U OBITb CBI3aHHBIMU C OCOOEHHOCTSIMU MICUXMKM JINLL 00-
CJIEIyeMOU TPYIINBL.

Takum o6Gpa3om, IpoBeaeHHOE 00cCIea0BaHUE UL,
IepeHEeCIINX HOBYIO KOPOHABUPYCHYIO MH(MEKIINIO, TTIOKa-
3a510, YTo SARS-CoV-2 BbI3bIBaeT 00bEKTUBHbBIE U3MEHE-
HUs (PYHKIIMOHAIBHON aKTMBHOCTH T'OJIOBHOTO MO3ra,
KOTOPBIE TIPOSBISAIOTCS CUHAPOMOM KOTHUTUBHBIX TUC-
(GYHKLMI U TPeOYIOT pa3padboTKM 60jiee YyBCTBUTEILHBIX
KJIMHUYECKUX TECTOB, YeM HCIIOJIB3yeMbIe B HACTOSIIEE
BpEMSI.

BbiBOADI

[IpoBeneHHOE HMCCIenOBaHUE TO3BOJWIO IIPUNTHU
K CJICIYIOIINM BEIBOIAM:

1. ¥V m11, riepeHecImX JIETKyIo (hopMy HOBOIT KOpOHAa-
BUPYCHOM MH(MEKIMKY 1 BEPHYBIINXCS ITOCIIE PEKOHBAJIEC-
LICHILIN K TPYIOBOU AESITEIEHOCTH, HE TOJIBKO COXPAHSTIOTCS
CYOBEKTUBHBIC CUMIITOMBI, (POPMUPYIOIIHE ITOCTKOBUIHBII
CHHIPOM B paMKax OOIIMX aCTCHNMUYECKUX MPOSIBIICHMI, He
MMEIOIINX YeTKUX KIMHUICCKIX KPUTEPHUEB TUArHOCTUKH,
HO U IMEIOTCSI OObeKTUBHbBIC U3MEHEHUST OM03IEKTPUUECKOM
AKTMBHOCTH TOJIOBHOTO MO3Ta. BTO CBSI3aHO HE TOJIBKO C pa3-
BUTHEM TICUXOJIOTMYECKOTO IUCTpecca, BhI3BaHHOTO SARS-
CoV-2 kak HOBOi1 MH(EKIIMEN C BeChMa Cephe3HbIM ITPOrHO-
30M, HO M C IOKa ellle¢ He M3Y4eHHBIMM MeXaHW3MaMU
Pa3BUTHS TIATOJIOTMIECKOTO TTOBPEXKICHMUST HEMPOHAIBHBIX
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CTPYKTYP TOJIOBHOTO MO3Ta, BO3MOXKHO M3-32 OCOOCHHOCTEH
BoszzaeiicTBust Bupyca SARS-CoV-2 mim nponyKToB UMMYyH-
HOT'O OTBETa Ha HEPBHYIO TKAHb.

2. AHaM3, IPOBEICHHBIH ITyTeM MCCIICIOBAHMS XapaK-
TepUCTUK DD -MUKPOCOCTOSTHUIA, ITOKA3aJI, YTO OCHOBHbIC
M3MEHEHUS XapaKTepU3YyIOTCS HApYIICHUSIMU B3aUMOICH-
CTBUSI TAKUX HEAPOTICXOJIOTUIECKIX COCTABIISIIOIINX, KaK
BOCHIPUSITHE — KOHCTPYKTHUBHAsI 00paboTKa — MaMsITh (4TO
COOTBETCTBYET ICUXO(DU3MOJOTHISCKON KOHIICTIIIUHU
3 6;mokoB A.P. JIypuu [1]), 13 KOTOPBIX COCTaBIISIOIIAs] KOH-
CTPYKTUBHOI 00pabOTKM MHMOPMALINH, WU OIepalliOH-
Horo 0J10Ka, TIpeacTaBisieTcs: HauboJjiee 3HaUMMOIA.
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MpepacTaBneHbl COBpEMeHHble JaHHble 0 naToreHese CUHAPOMa AeduLuTa BHUMaHUA 1 runepaktusHoctv (CABI) c nosnuuit
HeilpoaHaToOMMM 1 HapYLWEHUI HeilpoMeanaTopHoro o6MeHa. BaxHenwyio ponb B hopmuposaquun CLABI urpatot N-auetun-
acnaprar 1 N-aueTunacnapTuarnyTamar — BeLeCcTBa, y4acTBylolLNe BO B3aMMOAENCTBUN HENPOHANbHBIX CETel, CO3peBaHnu
MWUenuHa U GYHKLMM OCHOBHOI BO3BYXKpaloWel cucTeMbl HelipomeauaTopos (ryTamatepruyeckoit). CUHTETUYECKUM
aHanorom monekynsl N-aleTunacnaprara sBnserca feiicTytolyee Bewectso npenapara Korutym. MpeacrasneHsl faHHble
uccnefoBaHus y 249 peteit ¢ CABI (McKNtOYeHb! 6TU C [ETCKUM LiepebpanbHbIM NapannyioM 1 ANUNenTUYeCKUMU NpUCTY-
namu) ¢ HaMyueM CyOKAMHUYECKOM 3NUNenTUhOPMHON aKTUBHOCTU Ha 3neKTpo3Huedanorpamme unu 6es Hee. Mpume-
HeHue Korntyma okaszanocb Hau6onee adpheKTUBHLIM B OTHOLIEHWUW BHUMAHUA, NAMATU U peyeBoro pa3suTus. HapacrtaHus
3aNUNenTMGOPMHOIN aKTUBHOCTH He OTMEYEHO HU B OfHOM CNlyyae, Tak e KaK U He OTMeYeHO NPOoBOKaLMM INUNENTUYECKUX
npuctynos. Takum obpasom, Korutym npepcransercs 6e30nacHbIM Npenapartom Ans yMeHblueHus npossnenuit CABI
B rpynne feTei ¢ CyOKNMHUYECKON 3NMNeNTU(HOPMHON aKTUBHOCTbIO Ha 3NeKTPO3HLedhanorpamme.

KnioueBble cnoBa: cuHapom aeuLmnTa BHUMAHWA U TMNEPAaKTUBHOCTY, CyOKIMHMYECKas anunenTudopmMHas akTUBHOCTb
y neten, Korntym

Ansa uutupoBaHua: bobbinosa M.H0. NpumeHenue npenapara Korutym npu cuHapome geduiiuta BHUMaHWUA U runepak-
TUBHOCTU Y AETell C CyOKNMHUYECKON 3NUNenTU(OPMHOIl aKTUBHOCTbIO Ha 3NeKTpo3HLUehanorpamme. Pycckuii xypHan
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Cogitum in the treatment of children with attention deficit hyperactivity disorder
and subclinical epileptiform activity on the electroencephalogram
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This article outlines the current concept of attention deficit hyperactivity disorder (ADHD) pathogenesis from the stand-
point of neuroanatomy and impairments of neurotransmitter metabolism. N-acetyl-aspartate and N-acetyl-aspartyl-gluta-
mate are crucial for ADHD development. These substances are involved in the interaction of neuronal networks, myelin
maturation, and functioning of excitatory neurotransmitters (glutamatergic system). The active substance of Cogitum
is a synthetic analogue of N-acetyl-aspartate. We analyzed the efficacy of Cogitum in 249 ADHD children with or without
subclinical epileptiform activity on the electroencephalogram (children with cerebral palsy and epileptic seizures were
excluded). Cogitum was most effective in improving attention, memory, and speech. None of the children had aggravation
of epileptiform activity or developed epileptic seizures during treatment. Therefore, Cogitum is a safe drug to alleviate
ADHD manifestations in children with subclinical epileptiform activity on the electroencephalogram.
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CuHnpoM nebuIiiTa BHUMAHUS U TUIIEPAaKTUBHOCTHU
(COBI) (xom mo MexnyHapogHOU KiiaccuduKamu 60-
ne3Heit 10-ro mepecmotpa: F90) — rmcxoHeBpoIornIeckoe
PacCTPOICTBO, XapaKTepU3YIoIleecss He COOTBETCTBYIOIICH
BO3pacCTy CTEICHbIO BBIPAXKEHHOCTH HEBHUMATEJIbHOCTH
(KoHILIEHTpalLlMsI BHUMAHUsI, OTBJICKAeMOCTh), THIIEpaK-
TUBHOCTH Y UMITYJIbCUBHOCTH; CUMIITOMBI MOT'YT BO3HM -
KaTh B pa3IMIHbIX KOMOMHAIIMSIX B IIIKOJIC, B JOMAIITHE
00CTaHOBKE U B IPYrUX cUTyalusix [8].

Pacnipoctpanennocts C/ABI B pa3HBIX cTpaHax 3aBU-
CHUT OT IIPUMEHSIOIINXCS TECTOB M KPUTEPHEB TUATHOCTH -
KU 1 1otomy BapuabenbHa (1—3 % B BennkoGpuranuu,
4-20 % B CIIIA) [4].

Koppexkuus CIBI (kak MemKaMeHTO3HasI, TaK 1 He-
MEIMKaMEHTO3Hasl) 3aBUCUT OT CTEIIEHU BBHIPAXKCHHOCTHU
CHHIIpOMaA, a TAaKKe OT IIPUHSATOIO B JAHHOM CTpaHe ITOMI-
xona. Harmpumep, B CIIIA nipertapatom Beioopa ripu CABIT
SIBIIICTCS] METWI(EHUIAT, aTOHUCT OITMOMIHBIX PELICIITOPOB,
KkoTopsIii 3anpenieH B PA. Takxke B CIIIA akTHBHO TTprMe-
HSII0T OMOJIOTMYECKU aKTUBHbIE 1OOABKU, YTO CBSI3aHO
C OCOOEHHOCTSIMM CTPaXOBOM MEIUITMHEI (HE HY>KHO IOJIy-
yaTh pelienT y Bpada). B crpanax EBporneiickoro corosa rmpu
CJIBI nekapcTBeHHBIE TTpeTIapaThl B OOJIBITMHCTBE CITy4ya-
€B He Ha3HAYaIOTCS 0 TeX ITOp, TIOKA He pa30BbETCSI OCTpast
CUTYyaLMsI, TPEOYIoIIasi KCTPEHHOM TOCTIMTAIN3alINKI pPe-
O6enka. Takum neTsiM OObIYHO Ha3HA4YalT aTOMOKCETUH
1 METOJIBI TICUXOJIOTMYECKOM KOPPEKITUH (COITPOBOXKICHIE
ThIOTOpA). B P® ncropryeckn mmpoKo MpUMEHSIOT HOO-
TPOITHBIE Mpemaparhl (maHToraM, (peHHUOYT, KOPTEKCUH
U Ap.) ¥ METOIbI KOPPEKIIMOHHOM ITeIarorukKu, KOTopast
BKJTIOYAET 3aHATUS C TICUXOJIOTOM, HEIPOIICHXOJIOTOM, CO-
LIMAJILHBIM TI€IaTOTOM, JIOTOIICIOM, Ie(DEKTOIOrOM, CeMeii-
HBIM IICUXOJIOTOM, MHCTPYKTOPOM JIEYeOHOM (PU3KYIETYPHI
[6]. HezaBucuMoO OT TOrO, SIBISIETCST Bpad IIPMBEPXKEHLIEM
JI0Ka3aTeJIbHOM MeIULIMHBI WK HeT, B J11000i1 cTpaHe Mo-
MHMMO KOPPEKIIMOHHBIX MEPOTIPUSATUI PEKOMEHIYIOT MO-
IrdrKaIio odpa3a KU3HH (€XKeTHEBHBIC TTPOTYIIKH, PALFO-
HaJIBHYIO JUETY, COOMIONEHNE PeXMa CHA, OTPaHUICHIE
SMOLIMOHAJIbHBIX HArpy30K) [7].

IMarorene3 CIIBI cBsi3aH ¢ HapylieHUEM KOHTPOJIM -
PYIOIIETO BIMSTHUS JIOOHBIX OTIEI0B KOPHI MO3Ta M MEX-
MOJIyIIapHBIX B3auMoeiicTBuii [2]. U3BecTHA posb Hapy-
IIEHWIA HEMPOMEINATOPOB B HEUPOHAJILHBIX CETSIX MEXIY
JIOOHOM KOpOW U MOJKOPKOBLIMU 00pa30BaHUSIMU, BKJTIO-
yass MUHIQJIEBUIHOE TeJI0 1 gobaBoyHoe siapo. C momo-
10 MAaTHUTHO-PEe30HAHCHO# crekTpockonuu (MPC)
OBLIO YCTaHOBJIEHO, 4To y neteii ¢ CIBI, HeBHUMAaTEb-
HOCTBIO, UMITYJIbCUBHOCTBIO, CHHUKEHHEM KOPKOBOTO

KOHTPOJISI TIOBENEHUSI U JBUXEHUI CHUXEH YpPOBEHb
N-anetmnacmaprara (NAA) B JOOHBIX TOJISIX Y TIOBBIIIICHBI
YPOBHH TJIyTaMaTa M LJIyTaMHMHA B II0JIOCATOM TeJe II0
CPaBHEHMIO C TPYIIION IeTei 6e3 HEMPONCUXOIOTUYECKUX
HapyleHuii [14].

N-aueruiiacnaptaT — HEipoMeTaboIuT, CoaepKalii-
cs1 B 60JIbILIOM KOJIMYECTBE B roJIOBHOM Mo3re. [Tockob-
Ky €ro ypoBeHb MOKHO OLIEHUTH ¢ ToMoIbio MPC u xpo-
Marorpaduu, MpeIoKEeHO UCTTONb30BaTh NAA B KauecTBe
OroMapkepa HeiipoMeIUaTOPHbIX HapyIIeHU, B YAaCTHOCTU
MPU OCTPBIX IICUX03aX JIto0oi1 aTronoruu [17]. BHyTpukie-
To4yHast KoHLeHTpauust NAA Bblllie, 4eM B MeXKKIIETOYHOM
npocrpaHcTBe. NAA CUHTE3UPYeTCsl B MUTOXOHIPUSIX HEl-
POHOB M3 acraprara 1 aueTwi-kosH3uma A. amee NAA
MeTaboJIM3UpyeTCsl B BaxKHEHMIIMKU HeWpomenuaTtop —
N-anerunacnaprunrayramat (NAAG). B merabonusme
NAA nprHUMAIOT yJ9acTHe TaK1e MOJIEKYIbI, KakK L-acrap-
taT, NAAG, L-rimyramar. NAA cMHTE3UpyeTCs B HEMpOHax,
BBICBOOOXIAETCSI UMU B MEXKJIETOYHOE IIPOCTPAHCTBO
1 3aXBaTHIBACTCS OJIUTONECHAPOIIMTAMH, B KOTOPBIX M KaTa-
0OIM3UPYETCsI, CTAHOBSICh ICTOYHMKOM acIiapTaTa U alib-
HBIX TPYIIIT IUTSI CMHTEe3a MuesIMHa [19]. BTo emHCTBEeHHBII
MU3BECTHBIM METa00IMUYECKUIA LMK aMUHOKHKCIIOT B MO3Ie,
IUTSL 3aBEePIICHUSI KOTOPOTO TPEOYIOTCsI Bee 3 TUIA KIIETOK
(HEHPOHBI, OJIMTOAECHAPOILIUTHI 1 acTpolMThl) [15]. [ToaTo-
My NAA cunTaloT CUTHaJIbHOM MOJIEKYJIOI B CUCTEME B3a-
UMOIEUCTBUSI MEX Iy HEIipOHAMM U INIMel, KOTOpoe Heo0-
XOIMMO JIJISI HOPMAJIbHOM KOTHUTUBHOW U JBUTATEJILHON
aktuBHOCTH [18]. B paHHeM rmocTHaTaIbHOM TIEPUOIE IS
3aBepIICHUS MUCTMHU3ALMN HEOOX0IMa TTOBBIIICHHAS
npoaykuust NAA. Myrauuu B reHe ASPA, TIpu KOTOPBIX
HapyllaeTcsl CMHTe3 MuesinHa U3 NAA, MpUBOIAT K TSKe-
Jiomy 3aboJieBaHUIO — 00Jie3HM KaHaBaHa U3 IpyIIIbI Jeii-
koguctpoduii [1]. NAA gaBisieTcs KIII0YeBBIM META00IM -
TOoM 1 cuHTe3a muenuHa [19]. IMocie 3aBepineHuUs
MOCTHaTaIbHOU MuennHu3auu NAA y4acTByeT B oOOMeHe
MUETMHOBBIX JIMIMTUAOB Y B3POC/bIX, HO, ITO-BUAMMOMY, OH
WUTpaeT U Apyrue poju (aKTMBHOCTb MUTOXOHAPUIA, aKCOH-
MIMajibHasl CUHaNTUYecKas repenadya, OCMOPETYIsUs
HelipoHoB) [1].

B ueHnTpanbHOil HepBHOI cucteme NAA MOXeT coe-
IUHATBCS ¢ TaayramaToM, oopasdysd NAAG, Takke mocra-
TOYHO BaXXHbIN HelipoMmeTabonut [15].

N-aneTunacnapTITIyTaMaT SBJISIETCSI HEpOMOIy-
JISTOPOM TJIyTaMaTeprudecKux cuHarcoB. OH BBEICBOOO-
XKIaeTcsl B OTBET Ha IIyTaMaT U 00ecrieurMBaeT 00paTHYIO
CBSI3b IJII MHTUOMPOBAHMS YPE3MEPHOM TPAaHCMUCCUH
myTamMara. Bmecre ¢ rmyramatrom NAAG urpaer posb B
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naTtoreHese Takux 3a00jieBaHUII M COCTOSIHUI, KaK WUH-
CYJIBT, YepEITHO-MO3roBasl TpaBMa, SIJICIICHS, BO3PACT-
HBIE HeliponereHepaTUBHBIE TIPOIIECCHI, TICUX03 M 0OJIb.
NAAG sBisieTcsl aHTaroHUCTOM Wi aroHucToM NMDA-
peuenTopoB. JlokazaHo, UTO IPU HelpoaereHepaTuBHbBIX
3a00seBaHUsIX (001e3Hb AJblireiiMepa, 6osie3Hb [lapkuH-
coHa) ypoBHu NAAG 3Ha4YUTEJILHO HUXE, Y4EM B HOP-
Me. Ha XMBOTHBIX MOIEJISIX ITOKa3aHO, YTO ITOBBIIICHUE
koHueHTpaunn NAAG BoccTaHaBIMBaeT KpaTKOBPEMEH -
HYIO ITaMsITh, MOJIEJIM IBUTATEILHOTO pearupoBaHus [15].
[Ipenmonaraiot, 4To MpenapaThl, MOBBIIIAIONINE YPOBEHD
NAAG, 1ToMOTyT B JIeYUeHUM MHOTHX 3a00JIeBaHUIi, KOTO-
pbI€ COMPOBOXIAIOTCS MIIyTaMaTEPruieCKON IKCAUTOTOK-
CUYHOCTBIO. ¥ JIIoJieit B OCTpoii (pa3e uepermHO-MO3T0BOM
TpaBMBbI IOKa3aHO IToBbIIeHUE YpoBHSI NAAG 1o JaHHBIM
MPC [19].

