NMPOrPECCUPYHOLWME
MBILLEYHBLIE

ONCTPODOUN

MNOONCTPOPUNN OKOLWEHHA N BEKKEPA.



MwogucTtpodomn ioweHHa n bekkepa. Popma [oweHHa
LLIMPOKO pacnpocTpaHeHa B MUpPE N BCTPeYaeTcd C
YacTtoTon 1 Ha 3500 HOBOPOXXAEHHbIX Manb4YMKOB, TOraa Kak
dopma bekkepa Habnogaetcs npumMmepHo B 3-5 pas pexe.



TepMUHOM «MblLLEeYHbIEe AUCTPOodnM» 0OO3HaAYaloT rpynny
KITMHUYECKM MONUMOPAHbBIX rEHETUYECKU
OeTepMUHUPOBaHHLIX 3ab0ieBaHnin, B OCHOBE KOTOPbIX
nexart nepBuYHbIE NMporpeccupytowme gereHepaTuBHbIE
N3MEHEHUS B MblLLEYHbIX BOSTOKHaxX. PasnnyHble popmbl
MNOOUCTPOdOUN OTNINHAKOTCS OPYr OT Apyra CBOen
reHeTu4yeckon NpUpPoaoun, TUNOM HacrnenoBaHUA, CPOKOM
aebtoTta, Tonorpadpuyeckum ceoeobpasnem
pacnpeneneHna MblleYvHbix aTtpoduin. K xapaktepHomy
KITMHUYECKOMY MapKepPy MMoanUCTpPoduin OTHOCUTCS
«YTUHasA» NOXoMKa, CBsA3aHHas CO CrnaboCTbio ArOANYHbIX
MbILLL, KOTOpPble PUKCUPYIOT Ta3 OTHOCUTESTLHO
©enpeHHon kKocTU. B pesynstate Bo BpemMsa xoab0bl
BO3HMKAKT HAKITOH Ta3a B CTOPOHY HEOMOPHOW HOI
(dbeHOMeH TpeHaeneHbypra) u KOMNeHCATOPHbIN HAKMOH
TyroBuLLaA B MPOTMBOMNOSIOXHYI CTOPOHY (peHOMeH
[ioweHHa). Kpome Toro, y 00sibHbIX MOXKHO HabsoaaTh
Xxo4b0y Ha nanbLax, YacTble NageHud, MearieHHoe
OBuratenbHoe passuTue 1 cneundunyeckme orpaHnYeHns
Npv NOAHMMAaHUN PYK BBEPX, NOgbEME MO NECTHULLE,
BCTaBaHWM C nona.



Tnosnorus u natoreHes. Mnoancrpodpum QroweHHa n
Bekkepa aBnsTCA annenbHbLIMU BapaHTamu,
HacrenyrTcs No peueccnBHOMY cuenfieHHoMy ¢ X-
XPOMOCOMOM TUMy 1 06ycrnoBsieHbl MO0 NOSTHbIM
OTCYTCTBMEM CUHTE3a, MO0 CMHTE30M AEedEKTHOIO
BbICOKOMOJSIEKYIISPHOIO LIUTOCKENeTHOro benka-
auctpoduHa. N3-3a otcyTeTBmMA gucTpodurHa
MNOUBPUNSIbI yTPaumMBaKOT YCTONYMBOCTD K LIMKITMYECKUM
akTam CoKpaLleHuns-paccrnabneHns n paspbiBatoTcs.
Capkonsiasmarndeckne memopaHbl CTAaHOBATCSA
HecTabunbHbIMKY, HapywaeTca paboTa MOHHbLIX KaHarnoB, B
pesyrnbraTe NoBbIWAaeTCA KOHLEeHTpaLuns cBOO604HOMo
BHYTPUKINETOYHOIO MOHU3UPOBAHHOIO KarnbLy1s, KOTOPbI
OKa3blBaeT HEKPOTM3UpPYOLLEee BNAHNE HA MblLLEYHbIe
BOJIOKHa, Bbl3blBad NX JIN3NC .



KnnHnyeckasa kapTuHa.

[lepBble KNUHNUYECKME CUMMTOMBbI Y BONbLUIMHCTBA
Masb4MKOB C MMO auctpodpuen [ioeHHa BO3HUKAKT 40
3-5 NeT XU3HU: HapyLwlaeTcda Noxoaka, 4eTU HaYNHaoT
4YacTo nagaTb, yTpaymsatoT
NoABWXHOCTb. PasBumBatowasacsa ncesno- runeptpodus
NKPOHOXHbIX MbILLIL, CO30aeT 0bMaH4YMBOE BrieyaTtrneHmne o
MblLLEeYHOW cune (puc. 6.3). Ncesgormneptpodum moryT
pa3BMBaTbCA TaKXe B ArognYHbIX, 4eSTbTOBUAHbIX MbiLULAX,
MbILLILAX XXMBOTa U A3blka. HakoHeL, MbllleYHasa cnabocTb
CTaHOBUTCHA HACTOMbKO ABHOWN, YTO peBEHOK C TPYAOM
BCTaeET C nosa, XoauT «yTUHOM» MOXO4KOW, UCMONb3yeT
MuonaTmndeckne npnemsl: «B3bmnpaHmne no cebe», «NogbLeEM
neceHkon» (cumntombl [oBepca).



