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CraTtbsa nocesiLLeHa NpPo6nemMe OTPaXeHUss HOPMarnbHOro U HApPYLUEHHOIO OHTOreHe3a B
6uonornyeckmx nokasarensax. [pegnonaraercs, YTO CyLLECTBYIOT onpefesieHHble 3aKo-
HOMEpPHOCTU (POPMUPOBAHUSA BUOINEKTPUYECKON aKTUBHOCTU MO3ra 3[40pPOBOro Herno-
Beka, KOTOpble OnpefesieHHbIM 06pa30oM HapyLLalTCcs Npu pasHbiX hopmax HapyLue-
HVA pas3eutus. O606LLeHbl pe3ynbTaTbl UCCNEfOBaHUSA KONMYECTBEHHbIX MapaMeTpoB
Q03I y 699 300poBbIX AETEN M NOOPOCTKOB B Bo3pacTe oT 3-x Ao 20-u neT, a Takxke y
40 peTteil, NOAPOCTKOB M B3POCHbIX C CUHAPOMOM YMCTBEHHOW OTCTasNIoCTU CLEMNEeHHON
¢ nomkon xpomocomont X (FRAXA). MokasaHbl TUNONOrMa aneKkTpoaHuedanorpaMmm u
Xapaktep (hoOpMMPOBaHUS HE3ABUCUMbIX PUTMUYECKUX KOMMOHEHTOB O3l y 300pOBbIX
JeTel pasHoro Bo3pacTa, oTpaxarLime 0CO6EHHOCTN CO3peBaHUs CTPYKTYP KOPKOBO-
NMOAKOPKOBOr0O YPOBHA W MX HAPYLLEHUS NMPY MOHOTEHHOM FreHeTM4ecKoM cuHppome. 3a-
KOHOMEPHOCTU BO3PacTHOrO0 (DOPMUPOBAHUS AMEKTPOIHLEedANorpaMMbl y 300POBLIX Je-
Tew roBopsAT 06 yCTOMYMBOM OTpaxkeHun 6uonormyeckoro passutusa LIHC, xapaktepHom
NS Nofen TMnM4Horo pas3sutus. OTKIOHSAIOLLMIACA KypC pasBuUTUs cneundunyecknm o6-
pas3om oTpaxkasncs B napameTpax aneKkTposHuedanorpamMmmel. [lony4eHHble KoNMYecTBeH-
Hble AaHHble D3I NO3BONAT OLEHUTb OTKITOHEHUS OT HOPMATMBHOIO Kypca Ha Kaxaom
BO3paCTHOM 3Tarne pas3BuTusa y AeTer 1 NOAPOCTKOB C HAPYLLEHVWEM Pa3BUTUSA.

Knro4deBbie cnoBa: O3, 300poBble AETU U B3POCSIble, HOPMasbHbIA OHTOreHes, Hapy-
LUEHHbIA OHTOrEeHe3, CUHAPOM YMCTBEHHOW OTCTasNoCTW, CLENNEHHOM C JIOMKOW XpOMO-

comomt X (FRAXA)

Haw Bva, oguH 13 camblx MONOAbIX Ha nna-
HeTe, cyLlecTByeT He 6onee 160 TbiC. NeT. Bpox-
[OeHHble nporpamMmbl 4YefioBeka 6binM NPUCHo-
COOSEHbl K pELUeHMIO NMpo6SieM BbDKMBAHUA B
CIIOXHbIX MPUPOQHBIX YCNOBUAX. DTO NPOrpamm-
Hoe obecneyeHne OeNCTBYeT M cenyac y BCeX
nogen. MHorve na aTux nporpaMmm — obLume ons
BCEX XXMBOTHbIX, OfJHAKO, Te, KOTOPble KacatoT-
Csl pa3BuMTUA MO3ra, UMeKT OCOOEHHOCTH, Npu-
cywme umeHHo nogam. B ceasu ¢ 6onblimvmu
pasmepamu rofioBbl NpY POXAEHUUN YeNoBeKa,
MO3I ero [0BOJbHO [0Mroe BpeMs npogoskaeT
WMHTEHCMBHO pa3BMBaTbCA W MOCNE POXOEHUS.
MmetoTca cBegeHns 0 TOM, YTO U CMHANTOreHes
1 HeMporeHes3 NPOJOKAIOTCA B 3pefioM BO3pac-
Te. 3a nocnegHve rogbl HAKOMeH 60bLLOK Ma-
Tepwan, KacaloLLmMINca ccnefoBaHns Helpomop-
donoruyecknx [14; 12] n Helpoduanonoruye-
ckux [10; 6; 1] xapakTepncTUK HOPManbHOro OH-
ToreHesa. B HacToswen pabote Mbl npoaHanu-
3/MpyeM OCHOBHbIE 3aKOHOMEPHOCTU (hOpMMpPO-
BaHWA 33l 300POBbLIX AEeTel, KOTopble MOryT siB-

NATbCA OTPaXeHMeM HOPMATMBHOrO pas3BUTUA
LIHC u paccmotpum kypc O3l npu OTKIIOHsAO-
LLieMCSsi pa3BUTUN.