[nyramar — oMH M3 OCHOBHBIX BO30YXIAIOIIMX HEM-
POMEIMATOPOB; MOBBIIICHNE €TI0 KOHIIEHTPAIIUA B MEX-
KJIETOYHOM MPOCTPAHCTBE MPUBOAUT K YBEJINYEHUIO TOKA
KaJIBIIASL ¥ CIIOCOOCTBYET BOZHUKHOBEHUIO DIIMICTITH-
¢opmHoit aktruBHOCTH (DA). Momysimst NAAG cHikaeT
YpOBEHb IIyTaMaTa M 00JazaeT aHTHAMUICITAYECKOMN
aKTUBHOCTBIO. TaKUM ME€XaHU3MOM JEUCTBUS obyamaeT
IperiapaT JIAMOTPHUIKIH, KOTOPBIM OJIOKMPYET ITpeCUHAII-
TUYECKHE TIOTCHIINAI3aBUCHMbIC HATPUEBbIe KaHAJIbI. 2K1-
BOTHBIC MOMCIU IEMOHCTPUPYIOT, YTO BBOIMMBIN IIPHU
snmaentuyeckoM cratyce aroHuct mGIuR3 obnamaer
AHTURIMWIENITUYECKOM aKTUBHOCTHIO, B 70 pa3 00Jj1ee MOIII-
HOI1, YeM JIAMOTPUIKUH. YCTaHOBJICHO, YTO aTOHUCT IIy-
Tamara ycrumBaeT 3¢ dexT nrasernama. MMuramus apdex-
ta NAAG npu BBemenun aronucrta mGluR3, a takke
yBeJIMUYeHNe KOHIeHTpaunu 3HgoreHHoro NAAG B cu-
HanTu4yeckoit menu 3a cuet nHruomposanust GCPII o6ma-
JTalOT BEICOKOM aHTHAIMIICIITUYECKOM aKTUBHOCTHIO. O0-
HapyxkeHo, 4To KoimuyecTBO NAAG-TIOJIOXUTEIbHBIX
HelipoHoB 1 3Kkcnpeccust mGIluR3 cHIKeHBI B MUI0Kap-
MUHOBOM MOJIEJIM BUCOYHOI anuiencuu. [lpennonaraior,
yto NAAG y4yacTByeT B anuientoretese [15].

CHHTETMYECKIM aHAJIOTOM MOJIEKYJTbl NAA SIBIIsIeTCS
nIeicTByiolee BemecTBo Ipenapata Korutym. Cremyer
IMOOYEePKHYTh, 4TO Kormrym — 310 He SIHTapHas1 KUCJIOTa,
OT KOTOPOU OH OTJIMYAETCS HAJTMYMEM AllETATHOU U aMU-
HOBOI#A Tpymit. XuMmudeckas (hopMyJsia SHTapHOM KHUCIOThI —
C,HO, ay mpenapara Korurym — CcHgNOs. TIpenapar
001a1a€T HOOTPOITHBIM, BET€TOCTAOMIM3UPYIOILIUM, THU-
MOJIEITUIECKUM ICHCTBHEM, HOPMAJIM3YeT COH, ITOBBIIIIA-
eT paboTOCIIOCOOHOCTh, KOHLEHTPALIUIO, YCTOMYMBOCTD
1 00beM BHUMAaHMS, YIIy4IIaeT IaMsITh.

Mzl uccnenosanu Biustnue Koruryma y gereii ¢ CIBT
U CYOKJIMHUYECKO# 3MMIeNITU(OPMHON aKTUBHOCTHIO
(C5A) B cpaBHeHuu ¢ netbmu ¢ CIIBI 6e3 DA Ha aiek-
TposHIedanorpamme (BD3I).

Ilenblo ucciienoBaHus ObLIO ONPEAEIUTD MOJIOXUTEb-
HbIe 3¢ (OEKTHI 1 BEIIBUTHh BO3MOXHOE HETATUBHOE BIIHSI-
Hue Koruryma kak HefipocTuMyJisiTopa Ha DA.

IIpexne yeM TeperT K OOCYXKIEHUIO Pe3yJbTaToB,
BO M30eXKaHME HeIOIIOHMMAaHWS MEXITy aBTOPOM U UHUTa-
TEJSIMUA HEOOXOOUMO OOCYIWUTh TEPMUHBI, KacarolIuecs
COA. CODA MOTYT CONPOBOXIATHCS CIIEIYIOLINE CUHIPO-
MBI JETCKOTO BO3pacTa ¢ IeOITOM B BO3PACTHOM MHTEP-
Basie ot 2 1o 12 net [10]:
1. PokanbHBIC AMUICIICUN HEYCTAHOBJICHHOMN 3TUOJIO-
MU, OOJIBIIMHCTBO U3 KOTOPBIX MIPEACTABISIOT COOO0M
BO3PaCT3aBUCUMBbIC CUHIPOMBI:
— BO3pacT3aBUCHUMAasI SIIIICTICHUS C LICHTPAJIBHO-TEM-
MOpaJbHBIMU CIIAiKaMU;

— BO3pAacT3aBUCUMAas SIIICTICHS C BEreTaTUBHBIMU
MIPUCTYIIAMMU;

— JIeTCKasl 3aThUTIOYHASI SITMJICTICUS CO 3pUTEIbHBIMU
MIPUCTYIIAMMU;
— (bOTOCEHCUTUBHAS 3aThLIOYHAS SITJICTICHS.
2. [eHepan30BaHHBIC SITMICTICUM, KOTOPHIE IIPEIITONI0-
KHUTEJIPHO NMEIOT TCHETUICCKYIO OCHOBY:
— HeTcKasi abcaHCHasl SIUJISTICUS;
— BMWIETICUS ¢ MUOKJIOHNIECKUMHU a0CaHCaMU;
— SIMWIETICUS C MUOKJIOHHMEH BeK.
3. DHuedanonaTuy pa3BUTHS W/ SIMICTITUICCKIE,
IIPpY KOTOPBIX B OOJIBIIMHCTBE CIIyYaeB MMEIOTCS KakK
reHepaJIn30BaHHbIC, TaK U (POKATBbHBIC IIPUCTYIIHL:
— BMUJIETICUSI ¢ MHMOKJIOHMYECKM-aTOHUISCCKUMU
MIPUCTYIIAMMU;

— cunapoM JlenHokca—IacTo;

— 3HIehaTONaTUs Pa3BUTHUS U/ WU SIUICITUICCKAS
CO CHAalK-BOJIHOBOM aKTUBALIKEN BO CHE;

— BMWIETICUSI C TeMUKOHBYJIBCUBHBIMU IIPUCTYITAMU
u remuruierueii (HHE);

— BIWIENTUYECKUI CHHAPOM, CBSI3aHHBIN ¢ (peOpUITh-
Hoit mHdpekumeii (FIRES).

DTUOJOTHS OOJBIIMHCTBA BO3PACT3aBUCHUMBIX CHUH-
IPOMOB TeHeTHdecKas. IlaTroreHe3 oTpaxaeT IPOLIECCHI
CO3peBaHMS TOJIOBHOIO MO3Ta U FeHETUUYECKYIO IIpeapa-
CITOJIOXXEHHOCTD K npuctynam [9, 16, 20]. Bo3pacT3aBucu-
MBI¢ SMIICIITUYECKIE CUHAPOMBI BO3HUKAIOT B OIpee-
JIEHHOM BO3pacTe 0e3 SIBHbBIX ITIPOBOLIUPYIONIUX (hpaKTOPOB.
[Ipy HEKOTOPBIX APYIUX SHUICITAYECCKUX CHHIPOMAX
JIETH, pa3BUBAIOIIMECS COBEPIIICHHO HOPMAIbHO, IIEPEHO-
CSIT OCTPYIO SHIIEDAIONATUIO C MOCASAYIONIM HCXOI0M
B (papMaKOpE3UCTECHTHYIO SMUJICIICUIO ¢ KOTHUTUBHBIMU
HapymeHussmu (cuanpombl HHE u FIRES).

Bo3spacr3aBucumMbie (poKabHBIC STUJICIICUH IETCKO-
ro Bo3pacra (B3®B]1) (mmpexxHune Ha3BaHMS: UANOIIATH-
yeckue (HoOpoKauyecTBEHHBIE) (POKAJIbHBIE SMUIECTICUN
JIETCKOTO BO3pacTa, PoJaHIMYeCKas SIUJICIICUST) XapaK-
TEPU3YIOTCS CIIeN(UIESCKIM BO3PACTOM [e0I0Ta, U3ME-
HeHusIMH Ha DI o TuIry 1o0poKadyeCcTBEeHHBIX SITHIICTI-
TudopMHBIX maTTepHOB AercTBa (ADIIJ), a Takxke
caMoJIMMUTHUpYIoIuM TedeHneM. B3MD]I cocTaBisioT
10 25 % Bcex (hopM snmiIericuu AeTCKOro Bospacta. Cemeii-
HBII aHaMHe3 TaKMX ITALEHTOB OTSITOIIEH IT0 (heOPMIIBHBIM
nipuctynam (33 %) u murperu (9—16 %). Cniermdudeckue
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TeHEeTUYECKME MYTallMi JUAarHOCTUPYIOTCS penko. OTCyT-
CTBYIOT 3HAUMMBIC CTPYKTYpHBIC M3MEHEHHUSI B MO3TE.
B TUIMMYHBIX cTydasx KOTHUTHUBHBIC (DYHKIIMY HE HapyIIe-
Hbl. Jlo Hayajga MpUCTYMOB y JIeTeid MOTYT HAOII0JaThCs
CJIBI, KOTHUTMBHBIE U peueBbIe HapylIeHHs. 3a00ieBaHNe
XOPOIIIO OTBEYACT Ha TePAITUIO M IIPEKPAIIACTCS B IIOIPOCT-
KOBOM BO3pacTe, HO B PEIKUX CIIydasX MOXET TpaHChop-
MMPOBATHLCS B CHHIPOM 3HIIe(aIOIaTHHI PA3BUTHS U ITH-
JIENTUYECKOMN CO CIanK-BOJHOBOUN aKTUBalleil BO CHE
(B5P5-CBAC). B a1ux ciy4yasix BO3HMKAaeT KOTHUTHUBHBIN
perpecc. B HacTosiee Bpemst DPD-CBAC BkiTioyaer B ce-
051 XOPOIIIO M3BECTHBIC (DOPMBI SIMMIICIICHM, HAa3bIBACMBIC
panee Kak cuHapoM Jlannay—KnedbdHepa, smnentrnyeckas
sH1UedaronaTus ¢ IMpoJOKEHHOR Crailk-BOJHOBOI ak-
TUBHOCTBIO BO CHE 1 aTUITMYHAsI OOpOKaYeCTBeHHAs (ho-
KaJbHas amwiencus (CuHapoM IiceBmo-JleHHokca). Bee
3200JIeBaHMSI 3TOTO CIIEKTPa MMEIOT CXOXME KITMHUIECKIEe
IIPOSIBJICHUST Y TIOIXOIBI K TEPATTUH.

DnexrposHiedanorpapuiecKuii maTTrepH, He00X0-
JIUMBII IUTSI TUaTHOCTUKY JAaHHOTO CMHAPOMA, Ha3hIBaeT-
Cs1 IPONOJIKEHHOM CIIaliK-BOJIHOBOM aKTUBHOCTBIO BO CHE
1 KJIIMHUYIECKU TTPOSIBIISIETCS KaK AJICKTPUICCKUI SITHIICTI-
TUYECKMI CTAaTyC BO CHE. DTOT MaTTePH 3aHUMAaeT OoJiee
85 % mennenHoro cHa. HapylieHust moBeieHUS ¥ pa3BU-
THSI BO3HUKAIOT OMHOBPEMEHHO C TIOSIBJICHUEM 1 HapacTa-
HMEM CIIaiiK-BOJIHOBOM aKTUBHOCTH BO cHe Goiee 50 %.
YCTaHOBJICHO, YTO 3HAYUTEIBHBIN perpecc KOTHUTUBHBIX
GYHKIMI 1 HApYIIICHMS TTOBEACHUSI MOXKET BBI3BIBATH Jda-
Ke MEeHee BBICOKMIT YPOBEHb DA BO CHE.

CreneHb TSKECTU perpecca KOTHUTUBHBIX (DYHKIIUIA
LIMPOKO BapuabenbHa. Perpecc MoXeT BKJIIOYATh Hapy-
LIeHNE TOJBKO peueBoii (PYHKLIMU UK OBITH 00Jiee TJI0-
OaJbHBIM, 3aXBaThIBasi TAKKE U OBUTATEIbHBIC HABBIKMU.
VY nereit MoxeT HabIOAAThCSI CIIyXOBasl arHO3Us, KOoraa
OHH HE PACTIO3HAIOT JaxKe OOBIYHBIC 3BYKH, TAKME KaK 3BYK
JIBEpHOTO 3BOHKA MM TejieoHa. B pesynbrare paccTpoii-
CTBa IIOHMMAaHUS (CEHCOPHAs ajlajivisl) pa3BUBACTCS IIPU-
obpeteHHas adpazus. HapylaroTcs KOMMyHUKaLINS, TIPO-
CTPaHCTBEHHO-BPEeMEHHAsI OPUEHTAIIMsI, CAMOKOHTPOJIb,
BHUMAaHME U COLMAIbHAS MHTETpalysl. Takke BO3MOXHO
ITOSIBJICHUE ABUTATEILHOTO perpecca ¢ TUCIIPaKCUe Win
nuctoHueil. HeobxonnmMo HabroaeHUe TTallMeHTOB B TN~
HaMMKe ¢ KIIMHUYIECKIM OCMOTPOM, 3JIeKTpO3HIIehazorpa-
¢ueli ¢ BKIIIOUEHNEM CHA 1 TICUXO0JIOTUISCKIM TeCTUPOBa-
HHUEM JUTSI OLICHKM Pa3BUTHSI CHHIPOMA. DIIICITHISCKIE
IIPUCTYITBI KOHCTATUPYIOTCS He y Beex meteit. Ecim xke oHn
BO3HHUKAIOT, TO MX XapaKTeP MOXET OBITh CAMBII pa3Ind-
HBIIA: OT JIETKO KOHTPOJUPYEMBIX aHTUAIMICTITUIECKIMM
mpenaparamMu (OKaTbHBIX MOTOPHBIX IPUCTYIIOB 0 a0-
COJIIOTHO PE3UCTEHTHBIX K JICKAPCTBEHHOM TepaIuy IIpH-
CTYIIOB pa3HbIX TUIIOB. YJIydllleHHe mokasaTenaeit DT
C pa3pelIeHUEM SIUJICTICUY KOHCTaTUPYETCS B IIOIPOCT-
KOBOM Bo3pacTe. OmHaKO KOTHUTUBHBIC HAPYIICHUS HE
BCerIa MCYe3aloT 10 Mepe YIydIIeHns KapTuHbI D3OI, OHu
MOTYT OBITh JOCTaTOYHO BBIPAKEHHBIMU M OTPAaHNYNBAIOT

CaMOCTOSITEIbHOE CYIIIECTBOBAHUE IIPUMEPHO Y TIOJIOBUHBI
BCeX IMalKeHTOB. Prck ¢hopMUpoBaHMS yMCTBEHHOI OTCTa-
noctu Bo3HUKaeT, ecii CBAC coxpansietcst Ha DI 6osnee
2 JIeT ¥ TIpY paHHeM Hadaje (mo 2 yiet xku3Hu). I[Toatomy
OYEHb BaxKHbI PAHHSIS TMATHOCTHKA U a[cKBaTHAST TepaIIvs,
JIaxe eCJIM caM STUOJOTUIEeCKU (DaKTOp SIBISIETCS HEKY-
pabesbHbIM U Y HEKOTOPBIX OOJBHBIX HE OyIeT MOJydeHO
OTYETIUBOTO KIMHUYECKOIO YIYUIICHUS] KOTHUTHUBHBIX
¢ynkunit mocne 6nokupoBannst CBAC na D9T.

CunapoM (poKaabHON SMUJIETICUM IETCTBA CO CTPYK-
TYpHBIMU U3MeHeHnsIMU B Mo3re 1 JIDTTI Ha D3I mposB-
JISIETCSl BO3pAcT3aBMCUMOI 3nujierncueii, o0ycaoBJIeHHOM
MopakeHneM 0eJI0To BellleCTBa roJIOBHOTO Mo3ra. OObIY-
HO 3TO MALMEHTHI C JETCKUM LiepeOpabHBIM ITapaTndoM
(J1IIT) 1 mHTeIUIeKTYaJIbHOM HETOCTaTOYHOCTBIO; OMTHAKO
THIT SMUJIEITUYECKUX IIPUCTYIIOB COOTBETCTBYeT B3MD/]
¢ LIEHTPaJIbHO-TEMIIOPAIIbHBIMU CITaliKaMU, BEreTaTHB-
HBIMU WU 3pUTEIbHBIMU IIPUCTYIIAMU.

IIpu anekTposHLedanorpadmyeckomM MUccIeI0BaHNNA
OCHOBHAasl aKTUBHOCTb B 00ApCTBOBaHUU B HOpMme. Bo cHe
BBIpaKe€Ha aKTUBALIMS DA C TIOYTH ITOCTOSTHHOM MeUIEHHOM
(1,5—2,0 Ii1) caiik-BOTHOBOM aKTUBHOCTBIO B MEIITICHHOM
CHE, 4acTo 3aHuMarolLei 6oee 50 % Bcero MeIeHHOIO CHa.
TunuyHO BOBHUKHOBEHME JaHHOM akTUBHOCTU BO 11 cranuio
cHa. [IuK-BOJIHOBast aKTUBHOCTb BO CHE OOBIYHO BO3HUKAET
nddy3HO, HO MOXKET MPOSIBIISTh IPU3HAKKA (DOKAITBHOCTH
(OOBIYHO B TIOOHBIX OTBENCHUSIX) WM OBITh MYJIBTU(OKAITb-
Hoii. B REM-cHe pa3psiibl CTAaHOBSITCSI MEHEE YACThIMU WJIU
MOTYT MOJTHOCTBIO OTCYTCTBOBATD. DJIeKTpo3H1Iedanorpacpm-
YyecKasl apXUTeKTOHMKA CHA (OCTphIE BOJIHBI BepTeKca, COH-
HBIE BepeTeHa, K-KOMIUIEKChI) 00BIMHO HapyIlIieHa I BOBCE
otcyrcTByeT. st muarHoctuku 3PD-CBAC Heobxommma
HOYHas 3anuvch DI, Tak KaK MeIJICHHBIM COH MOXET OBITh
HE JIOCTUTHYT IPH IIPOBEACHNN JHEBHOM JIEKTPO3HIIehasIo-
rpacuy B aMOYJIaTOPHBIX YCJIOBHSIX.

JnpdepeH1manbHblii I1arH03 BKIIIOYaeT Apyrue hop-
MBI SIUJIETICUY, PACCTPOMCTBO ayTUCTUIECKOTO CITEKTpa
C MHTEJUIEKTYaIbHOI HEIOCTaTOYHOCTHIO I 03 Hee, HO
0e3 perpecca KOTHUTUBHBIX 1 TTIOBEICHUYECKMNX (DYHKIIHIA.
Taxke ciemyeT yYUTHIBaTh KOTHUTUBHBIM perpecc WHOM
(KpoMe SIUIETITUYECKOM ) STHOIOTHH.

ITpencrapisiem aHanu3 COOCTBEHHbBIX TaHHBIX.

