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[To nmeromumcest nanubiM [leHTpOB
0 KOHTPOJIIO 1 TpoduaakTrke 3aboJie-
Banuii (Centers for Disease Control and
Prevention, CDC), pactipocTpaneHHOCTb
YMCTBEHHOM OTCTAJIOCTU B MUPE COCTAB-
astet 1-3 % ot 0011eii YNCIeHHOCTH Ha-
cenenust [1]. Tenermyeckue/TeHOMHbBIE
MYTAIlUN SBJSIOTCS OCHOBHBIM (PaKTO-

* Pabora momnepxkana rpantom PODU
19-013-00750.

B ctatbe AQHbI OMUCAHUS KAMHUKO-MCUXOAOTMYECKOM
KOPTUHBI HOPYLLEHUM NPU CUHAPOME YMCTBEHHOM
OTCTAAOCTU, CLLEMAEHHOM C AOMKOM XPOMOCOMOM

X, U AATOPUTAMA AMATHOCTUHECKOTO BbISBAEHUS AETEM
rPYMNMbl PUCKA MO HAAMYUIO CUHAPOMA FXS, ycneLluHo
MCMNOAb3YEMOTO CBTOPOMM CTATbU HA MPOTIKEHUM
MHOTUX AET.

3HOHWE COYETAHMIM SAEPHbBIX MPU3HOKOB, KOTOPbLIE MOTYT
CBMAETEALCTBOBATH O HAAMYMM AQHHOTO FTEHETUHECKOTO
30060AEBAHMS B PACLLMPEHHOM CEMbBE, 3HAYUTEABHO
CNOCOBCTBYET CBOEBPEMEHHOM MOCTAHOBKE MPABUABHOIO
AMATHO3Q, MEPBUYHOM NPOCOUAAKTUKE POXKAEHMS
pebeHKa C TIHKEAOM POPMOM HAPYLLIEHUS PA3BUTHS.

POM pHCKa Pa3BUTHS UHTEJIEKTYaThHO-
ro fedeKTa: Ha HUX MPUXOAUTCs 10 47 %
MAIMeHTOB C YMCTBEHHON OTCTAJIOCTHIO
[2]. CorsacHO AApyroMy OTYeTy 3TOU Ke
OpraHu3aIuy, paclpoCTPAHEHHOCTD pac-
CTPOMCTB ayTUCTUYECKOTO CIIEKTpa CO-
crasisier 1-2 % B momyssiuu [3], 10 %
Cpeant KOTOPBIX MPUXOIUTCS HA CUHIIPO-
MaJjibHble reHetndeckue popmsl [4]. Cun-
npom Maprtura—best, i cuHIpPOM
YMCTBEHHO OTCTAJIOCTH, CIIETJIEHHON C

@ﬂIOGOe pacnpocTpaHeHne MmaTepmnanos XypHana, B T.4. apXNBHbIX HOMEPOB, BO3MOXHO TOJIbKO C MMCbMEHHOTrO cornacua pegakuymn.



12]

[ Ne 2 2019

soMKoi xpomocomoit X (manmee — FXS,
ot anrsmiickoro fragile X syndrome),
sIBJIsIeTCs1 HanboJiee pacpoCTpaHeHHON
IPUYMHON B NPOSIBJIECHUM YMCTBEHHOM
orcranoctu (okoso 20 % ciaydaeB cpe-
v "HenuddepeHupoBaHHON, CIlerIeH-
HOW C TIOJIOM YMCTBEHHOM OTCTAJIOCTH)
1 PAcCTPOMCTB B crieKTpe ayTtusma (JI0
7 % ciy4aeB cpe/id JieTell ¢ ayTU3MOM )
[5; 6].

Ha ceroagusmunii feHb, 10 TaHHBIM
MHOTOYHMCJIEHHBIX WMCCIeI0BAHUI, TPO-
BE/IEHHBIX B Pa3HbIX CTpPaHaX, IEJIBIO
KOTOPBIX OBLTa OI[eHKA MPEBATEHTHOCTH
FXS, mokasana BbIcOKasi pacIipocTpa-
HEHHOCTb cuH/poMa B nonysasaiuu. [To
JTAHHBIM 3TTUIEMUOJIOTTYECKIX UCCIIE0-
BaHMUUM, 4acTOTa JAHHOU IaTOJIOTHUU JIO-
cruraet 1 Ha 3000-4000 manbunkoB u 1
Ha 6000 neBouex [7], TO ecTb Yalie aTUM
3ab0JIeBaHNEM CTPAIAIOT MATBYUKH (CO-
OTHOIIIEHUE TI0 TIoTy ollenuBaercst 3:1),
MPUYEM TSKECTD MPOSIBIeHUIT 3a601eBa-
HUS Y HUX BBINIE, 4eM y ieBouek. bomee
JIeTKOe TIPOTeKaHue ero Y IeBOUEK CBI3a-
HO C TMPOTEKTOPHBIM JIeICTBUEM BTOPOM
XpPOMOCOMBI X B JKEHCKOM KapHOTHIIE.
Hocutensimu renetnyeckoii mnpesapac-
MOJIO’KEHHOCTH (TaK Ha3biBaeMoOe CO-
CTOSTHWE TIPeMyTallun) K 3a60JIeBaHUIO
SBJsIETCST OfiHA Ha 260 JKEeHIIWH U OfANH
Ha 600-800 myxuun [8]. B Uapauue,
HaIpuMep, HOCUTEIU IIPePACIIOIOKEH -
HOCTH BCTpeuatoTcd ¢ yactotoit 1 va 120,
noatomy ¢ 2015 r. Bce KEHIIUHBI JIETO-
POZHOTO BO3pacTa MOTYT TIpoiTu Oec-
MJIATHOE TeHETUIEeCKOoe MCCIe/JoBaHNe Ha
onpezesenue craryca rena FMR7 [9]. B
Halleil cTpaHe BBU/LY OTCYTCTBUS TTIOJTHO-
MacITabHbIX CKPUHUTOBBIX HMCCJIE/I0Ba-
HUil pacrnpoctpaHeHHocTh FXS He u3-
BECTHA, M CPETHUN BO3PACT MMOCTAHOBKU
mmarHosa B Poccum 3HAUMTENBHO BBITIE,
TIPU 3TOM HEPENKHU CJIydau, KOrja JIeTh
OCTAIOTCSl He JAMArHOCTUPOBAHHBIMU 10
IIOJ[POCTKOBOT'O BO3pacTa U cTaplie.
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ToBOpst 06 STHOJIOTUU W TIATOTE€HE-
3e FXS, crour ynomsanyts, 4To mnepsoe
omucaHye CHHIPOMA OBLIO CHEJAHO elle
B 1943 1., m yke Tora BO3HUKJIO TIPEJ-
MIOJIO’KEHUE O CIETIJIEHHOM C TI0JIOM Ha-
CJIeIOBAaHUU YMCTBEHHOHW OTCTAJIOCTH.
Ha cerogmsmmanii medb 10Ka3aHO, 4TO
BO3HUMKHOBeHMe cuaapoma FXS cBsza-
HO C TPAHCKPUIIIIMOHHBIM <«MOJYaHU-
eM» reHa FMR1, pacnonoskeHHOTO Ha
X-xpomocome. CeKBEHHPOBAaHUE ITOTO
rera B 1991 1. mo3Bosmsiio BBISBUTD TIPHU-
YMHY €ro WHAKTHBAIUU. Y OOJBHBIX C
FXS moxazano peskoe yBejaudeHue 10-
BTOPOB TPUHYKJEOTUTHON IOCJE/0-
BatenbHoctu II'T (1uTo3WH-TYyaHUH-
ryaHUH) B IIPOMOTOPHON 4YacTH T€Ha,
MO0 CPaBHEHUIO C TAKOBBIM y 3/I0POBBIX
Jonei. bplio ycTtaHOBIEHO, 4TO IMpH-
YUHON yTHETEHWS] TPAHCKPUIIIUM TeHa
siBisieTcst runiepmetusmpoBanue JJHK B
006JIaCTH €T0 MPOMOTOPA. DTO TIPUBOIUT
K CHVJKEHWIO BBIPaOOTKU crielupude-
ckoro 6eika FMRP Bmiots 10 mOMHO-
TO ero OTCYTCTBUS, YTO B CBOIO OYepeb
CTAaHOBUTCS MPUINHON HAPYIIEHUS Hel-
poreHesa, yKa3bIBas Ha KJIIOYEBYIO POJIb
3TOTO G€eJIKa B Pa3BUTUHU M CO3PEBAHUU
HelipoHa/bHBIX cBs3eil [10].

