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AHHOTALMS
Iporpeccupyromas mMuoauctpodus JliomenHa — TxkENOe TeHETUYECKH JSTCPMHUHUPOBAHHOE 3a00JieBaHKE, MPH KOTOPOM IMOpPaKEHHE
HEPBHO# CHCTEMBI BBIXOIUT AAIEKO 32 PAMKH HEPBHO-MBILICYHOM maronorud. Jeduiur 6enka TucTpoduHa B CTPYKTypax TOJOBHOTO MO3ra
dhopmupyeT HEeHpPOOHOIOTUYECKYI0 OCHOBY IIEIOTO CHEKTpa HEHpOPa3sBUTHHHBIX PACCTPOMCTB, CPEIH KOTOPBIX 0CO00E MECTO 3aHHMAIOT
ayTHCTHYECKHEe HapymleHus. HacTosmas ctaThd MOCBAIICHA aHATHM3Y COBPEMEHHBIX IMPEACTABICHHHA O MEXaHW3MaX BOBICUCHHS LICHTPAIBHON
HEPBHOW CHCTEMBI NPH IaHHOM 3a00JIeBaHMH, YaCTOT€ W KIMHUYECKUX MPOSBICHUAX PACCTPOUCTB AyTUCTHYECKOTO CIEKTpa, a TaKKe
METO/IOJIOTHYECKAM BOMPOCAM KX BBIIBICHHS Yy TMALMEHTOB C BBIPAKEHHBIM [BHUTaTedbHBIM mHedurmrom. OO0OCHOBaHA HEOOXOIHMMOCTD
MapauieIbHOr0 MPUMEHEHHUS HEHPOTICUXOIOTMIECKUX U (PyHKIIMOHATEHO-IBUTATEIBHBIX KA B JUArHOCTHYECKOM aIrOpUTME.
KioueBbie ciioBa: muouctpodust JfomieHHa, pacCTPOCTBO ayTUCTHYECKOTO CIEKTPa, MUCTPOGUH, HEHpOpa3BUTHUHBIC HAPYIICHUS,
KOrHUTUBHBIN nedunut, auaraoctika, ADOS, M-CHAT, neru.
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DYUSHENN MIODISTROFIYASIDA NEYROPSIXOLOGIK BUZILISHLAR: MUAMMOGA ZAMONAVIY QARASH

ANNOTATSIYA
Dyushenn progressiv miodistrofiyasi — nerv sistemasining shikastlanishi neyromushak patologiyasi doirasidan ancha uzogga chigadigan og'ir,
genetik jihatdan belgilangan kasallikdir. Miya tuzilmalarida distrofin ogsilining tangisligi bir gator neyrorivoj buzilishlarining, jumladan autistik
buzilishlarning neyrobio'logik asosini tashkil etadi. Ushbu magola kasallikda markaziy nerv tizimining jarayonga jalb etilish mexanizmlari, autistik
spektr buzilishlarining chastotasi va klinik ko'rinishlari, shuningdek harakatlanish defitsiti yugori bo'lgan bemorlarda ushbu holatlarni aniglashning
metodik muammolari bo'yicha zamonaviy ma'lumotlarni tahlil gilishga bag'ishlangan.
Kalit so'zlar: Dyushenn miodistrofiyasi, autistik spektr buzilishi, distrofin, neyrorivoj buzilishlari, kognitiv defitsit, diagnostika, ADOS, M-
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NEUROPSYCHOLOGICAL DISORDERS IN DUCHENNE MUSCULAR DYSTROPHY: A CONTEMPORARY PERSPECTIVE
ON THE PROBLEM
ANNOTATION
Duchenne muscular dystrophy is a severe genetically determined disease in which nervous system involvement extends far beyond
neuromuscular pathology. The deficit of dystrophin protein in brain structures creates the neurobiological foundation for a spectrum of
neurodevelopmental disorders, among which autistic disturbances occupy a special place. This article analyzes current understanding of the
mechanisms of central nervous system involvement in this disease, the frequency and clinical manifestations of autism spectrum disorders, and the
methodological challenges of their identification in patients with pronounced motor deficits. The necessity of concurrent application of
neuropsychological and functional-motor scales in the diagnostic algorithm is substantiated.
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BBenenme. Ha mpoTspkeHMM — AeCATWIETHH — KIMHUYECKOE
ocmeicnenne  mmomuctpopun  Hdromenna (M)  cBogminoch
MPEUMYIIECTBEHHO K ONHMCAaHMIO MPOTPECCHUPYIOLIETO Ppa3pyIICHUS
MBIILICYHOM TKaHU. MeXIy TeM HAKOIUICHHBIA HCCIEIOBATCIbCKUI
OTIBIT MOCJIETHUX JIET HACTOMYMBO YKa3bIBA€T Ha IIPUHINIIHAIBEHO HHOM
MaciTal MmaToIOruIecKoro Mpolecca — CHCTEMHBIN, 3aTparuBaoIni
B TOM YHCJI€ IIEHTPAITBHYIO HEPBHYIO CUCTEMY. | eHeTn4eckass oCHOBa
3aboneBanuss — wMyrauun B TeHe DMD na X-xpomocome —
00YCJIOBJIMBAET HE TOJNBKO OTCYTCTBUE AUCTPO(GHHA B MBIILICYHBIX
BOJIOKHAX, HO ¥ HAPYIICHHUE €T0 CHHTE3a B HEHPOHAIBHBIX CTPYKTYpax,
910 BACUYET 3a COOOW (PYHKIMOHATIBHYIO MEePEeCTPOIKY IIENoro psaa
MO3TOBBIX cUcTeM [1].