Matepuanbl u meToAbl

Bcero oocnenosano 249 nereit ¢ CABI, mpu 3TOM OBI-
Jm uckmoueHsl getu ¢ AT v snuientuyecKumMu mnpu-
cryrmamu. COA Obuta BeisiBiieHa y 231 pedenka (189 maib-
YUKOB M 42 neBOYKM) B Bo3pacte oT 2 jgo 11 jer.
Pacmnipenenenue mereii B 3aBUCHUMOCTH OT BO3pacTa Ipe/i-
CTaBJIeHO B Ta61. 1.

OCHOBHBIC YCTAaHOBJICHHBIC y IMAIlIEHTOB IMATHO3HI
pacIpeae/IUINCh CISIYIOIINM 00pa3oM: YMCTBEHHAs OT-
craocth — 108 maumeHToB, aytusm — 48, CABI — 72,
THUCIIpaKCHUsI peur (CeHCOpHasi MJIM CEHCOMOTOpHAS aja-
nus) — 48, nucrpacdus — 60 nalxMeHTOoB.
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Taomua 1. Pacnpedenerue nayueHmos 8 3a8UcCUMOCmu 0m 603pacma

Table 1. Distribution of children by their age

CHILD
NEUROLOGY

4

Ywucno gerei
Number of children 11 15 28 41

26 41 27 13 17 12

Hpumeuanue. Cepbm ueemom 8bl0eneHbl nayuerHmol, 6KAHO4€eHHblE 6 uccaedogauue.

Note. Patients included in the study are in grey.

CornyTCTBYIOILME ITPOOIEMBI, HE SIBISIIOILIECS OCHOBHbBI-
MM Xa100aMu: roJIoBHbIe 6011 (27 neteit), Tuku (149 nereit),
sHype3 (83 pebenka), HapyieHusi cHa (189 mereit).

DNuiaenTudecKre IPUCTYIIBl B JAaHHOM IPYIINe aeTei
HE PEerUCTPUPOBATIUCH (KPUTEPHUIA BKITIOUCHMS ).

HeBposornueckuii cratyc OblT B HOpMe y 185 nmetei,
Y OCTaJIbHBIX 46 OTMEYAIICH HEJIOBKOCTb MEJIKOI1 MOTOPUKK
W HapyILLIEHWST KOOPIMHALIMOHHBIX ITPo0, T py3HAasT MbIIIIeY-
Hasl TMTIOTOHYSI, TICEBIO0YIL0APHBII CUHIPOM.

B manpHeitmem a1t ynodcTBa cpaBHEHMS JAHHBIX Te-
CTUPOBaHMS ObLIM OCTABJICHBI TOJIBKO MALIMEHTHI B BO3pa-
cte oT 5 1o 10 seT, ux yuciio cocraBuwio 165 (138 manpuu-
KOB 1 27 IeBOYEK).

Kpurepun BkimoueHust: Bo3pact ot 5 1o 10 yiet; mpueM
Korurtyma; oTcyTCTBHE SMMIECITUYECKMX IIPUCTYIIOB; Ha-
PYLIEHUSI peur, MMCbMa, YTEHMS, BHUMAHMSL.

XapakTep peueBbIX HapyIlIeHUI IpeICTaBIICH B Ta0I. 2.

BceMm geTsiM mpoBOAMIM HOYHOM BUACO3IEKTPOIHIIE-
danorpadpryeckuit MonutopuHT (HBOM) mist BeIsIBICHMS

IMPUYMH PEUYEBBIX HAPYIICHUN (2 UMEHHO, MCKIIIOYaIN
CBAC Bo BpeMsI CHa) 1 OIIpeaeIeHUS] BO3MOXKHOCTHU pe-
YeBOM peadMIMTAIIM, B TOM YKCIIe C IPUMEHEHUEM JIO-
TONEeIMIeCKOro Maccaxka I HOOTPOITHBIX IIPEITapaToB.
ITo pesynsratam HBOM Beigeauam 2 rpyniibl:
* 1-s rpymma — manueHTsl 6e3 DA Ha B3I (n = 103);
* 2-sirpynmna — nauyeHTbl ¢ CABI ¢ COA Ha BOI (n=62),

o Mopdooruu cooTBercTBytonieii DI, mpuaem

y 22 U3 HAX OTMeYaJics BRICOKMI MHIEKC DA (bosee

60 %). DnunenTrUyecKuxX IPUCTYIIOB B aHAMHE3€e He

HMMEJIOCH, BCE CIIy9ar COITPOBOXIATINCEH CYOKITMHIIEC-

KO 31uiIenTU(GOpMHOI aKTUBHOCTHIO.

ITocne komrernaabHOToO 00CIENOBAaHNS HEBPOJIOTOM,
IICHXOJIOTOM, JIOTOIIEOM, TICUXMATPOM JETSIM Ha3HaJaJlach
KOMIUICKCHAsI peadMInTalINsI, KOTOpasi BKIIFOYAJIa JIOTO-
MMeIMYeCKUil MaccaxX M apTUKYISIIIMOHHYIO TUMHACTUKY,
3aHSITUS C Te(EKTOJIOroM, IICUXOJIOTOM, HEMPOIICUXO0I0-
TOM, OCTEIATUYECKYI0 KOPPEKIIMIO, Maccax, JICYeOHYIO
(bUBKYJIBTYPY U JIp.

Ta6auua 2. Peuesvie HapyuieHus y nayuermos ¢ CUHOPOMOM Oeuyuma eHUMAaHuUs u 2unepakmuerocmu (n = 165)

Table 2. Speech disorders in patients with attention deficit hyperactivity disorder (n = 165)

Type of speech disorders

FpaMMaTqucm PE€Yb COOTBETCTBYET BO3PACTY, HO HAPYILICHO ITPOU3HOIIECHNE

Number of children

The speech is age-appropriate in terms of grammar, but pronunciation is impaired

Peun GCI[HaH, arpaMmMaTnyHasi, ¢ HapyImeHUEM IIPOU3HOLICHUA

The speech is poor, agrammatic, with impaired pronunciation 27
Peunr (ppazaMu 1 OTHEIBHBIMU CIOBAMHU, aTpaMMaTUYHAsI, C HAPYIIIEHUEM IMPOMU3HOIIIEHUS 9
Speech consists of phrases and individual words; it is agrammatic with impaired pronunciation

Peub oTIEIPHBIMY CIIOBAMH ¥ 3BYKOTIOIPaXKaHUSIMU, HAPYIIIEHNE TOHUMAaHUS PEUr 21
Speech consists of separate words and is based on onomatopoeia; impaired understanding

CBa3Hoii peun HeT. O0beM TOHMMAaEeMOi peur c(hOPMUPOBAH Ha OBITOBOM YPOBHE 23
No coherent speech. The child understands speech at the household level

CBasHoli peun HeT. OOpallleHHYIO peYb IOHMMAaeT CUTYaTUBHO WJIM He IIOHMMAET 31
No coherent speech. The child only understands the speech situationally or does not understand at all

Peub cocToUT TOIBKO U3 3X0JIIMHI U 1IA0JIOHOB 15

Only echolalia and speech patterns
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CHILD
NEUROLOGY

Bce 165 nereit monyyanu Korurym: getu ¢ Maccoi
tena meHee 30 Kr — B mo3e 10 Mi1/CyT, 1eTH ¢ Maccoii Tesia
6oiee 30 kT — 20 MJ1/CyT.

Yepes 1 rog HabOIIOAeHNUST TPOBOAMIN KOHTPOIBHBIN
HB®M.

Pesynbrathbl

CyOKJIMHMYECKYIO 3MUIeNTU(OPMHYIO aKTUBHOCTh
Ha D3I B muHaAMMKe BBISIBWIN Yy 45 neteii (Ha 17 cirydaeB
MEHBbIIIE, YEM HMCXOIHO), SIMIWICITUYECKUX IIPUCTYIIOB He
otMmeueHo. He 3apernctpupoBaHo HapacTaHusI MHAEKca DA.

Taomiua 3. Kaunuyeckue sgpgpexmor Koeumyma, n (%)
Table 3. Clinical effects of Cogitum, n (%)

Effect of comprehensive therapy

activity (z = 103)

In children without epileptiform

4

YV nmopaBigIoniero OOJbIIMHCTBA AETEW MHAEKC DA CHU3WII-
Cs1 110 CPaBHEHMUIO C MPEAbIIYIINM KCCIEI0BAHMEM.

Ha D3I 6oapcTBOBaHUS OTMEUEHO YIIydIlIeHUe Opra-
HU3aLUK¥ KOPKOBOM PUTMUKM, YBeJIMYEeHME MHIEKCA
¥ JOMMHUPYIOLIEH 4aCTOThl OCHOBHOI'O KOPKOBOTO ajb(da-
pUTMa, CHIDKeHME MHAEKCca MeyIeHHbIX BotH. Ha D3OI
BO CHE OTMEYEeHBI yaydyiieHne guddepeHIIMpOBKA CHa
Ha CTaguu, yBeJIMYEHUE MPOAYKUUM (PU3MOJIOrNIeCKMX
COMHOJIOTMYECKHUX ITATTEPHOB.

Kinmunuueckue adpdexrol Koruryma mpeacraBiaeHbI
B TabJ1. 3 (B OOIIIEH TPYIIIE ¥ B CPABHEHNM MEXXITY TPyIITIIaMU

In children with epileptiform activity Total (n = 165)

VBenuueHue peueBoil aKTUBHOCTH 25 (24,0)
Y HETOBOPSIIIUX AETEM:
Improved speech activity in non-speaking
children:

IPOrPECCUBHOE

progressive

C JaJIbHEUIIMM yracaHuem

ocCJie OKOHYaHU4 IprueMa

with regression after treatment

discontinuation

18 (17,0)
9(8,7)

VirydieHue 3ByKOIPOU3HOIIEHHS
° 49 (47,0)

Improved sound reproduction

VBennuenue CJIOBApHOTO 3ariaca

18 (14,5)

Improved vocabulary

Viry4ieHre BHUMaHUS U COTPYIHU-

YeCcTBa Ha 3aHATUAX

Improved attention and cooperation

in a classroom

71 (69,0)

Viry4ieHne BHUMaHUS
Improved attention 54(52,0)
VirydineHue maMsIT| 86 (83.0)
Improved memory ’
ViydineHrie HaCTPOSHUST
Improved mood 72(69.9)
Bozoyxxnenue (ycuiieHre rurepak-
TUBHOCTH)

Agitation (increased hyperactivity)

19 (18,0)

HapyimeHve HoYHOTO CHa 5 (4.8)
Problems with night sleep ’
Anneprus

Allergy 32,9
OTMeHa mpenapara 13-3a ajJIepriuu
WJIN BO30YXKIEHUS

Treatment discontinued due to allergic
reactions or agitation

8(7,8)

(n=62)
13 (21,0) 38(23,0)
5(8,0) 23(13,9)
6 (9,7) 15(9,0)
27 (43,0) 78 (47,0)
15 (24,0) 33(20,0)
40 (64,0) 111(67,0)
14 (22,6) 68 (41,0)
28 (45,0) 114 (69,0)
37 (59,7) 109 (66,0)
6(9.7) 29(17,6)
3(4,8) 8(4,8)
0 3(1,8
9 (14,5) 17(10,0)
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nmeteit ¢ DA u 6e3 DA). Kimuanmdyeckuii 3¢pdexT B oTHOIIIE-
HUY BHUMAHWS, YCMITYMBOCTH, HACTPOSHMS, TTAMSITH OlIe-
HUBAJIX IIPH IICUXOJOTUIECKOM UCCIeAOBAaHNH (METOIM-
ka Jlypusa «10 caop», Tabnuusr Illynabre), pedeBbie
VIIy4IIIEHUS OIICHUBAIMCH 110 XapaKTePUCTUKE JIOTOITeaa-
nedeKToyora 1 aHKeTUPOBAHUIO POIUTEICH.

ITpu aHanu3e JaHHBIX TaOIULIBLI MOXHO CIEIaTh Clie-
ITYIOIIME BEIBOIBI. YIydIlIeHHE PEUEBOTO PA3BUTHS y HETO-
BOPSIIIMX IeTeil oTMeueHo y 23 % o00ciieq0BaHHBIX, C He-
OOJIBIIM ITpeobIamaHrueM B TPYIIIE MAlMeHTOB 0e3 DA.
IToxazanoch MHTEPECHBIM, YTO Y YaCTH ASTEH MPOM30IIIes
CKa4yoOK B Pa3BUTHH, 1 B JaJbHEHIIEM pedyb MpOmosKajia
yJIy4dlIaTbCs 6e3 JOMOJHUTEIbHBIX Ha3HaueHuit (17 %
B IPYyIIIe MaLueHToB 6e3 DA 1 8 % B IpyIlle MalLKeHTOB C
CDA). ¥V yactu neteiil yBeaIMdeHNE pedeBOil aKTUBHOCTUA
oTMevaioch Ha hoHe rpuema Kormryma, Ho o Mepe OKOH-
YyaHMS Kypca pedeBasi aKTUBHOCTb BHOBb yracia (8,7 %
B I'PYIIIE MalKeHTOB 6e3 DA 1 9,7 % B rpyIine naluyueHTOB
¢ CBA). [laHHBIC TTOKA3bIBAIOT, YTO BPEMEHHBIN CTUMYJIH -
pytoimii 3¢ @eKT oKazaics IIpUMepHO OIMHAKOBLIM B 00e-
HX TpYyINax, He3aBUCUMO OT Hanmuus DA. B 1o ke Bpems
VAydIIIEHHe pe4eBOro pa3BUTHs Ha (hoHe Teparmu Korury-
MOM B 1I€JIOM HECKOJILKO Mpeo0Jiagajio B rpyIine aeTei 6e3
DA. KauecTBo 3ByKOIPOMU3HOIICHUS YIyqIIIaIOCh TPUMeEp-
HO OJIMHAKOBO B 00EUX IPyIIIIaX U B LIeJIOM cOcTaBWiIoO 47 %.
A BOT 3(p(heKT B OTHOLLIEHNH YBEIMYEHUSI CJIOBAPHOTO 3a-
maca (T.e. IIporpecca pe4eBOro pa3BUTHUS Y YKe TOBOPSIIIIIX
JieTeii) okasajcs Bbille B rpymime aereit ¢ CHDA (24 % 1o
cpaBHeHUIO ¢ 14,5 % B rpyrie aereii 6e3 DA).

Ha ¢one npuema Korutyma poauTenu v Iemgaroru
OTMEYAIN YIyJIIeHHe BHUMAHHUS W COTPYTHUYECTBA BO
BpeMsI 3aHSITHI, YTO MOBBIIIAIIO MOTUBAIIMIO K BBITIOJIHE-
HMIO 3aIaHHi1 U paboTOCIIOCOOHOCTD (67 % B OOLLEN IPyII-
11e, 0e3 BRIPaK€HHOM Pa3HUIIBI 110 TTOATPYIIIIaM).

HHTtepecHO, 4TO yiy4dilieHre BHUMAaHUS B OBITY (He Ha
3aHSITUSIX) TAKXKE OTMEYAJIOCh, HO B MEHBIIICH CTETICHH,
IIpUYeM JIydinnii 3¢ GeKT BBISIBICH B TPYIIIE MAIlUeHTOB
6e3 DA (52 % 1o cpaBHeHUIO ¢ 22 % B IpyIIIE MALUEHTOB
¢ CDA). AHaJTIOrMYHbIe JaHHBIE MOJIyYeHbl U OTHOCUTEb-
HO IIaMSITH: B OOIIIEH TPYIIIIE YIIy4YIlIeHUE ITaMSITH OTMede-
HO B 69 % city4aeB, B IpyIlIle IalKueHToB 6e3 DA — B 83 %,
B rpyie nauueHToB ¢ CHA — B 45 %.

ITomMumo TToI0XUTENBHOTO 3(D(eKTa OBLIN BHISIBIICHBI
HeskeNaTeabHble 3 @MEKTHI: BO30YXIeHNE C YCUIEHUEM
CUIEPAKTUBHOCTH OTMe4eHO y 17 % neteiil B o0LIeil IpyII-
I1e, IIprYeM Jaire 3ToT 3(pdeKT oTMevascsa B MOATPYIIIe
neteit 6e3 DA. HapylreHue cHa BcTpeyanoch ¢ OQMHAKOBOI
4acTOTOM B 00enx rmoArpymmnax — B 4,8 % ciydaes, amiep-
rmyeckue peakunu BhISIBIEHBI ¥ 2,9 % nmereit. OTMeHa
Iperiapara M3-3a HeXeJIaTeIbHBIX SIBJICHUN IIpoBeacHa
y 17 (10 %) neteit u3 165, mpuyem 4alie OHa IIPOBOAMIACH
B rpymire nereii ¢ COA u3-3a oImaceHui poauTeIeit yXym-
IINATH IToKa3aTeau ux L.

Takum o6pa3om, mpuMeHeHue Koruryma okasanoch
Haubojee 3(pHEKTUBHBIM B OTHOIICHWY BHUMAaHUS Ha

3aHSATHUSX C TTOBBIIIEHUEM UX 3(PPEKTUBHOCTH, a TaKXKe
B OTHOIIICHWUM ITAMSITH, ¥ B MEHBIIICH CTEIIEHU — YIIydIlle-
HHS pedeBoro pa3Burus. OOIIee IMCcIo HexXeIaTeIbHbBIX
3(p(deKTOB, MPUBEAIINX K OTMEHE ITperapara, COCTaBUIIO
10 %.

Crnenyer 3aMETUTh, YTO B OTHOILIEHUN DA NMpUMeEHEHNE
Koruryma He TOIBKO He BBI3BAJIO YXYAIIIEHUI, HO TaXe Ipo-
JMIEMOHCTpUpoBaio yayuineHue. [1pu mpoBeneHUN KOHT-
poisHoro HBOM yepes 1 rog Hadmonenns y 17 us 62 ne-
Teil DA penyuupoBanachk. Hapacranusa DA He oTMeueHO
HH B OTHOM CJIy4yae, TakK e KaK ¥ He OTMEUYEHO IIPOBOKa-
LI SIMICTITUICCKUX TIPUCTYIIOB.

Takum o6pazom, Korutym mnpencrapisieTcst 6e3ormnac-
HBIM MpenapaToM sl CHUXeHus mposiBienuii CIBT
B rpyre gereit ¢ CHA.

