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(o ma"HbIM JI. dpneHMeep-KuMIMHT) 1 Hau-
Ynsl YyBCTBUTEJbHOW TUTIEpHaTuu, ayTUCTU-
yeckoe ToBefieHMe (HOPMUPYeTCsl 0 3allUT-
HOMY MexaHusmy. Ilpu 3TOM, (ppoHTa/NbHAS
¥ TeMeHHast 0671aCTY KOpbI He MOTyYaloT Heob-
XOOVUMOM CTUMYJISIUMM CO CTOPOHBI Cpezbl
¥ TI03TOMY 3a[€P>KMBAIOTCS B pasBuTuu. [lpn
napaayTusMe TOT ke (eHOMeH HabIomaeTcst
B pe3y/ibTaTe 9K30r€HHOTO 00eTHEHNS CTUMY-
nupyromen ponu cpenbl. OgHAKO ClienyeT
OTMETUTh, YTO, HECMOTPS Ha COMIKeHMe
B HEKOTOPBIX CBOMX KJIMHUYECKUX IIPOSIBIIE-
HMSIX, TapaayTusm u cuaapom PIA ocraroTcs
MPUHIUIINAIBHO PA3IMUYHBIMU COCTOSTHUSIMU
T10 CBO€J pupome.

[lapaayTusm SIBASeTCS O0OpaTUMbBIM
COCTOSTHMEM, OCOOEHHO TpPU CBOEBpeMeH-
HOM — 10 TpexJIeTHero Bo3pacra pebeHKa —
Hayvasie KOPPEKIMOHHOI paboTsl. OmHaKO
1 y 6osee cTapuminx feTeii KOPPeKIMOHHbIe
MepONPUSTUS BbI3BIBAIOT PEIYKIIUIO TIPOSIB-
JIeHV1 IlapaayTusma.

OcHOBHOe cozepkaHMe KOPPEeKLUMOHHON
paboThl — 3TO HACHIIEHNE CPelibl aKTUBU3M-

pytoumu (hakTopamMu: CeHCOPHbIMM, KOT-
HUTUBHBIMM, SMOILIMOHATbHBIMM, CO CTUMY-
et 6asMCHBIX IICUXOOMONIOTNUYeCKUX
CUCTEM — TICUXUYECKOI aKTUBHOCTH, IMOLIY -
OHAJILHOTO pe30HaHCa WM aJieKBaTHOIO
SMOLIMOHAJIbHOTO OTBETa, KOTHUTUBHOI
KOMITETEHTHOCTM peGeHKa 1 ap.

V3 cka3aHHOTO BbIllIe MOXKHO C/Ie/IaTh Clie-
IYIOIIVIT BIBOZ,: TICMXOT€HHBIN, JepuBally-
OHHBIN, WM 3K30TEHHbIN, ayTusMm (Tapa-
ayTu3M) SIBJISIETCSI PacCTPOVICTBOM B paMKax
HapyllleHMi1 paHHero MCUXUYeCKOro OHTOTe-
He3a, rae (akTop cpeabl UTpaeT OCHOBHYIO
POJIb B BOSHMKHOBEHMM ITATOIOTUMN.

PasnuuHble GOpMbl JeNpUBAIAN SIBIISI-
I0TCSI ITyCKOBBIM MEXaHM3MOM JiJisi Hapylie-
HMI ICUXMUECKOTOo pa3BuTus B hopMe mnapa-
aytusma. Uem 6osiee paHHMM ¥ MaCCUBHBIM
OymeT BAMSIHME IeNPUBALIMOHHOTO (aKTopa,
TeM 6oJiee BbIpaKeHHBIMM OYIyT ero rmocsie/I-
cTBUSL. B CBOIO 0Uepeib, YeM paHbliie 0 Cpo-
KaM HayHeTCs ICUXOKOPPEKLMOHHAas pabo-
Ta, TeM ONTUMUCTUYHEe OyaeT IMPOrHO3 Mpu
rnapaayTusme.

Cunapom PetTa

OmmcaH MexaHM3M pasBUTHsI 3a6ojieBaHMsI, HOKA3aTeNbCTBA T€HETUUECKON IPUPOObI CHUHApPOMA
PetTa. [TepeuncieHbl KIMHNYECKNE IPU3HAKY, AMATHOCTUYECKME KPUTEPUM U 0COOEHHOCTHM YCTaHOB-
JIeHUus1 [uarHosa. B pasmene «repamus» peKOMeHIYIOTCS dapMakoTepanus, ieue6Hass GU3KyIbTypa
¥ TICMIXOJIOTMYEeCKIe TTPOTPaMMbl MaKCHMMaJIbHOTO Pa3BUTUS /IS COXPAHEHMST IBUTATEIbHbIX HABBIKOB.

KiioueBbie cimoBa: cuHOpom Pemma, ymcmeeHHas omcmanocms, pezpecc, X-cuenjieHHslll xapakmep

HCICJ'leaOGClHu}I, amakcus, anpakcusl.

MHAPOM PeTTa — 0HO M3 CaMbIX pac-

MMPOCTPaHEeHHbIX 3a00/IeBaHNI B POy

HACJIeCTBEHHBIX (OPM YMCTBEHHOIA
OTCTaJIOCTH Y IeBOYEK, HA3BaHHOE 110 UMEHM
Aunpgpeaca Perra, aBCTpMIICKOro IleamaTtpa,
KOTOPBI BIIEPBBIE €I0 OIMCAJL.

B 1966 romy Auapeac PeTt coobmmn o 31
IeBOUYKe, Y KOTOPBIX HAGMIOIAINCh perpecc
TICUXUYECKOTO Pa3sBUTHS, ayTUUYHOE TTOBee-
HIe, TTOTepsI 1ieJieHaIlpaBIeHHbIX U TOSBJIe-
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HME OCOOBIX CTEePEOTUITHBIX IBVKEHMIA
B BUe «CKMMaHUS pyk». llIBeackuii mcce-
moBaTenb B. Hagberg Bbimenun cuHapom
B CaMOCTOSITEIbHYI0 HO30JIOTUYECKYIO efyi-
HUILY U cOopMyaMpOoBaj ero OCHOBHbIE JIya-
rHocTuueckue rpusHaku (Hagberg, 1983).

B Hacrosiiee BpeMsi HaKOIUIEHO OOCTa-
TOUYHO J0Ka3aTe/JbCTB TeHeTUYeCKON IIpu-
ponbl cuHApoma Petra. Tak, maToJorus
BCTpEeUYaeTCs MOUTU UCKITIOUYUTENBHO Y IE€BO-
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yek. HeckonbKO OMNMCaHHBIX CJIy4aeB BO3-
HUKHOBEHMSI CMHIpoMa PeTTa y MaJbuMKOB
SIBJISTIOTCSI CKOpee UCKIIUYeHeM 13 00IIero
npaBwia. B monb3y HacaeACTBEHHOTO XapakK-
Tepa 3ab0/ieBaHMSI CBUAETENIbCTBYET IOBbI-
IIEHHBI YPOBEHb KPOBHOPO/ICTBEHHBIX Opa-
KOB B POMOCTOBHBIX OOJbHBIX JIIOMEN, UTO
cocTrasisieT 2,4% MO CpaBHEHMIO C YaCTOTOM
UX B MOMysinyu, paBHoit 0,5%.