Hawe wuccnepoBaHvne 300pOBbIX WUCMbITYe-
MbIX BKHOYANo Kak MeTof MonepeYHbIX Cpe3oB
(T.e. Ha KaXXgOM BO3PaACTHOM 3Tarne B UCCneno-
BaHWW MPUVHUManM yvyacTue pasHble WCMbITye-
Mble), Tak n gnutensHoe (6onee 10 neT) NOHru-
TIOAHOE MCCNefoBaHne BO3PacTHbIX U3MEHEHUM
O3l y cpaBHWUTENbHO 6OMLLUON FPYMnbl 340PO-
BbIX UCMbITyeMbIX (6onee 40 4efioBek), MO3BO-
NvBLUEE MPOCNEeauTb Kak CTaHOBNEHWE WHOU-
BMAyanbHbIX TMNoB 33, Tak U U3MeHeHus Ya-
CTOTHBIX XapakTepucTuk 33, npoucxodsLune B
onpepeneHHbIe Nepuofbl OHTOoreHesa. Y nauu-
eHToB ¢ cuHapomom (FRAXA) 6b1no npoBefeHo
NOHIUTIOQHOE 1ccnefoBaHne B BO3PACTHOM M-
anas3oHe 5-40 net. B Tabn. 1 npeactaBneHbl Uc-
CnefoBaHHbIe rpynmbl UCMbITYEMbIX.

Bcem ucnbiTyemMbIM MPOBOAUITIOCH 3NEKTPO-
SHUedanorpadmyeckoe obcnegoBaHve npu no-
MOLM  16-KaHanbHOrO  3neKTpo3HLuedanorpa-

Ta6nvua 1

Konu4yecTBeHHbIW U NOJIOBOM COCTaB UCCIIe[OBaHHbIX rpynn ucnbiTyembix

Fpynnbi Bo3spacrt (ner) My>xckou non XKeHckui non Bcero
Spoposbie peTy 3-20 306 393 699
1 NOOPOCTKN

OeTtn n nogpocTtku ¢ FXS 3-20 34

B3apocnble ¢ FXS 21-40 6
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da dupmbl «O.T.E. Biomedica» (Utanus) unm
«Henpo-KM» (Poccus). MoCTUKOBbIE 3neKTpo-
Obl HaknagpiBanucb No MexayHapogHoOW cucTe-
Me 10:20. B KavecTBe pedepeHTHbIX UCMOSb30-
BanMCb OOBbEOVHEHHbIE YLUHble 3neKkTpodbl. Bo
Bpems peructpaummn O3l getn u B3pochble Ha-
XOOMNUCb B 3aTEMHEHHOM KOMHATE B NOSNIOXEHUU
cnpa. 3anuce 33 ocyLecTBNANacs MOHOMNONSAP-
HO B COCTOSIHAM CMOKOWHOro 604pCTBOBaHMS MpU
3aKpbITbIX rMasax. KomnbloTepHasa o6paboTtka no-
NyYeHHbIX AaHHbIX OCYLLECTBAANACE METOLOM Obl-
cTporo npeo6pasoBaHus ypbe Npy NOMOLLM CK-
CTEMbl KapTUpOBaHUA 3NEKTPUHECKOA aKTUBHO-
ctn ronoHoro mosra «BRAINSYS» (Poccus).
B aHanus Bkno4anocb He MeHee ABeHaaLaTu Ye-
TbIpEXCEKYHAOHbIX OTpe3koB 3anucu B3I ¢ npeg-
BapuTENbHO yAaneHHbIMK apTedakTamu. MNogsep-
FHYTbI€ KOMMbIOTEPHOW MaTemaTuyeckon obpa-
60TKe AaHHble 6binn NpedcTaBeHbl B Buae abco-
MIOTHBIX N OTHOCUTENbHBIX 3HAYEHUI CMEeKTpab-
Hol nnotHoctu (CIM), norapudgpma moLHocTH (Ln
Power) unm norapmcma 0THOCUTENBHOW MOLLIHO-
¢t (LnRelP) B cTanaapTHbIX 4aCcTOTHLIX Ananaso-
Hax 1 B Y3KMX 4acTOTHbIX gvanasoHax (0,25-1,5
ly). BospacTtHas avHammnka 33 Kak 300pOBbIX
PecrnoHAeHTOB, Tak U AeTei C HapyLLIEeHWeM pas-
BUTUA MCcriegoBanacb MyTeM CpaBHEHUs napa-
MeTpoB B3I B rpynnax AeTen pasHoro Bo3pac-
Ta. lMpn cratuctuyeckon ob6paboTke pesynbra-
TOB ucnonb3oBarncs f-kputepuii CTblogeHTa, TecT
BunkokcoHa ans nonapHO CBSA3aHHbLIX BbIGOPOK U
TectT MaHHa-YuTHU. Pac4eTbl npoBOgMAMCH C No-
MOLLbIO CMeLmMarnbHOro CTaTUCTUYECKOro naketa
KOMMbloTEPHON cucTembl «BRAINSYS».

