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TyOepo3Hblii CKJIepo3 npeAcTaBiseT co0O0il MOJMCHCTEMHOE reHeTHyeckKoe 3adosieBaHne. OCOOEHHOCTH Pa3BUTHSI MCHMXHYECKHX
(yHKuuii npu 3TOM 3200/1€BAHHH NMPEACTABIAIOT HHTEPEC /LIS CTENNATUCTOB, NPU3BAHHBIX ONpeAeNsATh 00pa3oBaTebHbIE, COLU-
ajibHbIe M MHbIE TIOTPEOHOCTH JieTeii ¢ Ty0ePO3HBIM CKJIEPO30M, OKA3BIBATH MM HEOOXOANMYIO JIe4eOHYI0, ICHXO0JOTHYECKYIO U Tea-
TOTUYECKYI0 MOIIEPIKKY.

IIpencraBiensl JaHHbIE Pe3YJIbTATOB HCCJIEIOBAHMS MCUXMYECKUX (QYHKIMIl y neTeii, IMEIONMX AUATHO3 «Ty0epO3HbIil CKIEPo3».
Bbi00pKy HcnbITYeMbIX cocTaBuin 15 nereii B Bo3pacte or 6 10 16 jieT KaK ¢ HOPMAJIbHBIM, TAK M CO CHIZKEHHBIM YMCTBEHHbBIM
Pa3BUTHEM PA3HOIi CTeNeHH! BHIPAKEHHOCTH. PaccMaTpHBAaOTCS IMATHOCTHYECKHE BO3MOKHOCTH HCTIOJIb30BAHUS HEPONCHXO0JIOTH-
YeCKHX MEeTONK /IS JAHHOTO 3200JIeBAHNUS B IETCKOM BO3pacTe.

Y Bcex 00JIbHBIX JeTeil BbIsIBJIEH HepOnCHX0I0rHuecKuii 1e(IMT, KOTOPbIA MPOABISETCS B HEAOCTATOYHOCTH HepOIMHAMMIYE-
CKHX XaPAKTEPHCTHK NCUXUYECKOI 1esATeJbHOCTH, B CHIZKEHUH YMCTBEHHOI Pa00TOCHOCOOHOCTH M TeMIa BBINOJHEHUS 3aJaHUid,
B HCTOIAEMOCTH, OTBJIEKAEMOCTH, HEYCTONYUBOCTH MPOM3BOJILHOrO BHUMAHUA. [I0Ka3aHO, YTO MPUMEHEHHE COBPEMEHHBIX IHa-
THOCTHYECKHX METOIMK MO3BOJISIET IATh 00beKTUBHYIO KOJIMYECTBEHHYIO U KAU€CTBEHHYIO OIIEHKY PAa3BUTHS NCUXMYECKUX (DyHKIMit
Yy JeTeii ¢ JaHHBIM 3200JI€BAaHAEM.

Karouesvie caoea: demu, nmybepo3Hbiii CKAepo3, HAPYuleHUs pa3gumus evlcuiux ncuxuteckux gyuxyuti (BIID).

Ansa untuposanms: Tpouukas J1.A., Manaxosa H.E., Jopopeea M.KO. Ocob6eHHOCTY pa3BUTUS BbICLLNX MCUXUYECKUX QYHKLUMIA Y feTeli C Ty-
6epo3HbIM ck1epo3omM. Poc BecTH nepuHaton v neavatp 2017; 62:(4): 99-104. DOI: 10.21508/1027-4065-2017-62-4-99-104

Tuberous sclerosis is a polysystemic genetic disease. The features of the development of mental functions in this disease are of interest
to specialists who are called upon to determine the educational, social and other needs of children with tuberous sclerosis, to provide
them with the necessary medical, psychological and pedagogical support.

Data of the results of the study of mental functions in children diagnosed with tuberous sclerosis are presented. A sample of subjects
comprised 15 children aged 6 to 16 years, both with normal and with reduced mental development of varying severity. The diagnostic
possibilities of using neuropsychological methods for this disease in childhood are considered.

In all sick children a neuropsychological deficiency is revealed, which manifests itself in the lack of neurodynamic characteristics
of mental activity, in the reduction of mental capacity and rate of task perfomance, exhaustion, distractibility, instability of voluntary
attention. It is shown that the use of modern diagnostic techniques allows to give an objective quantitative and qualitative assessment
of the development of mental functions in children with this disease.

Key words: children, tuberous sclerosis, developmental disorders of higher mental functions.
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TyOepo3Horo ckiepo3a [1, 2].

MyTtaunu B TeHax TyOepO3HOro CKiiepo3a OKa3bIBa-
10T BIVSIHUE Ha TIPENIIECTBEHHUKOB HEPBHOM CUCTEMBI
B riepuoj 7—20 HeJ BHYTPpUYTPOOHOTO Pa3BUTHSI, UYTO MO-
SKET BbIpaXkaThbCsl B MpeKpallleHu! pasiesieHUs] KIETOK,
aHOMaJIbHOM KJIeTOUHON auddepeHInpoBKe, Hapylle-
HUU KOHTPOJIS pa3Mepa KJIETOK M aHOMaJbHOM MUTpa-
1MUY KJIeTOK [3].