3aboneBaHne MOPaXKaeT MPEUMYIIECTBEHHO MATBYHKOB C YaCTOTOH
ot 1,9 10 10,9 ciy4aes Ha 100 000 »xMBOPOXKAEHHBIX U MAaHU(ECTHPYET
B paHHEM JETCKOM BO3PAacTe HapacTalolmleld MPOKCHUMAaIbHOU
c1abocThio. YTpaTa CaMOCTOSATENBHOrO IEPEIBIKEHMSI HACTYNaeT B
cpenHeM k 10—11 rogam, a mporHo3 >KU3HU OMPEAEIAETCS IIXaTeIbHON
Y KapAHaJIbHON HEOCTATOUYHOCTHIO [2]. OmHako Bc€ Ooree 04eBUAHBIM
CTAHOBUTCS TO, YTO KA4eCTBO JKM3HU U COLMATbHASs aJaNTaIys 3THX
MAlMeHTOB B 3HAYUTENBHOH Mepe ONpemeisiioTcss HE TOJBKO
JIBUTATEJIbHBIM, HO M HEHPOIICHUXOIOTHYECKHM CTaTyCOM.

Cpenu Helporcuxuarpudeckux komopoumnocteit mpu M/
0co0yl0  HCCIENOBAaTENbCKYI0 M KIMHHYECKYI0  3HAYMMOCTh
npuoOpeTaroT paccTpoiictBa ayrucrudeckoro cnekrpa (PAC). Hacrora
X BBUIBICHUSI HPH AUCTPO(YHUHOMATHAX IO HMEIOIIUMCS ITaHHBIM
MHOTOKpAaTHO IMPEBBINIAET IOMyJSIIMOHHBIE IOKA3aTeNM, OIHAKO
JIMarHOCTHKA TUX COCTOSHHUHN y A€TeH C BEIPAXXEHHBIM JABUTaTEIbHBIM
JEGUIIUTOM COMpSHKEHA C PSAOM HPHHIMITHATBHBIX METOANYECKHX
TpyaHocTted. Hacrosdmias craThsl MOCBAIIEHA CHUCTEMATU3ALUU
aKTYaJIbHBIX CBEACHHH 0 HEHPOOMOIOrMIECKUX OCHOBAX, KITMHIYECKIX
MIPOSIBIICHUAX U AUAarHOCTHYeCKHX moaxoaax k PAC mpu M.

JucTtpodun kak Heilpoduoornyeckuii pakrop: MexaHu3Mbl
BOBJIeueHHMs] IHC. [loHMMaHue HENPOINCUXOJIOTHYECKUX HapyIIEHUH
ipu M/1/] HeBO3MOXKHO 6€3 OCMBICIICHHSI MOJISKYISIPHON apXUTEKTYPBI
resa DMD. fBnssice oqHUM M3 KPYHMHEMIIUX T'€HOB YEJIOBEYECKOTO
TE€HOMa, OH KOAUPYET HE €ANHCTBECHHBIA OCTKOBBIIM MPOAYKT, a LI
Habop TkaHecmenuduueckux M30(opM, 3alyCKaeMbIX C Pa3JIMYHBIX
BHYTPEHHHX  mpoMoTopoB. Kaxmas w3  HHUX  BBINOJHSET
CICLMATM3UPOBaHHbIC  (YHKIMU: €CIIM  MBIIICYHBIE  U30()OpMBI
00ecneunBaloT CTPYKTYPHYIO IIEITOCTHOCTh CapKOJIEMMBI, TO MO3TOBBIE
n30()OpMBI YIaCTBYIOT B OPraHM3ALMM CHHANTUYECKUX KOMIUIEKCOB,
pETYISIMM MOHHOTO TPAHCIOPTAa M TOJAEPKAHUK HEHPOHAIBEHOTO
BO30YxIeHus [4].