Pe3ynbTaTbl uCcCnepoBaHus

B Bospacte 3 net Bce D3I 300pOBbLIX Oe-
Tel Ha OCHOBAHWWN BM3YasibHOMO aHanm3a MOXHO
6bIfI0 OTHECTU K TPEM OCHOBHbIM TWNam: «opra-
HU30BaHHOMY Tuny O3 », KOTOPLIA XapakTepu-
30Basic AOMVMHUPOBaHWEM anbda-putMa B 3a-
TbIIOYHbIX 30HaxX KOPbl U HEBBLICOKMM YPOBHEM
jensta W TeTa-aKTUBHOCTM; «HWU3KOaMMNIUTYA-
HOMY>», B KOTOpbI BXogunn O3 CO CHWMXEHHOWM
amnnuTygon konebaHwi (MeHbwe 30 MKB), va-
CTO C OTAESbHbIMM (hparMeHTaMmm pasHoobpas-
HON PUTMWYECKON aKTUBHOCTM; «[Ee30praHn3o-
BaHHOMy Tuny B3I ¢ Hann4nem ansda-putTma»,
K KOTOPOMY 6binv oTHeceHbl D3I, cogepxallme
PUTMUYECKYIO asb(a-akTUBHOCTb M BbICOKUN
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NPOLEHT MefneHHbIX KonebaHun. [0Ba nepBbixX
TMMNa XapakTepHbl OJ1A Hallero BMga W BCTpe-
yalTca B 060N nonynsumMmM 300POBbIX B3POC-
nbix pecnoHaeHToB B 80% 1 10% cny4aes cooT-
BETCTBEHHO. JIOHTUTIOQHOE uccnenoBaHue no-
Kasasno, 4TO AETU COXPaHSNIN MPUHALJIEXHOCTb
K 3TMM TUMNam Ha BCEM WUCCIIeQOBaHHOM OTpEes3-
Ke OHTOreHe3a, YTO MOXET roBOpUTb 06 UX reHe-
TUYecKoW npegonpeneneHHocTn. [e3opraHmso-
BaHHbIM TUN C Hanuumem anba-putmMa, Obin
MakcumanbHO NpeacTaBneH B BoO3pacTte 4—7 neT,
3aTeM K 10 rogam MeffieHHas akTUBHOCTb CyLLe-
CTBEHHO ybbiBana, HeCKOMNbKO ycunumeasch B 11—
13 nert, Ho K 16 rogam ypoBeHb MeOJSIEHHOW ak-
TMBHOCTM CHWXASICA HaCTOMbKo, 4To I3l aToro
TUNa Nepexoauny B paspsg «opraHu30BaHHbIX».
CpaBHEHME KONMMYECTBEHHbIX XapaKTepuUCTUK
OOl Ha BCeM BO3pacTHOM MHTepBane oT 3 go 20
neT nokasasno, YTO MPOUCXOAUSN B LIeSIOM OJHO-
HanpaBneHHbIe U3MEHEHMWs, NposBRsoLMecs Cy-
LLIECTBEHHbIM CHWKEHUEM aMnmTydbl U UHOEK-
ca MefneHHbIX opM aKTUBHOCTU U YBENMYEHU-
€M BbICOKOYaCTOTHbIX J3I-koMNoHeHTOB. CBOEO-
6pasHbIM Py6rKoHOM fBnsinack YactoTHas nonoca
9 'Y, HYXE KOTOPOW NPOUCXOAMIO CHUXKEHUE YPOB-
HA aKTMBHOCTM, a BbilLEe — yBenmyeHue (puc. 1).
[Onsa Kaxgoro KOMMOHEHTa CyLlecTBoBav
CBOW KPUTMYECKME TOYKMN, B KOTOPbIX OTMEYEHbI
Hanbonee CyLleCTBEHHbIE BO3PACTHbIE M3MEHE-
HUSA. DTO MOXET ObITb CBMAETENLCTBOM B MOSb3Yy
TOro, YTO MMEETCHA KaKOW-TO OOLLUIA MEXaHWU3M,
BbI3bIBAKOLLUIA YBENIMYEHNE MOLLHOCTHBIX Xapak-
TEPUCTMK OnpeneneHHbIX PUTMOB B PasHbIX 30-
Hax kopbl. C gpyrov CTOPOHbI, ECNIN OLEHNBATb
LefIMKOM BEeCb UCCNefoBaHHbIA BO3PaCTHON WH-
Tepsas, OTYETNIMBO BbISBNAETCA pervoHapHas
CNeumM@UYHOCTb OHTOFEHETUYECKUX U3MEHEHWUI
pasHbIX PUTMOB. OTU AaHHble MOTyT yKasblBaTb
Ha CyLLleCTBOBaHWe B KaXX[0M 30He Kopbl Habopa
pas3nuyHbIX PUTMOB, KOTOPbIE, BO3MOXHO, NUMe-
0T pasHbll OYHKUMOHAmNbHbIA NaTtTepH 1 CBOW
Kypc pas3sutus. DOyHKUMOHANbHAs reTeporeH-
HOCTb PasfiMyHbIX PUTMOB MOKa3zaHa MHOMMMM
uccnegosatensmu [7; 13 u gp.]. MNo-sugumomy,
Takasi Bo3pacTHasi Mo3anka MOXeT MMEeTb B CBO-
el OCHOBE M3MEHEHWE aKTMBHOCTU PasnMYHbIX
HerMpoMeanaTopHbIX CUCTEM MO3ra, Kak 6blio
nokasaHo B pa6ote C.B.lMaHowkuHon [4]. Puc. 2
1 3 EMOHCTPUPYIOT Pa3HbIi OHTOrEHETUHECKII
KYpC OTAENbHbIX KOMNoHeHTOB A3I. Ha puc. 2.
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Puc. 1. CpaBHeHune nHaekcoB 1 'y komnoHeHToB D3I y 300POBbIX UCTLITYEMbIX XXEHCKOro nona B Bo3pacTe
17-20 neT 1 3—4 neT B 3aTbINIOYHbLIX 30HaX KOPbI N1EBOro nonyLuapus

npeacTaBneHbl BO3pacTHble W3MEHEHUs Crek-
TpaneHon nnotHoctu (CI) cermenta 6-7 Ny B
3aTbIIO4HbIX, TEMEHHbIX U LIEHTparnbHbIX 30HaX
KOpbI NPaBOro rnosnyLiapusa y Masnb4nMKoB Ha BO3-
pactHom uHTepBane 3-14 net. Kak BMAHO Ha
3TOM pucyHke, ¢ so3pactom CI1 3Toro Kommno-
HeHTa y6blBaeT, HO B OMpeferneHHbIe BO3pacT-
Hble nepuoppl (57 net, 11—-13 neT) HabnogaeT-
€A He6OMbLLOE ero yBenunyeHuve.
TeTa-aKTMBHOCTb YBENMYMBAETCA B KpUTUYe-
CKWe nepuoabl OHTOreHesa, BO BPEMs KOTOPbIX
NPOUCXOQNT peopraHM3aums CBA3en Mexay Kopom
1 rny6oKuMKM CTPyKTypamu moara. Ha atu perpec-
CMBHblE M3MEHeHMs obpallanu BHUMaHWe 1 apy-