Jns TyGepo3HOTO CcKJiepo3a XapaKTepHO Hajuuue
CTPYKTYPHBIX aHOMAJIWii TOJJOBHOTO MoO3ra (KOpPKOBBIE
TyOepchl, CyOaTeHAMMAJIbHBIE y3/Ibl 1 aHOMaJIMK OeJo-
TO BEIIeCTBa MO3Ta), BBISIBISIEMBIX C TIOMOIIBIO METOIOB
HelpoBHM3yaau3auy (MarHUTHO-pe30HaHCHAast TOMOTpa-
¢us). HaGmomaeMble CTPYKTYpHbIE U3MEHEHUS TOJIOB-
HOTO MO3Ta OOBIYHO BapbMpYIOT (Kak B pa3Mepax, TakK
U B JIOKaTU3allMKi) Ha MPOTSIKEHWU KU3HU OOJIBHOTO.
CTpyKTypHbIe M3MEHEHUsI MO3ra BBI3BIBAIOT HEBPOJIO-
rMYecKre OCJIOXHEHMST B Bume amuterncuu. CumMiroma-
TAYECKasl SIWIETICUST B TeUeHHWe XM3HM HaOJIomaeTcs
vy 92% GonbHBIX [4, 5].

TeuyeHue Ty0epo3HOTO CKJIEpO3a, CBSI3AHHOE C TTOBpPe-
KIEHUEM LEHTpPaJbHON HEPBHOW CHCTEMBI C BHYTPU-
YTPOOHOIO TepHuoja, Cepbe3HbIM 00pa30M CKa3bIBAETCS
1 Ha Pa3BUTHUM MICUXUIECKUX (PYHKLIM [6].

enb nccaenoBanns: olieHKa KOTHUTUBHBIX (DYHKIINI
y AeTei ¢ TYOEPO3HBIM CKJIEPO30M.

Xapaktepuctuka petei

Bb160pKy MCTIBITYeMBIX (3KCTIEPUMEHTAIbHYIO TPYII-
my) coctaBuim 15 mereit (ot 6 1o 16 JieT) ¢ AMATHO30M
«TyOEpO3HbBIi CKJIepO3», MPOXOAUBIIUX JeueHne B Ha-
YUHO-MCCIEIOBATeIbCKOM ~ KJIMHUYECKOM  WHCTUTYTE
nenuatpun umeHu akaaemuka FO.E. Benbruinesa B oT-
NeJIECHUW TICUXOHeBposiorud. KOHTpOJIbHYIO —Trpyrimy

OPUITNHAJIbHBIE CTATbU NCUXOHEBPOJIOINs

JUTSI HEMPOTICUXOJIOTMYECKOTO aHaIN3a COCTaBWIIM 46 Jie-
Teit (0T 6 10 16 J1eT) ¢ HOPMAaTUBHBIM YMCTBEHHBIM pa3-
BUTHEM, TOCEHIAoIIMX 00Ieo0pa3oBaTe/ibHbIE yUpexk-
neHust (IETCKUIA ca/IKOJy).

[ aHanmm3a pe3ynbraToB OOJBbHBIE 3KCIIEPUMEH-
TaJbHOM TPYIIIBI OBUIM pasfesieHbl Ha JIBe BO3pACTHHIE
moarpynmbl: 6—10 u 15—16 nmet. Takke B KaXmoil BO3-
pacTHOM MOATPYMIe TPEACTABISIA UHTEPEC Pe3yIbTaThl
BBITTOJTHEHHST TMATHOCTUIECKHX MIPOO IEeThbMU C TYOEpO3-
HBIM CKJIEPO30M, O0YyUYarOIIMMUCS TI0 IIKOJBbHO OCHOB-
HOll 00pa3oBaTeIbHONM MporpaMMe M OOyJaroIUMMUCS
B KOPPEKIIMOHHBIX IIKOJAX 1O aJalTHUPOBAHHOMN IMpO-
rpamMe. KoHTposbHasi rpymma Takke Oblia pasaeiieHa
Ha JIBe BO3pacTHbIe moarpyrmbsl — 6—10 u 15—16 net.
[eneHue mo rpymram IMPOBOIUIOCH C YYETOM BO3pacT-
HOM JTWHAMUKU (DOPMUPOBAHUS BBICIIUX MCHUXUIECKUX
GyHKIIUI 1 00beMa BEIOOpKM [7].

B 1abm. 1 m 2 mpeacraBieHoO pacripefeeHne aeTeit
¢ TYOEpO3HBIM CKJIEPO30OM I10 BO3PACTY, TSXKECTH 3a00-
neBaHust U popme obydeHust. M3yueHune MeauiIMHCKOMN
JOKYMEHTAIIUM 3KCITEPUMEHTATbHON TPYIIITHI BBISIBUIO
HaJiMyue y BCeX JeTell COIyTCTBYIOIIETro JuarHoza —
CUMTITOMATHYECKON (POKATBbHOM OSMUJIETICUU, TTOCTaB-
JICHHOTO BpayaMu-HeBpoJjoramu. Bce mauueHTs Ha MO-
MEHT 00CJIeOBaHUST TTPUHUMAIN aHTUITUJICTITUIECKHE
npenaparhl.