KmoueByro pons B (QOpMHpOBaHMM  KOTHHUTHBHBIX |
MOBEACHUECKUX HAPYIICHUH UIPAloOT IBE YKOPOUYECHHBIE N30(OPMBI —
Dp140 u Dp71. IlepBasg u3 HUX aKTUBHO (YHKIMOHUPYET B MEPUOJ
SMOpPHOHATBHOTO HEHPOTeHe3a, yIacTBys B HANPABICHHOW MUIPAIUU
HelipoOmacToB, (OPMHPOBAHMM  OTPOCTKOB M YCTaHOBIICHUHU
ME)XKHEHPOHAIBHBIX KOHTAKTOB; B IIOCTHATAIbHOM IEPHOJAE OHA
9KCIPECCUPYETCS B KIETKAX INIUH U, TO-BUIUMOMY, HEOOXOIUMA ISt
HOPMAJIBHOTO XOJa MuenuHm3amuu. Dp71, HampoTus, sBIseTcs
JMOMHHHUPYIOIIEH MO3roBOM H30(OpMOII Ha BCEX MOCTHATAIBHBIX
JTamax Pa3BUTHA W BHIMOJHIET (PYHKIUH CTAOWIM3alUN MEMOpaH U
MOJIICPKAHMS CHHAITHIECKO apXUTEKTYpHI [4, 5].

YTpata Dp71 HapymaeT HOHHBI TOMEOCTa3 HEHPOHOB M CMEILACT
OamaHc MeXIy BO30Y)KTArOIIEH W TOPMO3HOW HEHPOTPAHCMHUCCHEH B

CTOPOHY THIEpakTUBalMU. JlaHHBII MEXaHU3M — TaK Ha3blBAEMBII
E/l-nucbananc — B HacTOSIIIEE BPEMsI pACCMATPUBACTCS KaK OJMH U3
LEHTPAPHBIX ~ HEWPOOHMONOTHYECKUX  CyOCTpaToB  pacCTPOMCTB

ayTHCTHYECKOTO CIIEKTPa BHE 3aBUCHMOCTH OT UX dTHOoNorHH [8]. 910
nemaer MJIJI He TpocTO cHTyarueld KOMOPOWIHOCTH, a MOJENBIO,

MO3BOJSIIONIEH  M3ydaTh  OOImME  MAaTOTEHETHYECKHe  MyTH
HEUPOPa3BUTUIHBIX HAPyIIEHUIL.
OTedyecTBEHHBIE  HCCIENOBATENM  IOKA3aIM, YTO  MOMHMO

reHeTH4YecKrX (hakTOPOB B peasiM3allii KOTHUTHUBHOTO neduuura mpu
MJIJ] y4acTByIOT OMOXMMHYECKHE MEXaHHU3MbI HEHPOTPOGUUESCKOM
perymiiy. YCTaHOBIEGHA 3HAUYMMasl CBA3b MEXIYy CHIDKCHHOM

KOHIICHTpaIyeii Mo3roBoro Heiporpoduueckoro dpaxropa (BDNF) u
BEPOATHOCTBIO Pa3BUTHS BBIPAKEHHBIX KOTHUTHBHBIX PacCTPONCTB:
npu naneHun ypoBHs BDNF Himke ompenenéHHOro mopora puck
KOTHUTHBHOTO AehHIuTa Bo3pacTand Oojee 4eM B JECSTUKPATHOM
pasmepe [4]. DTOT (GakT OTKPBHIBACT MEPCICKTHBHI ISl pa3paboTKu
OMOXMMHUYECKUX MapKEPOB MPOTHO3UPOBAHUS HEHPOPA3BUTUHHBIX

ucxonos npu M.
[IpUHIUNHATIBHO ~ Ba)XKHBIM ~ SIBJISICTCSl  YCTAHOBJICHHBIA  (hakT
3aBHCUMOCTH  BBIPQKCHHOCTH  KOTHUTHBHBIX  PAacCTPOMCTB  OT

Tonorpaduy MyTaruu: 4eM Jaiblle B JUCTAIBHOM HAIPaBICHUM T€HA
pacmoyiokeHa MyTamnus, TeM OOJblIee YUCIO MO3TOBBIX H30(POpM
yTpauWBaeTcsi M TEM CIOXHEE 10 CTPYKType OKa3bIBAIOTCS
Helporicuxonorndeckue HapymieHus [9]. JlaHHas 3aKOHOMEPHOCTH
HUMeeT IPSIMOe NMPAKTHYECKOe 3HAYCHHUE: TeHETHYECKOE 3aKIIIOUCHUE O
JIOKAJIN3aIMU MYTALUHX JOJDKHO YIUTHIBATECS HE TOJIBKO IS IPOTHO3a
JIBUTATEIFHOTO JeUIMTa, HO M JUIl OLECHKU HEHpOpa3BUTHHHOTO
pHCKa.

PaccrpoiicTBa ayTucTHYecKoro cmeKTpa Mpu MAI: 4acToTa H
KJIMHMYecKas cneunpuka. [losBieHrne ayTUCTUUECKUX YepT Yy JeTei

c HEPBHO-MBIIIEYHBIMH 3a0011eBaHIAMEI JoNToe BpeMst
BOCIIPUHMMAIOCh Kak ciydaiiHoe coBmageHue. Ceromus 3To
MIPEACTaBICHHE  IEPECMOTPEHO:  COBOKYIHOCTh  I'€HETHYECKHUX,

HEHPOBU3YAIN3ALMOHHBIX ¥ KIIMHUYECKHUX JIAaHHBIX CBUACTEIBCTBYET O
CHCTEMHOW B3aWMOCBSI3M MEXIy MACPHUIUTOM JUCTPOPHHA U
(bopmupoBaHueM ayTicTHYeCKOTro GeHoTumna. [1o cyMMapHBIM TaHHBIM
OMyONMMKOBaHHBIX HccienoBannii, PAC BBISBIAIOTCS y HAalMCHTOB C
IUCTpoUHOMATHAMH B AuamasoHe or 3 go 21% cmydaeB —
MOKA3aTeNy, KOTOpble Ha MOPSJOK IPEBBIIIAIOT BCTPEYAEMOCTh
ayTh3Ma B 00IIeH IeTCKoi nomysauud [ 5, 6].

