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MotopHoe pa3ssutue pebeHka ¢ cuHapomom JlayHa, a TaKXKe COCOBHOCTb K OBNAJEHNIO COLMaNbHbIMU HaBblKaMy B 3HAYUTENb-
HOW CTerneHu 3aBUCAT OT COCTOSIHWSA €ro ONOpHO-ABUraTeNbHO cucTemMbl. Ocobylo ponb B pa3BUTUM OPTONEAUYECKOI naTono-
rm y pebeHka c cuHapomom JlayHa urpaeT aHomanbHOEe CTPOEHWE KomnlareHa — 6esika, IBNsLEerocs BaXHbIM CTPYKTYPHbIM
KOMMOHEHTOM CYXOXWJINIA, XpsLLEeN, KocTel, Koxu. JTa cneunduka obycnosneHa Tem, YTo OAWUH U3 TUNoB KonnareHa (VI) 3ako-
[MpOBaH B reHe, pacrnosioXXeHHoM Ha 21-i1 xpomocome (collagen, typ VI, alpha 2; COL6A2; uutoreHeTU4ECKUI NTOKYC 22G23;3).
KoHeuHbI pe3ynbTaT runepnpoayKumm 3Toro reHa y nofen ¢ cuHapomom JlayHa — cnabocTb CBI3OYHOrO annapara, NpuBoAs-
Las K runepmMo6unbHOCTH, HeycTol4MBocTu cycTtaBoB. k. Meppuk u ero konneru [5], o6¢cnenoBas 475 nauMeHTOB C CUHAPO-
mom [layHa B Bo3pacTe cTaplue 6 net, 0GHapyXunu, 4To runepmMobunbHOCTb CYCTaBOB XxapakTepHa ans 44 % feteii B Bo3pacTte
ot 6 pgo 10 neT, ansa 18 % pertenn 11-19 net n nuwb ans 5,9 % o6cnefoBaHHbIX, BO3PACT KOTOPbIX NpeBbiwan 20 net. Takum 06-
pa3oM, HeyCTOWYMBOCTbL CYCTaBOB B GONbLUMHCTBE CNy4aeB OTMEYaeTCs B AETCKOM BO3pacTe U B COYETAHUM C MbILIEYHON rUno-
TOHMEN OKa3blBaeT BNUSIHNE Ha BOSHMKHOBEHME M NPOrpeccupoBaHne OPTONEANYECKOI NaTONOMNK, a TaKXXe Ha TeMMbl Pa3Bu-
TUA KPYMHOW N MEnKow MOTOPMKK peb6eHKa B nepBble AeCATb JIET XU3HU. MpuynHa B TOM, YTO HEYCTOMYMBOCTb KPYMHbIX
CYCTaBOB NPUBOAMT K HapyLUEHWIO NPONPUOLENTUBHON YYBCTBUTENbHOCTA U BOSHUKHOBEHUIO Y fieTel TPYAHOCTEW B OpUeHTa-
LMK COGCTBEHHOro Tenla B NpocTpaHcTBe. Pe6eHoK ¢ cMHAPOMOM [layHa NpoXoAUT Te Xe 3Tanbl pa3BUTMS MOTOPHbIX HaBbIKOB,
YTO M 06bIYHBIN Pe6EeHOK, HO 3aMeTHO MefJieHHel. HapyLueHre nponpuoLenTUBHON YyBCTBUTENIbHOCTHU, BEPOSITHO, CMOCO6CTBY-
€T 1 NOBbILLEHHOMY TPaBMaTU3My.
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[T03BOHOYHUK YEnoBeKa, Kak U3BECTHO, coYeTaeT B cebe CBOW-
CTBa MOBUIBLHOCTM M CTAbUILHOCTU. MOBUITLHOCTL MO3BOHOYHM-
Ka 3aBWCUT OT OCOBEHHOCTEN CTPOEHWS MO3BOHKOB, BEMMYMHBbI
MEXMO3BOHOYHOIO AMCKa, MPOYHOCTU CTPYKTYp, 0obecrneymsaro-
LLIMX CTABUNBHOCTL B JaHHOM oTaene. Camoii NoABUXKHON YacTbio
MO3BOHOYHMKA ABMSETCS €ro LENHbIN OTAEN.