06cyxxaeHune

B pabore A.A CaBenkoBa u O.JI. bagansana (2013)
paccMaTpUBAIOTCSI BOBMOXHOCTH ITIPUMEHEHUST HOOTPOII-
HBIX ITPEIIapaToB P SIIICIICH. ABTOPHI ITOTYePKUBAIOT,
YTO OCHOBHOE BHUMaHUeE B IIpolIecce JeUCHUS MallMeHTa
C SIUJICTICUEH YAEISIETCS IPOTUBOANIIENITAYECKOM Tepa-
MU, IIeJIbI0 KOTOPOI SIBIIIETCS ITPEI0TBpAICHIE SITHICTI-
TUYECKMX IPUCTYIIOB. OMHAKO SMUJIEIICHS COITPOBOXIA-
eTCAd HE TOJBKO IPUCTYNaMHU, HO M HapyIICHUSIMH
SMOLIMOHAIBHBIX, BOJIEBBIX, KOTHUTUBHBIX IIPOIIECCOB.
C 3TO#i TOUKM 3peHUsT B KOMIUIEKCE ¢ 0a30BOi IIPOTUBO-
SIUJIENITUYECKON Tepanueil 000CHOBAaHO MpUMEHEHUE
HOOTpONHBIX Ipenaparos [17]. CyiiecTByeT MHEHHE, YTO
IMPUMEHEHNE HOOTPOIIOB IIPH SMMJICTICM MOXET BbI3bIBATDH
yTsoKesneHue TedeHus 3adonesanus. [1o manueiv JI.P. 3eH-
koBa (2010), mpu JIeYSHNH SIUJICIICUH CIeIyeT n30eraThb
(haKkTOpPOB, CHIDKAIOIINX SMICHTUICCKUN ITOPOT, TAKUX
KaK TUICPUHCOJISIIUS W TUIEPTEPMUS, U30BITOYHBIN
ImpreM Jasi 1 Koe, IMpreM HEKOTOPBIX JIEKapCTBEHHBIX
IpenaparoB, B TOM YMCJie HOOTPOITHBIX [5]. BmecTte ¢ Tem
M3BECTHBI NMyOJIMKalMKU, COO0IIaloIue 00 yaydllieHun
nokaszateneit DD u yMeHbIIeHUN DA TIpH JICUSHUU TTH -
patteramom [19].

B.M. Tpermten u coaBrt. (2021) olieHUBaJIM BIMSIHUE
npenapara Korutym y 84 mauuenrton ¢ JLIIT v peueBbIMU
HapymeHusiMU. beum oocnemoBansl netu ¢ ALIIT (cmac-
TUYECKOW OUIUIETUEN, TEMUIIAPETUYECKOM M aTOHUYECKHU -
acTaThyeckoi (popmMaMu), CIIOCOOHBIE K CAMOCTOSITEIb-
HoMmy nepenBmxkeHuio (I—III ypoBeHb mBUTATEIBLHBIX
HapymeHuit no GMFCS), B Bo3pacte ot 7 no 10 net. OT-
MeueHa MOJOXUTEeNbHAs JUHAMUKA PAa3BUTUSI SKCIPEC-
CHBHOM peur, (DOPMHUPOBAHMS IPAMMATUIECKOTO CTPOSI
pedn, IIPOCOINIECKOI CTOPOHBI pedr Oaromapsi peryisip-
HBIM JIOTOTICTMICCKIM 3aHITUSIM 1 IIPUMEHEHHUIO METOIIOB
¢dusnyeckoii peadbuutanuy. B rpymie maieHToB, IOIy-
yapmmx Korutym, yrmydnnumich (yHKIIMOHATBHBIE BO3-
MOXHOCTH PeUl, YBEIWYWINCh aKTUBHBIN CIIOBAapHBIN
3arac u JUIMHA NpeAJIOKeHU, peub cTaja 6osee pa3doop-
yuBoii. I[lepeHocMMOCTh IIpernapara OblLla XOpOIleid,
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aJUIeprvy He OTMEeJaIoCh. [1py mnHAMUYeCKOM KOHTpPOJIe
D3I mocne MOBTOPHBIX KypcoB Tepanuu Korurymom
He 00Hapy>XeHO MOSBIeHUS DA 1 TPOBOKAIIUM STTHJIETI-
TUYECKUX IIPUCTYIIOB. ABTOPHI NOTYSPKHUBAIOT, YTO XOPO-
11ast IepeHOCUMOCTD Tepanuu IperapatomM Korutym npu
OTCYTCTBUHU 3HAYMMBIX TOOOIHBIX 3((HEKTOB, BIMSIOIINX
Ha OTKa3 OT IIPEeIOKEHHON CXeMBI JICUCHUSI, TIO3BOJISIET
paccMaTpuBaTh BO3MOXHOCTH MCIIOJIb30BaHMS IIpeliapaTa
JIJIST JICYSHMST PEUEBBIX PACCTPOMCTB Y ITAIIEHTOB JIETCKO-
ro Bo3pacta ¢ JILIIT [12].

N.0. IllenepkuHa u coastT. (2021) nsyyanu 3¢ dek-
TUBHOCTH ITpuMeHeHUsI Korntyma B KOMITJIEKCHOM Tepa-
MUU aCTEHUYECKOTO cuHapoma. B ucciaegoBaHue ObLI10O
BKII0YeHO 112 meTeit 060ero mnosa, mepeHecnx HOBYIO
KOpOHaBUpPYCHYI0 nHpekuio. CpeagHuii BO3pacT maiu-
eHTOB cocTaBwI 9,8 roga. OCHOBHBIMU kKaj00aMu ObUTH
OBICTpasl YTOMJISIEMOCTb, UCTOIIIAeMOCTb, FOJIOBHBIE 00JIH,
II0XasI IEPEHOCHMOCTD YUYeOHBIX M (DM3NIECKIX HATPY30K,
9MOIIMOHAJIbHAS JIAOMIBHOCTD, OTCYTCTBHE MOTUBAIIMHU
K yuebe, HapylleHue cHa. B paboTe ncnoab30Bauch K-
HUYEeCKHUE, aHAMHECTUIECCKIE, YIIBTPa3BYKOBBIC M HEHPO-
dusnoornyecKrue MeToabl uccaenoBanus. ety u moa-
POCTKM O0€uX TpYyNN IO MOKa3aHUSIM 3aHUMAaJIMCh
C TICHIXOJIOTOM, JIOTOMEIOM, MM IIPOBOIMINCH (DU3NOTE-
panus, ieueOHast pU3KyIBTypa, MaccaxX. OmgHa rpyrma aeTeit
monydana Korutym, apyrast rpyrma He mojydajia JaHHBII
npemnapar. I1o pe3ynbrataMm poBeAEHHOTO MCCIICIOBAHMS
OBLJIO OTMEUYECHO YMEHBIIICHNE aCTCHUUYECKIX ITIPOSBIICHMIA
y JIeTeii B 00eUX rpyIinax, Ho B OoJIbLIEH CTereHu B 1-i1 rpym-
nie, mony4vasiieit Korntym. Hanbonee 3HaunMbIM Ha (hoHE
JiedeHus1 6611 3(pPeKT B OTHOIIEHNM OOIIIEel acTeHUH, aK-
TUBHOCTHU, (pr3nuecKoit actreHun [13].

B uccnenoBannu, nmposeaeHHoM O.A. MuioBaHOBOI
n C.1O. Acranunoii (2016), mogoXATENbHBIE PE3YIIBTATHI
npuMeHeHrss Korntyma ObU OTMEYEHbI K KOHILY 6-11 Heie-
JIA Y BCEX TAIMEHTOB (YIydIIMIINCh CIIOCOOHOCTD K 3aI10-

1. Baitmeesa H.B., Mupomnuuenko .M. N-aueTtunacnaprar — 6uo-
MapKep MCUXUIECKUX U HEBPOJIOTMIECKMX HapyIeHuit. 2KypHai
HeBpostornu u nicuxuarpun M. C.C. Kopcakona 2015;115(8):94—8.
DOI: 10.17116/jnevro20151158194-98
Baymeeva N.V., Miroshnichenko I.I. N-acetylaspartate is a bio-
marker of psychiatric and neurological disorders. Zhurnal nevrologii
i psikhiatrii im. S.S. Korsakova = S.S. Korsakov Journal of Neurology
and Psychiatry 2015;115(8):94—8. (In Russ.).

DOI: 10.17116/jnevro20151158194-98

2. Busenb T.I. OcHoBbI Heliporicuxojoruu. Teopus v pakTUka. M.:
ACT, 2021. 544 c.

Vizel T.G. Fundamentals of neuropsychology. Theory and practice.
Moscow: AST, 2021. 544 p. (In Russ.)

3. ToproHoBa A.B., IlleBuenko F0.C., ToptoHoB A.B. Korurym B net-
CKOI HEBPOJIOTUU U TICUXUATPUU (OTIBIT TPAKTUIECKOTO IPUMEHE-
Hust). ZKypHain HeBposoruu u rcuxuarpuu um. C.C. Kopcakosa.

MMHAaHUIO YIeOHOTO MaTeprajia, KOHIICHTpaIvs BHUMa-
HUSI, KPaTKOBPEMEHHAsI M IOJTOBPEMEHHASI ITaMSITh,
IIKOJIbHASI YCIIEBAEMOCThH B 11eJioM) [7].

A.B. ToproHosa u coasr. (2019) uzyuanu Biusinue Ko-
TUTYMa Ha BHUMaHUE W IMaMSATh Y AeTell ¢ IpoBeacHUEM
TICUXOJIOTMYECKUX TecToB. ITocie Kypca iedeHus poauTe-
JIN 00CIeIyeMBIX OTMETHIN Y MeTell 3HAYNUTEIbHOE pac-
IIUPEHNE aKTUBHOTO CJIOBaps, yAydYllIeHUe BHUMAHMSI,
ITOBEICHUSI ¥ BKJIIOUCHUS B IIpoliecc ooydeHwus [3].

O.J1. JlarmoukuH (2014) n3yyain 3aTpaTHyIO 3¢ (PeKTUB-
HOCTb ieKapcTBeHHO# Tepanuu ripu CABI y 93 manmeH-
TOB B Bo3pacrte ot 6 10 11 jieT, 25 13 HUX MOJIydaii KypcoBoe
neyenune Korutymom, 21 — cTparrepoii, 22 — maHToraMoM
n 25 — teHoTeHOM. CONYyTCTBYIONIEH Teparmuy He OBILIIO.
Hawn6omnbiyio 3¢ GeKTUBHOCTD IoKa3a IpenapaTt Koru-
TyM, HAaNMEHBIIIYIO — TeHOTeH. HanMeHbImas CTouMoCThb
KyPCOBOTO JIeYCHMSI OTMEUEHA Y TCHOTEHA M ITAaHTOTaMa,
HauOoJbllIas — MPU JIeYeHUU cTparTepoii 1 Korutymom.
OmHako IIpy aHAJIM3e 3aTPaTHOM 3(hHeKTUBHOCTH HAbO-
Jiee 1ieJecoo0pa3HbIM BITJIsIAEI0 JeuyeHrue Korutymom,
TaK KakK y 3TOro mperapaTa oIpeaesseTcs HAMMEHbBIINI
rokKazaTeb 3aTpaTHO 3 (HEKTUBHOCTHU IO CPaBHEHUIO
CO BCEMU IPYTUMHU UCCIIENYEMbIMU JIEKAPCTBEHHBIMU CPEL-
ctBamu. TakuM 00pa3oMm, pe3ynsTaThl MpoBeaeHHOTo dap-
MaKO3KOHOMMYECKOTO MCCIICIOBAHNS TOBOPSIT O 3HAYMTEITh-
HoM IpeumylecTBe Koruryma ripu BeIOOpE JIeKapCTBEHHBIX
cpeacts mist Tepanun CABIT ¢ Toukm 3peHust 3aTpaTHOM
s¢dexTuBHOCTH [6].
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Inunencus Nnpum MUTOXOHAPUANbHbIX 3a00NeBaHUAX.

KnuHnyeckasa nekuus
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KoHTaKThI:

Anexkceitr Cepreesuy Kotos alexeykotov1980@gmail.com

Mpu AUCHYHKLUUM MUTOXOHAPUIA NPEUMYLECTBEHHO NOPAXAKOTCA OpraHbl C BbICOKOKH MeTabosMyeckoil NoTpeGHOCTbIO,
B NepBYI0 oyepesb — roJ0BHOM MO3r. INUnencus ABNAETCA PacnpocTpaHeHHbIM GEHOTUNUYECKMM NPU3HAKOM KaK CUH-
APOMHbIX, TaK U HECUHAPOMHbIX MUTOXOHAPUANbHbIX 3a60NeBaHMit. Inunencus Npu MUTOXOHAPUANbHBIX 3a00N1eBaHUAX
N0X0 NOAAAETCA TEYEHUIO W YACTO ABNAETCA HEONAroNPUATHLIM MPOTHOCTUYECKUM NPU3HAKOM. MaLMeHTaM C MUTOXOHA-
pUanbHOi 3NUNENcUeit Ha3HAYAIOT Pa3NMyHbIe aHTUINUAENTUYECKUE NpenapaTbl, OAHAKO ClIefyeT u3beratb MUTOXOHAPUO-
TOKCMYHbIX NpenapatoB. lpefctaBneHsl onucanus cuHapomoB MELAS, MERRF, Leigh u NARP.

KnioueBble cnoBa: anunencus, anunentTuyecknii npuctyn, MmutoxoHapuu, MELAS, MERRF, Leigh, NARP

Insa uutuposanua: Kotos A.C., Pupcos K.B. Inunencus npu MUTOXoHAPUANbHbIX 3aboneBanuax. KnuHuyeckas nexkuus.
Pycckuii sxypHan peTckoit HeBponoruu 2022;17(4):63-70. DOI: 10.17650/2073-8803-2022-17-4-63-70

Epilepsy in mitochondrial diseases. Clinical lecture

A.S. Kotov, K. V. Firsov
M_F. Viadimirskiy Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Contacts:

Aleksey Sergeevich Kotov alexeykotovi980@gmail.com

Mitochondrial dysfunction mainly affects organs with high metabolic demand, primarily the brain. Epilepsy is a com-
mon phenotypic sign of both syndromic and non-syndromic mitochondrial diseases. Epilepsy in mitochondrial diseases
is poorly treatable and is often an unfavorable prognostic sign. Patients with mitochondrial epilepsy are prescribed
various anti-seizure medications. Mitochondriotoxic drugs should be avoided. Descriptions of MELAS-syndrome,

MERRF-syndrome, Leigh-syndrome, NARP-syndrome are given.

Keywords: epilepsy, seizure, mitochondria, MELAS, MERRF, Leigh, NARP

For citation: Kotov A.S., Firsov K.V. Epilepsy in mitochondrial diseases. Clinical lecture. Russkiy zhurnal detskoy nev-
rologii = Russian Journal of Child Neurology 2022;17(4):63-70. (In Russ.). DOI: 10.17650/2073-8803-2022-17-4-63-70

OCHOBHBIMU (DYHKIUSIMH MHUTOXOHAPUIN SIBISIIOTCS
TEPMOTEHE3, TeHepaLMsl AJEKTPUUECKOTO MOTeHIMaa, CUH-
Te3 AT® 3a cueT sHeprum, 00pas3yroIIeiicss B HUX IPU OKHUC-
JICHUM OpraHMYecKux coenwHeHuit. Ilpm guchyHKIMN
MUTOXOHAPHI TTPEUMYIIIECTBEHHO ITOPaXKaloTCsl OpraHbl
C BBICOKOI MeTab0JIMYeCKOU MOTPEeOHOCTHIO, B MEPBYIO
odepenpb — rojoBHOM MO3L. OTHUM M3 HEBPOJOTMUIECKIX
MPOSIBJIEHUI MUTOXOHAPUATIbHBIX 3a00JIEBAHUI MOTYT ObITh
SOWICNTHICCKUE MPUCTYIIbl. BripoueM, garie Bcero oHU
OKa3bIBAIOTCS TOJIBKO OMHMM 13 CHMIITOMOB B pa3BEepHYTOM
KIMHUYECKOU KapTUHE C MOPaKeHUEM Pa3IMYHbBIX OPTaHOB

1 cucteM. Kak rmpaBuiio, Snuiencust Ipyi MUTOXOHIPHATb-
HBIX 3a00JIEBAaHMSIX TUIOXO ITOIIAETCS JICUCHUIO M YacTO
SIBJISIETCS HEOJIAarOIPUSITHBIM IIPOTHOCTUIECKUM ITPU3HA-
koM. IlaneHTamM ¢ MUTOXOHIpUAILHOM 3MuUjerncueit Ha-
3HAYaOT Pa3NYHbIe aHTURMIWJICIITUICCKUE TIPeIapaThl
(ADII). Omnako HekoTopbie ADII momaBiIsIOT QYHKIIUIO
MUTOXOHAPUIA. PojIb BUTAMMHOB, MUILIEBBIX 100aBOK U pa3-
JIMYHBIX TUET OCTACTCSI HeMOKa3aHHOM.

MELAS-cunapom (mitochondrial encephalomyopathy;,
lactic acidosis, and stroke-like episodes — MUTOXOHIPH-
anbHas SHIIe(ATOMUONATYSI, JJAKTaT-allia03 U MHCYJIBTO-
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IMOOOOHBIEC SMU30IbI) — PEAKOE CUCTEMHOE MUTOXOHIPH-
anbHOE 3a00JieBaHME, HAaUMHAIOIIEeCsI B IETCTBE ITOCTIe
HOPMAJIbHOTO TIEPUO/Ia pAHHETO Pa3BUTHUS 1 OOYCIOBJICH-
HOE€ TOUYEYHBIMU MYTalUUsIMU MUTOXoHApuaiabHou JITHK
(mtAHK) B renax MTTLI1, MTTQ, MTTH, MTTK,
MTTS1, MTNDI, MTND5, MTND6, MTTS?2, BHI3bIBaroO-
MU HapyIIeHE SHEPTOMPOIYKIIMI B MUTOXOHAPHAIb-
HOM AbIXaTeJbHO# Ilenu. MyTalluu MOTYT BO3HUKATHb
de novo Wiy HaCIeaOBATHCS IO MATePUHCKOM TMHUHU. My-
TallMy HE BCEIa IMIPUBOIST K 00JIE3HH, ITOCKOJIbKY M3-32
reTepoIUIa3MUN OOJIBITMHCTBO MUTOXOHAPHUI OCTAIOTCS
WHTaKTHBIMH.

B maTorenese 3Toro cMHIPOMAa Y4aCTBYIOT HECKOJIBKO
B3aMMOJIEHCTBYIOIINX MEXaHN3MOB: HapyIIICHE MUTOXOH-
JIPUAIBHOTO IPOM3BOACTBA SHEPTUH, AHTOIIATHS, JIAKTAT-
anmmo3, aedunT okucu a3ora [9, 18, 23, 31]. Hecrmoco6-
HOCTh IOBPEXIEHHBIX MUTOXOHIPHI IPOIXYLIHPOBATH
JIOCTATOYHOE KOJIMYECTBO SHEPTUM IIPUBOIUT K IOJIUOP-
TaHHOM IaTonoruu. JehuuT S3HepTUN TakKkKe CTUMYJIH-
pPyeT MUTOXOHIPUAJIBHYIO TIPONMdepalnio B IIaTKOMBI-
IIEYHBIX ¥ SHAOTEIUATBHBIX KJIIeTKAX MEJIKMX KPOBEHOCHBIX
COCYIOB, YTO IIPUBOAUT K HAPYIIEHUSIM MUKPOITUPKYIISIITAN
¥ TIOSIBJIEHUIO MHCYJIBTONOIO0HBIX 3TTU3040B [8].

ITpu MELAS-cuHapome npexie BCero CTpagaloT TKa-
HH ¢ BBICOKHM 3HEPIoIIOTPeOJICHUEM: MBIIIICYHAS U HEPB-
Has. Takxe mopaxaroTcs IMoKeIyJ0YHas XeJie3a, CepALe,
IJ1a3a, IIe9eHb 1 IMoYKK. [1aTomornyeckue n3MeHEHMS TO-
JIOBHOTO MO3Ta BKJIIOYAIOT THOEIb HEMPOHOB, IEMUEIIH -
HU3AINIo, Ipojindepalnio actponuToB. Hepenko Berpe-
YalTCs KaTbII(MUKATHI B 001aCTH 0a3abHBIX TAHIJINEB.
Boe3Hb HOCUT IPOrpecCUpYIONIMIA XapaKTep.

