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BaxnnBo: nepef npusHayeHHs Nikapcbkoro 3acoby chlig 03HANOMUTUC i3 IHCTPYKLLEID [ MEAUYHOTO 3aCTOCYBAHHS NIKapCbKOro 3acody.
Cxnag: aitoya peyosuHa: everolimus; 17abnetka mictuts 5 Mr abo 10 Mr eseponimycy.
Nikapcbka dpopma. TabneTku.

dapmaKoTepaneBTUYHa rpyna. AHTUHEONNACTUYHI 3aCO6M. [HWI aHTUHeONNacTUuHi 3acobu. IHriGiTopy NpoTeiHKiHa3M. \
Ko ATC LOTX E10. /
MokasaHHs. \ ,

JlikyBaHHsi MPOrPECYIOYOrO FOPMOH-PELENTOP-No3uTUBHOMO, HER2 HEraTMBHOTO paky MOMOYHOI 32031 Y KOMOiHaLLi 3 eK3eMECTaHOM Y XIHOK Y MOCTMEHOMay3HOMY Mepiogi, Y AKUX BIACYTHI LBMAKONPOrPECYIOYi 3aXBOPIOBAHHS

BHYTPILUHIX OPraHis, AKLLO NONepesiHs Tepanis HeCTEPOIIHUMY iHrBITOpaMy apomMaTasu Npussena 40 peumansy abo NPOrPecyBaHHs.

TlikyBaHHs NaLEHTIB 3 HUPKOBO-KMITMHHOIO KAPLMHOMOO Ha Mi3Hiit CTai, y AkvX 3aXBOPIOBAHHS Nporpecye Ha Ti abo nicns VEGF-Tepanii (cnpsmoBaHoi Ha GakTop pocTy eHAoTeNiio CyauH).

TNikyBaHHs HeonepabenbHIx abo MeTacTaTU4HMX, A0BPeE Yn NOMIPHO ANDEPEHLII0BAHIX HENPOSHAOKPUHHIUX NYXAMH NiALAYHKOBOT 337031 Y AOPOCANX NALEHTIB 3 NPOrPECYIoUNM 3aXBOPIOBAHHAM.

JlikyBaHHs naLLieHTiB BikoM Big, 3 pokiB i3 cybeneHaMmansHolo riraHToKNITMHHOI acTpouwToMoto (CEA), nos'a3atolo i3 Tybepo3Ho-cknepoaHim komnnekcom (TCK), 1o BUMarae TepaneBTUYHOTO BTPYYaHHs, 38 BUHSTKOM Xipypri4HOro.

JlikyBaHHs JOPOCNX NaLEHTI8 3 HUPKOBOIO aHrioMioNinoMoto, NOBA3aHOI i3 TyGEPOsHO-CKNEPOHIMM komnnekcom (TCK), y AKX iCHye pusuK ycknaaHeHb (Hanpuknag posMip NyxNiHK, HasBHICTb aHEBPU3MM, HAsBHICTb AEKINbKOX NyXuH abo

1BOGIYHI MyXWHK), ki He NOTPEBYIOTH XiPYPriUHOTO BTPYYaHHS.
[lokas rpyHTYeTbCS Ha aHanisi aMiHy 06'emy aHriomioninomu. Ta ﬂ eT K I/I
[lo3yBaHHS.
- Hupkosa aHriomioninoma, nos'a3axa i3 Tybepo3Ho-ckneposHm komnnekcom (TCK) eBepO ﬂiMyC
PekomeHpoBaHa f03a npenapary AdiHiTop ctaHosuTb 10 Mr 1 pas Ha 1o6y.
- Hupkoso-knitutHa kapuvHoma (HKK), HeonepabenbHi abo MeTacTatinuHi, 106pe 4Yn NoMipHO AndepeHLinoBaHi HEMPOEHLOKPUHHI MyXAWHM NiaLnyHKoBOI 3anoav (HEM) Ha nisHii cTapii Ta ropMOH-peLLenTop-No3UTUBHMIA Pak MONOYHOI

3ano3u.
PexomeHpoBaHa f03a AdiHiTopy cTaHoBuTb 10 Mr 1 pa3 Ha 8o0y. JikyBaHHs MOBUHHO TPUBATY AOTH, AOKM CMOCTEPIraETbCs KNiHiUHM €GEKT a0 A0 NOABU HENPUAHTHIX MPOSIBIB TOKCUYHOCTI.
MpoTunokasaHHs.
MigBuiLEHa Yy TAMBICTb [0 AJKOYOI PEYOBMHM, IHLLMX NOXIAHMX panamiluHy abo 4o Oyab-AKOi ONOMIXHOT PeYOBUHH. YyTAMBICTb A0 CUPONIMYCY.
Mo6iuni peakuii.
[yxe yacTo: iHdexwii, iHbeKLii BEpXHIX AUXanbHUX LASXIB, CUHYCUTH, OTUTH; aHEMIs, TOOMBOLMTONEHIS; NIABULLEHHS PIBHS FIOKO3M, XONECTEPONY, TPUTMILEPUEIB, 3HIKEHHS PIBHS TIIOKO3M, 3HUXEHHS PiBHS GoCdaTiB, aHOPEKCIs; NOPYLUEHHS CMAaKOBMX BILUYTTiB, FONIOBHMI Ginlb, CySOMM; NepUKapianbHIi BUMIT; NHEBMOHIT, 3aULLKa, enicTaKeHc,
KaLLenib, NNeBpasbHui BUNIT; CTOMATHT, fiapes, 3ananeHHs Cn13oBoi 060NOHKM, BioBaHHS, HyAOTa; MLBMILEHHS PIBHIB anaHiHaMiHOTPaHCOepasy Ta acnapTaTaMiHOTPaHChepasu; BUCHNaHHS, akHe, BYrPOBHIA AePMATHT, CyXIiCTb LUKIPK, CBEPOIX, ypaXeHHs HIrTis; BTOMa, cniabkicTs, nepudepuuti Habpsky, rinepTepMis, rpuxa nicnsonepawinHoro
PYOLLS; 3MEHLUEHHS MaCK Tina, 3HUXEHHS PiBHS iMyHOrnoGyniHy G B KPOBI, NiABHILEHHS PiBHS NaKTATAEriAPOreHasn, NopyLIEHHs PIBHS NEYIHKOBUX GEPMEHTIB.
YacTo: nevkoneHis, NiMGOoneHis, HETPONEHis, NaHLMTOMeHis, koarynonaris, TPOMBOTUYHa TPOMBOLMTONEHIUHA MYPTYPa/reMONITUYHIIA YDEMIYHIMI CUHAPOM, remMonis; LyKpoBwit Aiabet, rinodocdatenmis, rinokaniemis, rinepninigemis, rinokaniemis, rinokansuiemis, Aerigparavis; 6e3COHHS, TPUBOXHICTb; COHNMBICTb, BTPaTa CMaKOBUX BIRYyTTiB;
KOH'IOHKTYBITH, HabpsK NOBIK, rinepemis oka; apTepianbHa rinepTeHsis, KpoBoTedi, niMdoLiene, Tpomboembonis BeH, TPOMOO3 TpaHCNNaHTaTa; TpoMGoeMbonis nereHesoi ap [IVWCTIHOE, TNOTKOBi 3ananeHHs, NOPYLLIEHHs AUXaHHS, KPOBOXapKaHH, iH EKLT HUXHIX AMXanbHIX LUNsXIB; racTpuT, BRYyTTs cyxocTi y pori, 6inb y XuBOT, aucdaris,
[MCNENCis, NaHKPeaTuT, 3HIKEHHS aneTuTy, MeTeopuaM, 3anop, Ginb y POTOBIl NOPOXHWHI Ta rOPTaHi; MiABULLEHHS PiBHS BinipyBiHY; 4ONOHHO-MIGOWOBHMA EPUTPOAMSECTESINHMIA CUHIPOM, POXEBHIA INLAI, epUTEMa, LKIPHA ekchonialig, OHIXOKNasis, ypaxeHHs WKipw, NoMipHa anonews, paHesa iHdekLis, XipypriyHe yecknagHeHHs paHu; binb
y cyrnobax; MigBuLLEHHS PIBHS KDEATUHIHY, HUPKOBA HELOCTATHICTb (y TOMY YMCAi FOCTPa HUPKOBA HEJOCTATHICTL), NPOTEIHYps, IHOEKLT CE4OBMBIBHMX WAAXIB; BTOPUHHA ameHopes / aucbanatc NT/OCT, aveHopes, nigsuiieHHs pists JIT, HeperynspHi MeHCTpyaLlii, MeHCTpyaLlii i3 3aTpUMKOIo, MeHOparis, BariHanbHi KPOBOTEYI, KICTH fE4YHMKa,
epekTUnbHa anchyHKuis; Ginb y rpyasx, Ginb, apaTiBnuBICTb.
Heyacro: icTUHHa epuTpoLMTapHa annasis; rinoroHaavam y YONoBIKiB (3HUXEHWIA PIBEHb TECTOCTEPOHY, MABMILEHHA GONIKYNOCTUMYMOYOTO i MOTEIHI3YIOHOro FOPMOHIB); arpecis; 3acTiiiHa cepLesa HELOCTaTHICTb; NPUMAMBI, TPOMGO3 FUBOKHX BEH; TOCTPHIA PECTIIPATOPHUI ANCTPEC-CHHAPOM, NIETeHeBUI anbBEONAPHUIA NPOTEIHO3; renaTwr,
MOPYLUIEHHS GYHKLIT NeUiHKi, XOBTAHNLLA; aHriOHEBPOTUYHMI HabpsK; pabaomionis, Mianris; HEKPO3 HUPKOBIX KaHaNbLB, NIENOHEdPUT; NOPYLLIEHHS 3arOEHHS PaH, NOPYLIEHHS Xoa.
Piako: NeiKoUMTOKNACTUYHMIA BACKYAIT.
Hesigomoi yacToTy: rinepuyTAMBICTb; BepLUE BUABNEHNI LyKPOBHIA fiaberT.
Ynakoeka. o 10 Tabnetok y 6ictepi, no 3 bricTepy B KaPTOHHIl KOPOOLI.
Kareropis Bignycky. 3a peLientom.
Peecrpauiitie noceiguenHs N2 UA/11439 UA/11439/01/02; UA/11439( Haka3 MO3 Ykpaikn 29.11.2017 N°1495