Croinb 3HAYUTEIBHBII pas3bpoc B MOKAa3aTeIsIX
pacmpoctpanéHHocTH He ciydaeH. OH oOTpaxkaeT OOBEKTHBHYIO
CJIOXHOCTB AUArHOCTUYECKOI CUTyalluH: cTaHIapTHbIe Kputepun PAC
pa3pabaThIBaIUCh Ui HOMYJSALMU 0e3 TSHKENIOro COMaTHYECKOTo
3a00JeBaHuUs, ¥ UX MPIMOe TpuiokeHue K aersm ¢ MJIJ1 mopoxxnaet

cepbE3HbIE METOJI0JIOTUYECKHE  TPYIHOCTH. IloBenenueckue
OTpaHWYEHHs, BBI3BAaHHBIE CIA0OCTHIO MBIMII] IUIEYEBOTO IIOsCa,
CHIDKGHHEM  BBIHOCIMBOCTH M OOJNEBBIM CHHIPOMOM, MOTYT

BOCHPHHHUMATHCS KaK AeQUINT HHULMATHBBI B COLMAIILHBIX KOHTAKTaX.
CKyROCTh MUMHKH TIPH TTOPAXKEHUH JIUIEBOH MYCKYyJIaTyphl CIIOCOOHA
WMUTUPOBATh IMOLMOHAIBHYIO YIUTOIEHHOCTh. BCE 310 co31aéT puck
KaK TUIEpINarHOCTUKH, TaK 1 mpoirycka uctuaaoro PAC [6, 7].

Kmuangeckas xapruna PAC npu MJI/l B menom cOOTBETCTBYET
OOIIETIPUHATEIM ~ JUATHOCTMYECKMM  KPHTEPHSAM:  HApYILICHUS
COLIMAIBHOM KOMMYHHUKALIMM M B3aUMOJCHCTBUS COYETAIOTCA C
OTpaHUYECHHBIMH TOBTOPSIIONMMHUCS (hopMaMu MoBeneHus. Bmecte ¢
TeM psiA OCOOCHHOCTEH 3aciTy’KMBAaeT OTICIBHOrO BHUMaHuUsA. Bo-
MIEPBBIX, 3a/iepXkKa pedeBoro passutust npu MJ1J] Hepeako onepexaer
MaHH(ECTALMIO JBUIATENbHBIX CHMIITOMOB M MOXET CTaTh HEPBBIM
MOBOJOM  Anig  oOpameHnss K CHENHanucTy.  Bo-BTOpEIX,
WHTEIJUIeKTyanbHbIi neduuut mpu couerannn ML u PAC umeer
TEH/ICHIIUIO K TIPOTPECCUPOBAHMIO TI0 MEPE B3POCIIEHIS IAI[HEHTa, YTO
TpeOyeT perysipHOTO MOHHTOPHHIa KOTHHTHBHOTO CTaryca. B-
TPeThbUX, CONMYTCTBYIOIIAS SMUJIENCHs, YacToTa koropoil mpu M/
3HAQUUTENFHO  TPEBBINIACT  MOMYJSIIMOHHYIO,  JONOJIHUTEIHHO
yCyryoisieT HeliponoBeaeHIecKuid mpodmib [5].

[Ty6nukyemMble KIMHUYECKHE HAOMIOACHUS IEMOHCTPUPYIOT, UTO
coueranue MJI/] u PAC moxkeT mposBISITECS y’Ke B BO3pacTe ABYX-
TpEX JEeT, HEPEeNKO MpeAlIecTBYsl pa3BEPHYTOW KapTHHE HEPBHO-
MBIIIEYHOTO 3a00sIeBaHYs. Hmenno MIO3TOMY paHHHE
HEHPOIOBEIEHIECKHE OTKIOHEHHS — 3aepKKa (OPMHUPOBAHUS PEUH,
TPYAHOCTH COIMAIBHOTO B3aHMMOJCHCTBUS, CTEPEOTHITHBIC IBIDKCHUS
— JIOJDKHBI PaccMaTpHBaThCS HE HM30JMPOBAHHO, a B KOHTEKCTE
BO3MOXKHOT'O CHCTEMHOT'O T€HETHUYECKOTro 3a00JeBaHMs, TPEeOyIOIEro
onoxumuueckoro (ypoeHb K®K) m MoneKyIsspHO-TEHETHYECKOTO
obOcnenoBanus [5, 7].