FXS, gaBngdach MOHOTEHHBIM 3a00-
JIeBaHWEM, OTHOCUTCS K CHHAPOMAJIb-
HBIM (opMaM, YTO O3HAYaeT HATUINe
HECKOJIBKUX YCTONYMBBIX KJINHUYECKUX
HPOSIBJIEHUI, OObEIMHEHHBIX OOIIUM
natoreHe3oMm. Kiaccuueckasi KapTUHA
npu FXS BrifouaeT XapakTepHble JIHC-
Mopduueckre (GU3NIECKHe U JIUIIEBbIE
ocobeHHOCTH — GOJIbIITE OTTOTBIPEH-
HbIEe YIIU, yIJNHEHHOE JIUI0, BBICOKOE
apounoe Heb60 (60 %), MaKpOOpPXU3M
(90 %), nmcuxoHeBpPOJIOTUYECKUE U TIO-
Be/leHYECKNe PaCCTPOICTBA, KOTOPbIE
MOTYT OBITh 3aMETHBI YK€ B PAHHEM BO3-
pacte [11]. U3 aToro jornvecku cienyer,
YTO Bpauu-TeMaTpPhl JIETKO CMOTYT pac-
MI03HATh JIAHHbIE TIPOSIBJIEHUS ITPH OCMO-
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Tpe MaJIeHbKOTO TIalleHTa U HAalPaBUTh
€T0 M BCIO €T0 CeMbl0 Ha JajbHeliliee
reHeTUYeCKoe WCCJel0BaHue s IO/
tBepxkieaud FXS. Oxpnako Ha mpakTu-
Ke BCe OKa3bIBAETCSI TOPA3/I0 CJOKHEI.
Yacrto 70 MIKOJBHOTO BO3pacTa, a TO 1
MOJIbIIe, PeOEHOK MMEET WHOU JMarHo3
WIW JUATHO3BI, KOTOPHIE YBOMSAT CITe-
IUAJIUCTOB OT WMCTUHHOTO TTOHWUMaHUS
BCEX 0COOEHHOCTEN ero pasBUTHS, TPYII-
HOCT€I4, C KOTOPBIMU CEMbST MOKET CTOJI-
KHYTbCS, U IIPOIHO30M Ha Oyjyiiee, Ipo-
BOIUPYIOTIUM Ha Pl TOTIOJTHUTETbHBIX
KOPPEKITMOHHO-ITUarHOCTUYECKUX, THO-
r/la JIOPOTOCTOSINNX U He HYKHBIX, Ma-
HUTYJIAME 1 ipotteryp. Kpome Toro, 3a
3TO BPeMsI B CEMbe MOTYT POJIUTHCS JIPY-
THe JIeTH, KOTOPBIe ¢ BBICOKOW BEPOSATHO-
CTBIO YHACJIEAYIOT JaHHOe 3a00JIeBaHue,
TaK KaK MaTh, SBJISSICh HOCUTEIbHUIEN
MYTaHTHOTO T€Ha, MOXKET IepeiaTh ero
cBoemy 1oToMcTBY B 50 % ciyuasix. Tak,
10 CTATUCTHUKE, 25 % ceMeii, B KOTOPbIX
BOCITUTBIBAETCS MAJbYUK C CUHIPOMOM
FXS, u 50 % cemeii co crapmum pebeH-
KOM >KEHCKOTO TI0JIa, YCIEBAIOT POIUTH
BTOPOTrO pebeHKa /10 MOCTAaHOBKHU TIpa-
BUJIBHOTO JIMarHo3a crapiieMy cubcy
[12].

