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ABSTRACT. The causes of intellectual developmental disorders of various etiolo-
gies are described. the impact of external factors, hypoxic-ischemic brain lesions,
the influence of genetic factors. chromosomal pathologies, monogenic diseases,
genomic imprinting diseases.
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Bpicokast pacipoCTpaHEeHHOCTb HapylleHUl MHTesIekTyaabHoro passutusa (HUP) B
MOMY/ISIMYU U 3HAUUTEIbHAS SOJISI HEUM3BECTHOIO B BOIIPOCAX 3TUOIOTUM, IUATHOCTU-
KU M JIeueHWsI TIPUBJIeKaeT BHMMaHMe ucciiegoBareseil K JaHHOM natonoruu. Pacipo-
crpaHeHHOCTh HYP B monynsinuu, o OLeHKaM pa3HbIX UCC/Ief0BaHUI, COCTaBIISIeT
1-3%. 1o maHHbIM BceMMpHOI1 opraHu3ainuu 3apaBoOXpaHeH!s], B pa3BMUBaIOIIUXCS
cTpaHax mudpa mMoxkeT mocturath 4,8%. K maHHBIM HapyIIeHUSIM OTHOCSITCS Takue
JIMarHo3bl, KaK «3a4epKKa IMCUXmn4eckoro pasputus» (3[1P) 1 «<ymcTBeHHAst OTCTaI0CTh»
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(YO), KoTOpbI€e B CMUJTY OTPUIIATETbHBIX KOHHOTALIM UCIIONb3YIOTCS Be peske. 3TIP u
VO aBASI0TCS YaCThIMM HATIPaBUTENIbHBIMU AMAarH03aMM Y Mal[MeHTOB Bpaueii-reHe-
TUKOB MEAVKO-T€HeTUYeCKMX KOHCY/IbTalmii [1].

HUP MOIYyT ObITh BbI3BAHbI Had1eaCTBEeHHbIMM MJIM HEHACIeACTBEHHbBIMU ITPUYMHaAMMU,
d TaKoKe X COBMECTHBIM BJIMSIHMEM.

Bnusuaue dhakTOpoB OKpYKAIOIIei cpeibl MOXKET 00bSICHATH 0KOJTO 15% ciryuaes HUP.
K xopoiro n3BecTHbIM (haKTOpPaM OKpPYsKalolleii cpeabl, Bbi3biBaromum HUP, oTHOCST:
MHGEKIMA, TTepeHeCeHHbIe MaTepbi0 BO BpeMsi 6epeMeHHOCTH (I[UTOMEeTaJoBUPYC,
KpacHyXa); BO3eMCTBME TOKCMYECKUX BEIlleCTB Ha IUIOf, (aIKOr0jlb, CBUHELL); IepUHa-
TaJIbHbIE OCJIOKHEHUS (TTEPUBEHTPUKYISIPHOE KPOBOMU3IUSHME, TUTTOKCHUS/UIIEMUST
TIpY TIPesKIeBpEMEHHBIX POJIax); MOCTHATAIbHbBIE COOBITYS (MEHUHTUT, TPABMA TOJIOB-
Horo mMo3sra). OgHoIi 13 Haubosiee YacThIX MPUYMH HAPYIIEHWI MHTEJJIEKTa JaHHO
3TUONOTUYECKOI TPYIIIIBI SIBSIETCS IIUTENbHAS TUTIOKCHS TOJIOBHOTO MO3Ta. AHTEHa-
TaJbHas TUIIOKCUS IPUBOAUT K 3aMeJIEHUI0 POCTa KalWUISIPOB, YBEJIMYEHUIO ITPO-
HUIIA€MOCTM KJIETOUYHBIX MeMOpPaH ¥ MeTaboIMueCKOMY alluI03y, YTO CIIOCOOCTBYET
PasBUTUIO UILIEMUM MO3Ta C BHYTPUKIETOYHBIM a1 3030M. 3a4acTyI0 aHTEeHATa/IbHAs
TUTIOKCHSI COUeTAEeTCS C MUHTPaHaTaabHOI acukcueit, BMecTe OHU BbI3bIBalOT KOMILIEKC
KOMTIEHCATOPHO-TIPUCIIOCOOUTEIBHBIX PEaKInii, B TOM UMC/Ie yCUIeH e aHa9POOHOTO
rMKoM3a. KoMIiekC MUKPOLIMPKYISITOPHBIX ¥ METa00IMYECKMUX PACCTPOIICTB, 00Y-
CJIOBJIEHHBIX TUTIOKCHEN, TPUBOAUT K JBYM OCHOBHBIM TUIIAM MOBPEXIEHUIi: reMOop-
parnvyeckomMy MHGAPKTY M pasBUTHUIO UIIIEMNUM C TIOCTENYIOIIEe JIeiiKoMasIyeii Be-
11ecTBa Mo3ra. MiemMimyeckoMy 1 IPEMMYIECTBEHHO reMOpparn4eckoMy IopaskeHUIo
BelllecTBa MO3Ta CIIOCOOCTBYeT psii MaHUITY IS B TiepBbie 48—72 vaca sKU3HU pe-
6GeHKa: MICKYCCTBEHHAs! BEHTUJISIIIVST JIETKUX, BBEJIEHVE TUITEPOCMOJIIPHBIX PACTBOPOB
u Op. Y HeIOHOIIEHHBIX JeTel MOBpeXaaIee AeiiCTBYE TUTIOKCUN YCUIMBAETCS 3a
CYeT He3peJIOCTH, UTO pacliojiaraeT K MeXaHM4YeCcKol TpaBMaTusalumy pebeHka, 0co-
6eHHO ITPU MaTOMIOTUYECKMX pojax [2].