HeiiponcuxoJyioruyeckuii  npouaib MNAalMEHTOB € M/
KorautuBaeie ocobenHoctu mpu MJIJ] mpencraBmsitor coboil He
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CIIy4aliHyl0 COBOKYIHOCTb HAPYIUEHUI, a J0CTaTOUYHO 3aKOHOMEpPHBIN
Helporcuxonorndeckuii narrepH. CpeAHEeCTATUCTUYECKHUN TOKA3aTeNb
YMCTBEHHOTO pPa3BUTHSl Yy TAaKHX IIAMCHTOB OKAa3bIBACTCS HIKE
MOMYJIAIHOHHOTO TPUMEPHO HA OMHO CTAaHJAPTHOE OTKIJIOHEHHE,
mpuuéM CHIDKEHHE 3aTparuBacT INPEHUMYIIECTBEHHO BepOalbHYIO
ctepy npu OTHOCHTEIIBHON COXPAHHOCTU HEBEPOATBHOTO MHTEILICKTA
[10]. Jannas mauccommanyis COTJIACYeTcsl ¢ MPEACTABICHUSIMH O POJIH
muctpopuHa B (yHkunonupoBanuu ['AMKeprudeckux CHHAICOB,
Y4acTBYIOMIKX B 00pabOTKe MOCIE0BATENIBHBIX CIIyXOBBIX CUTHAJIOB.
HUccnenoBanus c MIPUMEHEHUEM PpacIupeHHBIX
HEHPOIICUXOJIOTHYECKUX Oarapell MO3BOJIMIM YTOUYHHUTH TOHOrpaduio

korauTuBHOTO Aedummra npu  MJJI. Haubonee ys3BUMBIMU
OKa3bIBAIOTCS GbyHKIUU MOCTIeJ0BATEIBHON nepepaboTKu
vHpOpMaIK, CIOyxopeueBas paboyas MaMATb, MPOU3BOIBEHOE

BHUMAHHE U CKOPOCTh IICUXMYECKHUX MPOLEeccoB. BaxHO MOI4EpKHYTH,
YTO 3TH CIa0OCTH COXPAHAIOTCA y B3POCHBIX ManueHToB ¢ M/1J1, uro
CBUJICTENIECTBYET OO0 OPraHMYeCKOM, a HE BTOPHUYHOM CPEIOBOM
xapakTepe Hapymenuii [10].

CriekTp HeWponcHXHaTpUUECKuX KomopOumnocteir mpu M/ He

OrpaHHMYMBACTCS  AyTHCTHYECKMMH  pacctpoiictBamu.  CHHApPOM
neduita BHUMAHMSI C THUIIEPAKTHBHOCTBIO BbiiBisiercst y 11-20%
MAIMCeHTOB, 00CECCUBHO-KOMITYNIbCUBHBIC HapymieHus — y 5-60%,

IIPU 3TOM Pa3JIUIHBIE PACCTPONCTBA HEPEKO COUYETAIOTCSA Y OJHOrO U
Toro xe pebEHka [3]. D10 00CTOATENBECTBO TpeOyeT KOMILIEKCHOTO
HEHPONCUXUATPHUYECKOr0 00CIeOBaHMsI KaXaoro marpenta ¢ M/
BHE 3aBUCHMOCTH OT HAJINYUS SIBHBIX NTOBEICHIECKUX KaI00.

OTedyecTBEHHBIE JaHHBIE CBHUAETENBCTBYIOT O HEOTHOPOJHOCTH
korauTuBHOrO mpodmmst mpu MJIJl. B 3aBucumoctu OT cremeHu
BBIPAKCHHOCTH U CTPYKTYpHl HApyIICHWH BBIACISIOTCS JIETKHE
KOTHUTUBHBIE ~ paccTpoiictBa ¢ mpeoOnagaHueM  aeduiuTa
HEHPOJIMHAMUKH U MHECTHYECKUX (DYHKLHMH, yMCTBEHHAs OTCTAJIOCThb
pa3nuuHON TIIyOMHBI, aTUMHWYHBIE AyTHCTHYECKHE COCTOSHUA H
MICUXOOPraHUYECKUI CHHIPOM amatudeckoro Bapuanra [9]. [Toqobnas
KJIMHUYECKasl TEeTePOreHHOCTh OOYyCIOBIEHA B MEPBYIO OdYepelb
Ppa3Iu4MAMHU B JIOKAIU3ALMU U NPOTHKEHHOCTH MyTauuii rena DMD.