Hacrosimast cratbst Oyzer mocBssiiiie-
Ha TONIATOBOMY OIHUCAHUI0 OCHOBHBIX
YaCTO BCTPEYAEMBIX TPOSBJIEHUH TIpH
CUHJIPOME YMCTBEHHOW OTCTaJIOCTH,
CIIeTIJIEHHOW ¢ JIOMKOI XpoMocoMmoul X,
couyeTaHne KOTOPBIX MOKET CBU/IETENIb-
CTBOBAaTh O BBICOKUX PHUCKAX HAIWYUS
JIAaHHOTO T€HETUYECKOTro 3a00JIeBaHus B
pacurmpenHoii ceMmbe. [1o100HbIE 3HAHUS
TIOMOTYT CITEI[UAJIUCTaM Pa3HOTO Mpodu-
JIsl 3aM0I03PUTh KaK MOKHO paHbllle Y
pebGenka curapom FXS u HarpaBuTh €ro
Ha MeINKO-TeHEeTUYeCKOe KOHCYJIBTUPO-
BaHe, YTO B 3HAYUTEIHHOU Mepe Oyaer
CIIOCOOCTBOBATH CBOEBPEMEHHON TTOCTa-
HOBKE TIPaBUJIBHOTO JIMArHO3a, MePBUY-
HOI IpodUIaKTHKE POKIEHUS pedeHKa ¢

TsKesT0l (hOPMOIT HapyTITIeHNs Pa3BUTH
U TPAaMOTHOMY TOCTPOEHUI0 MapHipyTa
KOPPEKITMOHHO-PAa3BUBAIOIIEH PAaOOTHL.
Kak yske ObLIIO OTMEUYEHO BBIIITE, JIIO-
m ¢ cunzapom FXS xapakrepusyiorcs
YMEPEHHOUN WJIM BBIPA’KEHHOW YMCTBEH-
HOUM OTCTaJIOCTBIO, pAaCCTPOUCTBAMU ay-
TUCTUYECKOTO CIEKTPa, a TaKXKe PIIoM
auc@opMosIoTHYecKX 4epT U Heipo-
(bU3NOIOTHYECKUMEI  0OCOOEHHOCTSIMH.
Takum 06pazoM, MOKHO TTPEAIOTIOKUTD,
4TO CHHPOM MOKET OBITH 3aI0103PEH 0

AoAM C CUHAPOM FXS
XAPAKTEPU3YIOTCI YMEPEHHOU
WA BbIPAXKEHHOM YMCTBEHHOM
OTCTAAOCTbIO, PACCTPONCTBAMM
QYTUCTMYECKOro

CreKkTpa, A TaKXe PIAOM
AMCCOOPMOAOTMHECKMX HEPT

U HEMPOCPU3IMOAOTMHE CKMMM
OCOBEHHOCTAMM

COYETAHUIO OIPe/IeJIEHHBbIX TTPU3HAKOB,
Kacaloluxcsi 0COOEHHOCTEH BHENTHOCTH,
pas3BUTHUS U ceMeiHOro aHaMHe3a.

Jasee 1o myHKTaM GyIeT TaHo TO/-
pobHOE OIMCaHue OCHOBHBIX IIPOSIBJIE-
HUH, XapakTepusyomux cuHapom FXS,
KaK MmepevyeHb CBOeOOPA3HBIX «KPACHBIX
baaskkoBy, hUKCHUpoOBaHIe KOTOPHIX Oy-
JIeT YKa3bIBaTh HA Hasin4due y pebeHka ¢
HesICHOU 3THuoJ0Thel HapyIIeHHOTO pas-
BUTHSI BBICOKOTO PUCKA 110 CUHIPOMY
FXS.

NcmxopeyeBoe pa3BUTHE

[1aBHBIM  KJIMHUYECKUM TIPOSIBJIE-
HUEM CUH/IPOMA SIBJISIETCSI MHTEJJIEKTY-
aJbHOE HemopasBuTHe. Y OOJIBIIMHCTBA
MAIMEeHTOB MY’KCKOTO TI0J1a, TI0 TaHHBIM
CTAaHAAPTU3UPOBAHHBIX TECTOB WHTEJI-
nekrta, 1Q He mpesbimaer 50 6GanIoOB
[13]. IIpu 5TOM KOTHUTUBHOE Pa3BUTHE
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WMeeT CBOM crienuduyeckuii Tpodub,
XapaKTepHBIN 1751 Beex nereit ¢ FXS u
He MeHsIonuiics: ¢ Bo3pactoMm. K cia-
ObIM CTOPOHAM Pa3BHUTHUsI CJIELyeT OTHO-
CUTh PabOYyIO CIIyXOPEYEBYIO IaMSITh,
aObCTPAKTHO-JIOIMYECKOe  MBbIIILJIeHHE,
byHKIIMYM TPOTPAaMMUPOBAHUSA U KOH-
TPOJIs, TIOHUMaHWe MPOCTPAHCTBEHHBIX
OTHOIIIEHUH, apudMeTHIecKre orepa-
1. OTHOCUTENIBHO COXPAaHHBIMU MO-
I'yT OKa3aThCs CHMYJIBTAHHBII CII0CO0
00paboTK MHMOPMALUK, 3PUTEIbHOE
BOCIIPUSATHE, CUTyaTUBHAS TTaMSITh, OCO-
OEeHHO Ha 9MOIMOHAIHHO-3HAYUMBIE CO-
ObrTust [14].

VY GoabmMHCTBa neTell, MMEIONUX
cunzpoM FXS, B Toli iam MHON crere-
HU HAOTIOMAIOTCST PEeYeBble HAPYIIEHS.
(DpazoBast pedb OOBIYHO TIOSIBISIETCST C
BBIPA)KEHHON 3a/IEPKKON K YETBIPEM TO-
naMm, y 1/3 neteit peub He pa3BUBAETCAI
BoBce. B 1iesiom ObLIO TI0Ka3aHo, 4TO Ha-
pYIIEeHNsT PEYEBOTO PAa3BUTUS aCCOIUU-
POBaHBI C BBIPAKEHHOCTBIO AyTHCTHYE-
ckoif cumnTomatuku [15]. Yem cuibHee
BBIPa’KEHBI Ay TUCTUYECKUE TIPOSBIICHUS,
TeM XyKe pa3BUTa pedyb. BakHO Tak-
JKe OTMETUTH, uTO peub Jiojieir ¢ FXS B
GOJIBIIMHCTBE CIy4yaeB o0JiazaeT psaoM
crieruuueckux ocobennocreit. Croza
OTHOCUTCSI YCKOPEHHBIN TEMT € 9acThI-
MM pedyeBbIMU 3alIMHKAMU, TEHJEHIIUN K
aBTOMaTUYECKUM ITOBTOPAM OT/ETbHBIX
cioB 1 ¢pas. C BbICOKOI YacTOI OTMeYa-
I0TCST HETIOCPEICTBEHHbIE U OTCPOUYEHHbBIE
axosasuu. M3-3a aTux 0CoOGEHHOCTEN
OKPYsKAIOIIUM JIFOJASAM ObIBA€T CJIOKHO
MIOHATH, 0 YeM TOBOPUT pebeHok ¢ FXS.