rne uccneposatenu. Mo gaHHbIM Knekamna v co-
aBT. [12], u3dyyaBLlero mopdosnornieckne nsme-
HEHWS 3pUTENbHBbIX 30H KOPbl FOMIOBHOMO MO3ra,
B OHTOreHese, nepuopg 5-7 NneT Takxe Bblgenser-
CA Kak KpuTM4ecknin. Ho onucaHHoe yBenuueHue
MeAJIeHHbIX (DOPM aKTUBHOCTU He SBNSETCA rNag-
HbIM B 3TOT nepuog. Okasasnock, 4T0 B 3T0 Xe Bpe-
MS MPOMCXOAUT CYLLIECTBEHHOE YBENIMYEHNE MOLLL-
HOCTW BbICOKO4aCTOTHbIX COCTaBMALLMX CrieKTpa
O3l HaunHas ot 10 'u. MNocne 3Toro KPUTUHECKO-
ro nepuoga (5-7 net) B 33l HaumHaeT nporpec-
CVIBHO YBENNYMBATLCA BbIPAXXEHHOCTb HaCTOTHOM
nonockl 10-11 'y, KoTOpas CTaHOBUTCA OOMWHU-
pytoLe B Bo3pacte 9-11 neT (BTOPON Kputuye-

6-7 'y
5\
od
@ 4pgt
X
s 3Cd
c 2t
(8]
c 170
0
% 2 2 T I 3 o3 3io3o:
BO3pacT

Puc. 2. Mpodunb nameHeHus 3HaveHuin Cl KomnoHeHTa 6-7 'l B Tpex 30Hax Kopbl NpaBoro nosyLuapus
Y 300POBbIX Manb4MKOB Ha BO3pacTHOM oTpe3ke 3—14 net
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Puc. 3. Mpodunb nameHeHms 3HaqeHmin CI komnoHeHTa 10-11 'l B Tpex 30Hax Kopbl NpaBoro nosyLiapus y
300POBbIX Manb4yMKOB HA BO3PacTHOM OTpe3ke 3—14 net

ckuin nepuon). B 5-7 net onucaHo [3] ckaykoo-
6pa3Hoe ynyulleHne PyHKUMI NPOCTPaHCTBEHHO-
ro aHanm3a n CUHTEe3a, a TaKxXe npakcuca, 4To, Be-
POSITHO, CBA3AHO C CO3pPEBAHNEM BTOPUYHBIX U Tpe-
TUYHBIX MOSeV TEMEHHbIX OTAENOoB nonyLapuin. B
OCHOBE U3MEHEHUS CTPYKTYPbl HACTOTHbIX COCTaB-
NALWMX anba-puTMa MOXeT nexaTb M3MeHeHne
6anaHca HelmpomeamaTopHbIX CUCTEM, HTO U OTpa-
xaetcs B npocoune I3r. Tak, no gaHHbIM H. C. Ky-
posoit 1 C.B. MaHowkuHon [2] yBenuyeHune Crl
cpegHeYqacToTHOro anbga-putma KoppenupyeT ¢
TEMMOM MCUXMYECKMX MPOLECCOB U YMyYLLEHNEM
KOrHUTUBHbIX (PYHKUMIA. Taknum o6pa3om, Bo3pacT
5—7 neT MOXHO cHuTaTh KPUTUHECKMM AN (DOPMU-
pOBaHUsi OCHOBHbIX HEMPOU3NONOrNYECKUX Me-
XaHU3MOB OpraHM3aumm BbICLUMX KOPKOBbIX (DYHK-
uun. Bropow kputudeckuin nepuog (9—11 net) Tak-
Xe BK/4YaeT B cebsi OBa pasHOHaNpPaBIieHHbIX
npouecca. B aToT nepuon nponcxoasaT BaxHbIe ne-
pecTporiku B pa6ote Mo3ra, 06yCrIOBNEHHbIE MO-
NOBbIM CO3peBaHMEM, C OOHON CTOPOHbI, U yCTa-
HOBJIEHNEM Oe(MHUTUBHOIO YPOBHSI CUHaMNTUYe-
CKMX KOHTaKTOB — C pyrown). nekTpodunanonoru-
YECKUMM KOppensTaMmn NepBoro coobITUs ABNSET-
ca yBenuyenue CI1 TeTa-konebaHui 1 akTMBHOCTU
anba-1 nopgamanasoHa. 9T U3MEHEHUS OOMHa-
KOBO NPOSBMANNCL Y Manb4YnkoB U AEBOYEK, HO Y
NocnegHNX OHW Mpoucxoaunu Ha 2-3 roga paHb-
we. MpuHuMas BO BHWMaHWe BpeMsi MOSIBNEHMS
BTOPWYHbIX MOSTOBBLIX MPU3HAKOB, Mbl MPepnoso-
XKWWK, YTO 3TN U3MEHEHUSA MOryT 6biTb 0OYCNOB-
NEeHbl TEYEHWEM Neproda MosioBOro CO3peBaHus.
BTopoe cob6biTMe — yCTaHOBMIEHWE OTYETMBOIO
JomMuHMpoBaHua nomnockl 10-11 'y — nponcxoant
OHOBPEMEHHO Y Manb4vkoB 1 OEBOYEK U 06bAC-
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HAeTCS, BEPOATHO, OOLLMM BUONOrMyYecKnM mexa-
HM3MOM U3MEHEHWUI HA MOPONOrMYECKOM U HER-
POXUMMYECKOM YpPOBHSAX. [Ona komnoHeHTa 10-11
'y (puc.3) mbl BUAMM oT4eTNMBOE yBenuyeHne Crl
TOnbKO B Bo3dpacTe B 10—11 ner.