MeTtoauuyeckoe obecneyeHne uccnepoBaHus

Hcnonb3oBajicsi KOMILIEKC METONMUK OOIIEro Heu-
POTICUXOJIOTUYECKOTO UCCAEI0BAaHUS, pPa3pabOTaHHbIN
A.P. Jlypuss u aganTMpoBaHHbBIN JJI IETCKOrO BO3pac-
Tta [8—10]. JlmarHocTuueckasi cxeMa BKJwuajia Oece-
Iy, WCCIIeJIOBaHUE BBICIIUX TCUXUYECKUX (DYHKIUA —
HEHPOICUXOJIOTUYECKNE  TIPOOBbl:  KMHECTETUYECKUH,

Tabauya 1. Pacnipeneienne NCBITYEMbIX ¢ TY0€PO3HbIM CKJIEPO30M IO BO3pacTy (IKCIEPMMEHTAJIbHAS IPYIINA)

KosnmyectBo HCNBITYEMBIX

Bo3pact ucnbITyeMbIX o0IIee KOJIM4ecTBO
MY2KCKOI'0 110/12 JKEHCKOTO MoJIa
aoc. %
6—10 1er 3 6 9 60
15—16 et 3 3 6 40
Bcero 6 9 15 100

Tabauya 2. Pacnipenenenue jeTeii SKCNepUMEHTAIBLHOM IPYNNIbI ¢ YYETOM TSKECTH 3200J1eBaHUS

KonmuecTBo HCHBITYEMBIX

Bapuanr pa3Butus ®opma o0OyueHHs

aoc. %

Bo3spacr 6—10 et

HopwmaruBHoe pa3Butue O06111e00pa30BaTEIBHBI IETCKUIA cajl/ ITKOIa 4 26
CHIKeHUE YMCTBEHHOTO Pa3BUTHS KoppeximonHast mkosa 5 34
Bo3spacr 15—16 aer

HopmMmartuBHoe pa3Butue Oo01eobpa3oBaTeIbHAas KO 2 14
CHUXXEeHUEe YMCTBEHHOTO Pa3BUTHUSI KoppekiimoHHas 1koJjia 4 26
Bcero 15 100
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Tpouykas JI.A. u coasm. OcoOOEHHOCTH PA3BUTHS BHICHINX MCUXMUECKUX QYHKIMIL y IETel ¢ TYyOEPO3HBIM CKIEPO30M

MPOCTPAHCTBEHHBIN, AWHAMUYECKUI TPAKCUC, CIYXO-
MOTOPHYIO KOOPAWHAIIWIO, 3PUTEIbHBIN THO3MC, TaK-
TUJIBbHBIN THO3UC, KBA3UTIPOCTPAHCTBEHHbBIE TIPEACTABIIE-
HUSI, CIyXopevyeBoe 3allOMMHAHNE, pUCYHOUYHBIE MPOObI,
MBIIIIEHUE.

ITo pesynbrataM TeCTHUpOBAaHUS MPOBOAMIIACH Kaye-
CTBEHHAs1 U KOJIMUECTBEHHAs (B 0ajlsiax) olieHKa napame-
TPOB aHANM3MPyeMbIX (yHKIMI. KadecTBeHHast olieHKa
MmapaMeTpOB aHATM3UPYEMBIX (DYHKITUI OCYIIECTBIISIAChH
B KOHTEKCTe paspabortaHHoit A.P. Jlypust cTpykTyp-
HO-(YHKIIMOHATBHOW KOHLIETIIIMY O TpeX OJIoKax Mo3ra,
KaXXIbI U3 KOTOPBIX 00EeCTICUMBAET OMpEAeSIEHHYIO CO-
CTaBJISTIONIYIO TICMXUYECKOM NEATETbHOCTH B CHCTEME €€
MO3roBoOi1 opranu3zanuu [11].

I 6,10k MO3ra — SHEpreTUYeCKnit 60K WiIn OJIOK pe-
ryJsauuyd obieir M u3bupaTesibHOM Hecrneuuduyeckoi
aKTUBALIMU, OJIOK PETYISLIUM TOHYca U OOAPCTBOBAHUS
opraHusMa. Auamomuueckue cmpykmypul I 610Ka moszea:
peTuKyJIsIpHas popMaIvst CTBoJIa, JUMONIecKast CUCTe-
Ma (Tajamyc, Turnodus, TuroTasamyc), IMd3HIedaIbHbIe
sapa W JApyrue TOIKOPKOBBIE CTPYKTYPBI, MeIuab-
HO-0a3aIbHbIe OTIEIbI KOPHI JJOOHBIX Y BUCOYHBIX 00J1a-
cTeit OOMbIINX MOTYIIAPUIA.

Dynxuyuu I 6a0Ka mozea: ocHOBHas (GYHKIIUST — aKTH-
BaIus OOJIBIINX TOJYIIAPUIA, TTOIIEepKaHUE OTIpeIeTeH-
HOTO YPOBHS OOIPCTBOBAHMUS B COOTBETCTBUH CO CMEHOM
MepUOoI0B CHA M OOIPCTBOBAHMS OPTaHN3Ma, KpaTKOBpE-
MEeHHas aKTUBALWS ST TTOAAepKaHWsT BHUMAHMS; MO-
JaabHO-HecTennduieckas maMsaTh — BIU30ANYeCcKas,
JIMYHOCTHAS, MaMsITh Ha COOBITHUSI; oOecriedyeHue 6azalib-
HBIX SMOLINIA; PETYJISIIUS MBIIIIEYHOTO TOHYCA.