XOTs cC/iefoBaTey eAVHOLYIIHBI B TOM,
YTO B Pa3BUTUM MATOJIOTUM HACIeACTBEH-
Hble (aKTOPbI UTPAIOT CYIIECTBEHHYIO POJib,
MX MHEHMSI OTHOCUTE/IbHO MeXaHMU3MOB
Hac/efoBaHus cuHIpoma PerTa pacxopsarTcs.
Ha ocHOBaHMM reHeanorMyecKux AaHHbBIX
MpeJIoKeHbl HeCKOMbKO rumnotes3. Hamnbomnee
OOIIeNPUHSTON OCTaeTCsl TUIoTe3a O CUH-
Ipome Perrta kak X-ClielyieHHOM JOMMHAHT-
HOM 3abojeBaHUM C BHYTPUYTPOOHOI
JIETAJIbHOCTBIO Y TOMO3UTOTHBIX MaJIbUMKOB.
[Ipu 5TOM MOYTM KaXKABIN CIydaii CMHApPOMA
SIBJISIETCS] HOBOJ MyTaLe.

B mnonp3y X-cuersieHHOTO Xapakrepa
Hacaeg0BaHUsI CBUAETEIbCTBYET TO, YTO Hali-
IleHHbIe Y psija O0IbHBIX XPOMOCOMHbBIE aHO-
MajJMM 4YacTO BOBJIEKAIOT KOPOTKOEe ILIeU0
XPOMOCOMBI. Y YacTy 60JIbHBIX ObIT BBISIBJIEH
noMKuit (PpparmyibHbIit) Y4aCTOK B KOPOTKOM
rieye XpomMocoMbl X. B ¢BsA3M ¢ 3TUM 6bUIO
CIe/laHO TIpefIoIosKeHue, YTO T'eH, OTBeT-
CTBEHHBIV 3a pa3BUTHE CMHIPOMA, Pacrosna-
raeTcsl B KOpPOTKOM IjIeye XpOMOCOMBI X.

OnHako, HECMOTpPSI Ha MHTEHCUBHbIE
MOJIeKY/IIPHO-TeHeTu4YecKye UCCaef0BaHus,
TIOTBITKY KapTUPOBATh TeH cCMHApoMa PeTtTta
Ha XpoMmocome X TOKa He YBeHYaIUCh yCIe-
XOM. BO3MOXHOCTM mpOBeLeHus TaKOTo
aHajaM3a OTPAHMYMBAIUCH HEOGOIBIIUM
KOJIMYeCTBOM CeMelHbIX cyvyaeB 3abo0seBa-
HMSI, ONHAKO YIAJOCh MCKIOYUTL U3 pac-
CMOTpeHMsI OOJbIIyI0 YacTb KOPOTKOTO
IIJIeya ¥ HeCKOJIIbKO PerMoHOB Ha JJIVHHOM
Iieye XpoMOCOMBI X.

Bo3MOXHBIM MeXaHM3MOM pa3BUTHUS
3aboeBaHMsl MOKeT OBITb HapylleHNne
y mereii ¢ cuHApoMOM Perrta mnocienosa-
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TEJIbHOCTU MPOIecca pPeruimkaiuum MHAKTU-
BUPOBaHHOM XpoMocoMbl X. B pesynbrate
IPYTUX UCCIeNOBaHui cuHApoma PeTTa Gbu1
BBISIBJIEH AHOMAJIbHbBIN TUI MMO34HO Periu-
uupymlouein xpoMmocombl X, KOTOpas
He BCTPevyaeTcs B KOHTPOJIe, YTO CBULETENb-
CTBYEeT O HapylIeHUM MPoLecca permKauun
MHAKTUBUPYIOIIEN XpOMOCOMBI X KaK O BO3-
MOXHOM MeXaHM3Me pa3BUTHUsI 3aboseBa-
Hus. [lokazaHa BO3MOXHOCTb MCITONb30Ba-
HUSI OOHAPY>KEHHBIX HApYIIEHNUI B KaUueCTBe
JIVArHOCTUYECKOTO KpUTepus, B TOM 4ucie
Ha paHHUX CTAAMSX Pa3BUTUS 3a00/IeBaHMSI.

Cpenu npyrMx BO3MOSKHBIX MeXaHU3MOB
HacaegoBaHUs OOCYKIaeTcsl Takke MUTO-
XOHJIpUAJIbHAS MOZE/b, TIPEeJIOKeHHas ele
B 1989 romy O. Eegolofsson ¢ coaBTopammu.
OTa Mojenb OCHOBaHAa Ha OOHApYKEHHBIX
CTPYKTYPHBIX M3MEHEHUSIX MUTOXOHIPUIA
M MeTaboIMYecKux aHOMAJUSIX, YKa3bIBaIoO-
IIMX HA MUTOXOHIPUATbHYIO OUCHYHKIIMIO
(mpumepHO y 50% nmeBOYeK C CHMHIPOMOM
Perta 0GHapykuBaeTCsI yMepeHHOe IIOBbI-
LIeHVe MOJIOUYHOI U MMMPOBUHOIPAAHONM KIUC-
JIOT B KPOBU UJIU JINKBOPE).

Poccuiickue yyeHble IpoBeu UCCIe0Ba-
HUSI, KOTOpbIe TIO3BOJMJIM YCTAHOBUTH
y IeTeit ¢ cuHApOoMOM PeTTa opTodyHKIINO-
HaJbHbIe M3MeHeHMs MUTOXOHAPUI MUOLIV-
TOB U JUMGOIUTOB, UTO CBUIETENbCTBYET
0 MUTOXOHpUAIbHOM AUCPYHKIINA.

B yacTHOCTH, 571eKTPOHHAsI MUKPOCKOIIMS
OMOITAaTOB YeThIPEXIJIAaBOJ MbIIIIbI Oempa
MIPOLEMOHCTPUPOBA/IA MPUCYTCTBAE MUTO-
XOHIpUit aHOMaIbHOM (DOPMBI € IeCTPYKILIM-
el KpUCT. DNeKTPOHHO-TUCTOXMMMUUECKIMEe
UCCIeOBAaHUST P MUTOXOHAPUATbHBIX
(dbepMeHTOB, TAaKMX KakK CyKIMHATAeTUApore-
Ha3a, nadH-mermgporeHasa, UIMTOXPOM
3-okcupasza u ATd-a3za, BBISBUIU YMEpEH-
HOe CHIMKEeHMe UX aKTUBHOCTU Y [eTeit
¢ cuHApoMoM PeTTa Mo CpaBHEHUIO C KOH-
TPOJIbHOV rpymnrmoi. I HakoHell, mouytu y 2/3
HaO/MOgaeMbIXx OOJbHBIX OBLI yMEpPEeHHO
MOBBIIIEH YPOBEHb MOJIOUHON ¥ MTUPOBUHO-
rpajiHOV KMCJIOT B KPOBM.
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Yacrora cuHIpoma PeTTa mmMpoKo Bapbu-
pyeTcsi. B 60/IbIIMHCTBE €BPOIeicKuX rocy-
mapcTB oHa cocrasiser 1:10000—1:15000
IleBOUEeK, SIBJISISICh CIeyIOlleli M0 4acToTe
nociae cuHApoma JlayHa crenuduueckoi
MIPUUYMHON TSKENIO YMCTBEHHOI OTCTaJIo-
CTU y JleBOUeK. YOelbHbIi BeC CUMHIpPOMA
PerTa cpenu npuumMH yMCTBEHHOM OTCTA/IO-
ctu neBouek B Poccuu cocrasnsier 2,48%.