PACCTpPOMCTBA AYyTUCTMYECKOTO
cnekTpa

Emte oganM si7iepHBIM KITMHUYECKUM
nposBieHueM cuuapoma FXS gapagercs
aytusM. [lo 75 % ciydaeB ieTH € 9TUM
CHH/IPOMOM /IEMOHCTPUPYIOT HApyIIEeHUS
B TIOBEJICHUH, IOCTATOYHBIE JIJIST TTOTIajIa-
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HUS B IUATHOCTUYECKYIO TPYIITY <«pac-
CTPOMCTBA AYTUCTUYECKOTO CIIEKTPa»,
a ToBejleHYeCcKuil (heHOTUT TTPUbIN3N-
TebHO Y 30 % meTeil MOJTHOCTBIO COOT-
BETCTBYET KPUTEPUSM JIJIsI TOCTAHOBKH
JmarHosa <ayTtusm» [16].

Jlnst 0ObEKTUBHOCTU KapTUHBI W
YTOUYHEHUST [UArHOCTUYECKON TPYIIIIbI
10 BBIPAKEHHOCTU ayTUCTUYECKUX Pac-
CTPOWCTB BO BCEM MUPE HCIIOJb3YyeTCs
00T IMArHOCTUYECKUIA TTPOTOKOJI JIJIsk
onpezesnenuss PAC Ha ocHOBe puMeHe-
HUST CTAaHIAPTU3UPOBAHHBIX METOIOB 00-
CJIeTOBaHUS: WHTEPBBIO JIJISI TUArHOCTHU-
ku aytuama (ADI-R) n nuana guarso-
CTUYECKOTO 00C/Ie/IOBAHMSI TIPU ayTU3Me
(ADOS). Hecmotps na To, uTo B Poccun
MMATHOCTUKON ayTU3Ma 3aHUMAIOTCS 1C-
KJTFOUUTEbHO BPAUN-TICUXAATPHI, OCHO-
BbIBasdgch Ha kputepusix MKbB-10, mnpu-
MeHeHHe OIMCAHHOTO BbIIIe ITPOTOKOJIA,
WJIM, KaK ellle NPUHSATO €ro Ha3bIBaTh,
«30JI0TOTO CTaHapTa» AUArHOCTUKU ay-
THU3Ma, MOCTENEeHHO CTAHOBUTCS TOIY-
JISPHBIM B IEITETBHOCTH OT€YeCTBEHHBIX
MPAKTUKOB U UCCIIeI0OBATENEH.

AyTtucTuyeckasi CUMIITOMaTHKa 1Py
FXS nposgsrisiercss B TPyIHOCTSIX KOM-
MYHUKAIlUM ¥ COIMATBbHOTO B3aWMO-
NENCTBUS, TIPU 3TOM 3a4acTyI0 aBTOPBI
MCCTIeTOBAHNH YKa3bIBAIOT HA BBICOKYIO
COIMAJIBPHYIO TPEBOKHOCTbH, KaK Ha Tiep-
BOIIPUYWHY 3TUX HapynieHui [17].

Yacto moan ¢ FXS wucnsiTbiBaior
TPYAHOCTHA TPHU yIepKaHUU TJIa3HOTO
KOHTaKTa, IEMOHCTPUPYIOT u3beraoliee
MoBeIeHNEe B COIMATbHBIX CUTYAIUSX,
He TIPOSBJISIS TIPU 3TOM BBIPAKEHHBIX
HEraTUBHBIX dMOIMi. XapaKTepHO, 4TO
B OTJIMYUE OT «YUCTOTO» AyTHU3Ma, IIPU
cungipome FXS cTabMiIbHOCTD T1a3HOTO
KOHTAKTa BO MHOTOM 3aBUCHUT OT IPHU-
BBIYHOCTH 0OCTAHOBKH, B KOTOPOIl HaX0-
auTcst pebeHOK, CTeneHn ero KomgopTa u
JI0BepHUs 4YesioBeKy, ¢ KOTOPbIM OH B3au-
MozeiicTByert. B psizie ciryuaeB uzberamue

@J'Iro6oe pacnpocTpaHeHne maTepmnanos XypHana, B T.4. apXNBHbIX HOMEPOB, BO3MOXHO TOJIbKO C MMCbMEHHOIO Cornacuna pegakymn.
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3PUTETHHOTO KOHTAKTAa HOCUT XapaKTep
Ype3MePHOI 3aCTEHYUBOCTHU TIPU OTPOM-
HOM JKeJJaHWM M MHTepece BO B3aUMO-
JeICTBUU C JPYTUM Y€JIOBEKOM.

Crepeorurinble IBUKEHUST PyKaMy, B
psiie cory4aeB GoJiee CJI0KHbIE MOTOPHbIE
CTEPEOTHUITNH, MOKHO 4aCTO HAOIOAATDh
y mozeit ¢ FXS, ocobento B cutyanmsix
HOBUM3HBI Y BBICOKOTO 3MOITMOHAJIBHOTO
nogbeMa. Ho nambosiee BCero [ist HUX
XapaKTepHbl PYYHbIE CTEPEOTUNUU B
BU/Ie XJIOMIAHbs B JIAZIONN U MaXOB PYyK
«KaK KpbLIbImKamMu» [18].

N3 nacrosmux pexomeHaaimii Ame-
PUKAHCKON acCcolMaluu  IeuaTpoB
(AAP) cnenyet, uTo 1eTSIM ¢ BBIpaXKeH-
HBIM OTCTaBaHWEM B YMCTBEHHOM Pa3BU-
TUU B COYETAHUM C PACCTPONCTBAMU ay-
TUCTUYECKOTO CIIEKTPa HESICHOTO TeHe3a
HEOOXOMMO MPOUTH 06C/Ie[0BaHEe Ha
BO3MOKHO€ HOCHUTEJIBCTBO MYTAaHTHOTO
rena FMR1.