Nireparypa:
1. Bissler J., Kingswood J., Radzikowska E, Zonnenberg B, Elena Belousovab, Everolimus long-term use in patients with tuberous sclerosis complex: Four-year update of the EXIST-2 study. PLoS ONE 12(8): e0180939. https://doi.org/10.1371/journal.pone.0180939. 2. IHcTpyKUi ANA MELUYHOrO 3aCTOCYBaHHS Npenapaty
AdiHiTop.
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Petrus J. de Vries, Lucy Wilde, Magdalena C. de Vries, Romina Moavero, Deborah A. Pearson, Paolo Curatolo

Tyoeposublll CKNEpo3 Kak npuvuHa Weuponcuxuyeckux paccmpoicms

Ty6epo3Hblii cknepos, unu Ty6epo3Ho-cknepo3Hblit komnnekc (TSC), CBI3aH ¢ LUMPOKUM CNEKTPOM NOBEAEHUYECKUX, MCUXUYECKUX, UHTENNEKTYaNbHbIX,
HEeHpOomNCUXoNorMYeckux U NCMXoCcoLUaNbHbIX NPO6eM, KOTOpble YOCTO HEJO0O0LLEHUBAIOTCS BPAYGMU B MIAHE AUATHOCTUKY U NIEYEHUS.

B sT1oi1 cTratbe npeacraBneHbl 06HOBNEHHbIE KIIMHUYECKUE AAHHbIE KacaTtenbHo TSC-accoummpoBaHHbIX HepBHO-Ncuxmyeckux paccrpoiicte (TAND), koTopbie MoryT 6biTb
WCNONb30BAHDI AJS YCOBEPLUEHCTBOBAHUSI CKPUHUHIA, AVArHOCTMKM U NieyeHus 6onesHun Ha npaktuke. O630p npeaHAsHAYEH ANs KJIMHMYECKUX FeHETUKOB, KOHCYJIbTAHTOB
no reHeTuKe, NeAUATPOB U Bpauyeii o6Liero npoduns, KOTopble YYUCTBYIOT B AMATHOCTMKE U NIeYEeHUU fieTeil, NOAPOCTKOB U B3pocnbix ¢ TSC U CBA3GHHBIMU € HUM

paccTpoMcTBamMM.

TyGepo3HO-CKIEPO3HBI KOMILIEKC — 3TO
MYJIBTUCUCTEMHOE TeHeTHYecKoe 3abolieBa-
HUE, acCCOLUMHUPOBAHHOE C INMPOKUM CIIeK-
TPOM TTaTOJIOTUIECKUX MTPOSIBICHUI, TOpake-
HHMEM TOJIOBHOTO MO3ra, KOXH, IOYeK, IJia3
u nerkux (Curatolo, Moavero, de Vries, 2015;
Henske, Jozwiak, Kingswood, Sampson,
Thiele, 2016). Cumntombr TSC umMeroT Bo3-
pacT3aBUCUMBIN XapakTep ¥ TOSBISIOTCS
B ONpE/ACICHHBIN TEepUOa XU3HU YeIoBeKa
(Curatolo, Bombardieri, Jozwiak, 2008).
OCHOBHBIMM MUILIEHSIMU OOJIE3HU SIBJISTIOTCS
TOJIOBHOM MO3T, KOXa U MOYKHU, KOTOPbIE M0~
paxatorcst y 80-90% 6GonmbHBIX. [ToMuMoO Tia-
TOJIOTMUECKUX U3MEHEHMI B opraHax, y 90%
narmeHToB ¢ TSC BO3HMKAIOT pa3HOTO poja
Heiiporicuxuueckue pacctpoiicta (Curatolo
et al., 2015; de Vries et al., 2015). D1u nposiB-
JICHWSI TaKXKe MMEIOT BO3PAcT3aBUCUMBII Xa-
pakTep ¥ BO3HMKAIOT HAa Pa3HBIX 3Tarax pas-
BuTus 6one3nu (de Vries, 2010a; de Vries et
al., 2005; de Vries et al., 2015). HeBposoru-
YecKue U HEMPOTICUXUIECKHUE CUMITTOMBI SIB-
JISIIOTCS HanboJiee TSKENbIMU JIJISl TTalleHTa
¢ TSC (Curatolo et al., 2015; Hallett, Foster,
Liu, Blieden, Valentim, 2011; Rentz et al.,
2015). HecMoTps1 Ha 3HAUUTEIbHBII POrpecc
B ITaHE JWATHOCTUKM M JIEYEHUsS MHOTHUX
buznuecknx NposiBICHUN 0O0JE3HU, B TOM
quciae U CyoanuaepMaabHON THTaHTOKIIeTOY -
Hoit actpourtombl (SEGA), aHrmomuonuro-
Mbl (AML) n snunencuu, NCUXOHEBPOJIOTHU-
YecKKe pacCTPOUCTBA OCTAIOTCSl HEOCTaTOY-
Ho uszyyeHHbIMHU (Kingswood et al., 2017).