IT 610K MO3ra — OJIOK MpUeMa, XpaHeHUsI U repepa-
OOTKM B3KCTEPOLENTUBHON WHGMOPMALUK, TTOJYIeHHOM
OT pelLIeNTOPOB, OPTaHOB YYBCTB, a TaKXKe OT MPOIPUO-
LIETITOPOB — U3HYTPH Tena. AHamomuyecKue cmpykmypoi
11 6a0ka mo3ea: KOHBEKCUTAIbHAsI KOpa TEMEHHOM, BU-
COYHOI, 3aTbUTOYHOI 001acTeli TOJIOBHOTO MO3ra.

Dynuxuuu I 6a0xa mosza: iepBUIHas 06pabOTKA UM-
MyJIbCOB, KOTOPBIE MPUXOAIT HEMOCPEIACTBEHHO OT pe-
LIeNTOpa, a TakXKe CUHTe3 MH(MOPMAaIIUU pa3HbIX MOIATb-
HOCTEM.

III 610K Mo3ra — GJIOK TPOrpaMMUPOBAHUS, PEry-
JISUAA W KOHTPOJIST 32 MPOTeKaHUEeM TICUXMYECKOM Jes-
TeNbHOCTU. Anamomuueckue cmpykmypot Il 610ka mo3-
2a — KOHBEKCHUTaIbHasI KOpa JJOOHBIX T0JIeii: MOTOPHBIE,
MPEMOTOPHBIE W TIpe(pOHTABHBIE OTIENBI TOJIOBHOTO
MO3ra.

Dynruyuu I11 6.10xa mozza: 06eCTIeUnBaAIOT pabOTY ABU-
raTeJIbHbIX (DYHKIIMI M OOECIeuynBaloT MPOU3BOJBbHYIO
PETYIISILINIO TICUXUYECKOM IeATeTbHOCTH, KOTOpast BKITIO-
YaeT B ce0sl: MOCTAHOBKY lieJieil NeCTBUSI, COOTBETCTBY-
IOIIMX MOTHUBAM, 3aa4aM JesITeTbHOCTH; TUTAaHUPOBaHME
MpOTrpaMMBI IeHCTBHST; KOHTPOJIb 32 BBITTOJIHEHUEM ITPO-
IrpaMMbl ¥ KOPPEKLMSI HETPABWIBHBIX IEHCTBUIA; CITU-
YeHHWe JOCTUTHYTOM HeU ¢ BHEITHUMU / BHYTPEHHUMM
obpa3iamu.

KonnuecTBeHHasT OlLleHKA TMOJYYEHHBIX Pe3yJIbTaTOB

OCYIIECTBIISLIACH C YYETOM BO3PACTHBIX HOPMATUBOB BhI-
MOJIHEHMST OTAENIbHBIX P00 [8—10]. BeipaxkeHHOCTH BbI-
SIBJIEHHBIX HapYIIEHWI TPU BBITOJTHEHUU TTPOO OLIEHU-
BaJslach B IITpaQHBIX Oajlyiax:

0 6atoB — 6e301IMO0YHOE BHITIOJIHEHUE TTPOOHI;

1 Oamnm — Jjerkue HapylIeHUs, BO3MOXHOCTb CaMO-
CTOSITEIBHOM KOPPEKIIUK OIIMO0K, 10 30% ommoboK;

2 Gasisia — cpenHsIsl CTeTieHb BbIpak€HHOCTH Hapyllie-
HUM, BOBMOXHOCTb KOPPEKIIMU 1 BBITTOJTHEHUS 3aTaHUS
MpU MoJCcKa3Kax sKkcrnepumMeHTarTopa, ot 30 1o 70% oim-
00K;

3 6anna — BeIpakeHHbIe HapyiieHus, ot 70 o 100%
OInOOK.

Janee B KaxXIoi Ipyrnrie MPOBOAMICS MOACYET Cpel-
HUX 3HaYEHUI ITpachHBIX 0AJUTOB.

JIOCTOBEPHOCTh  PEe3yJIBTaTOB HACTOSIIIIETO MCCIIEN0-
BaHUSI OOYCJIOBJIEHA WCITOJIb30BAHUEM OIPOOOBAHHBIX
B pabotax A.P. Jlypus [11] u ero nmocnenoBareneit HayqYHO
000CHOBaHHBIX MeTonoB uccienoBanus [12—13]. Cratu-
CTUYECKUI aHaJU3 TIPOBOAMJICS C UCTIOIh30BAHUEM METO-
JIOB MaTeMaTUUECKOIN CTaTUCTUKK TIpU 0OpaboTKe M aHa-
Ji3e faHHbIX — KpuTtepuii ManHa—YutH (Mann-Whitney)
(obpaboTka naHHBIX B porpamme SPSS-17.0) [14].