HacAeACTBEHHOS
OTATOLLLEHHOCTb

FXS ornocurca K HacaeapyeMbIM
CUH/IPOMaM. JTO O3HAuaeT, YTO POK/e-
Hue pebGeHKa ¢ 9THM CHHAPOMOM O00y-
CJIOBJICHO HAJIMYMEM Yy €Tr0 MaTepu My-
TAIu TOTO e camoro reHa (ren FMR1
B X-XpOMOCOMEe), KOTOpasi, OTHAKO, Ja-
1€ BCETro HOCUT OoJiee MSITKUIT XapaKkTep
[19]. 9TO cocTogHUe Ha3BIBaeTCS Tipe-
myTtanueil. [loaTomy ecan y marepu pe-
GeHka numeercst ipemyraius reia FMRY,
CYIIECTBYET JI0OCTATOYHO OOJIBIION PUCK
poxaenus pebenka ¢ cunapomom FXS.
Eiite oia 0c00€HHOCTD, CBSI3aHHAST C Ha-
cJIe/JoBaHUEM CHUH/IPOMA, COCTOUT B TOM,
YTO NIPM Ilepejlaye M3MEHEHHOTO TeHa,
oTBeTcTBeHHOTrO 32 paszButue FXS, us
IIOKOJICHUSI B IIOKOJIEHHE IIPOMCXOIUT
yTSDKeJIeHe CUMIITOMOB KJIMHUYIECKON
KapTUHBI 3200J1€BaHUsI.

YuurbiBasg Hacje/lCTBEeHHBIH Xapak-
Tep 3ab0JieBaHusI, MPU3HAKK, KOTOPbIE

MOTLYT IIOMOYb B JUArHOCTUKE, HeoO-
XO/IUMO «COOMPaTh», aHAJIU3UPYsI BEChH
CeMelHBbII aHaMHe3, B TIEPBYIO OYepe/lb,
OTCJIEKMBAsI POJICTBEHHUKOB TI0 JIMHUU
Mmarepu pebeHKa. YIOOHBIM CIIOCOO0M
(buKcaIy JaHHBIX IPOSIBJICHWH SBJISIET-
sl TeHOTPaMMa.

Ha atom sTare Ba)KHO BHUMATETHHO
cobpaTh TOYHYI0 HHGOPMAIIUIO O PA3BU-
TUU JIPYTUX 4ieHOB ceMbu. Eciii B cembe
ecTh ellle JeTH C 3aJeP5KKOil Mcuxope-
YeBOTO Pa3BUTHUs, YMCTBEHHOI OTCTa-
aocteio, PAC — 5T0 moBOX I OLIEHKU
puckoB 1o Hasmuuto FXS. To ke camoe
CJIENIYET C/IeNIaTh, €CJiu TPOOJIeMBbI B Pas-
BUTUM MMEIOTCS WJIM MUMEJNCh Y JIBOIO-

[lpu3sHaKHM, KOTOPbIE MOTYT
NMOMOYb B AMATrHOCTUKE,
HEOBXOAMMO (COBUPATL),
AQHOAM3MPYS BECb CEMEMHbIN
QHAMHE3, B MEPBYIO OYEPEAD,
OTCAEXMBAS POACTBEHHMKOB MO
AMHUM maTepm pebeHKa

poaHbIX OparbeB Win cectep pebeHKa
10 JIUHUYU MaTepH, OpaTheB WJIH CecTep
martepu. CiieflyeT MOMHUTD, UTO /la’ke B
OJIHON CeMbe y OIHOTO pebGeHKa MOXKeT
ooiTe FXS, y npyroro — mpemyrarusi. B
3TOM cJIyyae HapylIeH!s Pa3BUTH Y pe-
Gerka ¢ mpeMmyTareil OyayT H0CTaTou-
HO MSATKUMU U MIPOSIBJISITBCS B OCHOBHOM
TPYAHOCTSIMU MIKOJIBHOTO 00YY€HMsI, TH-
IIePaKTUBHOCTBIO, YCTOMYMBOI HEBHU-
MaTeJbHOCTBIO, PacCTPOMCTBAMM COIH-
QJIbHON aanTany u3-3a JUYHOCTHBIX
0COOEHHOCTEN, TAKUX KaK BBICOKAs Tpe-
BOKHOCTb, 3aCTEHUYNBOCTD, (hobun [20].
Takum 00pa3oM, codyeTaHKe CIIEI[H-
(buyeckux HaApylIeHUN Pa3BUTUSA Y pe-
OeHKa C CHUMIITOMAaMU, KOTOPbIe MOTYT
HAOIIOIATHCST Y POJHBIX HJIN JIBOIOPOJI-
HBIX OPATHEB U CECTEP, Y MATEPH, POJTHBIX
U JIBOIOPOJIHBIX OpaTheB U cectep MaTe-
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PHU, ee POJUTEJIeN, SBJISETCS JOMOJHU-
TeJIbHBIM OCHOBAaHMEM JIJISI IIPOBEIEHUS
reHeTU4YeCKON NMarHOCTUKH.

HaAM4Me NoporosbIx
MOKA3ATEAEN CKPUHMHIOBbIX
MHCTPYMEHTOB

EnmHCTBEHHBIM  MeTO/I0OM, TIO3BO-
JISIOIMM OJTHO3HAYHO JIMarHOCTUPOBATH
3aboJieBaHue, SIBJSIETCST MOJIEKYJISIPHO-
reHeTuyeckoe ucciaenoBanue. OpHAKO
TeHeTHYeCKoe HCCJeIOBAaHUE SBJISETCS
JOPOTOCTOSIINM, 3aHUMAET JI0CTATOYHO
JUTATETbHOE BpeMsi U TpeOyeT BBICOKOMN
MOTHUBAIIMM W apryMeHTaluy [JIs Ha-
IpaBJieHUsT Ha Hero. JTO MOKa MCKJIIO-
yaeT B Poccun BO3MOXKHOCTb PyTUHHOTO
MacCOBOTO CKPUHUHTA BCEX /leTell Ha Ha-
Jsnure cuHapoMa FXS.

B MexmyHapomHOil TpakTUKe AJIs
IIEPBUYHOTO BKJIOYeHUsI pebeHKa B
«TpyTILy puckas 1o Haauuuio FXS ocHo-
BaHUEM MOTYT CJIY>KUTb BBICOKHE Pe3yJib-
TaThl MIKAJIBHBIX aHKET, COCTABICHHBIX
Ha OCHOBE (PEHOTUITUYECKUX OCOOEHHO-
CTel, XapaKTepHbIX JIJIsT CUHAPOMA. JTU
AHKEeTBI [IPOCThI B 3alI0JIHEHUH, UMU MO-
IyT [TOJIb30BATHCS CIEIMATUCThI PA3HOTO
npoduis, He MPOXOd MPU ITOM IIpeJi-
BapUTEIHBHOTO 00YIEHUSI.