Konuenuus u poBHU TAND

B pamkax MexmayHaponHOl KOHCEHCYC-
HOil KoH(pepeHuMu mo Bompocam TSC
(International TSC Consensus Conference)
B 2012 ., 1IeapI0 KOTOPOU SIBISUICS Tepe-
CMOTp auarHoctudeckux kpurtepueB TSC
(Northrup et al., 2013), a TakXXe peKoMeHa-
LI KacaTeJbHO BeleHUsI W HaOJIIoAeHUs
3a Takumu mnanueHTamu (Krueger et al.,
2013), pabouast TpyIma HeHpOICUXUATPOB
BBesia HOBBIM TepMuH — TAND, o603Havaro-

MOBENEHUYECKUX, MCUXUATPUUECKUX U TICH-
XOCOIMATBHBIX PACCTPOMCTB, aCCOLMMPO-
BaHHbIX ¢ TSC (de Vries et al., 2015; Krueger
et al., 2013). PaGouas rpymnmna Takke OTMETH -
Jla, 4YTO TaKasl CJIoXHasl matojiorus, kak TSC,
TpebyeT MHOTONpodMILHOIO (Korma B Je-
4eOHOM TIpoIlecce YIaCTBYIOT CIEIUATACThI
Mo TICUXOTeparnuu, JIOTONeIUM, TPyaoTepa-
MUK U IP.), MYJBTUIACIUATITMHAPHOTO (TTPH-
BJIEUEHUE MEJIMKOB, MEIaroroB, COLMATbHBIX
PabOTHUKOB) TTOJIXOAOB, a TAKXe COTPYTHU-
YecTBa C IOPUAMYECKUMU U HEIOPUINYECKU -
MU opranuzanusMu. CreunuanucTsl BceX
9TUX HaIpaBlieHU! paHbIIe MCIIOTb30BaTH
pas3JanyYHbIC TEPMUHBI A1 OUCHKH OAHUX
1 TeX e aCTIeKTOB Pa3BUTHSI ITaTOJOTUH, CO-
CTOSTHUSI TICUXMYECKOTO 30POBbsI M TICUXO-
colManbHbIX TOTpedHocTel. C LebIo ONTHU-
MHU3AUA MEXIUCIUTITMHAPHOTO COTPYIHM-
yecTBa ObUT pa3paboTaH 6-ypOBHEBBI ajro-
pUTM  OoOCHeIOBaHMS TALUMEHTOB  JUIS
CMEMaJMCTOB, YYacTBYIOUIMX B BEICHUU
manenToB ¢ TSC. Ha3Banus atux ypoBHeit
M KpaTKoe MBJIOXKEHUE KaXJI0ro M3 HUX
npeacTaBieHbl B Tabauie 1. YuutwiBas To,
yto 111 TAND xapakrtepHa Bo3pacTHas 3a-
BUCUMOCTb, KaK W AJis1 APYTUX (PU3UYECKUX
cumnromoB TSC, cormacHo peKOMeHIAIUsIM
MeXnyHapoIHOro KOHCEHCyca, IMalueHThbI
¢ TSC momkHBI MPOXOAUTH CKPUHUHIOBOE
obcnenoBaHnne Ha TAND He pexe 1 pasa
B ron (Krueger et al., 2013). Heitponcuxu-
aTpuyeckass KOMUCCHST OIpeaenauia CKpH-
HUHT KaK BaXXHOE UCCJIeI0OBaHUE TSI JIIOOBIX
04YeBUAHBIX WM Bo3HuKaommx TAND, ko-
TOpbIE MOTYT TOTPEOOBAaTh KOMILJIEKCHOTO
obcienoBaHus UM JiedeHUs. B kauecrtse
MOANCPKKHM €XKEeTOMHOTO CKPUHWHTA OBLT
pa3paboTaH U anmpoOMpPOBaH KOHTPOJbHbIM
cmucok TAND — TAND Checklist (Le Cle-
zio, Jansen, Whittemore, de Vries, 2015).
Kontponphbiii cimcok TAND — ato mpo-
CTOM CcT0C00, KOTOPBIA C MOMOIIBIO PYYKH
U JUcTa OyMaru momMoraeT KIWHULIKCTY Be-
¢ty Gecey ¢ GOTbHBIM M €T0 POICTBEHHUKA-
Mu. OH TOAXOIWT JJISI MALMEHTOB JIIOOOTO

MU BeChb CIEKTP TICUXOMOTOPHBIX, BO3pacTa, C JIO00OH TIXKeCTblo 00JIe3HU
Tabnmua 1. Yposnu o6cnepoBanus npu TAND
YpogeHb Hassanue Onucanue Mpumepei
Arpeceus, BecnokoicTeo,
Bkniouaer Bce HabniopaeMbie BapUaHTbI
. AenpeccuBHOE HACTPOEHHeE,
n . nosegeHus. MosegeHyeckui yposeHb 06b14HO
OBEfEHYECKHUIA TUNEPAKTUBHOCTb, UMMYNbCHBHOCTb,
Yposetb 1 OLEHMBAETCS MyTEM NPSMOTo HabniopeHMs
YpOBeHb u3beranme 3puTenbHOro KOHTAKTA,
WAM C NOMOLLBIO NEPEUHS UMEPHTENbHBIX
LKan MOBTOPSIOLLEECH M PUTYANBHOE
noBeaeHMe, NPoBAeMbl CO CHOM U T.4.
10T ypoBEHb ONpeAensercs ¢ NOMOLLbIO
MCUXUATPUYECKON AUATHOCTUKM COTNACHO
0BLLENPUHSTBIM KNACCHPUKALMSM, TAKUM KOK
[IluarHocTHyeckoe U cTaTUCTHYECKOR .
. Pacctpoiictea aytuctnyeckoro cnekTpa,
PYKOBOACTBO MO NCHXMYECKUM PACCTPOMCTBAM
. CMHAPOM AebULMTA BHUMAHHS
v Meuxuarpuseckuin | 5-ro usparus (DSM-5) unn MexayHapogras
poseHb 2 M M TUNEPAKTUBHOCTH, TPEBOXHbIE
YPOBEHb knaccudukauumn 6onesnen 10-ro nepecmotpa 5
PacCTPOMCTBA, AENPECCHBHbIE
(MKB-10). Ha atom ypoeHe Bpa4 o
paccrpoicraa
CONOCTABASET NONy4EHHbIE B XOAE NEPBOTO
YPoBHS 06CneR0BaHMS AAHHbIE
C AUATHOCTUYECKMMM KPUTEPUSIMHU
CneunPUYEcKMX NCXMYECKMX PACCTPOHCTB
Yoosers 3 Untennektyanshbid | OCHOBBIBOETCA HO OLIEHKE UHTENNEKTA Jlerkas, ymepenHas, Taxenas, ry6okas
P YpOBeHb no wkane |Q CTeneHb YMCTBEHHOM OTCTANOCTH
. OTHOCHTCS K KOHKPETHbIM HOPYLIEHNSM Pacctpoitctea utenns, nucsma,
Axanemnueckui
YposeHb 4 oBeHb obyuenus (cornacHo DSM-5), ceazan NPOM3HOLLEHHS, HECOCOBHOCTb pewaTh
P CO WIKOMLHOM YCMIEBABMOCTbIO MaTeMaTUYeCK1e 30404
[ledbnupT BHUMAHMS NPY BLINONHEHUM
HeifboncHxo Mayuenme cneupmduuecknx dbyHKumm ABOMHBIX 30404, YHANATEPONbHbIA
Yoosers 5 norn")iecxnﬁ FONOBHOTO MO3rQ C IOMOLLbIO HETNEKT, yXyALIEHHUE KPATKOBPEMEHHON,
P oBEHb CTAHRAPTM3UPOBAHHBIX pabodei, NPoCTPAHCTBEHHOM
P HEMPONCUXONOTUYECKMUX METOROB 1 06pa3HON NAMSTH, AeHUUNT BBICLIMX
HepBHbIX YHKLMH
Huskas camooueHka, Hu3kas
MexocoLHanbHI M3yuenme Bausnmua TSC Ha ncuxonoruyeckyto | MpoayKTMBHOCTb, BbICOKMH YPOBEHD
Yposetb 6 oBeHb M COLManbHYI0 Chepy € TOUKM 3peHms «CEMEMHOTO CTPECCay, HAMPSXEHHbIE
P OTHOWeHH K cebe, ceMbe 1 obluectsy OTHOLUEHMS C POANTENSIMH, CTUTMA
B obLuecTBe U M30NILMS