B aHTe-u mepuHaTaJIbHBINI MEePUOabI pa3-
BUTHSI, & TAKKe B MepBOe TMOMYToAue KU3HU
pasBuUTHe JeTeil 4acTo pacCLieHMBAETCs Kak
HOpManbHOe. OQHAKO BO MHOIMX CIy4yasix
HAOJMIOIAIOTCSI BPOXKIEHHAs TUIIOTOHMSI,
HebOJbIlIOe OTCTaBaHMe B CTAHOBJIEHUMU
OCHOBHBIX [ABUTATEIbHBIX HABBIKOB (CHUpe-
HMe, TOoJI3aHMe, XOObh0a), KOTOPbIE YaCTO
60 OCTalOTCS Hepaclio3HaHHBIMM, MO0
HeJ0OIIeHUBAKOTCSI.

B TeueHnm 3a60/IeBaHMST YACTO BBISIBJISIOT
yeThIpe cTaauu. BospacT, B KOTOPOM BIiep-
Bbl€ BBIIENSIIOTCSI OTKJIOHEHUSI B Pa3BUTUN
IeTeit, KomebmeTcs OT 4-Xx MecsueB o 2,5
JIET; yallle BCero or 6-Tu Mecsies 10 1,5 jer.
[TlepBpie TIpM3HAKM OOJE3HM BKIIOYAIOT
3aMejijieHie TICMXOMOTOPHOTO pPa3BUTUS
pebeHKa ¥ TEeMIIOB yBeJIMYeHUs] pa3MepoB
TOJIOBBI, IOTEPI0 MHTEpeca K urpam, aud-
(y3HYI0 MBIIIEYHYIO TUIIOTOHUIO. DTO Tep-
Basi cTaaus 3a60ieBaHMsI — CTarHaIMsI.

Hanee cienyeT repuop, perpecca HepBHO-
TICUXMUYECKOTO PasBUTHKSI, KOTOPbI HaUMHa-
eTcsl, Kak MpaBwio, B Bo3pacrte 1-3-x Jer
M COTIPOBOKIAETCS TIPUCTyIIaMy OecIioKOo¥-
CTBa, «Oe3yTeITHOro KpuKa», HapylleHueMm
CHa. B TeueHMe HeCKONbKMX HeIeNb WIN
MecsilieB pe6eHOK yTpauMBaeT paHee mpuoob-
peTeHHbIe HaBbIK!, B YaCTHOCTU, [IPOIAaLatoT
LeeHanpaBJieHHble JBVKEHUS PYK, OH
rnepecraeT TOBOpuTh. OHOBpEMEHHO TOSIB-
JISIFOTCSI XapaKTepHble CTepeOoTUIIHbIe IBU-
KeHUSI, HAlOMMHAKIIME <«MbBIThE PYK».
V 6os1e€e ueM IOJIOBUHBI e Tei HAOTI0IaI0TCs
aHOMaJINU ObIXaHUS B BUJE allHO3, yeperny-
IoIyecs: ¢ MepuomaMmu TUMePBEeHTUISIINUN,
BO3MOXXHO MOSIBJIEHME CYIOPOXHBIX IIPU-
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MajgkoB. BaXHbIM CUMIOTOMOM SIBJSI€TCS
IOTepsi KOHTAKTa C OKPY>KAKIIUMM, KOTOPast
YacTO OMIMOOYHO WMHTEPIIPETUPYETCS Kak
ayTusM. JTO BTOpas CTagusi, Ha KOTOPO
3aboseBaHMe pa3BUBAETCS CTOJb OBICTPO
U APaMaTUYHO, YTO KIMHUIMCTBI 3a4acCTyI0
CTaBSIT JETSIM IMarHo3 sHiledalnT.

[Tocsie okoHuaHMs (a3bl perpecca HacCTy-
MaeT TPeThsl CTAAMS, OXBAThIBAIOIIAS V-
TeJIbHbBIN Mepuos, JOIIKOJbHOIO M paHHEro
IIKOJIBHOTO BO3pacra. B 3TO BpeMsi CcOCTOSI-
HUEe [ieTeii OTHOCUTEIbHO CTAaOMIIBHO.
Ha mepBbIii IJIaH BBICTYNAIOT IJIyOOKast
YMCTBEHHAsI OTCTAJIOCTh, CYAOPOXKHbIE TIPU-
MajJiky, a Tak)Ke BCeBO3MOXKHbIE SKCTpamnupa-
MUIHbIE PaCCTPONCTBA, Cpeay KOTOPbIX
yale HabI0AAI0TCsT JMCTOHMST MBI, aTaK-
cusi, TUTIEpKMHE3bI U Ap. B TO ke BpeMsi mpu-
CTYIIbI GECITOKOICTBA TPOXOMST, COH YIyd-
1IaeTcsi, CTAHOBUTCSI BO3MOXKEH 3MOIMO-
HaJIbHBI KOHTAKT C pe6eHKOM.

K KoHLy mepBOro OecsaTuieTus >XU3HU
HAUMHAEeTCSl YyeTBepTas CTaaus — Mporpecc
IBUTATE/IbHBIX HapylleHul. [TalineHThI CTa-
HOBSITCSI 00e3/IBMKeHHbIMM, HAPACTAIOT CIia-
CTUYHOCTD, MbIIlIeUHast aTpodust M BTOPUU-
Hble opTonenauueckue aepopmainm (B 4act-
HOCTU, CKOJIMO03), MOSIBJISIIOTCS Ba30MOTOP-
HbIe€ PacCTPOIICTBA, OCOOEHHO BBIPAKEHHBIE
Ha HWKHUX KOHEYHOCTSIX, OTCTaBaHMue
B pocTe 6e3 3aJepkKy IOJIOBOTO CO3peBa-
HMS, @ Y psiia G0bHBIX Pa3BMBAETCST KaXek-
cusi. B To ke BpeMSl CyZOpOTrM CTAHOBSITCS
pexke, BO3MOXXHO 3MOI[MOHA/IbHOE OOIeHNe
¢ 60bHBIM. B TaKOM COCTOSTHMM TTAI[ME€HTbI
MOTYT HaXOJAUTbCS JECSITKU JIeT.

Pasnenenne TeueHusi cuHApoma Petrta
Ha CTaAuM SIBJISIETCS TOBOJBHO YCIOBHBIM,
ITOCKOJIbKY YeTKVX I'PaHMULL MEKIY HMMM OOHa-
PYKUTD He yIaeTcs], M HabJTIoIaeTcss OCHOBHOE
MPOrpeaeHTHOe TeueHre OONIe3H.

