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MUKHT

n ononndopmarnkn, Haydano-ucciie1oBaTe IbcKUil KIIMHIYECKU UHCTUTYT 1€/ INaTPUN 1

nerckoit xupyprun nvenn akajgemuka FO. E. Benrsrumesa TAOY BO PHUMY um. H. U.

[Muporosa Munszapasa Poccun (ITuporosckuii Yuausepcurer)

AKTya/sbHOCTH

B nacrosiee BpemMs akTyajbHa IIpod/ieMa ITPeI0CTaBIeHUsS KOMILIEKCHON TTOMOIIIH,

BKJIIOYAIOIIEHl MeJIUIMHCKIe, I1e/IarOrTYecKre, IICUXOJIOTHIeCKue W COIUAJIbHbBIE acIeKTHI,
JIeTSAM

C pacCTPOMCTBAME ayTHCTUYECKOTO CIIeKTpa. PaHHssd IMarHOCTUKA MTO3BOJIIET POJIUTEIISAM

BBIPAOOTATH MPABUWIHHYIO CTPATErNIO TOBejieHns: ¢ TakuM peberkoM. Curapom Pejan-

Max/lepmu — pejikoe renermdeckoe 3adboseBanue. VceieioBanns CUHIPOMa Ha HACTOSIIEE

BpeMs HeMHOro4YncaeHHbl. OIHAKO OTE€YeCTBEHHBIE CIEIMATNCTBI AKTUBHO 3aHUMAIOTCS

nzydenneM 3toro 3adosesanus. Ha npumepe cunipoma @eran-Mak/lepmut oueBuina BazK-
HOCTH

MOHUMAaHUs TPUYUH U3MEHEHU, KOTOPble HECYT KOHKPETHBbIE IeHeTUYeCKue HapyIIeHUus,
9TOOBI

00ecrevnTh ePCOHAN3NPOBAHHBIN TOJIX0/, K OPraHU3aINH JIeYeHUs PACCTPONCTB

ay TUCTUYECKOTO CHEKTPA.

esib uccrieioBanms: UCCJIEIOBATH KJINHUYIECKIE [TPOsiBICHIS, MEXaHU3MbI HACJ/I€I0BAHUS

cunnpoma Peran-Maxk/lepmun (COM) kak HacsencTBeHHON HOPMBI ay TU3MA.

BaJ1aun 1CCIeJ0BaAHNS:

1. IIposectn ananus jureparypsl, nocssiernoil COM (MexaHU3MbI HACTIEOBAHUS,

KJIMHUYECKHe MTPOsABJIEHIS CUHIPOMA, OCHOBHBIE CUMIITOMBI 1 OCOOEHHOCTH ITOBE/IEHUS

y HAIMEeHTOB C 9TUM CHHJPOMOM).

2. Uccnenosars nposisienus COM, Bk/OUas CUMITOMBI 1 OCOOEHHOCTH TIOBEJIEHUS, HA

rpyIIe TaleHTOB.

3. BoigBUTh B3aMMOCBS3b MEXK/Iy TUIIOM I€HETHYECKOI'O0 HAPYIIEHUS, ITPUBEJIIIEr0 K

pazsutuio COM, 1 KINHUIECKUMU TTPOSIBJIEHUSIME Y TTAIINCHTA.

Ornucanne n pe3ysibTaTbl PAOOTHI

UccnenoBanne mpoBOUIOCH METOOM aHKETUPOBaHUs cpeiu 36 MalnuenToB B BO3PACTE OT

1 mo 15 net m ux pojureneit. B BBIOOPKY ObLIN BKJIIOYEHBI TTPEJCTABATEN 000X 110JI0B. B
OCHOBY

UCCJIeIOBAHNS TTOJIOYKEH CIEIaJIN3UPOBAHHBIN OIPOCHUK.
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C 1esbio IPOBEICHNST CPAaBHUTE/IHHOIO aHAIN3a CHHIPOMA, B XOJE MCCJIEI0OBAHNA

HaIlEeHTOB PAa3/e/ININ Ha JBE I'PYIIILI — C JIeJIeUEed IreHa U ¢ TOYKOBOU MyTallueil reHa.
Ocoboe

BHUMAHUE B UCC/IEJIOBAHUU YIEJIECHO CPABHEHUIO ayTHCTUYECKUX OCOOEHHOCTEN MAIllMeHTOB,
170:¢

YMCTBEHHOMY Pa3BUTHUIO, & TaKKe JIPYTUM acleKTaM IICUXUIECKOTO U (PU3UIECKOTO 3I0PO-
Bbsl.