OTnensHOrO  BHMMAHHUS — 3aCiyXKHMBaeT IpobiemMa  paHHHX
MPEeAUKTOPOB KOTHUTUBHBIX HapyueHuit mpu M/I1. Ycranosneno, uto
3aJep)kKka  Hadaga CaMOCTOATENBHOM  XOAbOBI M OTCTaBaHHE
NICUXOPEYEBOr0 Pa3BUTUSL HA NEPBOM IOy XXHU3HH, (PUKCHpyEMbIE B
aHaMHe3e¢ IMOYTH y  TIOJIOBHUHBI  TAIMEHTOB, 3aKOHOMEPHO
ACCOLMHPYIOTCS C TMOCHEAYIOUMMH TPYyIHOCTSIMA OOydeHHs [2].
OnHaKo XapaKTepHO, YTO TAXKECTh JABUIATENBHOrO Aeduuura cama mo
cebe He ompeaenseT TAyOMHY KOTHHTHBHBIX PacCTpPOMCTB — o00e
cdepsl CTPafaloT OTHOCHUTENBFHO HE3aBHCUMO APYr OT Jpyra, 4To
JIMIIHUA pa3 NOJUEPKUBAET CaMOCTOSATENbHOCTh MO3TOBOM MATOJIOTUU
npu ML,

JuarHocTuyeckuid aaroputMm pac y aereii ¢ maa. Paspabotka
aJeKBaTHOTO JMArHOCTHYECKOro anroputMma st BeusiBieHus PAC y
mereir ¢ MJJ  mpencraBmsier  coboli  CaMOCTOSTEIBEHYIO
METOMONIOTHYECKyYI0 3anady. CTaHIapTHEIE MOAXOABI, IPHUMEHIEMBIE B
o0IIell MefuaTpu4eckod IMpPaKTUKE, HE YYUTHIBAIOT CHELUUKY
HEPBHO-MBIIICYHOr0 3a001€BaHUs ¥ IOTOMY HY>KIAIOTCS B a Il TallN.

llenTpanbHBIM  HPHHIMIOM  JODKHO  CTaTh  pasrpaHUYCHHE
MOBEACHUECKUX  MNPU3HAKOB, OOYCIOBICHHBIX  JBHUTATEIbHBIMU
OTpaHHYEHHUSMH, M Te€X, YTO OTPAKAIOT HCTHHHOE HapyIICHHE

COLMAIbHO-KOMMYHHUKATHBHOT'O PA3BUTHSI.
Cpenu uHCTpyMeHTOB AuarHoctuku PAC mpu M1/ HanGomnbmeit
uHpopmaruBHoCcThIO 0OnagaeT ADOS (Autism Diagnostic Observation

Schedule) —  crammaprusupoBaHHas ~— IOKana  HaONIOJCHHS,
NO3BOJSIIONIAS OLCHUTh KAYECTBO COLMAIBHOTO B3aMMOJICHCTBHS,
KOMMYHHKATUBHOE  IIOBEJCHHE W  HAIMYUE  OTFPAHUYCHHO-

MOBTOPSIFOIINXCS TATTEPHOB. BakHpiM mpeumymectBom  ADOS
SIBISIETCS BO3MOXKHOCTH BBIOOpA MOAYJSI B COOTBETCTBHH C YPOBHEM
pedeBoro pa3BUTHS, 4TO 0coOeHHO akTyansHO pu M1/, raoe peueBas
3aliepKKa BcTpeyaeTcs yacto. s panHero ckpuHuHra y nereit 1o 30
MecsiieB  mpumensiercs  M-CHAT, dyBCTBUTETBHOCTH KOTOPOTO
MO3BOJIAET BBISIBUTH TPYIIITY PUCKA €IIE IO pa3BEPHYTON KIMHUUECKOMN
KapTHHHI [5, 6].
[MpuHIMNUIaTPHO ~ HOBBIM
anropuT™Ma SIBTICTCS

DJIEMEHTOM
00s13aTeIbHOE

JIMarHOCTHYECKOT O
CONpSKCHUE

HEHPOTNICUXOIOrMIECKON OLICHKN C OObEKTUBHU3AIMEH IBUIATEIHHOTO
craryca. [llkana Xammepemur (Hammersmith Functional Motor Scale)
MIPEAOCTABISIET KOIUIECTBEHHYIO XapaKTEPHCTHKY (DyHKIIMOHATBHBIX
JIBUTATEIbHBIX BO3MOXKHOCTEH IAlMeHTa M II03BOJIIET COOTHECTH
BBIPAXCHHOCTh TIOBEJCHYECKHX HAPYLIEHHH C PEaJbHBIM YpPOBHEM
¢uzndecKkux orpaHuueHud. TecT 6-MUHYTHON XOABOBI JOMOTHAET 3Ty
KapTUHY, OTpaxkas (pyHKIHMOHAIBHBIM pe3epB MAalMEHTa B yCIOBUIX
no3upoBaHHOW  Harpy3ku.  CoOBMECTHOE  NIPHMEHEHHE  ITHX
HMHCTPYMEHTOB CYIIECTBEHHO CHIKAET BEPOSITHOCTD AUArHOCTHIECKUX
omMooK [6].