Hawubo/1iee BaskHbIe KJIMHUYECKUE
NnpusHaKu cuHIapoma Perra

OBmxkeHnus pyk. Iloreps (HapylieHue)
LieJIeHalpaB/IeHHbIX OBVDKeHUI DPYK, TaKUX
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KaK MaHUITYJIMPOBAHME UTPYIIKAMMU, JeprKa-
HMe OyThUIOUkM. ITpoucxoguT yaiie B BO3-
pacte 6-8-mu MecCsleB, HO MHOTOA TaKue
HapylleHus] COXPaHSTCI OO0 3-4-X JerT.
OIHOBpPEMEHHO C 3TUM IMOSIBJISIIOTCS OT/IM-
YlUTe/IbHbIE CTEePEeOTUIIHbIe IBVOKEHUS PYK,
KOTOpbIe HaAOMIOJAIOTCS TIOUTU BCe BpeMms,
MoKa MmalueHT chuT. Yamie 3Tu IBVKeHUS
HAITOMMHAIOT «MbIThe PYK», UX CKaTue, Clle-
TIJIeHMe, TTOX/IONbIBAHMS OOBIUHO Ha YPOBHE
rpyau, aulla, MUHOTAA 3a COMHOI. [pyrummn
CTePEeOTUITHBIMU [IBVKEHUSIMU MOTYT ObITh
COCaHMe WM KyCaHMe PYK, MOCTyKMBaHUE
UMM TIO0 Tpyau win juily. CTepeoTUITHbIe
IBVDKEHMSI PYK MMEIOT MeCTO BO BCeX CJIyya-
sIX 3a60J1eBaHMST U PaClieHMBAIOTCS KaK Hau-
6omee xapakTepHble (TATOTHOMOHMYHbIE)
MMpU3HaKky CMHApoma Petra.
«[IpuobGpeTeHHass» MUKpouedaans.
OKpPY)KHOCTb T'OJIOBBI ITPOOAH/IOB MPU POXK-
IeHUM OLleHMBaeTCs Kak HopMasbHas. [Ipu-
OCTaHOBKAa POCTA TOJIOBBI COBIIaAAET C MaHM-
decranmeit 3ab6oseBaHUs U SIBJISIETCS CJIE[I-
CTBMEM 3aMeJlJIEHUS POCTa MO3ra.
ITo3HaBaTeabHAas desiTeJIbHOCTh.
V GONbHBIX KpaiiHe OorpaHNYeHbl MHTEIeK-
TyaJIbHble, peueBble U afarTuBHbIE CITI0CO0-
HOCTHU. [T OLIeHKM 3TUX CIIOCOOHOCTEN
MCITONb3YIOTCSl CTaHAAPTHBIE TICUXOI0oTnyYe-
CKMe€ TeCTbl, KOTOPbIE BbISIBJISIIOT OTCTaBaHUE
YMCTBEHHOTO pa3BuUTUS (Y OOJbIIMHCTBA
MalyeHToB B Bo3pacre oT 1,5 u 6Gosee jer
YMCTBEHHOE Pas3sBUTHE OILEHMBAETCS HIIKeE,
yeM y feTeli 8-MecsyHOTO Bo3pacra). JleTn,
IOCTUTIIIME ONpeeleHHOTO YPOBHS pa3Bu-
TUSI peun, OOIIeHNsT U COLIMAIbHOI aJarnTa-
uumu, mocjie MaHudecranuu 3abo0aeBaHUS
yTPauMBalOT 3TU HaBbIKU. CO CJIOB ponuTe-
Jiel, SKCIPeCcCUBHAS M MMIIPECCUBHAST PeYb
U COLIMa/IbHbIEe HABBIKU TEPSIIOTCSI B CpeHEM
B Bo3pacTe 4-11-Tu MecsleB, a HaBBbIKU
camoobcmykuBaHus B 12-14 mecsiiies.
Atakcusa u anpakcust. HapyieHne koop-
OVHALMM OBVKEHMIA (aTaKCusl) U 3aTpyaHe-
HMS B TJIAHUPOBAHUM OeCTBUI (arpaKkcusi)
OXBaTbhIBAIOT KaK ABVKEHMUS TYJIOBUIIA, TaK
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M KOHEeYHOCTeli. YKa3aHHbIe pacCTpONCTBa
MIPOSIBJISIIOTCS. B BUJIE OTPBIBUCTBIX PE3KUX
IBVDKEHUI, HApYyIIeHNsI pPABHOBECHSI, TPEMO-
pa, XombObl Ha HECOTHYTHIX INMMPOKO pac-
CTaBJIEHHBIX HOTaX C paCKauMBaHMEM U3 CTO-
POHBI B CTOPOHY («KYKOJIbHAsl TIOXOKa»).
Psini maniMeHTOB MpU paHHel MaHudecTaumn
3aboseBaHMs He YCIIEBAIOT IIpuoOGpecTu
HaBbIK XOAbOBI. BOJBIIMHCTBO AEeTEei C CUH-
IpoMoMm PetrTa, ymeroiyie XOAWUTbh, IOCTe-
TeHHO TepsII0T 3Ty CIIOCOOHOCTH IO Mepe
MPOrpeccUpoBaHMs OONTE3HN.

JpixaTenbHble paccTporicTBa. Yaie
BCEro BCTPEUAIOTCSl TaKue [dbIXaTe/bHbIe
aHOMaJNM KaK HeperyaspHOe [bIXaHue,
MMPUCTYITbI TUTIEPBEHTWISILIMM, AITHO3 IIPO-
IODKUTENbHOCTBI0 MHOTOA 1-2 MMHYTHI,
KOTOPBIX IOCTaTOYHO, UTOOBI BbI3BATH I[Ma-
HO3 U Jaske 0OMOpOK. [IpIxaTe/lbHble Hapy-
IIeHusT HaOGII0MAIOTCSI TOMIBKO B COCTOSTHUM
60 pCTBOBAHMSI.

Cymoporu. Oxosno 50-80% neBouek ¢ CMH-
IpomMoM PeTTa MMeIOT SMUMIPUCTYIIbI, KOTO-
pble MOTYT OBITh Pa3HBIX TUIIOB U IIOXO
MOAJaBaTbCsl Tepanuy aHTUKOHBY/IbCAHTA-
M. Yaie HabGIIOAIOTCS TeHepaI30BaHHbIE
TOHMKO-KJIOHMYECKMEe TMpUMagKM, KOM-
TJIEKCHBIE U TIPOCThIe MapliajibHble CYyA0PO-
i, gpomn-ataku. CyoopOkKHbI€ MPUCTYTIbI
IIMPOKO BapbUPYIOTCS IO YaCTOTE, OJHAKO
CTAHOBSITCS Pexke C pas3BUTHEM 3aboseBa-
Hus. CiienyeT OTMETUTh HaIMUKe y MalieH-
TOB MapUMAIbHbIX HEITIUIENTUIECKMX TIPO-
SIBJIEHUI, KOTOPbIe YaCTO OMIMOOYHO MHTEP-
MMPeTUPYIOTCS KaK CyIOPOTU: alTHO3, TPEMOD,
pe3Kue NOBUKeHMUSI, 3MMU30[bl ITy4yeria3oro
B3IJISifa C 3aMMpaHMeM [BUTraTeIbHON
AKTMBHOCTHU, TMApOKCU3MasabHble YCUJIEHUS
CTepeoTUIIoB. BOABHBIM  MOPOBOAMIICS
BUAEO0-U DI-MOHUTOPUHT, KOTOPBI ITI03BO-
JIWJI JOKa3aTh, YTO MepeuncieHHble CMMIITO-
MbI He CBSI3aHbI C CyIOPOSKHbIMU M3MeHeH!-
ssvu Ha D3I TakuM 06pa3oM, IIpu CUHIPOME
PeTTa yacTto MmMeeT MeCTO r'MIepANarHoCTu-
Ka Cy[IOpOr, UYTO BeleT K He060CHOBAaHHOMY
Ha3HAUYEeHMIO0 aHTUKOHBY/IbCAHTOB.
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Ckommo3. VckpuBieHne MO3BOHOUYHMKA
MMEKT MMWHUMYM TIOJIOBMHA TallMEeHTOB
¢ cuHapoMmoMm Petra. Ckonmo3s SIBseTCS
CJIeICTBMEM OUCTOHMM MBIIILL CIIMHBI U TIPO-
rpeccupyeT 1o Mepe pa3BUTHSI 3a00/IeBaHMSI.