Pe3ynbTathl  06cyxaeHue

XapakTep HapylIeHHWI MCUXUIeCKNX PYHKIINI U pe-
3yJIBTaThl HEMPOTICUXOJIOTMUECKOTO UCCIICTOBAHMST TIPE/I-
cTaBieHBI Ha puc. 1, 2. OueHKa IIpoBOoaAnIaCh MO KOJIM-
YeCcTBY HaOpaHHBIX JETbMU C TyOEPO3HBIM CKIIEPO30M
mTpadHBIX 6aJIIOB (CpemHUe 3HaYEHMS TT0 BO3PACTHBIM
rpynmnamM) B CpaBHEHUM ¢ KOHTPOJBHOM TPYMITON AeTeit
TI0 OTIEJIBHBIM ITPodaMm.

AHaM3 TIOJNY4EeHHBIX pPe3yJbTaTOB ITOKa3aj, 4TO
CTPYKTypa KOTHUTUBHOM IESITeTbHOCTU Y OOJTbHBIX AeTeit
(moxrpyrma geteit ot 6 1o 10 J1eT), 00yJaromuxcs mo mpo-
rpaMMe cpelHell 00IIeo0pa3oBaTe/IbHOM IIKOJIBI, OTJIN-
yajach OT CTPYKTYPbl KOTHUTUBHOM JESITeTbHOCTH Y Jie-
Teil KOHTPOJIbHOM rpymnmbl (cM. puc. 1). CtaTucTuuecku
3HauUMMble pa3nuuust (Ha ypoBHe 3HaummocTtu p<0,05)
CBSI3aHBI C BBITTOJTHEHWEM OTAETbHBIX THaTHOCTUIECKUX
Mpo0 U BBISIBIEHHBIM COOTBETCTBYIOIIIUM HEWPOTICUXO-
JIOTUYECKUM Ae(DULIMTOM, KOTOPBIi 3aKJTI0uascs:

* B CHWXXEHUU HEWpPOIMHAMMUYECKUX ToKazaTeseil me-
STEILHOCTH — KoJiebaHWe BHMMAaHUs, CHUXXEHHBII
TEMTIT BBITIOJTHEHMS 3aJlaHUi, UCTOIIAEMOCTh TICUXH-
YeCKOM AesITeIbHOCTH (OTpaXkaroT CHUKEHHYIO aKTHB-
HOCTb cTpYKTYp | hyHKIIMOHAIBHOTO 0J10Ka MO3Ta);

* B TPYAHOCTSIX yIAEp>KaHUS MPOrpaMMBbl B TMHAMUYe-
CKOM TpaKcuce, HapyIIeHU! TIaBHOCTHU TIPU BBITION -
HEHUM JABUTATEJILHOM TTPOTPaMMBI; COCKATb3bIBAHNHT
Ha CUMMETPUYHOE BBITTOJTHEHUE, 1e3aBTOMATU3ALINT
JBIDKEHUH B pELIMTTPOKHOM KOOPAWHAIHN (OTpakaioT
CHUXEHHYI0 aKTUBHOCTB cTpYKTYp I11 pyHKIIMOHANIB-
HoOTro 0JI0Ka MO3ra).

B KOTHUTHBHOI AeSITEIBHOCTA OOJIbHBIX JAETEl, UMe-
JOIIMX CHIKEHWE YMCTBEHHOTO pa3BUTHUSA (TIOATpYIIIa
neTeit oT 6 n1o 10 ner), Mo cpaBHEHUIO ¢ KOHTPOIbHOM
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Puc. 1. Ouenka HapymeHMii ncuxuyecKux GyHKuMid y aerei
¢ TyOepO3HBbIM CKJIEPO30M B CPABHEHHH C KOHTPOJIbHOI rpymmoi
10 OT/JEJIbHbIM HEPONCHX0JI0THYECKIM Npodam (cpelHuii Bo3-
pact 8 jer), HanpaBJieHHbIM HA ucciaenoanue gynkuuii I1 (a),
I u 111 (6) 6.10Kk0B rosioBHOr0 mMo3ra. CpenHuii Bo3pacT jaeteii
8 ner.

Fig. 1. Assessment of mental disorders in children with tuberous
sclerosis (mean age +/- 8 years) in comparison with the control
group on individual neuropsychological tests, aimed at the study
of the functions of the II-nd (a), I-th and III-rd (6) blocks
of the brain.

TPYNIIO, YCTAaHOBJEH HEWPOIICUXOJIOTUYECKUi necu-
LIUT BO BCeX AuMarHoctuueckux mpodax (p<0,05). BoisiB-
JIeHa HeCc()OPMUPOBAHHOCTb KMHECTETUYECKOW OCHOBBI
NBUXXEHUH (TTPOSIBUBILIASICSI B TPYIHOCTSIX TIPU TIEPEHO-
ce Mo3bl Kak Mo TaKTWJIbHOMY 00pasily, Tak U 0e3 3pu-
TEJIbHOTO KOHTPOJISI) M COMAaTOCEHCOPHOTO THO3HMca
(BbIpaxkeHHBIE TPYAHOCTU B OIpEACTICHUM JIOKATU3aluu
MPUKOCHOBEHUI M y3HaBaHUsS LUMpp U (uryp B mpobde
®dectepa), 9TO CBSI3aHO C Ne(PUIIMTOM TEMEHHBIX OTICIOB
TOJIOBHOTO MO3ra.