[NapaknuHudeckne MeTOAbl  3aHMMAIOT  BaXKHOE MECTO B
obcnenoBannn  manumeHtoB ¢ MJIJI uw momo3peHmem  Ha
Helpopa3BuTuiiHble paccrpoiictBa. MPT romoBHoro mosra Hepeako
00Hapy>KMBaeT yMEHbIICHHE 00bEMa CEeporo BEIIECTBA M M3MEHEHUS
6en0ro BemIeCcTBa, TOMOrpaUIecKu CBSI3aHHBIE C pacHpeelICHHEM
mUCcTpOGUHOBBIX  u30popM. DDO[-MOHUTOPUHT HEOOXOAMM IS
UCKIIIOYCHUSI  CYOKIMHMYECKOW SmumienTu(OpMHON  aKTHBHOCTH,
KOTOpast MO>KeT MAaCKHPOBATLCS MO MOBEJCHUYECKHE HAPYIICHUS WIN
YCYTyONsITh UX. MONEKYIAPHO-TEHETHUCCKUA aHaIn3 ¢ yTOYHEHHEM

JIOKaJIM3aluK MyTaluH MIO3BOJISIET 320J1arOBPEMEHHO
CTpaTUGUIMPOBATH MaLECHTOB o pHCKY pa3BUTHA
HEHPONICHXUATPUUECCKUX OCTIOXHEHUH [4, 5].

CyIIeCTBEHHBIM  OpraHM3allMOHHBIM  OapbepoM  ocTagres

JIMAarHOCTHYECKas 3aJepKKa: OT ITEpPBBIX KIMHHYECKHX CHMITOMOB
M/ no BepuduKaIym 1uarHo3a MpoxoauT B CPETHEM OKOJIO YETHIPEX
Jet [2]. DTo o3HayaeT, YTO 3HAYMTENbHAS YacTh JCTCH C JAaHHBIM
3a00JIeBaHIEM OKA3bIBACTCSI BHE TOJISI 3PEHHS CIICNUATNCTOB UMEHHO B
TOT KPUTHUECKUH TNEPHUOJ, KOTJa HEHMpOpa3BUTUIHBIE pacCTPOHCTBA
Haubonee mommatoTca Koppekuud. CKPUHHHIOBOE OIPEeNICHHuE
ypoBHI KDK y ManpumkoB ¢ 3aep:KKO MCUXOMOTOPHOTO Pa3BUTHS
MI03BOJIIET CYIIECTBEHHO COKPATUTh 3TOT Pa3phIB.
PeaOuinTanMoHHBIA  MOTEHHHMA] M TepameBTHYeCKHe
nepcnekTuBbl. COBpEeMEHHbIE JaHHBIE YKa3bIBAIOT HA TO, YTO
KOTHUTHBHBIC HapymeHus mpu MJJ] He sBisrores QatampHO
HeoOparuMbIMu. VIMeroluecs KIMHUYeCKUue HaOMIoAeHUs PUKCHpYIOT

YITydIIeHue HEHPOIICHXOJIOTTYECKOT 0 craryca  Ha  (one
MaTOr€HETUYECKON Tepanuu u LIeJIeHANIPaBICHHON
HEHUPOIICUXOJIOTHYECKON KOppEKLIUH, pUIEM HanOOJIbIIAS

3¢ PEeKTUBHOCTH OTMEUAETCsl IPH JIETKOM KOTHUTUBHOM PacCTPOHCTBE
U TICUXOOPTraHM4YecKoM cuHapoMme [9]. OTo momguépkuBaeT 3HaYCHUE
paHHEro Hawana peaOMINTAaIMOHHBIX BMEIIATENIBCTB, HE JOXKHUAASICH
HapacTaHus IeUIUTa.

[punimmuaneaeiM - ycrioBueM  3(G(GEKTHBHON — peaOHInTaiu
naieHToB ¢ MJIJI uw PAC sBisercs MyIbTUAMCHUIDTHHAPHOE
B3aumojeiicteue. Hesponor, aerckuil ncuxuarp, KIMHUYECKHH
MICUXOJIOT, JIOTONE/ M CHELMAIMCT NOo (DU3MYECKOW peadunmuranun
JIOJDKHBI paboTaTh B KOOPJMHUPOBAHHOM DPEXUME, Pa3felisisl eIUHOe
MOHUMAHKE IBOMCTBEHHOM NPUPOIbI HAPYIIEHUH Yy JAHHOTO NAllUEHTa.
®parMeHTapHbli  MOAXOA, TMpPH  KOTOPOM  JIBUrareiabHbIE U
HEWPOIOBEEHIECKHE MPOOIEMBI PACCMATPHBAIOTCSI H30JIMPOBAHHO,
HEN30€KHO CHIKAET Pe3yIbTaTHBHOCTH ITOMOIIIHL.

Hapymenuss BocmpusiTust SMOLMOHATBHBIX BBIPAKCHHH JHIA,
ommcanueie 'y geteid ¢ MJIJI, 3acmyXuBaroT 0coO0Oro BHUMaHHUS B
KOHTEKCTE peabiInTaIMy. 3aTpy JHEHHOCTD B pacro3HaBaHHU adexTa
3HAQUUMBIX B3POCIBIX OCIOXHIET CONMATIBHOE HAYYCHHE, CHIDKAeT
3¢ GEeKTUBHOCTH OBEJCHUYCCKUX MHTEPBEHIINI U HETaTUBHO BIIMSET HA
B3aMMOJCHCTBUE C MEIULUHCKMM [E€PCOHANOM. BiioyeHue B
peadHINTAMOHHYI0 MPOrPaMMy CIENUAIM3UPOBAHHBIX MOIYNIEH MO
Pa3BUTHIO COI[MAIBHOTO BOCHPHUATHS MOXKET CYIIECTBEHHO PaCIINPUTh
PpeabMIMTAIMOHHBIN MOTEHIMAN JAHHOU IpyTibl naruenTos [ 10].