3H0PROB AL YKpaiH

Ta6nuua 2. Mpumepbl 3aperMCTPMPOBAHHBIX NOBEAEHYECKUX HAPYLLEHUI y naumeHTos ¢ TSC

Yacrora nosenexus

Hapywehnue
Huzkas Boicokas
i e i 19% (s3pocnie)? 43% (B3pocneie)’
HACTPOEHME
TpesoxHocTb 41% (s3pocneie)® 56% (s3pocnie)?
CamonospexaeHme 17% (e u nogpoctku 6e3 1A)’ 69% (mem 1 noppocTky ¢ Taxensim U ryBokum MI)'

Benbiwkm arpeceuu 37% (s3pocnsie ¢ MO)*

66% (e 1 NoppPOCTKY € Nerkum unu ymepeHHsim ML)’

Ucrepuku

47% (nev u nogpoctkm 6e3 UA)’

70% (e 1 noppoCTKM ¢ nerkum uau ymeperHsim M)’

U3beratue 3putensoro
KOHTAKTA

23% (me™ 1 noppoctku bes M[)'

71% (e u noppocTku ¢ TaxensiM 1 ry6okum MI)!

MoeTopsioweecs
Y PUTYanbHOE NoBeaEHHe

20% (me™ 1 noppoctku 6es M)!

83% (me™ 1 nompocTky ¢ Taxenbim 1 ryBokum MI)'

Hapywetue peun

32% (me™ v noppoctku 6es M)!

86% (mem™ 1 nogpocTky ¢ Taxensim 1 ryBokum M)’

22% (s3pocneie ¢ UA)°

[unepaktMeHOCTD

73% (e u nogpocTkM ¢ TaxensiM 1 ry6okum L)'

MmnynbcuBHOCTb

36% (me™ v noppoctku 6es M)!

62% (mem™ 1 nogpocTky ¢ TaXenbiM 1 ryBokum M)’

HapyweHue cHa

15% (et v nogpockm ¢/6es MI)°

74% (et u nogpocTku ¢ TaxensiM 1 ry6okum L)'

! de Vries et al,, 2007; ? Lewis et al., 2004; ° Pulsifer et al., 2007: * Wilde et al., 2017; * Hunt, 1998; ¢ Trickett et al., 2018.

U TIpeJIHa3HAueH JIJIsl BCeX YPOBHE# o0ceno-
BaHusd. KOHTpPOJABHBINA CIOUCOK COCTOUT
W3 CEPUU BOIPOCOB, HA KOTOPBIE B OCHOB-
HOM MpeUIaraloTcs [Ba BapuaHTa OTBETAa —
«/la/Het». 3a mocienHue HECKOJbKO JIET
KoHTpoabHE crnucok TAND mnepeBemen
Ha UCMAHCKUI, HEMELKWUIA, IIBEACKUM, TOJI-
JAHACKUI, UTATbSIHCKUIA, MOAbCKUM U KaTa-
JIAHCKUWA A3bIK.

TlocnenoBatebHO MBI 00OOIITUM TEKYIIIHE
NAaHHBIE I KaXXIOTO YPOBHSI 00CIe0BaHMS
npu TAND, BKJt0Yasi OCHOBHbIE peKOMEeH 1A -
LU U JAJIbHEWIEN OLIEHKU W WHTEPBEH-
107078

NoBegenyeckuii yposeHb

TToenenueckuii yposenb TAND Bkito4a-
eT MoBelieHNe, KOTOpoe caMo Io cebe He sIB-
JISIETCSl  TMCUXUYECKUM  pPacCTPOMCTBOM,
HO BBI3bIBAaeT OECITOKOICTBO Y MallMeHTa, ero
POJICTBEHHUKOB U crienuainuctoB. OHO yacTo
CTAHOBUTCS TMPUYMHON s HaMpaBIeHUS
6osbHOTO ¢ TSC [Is1 TCUXOIOTMYECKOTO WITN
MCUXUATPUUYECKOTO obcienoBaHus.
Cormacao ganueiM Peructpa TSC st moBbI-
IIEHUsT OCBEIOMJIEHHOCTH O OO0JIe3HU
(TuberOus SClerosis registry to increase
disease Awareness, TOSCA), 36% maieHTOB
¢ TSC coobmator nmo KpailiHeit mepe 00 of-
HOM cJlyJyae IOBeIeHYeCKOTO HapyIIeHMS.
Hawubonee yacTeiMu paccTpoiicTBaMu SIBJISI-
IOTCSI TUIIEPAKTUBHOCTb, WMITYJTbCUBHOCTD,
HapymeHue cHa (BcTpeuaercst y 20% 60Jb-
HbIx). Cpeau Apyrux MOBeIEHUYECKUX Hapy-
mennit y 11-14% manmeHToB BOSHUKAY Tpe-
BOXXHOCTb, Teperaabl HaCTPOEHHUS, arpec-
cus, y 6-8% OONbHBIX OBITM OTMEUEHBI Jie-
MPECCUBHOE HACTPOEHKE, CAMOTIOBPEXKICHUE,
HaBs3umBoe moBeneHue (Kingswood et al.,
2017). [dpyrue uccienoBaHMUsI TMOKa3bIBAlOT
00Jice BBICOKYIO pacipOCTPaHEHHOCTh MOBE-
neHueckux Hapymenuit, yeM TOSCA, B Ko-
TOPOM TIPEICTaBJICHBI JaHHbIC MAalMEHTOB
pa3HOTO BO3pacTa M MHTEJUIEKTYaIbHOTO pa3-
BUTHUSI. MI3BeCTHO Takxke, YTO BO3pAacT U UH-
TeJUIEKTYalbHbIE CMOCOOHOCTU  BJIMSIOT
Ha TIOBelleHUYeCKHUEe PeaKIuu, TMO3TOMY BTH
paccTpoiicTBa 3a4acTyro MPOSIBISIIOTCS Y JIULL
¢ uHTeUIeKTyarbHBIM Aedummurom (M]I)
u y ngereit (de Vries, Hunt, Bolton, 2007;
Wilde et al., 2017). B Tabauie 2 npousio-
CTPUPOBAaHA KOPPEJALUS MEXIY Pa3sHbIMU
MOBEICHYECKMMHU PACCTPONCTBAMU, YPOBHEM
MHTEJUIEKTa ¥ BO3PACTOM.
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HawuBriciivie rokaszarenn IMOBEICHUYECKUX
paccTpoiicTB HaOIIOOAIOTCS Y AeTeil U TMOoj-
poctkoB ¢ MIJI (y 2/3 malueHToB 3TOi KaTero-
pYM HaOJIIOOAIOT CAMOITOBPEXKICHUE, BCITBIIII-
KM arpeccuu u/unum rHesa). Yacrora camorno-
BPEXIEHUS TOpa3ao HIUDKe Yy AeTeil U Iof-
poctkoB 6e3 MJI nuau y B3pociblX MallMeHTOB
¢ UJ. Moatomy netu ¢ U/l nmeroT OGombimmit
PUCK pa3BUTHs HEOJIAronmpusITHBIX TMOCIe/-
CTBUII B pe3ysibTaTe IOBEICHUYECKUX pac-