Vi3yueHne MexaHM3MOB [TIaTOTeHe3a IMIIOKCMYECKN-UIIeMUYECKUX ITOPakeHMi1 MO3ra
TTIOMOTIYJIO TIOHSITh POJIb HEKOTOPBIX IPOIleccoB B nosBieHnu HVP. Hapumep, 6;10kaga
KaJIbIIMeBBIX KaHAJIOB, BhI3bIBAOIIAs M3MEHEH)E TOKa MOHOB Yepe3 KaHaslbl MeMOpa-
HbI HEPBHBIX KJIETOK, IPUBOIUT K HAPYIIIEHUIO BBICBOOOKIEHMSI HEIIPOMEeAMaToOpOB,
YTO SIBJISIETCS MTPUYMHOI ITOBPEXKIEHMST MeEMOpPaH HEPBHBIX KJIETOK U, KaK CIeICTBUE,
PasBUTHS HAPYIIEHMI MHTEJUIEKTA.

VY olHUX MAlMEHTOB CBSI3b MEX/IY BO3/eiicTBMEM (DAKTOPOB OKPYKAMOIIEH cpeIbl u
HUP oueBupaHa, B TO BpeMs KaK Y IPYTMxX ObIBAET JOCTATOYHO CJIOKHO OLI€HUTD IIPU-
YMHHO-C/IeCTBEHHYIO CBSI3b. B TaKOM CJly4ae CTOUT pacCMaTpMUBaThb BO3MOKHBIE Ie-
HeTUYeCKMe MPUUNHbI HapylLIeHU1 MHTeIeKTa [3].

Hons reHeTrueckux ¢Gopm y nanyeHToB ¢ HUP, o JaHHBIM pasHbIX aBTOPOB, COCTaB-
ssteT 25-50%. OTMevaeTcst, uTo mojst reHeTudeckux ¢dopm HUP gocturaet 50% TombKoO
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TIPY UCTIOSTb30BaHUY KOMITIEKCA PA3IMYHBIX METO0B JIAO0PATOPHO IMArHOCTUKMY, B
MPOTMBHOM C/TyJae 3Ta JIoJis CylecCTBeHHO Hinke. Cpeay reHeTMYeCKux GoOpm Bbifie-
JISTIOT XpPOMOCOMHBIE, MOHOTeHHbIEe 3a60/1eBaHMS 1 60JIe3HY TeHOMHOTO MMITPUHTMH-
ra [3].