Cpeny opToneauyeckyix NaTonoruii, BeCbMa pacnpocTpaHeH-
HbIX NMPY TPUCOMUM-21, BbIAENAETCS aTNaHTo-aKkcmasbHas HecTa-
6UIbHOCTb — MaToNornyeckas MoaBWMXHOCTL B cycTtaeax 1 (at-
naHT — Cl) n 2 (akcuc — ClI) LelnHbIX NO3BOHKOB, KOTOPAs MOXET
BbIpaXarbCsi SIM60 B YBESIMYEHUW aMNanTyabl HOPMasibHbIX ABU-
XEHUNA, MO0 B BO3HWKHOBEHUN HEXAPAKTEPHbIX A1 HOPMbI HO-
BbIX CTEMEeHen cBo60Ab! ABVXEHWIA.

[poBefeHo HeManoe KonmM4ecTBO UCCNER0BAHNIA aTIaHTO-akK-
CUanbHON HecTabunbHOCTK [2, 4]. PeHTreHonornyeckme npusHa-
KV 9TOro COCTOSHWS BCTpevatoTes npumepHo y 13 % B3pocnbix
C CMHApoMOoM [layHa, Npy 3TOM KIIMHUYECKME CUMMTOMbI OTMEYa-
toTcs MeHee YeM Yy 1,5 %, MpenmMyLIeCTBEHHO CPeay XEHLLWH,
1 MOYTM BCErAa CBA3aHbl ¢ TpaBMor. OCHOBHBLIM CYMMTOMOM Hec-
TabuIbHOCTW ABNAETCA 60/b MW OUCKOMOPT B LUee, KOoTopble
CTaHOBATCS NPUYUHON XPOHUYECKOTO PEOIIEKTOPHOrO Hanpsxe-
HUA LWENHbIX MbIWL,. Y OeTel HecTabunbHOCTb ABNAETCA Mpu-
YMHOW pasBMTMA OCTPON KpuBOLLEW. B Havane 3aboresaHus
0TMEeYaeTCs MOBbILLEHHbIN TOHYC napaBepTedpanibHbIX MbILLL,
KOTOPbIV NPUBOAMUT K X MepeHanpshxeHuto. HapyLuaetcs MUKpo-
UMPKYnALMA B Mblllle U pa3BuBaeTCA ee FI/IFIOTpOCbVIH, CHUXa-
eTca TOHyC. B Lwee nosiBnsieTcs 4yBCTBO HEYBEPEHHOCTW Mpw
LBWKEHWAX. MoMUMO 6071 U MbILLIEYHOTO HAMNPSHKEHWs nNpu aT-
NaHTO-aKCcMabHOW HECTABUNBHOCTW MOTYT OTMEYaTbCs HapyLLe-
HUe MOXOAKM, MaToNorn4yeckne HeBPONOrnYeckue pedrieKkcol,
pechnekc BabuHCKOro y B3pOCbIX, BbICOKUE Fy60KNE CYXOXMITb-
Hble pedirieKChbl U HEKOTOpbIE APYrie CUMMTOMBI.

CornacHo pekomeHgaumu EADS (EBponenckorn accoumaumm
YYEHbIX, M3yHatoLLMX NPobrieMbl, CBA3AHHbIE C CUHAPOMOM [ay-
Ha) MPOBEAEHWE PEHTTEHOMOMMYECKOrO UCCNER0BaHNS LLENHOrO
oTAena No3BOHOYHMKA LETAM C CMHAPOMOM [layHa onpaegaHo
TOMBKO MPW HaM4uM nokasaHui. B To Xe Bpems ameprKaHcKue
KOMMern HactamBalT Ha 0643aTeSlbHOM PEHTreHONOrMYECKOM
nccnefoBaHuM LIEWHOro OTAena Mo3BOHOYHMKA B BO3pacTe
3-5 neT. B nto6om cnyyae pekomeHgaums no orpaHNHeHnto aBu-
)KEHVII7I, CBA3aHHbIX C NMOBbILLEHHbIM nepepaarméaHmeM LLen, cHu-
TaeTca akTyanbHOW AN BCeX Nlogen ¢ cuHgpomom [ayHa, oco-
6EHHO B [ETCKOM BO3pacTe. PEHTreHONnorm4yecknii CKPUHUHI
aTtfiaHToaKcuanbHoW HecTabunbHOCT NPOBOAMTCS BCEM, KTO
yyactsyeT B CneumanbHbix Onumnuiickux Urpax.