Ha pycckoMm s3bike B HACTOSIIAN
MOMEHT TIPE/ICTAaBJIeHa OJHA MEeTO/IN-
ka — MoaudunupoBanHas paHTroBas
IIKaJa KOJIMYeCTBEHHON OlleHKU OCHOB-
HBIX KJIMHUYECKUX MPOSIBJIEHUN y JleTel
C CUHIPOMOM YMCTBEHHOI OTCTAJIOCTH,
CIETIEHHOUW € JIOMKOW XpoMocoMon X,
paspaboranHast Ha 6aze DI'Y MHUU
neanaTpuu u ietTckoi xupypruu B 2006 .
[21]. Onenka BktOuaeT 14 KITMHUYECKAX
MPU3HAKOB, dKCIPECCUBHOCTH KaXKI0TO
U3 KOTOPBIX olleHuBaercst B bayrax. Ot-
CYTCTBUIO KJIWHWYECKOTO TTPU3HAKA CO-
OTBETCTBYeT olleHKa — () 6aJIoB, a Hau-
GoJIbIIEll CTENEHN BBIPAKEHHOCTH CHM-
nroMa cootBercTByet 3 Gasia. TsikecTh

AEPEKTOAOTYAS |

KJIMHUYECKUX TPOSIBICHUN OIleHNBAET-
cs1 cyMMol Bcex 6aoB. IIpoBenentbie
MHOTOJIETHUE NCCIIEZIOBAHUS C TIOMOII[BIO
PAHTOBOH TITKAJIBI TO3BOJIMJIA BbIIETTUTh
oporopoe 3Hauenue — 21 Gamn — Kak
KPUTEPUI JIJIsI TPUYKCIIEHUsT pebeHKa K
rpymme pucka mo cuaapomy FXS.

B 2018 r. Bemra crares Lubala ¢
COABTOPAMHU, B KOTOPOIl HA OCHOBE Me-
TaaHajm3a OOJIBIIOTO MAaCCHBA JAHHBIX
10 MOJIOKUTETHHOMY HCIIOJIb30BAHUIO
Pa3HBIX CKPUHUHTOBBIX aHKET, HAIIPaB-
JIEHHBIX Ha BBISIBJICHNE PUCKOB HAJTMYMS
FXS, 6b110 moKazaHo, Kakue MPU3HAKN
cUHAPOMA 06JIAAI0T HAMOOJIBIINM [[Ha-
rHOCcTUYeCKUM BecoM [22]. Ha ux ocHOBe
ABTOPBI CTATHU COCTABUJIN MAKCUMAJIbHO
KpaTrKuii 1 OBICTPBIN OMPOCHUK, KOTO-
PRI BRJITOYAET (PUKCAIUIO CJIETYIOTINX
BBICOKOYACTOTHBIX TMPU3HAKOB: MSTKas
«BeJIbBETOBasI» KOXKa Ha JIAJOHAX DPYK,
n30BITOYHAST KOXKA Ha THUIBHOI CTOPO-
He J1afloHn (MOKHO coOpaTh B CKJIAJIKY),
[JIOCKOCTOITHE, GOJIBIITIE OTTOIBIPEHHbIE
VIITHBIE PAKOBUHBI, TO/IOTIMTBEHHAS CKIIa -

Tabamua 1

KpaTkas aHKeTd no oueHKe CUMMMNTOMOB,
HabAloAaeMbix npu FXS n o6Aaaaaiomx

HAMGOABLLMM AMATHOCTHYECKUM BECOM

(Lubala et al., 2018)

CHMITOMBI baxn
Markasi, «BeJbBeToOBas» KoxKa Ha JaJi0- 2
HAX PYK, M30BITOUHAS KOKA Ha THLIBHOM
CTOpOHE JIaZloHu (MOKHO coOpaTh B
CKJIAJIKY )
ITnockocromue 2
Bosbime OTTOMBIPEHHBIE YITHBIE PAKO- 2
BUHbBL
TMojomBeHHas CKIaIKA 1
Boubine SMYKy y MaJbuMKOB MOCTIE Ha- 1
CTyIUIeHNs ybepraTa
Coryday MHTELTEKTYaIbHOM He[0CTaTou- 1
HOCTH B CEMbe
AyTucruyeckoe moBezieHne 1
Cymma 6anos
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Ka, OOJIbIIINE STUYKK Y MAJIBUUKOB 1TOCTIE
HACTYIJIEHHs TybepTaTa, CIydan WHTeJ-
JIEKTYaJIbHOM HEZIOCTATOUHOCTHU B CEMbE,
aAyTUCTUYECKOe ToBe/ieHre. TPy 1epBbIX
MpU3HAKA CYUTAIOTCS HAOOJIee CHIIbHbI-
MU, 32 K&K/ U3 HUX TIPH MTOTOKUTEb-
HOH orleHKe Hauwmcsiercst 2 OGasma. Bee
OHM CBSI3aHBI C TUTIEPATACTUYHOCTHIO CO-
eIMHUTEIbHON TKaHU, BBI3BAHHON Hapy-
ImeHneM cTpoeHus asnactTuHa. OcraibHble
MyHKTHI olfeHnBatores Kak 0 w1 (em.
tab:1. 1). Ilox ayTucTYeCKUM [1OBEIeHN-
eM B JIAHHOM CJy4yae TTOHUMAeTCs Bech
CIIEKTp TPO06JIEM, aCCOIMUPOBAHHBIN C
PAC. Opnako ciefryet mIOMHUTD, YTO HAU-
GoJiee YaCTHIMU CUMIITOMAMU SIBJISIFOTCSI
TJIOXOU 3pUTEJNbHBIN KOHTAKT, MaXu py-
KaMM (<KPBIJBIIIKA» ) U TOCTYKUBaHUS
pykamu. Takum 06pasom, MaKCUMaIbHOE
KOJIMYEeCTBO OAJIJIOB Y MAJIBUYUKOB TOCTIE
HactyruieHust myoeprata — 10. Y neBouex
M MaJIbUMKOB /[0 Hayasa MOAPOCTKOBOTO
Bo3pacta — 9. Ilpu npeBsblllieHUN TOPO-
rOBOTO 3HAYEHUsT B 5 GAJLIOB CUMTAECTCS
HEOOXOAUMBIM HalpaBUTh peOeHKa Ha
reHeTHYecKoe 00C/IeIOBaHNE.,