CTPOWMCTB.
YuuTeiBass CUJIBHYIO CBSI3b MEXIY pac-
CTPOVCTBAMM  QyTUCTUYECKOTO  CIIEKTpa

(autism spectrum disorder, ASD) u TSC, onu-
CaHO MHOTO CJTyyaeB COLMAIbHON Jie3aiarnTa-
IIMM TaKWX MALMEHTOB, YTO OCOOEHHO SIPKO
MPOSIBIISIETCS Y A€Tell U MOAPOCTKOB C Hapy-
meHusiMA MHTesiekTa. Ho maxe mpu otcyT-
ctBun MJI yacrora NoBeAeHYECKUX Hapylle-
Huit y 6ompHbIx TSC B 10 pa3 BollIe, 4em
B OOIIIEI MTOMYJISIIIIN.

TunepakTMBHOCTb U UMITYJIbCUBHOCTb CJie-
JIyeT pacCMaTpUBaTh B KOHTEKCTE MCUXUATPU-
YEeCKOro JMarHo3a — CUHApoMa jaeduiiura
BHUMaHMSI ¢ TurnepakTuBHOCTbI0O (ADHD),
a He B acCleKTe MOBEICHUECKOTr0 HapylIeHUsI.
[IpencraBneHHble JaHHbBIE JEMOHCTPUPYIOT,
yTo y meTeil u mompoctkoB ADHD 3aBucur
OT Hanuus uian orcyrctBus M1, u ¢ Bo3pac-
TOM BBIPAXXEHHOCTb CUHIPOMAa MOXET YMEHb-
1aThCsl.

Kaxnpiit manuent ¢ TSC Mmoxer umeTrhb
pasHeie mposieieHussi TAND, kotopele cTa-
HOBATCS NMPUYMHOM NMCTapMOHUU B CEMEN-
HBIX OTHOIIEGHMSIX W 3aTPYIHSIOT JIeUeHUE.
OnpezeieHUe KJIaCTepOB MOBEICHYECKMX Ha-
pymenniit TAND MoxXeT moMOYb PeInuThb 3Ty
npobemy.

Mlcuxuampuyeckuii YpoBeHb

Tlcuxuarpuueckuii yposeHb TAND BkiTI0-
4yaeT pa3Hble TMPOSIBJIEHUS, KOTOPbIE MOTYT
BO3HUKHYTH y 00bHBEIX ¢ TSC (ASD wmm
ADHD), yame B m1eTckoM BO3pacTe, a TaKxke
TPEBOXKHbBIE U JIETIPECCHUBHbBIE PACCTPOMCTBA
B IOHOILIECTBE U 3PEJIOCTH.

HapylueHue pa3BuTHSi HEPBHOM CUCTEMbI

PaccTpoiicTBa ayTHCTHYECKOTO CHEKTpA.
TSC spnsietcst pe3ybTaTOM MYTallUU TeHa,
C KOTOPBIM MOXET OBITh CBSI3aHO BO3BHMKHO-
BeHue ASD. B psnme wuccienoBaHuit
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MIPUBOJISTCS Pa3UYHbIe TaHHBIE KacaTeIbHO
pacrpoctpaneHHocT ASD cpeny maimeHToB
¢ TSC, kotopasi B CpeaHEM COCTaBJseT
40-50% (Curatolo et al., 2015). K daxkTopam
pucka paszButusi ASD OTHOCST MyTauuio
TSC-reHa, CTpYKTypHbIE aHOMAaJIMU TOJIOBHO-
ro Mosra u snwiencuto. Yro kacaercs ASD
Ha ¢oHe TSC, To Takoe coueTaHMe yallle Ha-
omonaeTcs mpu mytamuu reHa 7.SC2.

Myrtanust ogHoro u3 aByx reHoB T.SC npu-
BOJIUT K BHYTPUYTPOOHOI aKTUBALIMKM TeHA
mTOR (mammalian target of rapamycin), mo-
BbIIIasi pUCK pa3BUTUs Kak ASD, Tak U 3mu-
JIETICUM BCJIEAICTBME HApYyNIEHUsT CHHAITOTe-
He3a, TAMK-riayramaTHoro 6ajaHca u Jpy-
TUX TIPEAIojaraeMblX BHYTPUKIETOUHBIX
abeppauuii (Curatolo et al., 2016). Kpome
TOTO, PaHHsIs MaHUbECTAIUST U BHICOKAsS Ya-
CTOTa MPUIAIKOB, HAIMYME MATOJOTMUSCKUX
U3MEHEHUI (0COOEHHO B BHMCOYHBIX OJISIX)
Mpu  TMPOBEACHUN 3X03HIEedanorpabumn
(B9T) aBnsitOTCS TOMOTHUTETBHBIMU (DaKTO-
pamu pucka passutus ASD (Bolton et al.,
2002; Numis et al., 2011). Pe3ynsratsl Henas-
HUX MCCJEIOBaHMII MMOKa3aau, YTO Hapyllie-
HUS HEPOHHBIX CBSI3eH B 30HAX, OTBEYalo-
uux 3a ASD (nosicHast u3BWIIMHA), HabJI01a-
I0TCA Y TIAIIMEHTOB ¢ paHHel MaHudecTanuein
npunaakos (Moavero et al., 2016). B Takux
CUTYyalUsIX paHHee Havyaao MPOTUBOMUIETI-
TUYECKOI Teparuy CYIIeCTBEHHO YMEHbBIIAeT
PUCK HACTYIUICHUSI OTAAJEHHBIX IOCIE/-
CTBUii. B MpoTMBHOM ciy4yae IIUTEITBHBIN
BPEMEHHOM TMPOMEXYTOK MEXIy TepBbIMU
MpUIaJKaMi ¥ HAyaJloM Teparuu acCOLMH-
pOBaH ¢ 0oJjiee BHICOKUM DPHUCKOM Pa3BUTHSI
ASD (Cusmai et al., 2011).

[TepBble IPU3HAKKM ayTH3Ma MOTYT MPOSIB-
JIATBCSI B Bo3pacTe 110 1 rofa: u3MeHeHue 1o-
BelleHUsT pebeHKa BO BpeMs UTPHI, Hapyle-
HME COIMAJIbHOTO B3aUMOJICCTBUSI, n3bera-
HUE 3puTelbHOro KoHTakTa (Jeste et al.,
2008). C 2 et HabMOOAIOTCS Pa3HOIO XapaK-
Tepa MoBeIcHYECKME PACCTPOMCTBA: TUITEPaK-
TUBHOCTb, TIOBTOPSIIOIIMECS W PUTYaJbHBIE
(bopmbl moBeieHUsI, TPUCTYTIBI THeBa (Jeste et
al., 2008). letu ¢ TSC u ASD 00bI1YHO UMEIOT
0ojiee HM3KUE WHTE/UIEKTyalbHbIE CITOCO0-
HOCTH B cpaBHeHUHU ¢ geTbMu ¢ TSC 6e3 ASD.