J7151 MarmeHTOB XapaKTepHbI HU3KUI POCT, MBIIIICYHAS
C1a00CTh, TUIOTPOGUS, TUTIOTOHMSI, MUOKJIOHUM, HApy-
IIEeHUS CEPACIHOM MPOBOAMMOCTH, HEIIEPEHOCUMOCTD
¢u3MYeCKNX HArpy3oK, OTCTaBaHUE B HEPBHO-IICHXHU-
YEeCKOM Pa3BUTHUH, OCTpasl WM XpOHUIECKAsT MOYeUHAs
HEIOCTAaTOYHOCTD, THUITOIIApaTUpe03, HelipoceHCopHast
TYTOyXOCTh, HEMPOIATUH, TIOPAXKCHIE TICUCHN 1 KTy I0Y -
HO-KHUILIEYHOTO TpaKTa, caxapHblii nuaber [2, 5, 22, 36].

Hapsiny ¢ HeBpOJIOTUYECKUMU IIPOSBACHUSIMU (3ITH-
JIETICHEl, TOJIOBHBIMM OOJIIMU, MO3XKEUYKOBBIMU HapyIIIe-
HUSIMH, TUTIEPKIUHE3aMM, MBIIIIEYHOI TUCTOHUEH, NHCYIb-
TOIOAOOHBIMU 3IMMU304aM1) BO3MOXHBI ICHUXMICCKHE
HapyueHus [14].

HMHcynbrononoOHble 3MU30/bl SIBISIOTCS BUSUTHOMU
kaproukoir MELAS-cunapoma 1 Bctpevarores y 84—99 %
nauneHToB [21]. JIaHHBIE COCTOSTHUS 4acTO COMPOBOXKIA-
IOTCSI BLICOKOM TeMITepaTypoii, CUIIbHOM roJIOBHOM 0O0JIbIO,
cymoporamu. [IpuunHO# ABISIETCS HE OCTpasi MUIIEeMMUs,
a MeTabonmIecKass TUCHYHKINS, TP KOTOPOM MMEIOT
MecTo cHIKeHne cuHTe3a AT®, peayKiys OKUCIUTEb-
Horo hochoprIMpoBaHUsl, MOBLIIIIEHNE YPOBHS TaKTaTa.
Bo3MOKHO IMOsIBIIeHIE TaKMX CUMIITOMOB, KaK TeMUAAHOII-
CHSl, TeMUIIape3, aTaKCusl, MTHTEHIIMOHHEBII TpeMOop, KOp-
KOBasl clieoTa, MUTPEHEeINog00HbIe TOJOBHbIE 00JIH,

3pUTEIbHAsI aTHO3MS, IIPO30ITarHO3MsI, KOPKOBas IIIyX0Ta,
CITyXOBasl arHO3MsI, ToIrorpaduyecKkast 1e30pUeHTAIINS,
pa3IMYHbIC TUITHI ada3uu, MOMyIIapHBINA HETJIEKT, Hapy-
IIEHUS BBICIINX KOPKOBBIX (DYHKIINIA.

KornutuBHBIC HapyLIeHUs CBSI3aHBI ¢ TUPDY3HBIM
ImopaxkeHMeM Mo3ra (MUTOXOHIpPHAJIbHOE CIaboyMue)
U yCyTyOnsitoTest TakTar-aiuno3om [20]. XapakTepHbl Obl-
CTPBIi perpecc CUMIITOMATUKHU M CKIIOHHOCTD K PEIIUIN-
BUPOBAHMUIO.

IIpu sTOM cuHApPOME HEOOs3aTEIbHO HANMYME BCEX
BBIIIETICPSUYMCIICHHBIX CUMIITOMOB: IaKe ITPY BHISIBJICHUHN
1—2 CMMIITOMOB CJIeAyeT 3aroI03pUTh JAaHHYIO I1aTOJI0-
THUIO.

ITpu MELAS-cuHapoMe 4acTo BCTpedyaloTcsl CyIopo-
1 (KaKk BO BpeMsI MHCYJBTOIOJOOHBIX SIIM30I0B, TaK
1 He3aBUCUMO OT HMX) [12]. IIpucTynbl reTeporeHHbBI
1 He MMEIOT ITATOTHOMOHMYHBIX IIPU3HAKOB, MOTYT OBITh
(oKaNIBHBIMU U T€HEPATN30BAaHHBIMU, YACTO PE3UCTEHT-
HBIMU K Tepanun. [1areHTsI ¢ TSoKeIBIMU SITICIITHIC -
CKMMM TIPUCTYIaMH, KaK IIPaBUJIO, UMEIOT 00JIee TSDKEITYIO
KIMHAYECKYIO TUC(HYHKIINIO K 00JIee TSLKEI0e IIopaXkeHNe
opraHos [13, 28].

DIUIeNTUICCKUE MPUCTYIBI OOBIYHO BO3HUKAIOT
B ocTpoii (dase MHCYABTONOAOOHOrO 3mu3oma [15].
Ha snexTposHuedanrorpaMmme MOTYT PeTUCTPHPOBATHCS
MMePUOANIECCKHE JIaTePaJN30BaHHbBIC SMIICTITUICCKIE
pa3psabl. HekoTopble malMeHThl ¢ TOYSYHOI MyTaluein
MtAHK A3243G momHOCThIO 6€CCUMITTOMHBI MJT UMEIOT
JIETKHE CMITTOMBI, XapaKTePHBIC /11 MUTOXOHAPUATBLHBIX
3aboJjieBaHuii [7].

Junarnoctuka MELAS-cunapoma 3aTpynHeHa M3-3a
0OJIBIIIOrO KOJIMIECTBA PA3IMIHBIX CUMIITOMOB, Ha TICPBHIi
B3IJISI HE CBSI3aHHBIX MEXIY CO00M, KasKIbIi 13 KOTOPBIX
MOXKeT Ae0ITUPOBaTh B pa3Hoe BpeMsi. KinuHuueckue,
WHCTPYMEHTAJIbHBIC 1 TA0OPaTOPHbIC METOIBI INMAarHOCTH-
KU BBISIBJISTIOT COYETAHHOE TTOPAXKEHNE Pa3IMUHBIX Opra-
HOB U CUCTEM OpTraHu3Ma. JIMarHoCTUIeCKUMU KPUTEPH -
SIMHU SIBJISIIOTCSI SHIIE(haJIOMUOTIATHS, THCYJIBTOIIOTO0HBIE
SIU30[bI, TA00PATOPHBIC M TUCTOJOTMYECKHE TIPU3HAKHI
MUTOXOHIPUAIBHON OTUCHYHKIINM, HATUYNEC MYTaIlui
B MT/IHK. Heobxonum coop cemeitHOro aHaMHe3a 1 Ipo-
BelleHWEe MarHUTHO-pe30oHaHCHOU ToMmorpaduu (MPT)
[35]. [Ipr3HAaKOM MUTOXOHAPUATHHON AUCHYHKIIUU SIB-
JISICTCSI TTOBBIIIIEHUE YPOBHS JIAKTAaTa B CBIBOPOTKE U JIMK-
Bope >0,45 %o [23, 30].

B GronTatax CKeJIeTHBIX MBI BBISIBISIIOTCST «pBaHBIC
KpacHBIC BOJIOKHA», YKa3bIBAIOIINE Ha aHOMAJIbHOE CKO-
TUIEHUE MUTOXOHIPUIA, U COCYIBI C CUJIBHOW pEaKUel Ha
CYKIIMHATICTUIPOTreHA3Y.

[To maHHBIM HelipOBU3YyaIMU3aLIMH ITOPAXKAIOTCS TIpe-
WMYIIIECTBEHHO BUCOYHAsI, TEMEHHAsI U 3aThIJIOUHAS JOJIH.
BrisaBisitorcst ouarv, He COOTBETCTBYIOIIME CUCTEME KPO-
BOCHAOXEHUSI OIIPEACIICHHOM apTepru, (DIIYKTYHPYIOIIHUE,
MUTPUPYIOIINE WIN Ucuye3amlme. Hepenko BBISIBIsIETCS
KaJgbLnpUKaLNsI 0a3aJIbHBIX TAHTJINCB.
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Puc. 1. MazHumHo—pe30Hchnaﬂ KapmuHa nopasiCerHust npeumyu,eCmeeHHo KOpmuKaabHO2C0 seuwjecmed npasoco noaywapusi ¢ NPpUHAKamu eemoppazu4ecKo-

20 nponumoiearus npu cunopome MELAS (DWI, FLAIR, T1)

Fig. 1. Magnetic resonance imaging of the lesion of the predominantly cortical substance of the right hemisphere with signs of hemorrhagic impregnation in

MELAS syndrome (DWI, FLAIR, T1)

Ha puc. 1 npencrapieHa MarHuTHO-pe3oHaHcHast (MP)
KapTUHA ITOPaKeHUS KOPTUKO-CyOKOPTUKAIEHOTO BEIIIECT-
Ba IIPABOTO ITOIyIIApUs OOJIBIIIOrTO MO3Ta C MpU3HAKaAMHU
reMopparuyecKkoro MpornuThIBaHUS KOPHI Y 15-j1eTHero ma-
mueHTa ¢ MELAS. B xopTukaiibHOI# TIIaCTUHKE TIPELIEHT-
paJbHOM 6OPO3/Ibl M TEMEHHO-3aThLIOYHOM 00J1aCTU BU3ya-
JIM3UPYIOTCS YYACTKU ITaTOJIOTUYECKU ITOBBIIIIECHHOTO
MP-curnana, mostopsitonye ¢hopmy n3BmimH. Ha cepusax
MOCTKOHTPACTHBIX U300paKeHUI oTMedaeTcsl 0oJiee BbIpa-
XeHHoe noBblllieHue MP-curHana.

Ha puc. 2 npencrasnena MP-kapTuHa nmoctuineMuye-
CKVX M3MEHEHUI B ITOJTYIIAPHSIX OOJIBIIIONO MO3Ta M MO3KeU-
Ke, a Takke (hoKyca IJIMo3a B JICBOM TaJlaMyce Y IallieHTa
C TeHETUYECKU MTOATBEPKIEHHBIM cuHApoMoM MELAS.

TouHBIii TMAarHO3 YCTAHABIMBACTCS HA OCHOBAaHUM pPe-
3YJIBTaTOB MOJICKYJISIDHO-TEHETUIECKOTO MCCIICIOBAHMUS
MtIHK c BeisiBIIeHMEM KOHKPETHBIX MyTawuii [11, 39].

B HacTroguiee Bpems He cyliecTByeT 3¢ HEeKTUBHON
Tepanuy MUTOXOHApUaAbHBIX Oone3Hel. K coxaneHuto,
IIJISI 9TOTO CUHAPOMA HET SAMHBIX PEKOMEHIAIINIA, OITH -
CBHIBAIOIIMX CTAaHIAPTHBIC CXEMBI IpHeMa JIEKapCTB.
MHorue 13 OOLIEeNPUHSITHIX METOMOB JICUECHUST ObLIU
MIPeIIOXKEHBI HA OCHOBAaHUM HEOOJIBIIIOTO YHCIa KIU-
HUYECKUX UCTIBITAHUI YUIM OIMMCAHUMN OTIEIbHBIX CITy-
yaeB [33].

Crnenyet m36eraTh IJIUTEIBHBIX IIEPEPHIBOB MEXIY
IIpHeMaMU IUIIH, OTPAaHUYUTD MOTPEOICHIE XXKIUPOB, YBE-
JINYUTH NMOTpeOJIeHNE YIIAEBOIOB U KUJIKOCTH.

Puc. 2. MaeﬂumHO—pEB‘OHlJHCHlJ}Z Kapmuha nocmuuiemuvecKux U3MeHeHull 6 noaywapusx 0016UI020 MO32a U MO3JICEHKe, A MAKICe 2AU03A 16020 manamyca

¥ nayuenma ¢ noomeepacoennvim cunopomom MELAS

Fig. 2. Magnetic resonance imaging of post-ischemic changes in the cerebral hemispheres and cerebellum, gliosis of the left thalamus in a patient with confirmed

MELAS syndrome
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B ocTpoMm mnepuoae MeTaboIM4ecKoro UMHCYJIbTa 1cC-
MTOJIB3YIOT Pa3IMIHbIC KJIACCHI IIPEeapaToB: TITIOKOKOPTH-
KOMIIBI, TIpeNapaThl ISl KOPPEKIIMHI KUCIOTHO-IIIEIIOUHOTO
OayaHca, aHTUArperanTsl, aHTHhepMeHTH U 1p. OmHaKo
YETKOTO aJITOPMTMa Ha3HAYCHMS MpenapaToB B JaHHOM
CUTyallM1 He cymecTByeT. MHCYIBTOITOmOOHbIE STTM30IbI —
KaK ¢ Ccymoporamu, Tak M 0e3 HMX — MOTYT OTBeYaThb
Ha Teparnuio peKypcopaMu oKcuaa azoTa (L-apruHuHoM,
LIUTPYJIMHOM), KOTOpPBIE YMEHBIIAIOT UX 9aCTOTy U TS-
XKecTb [9, 25]. OmHako cieayeT y9uThIBaTh, YTO L-apruHuH
croco0cTByeT BoiAeeHno NO — ra3a, ClioCOOCTBYIOIIETO
pPacIIMPEHUIO COCYIOB (UTO OKa3bIBaeT OJIarONPUSTHBIN
3¢ deKT), HO B N30BITOYHOM KOJIMYECTBE 00JIaIaloIero
ToKcHueckuM aeiictsueM. [1pu nndapkre nmpuem L-apru-
HUHA B psAe CIydacB MOXKET BBI3BATh ITOBBIIICHHYIO
CMEPTHOCTD [34].

KapuutuH n kosH3uM Q10, IMPOKO MpuMeHsIeMble
B Tepanmuu MELAS-cunapoma, He 061a1a10T J0Ka3aHHOMN
s(ppexTuBHOCThIO [8]. IIpM NeyeHUM OCITOXHEHUI
MELAS-cunapoma cieayeT n3bderathb IpernaparoB, yrHe-
TaNMX (PYHKLMIO MUTOXOHAPUI, HAIIpUMEP COJIeit Bajlb-
MPOEBOM KUCIOTH Ui (peHobapoOuTana. HazHaueHue
BaJIBIIPOATa MOXKET BBI3BIBATD arrpaBaliio SIMICTITHICC-
KuX IpycTyTioB [ 19, 27, 29]. I1pucTymnsl 1o Havaja Wi B XOme
WHCYJIBTOMOAO0HBIX 3MU30J0B CleAyeT KyIHpOBaTh
¢ momo1bio ADIT ¢ HU3K0I MUTOXOHIPUATBHOM TOKCHY -
HOCTBIO.

MERRF-cunapom (myoclonic epilepsy with ragged red
fibers — MIOKJIOHMYECKASI SITIICTICHSI C PBAHBIMU MBIIIICY-
HBIMHM BOJIOKHAMH) — CHCTEMHOE MHUTOXOHIpHAIbHOE
3a00JIeBaHNE, OOYCIIOBJICHHOE TOYCUHBIMHM MYTaIlSIMU
BreHax MTAHK MTTK, MTTLI1, MTTH, MTTS1, MTTS2,
MTTF, MTNDS. IlopaxaloTcsl CTpyKTYpHbI€ F'€Hbl O€JIKO-
BBIX CYOBCIUHUIL ABIXaTEIbHO eI 1 TeHBI TPAHCIIOPT-
Hbix PHK. Pesynsratom Toueunsix mytauuii MtIHK mipu
MERRF-cuHapoMe siBjIsIeTCSI HapyllIeHUe SHEProrpoayK-
LIMM B MUTOXOHAPHUAJIbHON AbIXxaTeabHoI 1enu [10, 38].
Yewm 6osblie myrantHoit MTIHK, TeM cunbHee BbIpaxe-
HBl Ae¢heKThl OKHCIUTEJIbHOro (ocdopmimpoBaHus
U TsDKellee TIposiBieHust 6one3nu. [1pu nedekre sHepre-
TUYECKOTO METa00JIM3Ma IOPaKaloTCsI SHEPro3aBUCUMBIE
TKaHW W OpraHbl. MUTOXOHAPHAIBHOE HaCJeIOBaHUE
IIPOMCXOAUT TI0 MaTePUHCKON JTMHUM, 3a00JIeBAIOT BCE
et OOJIbHOM MaTepu; 0OJbHbIE MYKCKOI'O U 3K€HCKOIO
I10J1a TIOPAXKAIOTCSI B PAaBHOM CTEIICHU.

BrimensioTcs cienyionye OCHOBHBIC TPYITITBI KITMHM -
YeCKUX MPOSIBJICHUI: HEBBICOKHMI POCT; ITATOJIOTHUSI MbI-
IIEYHOI CHCTEMBI (ITOBBIIIICHHAS! MBIIICYHAs] YTOMJISIC-
MOCTb, CJIa0OCTb, YXYAIICHIE IIEPEHOCHUMOCTH (PH3UIECKIX
Harpy3oK, HOIOIIVEe 001 B UKPOHOXKXHBIX MBIIIIIIAX); I~
JIETITUYECKUE TIPUCTYITb. MOryT HabI101aThCsl HEIPOU3-
BOJIbHBIE TIOEPTUBAHMSI MBIIIILIL JINIIA WA PYK 0€3 IoTepHr
CO3HAHUsI, TAPOKCU3MBI 110 TUITY KUBKOB I'OJIOBOM, TeHEe-
pannM30BaHHBIC TOHMKO-KJIOHWYECKHE IIPUCTYIIHI C TIOTe-
peit co3HaHMSA. MHMOKIOHMU YacTO IIPOBOIIUPYIOTCS

PE3KMMM 3ByKaMU WJIM BCIBIIIKOI cBeTa. Berpeuaercs
aTaKCHs — HapylIlaeTcsl KOOpAUHAIIMS IBUKCHUI, BO3HU-
KaeT HEyCTOMUYMBOCTb IIPU XOAb0E 1 CTOSTHUU. BO3MOXKHBI
HapyIICHUS] YYBCTBUTEJIBHOCTU (YXYIIIAIOTCS 3pEeHUE
U clyX (HEHPOCEHCOpPHAsI TYTOYXOCTh)) M KOTHUTHUBHBIX
byHKIMI (CHIZKAIOTCS IMaMsTh, KOHIIEHTpAIs BHUMA-
HUST), KOKHBIE ITATOJIOTMH (MHOTIA BBISIBJISTIOTCSI JTUTIOMBI,
TreMaHTHOMBI), IepudeprIecKre HeBpOIIaTUH, KOTOPHIE
MIPOSIBJISIIOTCSI OHEMEHUEM, OIMYIICHUEeM KKSHMSI, TTOKa-
JIBIBAHMEM B KOHEYHOCTSIX.

Jst mpakTuyeckoro Bpaya nogo3peHre Ha MERRF-
CHHIPOM JIOJDKHBI BBI3BaTh CJICAYIONINE KIMHUYECKHE
MMPU3HAKU: MYJIBTUCUCTEMHOCTDb Y MOJMOPTAaHHOCTD 10~
paxkeHUsI, MAaTePUHCKUI TUII HAacJIedOBaHMS, ObICTpast
YTOMJISIEMOCTD IalleHTa IpY (PU3NIECKOil Harpy3Ke, 60-
JIN B UKPOHOXXHBIX MBIIIIIIAX, MUOMATHSI, KOTHUTHUBHBIC
HapyIICHNS, MUOKJIOHYC-3ITMJICTICHS, aTaKCHsI, aTpOhUs
3pUTEILHBIX HEPBOB, HEMPOCECHCOPHAS TYTOYXOCTh, Hapy-
IIeHUE TIyOOKOM YYBCTBUTEIBHOCTH.