Hanusbie JIT. [IpakTnuecku BO BCeX CIIy-
yasix, Jaxe y Tex IalMeHTOB, KOTOpbIe
He MMEIOT KIMHUYECKUX CYIopor, Haboaa-
IOTCSI aHOMaJIMM Ha 3JIeKTposHIedanorpam-
Me, HauMHasi IPMMEepPHO C ABYXJIeTHEero BO3-
pacrta. Ha doHe mosiBiieHusI 11€JI0TO CIIeKTpa
KIVMHUYECKUX CUMIITOMOB Ha6II0maeTcst
yBeJIMUeHne aMIUIMTYAbI ¥ CHUKEHME YaCTO-
Thl POHOBOTO pUTMa B Mepuo 60IPCTBOBA-
HUSI, a TaKKe 3MwienTudOpMHbIe paspsiibl,
KOJINYECTBO KOTOPBIX 3HAUUTETbHO YBeu-
YyBaeTcsl BO BpeMsl cHa. Takoe coueTaHue
3amejieHusT (OHOBOTO pUTMa B IePUOT,
600pCTBOBAHMS ¥ TIOBBINIEHHON MapOKCU3-
MaJIbHOM aKTMBHOCTM BO BpeMs CHa Cylle-
CTBEHHO 0b6JierdyaeT AMarHoCTMpOBaHMe CUH-
Ipoma PeTTa 1 MOXeT CUMTATBCS €ro JOMOJI-
HUTEJIbHBIM JMAarHOCTUUECKUM KpUTepUeM.
B OGompmuHCTBE CJiyuyaeB Hab/0maeTCs
XapaKTepHasl 3BOJIIOLMS M3MeHeHMit Ha D3I
[TpuMepHO c 1IecTUIeTHero BO3pacTa JOMM-
HUPYeT MOHOTOHHBINA d-PUTM, KOTOPBIN
B manbHelimem, nociae 20 jieT, MMeeT TeH-
IeHIIMI0 JIoKaau3aluu B IlieHTpo-Tapue-
TaJIbHOI 06J/1aCTH.

MeTonbl KOMITBIOTEPHOW ¥ MAarHMUTHO-
pe30HaHCHO Tomorpaduu, Kak IMpaBuio,
He AT [OMOJHUTENbHOV WMHbOpMaIumn
o nopaxkenuu ITHC npu 3ToM 3a6071€BaHNUN.
Tak, npM KOMIIbIOTEPHOV TOMOrpabumn
oTMedeHa Cyb6aTpoduss KOpbl TOJOBHOTO
MO3ra, 8 MarHUTHO-Pe30HAHCHAas TOMOrpa-
Gbust BBISIBNISIET OMIaTEepPaIbHYIO aTpoduio
B JIOOHO-BMCOYHBIX 06/1aCTSIX KOPbI OOIBIINX
TOyHIapuit U Ipu3Haky aTpodum Mo3Keu-
Ka JIMIIb Ha TPETbeM-4YeTBEPTOM [eCsTuiIe-
TUU KU3HU.

MeTo[, TO3SUTPOHHOM SMUCCUOHHO KOM-
MbIOTEPHOJ Tomorpaduu BbISBWI 3HAUYU-
TeJbHOE CHIDKEeHMe 001Iero mepebpaabHOTrO
KpPOBOTOKa Ipu cuHApoMme PeTTa 110 cpaBHe-
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HUIO C KOHTpOJsieM. BosbIiie Bcero ero cHmxke-
Hue Habmwogaercss B NpedpPOHTATbHOIN
M TeMIIopa-IapueTasbHOi 061acTIX 60sb-
IMX MOMYIIapUii, CpeIHeM MO3Te U BepxXHei
YacTM CTBOJIA MO3Ta, UTO YKa3bIBaeT Ha OCJIa-
GrneHue MeTaboaM3Ma B 3TUX CTPYKTypax
M HANIOMMHAET pacIpeeneHyie MO3TOBOTO
KPOBOTOKA Y JIeTeli TPYTHOTO BO3pacTa.

Mopdonorus u HeipoOXuMms

[Tpu Mopdoaornuecknx MCCIeTOBaAHUIX
MaTepuasia ayTOICUM YMepIInX O6OJbHBIX
0OHApy>KeHO CHMKeHMe Beca TOJIOBHOTO
mo3ra Ha 12-34% 10 cpaBHEHMIO C COOTBET-
CTBYIOIIMM BO3PacTy; HeOO/bIIOe YMeHbIIIe-
HMe YKcia HeMfpOHOB U IJIMO3 B KOpe 60Jib-
MIMX TOJNyIIapuii ¥ MO3XKeuka, IMepemHux
porax CIIMHHOTO MO3Ta U CIMHAIbHBIX I'aH-
TJIUSIX; MOHM>KeHHas NUTMeHTal s
B substantia nigra. AHanu3 mopdosoruue-
CKMX M3MeHeHMlt pu cuHapome PeTTa yka-
3pIBaeT Ha 3aMeJJieHMe pa3BUTUS MO3Ta
1ocJie pOXKAEeHMs, a K UeTbIpexJieTHEMY BO3-
pacTy Ha OCTaHOBKY €ro pocra B IeJI0M
U OEeHOPUTHOTO JepeBa HeiPOHOB, B YacCT-
HocTu. HabmiomaeTcss Takke 3ame[jieHNe
pocTa Tela U OTHEeNbHBIX OPTraHOoB (Cepala,
TevyeHM, Movek, cejie3eHKM), UTO MPOSIBIISIeT-
cs B 4-6 neT. Kpome TOrO, OTMeYeHa He3pe-
JIOCTb TIPOBOZSILEN CUCTEMBI CEPALA, HAIlo-
MMHAWIIEeil MPOBOASILYI0 CUCTEMY HOBO-
POXII€HHbIX.

JduarHocTuka

OuarHos cuHapoMa PeTTa OCHOBBIBAETCS
Ha paclio3HaBaHMUM XapaKTepHON KAMHUYe-
CKOJ KapTUHBI. [js1 3TOr0 MexkayHapOoaHO
accouuanuen no nsydyeHnto cuaapoma Perra
peajokeHa IpyIina IMarHOCTUUEeCKUX KPy-
TepueB, KOTOPbIE pasfie/ieHbl Ha HeoOXomu-
Mble, OTONOJIHUTEIbHbIE, a TAKKe — KpuTe-
puu, Haauuue Oaxke OJHOTO M3 KOTOPbIX
OOHO3HAYHO MCKIKYalT cuHApoM Petra
y mpobaHpa.