HapyieHue moHMMaHMST JIOTMKO-TpaMMaTUYeCKUX
KOHCTPYKIIU (Mpoba «Hapucyil Kpyr Hall TpeyroJbHU-
KOM» HEJIOCTYITHA, TTpo0a «00UKM U SIIUKU» — C YacTU4-
HBIMU TPYTHOCTSIMU BBITIOJTHEHUST) SIBJISIETCSI CJIEICTBUEM
MUCOYHKIIMA BUCOYHO-TEMEHHO-3aThIOYHOM 00J1acTH.
YcraHOBJIeHHOE HapylleHUe CIyXOpeyeBOi TMaMsITH,
KOTOpOE BbIpaxkaeTcsi B CYKEHUM 00beMa BOCIPOU3BE-
NIEHUsI, TOPMO3UMOCTHU CJIEIOB B YCIIOBUSIX TeTepOTeH-
HO# MHTepdepeHINU, HaTuIuK Mapacdasuii, yKa3biBaeT
Ha JeNpUBalIIO0 BUCOUHBIX OT/IEJIOB FOJJOBHOTO MO3Ta.

OPUINHAJIbHBIE CTATbU NCUXOHEBPOJIOINs

OmuOGKM TIpU  BBITIOJJHEHUU PUCYHOUYHBIX IPOO
(«pucyHOK Kyba» u KonupoBaHue (urypol Pes—Teitno-
pa) CBUAETEJBbCTBYIOT O CTPYKTYPHO-TOIOJOTHYECKOM
neUIUTe ONTUKO-TMPOCTPAHCTBEHHOW JeATeIbHOCTU
(B pUCYHKE YaCTH U 11eJI0€ CMEIIeHbl OTHOCUTEILHO JIPYT
npyra). OmMOKY TTPU BBITTOJTHEHWH MTPOCTPAHCTBEHHOTO
npakcuca (mpoba Xsaa) CBUIETEILCTBYIOT O HApyIIEeHU N
COMaTOMPOCTPAHCTBEHHOTO THO3Uca (IMyTalOT MpPaBylo
U JIEBYIO CTOPOHY TeJjia), UTO CBSI3aHO C HEIOCTATOYHO-
CThIO (PYHKIIMOHUPOBAHUSI TEMEHHO-3aThIJIOUHBIX OT/IE-
JIOB TOJIOBHOTO MO3ra.

V GONBHBIX JAeTell O CHMXKEHHBIM YMCTBEHHBIM pa3-
BUTHEM BBISIBJICHbI W HApYIIEHUsT MBICIUTEIbHBIX MPO-
1eccoB (TPYAHOCTM TPU BBIAEICHUU CYIIECTBEHHBIX
MPU3HAKOB, 00OOIIEHW, B YCBOCHUM TTOHSTUI, OTCYT-
CTBHME TTOHUMAHMS CMBIC/IA CIOKETHOW KapTUHKM), YTO
yKa3blBaeT Ha (PyHKIIMOHAIbHYIO HeC(hOPMUPOBAHHOCTD
JIOOHBIX OTJEJIOB KOpbI TOJ0BHOTO Mo3ra. Kpowme Toro,
y 9THUX JeTel MpH pacKPbITUM HEHPOAMHAMUYECKUX Xa-
PaKTEPUCTUK MCUXUIECKOM TESITETbHOCTHU, PeaTu3yeMbIX
CTPYKTYpaMM TiepBoro (pyHKIIMOHAJIbLHOTO OJl0Ka MO3ra,
00HapyXWJlach O4YeBUIHAs HEAOCTAaTOYHOCTh (MPOSIBU-
Jlach B MCTOILIAEMOCTH, KOJeOaHUM BHUMaHUsI, CHUXE-
HUU TeMTIIa AeSITeIbHOCTH).

PesyabraThl BBITTOTHEHHUSI HEWPOTICUXOIOTUIECKUX
Mpo0 B 9KCIEPUMEHTATBHON W KOHTPOJBHOM TPYITIax
nereil B Bo3pacte 15—16 jieT mpencraBieHbl Ha puc. 2.
OlleHKa HapyleHW KOTHUTUBHBIX (QDYHKUUI y nereit
¢ TyOEpPO3HBIM CKJIEPO30M M HOPMAaTUBHBIM Pa3BUTHUEM,
o0yyJarImnxcs Mo Tporpamme 001eo0pa3oBaTeIbHOM
LIKOJIbI, B CPABHEHUM C pe3yjbraTaMu JIeTeli KOHTPOJIb-
HOW TpyNIbl TOKa3ajia HAJIMuMe HapyIIeHUI HeUpoau-
HaMMUYecKUX mokaszaresei aestenbHoctu (p<0,05), mipo-
SIBJISTIOIIUXCS B CHDKEHWU TEMTIa BBITIOJTHEHUST 3aIaHUIA
U HKCTOIIAEMOCTHU B MPOLECCE ACSITEIbHOCTU. DTO OTpa-
JKaeT CHIKEHHYI0 aKTUBHOCTb CTPYKTYP MEePBOT0O (PYHK-
LIMOHAJILHOTO 0JIOKa MO3Ta.