lMpoBepeHHOE MccnepgoBaHe 300POBbIX Ae-
Tel NO3BOMUIIO MPEACTaBUTb AOBOMBbHO MOMHYHO
KapTuHy, XxapakTepuaywoowyo O3 B Kaxaom
BO3PaCTHOM nepuoae, U USMeHeHue 3Toin KapTu-
Hbl C BO3PacToM. 3aKOHOMEPHOCTW BO3pPaCTHO-
ro oopMmMpoBaHUsa INEKTPo3HLedanorpaMmmel y
3[0pOBbIX AeTel roBopsaT 06 yCTOM4MBOM OTpa-
XeHun éuonorunyeckoro passutusa LHC, xapak-
TEPHOM NSl Hallero B1aa.

[MoaToMy MOXHO MPeAnonoXuTb, YTO OTKIO-
HAIOLLIMICA KYpC pa3BuTua 6yaeT MMeTb OTpaxe-
HWe B NapameTpax 3neKTpo3Huedanorpammsi.

B kayecTBe Takoro npvmepa OTKIOHSHOLLE-
rocs pasBuTMA Mbl NpvBedeM BO3pacTHble W3-
MEHeHNs 0co6eHHOCTU chopmupoBaHusa I3l y
fJeteil ¢ CMHOPOMOM YMCTBEHHOW OTCTanocTu,
CLIENNEHHON C JIOMKOM XPOMOCOMOW X (CWH-
apom FRAXA, cuHpgpom MaptuHa-benn). 910
cuensieHHoe C MofIoM HacneAcTBeHHoe 3abone-
BaHWe, XxapakTepuaytoLleecs YMCTBEHHOW OT-
CTanocTblo, OnpefeneHHbIMU PEeHOTUNUYECKU-
MW 0COOEHHOCTAMU U HapyLLEHUAMWU ayTUCTUYe-
ckoro cnektpa [11]. HTepec kK aTomy 3abonesa-
HMIO 3HAYUTENIbHO BO3POC B MnocnegHee Bpewms,
YTO CBA3AHO C €ro LUMPOKOW pacrnpoCTpPaHEHHO-
CTbi0, BO3MOXHOCTbIO NEPBUYHON NpOodunakTu-
KM N BO3MOXHOCTbIO MaToreHeTM4eckomn Tepa-
nuun. 3abonesaHne BO3HUKAET 13-3a HapyLLEeHNs
yHKLMOHMpOBaHua reHa FMR1, NpoayKT KOTO-
poro, 6enok FMRP (fragile X mental retardation
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protein), 6onee Bcero nNpeacTaBneH B OEHAPUT-
HbIX LLUMMMKax, umMTonnasme n aHgonnasmarnye-
CcKoM peTukyniome. OTcyTcTeme 6enka cornpoBo-
XpaeTcs ocnabneHMem CUHaNTUYECKMX KOHTaK-
TOB U faxe CUHaMNTMYECKOW 3NMMMHAUMER, YTO
M MpUBOAUT K creumndn4eckomy nosefeH4ecKo-
My (peHOTUMY: BbIpaXKEHHOW MMNepakTUBHOCTU C
HapyLleHWeM BHUMAHUS, 3MOLIMOHANbHbIM MPO-
6nemam, BbICOKOMY YPOBHIO TPEBOXHOCTH, 3Ha-
YUTEerNbHbLIM TPYAHOCTAMM COLManbHOro B3anmo-
OEeNCTBUS, KOTHUTUBHBIM HapyLLEHUSAM U TUnep-
YYBCTBUTENIBHOCTN K CEHCOPHbIM CTUMynam [9].
MaumeHTbl UCNbITbIBAKOT 3HAYUTESIbHbIE TPYAHO-
CTVW B MNaHMPOBaHMU, NEPEKITIOHEHNN BHUMAHWS,
Yy HUX HapyLleHa 3puTeNbHO-NPOCTPaHCTBEHHAA
KoopAuHauus. NHTeNneKkT 3Ha4nTesNlbHO CHUXXEH:
y 60nbLUMHCTBA MaUMEHTOB MyXckoro nona IQ
He Bbiwe 50.

[MoCKOMbKY (PyHKUMOHUPOBaHWe 6enka Ha-
PYLLUEHO YXe Ha paHHWX CTagusax OHTOreHesa, y
deten ¢ cuHgpomoM FRAXA yxe B paHHeM fo-
LUKONMbHOM BO3pacTe Ha Nepsbli NnaH BbiCcTyna-
N1 nosefgeH4yeckne npobaembl U OedUUNT Kor-
HUTMBHbIX PYHKLMIA B BUAE 3af0ePXKN ncuxmye-
CKOro pasBuTua UM NCUXMYECKOro HeJopassu-
Tnsa. PaHHee peveBoe passutme pebeHka npouc-
XOAMNO C CyLLUEeCTBEHHOW 3afepXKow. [laccus-
Hbl U aKTMBHBIA CNOBapHbIN 3anac oborawian-
cs MefJieHHo, HabnganMcb TPYAHOCTU yCBOe-
HUSA Mopdponorun n cuHTakcuca Asbika. Y 88%
JeTen 3Toro Bo3pacTta Mbl OTMeYanu paccTpon-
CTBa ayTUCTUYECKOro CnekTpa.