[uarHocTuyeckue KpUTepum CUHIApPOMA
PetTa (11o Trevathan et al., 1998) BxiouaioT
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HeoOXoIyMble KPUTepUM, Cpeau KOTOPbIX:
HOpMaJjbHble TIpeHaTaJbHbINi ¥ TMepuHa-
TaJbHBIN IepUObl; HOPMAaJbHASI OKPYXK-
HOCTb TOJIOBBI TIPU POXKIEHUM C TOC/IeNYIO-
MM 3aMe[IJIeHVeM POCTa TOJIOBbI MEXAY 5
MecsILiaMu 1 4 TogaMu; IToTepst IpruoopeTeH-
HbIX lleJieHalpaBAeHHbIX IBVOKEHUI PYK
B Bo3pacTe OT 6 mo 30 mecslieB, CBsI3aHHAas
110 BpeMEeHU C HapylleHeM OOIIeHMS; TTy-
60Koe TIOBpeXAeHMe IKCIPeCcCUBHOM
M VMITPECCUBHOI peun u rpybast 3amepskka
IICUXOMOTOPHOTO Pa3BUTHUS; CTEPEOTUITHBIE
IBVKEHMSI PyK, HallOMMHAWIIMe BbDKMMA-
HMe, ClielVIeHue, XJIOMKU, <«MBbITbe PYK»,
MOTUPaHue, OHU MOSIBJISIIOTCS T10C/Ie TI0Tepu
1leJieHampaB/JIeHHbIX NBVKEHUIT pPyK; Hapy-
IIeHue MOXOAKM (arpakCcust U aTakCus), 4TO
MpOSIBJISIETCS B BOo3pacte 1-4 jet. [InarHos
CUMTAETCS TMpeaBapuUTeNbHbIM J0 JBYX-
MSITUJIETHErO BO3pacTa.

Jlomo/IHUTEIbHbIE KPUTEPUM BKIIIOYAIOT
IbIxaTelbHbIe PACCTPOICTBA B BUJE ME€PUO-
IMYECKMX aIllHOD BO BpeMs 60ApCTBOBAHMS,
rnepemMexamiuxcss TUIepBeHTUISILUEN,
IbIxaTeabHbIe PACCTPOICTBa B Buae dhopcu-
POBAHHOIO M3THAHUS BO3JyXa U CJIIOHBI,
aspodarum; CyooposkHble MPUIAIKM; CIia-
CTUYHOCTD, YaCTO COUETAIOUIYIOCS C IUCTO-
HMel 1 aTpodueil Mblill; nepudepuyeckue
Ba30MOTOPHbIE PpAaCCTPOICTBA; CKOJMNO3;
3aJIep>KKy poCTa; rMIoTpoduUHble MajeHb-
KMe CTYIHU; B3ieKkTposHIedanorpaduue-
CKMe a”HoMauuu (MemJieHHbI (POHOBBIN
PUTM B COCTOSTHMM OOIPCTBOBAHMS U TT€PUO-
nuveckoe samemyieHne putma (3-5 I'n); sanm-
nentudopMHbIe pas3psabl 6e3 MaM C Halu-
yyeM KJIMHUYECKUX CyIopor).

HakoHell, K KpUTepUIM, UCKITIOYAIINM
CUHIPOM PeTTa, OTHOCST OUeBUAHOCTD BHY-
TPUYTPOOHOI 3a7epskKKM POCTa; OpraHome-
raqvio WiIM WHble TIpU3HaKu O6onesHei
HaKOIUIEHMSI; PETUHOMATUIO WIM aTpoduio
IVCKOB 3pUTEIbHBIX HEPBOB; MUKpoleda-
JIVIO TIPU POXKIEHUM ; 1OKA3aTEeIbCTBO MePU-
HaTaJbHO TPMOOPETEHHOTO TOBPEXKIEHMUS
MO3ra; CyllecTBOBaHMe UIAeHTUDUIUPO-
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BAaHHOT'O METa0O0JMYECKOTO0 WM JIPYroro
MpOrpeccUpylonero HeBPOJOTUUECKOTO
3a060/1eBaHMS U TIPUOOPETEeHHbIE B PE3Yib-
TaTe TSDKeNoV MHQEeKUUM MU YeperHo-
MO3TOBOJ TpaBMbl HEBPOJIOTUYECKIE HApY-
[IeHUS.

B HEKOTOPBIX C/TyUassX KIMHNYECKIE TIPU-
3HaKM He COOTBETCTBYIOT IMOJIHOCTbIO KJac-
CUYEeCKOMY TeueHUlo cuHapoma Perrta. DTu
orydyay KIacCUpUIMPYIOT MO0 KaK Heros-
Hble, TMO0 KaK aTUMM4YHble GopMbI 3a6071e-
BaHus. [Ipu HeromHO (Gopme y 6OIBHOTO
MIPUCYTCTBYIOT MHOTME, HO He BCe U3 HeooO-
XOOMMBIX CUMIITOMOB. DTUM XapaKTepu3sy-
IOTCSI JIETKMe BapMaHThl OOJe3HU. ATUTINY-
Hble (OPMBI — 3TO CJlydyau cMHApoma Perra,
KOTOpbIe COOTBETCTBYIOT BCceM HeOoOXOomau-
MbIM KPUTEPUSIM OUArHOCTUKMU, HO MMEIOT
OTKJIOHEHUS OT TUIIMYHOTO TeueHus. B yacT-
HOCTHU, TIpM aTUIIMYHOV (Gopme CHMHApOMA
C PaHHMM HA4YaJIOM CyZOPOT STUITPUCTYIIbI
SIBJISIIOTCSL IeboToM 3aboneBaHus. PaHHee
HAyvaJ0 SMUJIENCUM He OKasbiBaeT cCylle-
CTBEHHOT'O BJIMSIHUSI HAa TeUeHMe U MPOTHO3
60/1e3HM, OOHAKO BbI3bIBaeT muddepeHIN-
aJbHO-AMArHOCTHUUEeCKue TpymHocTu. [Ipu
aTUIIMYHOM BapyMaHTe CUMHIpPOMA C YacTUY-
HO COXpaHEHHO} peublo OO0JibHbIe MMEIOT
HEKOTOpbIe peueBble HaBbIKY, TEUeHMe 3a00-
JIeBaHUSI Y HUX Msrde, yeM MpPU Kjiaccude-
cKoil ¢opmMe, a YpoBeHb OOIEHMSI 3HAUM-
TeJIbHO BbIIIe. VI3BeCTHBI TAaKKe aTUITNIHBIE
BapMaHThI CMHIPOMA C aHOMAJIbHBIM Pa3BU-
TeM pebeHKa ¢ pOKIeHMsI, MO3JHUM Haua-
nom dasbl perpecca, Ciofia ke OTHOCSIT CTy-
yay cuHApoMa PeTTa y MajJb4MKOB.

JuarHoctuyeckue KpuTepun
JOJIA onipedeneHus: cMHapoma Perrta

— HopmanbHbIli IIpe-u TepuHaTaATIbHbBIN
Tepuo/.

- HopmanbHoe ncuxuueckoe u ¢usmye-
CKOe pa3BUTHE OO0 6-TU MecsileB (MHOrma
mo 12-18-tu mecsiieB).

— HopmasibHas OKpY>KHOCTb yeperia mpu
POXIEHUMN.
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— 3aJepxKa pa3sBUTUS MO3ra B IEPUOL,
¢ 6-Tu Mecs1eB 0 4-X JeT.