Cunapom nedunuTa BHUMAHUSA C THNEpPaK-
TUBHOCTBIO. PacrnpoctpanenHocts ADHD
cpenu natueHToB ¢ TSC cocrasnser 30-50%
(de Vries et al., 2007), uro B 10 pa3 BbIllIe, 4eM
B obuieit monymsuuu (de Vries, 2010a). IToka
JI0 KOHIIA He U3BECTEeH MaToreHe3 BO3HUKHO-
BeHust ADHD npu TSC, Ho GbU10 Mpeaioxe-
HO HECKOJIbKO BO3MOXHBIX TPUYMH, CITOCO0-
CTBYIOILIMX PA3BUTHUIO 3TOTO BapuaHTa Hapy-
IIeHMs, HAITpUMeD JJOOHAsT STTUJIETICUST U/ VTN
rnatojoruyeckue uaMeHeHust Ha DI, oco-
OEHHO NMpPY HAIMYUU CTPYKTYPHBIX U3MEHE-
HUI JIOOHO¥ J0JIM TOJIOBHOTO MO3Ta Ha (hoHe
Mytanuu reHa 71SC2 (D’Agati, Moavero,
Cerminara, Curatolo, 2009; Muzykewicz et
al., 2007). Jlokyc, oTBevawolluii 3a CKIOH-
Hoctb K ADHD, pacnionoxen B 16p13 xpomo-
coMe, B KOTOpOIi TakKe ecTh reH 1.5C2, Komu-
pytomnii NMDA-penientopsl 2A 1 aHOMalb-
HYIO TJIyTaMaTepruyecKylo Iepenady — OHU
MOTYT OBbITh pelialolmMu pakTopaMu B pas-
Butun ADHD (Carrey, MacMaster, Gaudet,
Schmidt, 2007; Ogdie et al., 2004; Turic et al.,
2004). Ocraercst TakxKe HEM3BECTHBIM, Cylle-
CTBYeT Ji1 B3auMocBs3b Mexxny ASD nuADHD,
BbI3BaHHOI Mytauueir reHa 7SC2, ¢ U],
M MOTYT JIM 3TU PACcCTPOMCTBA BOSHUKATh He-
3aBMCHMO JIPYT OT JIpyra.

TpeBora u AenpeccuBHbleé pacCTpPOICTBa
HecmoTpst Ha BBICOKYIO YacTOTy TPEBOTU
U JICTIPECCUBHBIX CUMIITOMOB Ha TIOBEACHYE-
CKOM ypoBHe y mamueHToB ¢ TSC, maHHBIX
O TPEBOXHBIX W JEMNPECCUBHBIX PACCTPOii-
CTBAaX B aCIEKTE ICUXUATPUYECKOIO YPOBHSI
oueHb Majio. B xonme oOcienoBaHus MmaiveH-
ToB ¢ TSC BBICOKUII YPOBEHb TPEBOXKHOCTHU

(56%) mnoxa3biBaM B3pOCIbIE TMAlMEHTHI
C HOpPMaJbHBIM HWHTEJUIEKTOM, HO HUKTO
M3 HUX He ObLT 1OCTaTOYHO 00CIeIOBaH U, CO-
OTBETCTBEHHO, He mojydan Tepanuio (Lewis
et al., 2004). B mpoliecce cucTeMaTu4ecKoro
HaOMIOEeHNsT BBISIBJIEHA BBICOKAs 4YacToTa
TPEBOXHBIX PACCTPOICTB, COOTBETCTBYIOIIMX
kputepusm MKB-10. PesynsraTtel peTpo-
CTIEKTMBHOTO MCCIIEIOBAHMS TIPOIEMOHCTPH-
POBAJIU, UTO MPHU MCUXUATPUIECKOM OCMOTPE
y 28% OOJBHBIX OBUTO BBISIBICHO TPEBOXHOE
paccTpoiicTBo, y 27% — nenpeccuBHOE pac-
crporictBo (Muzykewicz et al., 2007). B pa6o-
Tax Lewis He 0OOHaApYXEHO CBSI3U MEXIY BO3-
HUKHOBEHUEM TPEBOXHBIX U JIENTPECCUBHBIX
paccTpoiictB u MyTaumeir reHoB 1.SCI
u TSC2, Ho nanHbie Muzykewicz moka3biBa-
0T 3HauuMmylo koppemsamuioo ¢ TSC2-cra-
TycoM. Clie0BaTesbHO, 3TOT BOIPOC TpedyeT
JaJIbHEUIIEro U3yYEHMUS.

Apyrue ncuxmyeckue paccTtpomcTBa

KacaTtenbHO Apyrux ICUXUYECKUX pac-
cTpoiicTB y naiueHToB ¢ TSC cobpaHo Maio
CcTaTucTUYecKux naHHbIX. [lcuxuueckue 60-
JIE3HU (B TOM 4YMCJie MU30(ppeHust) y 00Jb-
HbIX ¢ TSC mepuoanyecku perucTpupyloTcs
C HU3KOM YacTOTOM, KOTOpasi COBMAIAeT C
TAaKOBOI B 0011Ieli MOIYJISILIVY.

“HIIII!IIIIEKIII!IHIII:HI:Iﬁ poBEHb

[MammenTst ¢ TSC neMOHCTpUPYIOT pa3Hble
MHTEJUIEKTYallbHbIe BO3MOXHOCTH. Y 40-50%
00JIbHBIX YpOBeHb 1Q HaXxoaUTCsI B HOpMaJib-
HOM JIMara3oHe W B CpeTHeM CoCTaBJsieT 93,6
(Joinson et al., 2003). Ortor mokxa3zaTeib
Ha 12 MyHKTOB HIXE, YeM CPEeIHUI ypOBEHb
1Q y cectep u OpaTtheB manmeHToB 6e3 TSC
(105,6).

CeromHst U3y4eH psia (HakTopoB, KOTOPHIE
KOPPEJTUPYIOT C YMCTBEHHBIM pa3BUTHEM Tla-
mueHToB ¢ TSC: 0osbIlIOoe KOJIUYECTBO OITy-
XOJIEBBIX Y3JIOB, paHHSISI MAaHU(bECTALIUS ST -
JIENITUYECKUX TPUCTYNOB, WHMAHTUIbHBIE
CTa3Mbl, HEIOCTATOUHBII KOHTPOJIb Hal TTPH-
nagkamMu, NMPUMEHEHHE OOJIbIIOTO KOJnYe-
CTBa TIPOTUBOSIMUJICTITUYECKUX CPEICTB, OT-
paxartoliee IMI0Xoi KOHTPOJIb Hall TPUCTYIIa-
MuU. BeposiTHO, CylliecTBYeT Takke 10303aBH-
cuMasl CBSI3b  MEXIY OSTUJICTTHYECKO
AKTUBHOCTBIO M YPOBHEM YMCTBEHHOIO pa3-
BUTHS. Y IeTeil ¢ HauyaJlbHbIM CPETHUM YPOB-
HeMm 1Q 92 B pesysibrate Bo3aeiicTBrst MH(aH-
TWJIbHBIX cria3MoB MeHee | Mec 1Q cHuswmics
0 mokasareist 72, Oosblie 1 mec — g0 63
(Humphrey et al., 2014). Hanuuue myraiuu
reHa 7.SC2 Taxxke acCOIMUPOBAHO C ITOBBI-
HIEHHBIM PUCKOM BO3HUKHOBeHus WJ|
(Dabora et al., 2001; Jansen et al., 2008; Jones
et al., 1997; Kothare et al., 2014; Sancak et al.,
2005).