B MnagLiem LLKObHOM BO3pacTe AeTW C CUH-
apomoM FRAXA wucnbiTbiBanu CyLLECTBEHHbIE
TPYOQHOCTU NPV OBRageHNN YTEHUEM, HYaCTU4HO
KOMMNeHcUpya AeULUT CROroBOro YTeHUs BO3-
MOXHOCTAIMW F106a5bHOMO YTEeHUA. Y HUX Takxke
OTMeYanucb NPOMNYCKM N OLUMOKW 3aMeLLieHns B
NPON3HOLLEHUN, ObICTPbLIA UM AN3PUTMUYHBIN
TeMn peyn, peyesble Nnepcesepaunn, CTepeoTun-
Hble UK 3ay4eHHble dpasbl, IXonanua n Heco-
OTBETCTBYIOLLME UNN OTKIIOHAIOLLMECH OT TeMbl
BbICKa3biBaHuA. Bbisenanucb geduumt cnyxo-
BOWN W 3pUTENbHO-MPOCTPAHCTBEHHOW paboyen
namaTu, TPYAHOCTM yAepXaHws BHUMaHus. B
3TOM BO3pacTe y AeTen ycunusanacb CUMMTO-
Martuka, xapakrtepHas ans PAC.

Y peTer cpegHero LUKONbHOro BO3pac-
Ta Ha nepBbll NfaH BbICTYNanu HapyLleHus
3pUTENBHO-NPOCTPAHCTBEHHOM chepbl, YTO Npo-

SIBNANOCb B TPYOHOCTAX BOCMPUATUS U MOHU-
MaHusA MPOCTPaAHCTBEHHbIX OTHOLLUEHWA MeXay
npegmMeTammn, CHVKEHUN KOHCTPYKTUBHBLIX CrMO-
co6HocTewn. MNpy BbINOMHEHUN 3a0aHUA Ha KOH-
CTPYKTUBHbINA MPaKCUC NpakTUYeCcKn Bce OeTn C
FRAXA o6HapyxuBanu MOSHYI0 HECOCTOATESb-
HOCTb, AaXe Npu okasaHuy NOMOLLM B BMAE Ha-
rMSAQHOrO Mokasa M COBMECTHOrO BbIMOHEHUS,
4YTO CBMAETENBLCTBYET O 3Ha4YUTeSIbHOM Hepo-
pasBUTUM Yy HUX NPOCTPAHCTBEHHbLIX NpefcTas-
neHnin. OTHOCUTENBHO COXPaHHbIMU ABMANUCH
cTpaTerum CMMynsTaHHOM LIeNOCTHOM 06paboTku
WHdopMaunn 1 JONroBpeMeHHas namsaTb.

B nepwvop nonosoro cospeBaHus 64% pne-
Ten ¢ cuHgpomom FRAXA B Hawen BblGOp-
Ke YOOBMETBOPSANM KpUTEpUSM Ans NOCTaHOB-
KW guarHosa aytuam, a 36% umenu paccTpou-
CcTBa ayTUCTUHYECKOro cnektpa, B 15 % cnyva-
eB Habnpganucb NpusHakuM geduumta BHUMA-
HWUA U rMnepakTMBHOCTU. B 3ToM Bo3pacTte Mbl
oTMeYanu gaxe CHWXeHWe Hesepb6asibHbIX Mo-
Kasartenen WHTennekTa, Takux Kak 3putenibHo-
NPOCTPaHCTBEHHbIE (PYHKUMM, 3a CYHET HU3KO-
ro Temna MCUXMYECKOro pasBuTua y OeTen C
FRAXA B cpaBHeHuM ¢ Bo3pacTHol HopMoit. OT-
HOCUTENBHO 60Mee BbICOKUI TEMIM pasBuUTUS Obin
XapakTepeH ans Bep6anbHOro KOMMOHEHTA WH-
TennekTa (HakonneHve n 3akpensieHne obLLMX
3HaHWIA, yBenu4yeHne obbema SKCMPEeCCUBHOro
cnosapsi) U afanTUBHO-ObITOBbIX HABLIKOB.

V B3pocnbix nauneHtoB ¢ FRAXA Ha nepBbii
nnaH BbICTyNaeT rpybas MHTennekTyasnbHasa He-
[OCTaTO4HOCTb, BbICOKWIA YPOBEHb JINYHOCTHOM U
CUTYaTMBHOWN TPEBOXHOCTW, TPYOHOCTM yaepxa-
HWSA FNa3HOro KOHTakKTa ¢ Co6ecefHNKOM, orpa-
HWYEHHbIE MHTEPECHI: MO HaLUMM HabntodeHnaMm,
NoapocTkM n B3pocsble mogn ¢ FRAXA yeneka-
NMCb NPOCHyLUMBAHMEM MY3blKarbHbIX KOMMO3U-
UM M NPUroTOBMIEHNEM NULLKM. [1Ba MYXXHYUHBI 13
Halleln BbIGOPKW CMOIMM YyCTPOUTLCA Ha paboTy
W CNPaBfiATLCA C HECITOXXHON paboTown.

YeTKuin pacnopagok OHA, npenckasyemMocTb
COObITUIA, NOAAEPXKA 3HAYUMbIX NIOAEN 3Ha4n-
TefbHO yNy4LaloT aganTuBHbIE BO3MOXHOCTU U
Ka4yecTBO XU3Hu ntoaen ¢ FRAXA.