— Wcue3sHoBeHMe MMPOM3BOIbHBIX IBIKE-
HUI PYK B mepuof, ¢ 6-Tu 10 30-Tu MecsieB
HapsAy C HapylIleHneM KOMMYHMKabeIbHO-
CTU.

— Peub He pasBuBaeTcsi COBCEM MU Pa3-
BMBAETCS B OYeHb HE3HAUMUTEJIbHON CTere-
HM, UTO CBSI3aHO C CUJIbHBIM OTCTaBaHMEM
Pa3sBUTUS TICUXUKU Y MOTOPUKM.

— TOopCUOHHBIN CITa3M KUCTEN PyK, cTepe-
OTUITHBbIE OBMXEHUS PYK, TaKMe KakK IOCTY-
KMBaHMe-TIOXJIOTIbIBAHME, TTOTUPAHVE-YMBbI-
BaHMe PYK, MCUYe3HOBEHME TPOU3BOJIbHBIX
IBVKEeHUI.

— Ampakcus, T.e. HapylleHMe XOIbObI,
¥ aTakCcHs TyJ0BUIIA B mepuop, ¢ 1-ro o 4-x
JIeT.

— TouHBINI AMArHo3 yCTaHaBIMBAETCS,
HauMHas ¢ 2-5-7eTHero Bo3pacTa, A0 TeKy-
1Ier0 BpeMeHM.

JlonoHUTeNbHbIE,
VIV BCIIOMOTaTe/IbHbIe
KpUTEPUN

— JIpIxaTe/ibHbIe HAPYIIEHUS, BKIKOUYAIO-
IIyie TTOCTOSTHHYIO JIM60 TOJIBKO BO BpeMs CHa
HEeJOCTAaTOYHOCTDh IbIXaHWUS: MPEPBIBUCTYIO
TUTIEPBEHTUISILIUIO JIETKUX, Pe3Kue BbIIOXU
BO3/yXa CO CJIIOHOJ U 3ar/iaTbiBaHMe BO3IyXa,
KOTOpPO€e MOXXET BbI3BaTh B34yTHE XMUBOTA.

— OnexTtposuHnedanorpabpuyeckue mUsMe-
HeHMsI, KOTOpble BKJIOYAIT OTKJIOHEHUS
HOPMAaJIbHOTO 3JIEKTPOINOTEHIIMAJIA 10 TUITY
SMUENCUM, a TaKKe yMeHbllleHue ¢a3ssbl
MarHuMTHOI'O pe30HaHca BO CHe.

— OJNaCcTUYHOCTb (MBIIIEYHAST PUTUL,-
HOCTb) YaCTO CBsI3aHa ¢ AucTpodueii u aTpo-
(bueit mplir.

— Ba3zomoTopHbIe HapylieHUsI B KOHEY-
HOCTSX (XOJIOOHbIE HOTU).

— Ckonmno3s (M3MeHeHMsI B TIO3BOHOUHMKE).

— 3agepkKa pocra.

- T'unorpodunuHbie (MasieHbKIE) CTOITI.

— Ilnoxast ocaHka BCIeNCTBME HEIPOU3-
BOJIBHBIX IBVKEHUI TYJTOBUIIA.
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IIporuos

[TporHO3 mpy 3TOV MATOJOTUM OCTAETCS
HeJIOCTATOYHO SICHBIM. HeKkoTophle malyeH-
ThI ITOrM6AIOT B IE€TCKOM U IOHOIIIECKOM BO3-
pacte, OOBIUHO B pe3yibTaTe IUCTPOdUM,
OCJIO)KHEHMIA, CBSI3aHHBIX C HapylIeHUeM
BEHTU/ISALMM JIETKUX BCIEICTBME CKOJINMO3a,
MHOTIA BO BpeMsI SITWJIENITUUECKOTO CTaTyca.
OmHako psi 6GOJIbHBIX JOCTUTAIOT BO3pacTa
20-30 1 60s1ee net. YacTb 13 HUX 00€30BIKE-
HbI ¥ TIPUKOBAHbI K MHBAJIMAHBIM KOJISICKAM,
Ipyr¥ie MMEKT OTHOCUTEIIbHO COXpaHHbIE
IBUTaTelbHble (QYHKINM, IPUYEM UX COCTO-
sIHM€ OCTaeTCs CTaOUIbHBIM BO BpEeMEHU
WM Ogaxke HabsomaeTcss Hebosblias I10J10-
SKUTEJIbHASI IMHAMMKA B PSiie CHMMIITOMOB.
TakuM 006pa30M, XapakTep TeUeHUsI CMHIPO-
Ma PeTTa IIMPOKO BapbUpPyeTCs.

YcTaHOB/IeHMe AuarHos3a

Ilo HacCTosIero BpeMeH He CYIeCTBYyeT
YeTKUX OMOXMMUYECKUX IMOKa3aTeaeil CUH-
npoma Petra. [loaTOMY IMarHo3 ycTaHaBJIN-
BaeTcsl Ha OCHOBaHMUM MHMOpMaIUKU O Tep-
BBIX 3Tarax pa3BUTHUSI pebeHKa M COCTOSTHUM
ero MbIIIEYHOI ¥ HepBHOW cucreM. Menu-
IIMHA ellle He pacrosiaraeT JabopaToOpHbIMU
aHaAM3aMM OJISI MOATBEPXKAEHUS KIMHUYe-
CKOT'O Iyar{o3a. Pe6eHOK pa3BUBaeTCs HOP-
MaJIbHO TIPUMEPHO OO0 LIeCTM-BOCeMHala-
T MecsiieB. JleBouka ¢ cMHApPOMOM PerTa
CaIUTCS M eCT CaMOCTOSITeJIbHO B OObIUHbIE
cpoku. HekoTopbie meTy HAaUMHAKOT IIPOU3-
HOCUTD CJIOBA U IIpOCThie (pa3bl. BonbimH-
CTBO eTeli ¢ 60/1e3HbI0 HAUMHAIOT CAMOCTO-
STEJIbHO XOAUTb B TIIOJIO)KEHHOE BpeMs,
Yy HEKOTOPbIX HAOJ0JaeTcsl SBHOE OTCTaBa-
HMe B XOObbe MIM HeCIIOCOGHOCTb XOOUTH
6e3 ITOCTOPOHHE ITOMOIITNA.

3aTeM HaCcTymaeT Mepuop, 3aAepKKu pas-
BUTUSI WM perpecca, KOrga JeBOYKka TepsieT
CITIOCOOHOCTh HOPMAJbHO BJIAJETh PYKaMM.
Bo3HMKalOT Hempou3BOJIbHbIE IBIKEHUS,
KOTOPbIE CTAHOBSTCS MMOCTOSTHHBIMU U CTEPEO-
TUITHBIMU. [IpOMCXOOUT CUJIBHOE OTCTaBaHMe
M B VHTEJJIEKTYaJbHOM pa3BUTMM pebeHKa.
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TakyM JeBOYKAM YacTO OIIMOOUYHO CTaBUTCS
nuardo3 aytusm wiau [JUIL. Co BpemeHem
SIBJIEHUSI ayTU3Ma MCUYe3aloT, ¥ peOeHOK CTa-
HOBUTCSI KM3HEPATOCTHBIM ¥ OOLIUTETbHBIM.