C 1enbl0 U3yYeHUS] KOPPESIUU MEXITY
TEHOTUIIOM W WHTEJIEKTyalbHBIM (heHOTH-
TTOM OBLIIO MPOBEIEHO UCCIIENOBaHKE, B KOTO-
POM OLIEHMBAJIUCh WMHTEJIEKTyabHbIC CITO-
cobHoctn 100 manMeHTOB C M3BECTHBIMU
TSC-MmyTauusiMu ¢ TOMOIIBIO CTAHAAPTU30-
BaHHBIX IIKaJI. Y OOJBIIMHCTBA JIULL C MyTa-
mueit TSCI obHapyxkeH HOPMAaJbHBIN ypo-
BeHb MHTE/UIEKTa, npu 3toM 10% uccienye-
MBIX TIOKa3alM TJayOooKyio crermeHb WJI.
[MammenTsl ¢ mytauueir 7.SC2 mokasamu xym-
1IMe pe3ynsTathl: ¥ 34% uccienyeMbIX BbISB-
nieH mryookuit U1 (Wong et al., 2015).

Brina u3yyeHa auHaAMUKa YMCTBEHHOTO
pa3Butus y 60ibHBIX ¢ TSC Ha mpoTsSKeHUN
JUTUTEIbHOTO BpeMeHU. OOHapyXeHO, 4TO
y OOJIBIIMHCTBA MalMeHToB 1Q mpakTuyecku
He MeHsIIcs (cpeaHee CHUXEeHHUE — 2 eUHU-
LbI), HO y 9 13 66 UCCiIenyeMbIX OBLIO OTMEYEe-
HO yJIy4IlieHre WHTEJIEKTYaTbHBIX ITOKa3aTe-
neit, ay 11 u3 66 — 3HaYUTETBHOE YXY/IIIEHUE.,
Bmecte ¢ TeM co BpemMeHeM HabIOmaeTCs
CHIKEHME afanTUBHBIX BO3MOXHOCTEW WU
MPaKTUYECKUX KU3HEHHBIX HABBIKOB. DTa
TeHIEHIIUST KacaeTcsl He TOTepU YKe MMelo-
IIMXCSl HABBIKOB, a, CKOpee, HEeCITOCOOHOCTH
nprobpeTaTh HOBBIE. [103TOMY MITaeHYeCTBO

SIBJISIETCS] KPUTUUYECKUM MEPUOIOM, KOTa Cy-
JIOPOTM MOTYT KpaiiHe HeOJarornpusiTHO BO3-
neicTBoBaTh Ha (OpMHUPOBAHUE TOJIOBHOTO
moasra (van Eeghen, Chu-Shore et al., 2012).

CrnemyeT OTMETUTD, 4TO Yy Jiuil ¢ M/I Jame
HaOII0NAI0OTCSl TIOBEeIeHYeCKUe HapylIeHUs
(ASD, ADHD, Ho He nenpeccuBHOE HACTPO-
€HMEe W TPEBOXHBIE PACCTPOICTBA), CaMOIIO-
BpeXIeHUEe B CPaBHEHUU C TMallMeHTaMu
C HOPMAJIbHBIM YPOBHEM MHTEJUIEKTA.

Axkagemuveckuii ypoBeHb

Jaxe Ha (poHE HOPMAJIbHBIX MHTEJIEKTY-
aJIbHBIX criocobHocteit y aeteit ¢ TSC yacto
HaOJII0IAI0TCST PA3HOTO PoJia aKaleMUYecKue
TpyaHocTu. CorinacHO COBPEMEHHOMN TepMu-
Hosnorun DSM-5 ato HapyieHue uaeHTudu-
LIUpYeTCsl KaK «crelnnduueckue paccTpoii-
CTBa CIOCOOHOCTA K OOyueHMo». Y nereit
¢ TSC uacro HabGmomaeTcs IUCKaTbKYJIus,
TaKXe MMeeT MECTO HapylleHUe YTeHWUS,
nucbMma. Hanbonee yacto mpoOJieMbl ¢ peliie-
HMEeM MaTeMaTUYeCKMX 3amay HaOIioaaroTcs
y nereii ¢ TSC u ADHD (de Vries, 2010a).
HdeTtu, umerouuMe pasHble akaJeMUYecKue
TPYIHOCTH, TOABEPXKEHBI BBICOKOMY PUCKY
BO3HUKHOBEHUSA LECJIOro pdaaa BTOPUYHBIX
npo0sieM, TakKMX KakK OTKa3 OT MOCeLIeHUs
LIKOJIBI, TPEBOTA, CBA3aHHAsI ¢ yYeOHBIM 3a-
BEJCHMEM, HEIO0CTaTOK COIMAbHBIX HaBbI-
KOB, HU3Kasl CAMOOILICHKa.

[Ipu npoBeaenun ompoca >2000 1mIKOIb-
HUKOB 57,8% peCrOHIEHTOB COOOIIMIN
O TPYAHOCTSIX B O0OYYE€HUU, U TOJIbKO OCTaJlb-
HbIM (48,9%) OblTa TIpoBeneHa obuIInaTbLHAS
olieHKa aToro paccrpoiictBa (Kingswood et
al., 2017). CnoxuBiasicst cuTyaius o0yciaoB-
JIMBAaeT HEOOXOMMMOCTh B COBEPILEHCTBOBA-
HUU O6pa3OBaTCﬂbelX CUCTEM U CUCTEMATU-
YeCcKOil OlleHKEe CMOCOOHOCTU K OOYYEHMUIO
KoIbHUKOB ¢ TSC naxe npu HOPMaTbHOM
YPOBHE MHTEJJIEKTa.

Heiiponcuxono2uveckuii ypoBeHb

[Mamuentsr ¢ TSC maxke mpu HOpMaJIbHOM
YPOBHE MHTEJUIEKTA MOABEPKEHBI BHICOKOMY
PUCKY BO3HUKHOBEHMSI HEHPOICUXOJOTHYE-
CKUX paccTpoiicTB. PesynbTaThl HelaBHEro
ucciaenoBanusi, nposeaeHHoro TOSCA, mo-
Kaszaau, 4yTo u3 510 manueHToB 55% neMOH-
CTPUPOBAJIM HU3KUI YPOBEHb IMCHUXOHEBPO-
JIOTMYECKUX HaBBIKOB, YTO YKa3bIBaeT
Ha crieur(puUecKunii HeipOTICUXOIOTMYECKUIA
nedunut (Kingswood et al., 2017).

Aepmumt BHMMaHUS

IMocTosiHHBINA Ae(ULIUT BHUMAHUS OTME-
YyaeTcsl Kak y JIeTeil, Tak U y B3pocibiXx. Ero
BBISIBJISUIA TIPY BBIMTOJIHEHUM TalMEHTaMU
JBOMHBIX 3a/1a4, HalIpUMep BU3YaJbHOTO TO-
MCKa IMPU MPOCTYIIMBAHUYI 3BYKOBOTO CUTHA-
na (de Vries et al., 2009; Tierney et al., 2011).
BaxxHo oTMeTUTH, YTO AEPULIMT BHUMAHUSI
KOppEIUpYyeT € MPaKTUYECKUMU TPYIHOCTS-
MU B pean3aliy KM3HEHHBIX HABBIKOB, HHU3-
KOl aKaJeMHM4YeCKOil YCIIeBaeMOCThIO M BO3-
HUKHOBEHMEM YYBCTBA IOJIaBJIEHHOCTH.
TToaTOMY BaXkKHO YUMTHIBATh, uTO Jtoau ¢ TSC
CKJIOHHBI K BBICOKOMY PHUCKY Pa3BUTHUSI HEMl-
POIICHUXOJIOTUYECKOTrO AedUIIMTa BHUMAHUS,
a He TOJIbKO PacCTPOMCTB BHUMAHUSI Ha TO-
BEJICHUECKOM YPOBHE.