Ckonuno3 Takxe fIBNISIETCS BeCbMa pacrnpOCTPaHeHHOW naro-
fiorven y geten ¢ cuHgpomom [layHa. Yactorta ero cpegu atmx
naLMeHTOB NoKa TOYHO He onpegesnieHa. CunTaeTcs, YTo NOSoBM-
Ha NoApOCTKOB C CMHAPOMOM [layHa UMeeT HapyLLeHne 0CaHKu
pa3HOW CTEMEeHN BbIPAXXEHHOCTY.

3aboneBaHnsIMM Ta306epEHHOro cyctaBa CcTpagatoT 5-8 % ae-
Tew ¢ cuHgpomoM [layHa [4]. [JlocTaTo4HO pacnpocTpaHeHHo! na-
TOMNOrnen ABNSETCA NOABbIBUX Ta306€ApEHHOro CycTaBa, 4acto
HE CBA3aHHbIN C aHOMasbHbIM CTPOEHVEM BEPTITYXXHOW BNaAWHbI,
a BbI3BaHHbIN CNeungUIECKUM COHETaHNEM MbILLEYHOW MUNOTO-
HUW 1 cNabocTn CBA30YHOro annaparta. /IHTepecHo, Y4To noaBbl-
BUX Ta306e[pEHHOro CycTaBa No4TU HUKOrAa He 06HapyXmBaeT-
cay peTen ¢ cuugpomMom [ayHa npuv poxgeHun. Hao6opor, valle
OH AMarHocTupyetcs y Hux B Bo3pacTte 3—13 niet [6]. XapakTtep-
HbIM ANs MIafeHLEB ¢ cvHApoMoM [layHa ABnseTcs Tak HasblBa-
emas He3penocTb Ta306eApeHHbIX CYCTABOB C MO3LHUM NOsiBne-
HUEM 5ilep OKOCTEHEHUS.

[pyroe 3aboneBaHve, pacnpoCTpaHEHHOEe cpean [heTen
¢ cuHapomoM [layHa, — 60ne3Hb [epTeca (acenTnyeckuin HeKpo3
rONoBKW 6efpeHHON KocTy). MepBbIM KIMHUYECKUM CMMTOMOM
37OV 60NEe3HM ABASETCSH XPOMOTa C YMEPEHHOW 6ONE3HEHHOCTBIO
1 OrpaHU4eHeM NOLBWKHOCTH, & B AasibHELLEM W C NOHOW No-
Tepen OBVXKEHNS B cycTase. [lnarHo3 ycTaHaBiIMBaeTcs no crie-
LMPUYECKUM PEHTIEHONOrMYeckUM npuaHakam [3]. Ha panHux
cTagmsax 601e3HM UCMONb3YETCH KOHCEPBATUBHOE NEYEHe, B TH-
XenbIX CIy4asx NPOBOAUTCA XMPYprveckas KoppekLys.

Anndr3eonn3 ronoBkM 6eAPEHHON KOCTU [OCTATOYHO PenKo
BCTPEYaETCH Y NOAPOCTKOB C CUHAPOMOM [layHa 1, Kak npasuso,
CBSA3aH C OXWUPEHVEM U TMMOTUPEO3OM.

HecTtabunbHOCTb HagKoneHHUKa npu cuHgpome [ayHa, no MHe-
HUIO pa3HbIX aBTopoB, focTuraeT 20 %. Yacto 310 yMepeHHbIN
NoABbIBUX C 6€360MEe3HEHHBIM OrPaHNHEHNEM LBVKEHUS B KO-
NEeHHOM cycTaBe. Ha HavanbHbIX cTagusax BecbMa 3(h(eKTUBHO
KOHCEPBATVBHOE Jle4eHune, BKIoYatoLLee NpoBeAeHe creLyarb-
HOro KOMMMeKca ynpaxHeHU Nog pyKoBOACTBOM peabunmtono-
ra, a Takxe HoLleHue cneuuansHoro opresa. CTOUT OTMETUTb
BaXXHOCTb PaHHEro BMeLLATEeNbCTBA, MOCKOJbKY MNO3AHSS KOPPEK-
LM MOXET YXYALUNTb NPOrHO3 NEYeHNs.