et B Bo3pacte 15—16 et ¢ TyOepO3HBIM CKJIEPO30M
U CHWXEHMEM YMCTBEHHOTO pa3BUTHsI, OOyJarollrecs
MO TIporpaMMe KOPPEeKIIMOHHOM IIKOJIbI, TI0 CPaBHEHUIO
C JIETBMM KOHTPOJBHOWM TPYIIIBI MPOJEMOHCTPUPOBAITU
BbIpaxeHHbIe (p<0,05) HapyieHusT Tcuxuyeckux QyHk-
11 BO BCEeX TMArHOCTUUYECKUX ITpobax. Y 3Toi BO3pacT-
HOW TPYIMITbl HEMPOTICUXOJIOTUUECKUI NeDUILIUT 3aKITIO-
yascs:

* B 3HAYUTEIBHOM CHWXEHUM HEUpOIMHAMMUYECKUX
rnoxasareJsieit 1esITeTbHOCTU (HU3KWUI TeMIT BBITTOJIHE-
HUS 3aJaHUi, UCTOIIAEMOCTb, OTBJIEKAEMOCTb, HEYy-
CTOMYMBOCTH TPOM3BOTLHOTO BHUMAHMST) BCIIEACTBUE
nedumurapHocT  CTpykTyp | (QyHKIMOHAIBLHOTO
0J10Ka MO3ra;

* B TPYAHOCTH/HEBO3MOXHOCTH YCBOCHUSI M YAep>Ka-
HUSI JBUTATEIbHON TIPOTPAMMBbI; COCKAIb3bIBAHUM
Ha CHUMMETPUYHOE BBITIOJHEHUE, Je3aBTOMaTu3a-
LIUU ABVKEHUI B PELIMITPOKHONW KOOPAWHAIIUN;, Ha-
PYIIEHUN OTepallMOHAIbHON CTOPOHBI MBITIUICHUS
(CHIXKeHMe YpOBHST O0OOIIEHMIT TTO TJaBHBIM TIPU-
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Tpouykas JI.A. u coasm. OCOOEHHOCTH PA3BUTHS BHICIINX MCUXIUECKUX QYHKIMIL y IeTel ¢ TyOepO3HBIM CKIEPO30M
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®  Heliponcuxonornyeckne npobbi

Puc. 2. Onenka HapymeHuii ncuxudeckux (hyHKumii y nereii
¢ Ty0epo3HbIM CKJIEPO30M B CPABHEHHHM C KOHTPOJIBHOW TpyIi-
TO¥i 10 OTIEeNBHBIM HEHPONCHXOJIOTHIECKIM NMPOOdaM, HAMPAB-
JIeHHbIM Ha ucciaenosanne dynkmmii I1 (a), I u II1 (6) 6;10K0B
roJioBHOro Mo3ra. Bospacr 15—16 set.

Fig. 2. Assessment of mental disorders in children with tuber-
ous sclerosis (age 15—16 years) in comparison with the control
group on individual neuropsychological tests, aimed at the study
of the functions of the II-nd (a), I-th and III-rd (6) blocks
of the brain.

3HaKaM, TPYTHOCTU B TOHUMAHUU CMBIC/IA CFOXKETHOM
KapTUHKW); UHEPTHOCTU ABMXXEHUI B CIYXOMOTOP-
HOW Tpobe (UIIHUE yaaphl), YTO OoTpaxkaeT nedu-
mutapHocTh cTpykTyp Il dyHKIIMOHANBHOTO GilOKa
MO3ra;

* B HEJOCTaTOYHOCTU CJIyXOpEYeBOIO0 M CeMaHTHYe-
CKOTO 3allOMMHaHUs (Cy)XeHue oObema 3arioMuHae-
MoOil MH(bOpPMaIIMM); TPYAHOCTU/HEMOHUMAHUN JIO-
TMKO-TpaMMaTUYECKUX KOHCTPYKIIWIA; HapylIeHUN
1IEJIOCTHOCTH 3PUTEIBLHOTO BOCHPUSATHUST (OIIMOKHU
B 3pUTEJIbHOM THO3UCE B Mpodax «HaJI0XEHHbIC»
U «HEJJOPUCOBAHHbIE» U300paxKeHUsI) U OMTUKO-TTPO-
CTPAaHCTBEHHBIX XapaKTePUCTUK (3epKaJIbHbIE U TIPO-
CTPaHCTBEHHBIE OIIMOKM B TIpoOe X3/1a, OIIMOKY TIpU
nepenaye MPOEeKIIMOHHBIX M300paxkeHuii); Hechop-
MUPOBAaHHOCTH KUHECTETUYECKOI OCHOBBI IBUKEHU I
(TIposIBUBIIASICSI B TPYAHOCTSIX TIPY TIEPEHOCE MO3bI
KakK 1Mo TaKTUJIbHOMY 00pasily, Tak U 0e3 3pUTeJIbHO-
o KOHTPOJISI) U COMAaTOCEHCOPHOIO THOo3Mca (BbIpa-
JKeHHBIC TPYIHOCTM B OMpEIeIeHUN JIOKaau3aluu

vl

AN

Puc. 3. Pe3yasTaTr BbINOJHEHHS] PUCYHOYHOI TMPOOBI — KOMM-
poBanue ¢urypsl Pes—Teiinopa y nereii 15 jert ¢ Ty0epo3nsiM
CKJIEPO30M ¢ HOPMAJIBHBIM () U CHMKEHHbIM (0) YMCTBEHHBIM
passuTieM. CoOCTBEHHbIE JAHHbBIE.