Ha Bcex BoO3pacTHbIX 3Tanax y nauveHToB
Hallen rpynnel Npeobnagan BbICOKUA YPOBEHb
coumnanbHOM TPEeBOXHOCTU. XapaKTepHbIM Tak-
Xe ABMANOCh YNioLeHne aMoLUMOoHanbHou cde-
pbl, HapyLleHVe MOHWMaHUs 3MOLIMOHAsLHOMO
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COCTOSIHUA OpYyrnx nogen, TpygHOCTU UHULMA-
LUUN KOHTaKTOB, YCTAHOBIIEHME COLMAbHbIX OT-
HOLLIEHWSI.

MccnegoBaHve OCHOBHbIX cdep aganTUBHO-
ro noBefeHus, Taknx Kak KOMMYHUKaLMs, CoLM-
anu3auuss U NoBCEOHEBHbIE XUTENCKME HaBbl-
KW, C NOMOLLBIO LLIKASIbl a0anTUBHOIMO NOBEAEHMWS
BanHnera BbISBUNN YMEPEHHO-HU3KUIA U HU3-
KU ypoBeHb afjanTaumn y aeten n nogpoCcTKOB
¢ FRAXA. 3Ha4eHnsa HU3KOro ypoBHs aganTaumm
MOXHO pasfenuTb Ha 4 YPOBHSA MO CTEMNEHU Bbl-
paXXeHHOCTU Jedmumnta agantauum: Ha MArkumn,
YMepPEHHbIN, TSXXenbIA U rny6okuin. B Halel Bbl-
60pkKe y netenr, NOAPOCTKOB M B3POCHbIX Ntoaen
¢ FRAXA rny6okuin geconunt agantauum He 6bin
oTMeuyeH. Y pgetenn ¢ FRAXA 3Ha4yeHust no BCceMm
LWKanam (KOMMyH/Kauus, NOBCEeAHEBHbIE HaBbl-
KU1 1 coumanmaaums) okasanuchb BbiLLe, YeM Y fe-
Ten ¢ HeandepeHUMPOBaHHON YMCTBEHHOM OT-
CTanocTbio M aytmamoM. OHU B 3HaYUTESIbHON
mMepe 6binn 6o5ee coumanbHO aaanTUPOBaHI,
4yeM NOaM TONMbKO € HeanddepeHUMpoBaHHbI-
MW paccTponCTBamMn ayTUCTMYECKOrO CMeKTpa,
Yy HUX OTMeYvanacb OTHOCUTENbHAs COXPaHHOCTb
peakuun Ha CUTYauMOHHbIE haKTopbI.

WTak, Mbl MOXeM BMOETb, YTO C BO3pac-
TOM HapacTaeT WHTeNNeKTyanbHoe oTcTaBa-
HVe, hopMMpyeTca XapakTepHbIn Ans AAaHHOMo
3aboneBaHns Npousib KOrHUTUBHOIrO peduum-
Ta. BaXHO OTMETUTb, YTO BbISBSEMOE CHUXE-
HVWe nokasatenei |Q xapakTepHO B OCHOBHOM
ANs HeBep6anbLHOro MHTENNEKTa, Toraa Kak no-
KasaTenu Bep6anbHOro MHTENNeKTa u aganTue-
Hbl€ HaBblK1 C BO3PACTOM MEeJIEHHO yny4LlatoT-
cs. BoaMOXHO, CHUXeHne obuiero 6anna npo-
MCXOAMUT 3a CYET MEAJSIEHHOro Temna yCBOEHMs
3HaHun nmuamm ¢ FRAXA B cpaBHeHUW C BO3-
pacTHOW HOPMOM, 4YTO MOATBEPXAAETCA naTo-
reHe3om 3aboneBaHus, CBA3aHHbIM C ocrnabne-
HMEM CMHaNTMYECKMX KOHTakToB. OTHOCUTESb-
HO 60nee BbICOKMI TEMM Pa3BUTUS XapakTepeH
ONA HAKOMMEHUS N 3aKpensieHns O6LLMX 3HAHWU
1 6bITOBbIX HABLIKOB, & 6051ee HU3KUM Temn pas-
BUTUS XapaKTepeH Afsi CTaHOBMIEHNS 3pUTENbHO-
NPOCTPaHCTBEHHOIO BOCMPUATUSA, MbICIIUTESNb-
HbIX Onepaumii N HaBbIKOB KOMMYHUKaLW.