Brisognt

[To pesybraTamM aHKeTHPOBAHUSA OBLI CJleJIaHbI CJIEIYIONINE BBIBOJBI: B I'PYIIIE JeTell ¢

roukoBoii myTanueii PAC 6bu10 uarnoctuposano B 45% ciaydasx, B TO BpeMs KaK B IPYIIIe
nereit

¢ jJenenueit rena — b B 28%:; y JeTeil ¢ TOYKOBOIL MyTaleil Xy»Ke pa3BUThI HABBLIKI

KOMMYHUKAIIUN; B 3TOH I'pyIie varie Hab/II0aeTcss perpecc B pa3BUTUM; JeTU dallle CTpa-
JTai0T OT

CyJIopor; y HuX OoJjiee BBICOKUIT 00J1€BOI ITOPOT U D0J1ee BBICOKAs IYBCTBUTE/ILHOCTD K BHEIII-
HUM

pa3apazKuTe M, a TaKzKe Jallle BBIAB/ISIIOTCA IPOOJIEMBbI C INTAHUEM; IeTU B JAHHON IPyIIIIe
qale

UCIBITHIBAIOT TATY K YKEBAHUIO UJIU TTOEJIAHUIO HECHEIOOHBIX TIPEIMETOB. TaKKe BBISIBJICHO,
9TO0

JIeTH ¢ Jeserueii rena gare 060/1ei0T nHMEKITMOHHBIMI 3a00/1eBaHusIMI. BBLIIO OTMEY€eHO, UTO
y BCeX MAIMEHTOB B 00eUX I'PYIIIax BbIsIBJIEHA 110 MEHbIIel Mepe

OJIHa aYTUCTUYECKAdA YepPTa.

Y mamueHToB B 00eMX I'PyIIaxX HaBBIKKM ITOHUMaHUs U BJIAJIEHUsST PEUbIO PA3BUTHI HA

OJINHAKOBOM yPOBHE; B 00€UX T'PYyIIaX OTMEYACTCA CXOXKUI YPOBEHb I'MIIOTOHUU, arpecCun

OKPY2KAIOIINM, ay TOArPEeCCUU U UCTEPUK, JJISIIIXC Oojiee b MUHYT, IIOC/I€ KOTOPBIX peOeHKa,

TPYIHO YCIOKOUT.

B xome nccienoBanue mpociexkeHa 3aKOHOMEPHOCTh: BO BCEX CJIYUasX, KOTJIa OTBETHI

PECIIOHJIEHTOB B JIBYX IPYIIAX CYIIECTBEHHO PA3JINIatoTcst (IPOIEHTHOE COOTHOIIEHNE): Y

MAIIEHTOB ¢ TOYKOBOI MyTalueil OTMEJal0TCsA CYIEeCTBEHHO XY/IIIHe TTOKA3aTe T KOTHUTUB-
HBIX,

HEBPOJIOTTIECKUX, MOTOPHBIX M MHBIX (DPYHKITHIA.

OHIM U3 MOTEHIUATBLHBIX O0bICHEHUI JaHHON 3aKOHOMEPHOCTH MOKET OBITH yUIacTHe

benka SHANKS3, nmeroriero anomaabayo GpopMy BCJIEICTBHE TOYKOBOW MyTAIUN, B

JIOIIOJTHUTEIHbHOM HApYIIEHU CUHAIITHYIECKOi nepejadn. K coxkaennto, OOJIBITUHCTBO

uccaeoBaHuil GyHKImn HeiipoHoB, Mogeaupyonux COM, ObLIu IpoBeIeHbI Ha KJICTOUHBIX

KyJIbTypax WM MOJIEJbHBIX *KUBOTHBIX, nMmeronux jgeenuio rena SHANKS3. Jlumb B ognom

HCCIEIOBAHNN, TaK:Ke Ha MBIIIMHBIX MOJIEIAX OBLIO IMOKA3aHO, YTO JeJeIis HEeCKOJIbKUX
9K30HOB

(14-16) rena SHANKS3, snaunmo napyaormast GyHKIIO GeTKa, HO COXPAHSIIONAst IPU 9TOM

CHHAIICe er0 aHOMAaJIbHYIO0 (POpPMY, IIPUBOIUIA K 0OOJIee 3HATNMBIM U3MEHEHUAM BO30YIMMO-
cTH

HEIPOHOB KOPBI TOJIOBHOT'O MO3Ta, 1eM moJtHast jesternust rena SHANKS. Onako pesyabraTsb

9TOTO UCCJIEIOBAHUS TOKA HE CTOUT PAcCMaTpPUBATh KaK OJHO3HATHOE OObsICHEHHe HabJIIo-
JTaeMbIX

pas/nyunii MeKJly IPYIIaME C Jejelnyeil 1 TOYKOBbIMU MyTanusMu B reae SHANK3
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