Tepanus npu cuagpome Petrta

B HacTosiiiee BpeMsi METO/ibl TepareBTi-
YeCcKOi KOppeKLMM JaHHOM ITaTOI0IMM Orpa-
HMUUEeHbl U CBOMOSITCSI K CHMMIITOMAaTUUYECKUM
cpenctBaM. Ilpemjiaraemasi HeKOTOPBbIMU
rneguaTpaMy OyeTa C MOBBIIIEHHBIM COHep-
>KaHMeM >KMPOB OKa3aJiach YCIIEIIHOM B IJIaHe
yBeuMueHus1 Beca OOMbHBIX. OTHOCUTEIHLHO
peXkuMa KOPMJIEHUSI ObIJIO OTMEYeHO, UTO
YyacTble KOPMJIEHMSI [eTeli, HeOOIbIIMMMU
ropuusiMu yepes 3-4 yaca, IpUBOASAT K HEKO-
TOPOJ CTAOMIM3ALUY UX COCTOSTHUS.

[Tpu riosIBIEHMM STIUIIPUCTYIIOB BO3HMKA-
eT HeoOXOOMMOCTb Ha3HAUeHMST aHTUKOH-
BYJIbCUBHOJ Tepanuu, XoTs 3hPeKTUBHOCTb
ee orpaHmuyeHa. Cpeay MHOTOUMCIEHHBIX
MPOTUBOCYIOPOXKHBIX CPENCTB IMpernapaTom
BbIOOpa SBJISETCSI KapOamaselnuMH B [03€
10-15 mr/kr. B mowienHue roabl B Tepanum
CyIOPOXXHOTO CUMHIApPOMa MpeAJjaraeTcs
JCIIO/Ib30BaTh HOBBIN IIpernapar JIaMOTPUI-
SKUH, TIOIABJISTIOIINI BBICBOOOSKIEHME TTyTa-
maTta B LIHC. OcHoBaHueM AJjisl 3TOTO SIBU-
JIocb OOHapykeHue B JIMKBOpe OOJbHBIX
¢ cuHIpoMoM PeTTa BbICOKOIO COMep KaHMs
rrytamara. s KOppeKuuyu HapyluieHUin
rpejjaraeTcs MCIoAb30BaTh MeTaTOHNH.

JleuebHast pM3KyABTYpa — OOUH U3 OITH-
MaJIbHBIX CIIOCOOOB KOPPEKLVM IBUTaTEeIb-
HbIX paccTpoiicTB. OHa BK/IIOUAeT yIpakHe-
HMSI, HAIIpaBJeHHbIe Ha IoAAepskaHue ruob-
KOCTUM U aMIUIUTYObl OBVOKEHUI KOHEYHO-
CTeli, a TaKKe Ha TO, YTOObI KaK MOYKHO MPO-
IOJDKUTEJIbHee COXPAHUTh HAaBBIK XOIbOBI.
PekoMeHiyeTcsl TPOBOAUTDL Kypchl (u3uo-
Tepamnuy Kak MOKHO yallle ¥ ¢ paHHero Bo3-
pacra, YTOObI MHpeaynpeauTb BO3HMUKHOBE-
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HMe CKOJIM03a, MBbIIIeYHON PUTUAHOCTH,
KOHCKOJi CTOIIbI U Tak Jajiee.

Bonbiioe BHUMaHMe ClaenyeT YAesTh
TUrMeHe TOJI0CTU PTa.

[MpenjiaraioTcs MCUXOJMOTUYECKME TIPO-
rpaMMbl MaKCUMaJIbHOTO pPa3BUTUS, KOTO-
pble TIOMOTAIOT COXPAaHEHMI0 OCTaBIIMXCS
IBUTATEIbHbIX HAaBBIKOB U (GOPMUPOBAHUIO
Ha UX OCHOBE «SI3bIKa 00IIeHMsI». VIcIonb3y-
eTCsl TaKKe My3bIKa/IbHAsI Tepatusi, TOCKOb-
Ky OHA OKa3bIBaeT OJIaroTBOPHOE yCIIOKau-
Balolllee JeJiCTBMe Ha [eTeil M 4acTUUYHO
KOMIIEHCHMpPYeT HapylleHue KOHTaKTa
C OKpY>KalollM MUpOM. VcciiemoBaHmUs CUH-
Ipoma PeTTa MHTEHCUBHO BeOyTCS BO BCEM
MHUpe, U OTKpPbITHE ero creiuduueckoro
O6MOJIOTMUECKOTO MapKepa SIBJISIETCSI, Bepo-
SITHO, JIUIIIb BOIPOCOM BpemeHU. Korma 3To
MMPOM30iieT, BOSHMKHYT HOBbIE ITepCIIeKTH-
BbI JIEUEHMUS] IIaTOJIOTUM WU OOJIerdeHms
COCTOSTHMSI OOTbHBIX, a TAK)Ke BO3MOKHOCTY
MMpeHaTaJbHOTO CKPMHMHTA U TIpeloTBpa-
IIeHMSI 3TOTO TSIKEJIOTO 3a00/IeBaHMS.

HykHO yMeHbBIIaThb CTE€PEOTUTIHbIE TBU-
>KeHMSI ¥ pa3BUBaTh BHMMaHMe peGeHKa, ero
3puTenbHOoe Bocrmpustue. Heobxomumo
yuUnTh pebeHKa X0oab0e U MPOBOAUTh C HUM
3aHATUS J1e4eOHOl GuU3KyabTypoii. OHU
ITO3BOJISIIOT CBECTU K MMHUMYMY JIedopma-
LMY U CIIOCOOCTBYIOT BhIpAOOTKE y pebeHkKa
TI0JIE3HBIX HAaBBIKOB. HE0OXOOMMO BCSUECKU
CTPEMMTBCS YAYUIIaTh KAUeCTBO SKM3HM 3TUX
JeTel.

YTo6bl MCIPABUTh «CTONY OaJepuHbI»,
CKOJIMO3, PacIpsIMUTh CBeIeHHbIE BMECTe
PYKM, 4YacCTO WCHOJb3YIOTCS pa3jnyHbIe
opToIreaJYecKme MPUCIIOCOOTIeHMsI, Hallpy-
Mep, crieljMaabHble 3aCTEKKM, MOBSI3KM U TaK
najee. DTU IMPUCIIOCOOIEHMS HAa3HAYAIOTCS
(usnorepaneBTOM II0 3aK/IIOUEHUIO JeUa-
mrero neguatpa. OueHb BaKHBI TAKKe TUIPO-
Tepanus ¥ IMOABOAHbIN Maccask. W
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Psychogenic autism-like disorder

The author describes the current scientific and practical information about the psychogenic autism-
like disorders as functional and reversible early mental development disorders generated by depriva-
tion. The author notes the similarity of type CA autism with some forms of psychogenic autism-like
disorders. It is concluded that the environmental factor plays fundamental role in the occurrence of
autism-like disorders. The author emphasizes the importance of rehabilitation actions.

Keywords: autism spectrum disorders, psychogenic autism-like disorder, attachment disorder, mental
deprivation, hospitalism.
Rett Syndrome
The author describes the mechanism of the disease, evidence of a genetic nature of. Clinical signs,
diagnostic criteria and characteristics of evaluation process are described. In the section Therapy the
author recommends pharmacotherapy, physiotherapy and psychological programs to maximize devel-

opment and preserve motor skills.

Keywords: Rett syndrome, mental retardation, regression, X-linked mode of inheritance, ataxia, apraxia.
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