Henpodomsmoaormyeckme
ocobeHHOCTH

[TockosibKy maroreHe3 3a00JIeBaHMUS
TECHO CBSI3aH C HapylieHHeM paboThI
HEPBHBIX KJIETOK, a UMEHHO — C HapyIiIe-
HIIeM GastaHca mpoIeccoB BO30YKIEHNUSI-
TOPMOXKEHUS B HEHPOHAX, TIPU PETUCTPA-
mun III y mereit ¢ cunapomom FXS
OTMEUYEHBI OTpe/ieJIeHHbIE W3MEeHEeHUs
OMO02JIEKTPUUECKON aKTUBHOCTHU TOJIOB-
HOTO MO3Ta, He BCTpevarluecs Tpu
HOPMATUBHOM Pa3BUTHUH U JPYTUX BapH-
aHTaX HApyNIeHHOTO pa3BuTusd [23].

B 93T manbuukos ¢ FXS B Bo3pacre
oT 4 110 15 J1eT HabII0AEeTCs OlIPeIe/IeH-
HBIW TIATTepH B BUIE JIOMUHUPOBAHUS
TeTa-puT™Ma B nioJsioce 5—8 [11 B TeMeHHO-
IIEHTPAJIBHBIX 30HaX KOPBI TOJIOBHOTO
mo3ra. Ilo maHHBIM CpaBHUTEIBLHOTO

aHa/M3a, 3HAYEHUsS aMILIATY/bl CITeK-
TPaJIbHOM TIJIOTHOCTUA B 9TOM YaCTOTHOM
naurarnasoHe jgoctoBepHo (6osiee 2 craH-
JMAPTHBIX OTKJIOHEHWI ) TIPEBBITIAIOT HOP-
MaTHUBHBIE TOKa3zaTesau. Aabda-put™M B
3aTBIJIOYHBIX 30HAX KOPBI TIPH 3TOM WJIH
He PETUCTPUPYETCS WU TIPeCTaBJIeH
He3HAYUTEJTbHO (MHIEKC €ro He INPEBBI-
man 20 %), 4TO TOCTOBEPHO HUXKE BO3-
PaCTHBIX TTOKa3aTesel /IJisi 9TOr0 pUuTMa
[24].

TakuM 0OpasoM, CyIECTBYET OIIpe-
neneHHbIit matTepn A1 pu cuHIpPOME
FXS, cBasannbiii ¢ gedururoMm Oeska
FMRP, kOTOpBIII MOXKET CIY:KUTb Ha-
JIESKHBIM ~ MapKepoM 3a00JIeBaHus Y
MaJIbYMKOB HAa BO3PACTHOM MHTEPBAJIE OT
4 no 15 ner. B nenom ke ocobeHHOCTH
D3I mpu 1aHHOM CUHIPOME OTPEIes-
I0TCsI, TIO-BUIUMOMY, CUCTEMHBIMU OHO-
XUMUYECKUMU W MOP(OJIOrHIecKUMU
HapyIIeHUsIMUA, KOTOPble BO3HUKAIOT Ha
PaHHUX CTAJUSIX OHTOTeHe3a.

3aKAOYEHUE

XOoTs KJIWHWYECKOe OTHCAaHWe U
MOJIEKYJISIPHO-TEHETUYeCKasi ~ OCHOBaA
st BodHukHoBenusi FXS mocrarouno
XOPOIIO U3y4YeHbl U OTMCAHBI, HAYUHAST C
1991 r., B HacTOsIIIEE BpEMS BCe €Ille CY-
[IECTBYIOT TIPOOEJIBI B PAHHEM BbISIBJIE-
HUW JaHHOTO 3a00seBanust. [1o maHHBIM
MTPOBE/IEHHOTO MCCJIeI0OBAaHUs, OJTHON U3
MPUYUH B 3a/IepXKKe MOCTAaHOBKH JIUa-
rHO3a SIBJISIETCS HHU3Kasl OCBeIOMJIEH-
HOCTb TPAKTUKYIOMNX CIEIHATNCTOB
0 camMOM 3a00JIEBAHUH U O METO/AX €TO
0OHAPYKEHUSI.

MHoroJsieTH1ii OnbIT PaboThl Ha Gase
HayuHo-o6pasoBaTesbHOrO IIeHTpa Ha-
CJIEICTBEHHBIX TCUXUUYECKNX 3a00JjieBa-
HUH fetelt 1 moapocTkoB mipu MITIITY,
a 3arem Hayunoit mabopartopun DPI]
MITIITY mosBoJi HaMm pa3padboTarth -
(beKTUBHBIN TONIATOBBIN AJTOPUTM TIPE/-
BapuUTEJbHOTO BhisiBIeHUs FXS (cunapo-
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1. HacnencTBeHHasa
OTATOIIEHHOCTh

CHMIITOMBI METO/ZIbI IMAI'HOCTHKHU
( CTaHIapTH3HPOBAHHBIE METOMBI )
_ obcrenoBaHus (7151 OLEHKH
OCHOBHBIE KPHTEPHH: KOTHHTHBHOTO Pa3BUTHS — IIKAJIA
BripakeHHad 3aqepikKa - Dbeiimn, PEP-3, Tect Bekcnepa,
IIcHXOope4eBoro pasBuTHI H PAC TecT Kaydmanos; 1
HeSCHOMH STHOJIOTHH JHATHOCTHKH ayTH3Ma — ADOS,
\ ADI-R) y
OIOTHHUTEIIbHBIEC KPHTEPHH:
o PATEp I'enorpamma

2. MeHOTHITHYE CKHE TIPOSABIICHHA

PacIIMpPeHHOH CeMbH

'S

1. MopudumpoBaHHas paHroBas
IIKaJIa KOJIHYEeCTBEHHOH ONEHKH.

2. Kparkast CKpHHHHTOBAsI aHKeTa

\,

3. OcobenHoctu I3I -narTepHa

DO0OI'-kapTHpPOBaHHE

J

PrCyHOK 1. AATOPUTM BBISBAEHUS AETEM IPYMMbl PUCKA MO HAAMYUIO
CUHAPOMOABHOM OOPMbI AQYTU3MA U YMCTBEHHOM OTCTAAOCTM — CMHAPOMA FXS.