Penkumu mposiBICHUSIMU SIBJISIIOTCSI KapIMOMUOIIA-
THSI, IMTMEHTHASI PETUHOIIATHS, TMPAaMHUIHbBIC HapyIlle-
HHS, o TaIbMOIIape3 W TUIIOMATO3.

B nabGoparopubix aHanuzax npu MERRF-cunapome
MOXET BCTpeUYaThCs TIOBBIIICHNE YPOBHEH JaKTaTa U -
pyBara B KPOBM (JIaKTaT-allMII03), BEICOKOE COMEPKAHUE
0eJKa B JIMKBOpE; Ha DJIEKTPOIHIIehaIorpaMMe MOXKET 00-
HapyXMBaThCs AMUICHTUOOPMHAS aKTUBHOCTD WIN TUD-
¢y3HBIEe MeIJIeHHBIE BOJIHBI; 110 1TaHHBIM MPT — atpodpusa
KOPKOBOT'O U O€J10r0 BellleCTBa OOIbIINX MOJTYILApUil, MO3-
JKeJKa, KaablpuKaims 0a3aIbHbIX TAHIJIMEB; 110 TaHHBIM
3JIEKTpOHEpoMUOrpadpuu — CHIKEHINE aMILTATY/IBI U T~
TEJTbHOCTH IOTCHIINAJIOB IBUTATCIPHBIX SAMHMII, CBUIC-
TEIBCTBYIOIIEE O MOPAXKEHUY MBIIIICYHOM TKAHMU.

ITpr MUKPOCKOIIMIECKOM MCCIICIOBAHMN MBIIIICUHBIX
OMONTATOB BBISIBJISIIOTCS TIPU3HAKY aTPOMUI: YMEHBIIICHIE
pa3MepOB MBIIIIEYHBIX BOJIOKOH, X OJIETHOE OKpaIlliBaHUE,
CKJIEPO3 SHIOMM3US 1 iepuMm3us. [1pu okpacke TUcToso-
TMYECKUX CPE30B TPUXPOMOM I10 Tomopu Gosiee yeM B 5 %
MBIIIEIHBIX BOJIOKOH OOHAPYKUBACTCSI HAIMYME «PBAaHbIX
KpaCHBIX BOJIOKOH». M3MeHSIOTCSI Kpasg MUODUOpUILT
n3-3a Ipoardeparni MUTOXOHAPUNA W (POpMUPOBAHUS
MHTOXOHAPHUAIIBHBIX aIJIOMEPAaTOB I10 UX IepUhepru.

JleueOHBIC MEPOTIPUITHSI AHAJIOTUYHBI OIMMMCAHHBIM
npu MELAS-cunnpome. JleueHrne HOCUT CUMIITOMATHAYE-
CKWI U NAJUIMATUBHBIA XapaKTep, HalpaBJICHO Ha yIy4-
IIeHNEe COCTOSTHUS NamueHTa. st 3amemieHust aTpodu-
YeCKHMX IIPOILIECCOB B MBIIICYHONM TKAaHM HeoOXoauma
¢u3nyeckass akTUBHOCTD.

B kxauectBe ADIT nprMeHsTIOTCS KJTOHA3eTaM, JIJAMOTPH/I-
KUH, JIeBeTHpaleTam, Tonupamat. CriemyeT n3oerarh Imperia-
paToB, YrHETAIOINUX (PYHKIIMIO MUTOXOHIPUIA, HAIIpUMED
COJIei BaJILITIPOEBOI1 KUCIIOTHI WK (peHOOapOuTaa.

TeueHue 3a00JieBaHUSI TIPSIMO MPOITOPLIUOHATIBHO KO-
JINYeCTBEHHOI BrIpaxkeHHoCcTU nopaxkeHus JIHK u Bapb-
HUpYET B LIMPOKUX MpeAeaax — OT CTEPThIX KIIMHUYECKUX
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¢dopM 110 TsKenbiX, paTtanbHbIX. Hayano B 1eTCKOM BO3-
pacTe acCOLIMUPOBAHO C MEHEE OJIarOIPHUSTHBIM IIPOTHO-
30M. [Ipu HEOTATOLIEHHOM TeYEHUU OOJIE3HU U CUCTEMA-
TUYECKOM JICUCHHM IIPOMOJIKUTEIbHOCTh XU3HU
MalIEHTOB MOXET HE OTJIMYAThCS OT TAKOBOU B OOIIEi
nonynsiuuu. [1pu pazBepHyTOM TeYeHUU IIPOTHO3 Heb1a-
TONIPUSITHBIN; JIETaJbHBIM MCXOM HACTYIIACT B TCUCHUE
10—15 neT ot Havyaa 3a00JIeBaHUSI.

Leigh-cunapom (curapom Jlest, 6ose3Hs Jlest, 6o1e3Hb
JIu, momocTpasi HeKpOTU3UpYIoLIas 3HLe(haToMUOIAaTusI,
IMOOOCTPasi HEKPOTU3UPYIOIIas dHIledanonaTus) — CHUc-
TeMHOe MUTOXOHAPUAIbHOE 3a00J1eBaHKe, 00YCIOBAEHHOE
MYTallSIMKA B T€HaX, KOOAUPYIOIIUX IMOJUTCIITAIB KOM-
IUIEKCOB JAbIXaTeIbHOM LIETIM MUTOXOHAPUIA, a TaKXKe Oell-
KOB, IPUHUMAIOIINX YIaCTHE B NX COOpKE Ha BHYTPEHHEH
MMOBEPXHOCTU MUTOXOHIpHAIbHOM MeMOpaHbl (BCSIL:
¢.-53G>T;, BCS1L: c.-50+425T>C; BCSIL: c.-40-307C>G;
PDHAI: 13-BP INS, EX10, PDHAI: c.29G>C
(p.Argl0Pro); PDHAI: ¢.58-1G>0A). CorracHO TaHHBIM
I1.I. LlprankoBoit u coaBrt. (2010), myrtaruu B reHe SURF1
OTHOCSITCS K YMCTy HanboJjIee pacIpoCTpaHeHHBIX B POC-
cuiickoit monymsuym [3].

st maHHOTO CUHApPOMA XapaKTepHa TeHeTHYecKast
reTepOreHHOCTh. B HacTosImee BpeMs MIeHTUDUIINPOBa-
Hbl MATOT€HHbIE MyTalluK OoJiee YeM B 75 reHax, KOnupy-
eMbIX 2 TeHOMaMU (MUTOXOHAPUAILHBIM U IIEPHBIM) [26].

HauGonee pacripoctpaHeHHbIE (POPMBI 3a00JIEBAHUST —
cuHnpoM Jlest, CBSI3aHHBIN C HEAOCTATOYHOCTHIO KOMITICK-
ca 11 gpixarenbHON LIeI MUTOXOHIPUI, aCCOLIMMPOBAH-
HbII ¢ MyTauusamu reHa BCS1L, u X-cueruieHHas ¢popma
cuHapoMa Jlest, accoummpoBaHHas ¢ MyTallUsIMU TeHa
PDHAI

[Ipu Leigh-cuHnpomMe oTMeYaroTCsl ABYCTOPOHHKE IT0-
paxkeHus (04arv HeKpo3a, IJIM03a, IIPOpacTaHUsI COCYIIOB)
CTBOJIa MO3ra, 3pUTEIbHOIO Oyrpa, 0a3ajbHbIX TAHIJIMEB,
MO3Xe4Ka, CITIMHHOTo Mo3ra. CumTaercs, 4To MpUIMHaAMHI
MOpaxkeHus SIBISIOTCS HepocTaToK ATd, cBoOOmHEIE pa-
JIMKaJIbl 1 HaKOIUIeHHE JlakTaTa. OIMHAKO B HACTOSIIIEE Bpe-
MsI 3HEepreTUIecKasl AeTPUBALINS KaK MEeXaHW3M ITaTOJIOTH -
YyecKoro mporecca nmpu Leigh-cuHapome cTaBUTCS TTON
comuenue. [Ipeamnonaraercss, YT0 OCHOBHBIMU BPEIHBIMU
(baktopamu cayxar runokanHus (cHuxenue pCO,)
U PeCIIMPATOPHBIN ankaso3 (rmosbieHue pH). [TpuanHoi
6ose3Hu saBistieTcs He ucromeHnue AT®, a BHyTpUKIIETOUHOE
roAIIeaYnBanme (1/Mau ruriepokcust) [32].

3aboJieBaHME HACIIEAYETCS IO ayTOCOMHO-PEIIECCHUB-
HOMY, MUTOXOHIPHUATHLHOMY, X-CILIETUICHHOMY PeLIeCCUB-
HOMY MexaHM3MaM. [Ipu ayTocoMHO-perieCCMBHOM Ha-
cieqoBaHUM peOeHOK 3abojieBaeT IIPU MOJIYYEHUU
oT 00oMX poauTesneii mo 1 Konuu reHa ¢ MyTaluuen, camu
POIUTENIH SIBJISIIOTCS] 0€CCUMIITOMHBIMU HOCUTEISIMU. [1pu
MMTOXOHIPHUAIBHOM TUIIC HACJICIOBAaHMS 3a00JIEBaIOT BCE
ety 00IbHOM MaTepu. Y G0JbHOIO OTLA U 310POBOi1 Ma-
Tepu netv 6yayT 3mopoBbl. [1pu X-cLenaeHHo#i peleccus-
HOM (popme 3ab01eBaHMsT MMeeTCs Ae(PeKT KaKoTro-Imbo

W3 TEHOB, PACITOJIOXEHHBIX Ha ITOJIOBOM X-XpOMOCOME.
Boie3Hb MposIBIIsIeTCSI IPY OTCYTCTBUU Y Y€JI0OBEKA IPYTOit
X-XpoMOCOMBI ¢ HOpMAaJbHOM KOMMEH TOTro Xe reHa.
VY KeHIIUHbI HOCUTEIbHUIIBI MyTaHTHOTO T€Ha CHIHOBbBSI
3aboieBaloT B 50 % ciy4yaeB, a joyepu O0JICIOT, €C/IU OTeL]
TakxKe 00JIeH.

OTIMINTETPHBIMY ITPU3HAKAMU 3200JI€BaHUSI SIBJISTIOT-
¢ CHMMETPHUYHEBIE ITOPakKeHUsI B 0a3aIbHBIX TAHTJIVSIX WA
CTBOJIE TOJIOBHOIO Mo3ra no gaHHbIM MPT, a Takxke Kiu-
HMYECKOE TeUCHHE C OBICTPHIM YXYAIIIEHNEeM KOTHUTUBHBIX
U IBUTATENIbHBIX PyHKIMIA [4]. OTMeuaeTcst 3SHaYnTeIbHAs
KIMHAYECKAsT M TeHETUYECKask TeTePOreHHOCTh [16].

3abojieBaHNe MMEET paHHee Hayayio — OT 2 Mec 10 1-ro
rona xw3Hu. OIHAKO BCTPEYAIOTCS U 00JjIee IIO3MHKIE CIydan
[40].

Ilo naHHBIM MeTaaHaaM3a U CUCTEMATUYECKOTO 0030-
pa 2020 ., Hanbonee pacIpocTpaHEHHBIMU KJITMHUYECKM -
MM TIpU3HAKaMU CHHIPOMA SIBJISTFOTCS IIOBBIILIEHHBIN yPO-
BEHb JIaKTaTa B KPOBU 1/WJIM CIIMHHOMO3TOBOM XKUIKOCTH
(72 %), 3anepxka pazsutus (57 %), runotonus (42 %)
¢ MOCJIeAyIOILEeH AbIXaTeIbHOM auchyHKimeii (34 %), snu-
nentudyeckue npuctynsl (33 %), mioxoit annetut (29 %)
u cnaboctb (27 %). Okono 80 % manueHTOB UMEIOT Jie-
bumT hepMEeHTHOTO KOMIUIEKCA IbIXaTeTbHOM LIS !
M30JIMPOBaHHbIM aeduuut komiuiekca 1 (35 %), 32 % —
mytauuu MTAHK u 38 % — myrauuu sinepsoii JHK. I1a-
LMeHThI ¢ MyTaumsiMu siaepHoii JIHK monoxe naiimeHToB
¢ myrauusmu MTIHK (8,82 + 13,88 rona nporus 26,20 +
41,11 roma, p = 0,007). Haubonee pacrpocTpaHeHHBIM
MIPU3HAKOM SIBJISICTCS ITOBBIIICHHBINA YPOBEHD JIaKTaTa
B KPOBU WJIM JIMKBOPE [6].

JnarHo3 noaTBepxKuaeTcsl aHaJIM30M T€HOB, KOITHUPY-
IO1IMX O€JIKM 3HEPreTUYECKOro 0OMeHa, acCOLMMPOBaH--
HbIX C 3200JI€BAHUEM.

B nHactosiee BpeMst He cymiecTByeT 3POeKTUBHON
tepanuu Leigh-cunapoma. JledeOHBIe MEPOITPUSATUS aHA-
JIOTMYHBI onvcaHHbIM ipu cuHapomax MELAS, MERRE
JleyeHre HOCUT CUMIITOMATUYECKU, META0OINUECKUI 1
MAJUIMaTUBHBINA XapaKTep, HAIlpaBJICHO Ha YIIyJIICHHUE
COCTOSHMS ManueHTa. s 3aMemIieHUsT aTpo(pUIecKux
MPOLIECCOB B MBIIIIEUHOM TKAaHU HeobxonruMa pusmdyeckas
AKTUBHOCTb.

IIporHo3 npu naHHOM 3a00JieBaHUU HEOJarONpUsIT-
Hbli. [TaneHThI ¢ cuHApOMOM Jlest, CBSI3aHHBIM C HE0-
cTaToOuyHOCTBhIO KoMIuieKca [I1 gprxaTebHOI 1Iemu MUTO-
XOHIpPUIA, JKUBYT B cpeHEM He OoJiee 2 jieT. Maabuyuku
¢ X-cuemniaeHHoM (GopMoii cuHapoma Jless IpoXuBaOT
ot 1 go 5 ner [1]. K neraibHOMY UCXOIy IIPUBOAST Hapaing
JIBIXaTeIFHOTO IIEHTPa, IPOrpeccupyloiias 3Hiedanromna-
TUSI, COMMYTCTRYIOMINE NH(DEKIIUM.

NARP-cungpom (neuropathy, ataxia, and retinitis
pigmentosa (NARP-syndrome) — HeBpomaTusi, aTakcust
Y IIMTMEHTHASI JeTeHepalIysl CeTIATKN ) — CUCTEMHOE MUTO-
XOHIpHUaIbHOE 3a00JIeBaHKE, O0YCIOBIEHHOE TOYEYHBIMU
myTtauusmu MTAHK, xapakrepusymwolieecs: coueTaHueM
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MNPOKCUMAJILHON HEMPOTeHHOM MBIIIEUHON cl1aboCcTH,
CEHCOMOTOPHOM HEUpOIaTuM, aTaKCUM U NMUTMEHTHOM
PETUHOTIATUH.

NARP-cuHapoM BbI3bIBA€TCSI TOUEUHBIMU MyTaLUSIMU
m.8993T>C u m.8993T>G rena MT-ATP6 [17]. Myraumu
B reHe M T-ATP6 u3MeHsIoT CTpyKTypy win pyHKLmo ATD-
CHHTA3bI, CHIZKAsI CIOCOOHOCTh MUTOXOHIPHIA IIPOM3BOANTE
AT®. Mytauust T8993C cunTaeTcst KITMHIISCKH 00JIee MSIT-
koi1, yem mytaums T8993G. [Ipu ypoBHe TreTeporuia3Mumn
>90 % y malyeHTOB MMEETCS IIPOrPECCUPYIOLIAsT HEMpoe-
reHepanus. TspkecTb 3a00J1eBaHus CBSI3aHa C MPOLIEHTHBIM
conepXXaHWeM MUTOXOHIIPUIA, UMEIOIIIMX FeHETUYECKUE U3-
MeHenus. [TarmenTsl ¢ NARP-cuHIpoMoM NMEIOT MyTaLIMIO
MT-ATP6 B 70—90 % mutoxoHnpwuii. [1pu nos1e aHOMaTbHOI
MTJIHK <60 % 3aboneBaHue IpoTeKaeT 6eCCUMIITOMHO WK
MPOSIBIISIETCS] TOJILKO MSITKOM MUTMEHTHOM abuoTpodueit
CeTYaTKM U MUTPEHETIOMOOHBIMM TOJJOBHBIMHU OOJISIMU.
IIpu 90—95 % myTtaLuii UMeeT MeCTO OoJiee TSKeI0e 3a-
oboneBanne — Leigh-cuumpom.

ITo Bceit BUAMMOCTH, 3TH 2 3a00JIeBaHUS MOXHO TIpeI-
CTaBUTh KaK OIWH Pa3BePHYTHII KOHTUHYYM. B cBs3m
C 3TUM BbIzeisieTcs] «JIess-nmomoOHbI CUHAPOM» — JaHHbIN
TEPMHUH IPUMEHSIIOT B CIyYasX ¢ KIIMHUICCKUMU U IPY-
TUMU TIpU3HAKAMU, TIO3BOJISTIOIIMMU IPEAIIOIOXUTH CUH-
npom Jlest, KOTopbie, OMHAKO, HE COOTBETCTBYIOT CTPOTUM
ITHATHOCTUIECKUM KPUTECPUSIM.

MyTanumu HaclIeaylTCs 10 MaTepPUHCKON JTUHUM.
Marb npobaHaa, uMerolas naToreHHolii Bapuant MTIHK,
MOXET UMETh WX He MMETh CUMIITOMBI 3a00JIeBaHUSI.
B GonblIMHCTBE Cly4yaeB MaTh UMEET ropa3fgo MEHBIIYIO
nono aHoMailbHo MTAHK, yem mpoGaHa, 1 0OBIYHO
ocTaeTcst 0eCCUMITOMHOM WJIM UMEET TOJIBKO JIETKIE CUM-
rrroMbl. THOTIA y MaTepu, UMEIOIIEei 3HAYUTEIBHYIO 10~
mo aHoManbHO MTIIHK, B 3peioM Bo3pacte pa3BuUBaloT-
cd TSDKeJIble CUMITOMBEI [37].

[Tpu BU3yanu3almy BEICOKOTO pa3peIlIeHNS B CTPYK-
Typax TOJIOBHOTO MO3Ta M CeTYaTKH IIPU JAHHOM CUHIIPO-
Me€ BBISIBJISIIOTCSI ITATTEPHBI MOBPEXKICHMS TKAHEH, XapaK-
TePUIYIOIIHECS TeTEPOTeHHBIMU YyYacTKaMHM IIOTEpU
HeiipoHoB [17].