Mo gaHHbIM O3, y nogasnsAoLLEero 60/bLUNH-
cTBa geten ¢ cuHgpomom FRAXA yxe B mnag-
LeM OOLLKONbHOM BO3pacTe permcTpupoBarcs
CcBOE06pasHbI NaTTePH B BUAE AOMUHUPOBAHUSA
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BblcokoamnnutygHoro (go 150 MkB) TeTa-put-
Ma vacTtoton 5-8 U B TEMEHHO-LEHTpasnbHbIX
N NOBHO-LEHTpanbHbIX 30HaxX KOpbl MpU OTCYT-
cTBuM anba-putma. Takoin Tmn I3 He BCTpe-
Yyarncs cpeau 300pOoBbIX UCMbITYeMbIX. Mbl OTHeC-
JI1 €ro K «rMnepcuHXpOHHOMY>» Tuny I3, KoTo-
pbI XapakTepusyeTtca npeobnagaHueMm putMmu-
YeCKON aKTUBHOCTW NOGON YacTOTbl, KpOMe Ya-
CTOT anb@a-guanasoHa. Anbda-put™m y 605b-
HbIX ¢ cuHgpomoM FRAXA, Kak npasuno, He pe-
rMCTpUpoBarcs, anba-akTMBHOCTb 6blna npea-
CcTaBneHa oTheNbHbIMU KonebaHuaMKU, ee WH-
nekc He npesbiwan 10-15%. OTme4ancs noebl-
LLIEHHbIA YPOBEHb 6eTa-akTMBHOCTU, NPenMyLLe-
CTBEHHO 6eTa-2 gmanas3oHa 4acToT. CpaBHeHue
C BO3PacCTHOM HOPMOM MNOKa3blBano OOCTOBEp-
HOe yBenuyeHWe TeTa-aKTUBHOCTU B TEMEHHO-
LeHTpasbHbIX 30HAax Kopbl, 6eTa-2 aKTUBHO-
CTM 1 pgeduumT anbda-putma. Takas Tunono-
rMs coxpaHsnacb M B nepvog nonoBoro cospe-
BaHWA. MIHTepecHO OTMETUTb, YTO Y MasnbynKoB
¢ FRAXA Takxe, kaK y 300pOBbIX CBEPCTHUKOB,
B 3TOT Mepvopg B LEHTPanbHbIX 30Hax KOpbl Mo-
ABNANCA CEHCOMOTOPHbIA PUTM anbda-nonochl
yacTtoT. [Mocne 3aeepLueHusi nepuopa MosoBo-
ro CO3peBaHns NPOUCXOANNN CYLLEECTBEHHbIE U3-
MeHeHus B xapaktepe O3l K 20 rogam BbICO-
KOaMMNUTYOHbIN TETa-pUTM, Kak npasuno, au-
MuHuposancs, n tmun 33 n3 «rmnepcuMHXpPOoH-
HOro» npespaLlancs B «HU3KOAMMIUTYLOHbIN».
«[MNEPCUMHXPOHHBLIN» TUM Y MaUNEHTOB CTap-
Llero Bo3pacTa COXpaHsancs Nullb Torga, Kor-
Ja nauveHT nony4yan HerlponenTU4eckylo Tepa-
nuto. B He6onbLLIOM NPOLIEHTE CryYaeB Yy UCMbI-
TyeMbIX CTapLlero Bo3pacTa OTMe4qanocb Mo-
siBfieHWe pparMeHTapHon anbMa-akTUBHOCTU.
Mpu 3TOM MccnegoBaHMe OTHOCUTESbHBIX 3HaYe-
HWUIA CMeKTpanbHOM MNOTHOCTM MokasbiBano no-
BbILLUEHHbIA MHAEKC TETA-aKTUBHOCTM B TEMEHHO-
LeHTpanbHbIX 30HaX KOPbl MPU COXPaHAIOLLEM-
ca pgethmumte anbta-putma. Takum o6pas3om,
HE3(P(PEKTUBHOCTb CUMHANTUYECKUX KOHTaKTOB
npvBoaMna K nNosiBAeHNo ocoboro pucyHka 3l
C LOMUHMPYIOLLIEN TeTa-aKTUBHOCTbIO.

B natm cnydasx mbl Habnoganu mnameHe-
HMA Q0T 1 NCMXONMOrMYECKNX XapaKTePUCTMK Ha
hoHe NpUMEHEeHWs nNaToreHeTU4eCcKon Tepanmu,
KoTOpas TeM MW UHbIM NyTEM yiyyLlana cuHan-
TUYeCcKMe B3anMOLEeNnCcTBua y geTer n nogpocT-
KoB Hawen rpynnbl. OTmMevanochb ymny4lleHve
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rnokasartesnen aganTMBHOIO NMOBEAEHUS MO LUKa-
naMm KOMMYHUKauun n coumanusauum, CHuXe-
HWe YPOBHS coLMasibHON TPEBOXHOCTU U yBENN-
YeHWe Temna OBNafjeHus U 3aKpenneHns HOBbIX
HaBbIKOB W 3HaHMI. Mo gaHHbIM D3I, aTa Tepa-
NUsA CHMXana MHAeKC TeTa-akTUBHOCTU 1 YBENn-
yMBana anba-MHAeKE, T.e. Npubamxana K Hop-
Me (U3MoNornyeckne nokasarenu. Takmm o06-
pasomM, nonoXuTenbHas puHamMuka Habnopa-
nacb Kak Mo rncmMxonorn4ecknm, Tak u no Hempo-
hU3MONOrMHECKMM NnokKasaTensm, 4To roBOpuT o
NPVHUMNWAaNbHON BO3MOXHOCTUM BOCCTaHOBIE-
HUS OeATenbHOCTU Mo3ra. Bo3amMoXxHo, npumeHe-
HWe ee B MrafLlemM Bo3pacTe JacTt 6osee oLly-
TUMbIA 3DPEKT N B KOTHUTUBHON cdpepe.
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The article deals with the reflection of the normal and impaired ontogeny in
biological terms. It is assumed that there are certain regularities in the formation of
bioelectric activity of the brain of a healthy person, which are in some way violated
in various forms of developmental disorders. We combine the results of the study
of quantitative EEG parameters in 699 healthy children and adolescents aged
3 to 20 years, and 40 children, adolescents and adults with mental retardation
syndrome linked to the fragile X chromosome (FRAXA). We revealed the typology
of electroencephalograms and type of formation of independent rhythmic EEG
components in healthy children of different age, reflecting the characteristics
of cortico-subcortical structures maturation and their disfunction in monogenic
genetic syndromes. The regularities of electroencephalogram formation in healthy
children show sustainable reflection of CNS biological development characteristic
for a typical human development. The abnormal course of development is reflected
in a specific way in the parameters of the electroencephalogram. The quantitative
EEG data allow us to estimate the deviation from the standard development at
each age stage in children and adolescents with developmental disabilities.
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