Ma Mapruna—besr) Ha Tpytie jeTeit ¢
pPasHbIMM BapuaHTaMU HAPYIIEHHOTO XO-
1A TICUXMYECKOTO pa3BUThs (PUCYHOK 1).

[lepBoIil aTanm maHHOTO AJTOPUTMA
cBsI3aH ¢ (pUKcalrell OCHOBHBIX, TaK Ha-
3bIBaEMbIX S/ICPHBIX IIPU3HAKOB, IIpejl-
CTaBJICHHBIX BbIPAKEHHOHN 3a/Iep>KKOI
MICUXOPEYEBOTO PAa3BUTHUS U TIPOSIBIIE-
HUSIMA QyTUCTUIECKON CUMIITOMATHKH.
Jlist ycraHoBieHUsT OOBEKTUBHON Kap-
TUHBI HapyIIeHUH 00sI3aTeJIbHBIM YCJII0-
BUEM SIBJISIeTCS IIPUMeHeHNe CTaH/1apTu-
3UPOBAHHBIX METO/IOB JIMATHOCTUYECKOTO
006cJIe/IOBaHsI, KOTOPBIE MTPEICTABICHBI
Ha cxeMe pucyHka 1.

Ha BTopowm arare cnermanuct huk-
CUPYeT HAJIMYue OTIOJHUTETbHBIX KPU-
TepUeB:

1) yTOUYHSIET TIPU MTOMOITU COCTaBJIE-

HUSI TEHOTPAMMBbI, €CTb JIN CPEIN JAPYTUX
YJIEHOB CEMbM JIMIA C OCOOEHHOCTSIMU B
Pa3BUTHH, C OCTOPOKHOCTBIO aKIEHTH-
pPys BHUMaHWe Ha MaTepUHCKOW JTUHUHU
POJICTBA;

2) ¢ TOMOIIBIO MIKATbHBIX aHKET OT-
MedYaeT HaJMuue U OTCYTCTBHE (peHo-
TUMUYECKUX TIPOSIBJIEHUH, XapaKTePHbIX
s FXS, ¢ mociemyonum conocrasJie-
HUEM WX C TOPOTOBBIM 3HAYEHUEM HC-
MOJTb3yEMOI aHKETHI;

3) TpeTuii 1mar, XoTd Ha CaMOM JieJie
OH MOJKET OBITh U TIEPBBIM, TTAPaLJIETbHO
C OCTAJIbHBIMU, CBsI3aH C HEHpPohU3N0-
JIOTUYECKUM 00CIe[0BaHieM IAlMeHTa,
KOTOpOE TIO/[pa3yMeBaeT MCCJIeIOBAaHME
¢ oMot peructpanuun I u noce-
ayrotei ee 06paboTKu.

[Ipy 3TOM Ba)XHO OTMETHUTH, YTO
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BBISIBJIeHUE  clienmudndeckoro IIT-
MaTTepHa, KOTOPBIN OBLT ONMCAH BHIIIIE,
SIBJISIETCST  HAJIEKHBIM  OUOJIOTHIECKIM
MapkepoM cuHapomMa FXS.

Takum oOpasoMm, ecid B XOJe
KOHCYJIbTaTUBHO-/IMAarHOCTUYECKOU pa-
OOTBHI CIIETMAJINCT BBISIBJISIET COUETAHIE
OCHOBHBIX MPU3HAKOB (YMCTBEHHOU OT-
CTAJIOCTY WJIU 33JIEP’KKU TICUXOPEYEBOTO
Pa3BUTHST C PACCTPONCTBAMHU ayTUCTHU-
YEeCKOTO CIIEKTPa) C OJHUM WJIU JIBYMSI
JOTIOTHUTETBHBIMUA KPUTEPUSIMU, TO, CO-
TJIACHO TIPE/ICTAaBIEHHOMY aJITOPUTMY, MBI
MO’KEM C BBICOKOHM BEPOSITHOCTBIO TIpeJl-
MOJIOKUTH y pebeHKa HATNn4re CUHIPOMa
FXS. Eciu pebeHok Tonagaer B TPyIIiLy
pHUCKa 110 JIAHHOMY Te€HEeTUYECKOMY 3a-
60sIeBaHNUIO, TO B JAJIbHEWUIIIEM €ro po-
TUTENSIM PEKOMEHIYIOT TIPOUTH MeTNKO-
TeHeTHYeCKoe KOHCYJBTUPOBAHUE IS
Cla4M  MOJIEKYJIIPHO-TEHETUYECKOTO
aHa/IM3a C I1EeJTbI0 MOATBEPIKIAEHUS WU
OTIPOBEPIKEHUST  IIPE/ITOTOKUTETLHOTO
3aboseBannd. HeoOXOQUMO OTMETUTH,
YTO IMATHO3 «CUHIPOM YMCTBEHHOU OT-
CTAJIOCTH, CUEIJIEHHOW C JIOMKOW XPO-
MOCOMO#T X» MOJKeT OBITh YCTaHOBJIEH
TOJIBKO Ha OCHOBE T€HETHYECKOTO aHa-
Jusa cratyca rena FMRT.

CBoeBpeMeHHO TTOCTaBJIEHHBIN /Tha-
THO3 SBJISIETCSI OTIPABHOW TOYKOU: BO-
MIEPBBIX, CEMbS TIOJIy9aeT TOCTOBEPHYIO
1 TIOJTHYT0 MH(POPMAIINIO O TIPOSIBIIEHUSIX
JIAaHHOTO TEHETUYECKOTO 3a00JIeBaHUs U
BO3MOKHOCTSIX UMETb €IIle /IETel, YUUThI-
Basl XapaKTep HAcJelOBaHUS CHHAPOMA.
Bo-BTOpBIX, BOBMOXKXHOCTH paHHETO BMe-
MIaTeNbCTBA IOCTOBEPHO YJIYUIIAIOT CIIO-
cobnoctu gereit ¢ FXS B pasubix cdepax
JKU3HENESATETbHOCTU. B-TpeThux, yu4uThI-
Bast 0COOGEHHOCTH HOCUTEJIeN IIpeMyTa-
L[1H, KOTOPBIMHU SIBJISTIOTCS MaTh peOeHKa,
1, BOBMOJKHO, IPyTHe OJIM3KHE POJCTBEH-
HUKW, HEOOXOAMMO BKJIIOYATh UX B pac-
MIMPEHHOE KJIWHUKO-TICUXOJOTHYECKOe
COIIPOBOK/IEHUE.
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