CUMIITOMBI MOTYT IIPOSIBISITBCSI B TIEPHOJT OT HOBOPO-
XKIEHHOCTH JI0 3pEJI0TO BO3pacTa, HO OOBIYHO B BO3PACTe
ot 3 mo 12 mec, yacto nocie BupycHoi nHdekumu. bomnee
IMO3IHee Havajo 3aboyieBaHMs (B Bo3pacTe Imocie 1 roma,
BKJIIOYasI Ie0I0T BO B3pOCIIOM BO3pacTe) v 0ojiee MeIJIeH-
HOE IIPOrpecCUpOBaHue HAOIOmAIOTCS Y 25 % MalieHTOB.

IIposineHus 3a001eBaHUSI BKIIOYAIOT MBILIEYHYIO
¢1a00CTh, CCHCOPHYIO HEMpOomaTrio (OHEMEHME, TTOKAJIbI-
BaHME WIM 00Jb B pyKax M HOTax), aTaKCUIO, aTpOGhUIO
3PUTEIBHOTO HepBa, TMTMEHTHBIN PETUHUT, HAPYIICHUS
IBIDKCHUS TJ1a3, SMWJICTITUYSCKUE IPUCTYIBL. Takxke

BO3MOXHbI HEMPOCEHCOpPHAsA TYyTOYXOCTb, HU3KUI POCT,
nedekTsl cepaeyHoi mpoBoguMocTu. HecrmocobHOCTh
K 00y4eHUIO, 3aIepKKa B pa3BUTUH, IEMEHIIVS SIBJISTIOTCS
pacIpoCTpaHCHHBIM SIBICHHUEM.

DHuIeTcys ¢ KpaiiHe TSKeJTbIM (KaTacTpOHIeCKIIM)
TeYEHNEM MOXKET COITPOBOXKIATH TsKelble (hopMbl NARP-
CHHApPOMA C paHHUM JeOI0TOM, OTHAKO B CIyJasiX C ITOI-
POCTKOBBIM 1 B3POCJIBIM HaYaI0M 00JIee XapaKTepHbI PEIKIC
MIPUCTYIIBL. Y B3POCIIBIX ITPU JAHHOM CHTHIPOME BBISIBJICHIE
HapyIIeHUA Ha 3JIEKTPO3HIIeDaTIorpaMMe MOXET IIpeIIe-
CTBOBaTh BOBHUKHOBEHUIO MPUCTYIIOB [24].

Jlakrar-anuno3, MUOGUOPUIIILI C pPBAHBIMUA KPACHBI-
MM KpassMU He SIBIISIIOTCSI 00513aTeIBHBIMA CUMITTOMAMM
NARP-cungpoma. OT™MeuaroTcs Mpu3HaKy nepudepuye-
CKOI CEHCOPHOM M CEHCOMOTOPHOM ITOJIMHEBPOIATUMH,
mucyHKIug nanodek cerdyatku. [Ipu MPT ronoBHoOro
MO3Ta BBISIBJISTIOTCST aTpOdUs MO3XKeuKa M KOPHI TOJIOBHOTO
MO3ra, odyaru Hekposa B 00yiacTu 0a3aJbHbIX TaHTJIUEB;
npu MP-crieKTpocKonuu — NoBbIIIEHNE YPOBHS JIaKTaTa.

JAnarHo3 IMOATBEPXKIACTCS BBISIBICHUEM MYyTaIluit
MTAHK, XapakTepHbIX 11 JaHHOTO CUHApoMa. Moseky-
JISIPHO-TEHETUIECKOE TeCTUPOBAaHME BKIIIOUYACT 1IeJieHa-
MPABJIEHHOE TECTUPOBAHKUE OJHOTO T€HA, CEKBEHUPOBAHNUE
MUTOXOHIPHAIBHOTO TeHOMA U 00Jiee TTOJTHOE TEHOMHOE
TeCTUPOBAHHUE.

JnddepeHnmanbHas [MarHoCTUKA MPOBOIUTCS C 60-
JIE3HSIMU, COMPOBOXKAAIOIIMMUCS aTaKCUEW W TTUTMEHT-
HBIM PETUHUTOM.

B nHactosiiiiee Bpemst He cymiecTByeT 3¢GheKTUBHOTO
neuyeHust NARP-cunapom. JleueGHbIe MepOIIpUsITHS aHA-
JIOTMYHBI onvcaHHbBIM nipu cuHapomax MELAS, MERRE,
Leigh. ITpu obocTpeHny anyao3a MpUMEHSIIOTCST OUKap-
OOHAT HAaTpUS WM LUTPAT, TIPU JMCTOHUU — OEH3IeKCOJI,
b6akiyodeH, TeTpabeHa3WH, TabarleHTUH, UHHhEKIIUU 00-
TYJOTOKCHHA TI0 OTISIbHOCTY WJIM B KoMOMHaLMu. [1pu
KapIrOMHUOIIATUH MOXET ITOTPeOOBAThCSI AHTUKOHTECTHUB-
Hag Tepanus [37].

IIporHo3 npu gfaHHOM 3a00J1eBAHUM 3aBUCUT OT IIPOLICHT-
HOT'O COIep:KaHNST MUTOXOHIIPHI, UMEIOIINX TeHETUIECKIIC
m3MeHeHns1. OIHAKO IOJITOCPOYHBIN MCXOI HE MOXET OBITh
HaJIeXXHO TIpeAcKa3aH Ha OCHOBE Pe3Y/IBTATOB MOJICKYJISIPHO-
reHeTn4yeckux TectoB. st HabIoneHus 3a MporpeccupoBa-
HUEM W TOSBJICHUEM HOBBIX CUMIITOMOB HEOOXOIMMO
IIePUOAMIECKH ITPOBOIUTH HEBPOJIOTUYECKIE, O(TATBMOJIO-
TMYECKHUE Y KApIUOJIOTMUYECKIE 00CICIOBAHIS.

DIUerncus IBIsieTcs pacIpoCcTpaHEHHBIM (PeHOTH-
IMMYECKUM TIPU3HAKOM KaK CHMHIPOMHBIX, TaK U HECHH-
JIPOMHBIX MUTOXOHIPHAIBHEIX 3a001eBaHmnii. B neueHun
SIWJICNTUYECKUX TPUCTYIIOB IIPU MUTOXOHIPHATBbHBIX
3200JIeBaHUSIX CIICAYET M30eraTh MUTOXOHIPUOTOKCYIHBIX
ImpernapaTosB.
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O13bIB Ha yue6HuK A.C. MeTpyxuHa, M.l0. bobbINnoOBOM

«HeBponorua n Heupoxupyprus»
(8 2 Tomax; M.: [90TAP-Megua, 2023)

Vyeonuk «HeBposorus n HepoXupyprus», mpeaHas-
HaYeHHBIN IS CTYIEHTOB MeIUaTPUICCKUX (DaKyIbTeTOB
MEIULIMHCKMX By30B, HarmcaH rmpodeccopom A.C. Iletpy-
XUHBIM COBMECTHO C €ro YyYeHMIEH — IOIEeHTOM
M.IO. bo6bu10BOI#1. DTO Najieko He TePBhI YUeOHUK, BhI-
LIS U3-TI0M TIepa KPYITHOTO YICHOTO W M3BECTHOIO
creuyanucTa B 00J1acTi AETCKOM HeBposioruu. B aTom romy
HCTIOJIHMTCS 23 ToJIa CO JHS BBIXOMA B CBET (hyHIaMEHTAIb-
HOTO PYKOBOJICTBA [UTsI Bpadeil « DIMIENTOIOTHUST JETCKOTO
Bo3pacTa» nog, penakimeii mpod. A.C. IlerpyxuHa, KoTopoe
3JIOXKMJIO OCHOBBI TSI Pa3BUTHSI COBPEMEHHOM SIIJICIITO-
siorun B Poccun. TTpodeccop Annpeit Cepreesud [letpyxun
SBJISIETCSI aBTOPOM U coaBTopoM Oosiee 10 MoHoTpadmii
1 (yHIAMEHTAJIbHBIX PYKOBOICTB, B TOM YHCJIe PaOOTHI
«Aouonarnyeckue (GOpMBI SMUICTICUM: CUCTEMAaTHKa,
IuarHoctuka, Tepanust» (2000 1., B coaBTOpCTBE C TIpod.
K.}O. MyxunbiM); yueOHuKa «HeBposiorust JeTCKoro Bo3-
pacta» (2004 1.); aTyaca 10 KJIMHUIECKOI 3JIEKTPOIHIIE-
danorpadpum «Bnmnerncusi. ATiac 3JIeKTPO-KIMHUIECKOMN
cemmonorun» (2004 r., B coaBropcTBe ¢ mpod. K.}FO. My-
xuHbM 1 JI.}O. [ityxoBoii), KoTopsiit — nepBsiii B CHIT —
SABJISICTCA HACTOJBHOW KHUTOM MHOTMX HEBPOJIOTOB
n Heipodusnonoros; GyHmaMeHTaabHOro Tpyaa «Kim-
HHUYecKas AeTcKas HeBpoJorust» (2008 I.) 1 MHOTUX Apy-
rux. A B 2009 r. Ob11 BEITTyIIeH Y9eOHUK AHnpes Cepree-
Buua IleTpyxuHa «/leTckast HEeBpOJIOTHUsS» B 2 TOMaXx,
KOTOPHIII peKOMEHIIOBaH B KayecTBe 0Aa30BOTO ST CTY-
JIIEHTOB BCEX MEIMIIMHCKUX By30B Poccun.

B Hacrosiem uznaHuy yueOHMKA OTpaXKeHbl KaK Kjiac-
CHYECKME CUHIPOMBI, TaK U TTOCJICTHUE JOCTUKCHNS B HE-
BPOJIOTMH JETCKOTO BO3PACTa, TaHBI IIOAPOOHBIC OITMCAHMS
KJIMHUYECKON KapTUHBI 3a00JIeBaHUI HEPBHOI CUCTEMBbI
1 IIPYUBEICHBI COBpEMEHHBIC KlacCubrKaIiy 3a00JIeBaHIH
u nx dhopMm. Kpome ormmcaHHBIX paHee METOIUK MCCIEeI0-
BaHUS HEPBHOM CHCTEMBI peOeHKa B 3BOIOIIMOHHO-BO3-
PaCTHOM acIIeKTe, B yYeOHMKE OTPasKEHBI M COBPEMEHHBIE
METOIBI HEMPOBU3YAIU3AIIUH, a TAKXKE JIEKTPODU3NOIIO0-
rMYecKre METObI, CIIOCOOCTBYIOIIME OoJiee paHHEH 1 TOU-
HOI fuarHocTuke 3a00eBaHNil MO3ra.

[pu ormcaHny BpOXKIEHHBIX AHOMAJIMIA M HACICICTBEH-
HBIX 3200JICBaHIIT HEPBHOI CUCTEMBI TIPUBOISITCS METOIBI
MOJICKYJISIPHO-TEHETUUECKUX MCCIICAOBAHUIA TTOCIICTHETO
ITOKOJICHMSI, TTO3BOJISIOIINE JIYYIIIE TTOHSTh KaK 3THOJIOTHIO,
TaK ¥ TTaToreHe3 3a00IeBaHMi1. DTO OTHOCUTCS MPEXIE BCETO
K TpYyIIIe HEPBHO-MBIIICYHBIX, HEHPOMETA0OIMIECKIX
U HelipoaereHepaTUBHbIX 3a00ieBaHuii. B mocienHue gecsi-
TWICTHSI TOCTUTHYT 3HAYUTEJIbHBIN IIPOrpecc B pa3BUTUU
TeHETUKM, B TOM YHMCJIC N3YIEHMS TCHETUISCKIX OCHOB Ha-

CJIeICTBEHHBIX 3a00J1eBaH1I1 HepBHOM cructeMbl. Hanbomnee
paHHee YCTaHOBJICHHE TOYHOI'O TeHETUIECKOTO AUarHo3a
oIpenessieT BEIOOP ONTUMAIBHBIX IOIXOIOB K JICUCHUIO
0OJIBHOTO, TIO3BOJISIET TTOTYYMTh OOBEKTUBHYIO MH(POPMALIVIO
0 TIPOTHO3¢ TeYeHUsT 0OJIC3HM M IIPOBECTU T€HETUIECKOE
KOHCYJITUPOBaHIE CeMbH. B HacTosIIee BpeMs ¢ KaskKIbIM
JTHEM PacTeT YKCII0 TeHETIUECKIX 3a00JIeBaHMIA, JIJIs1 KOTOPBIX
pa3paboTaHa TapreTHas (1IeeBast) Tepallvsi, YTO IMPHUBOIUAT
K CYILIECTBEHHOMY YJIYYIICHUIO Ka4eCTBa SKM3HU OOJBbHBIX
JIETel, TSI KOTOPHIX €Ille AeCATWICTUE Ha3al AUarHo3 ObUT
CMEPTEJILHBIM IIPUTOBOPOM.

Oco00¢ BHMMaHUE YAESETCS SIIIETICUM, TAK KaK 3TO
3a00JIeBaHE OYCHB PACIIPOCTPAHEHO U BCTPEUASTCs TIpe-
MMYIIIECTBEHHO B IETCKOM Bo3pacte. IMEHHO B JETCKOM
BO3pacTe XapaKTepeH Ie0I0T OOJIBIITMHCTRA SIMIICIITHIEC-
KHX CUHIPOMOB; B HEKOTOPHIX M3 3TUX CIIyJacB TeUCHUE
3a00JIeBaHMSI OTPAaHMYCHO METCKUM BO3PACTOM, B IPYTUX
TIPUCTYIIBI TTPOIOJIKAIOTCS HA TIPOTSIKEHMH BCEH SKU3HU.
XOTS TSLKECTh TEUSHMST SIUJICIICUU OIIpeAeIIsieTCs TIpe-
MIMYIIeCTBEHHO (hopMOIi 3a00J1eBaHIST (CHHIPOMOM) U Jie-
JKalleit B OCHOBE ITPUYMHOM (TUOJIOTHEH), paHHSISI TOUHAS
MMATHOCTHKA, CIIOCOOCTBYIOIIASI OIPEIACICHUIO BEPHOM
TaKTUKU JICICHUSI, IPABWIIBHBIN ITOA00P aHTUAIIUICTITH -
YeCKUX IpenapaToB ¥ TPAMOTHOE BelleHIEe OOJIbHOTO B HAM-
OOJIBIIICH CTETIEHM OIPEICIISIIOT Ka9eCTBO KMU3HY MalleH-
Ta ¥ WICHOB e€ro cembu. McuepmbIBaiolie pacKpHITHI
CBeIeHUST 00 THOJIOTUY U ITATOTeHe3e 3TOTO CI0XKHOTO
B IMAarHOCTUYECKOM IUIaHe 3a00JIeBaHUS, JaHO TOYHOE
OITMCaHNE PA3INIHBIX SIMICIITUYECKIX CHHIPOMOB U TH-

71

OB O0O3PEHMWE

KHWXHOE



72

IIETCKOM
HEBPOAOT UM

OB IIPUCTYIIOB B COOTBETCTBUU C KiIaccuukammein Me-
XKIYHAPOOHOU IpoTUBOAMMWIenTHYecKoi aurn 2017 .
[IpencraBieHbI COBpeMEHHBIE CTAHAAPTHI JICUYCHUS Pa3/Ind-
HBIX (hOpM SIMWIETICUU Y JCTEM, a MX, B OTJIMYME OT SITHJICTI-
cum 'y B3pocibix, 6osiee 40. BiepBbie B yueOHNK BKITIOYEHBI
COBPEMEHHBIC METOIBI XMPYPIHUECKOTO JICUCHUSI SITIIICTI-
CHM 1 TIOKa3aHMUS K HUM. DTOT pa3iesl HalrcaH Mpru3HaH-
HBIMM CHECIIUATUCTAMU B 00JIACTA XUPYPTUU SITVIICTICU.
PazpaboTka 1 COBepIlIEHCTBOBAHUE COBPEMEHHbBIX METOIUK
MPEXUPYPIUIECKON TUATHOCTUKM 1 XUPYPIUIECKOTO JeUe-
HUS1 SIWIETICUA B TTOCETHKE TO/ibl CIIOCOOCTBYIOT HanboJiee
TOYHOMY OITPEIIeICHIIO 30HBI Havajia IPUCTYIIOB U Jal0T
IIAHC Ha JOCTIZKEHHME CBOOOIBI OT IIPHUCTYITOB MHOIMIM paHee
a0COJIIOTHO PE3UCTEHTHBIM K JICUCHUIO TIAITUEHTAM C TSDKe-
JIBIMY MHBAJIMIU3UPYIOIIMHA (DOpMaMK 3a00JIeBaHNS.
CoBepIlleHHO HOBBIN pa3zesl yaeOHMKA TOCBSIIEH Kpa-
HHOCHHOCTO3aM 1 MX XUPyprudeckomy jJedeHuto. [1puse-
JIEHBI TaKXKe BUIIBI OIIEPATUBHOIO JICYSHMSI TIPY TUAPOIIL-
danuu, TpaBMax M OMIYXOJISIX B COOTBETCTBHHU C CO-
BpeMEHHbIMU KJIIMHUYECKUMU peKoMeHaauussmu. Heooxo-
MO OTMETUTD, YTO YYCOHHUK ITOCTPOCH TaK, UTO OTPAKACT

B3aMMOJICHCTBIUE C APYTUMHU MEAUIIMHCKIMM CIIEIIAATBbHO-
CTSIMU; HAIIpUMEP, UMEIOTCS OIMCAHUS ITOPaKEHMS HEPB-
HOM CHUCTeMBI IIPU OOJIC3HSIX KPOBU U IPYTUX CUCTEMHBIX
3a0o0s1eBaHMaAX. OnrcaHbl ayTOMMMYHHBIC (ITapaHeoIuIa-
CTUYECKME) 3a00IeBaHUs MO3ra, UX AuddepeHIaIbHAs
JMMarHOCTHKA, TAKTUKA YCTAHOBIICHUST TMAarHo3a 1 BEIOOpa
METOJIOB JICYCHUS.

VY4eOHUK COCTOUT 13 2 TOMOB, UTO MPEACTaBIIsIeTCs 0otee
YIOOHBIM, TaK KaK O0IIIast YacTh 1 TOIMMYECKas JMarHOCTHKA
MO3HAIOTCS CTyIeHTamMu Ha IV Kypce MeauLIMHCKUX By30B, a
HEBPOJIOTUYECKAasi HO30JIOTUS — Ha V Kypce. DTo ITO3BOJISIET
cresaTh 6ojiee YMEHBIIICHHBIM (popMaT KaxkKIoro TOMa.

Y4eOHUK MTOJIHOCTBIO COOTBETCTBYET IprHSATOMY PDejie-
paJIbHOMY TOCYIapCTBEHHOMY 00pa30BaTeIbHOMY CTaHAap-
Ty BhICILIEr0 00pa3oBaHus 1 OyIeT I10Je3eH He TOJbKO IS
CTYIEHTOB IeANaTpUYeCKUX (PaKyIBTETOB MEIMIIMHCKIX
BY30B, HO 1 JJI5I OPAMHATOPOB, O0YJAIOIITIXCSI TT0 CIICIINATb-
HOCTHU «HEBPOJIOTHUST», a TaKKe TeauaTpoB. Kpome Toro, ator
(bynpameHTanbHBIN TPyH, OE3yCIOBHO, OKAXET MOMOIIb
B paboTe IPAKTUKYIOIINX Bpadeii: HEBPOJIOTOB Pa3IMIHbIX
HampapBJIeHUIA, HEMPOXUPYPIoOB U MEAUATPOB.