Fig. 3. The result of the drawing is the copy of the Ray—Tay-
lor figure: a — a child with a TSC with normative development
(Lisa I., 15 years old), b — a child with TSC with reduced mental
development (Vlada S., 15 years old). Own data.

\\
8

T

MPUKOCHOBEHUH U y3HaBaHUsI IM(DP 1 Puryp B mpode
®opcrepa), YTO CBSI3AHO C AeDUITUTAPHOCTHIO CTPYK-
Typ Il pyHKIIMOHANTBHOTO GJI0KA MO3Ta.

B pucyHouHBIX TIpoOax, OCOOEHHO TMpU OOJBIIOM
o0bemMe 3puTesbHON MHbopMaiu (Tpoda — KOMUpo-
BaHue ¢urypsl Pesg—Teiinopa), BBIIBUINCH OUIMOKU
BOCTIpUSITUSI TIPOCTPAHCTBEHHBIX MPU3HAKOB 3PUTENb-
HOTO CTUMYJa M OTOOpaXeHUsl 3TUX MPU3HAKOB TIpU
KONMUpoBaHUU. Y JeTell ¢ HOPMATHMBHBIM pa3BUTHUEM
npu TYOEpO3HOM CKJepo3e OOHapyXuUBajlach C1abOCTh
METPUYECKUX TPENCTaBICHUI U OTCYTCTBUE OTIETbHBIX
JeTajieil KonupyemMoil urypbl BCiaencTBUE HEI0CTaTOY-
HOCTM BHUMaHMS (puc. 3, a). Y nmereil co CHUXXEHUEM
YMCTBEHHOTO Pa3BUTUSI BbISIBUJIMCH BbIpAXKEHHBIE CTPYK-
TYPHO-TOIOJIOTUYECKUE OIIMOKM — pacnaj 1eJOCTHOCTH
n300paxeHust, MOTepsl JIOTMYECKOW COrIaCOBAHHOCTU
ero vacreii (puc. 3, 0).

3aknovyeHue

PesynbraThl HEHPOTICUXOIOTUYECKOTO UCCIEI0BAHMS
OOHAPYXWIN Y JeTeil ¢ TyOepO3HbIM CKJIEPO30OM IOJIU-
MOP®DHYI0 KapTUHY HapylIeHUi BBICIIMUX MCUXUYECKUX
¢yHKUMI B o0enx Bo3pacTHbIX Tpynmax. [IpomeMoH-
CTPUPOBAHO, YTO MCIOJIb30BAHUE HEWPONCUXOJOTUYe-
CKOTro MeToja OO0C/eoBaHUs MO3BOJISIET KBATUGDUIIU-
poBaTh XapakTep HapylIeHUH TMCUXUYecKuX (YHKUUIA
y ieTeli ¢ 9TUM 3a00J1€BaHUEM.

B rpynine aeteit ¢ TyOEpO3HBIM CKJIEPO3OM CO CHUXKE-
HUEM YMCTBEHHOTO pa3BUTUSI (OOyyalolMXCsl MO Mpo-
rpaMMme KOpPPeKIIMOHHOM IIKOJIbl), HE3aBUCUMO OT BO3-
pacta, UMeeT MECTO CyMMallusi Pa3jIvuYHbIX (HaKTOpPOB,
ONpeNesIIoIINX 00Jee TSKEblii KOTHUTUBHbIN Ae(DULIUT
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TaKTUJIBHOTO BOCIIPUSITHUSI, IIPOU3BOJBHBIX IBIKEHUN
N JEeHCTBUI, OITHKO-TIPOCTPAHCTBEHHBIX, KBa3WUIIPO-
CTPAHCTBEHHBIX TIPEICTABICHUI, OIepalMoOHaIbHON
CTOPOHBI MBIIIUICHUS, CTyXOPEUueBOI MaMsITH.

BrorgBieHHas B X01e MCCIeNOBaHNS HEIOCTaTOYHOCTh
HEUPOIMHAMNYECKNX XapaKTePUCTUK TICUXWIECKOM ne-
SITEJILHOCTA Y BCEeX JeTell ¢ TyOepO3HBIM CKJIEPO30M,
peanusyemasi ctpyktypamu | (yHKIMoHanbHOrO OJ10Ka
MO3ra, TIPEeANoJIOKUTEbHO OOYCIOBIMBAETCS TTOpaXxe-
HUEM TIIyOMHHBIX CTPYKTYp MoO3ra, HamboJjiee paHO CO-
3peBalollMX B OHTOreHe3e (MO3T pebeHKa ¢ TyOepO3HbIM
CKJIEPO30M TIpeTepIieBaeT MaTOJOTUUECKUE BO3/IECCTBUS
Kak pa3 B MepHo/I 3aKJIaIKH MOIKOPKOBBIX CTPYKTYP MO3-
ra Ha 15—28-i1 Hepene) [7].
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OPUINHAJIbHBIE CTATbU NCUXOHEBPOJIOINs

YuuTteiBasi, 4TO TyOSpO3HBIN CKIIEPO3 — MUHAMUIE-
ckoe 3aboJjieBaHME, MPU KOTOPOM HOBas CUMMTOMATH-
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