MaTtonorua cton

JNeyeHune n npochmnakTMka opToneguyYecKUX HapyLueHUm

MpodmnakTika u, B HEKOTOPOW CTEMEHW, NIEYEHNE OPTONEaNYECKMNX HAPYLLEHWA Y feTel ¢ CMHApoMoM [layHa CBOAATCA K YMEHbLUEHWIO
U36bITO4HOV NMOABKHOCTM CYCTABOB, KAk KPYMHbIX, TaK U MENKUX, 32 CHET YCUIMEHMUs TOHYCa MbILLIL, YTO YKPENASET MbILLEYHYIO MOAAEPX-
Ky rMnepMobunbHbIX CycTaBoB. C 3TOW Lienbio Ha NepPBOM rofy >XW3HWU Mpy OTCYTCTBMM NPOTMBOMNOKA3aHUI NPOBOAATCS KypChl neye6Ho-
ro Maccaxa, 06bI4HO He MeHee YeTbipex. Pruanyeckue ynpaxHeHUs PEKOMEHAYIOTCS BCEM AETAM C paHHEro Bo3pacta, npu SToM cregy-
€T nsberatb THXENbIX (HUNYECKUX HArpy30K.

[ns oueHKM 1 hopMUPOBaHMA OCHOBHBIX ABUraTeslbHbIX HABbIKOB Y AETEN paHHEro Bo3pacTa ¢ CYHAPOMOM [layHa NPUMEHSIOT CTaH-
[apTU3NpOBaHHbIN METOA, cnewlmanbHO paspaboTaHHbIN ronnaHackum yy4eHsim MNetepom Jlaytecnarepom. Metogn JlayTtecnarepa [1], oc-
HOBaHHbIA Ha 3HaHNAX 0COGEHHOCTEN pas3BUTUS JeTen ¢ CMHAPOMOM [layHa, BKMoYaeT B cebs MeToanKM 06CNefoBaHNs YPOBHS passi-
TWS OCHOBHbIX ABUraTesibHbIX HaBbIKOB pebeHKa 1 COCTaBMEHUs NPOrpamMMbl abUNMTALMOHHBIX 3aHATUI C HUM.

BorbLUoe BHUMaHWE y AeTel paHHEro Bo3pacra cregyet yaensts 06yBu, 0CO6EHHO MEPBON 06YBM B XU3HWU Manbiwa. [epBble Lwarm
pebeHOK JOMKEH Aenath 06yTbiM. X0guTb 60CMKOM MO POBHOW NMOBEPXHOCTU (MOMY) He PEKOMEHAYETCS, TakK Kak 3TO CMOCOBCTBYET Ymuio-
LLEEHWIO CTOMbI U pa3BuTuto ninockoctonust. O6yBb NOMKHA ObITb BHICOKOW, XOPOLLO (OMKCUPYIOLLIEN FONEHOCTOMHLIN CYCTaB, C CynuHaTo-
poM, M rnaBHoe — nogxoasLuen no paamepy. O6yBb Ha BbIPOCT HOCUTL HEMb3S, MOCKOMbLKY CYyNMHATOP BOMKEH TOYHO COOTBETCTBOBATbL
cBofy CTonbl. PekomMeHpyeTcs NoKynaTtb HOBYKO 06YBb. [1paBuiibHO BbiGpaHHas 06yBb MOMOXET PeBGeHKY JlyHLle OpPUEHTUPOBATL Ce6s
B MPOCTPaHCTBE M ByfeT Crnoco6CTBOBATL PA3BUTUIO KPYMHOW MOTOPUKW.

[Ons ynyyweHuns obLLero TOHyca MbiLLL, BeECbMa 3(hEKTUBHBI 3aHATUS B 6acceriHe, MOCKOMbKY Npuy NnaBaHuuy B paboTy BOBMEKAOTCA
MOYTW BCE FPyNMbl MbILLL, NPY 3TOM Harpy3ka Ha NMO3BOHOYHUK MUHUMAIbHA.

Y peten 6ornee crapLuero Bo3pacTa, a Takxe y B3pochbix C cMHApoMoM [layHa NpoBOAAT NPOUNaKTUKy OXUPEHNS, TaK Kak U36bl-
TOYHas Macca Tena yBenMyMBaeT Harpy3Ky Ha KOMEHHbIE, Ta306edpEeHHbIE CYCTaBbl U MO3BOHOYHUK.

B uenom gwmanyeckas akTBHOCTb U fie4ebHas PU3KynbTypa ABNAITCS KI0YOM K NPouIakTnke 60bLUMHCTBA OPTONEANYECKUX Ha-
pyLUeHUr npu cuHgpome [ayHa.