K.JO. MyxuH,

0.M.H., npogheccop, pykosodumenv Kiunuxu
Huemumyma demckoii Hegpoaoeuu u dnutencuu
um. Ceamumens Jlyku
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16 pekabpsa 2022 r. B Bo3pacte 75 net
CKOPONOCTMKHO cKoH4anca Bnagumup
Unbnu Ko3aBKWH, Bblpalowmiica Bpay,
HeBponor, peabunutonor.

370 U3BeCTUE NOTPACNO KOANer W popuTeneli
NawneHToB 13 MHOTUX CTpaH. bnarogapa caoe-
My YHUKanbHOMY TanaHTy uenutens Bnagumup
Anbly pan BO3MOXHOCTb XUTb NOMHOLEHHOIA
KI3HbI0 ThICAYAM JleTeil C TAKIM, Ka3anocb Obl,
0e3HaZeXHbIM JMAarHO30M, KaK IeTCKIN Liepe-
OpanbHblii napanny.

B oprau3oBanHyio um MexayHapoaHyto Knu-
HINKY BOCCTaHOBUTENbHOrO NleyeHns B T. Tpyckas-
e, kKak B Mekky, CTpemMunucb nayueHTbl
€0 BCEro MMpa. 3Ty KNUHIKY NOCeLany 1 Bee-
MUPHO U3BECTHDbIE HEBPONOTY 1 peabunuTono-
1, uT06bl TMYHO 03HAKOMUTBLCA C ero YANBY-
TeNbHbIM TaNaHTOM BPaya 1 OLLENOMAAOLLMU
no 3pPeKTMBHOCTM pe3ynbTaTaMil BOCCTAHOB-
NeHNA YTpaueHHbIX UK HePa3BUBLLMXCA QYHK-
Lmit npu nopaxkeHuu mo3ra. fl Takxke MHoro-
KpaTHO MOCeLLan 3Ty KNUHUKY 1 He nepecTaBan
YAMBNATLCA KaK Camoi dHeprum Bnagumupa
Wnbuua, TaK 1 YyaecHOMY MCLENEHNI0 NaLmeH-
T0B. [IpU3HaIoCb, A MHOTOKpaTHO Bpanca Hanu-
(aTb CTaTbi0 C Pa3raAKoli ero YyAecHoro Aapa,
HO He HaXoAun He CTONbKO CNOB, 4T0ObI 3T0
BbIPa3WTb, CKOMbKO [I0CTATOUHDIX HaYUHbIX QK-
TOB, 06BACHAIOLMX pe3epBHble BO3MOXHOCTH

MamaTtu

Bnagumupa Unouya Ko3saBKUHA

(1947-2022)

Mo3ra. MHe, K coxaneHuio, He yAanocb caenatb
370 Npw u3H1 Bnagumupa Unbuua. 1 Bot ceit-
yac, NoNyuMB HOBbIE HAYUHble AHHbIE, A MOMbl-
Talocb 370 CAeNaTb.

Mpodeccop Ko3aBkuH paspabotan cBoto yHU-
KanbHYI0 C(MCTeMy, KOTopas NoyuMna HasBaHue
«(McTemMa MHTEHCMBHOI Hellpodu3monoruye-
CKOil peabunutaumn, unu metop npodeccopa
B.I. Ko3aBKiHa». 3Ta cucTema B TeueHne 25 net
CyCnexom NpuMeHAeTCA B peabunutaun seteit,
CTpajHLLX AETCKIM LiepebpanbHbIM napani-
YOM, 1 0CHOBAHa Ha MyNLTUMOAANIbHOM NOAXO-
[ie, BO3AeACTBYA Ha BCe 3BeHbA GYHKLIMOHaNb-
HOW CUCTEMbI AABUKEHNS.

(OcHOBHbIE MON0XeHNA MeToza 3aKNYaIoTCA
B ClefytoLLem:

1. Mo3r yuuTca yepes MoTUBaLMIO.

2. 0byueHne NPOMCXOAUT NOCPEACTBOM Mo-
BTOPAOLLeICA CTUMYNALMN,

3. Ocoboe BHUMaHKe yaenaeTca GyHKLMU
M03BOHOYHIKA: CHATUE BNOKNPOBKI CYCTaBOB
11 BOCCTAHOBMNIEHME KPOBOCHA0KEHMA KOPELLKOB
nepudepryeckux HepBOB, a Takxe NpepblBaHie
NaToNornyeckoil LpKyNALMM UMMYNbCOB, KOTO-
pble yCUANBAIOT CNACTUYHOCTb Ha CeTMEHTapHOM
YPOBHe.

/IMeHHO B 3TOM YHUKaNIbHOM M KOMMAIEKCHOM
MOAX0Ze COCTOUT 0TANYMe KoHuenwyn B.IA. Ko3as-
KVHa OT paHee NpejIoXeHHbIX METOA0B BOCCTa-
HOBITENLHOIO NeyeHns Mpi AETCKoM Liepebpans-
Hom napanuue. Bee paee npumeHseMble MeToAbl,
HaunHaa ¢ metoaukm B. u K. Bobath (koTopble
pa3paboTany cnocob raweHmA naTonormueckoit
MOCTypanbHoil aKTUBHOCTM), BKMKOYaA MeTOZ
Oennca (CHWXeHMe CNACTUYHOCTH C MOMOLLbIO
TOYEYHOrO Maccaxa), KHe30Tepanim 1 MeTofa

Boiita (MeToauKa Tepanuu y MnageHLeB), 0CHo-
BbIBA/INCb HA KaKOi-NMb0 0fiHOIA CTOPOHE NaTo-
NOMVYECKOr0 COCTOAHIAA, BOSHUKLLErO NpH nopa-
YKEHUN MO3ra; OO0 Ha YCTpaHEeHUN KOHTPaKTYp,
160 Ha raLLeHI NaToNOrNYeCKIAX MOCTYPaNbHbIX
pedneKcos, 16O Ha Pa3BUTIAV ABUMKEHWI C Npe-
0f10N1eHIEM CMACTUYHOCTY.

Uto6bl MOHATL 1 0OBACHUTL BBICOKYHO IPQeK-
TUBHOCTb METO/}A MHTEHCUBHO Heiipogu3unonoru-
yecKoil peabunuauum npodeccopa B.U. Ko3akiHa,
HeobXoANUMo 06paTUTLCA K dyHAaMeHTaNbHbIM
paboTam poccuiickinx 1U31osoroB: nepeoro naype-
ata HobeneBckoii npemui 1 0CHOBaTeNA Helipogu-
3uonoriu WA.11. laBnoBa 1 ero yueHuKa u nociefo-
garens [1.K. AHoxuHa ¢ ero Teopueli dyHKLo-
HanbHbIX cvicTeM. Pa3BuBad yuenue .M. MaBnosa,
AHOXMH NOKa3an, uTo OCyLLECTBAEHNE GYHKLN
M03ra, B 0C0BEHHOCTY TaKolA ipeBHeit B IBOMHOLIM-
OHHOM OTHOLLIEHM KaK JIBIKEHIE, BbIMONHAETCA
CI0XKHOI GYHKLIMOHANHOI CICTEMOI, COCTOALLIel]
113 LIEHTPNbHOTO 3BeHa — Mo3ra 11 nepudepuye-
(KO0 3BEHa — OMOPHO-ABUTATeIbHOTO annapara
(cobcTBEHHO rOBOPA, MCNOMHUTENBHOTO OpraHa).
Mo mHeHnto akapemuka M1.K. AHoXMHa, «BcAKasA
KOMMEHCaLyA HAPYLLEHHBIX QYHKLAI MOXET METb
MECTO TOMbKO NPI MOBMAN3ALIMN 3HAUUTENBHOTO
yncna Gu3nonornyeckiX KOMMOHEHTOB, 3a4acTyto
PaCroNoMeHHDIX B PasNvYHbIX OTAENAX LiEHTPallb-
Hoil HepBHOI c1CTeMbI 1 paboyeli neprdepuin, Tem
He MeHee, BCeria GyHKLMOHANbHO 06beNHEHHDIX
Ha OCHOBE MOJTy4eHMA KOHEYHOro NpUCocobuTeNb-
Horo 3¢ dekTa. Takoe GyHKLIMOHaNbHOE 06beaIHe-
Hue Pa3NiAYHO JIOKANM30BaHHBIX CTPYKTYP 1 MPOLiec-
(OB Ha OCHOBE MOyueHNA KOHEUHOro (npucnoco-
6uTenbHoro) 3G dexTa 1 6b110 Ha3BaHO «yYHKLMO-
HanbHoiA cuctemoii» (1.K. AHoxuH, 1968).

HEKPOJNOT
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OnopHo-pBuraTenbHbIi annapar npeacTas-
NAeT C060i CNOXHYI0 CUCTEMY, LIEHTPNTbHBIM CTep-
KHEM KOTOpOI ABNIAETCA M03BOHOUHIK. [103BOHOY-
HUK COCTaBNAET OCHOBY CKeNeTa, COAUHAACH
MHOMECTBOM (BA30K C KOHEYHOCTAMY, KOTOpble
M0CpeaCTBOM COKPALLIEHNA MbILLIL| BBIMOMHAIOT C-
NONHUTENBHYI0 GYHKLMI0. B camom no3BOHOUHMKe
6onee 100 cycTaBoB. B MHOrouncneHHbIx pabotax
CMeLVanuCToB yoeuTeNbHO NoKa3aHo, UTo AETCKuiA
LiepebpanbHbIii napaniiy no ceoeii naroQuavonorun
MPUHLMNIAANBHO OTANYAETCA OT Napanueii B3po-
UbIX. 0TAMYMA COCTOAT NPEMMYLLECTBEHHO B TOM,
yTO MO3I NOPAXAETCA HA PAHHIX Tanax passu-
THA U He NPOUCX0ANT GOPMUPOBAHUA GYHKLINIA
B MOCTHATaNbHOM OHTOTEHe3e.

[ina coxpaHeHuA Xn3HecnocobHoCTM opra-
HU3Ma NoC/e NOBPeXAEHUA MO3ra NPONCXOAMT
nepecTpoilka BCeil NHTErpaTMBHON CUCTEMBI
MO3ra, I, cornacHo Teopun 1.K. AoxuHa, dyHK-
LIMOHaNbHbIe CUCTEMbI NEPEXOAAT HA PEXUM
MUHUManNbHOro obecneyeHns ¢pyHKUmIA. Ynpas-
NeHue ABIKEHNAMM OCYLLECTBAAETCA Ha 3 YpOB-
HAX: 1) FONOBHOIA MO3T; 2) CIUHHOI MO3T C €ro
NPOBOAHUKAMU W MOTOPHBIMU KNeTKamu;
3) nepudepuyeckie HepBbl, OKaHYNBAIOLLMECH
HepBHO-MbILLIEYHBIMIA CUHANCAMU, U MHOTOYY-
CNIEHHbIIf peLienTUBHbIIA annapar, obecneunsa-
foLwmil nepuenuuto (Kak ry6okylo, TaK u no-
BEPXHOCTHYI0 YYBCTBUTENBHOCTD, M03BOAAIOLLME
0CyLLeCTBAATD 00paTHyH (BA3b).

[NeTckuii mo3r 6onee nnacTuyeH (no cpasHe-
HIK0 €O B3POCTIbIM) 1 CTI0COBEH NepecTpanBaTh-
€A NOCPELCTBOM NMOBTOPAIOLLEICA UHTEHCUBHOIA
nponpuoLenLuu npi NOBTOPeHUN NeyebHbIX
ABWXeHuii. OfHaKo AnA Toro, uTobbI peanu3o-
BaTb 3Ty 3afjauy, HeobXoAUMO Kakum-To 06pa-
30M NNKBUAMPOBATb UAKM NO KpailHeli Mepe
0CN1abuTb CNACTUYHOCTL M pa36nokMpoBaTh
CyCTaBbl.

ImenHo npodeccop Ko3AskuH pa3pabotan
OpUTHANbHbIA NOAXO0A U METOAMKY BO3AENCT-
BIIA Ha BCe 3BeHbA (yHKLMOHANbHOI CCTEMDbI.

[TepBOHauanbHO NyTeM MaHyanbHOI Tepanuu
NpoN3BOANTCA Pa3broKNpoBKa CYCTaBOB N03BO-
HOUHMKA Ha BCeX YPOBHAX, UTO MpPUBOANT
K MopasuTeNbHOMY BU3yanibHOMY 3dPeKTy:
NanbLbl PyK pa3xuMaloTca, KNCTb PackpblBaeT-
(s, pebeHOK BCTAET Ha HOT, ONUPAACH Ha Nof-
HYI0 CTOMY, KOHTPAKTYpPbI FONIEHOCTONHDIX CyCTa-
BOB 11Cue3atoT (X0TA Obl Ha Kakoe-To Bpems), uTo
M03BOJIAET B TEUEHUE HEKOTOPOr0 BPEMEHN
NpoBOAMTb NeyebHble MeponpuATua 6e3 npu-
MeHeHIA MUOPeNaKCaHToB 1 6oTynuHoTepanu.
Bo MHorux cnyuasx naumeHTbl ¢ AETCKUM Liepe-
OpanbHbIM Napanuuom CMOrN BCTaTb C MHBa-
NINAHOIA KONACKM, KOTOPOIl NONb30BANNCH MHO-
ro NeT, UM Noayyani BOSMOXHOCTb CTOATH
W XOAUT.

KakoBbl e nato¢usnonoruyeckne 0CHOBbI
11 MeXaHWU3Mbl CMACTUYHOCTU NPU IETCKOM Lie-
pebpanbHoM Napaniye, U Kakue penapatusHble
MpoLeCcbl MOTYT NPOUCX0AMUTb NP NPOBEAEHNN
peabunutaumoHHbIx npoueayp? meHHo npo-
deccop B.N. Ko3aBkuH nogowen K peLueHmio
3T0iA 331341 C UHbIX NO3WLMIA, @ UMEHHO: Nepes
MpUMeHeHNeM Pa3inuHbIX MeTOANK BOCMUTa-
HUA [BIKEHMIA OH NPOBOAMN Pa3610KNPOBKY
CYCTaBOB M03BOHOYHNKA, TEM CaMbIM Pa3pblBas
NaToNorNYecKyto LMPKYAALMI0 UMMYbCOB, NOA-
JAEPXUBAIOLLYIO0 CNACTUYHOCTb HA CETMEHTAPHOM
YPOBHe, 11 06ecneunBas NONHOLEHHOE KPOBO-
CHabxxeHue CnHHOro Mo3ra. [lanee, Bo3aelicT-
BYA Ha NPONPUOPELIENTOPbI CYCTABOB U CBA30K,
a TaKXe MHOTOUNCNEHHble PeLLenTopbl KOXM,
MOXHO 0becneyntb BoCnpuATMe pebeHkom
OKpYXatowlei cpeabl U cobCTBEHHOrO Tena
1 C03/aThb B AlaNbHelilieM MOAeNb ABUXKeEHWIA
nyTeM X CUCTEMATUYEeCKOro NOBTOpeHMA. I¢-
(EKTUBHOCTb 3TOI MOfieNM NOATBEPKAAETCA
CTaTUCTUYECKUMM MCCNeI0BAHUAMM TPYnNbl
peabunnTonoros, NPOAOMKABLUNMUCA NPaKTH-
yecKu yeTBepTb BeKa. Takum 06pasom, MynbTu-
MOfIaNbHbIil NoaXoA K Pa3BUTMI0 ABUKEHMUIA
COCTOUT B TOM, YTO NeyebHble BO3AEACTBUA

OCYLLeCTBAAIOTCA HA BCEX YPOBHAX HEPBHOIA
cucTembl (FONOBHON M CMUHHOI MO3T, Nepude-
puyeckas HepBHaA CucTema M peLienTopHble
nons, BKIOYAA Kak IKCTePOpeLenTopbl, Tak
W NpONPUOpPeLenTopbl) M OXBaTbIBAlT BCe
3BeHbA YYHKLMOHANBHOI CMCTEMbI ABIMKEHNA
(Mo3r, 0MOpHO-fBUaTeNbHbIil AnNapar u cucTemy
BOCTIpUATYA), Uepe3 KOTOPYIO OCyLLecTBAAETCA
o06paTHas (BA3b, 1 Ha YPOBHE Mo3ra popmupyeT-
€A GyHKLMOHANbHBI AUHAMUYECKMIA CTepeoTun
no .M. Magnosy (1A.M. Magnos, 1951, 1973).
OnHaKo 0CTaBanoCb HeACHbIM, NoYemy e
Npy MaHyanbHOM BO3[e/CTBIN Ha NO3BOHOU-
HuK no metoay B.W. Ko3aBkuHa cHuxaetca
MbILLEYHbIil TOHYC M aKTUBUPYHOTCA NPOU3BOIb-
Hble ABWXeHIA. B nocneaHee Bpema nosBunach
nHdopmaLna 06 OTKPbITUM B CIMHHOM MO3re
AONONHUTENbHON MOTOPHOI 30HbI, aKTUBALMA
KOTOPOIA NPUBOAUT K BOCCTAHOBIIEHINIO ABWMKEHMUIA
npu noBpexaeHn cnunHoro mo3ra (C. Kathe
1 coasr,, 2022). C. Kathe 1 coaBr,, aBTOpbI CTaTbi!
“The neurons that restore walking after paralysis’,
onybnukoBaHHoli B 2022 r. B xypHane Nature,
onucanu 9 cyyae BOCCTaHOBNEHUA X0AbObI
Y NALMEHTOB C XPOHMYECKOIA TPABMOIA CIMHHOTO
MO03ra nocnie 3nuAYPanbHOR INeKTpuYecKoi
CTUMYNALIAN MOACHNYHOTO 0TAENa CMUHHOTO
MO3ra B paMKax Helipopeabunutauum. [laHHble,
MONYYeHHbIe Y STUX NMALNEHTOB, a TaKXKe pe3yiib-
TaTbl JKCNEPUMEHTANIbHBIX UCCNef0BaHUIA
Ha XXMBOTHbIX MO3BOMIMAM ABTOPAM WAEHTUGMLY-
poBaTh «0becneunBaloLLyl0 BOCCTAHOBNEHNE»
CyOnonynALWHo HelipOHOB, UrpaloLLLyto onpeaens-
H0LLLYI0 POsb — «HEoOXoAMMY!O 1 IOCTAaTOuHYIo» A
BOCCTAHOBMNEHWUA JBWKEHMI NOCNe napanuua.
Mo Bceli BUAMMOCTY, MaHyanbHble BO3AENCTBUA
Ha N03BOHOYHUK YCUMBAKOT KPOBOTOK M NPUBOAAT
K BOCCTAHOB/IEHMIO MPOK3BONIBHOI X0AbObI.
Mpodeccop Bnagumup Unbiy Ko3ABKMH Ha-
BCer/a 0CTAHeTCA B HaLLIel MaMATY KaK BbICouail-
LUMIA NpoyeccioHan, LeuTeNb, YeN0BeK BbICOKMX
MOpaNbHbIX KauecTB, HaLl 6an3Kuii Apyr.

A.C. NeTpyxun,

0.M.H., npogheccop kaghedpsl He8poouL, Helipoxupypeuu u MedUYUHCKOU 2eHemuKU
neqebHoz20 pakynemema OFAOY BO «Poccutickutl HayUoHaNbHbIL Ucciedogamenbkuli
meduyunckud yHugepcumem um. H./. [lupozosa» Munsdpasa Poccuu
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