Aedpnuurt namsatu

[TomMumo mipoGsieM ¢ BHUMaHUEM, y Talu-
eHtoB ¢ TSC yacTo oTMeuaeTcs 1eUIINT IMa-
MSTH BHE 3aBUCMMOCTU OT MHTEJICKTyallb-
HbIX criocobHocTeil. Ridler u coast. (2007)
y B3pocibix ¢ TSC obHapyKuBajy Hapylie-
HMe BCIOMUHAHUS (TPU COXPAHEHUHU Y3HABA-
HUS), a TakKke neuunUT BepOaIbHOI U IIPo-
CTPAHCTBEHHOU MaMsITH.

AeduumT BbICLLIMX HEPBHbIX (PYHKLMHA

V B3pocasix marmeHToB ¢ TSC Habmona-
I0TCSl TIPOOJIEMBI C TIJTAHUPOBAHUEM, CaMO-
KOHTPOJIEM, KOTHUTUBHOI T'MOKOCTBIO U 1Ie-
JIeHATIpaBJIeHHBIMU HeiicTBUsIMU. Prather

u de Vries (2004) oTMeTHI, YTO y TTALIMEHTOB
¢ TSC Haubonee CUIbHO MOBPEXIAIOTCS
(bpoHTaNTLHBIE 30HBI TOJJOBHOTO MO3Ta, MpH-
BOJSI K HECITOCOOHOCTU BBIIIOJHEHUST pery-
JIIPHBIX M IIeJieHATpaBIeHHBIX JEMCTBUMN.
DTOT BapUaHT paccTPOICTB COMPOBOXKIAETCS
HETaTMBHBIMM TIOCJIENCTBUSMU /IS YeToBeKa

B BUJIE IE30PUEHTALIMN B PEAJIbHBIX XXU3HEH-
HBIX CUTYalUsIX, TAKXE UX JOBOJBHO CIOXHO
naeHTUGULIMpoBaTh B cpaBHeHuu ¢ NI,

Micuxocouuansublii YpoBeHb U BAUSHUE
TAND

YuuThiBasi MOXMU3HEHHOCTb (U3UUYECKUX
" Heliporcuxmyeckux npossiaerunit TSC, 60-
JIE3Hb OKa3bIBAaCT CYILECTBEHHOE BJIUSIHUE
Ha TICMXOCOIMATbHOE COCTOSTHWE OOJBHOTO,
ero ceMbu u obmiectBa. CerogHst AOCTYITHO
OYeHb MaJI0 MCCIeTOBAHUI OTHOCHUTENBbHO
KayecTBa KMU3HU TaKUX MAlUEHTOB M MX Ce-
Meii, a Takke (PMHAHCOBOM HArpy3KU U TSIXKe-
CTH YXOJ1a, JIOXKAIIETOCS Ha TUIeYH OTTEKyHOB.

Tekyuue peaynsmambl U NEpPCNEKMUBHbIE
Hanpasnenus

BBuny paznoo6pa3zus nposiienuit TAND
y marueHToB ¢ TSC GomblIoit mHTEpecC mpe-
CTaBJISICT UX YeTKasi CUCTeMAaTU3alusl U co-
KpaieHue atoro nepeuns. CeromHs yaaaoch
Bce YHUMKalbHble BapraHTel TAND uzo0pa-
3UTh B BMIE IIECTH KJIAacTepoB (YpOBHENl).
Coszganue 6-ypoBHeBoii cxembl TAND
B OJIMIKAKIIIME TOIbl MOXET CTaTh OYEHB TMO-
JIE3HBIM [UIsl KJIMHULMCTOB B TUIAaHE CKpU-
HUHTA, JMarHOCTUKU U JICUEHUs OOJIbIIMH-
crtBa TAND.

Pacter uHTEpec K moreHMany UHIMOUTO-
poB mTOR B neuenun TAND. Kpome koc-
BeHHBIX ITyTeii akTuBauuy mTOR Ha ¢one
TAND, npeacraBieHHbIX B 3TOM 0030pe (Ha-
TpuMep, Yepe3 CTPYKTypHbIe U3MEHEHUS To-
JIOBHOTO MO3Ta, CyIOPOTH), CYILIECTBYET CIIO-
co6 mpsimoii aktuBaiuu MTOR mpu TAND
(de Vries, 2010b; de Vries, Howe, 2007).
OOHazexuBaroMe pe3yabTaThl MCCIenoBa-
HUI1 Ha MbIILIaX IEMOHCTPUPYIOT, YTO Ha (hoHe
npuMeHeHus: uHruoutopoB mTOR Moxer
HaOMI0NaThCsl perpeccusi WM yMEHbILEHUE
nposieieHuit TAND. JIaHHbBIX O TpUMEHEHUU
TAKOro JIeYeHUs y MalMeHTOB OYeHb Mallo.
B pamkax uccnenoBanus TESSTALL na pone
nedyeHust uHruouropaMmu mTOR y manueHToB
¢ TAND otMmeuanoch yiaydiieHUe IaMsITH
1 KOTHUTUBHBIX HaBbIKOB (Davies et al., 2011;
de Vries, 2010b).

B Hacrosiiiiee Bpemsi Toka HET JTaHHBIX,
MOATBEPXKIAIOIIMX MCMOIb30BAHUE WHTUOU-
TopoB MTOR B KayecTBE OCHOBHOTO JIEUEHUS
npu TAND, HO mpuMeHeHMe 3THX Mpernapa-
TOB MOXET CIOCOOCTBOBATb YMEHBIIEHUIO
nHTeHCUBHOCTHU nposiBieHnii TAND u yimyd-
LIEHUIO KayecTBa XM3HU TaKUX MalMEHTOB
32 cueT KOCBEHHOro BiusiHus. Hampumep,
5TH JIEKapCTBa YXe pa3pellieHbl K MpUMeHe-
auio B CoennueHHbix Lltarax u EBpone mpu
SEGA, AML unu snunencuu (Bissler et al.,
2013; Franz et al., 2013; French et al., 2016).

Jaknwyenue

TSC accouumpoBaH coO MHOTUMM (pu3nye-
CKUMU U TICUXOHEBPOJOTMUECKUMHU Hapyllie-
HUSIMU. B 3TO# cTaThe M310XeHa OOHOBIEH-
Hasl U aKTyaJbHas WMHGOpPMAIUs O Pa3HBIX
ypoBHsix TAND. OG6oOiiass mnpuBeneHHbIE
BBIIIIE JaHHBIE, MOXKHO cKa3aTh, 4To TAND
npeacTaBisieT co0oil  pacrpocTpaHeHHbIE
U CTOMKME HapYIIeHUs, BOSHUKAIOIIWE Y Ta-
neHToB ¢ TSC, KoTopble 3auacTyto He UIeH-
TUGULMPYIOTCS M HE TOJJIexar Tepanuu.
IMpoBeneHue CKpUHWHTA C TOMOIIbIO KOH-
TpoJsibHOrO criucka TAND MoxkeT ctaThb mpo-
CThIM U 3(PHEKTUBHBIM METOIOM YIOBJIETBO-
peHusT OTPeOHOCTE! MAalMEHTOB U UX POJI-
CTBEHHUKOB.

Cnucok nuTepaTypbl HAXOAMUTCS B PEAAKLMM.
CraTbs NevaTaeTcs B COKPALLEHUM.
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