C  mosummu  paspabartbiBAEMOrO0  HAMH  HWCCJIECIOBaHUSA,
HAIpaBIEHHOIO Ha M3y4YEHHUE YacTOTHI, KIMHUYECKUX 0COOCHHOCTEH 1
nuarHoctyeckux kpurepueB PAC y nereit ¢ M/I/1, ocoOyro meHHOCTB
MIPEACTABIICT UMCHHO CONpPSKEHHAS OLEHKA ayTHCTHUIECKUX UepT U
(YHKIIMOHAIBHOTO JBHTaTeNbHOr0 cTaryca. [Ipexmomaraercs, d9ro
npumenenne mkanx ADOS u M-CHAT B xoMOMHAmuu co IIKamon
XaMMEpCMHUT U TECTOM O-MHHYTHOW XOJbOBI MO3BOJIHMT HE TOJBKO
TOYHEC pPasrPaHUYUTh JBUTATEILHO OOYCIOBICHHBIE U HCTUHHO
ayTUCTHYECKHE IIOBEACHUECKHE TMATTepHBl, HO U BBIpaboTath
MepCOHU(UIUPOBAHHBIN MOAXOM K peabINTAIMU KaXI0r0 MallUeHTa.
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3ak/rouenne. V310xeHHbIE JaHHBIE TTO3BOJISIIOT CJIENATH BBIBOJ O
TOM, uyro MJJI sBasgercda CUCTEMHBIM  HEMpPOpPa3BUTUIHBIM
3ab0JIeBaHUEM, TIPU KOTOPOM MOPaXXEHHE TOJIOBHOTO MO3ra HOCHT
3aKOHOMEPHBI, a He CIy4aiHelidi xapakTtep. Jeuuur Mo3roBbIx
nzopopm auctpopuHa (HOPMHPYET YCTOHYHMBYIO OHOIOTHUECKYIO
MIPEAPACHONIOKEHHOCTh K HApPYIICHMSIM HEHPOpa3BUTHSA, BKIIOYAs
paccTpoicTBa ayTHCTHYECKOT O CIIEKTPa, YaCTOTa KOTOPBIX IPH JAHHOM
3a00JIeBaHUM MHOTOKPAaTHO IIPEBHIMIAET MOMYyJSIIUOHHBIH YpPOBEHB.
Jwuarnoctuka o3Ttux HapymeHud y gerer ¢ MJJ Tpebyer
CHENHATU3UPOBAHHOTO METOAOIOTMYECKOT0 MTOIX0/[a, YIUTHIBAIOIIETO
JIBUTATEJIbHBIC OTPAHIYICHUS AlUEHTOB.

Komrmuiexcnoe MIPUMEHEHHE HEHPOTICHXOJIOTMIECKUX
unctpymenToB (ADOS, M-CHAT) B coueranuu ¢ yHKIIMOHATBHBIMH

napaknuandeckumu  mMetomamu  (MPT, 33I,  monekymsipHO-
TCHETUYCCKUI aHaJN3) MPEACTABISETCS ONTHMAIBHON CTpaTeruei ams
TOYHOTO HEHPOICHXUATPUYECKOTO MPO(UIMPOBAHUS JAHHOI TPYIIIBI
nmanueHToB.  CBOEBPEMEHHOE  BBIABICHHE  HEHPOPa3BHUTHUHHBIX
HapyIICHUH U paHHee HavdaI0 MyJIbTHANCIUILUIMHAPHON peaduiuTayu
CHOCOOHBI CYIIECTBEHHO PACIIMPUTh PeaOMIUTAIMOHHBIA MOTEHIHAT
nerei ¢ MIJl W yiIydmiuTh MX JIOJTOCPOYHBIE  COLMAIBHO-
aJaNTaI[MOHHBIC UCXO/IBI.

JlanpHeiliee  M3ydye€HUE  B3aUMOCBSA3M  MEXIY TI€HOTHIIOM,
tonorpadueit myTarmu, podrieM MO3roBbix n30¢opm aucrpoduHa 1
HEWpOTOBEEHIECKIM  (DEHOTHUIIOM OTKPOET BO3MOXHOCTH  JUIS
MePCOHU(HUIUPOBAHHOTO IIPOTHO3UPOBAHUS U LEJCHANPABICHHOTO
TepaneBTHYECKOro Bo3aecTaus mpu ML

JIBUTATEIILHBIMHU IIKaIaMH (XaMMEPCMUT, TECT 6-MUHYTHOH XOABOBI) 1
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