B HacTos1ee BpeMs 4051 XPOMOCOMHO IMaTooruu cpeay nanyeHTos ¢ HAP pa3sHbIx
CTeIeHe TSKeCT oleHuBaeTcs B 15—-35%. XpomMocoMHble 3a001eBaHMsI OIIpeIesi-
I0TCSI C TIOMOIIIbIO CTAaHAAPTHOTO KapuoTunupoBauus, FISH-auarHocTuKu, XxpoMOCOM-
HOT0 MMKPOMAaTPUYHOI'O aHA/IN3a U B HEKOTOPBIX CJIy4asiX C IIOMOIIbIO [IOJITHOTEHOM-
HOTO ceKBeHMpoBaHus. Jlons aHeyruionanii cpenyt HUP cocrasnsietr 11-15%. Cpenu
HUX 6—8% cocrasisieT cuHApoM JayHa. CTpyKTypHbIe aHOMAJIUY, B TOM 4MCJIe MUKPO-
CTPYKTYpHas TATOJIOTHS, COCTABISIOT 15-20% oT Bcex 3a60/ieBaHMI C HAPYIIEHUSIMU
uHTeIeKTa. Cpefy CTPYKTYPHOI XPOMOCOMHOJ IAaTOIOrUyM Hauboiee 4acThIMM 3a-
60JIeBaHMSIMU SIBJISIIOTCSI CMHAPOM KOIIIAYbero KpMKa (YaCTUUHAS IV TTOTHAS Teelus
KOPOTKOTO IJIeua XpoMOCOMbI 5) 1 Bonbda-XupirxopHa (4acTUuHasI Aeelusi KopoT-
KOT'O TIjIeua XpOMOCOMBI 4); K Hanbosiee 4aCThIM MUKPOCTPYKTYPHBIM XPOMOCOMHBIM
CUMHIPOMAaM MOKHO OTHeCTU cMHApOoMbI CMuT-Marenuc (geneuust 17p11.2), Anllxop-
Ixu (menenyst 22q11.2), Bunbsimca (meneuys 7q11.23) [3].

Honst MOHOTeHHBIX 3a005eBanmMii B Tpyrrie HUP, mo gaHHbIM pasaMIHbIX UCCIeIOBAHMIA,
cocrasisieT 28—50%. MeTofbI, MCITO/Ib3yeMble ISl TOMCKA JaHHBIX 3a00/1eBaHMii: 6110-
XMMUYECKME METOMIbI IMAarHOCTUKM, cocTaBisioT 0,25-2% cpemy Bcex IMallIeHTOB C
HUP (HacnencTBeHHbIE 60/Ie3HM 0OMEHA BEIlECTB), MOJIEKY/ISIPHO-TeHEeTUUeCK/M aHa-
JIU30M OTHEIbHBIX TeHOB — 5—-15% (cpeny HMUX AMArHOCTMKA CMHIPOMA JJOMKOI Xpo-
Mocombl X — 2%, myTtauyu B TeHe MeCP2 y neBouek - 1,5%), ceKBeHMpOBaHMEM HOBO-
ro rokosieHus — 20—-42%. B HacTosiiee BpeMst onmcaHo 0Ko10 1000 reHOB, ITaTOreHHbIE
BapMaHThI B KOTOPBIX MOTYT IIpuBoanTh K HMP. Cpeny Hanbosee 4aCcThIX MOHOT€HHBIX
6ome3Heilt, corpoBokaatomxcss HUP, cpeay manyeHTOB BBIGOPKYU CJIeqyeT OTMETUTD
cuHApoM PeTTa, TOMKOM XpOMOCOMBI X, MbIIIeUHYIO AMcTpoduio [oiieHHa, Helipo-
bubpomaro3s I Tumna u Ty6epo3HbIii CKIepo3 [3].

Bosie3Hr reHOMHOTO MMIIPMHTYHTA OOBSICHSIIOT ITpuMepHO 5% ciyuaeB HUP. Cpenn
HMX HauboJIee 4YacTo BCTpevaloTcst cuHApoMbl IIpagepa-Bumin, DHxkenbMeHa, Paccena-
CunbBepa u baksurta-Bugemana [3].

3a nowyiegHKe roabl LOCTUTHYT OTPOMHBIN ITporpecc B uzyyenuu struonorun HUP. Co-
BepIIeHCTBOBaHYE METOA0B KIMHUUECKOI 1 Jab0paTOPHOI JMATHOCTUKM CHYDKAET
nmoiio HenybdepeHITMPOBaHHBIX (HOPM, OTHAKO OHA MTO-TTPESKHEMY OCTAeTCsI BBICOKOIA
U COCTaBJIsIeT IPMMEPHO NOJIOBUHY Bcex cirydyaeB HUP. 3naunT, cyiecTByIOT gpyrue
npuuyHbl pa3BuTysi HYP, 0 KOTOPBIX MBI ITIOKa HUYETO HE 3HAEM U KOTOPbIE HY>XKHO
MUCKaTh U U3y4aTh.
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