[BurarensHble PyHKLUUN OTHOCUTENBHO CTabUNU3NPYOTCa MeXay
3 1 6 rogamMu Xn3Hu. B bonbLlUNMHCTBE cny4YaeB BO3MOXHOCTb
XOOUTb N NOAHUMATBLCA MO NeCTHULE COXPaHAETCA 40 8-NIeTHero
Bo3pacTta. OT 3 0 8 neT NponUCXoauT AanbHENLEE YKOpOYeHNEe
axXmnIoBbIX CYXOXUNUN U OPMUPYIOTCH PUKCUPOBaHHbIE
crmbartenbHble KOHTPaKTYpPbl B FOSIEHOCTOMHbLIX CycTaBax,
pPas3BMBaAKOTCA KOMMNEHCATOPHbIN MOACHUYHbBIW TMNepriopaos,
KNJOOCKOSIMO3 rpyaHOro otaena no3BoOHOYHMKA, HapacTarT
aTpodmn MblLL, begpa, Ta3oBOro, a 3aTeM U NIIe4YEBOro Nosica,
CMNHbI U NPOKCUManbHbIX oTAenoB pyk. ObpallaeT Ha cebs
BHUMaHNE Hanumume «CBOBOAHLIX HAANMEYNN», «KPbITOBUAHbLIX
nonaTtok», «0CUHOM Tanunx». Hepegko aTpoum mMblLuL
MaCKUPYHTCH XOPOLLO pa3BUTbIM NOAKOXHbLIM XXUPOBbLIM CINOEM.
YacTo passuBatoTca gedpopmaunm rpygHoun KIeTkn 1 cTon,
anddy3HbIN ocTeonopod. KoneHHble, crmbatensHble n
pa3rnbaTtenbHble NOKTEBLIE pedrieKkcbl MCHE3aloT B NEPBYHO
oyepenb, Torga Kak axunsoBbl pedriekCbl MOryT COXPaHATLCS
O0BOSIbHO Aonro. B Bo3pacTte 9 neT HeKOTopble AETU YXKe
nepeasuratoTcs C NOMOLLbIO Kpecna-KaTtanku, HO y 60nbLUNHCTBA
CMNOCOOHOCTb K CAaMOCTOATENIbHOMY NepeaBumXeHNI0 CoOXpaHaeTcd
BMJ1OTb A0 12-neTHero, a BO3MOXXHOCTb CTOATb - 40 16-neTHero
Bo3pacTa. CnabocTb AblixaTenbHOM MyCKynaTypbl U anadparmbl
obycnoBnnBaeT yMeHbLUEHNE XXN3HEHHOW EMKOCTU NErknx go 20 %
HODMbI, YTO NDUBOANT K aNn3oaamM HOYHOU MNoOBeHTUNSaUun



B yactn 60nbHbIX 0OHapPYXMBaKTCA pasfnYHbIE MPU3HaKK
9HOOKPUHOMATUM: aanno30reHnTasnbHbI CUHOPOM,
HMU3KOpOCNocCTb. BcBA3M ¢ gepuuntom uepedbpanbHbIxX
n3oopm gucTpourHa - anogncTpodPmMHOB Y HacTu
B6onbHbIX ¢ MnogucTpoduen [JoweHHa UMEET MECTO
YMCTBEHHas OTCTasfioCTb Pa3fiMdHON CTENEHU. TAXKECTb
NCUXNYECKNX HApPYLLUEHUN Y AeTen He COOTHOCUTCH C
BbIPa)>XE€HHOCTbLH MbILLEYHOro Aedyekta u ctTagmeu
MuoamncTpoduyeckoro npouecca. ObnuraTHbIM MPU3HAKOM
pasBepHyTOu CTagmn mmoguctpodum [ioweHHa aBnseTcs
rmnepTpodunyeckas, unu gunataumMoHHas,
KapauomMmonaTtus, KoTopas ConpoBoXaa- eTcs
HapyLLeHNAMU puTMa cepaua, paclunpeHmnem ero rpaHud,
ABNEHNSMMN cepaevyHon He4OCTaTOYHOCTM.
Kapanomunonatus - Hanboree 4yacrtas npMinHa
netanibHOro ucxoga npuv mmoguctpodum AroweHHa. K
neTanbHOCTU NPUBOAMUT TaKXKe OblxaTerbHad
HeOOoCTaTO4YHOCTb, KOTOpasa NpPoBOLMpYyeTCS
NHTEPKYPPEHTHBIMN UHPEKLMAMN UNK acnnpawmen.
BonbHble NOrnMbatoT Ha 2-3-M OECATUNETUN XKUSHM.



Mwuoguctpodpua bekkepa (puc. 6.7) MOXeT pa3BmBaTbCH
nocne 15-20 neT, NnpoTeKkaeT ropa3no msirde. borbHbIe €
aTOM POPMON MUOANCTPOPUN OOXKNBAKOT A0 3PENOro
BO3pacTa. HapylleHns nHTtennekTa angd Hee
HexapaKkTepHbl, peTpakLUNn CYXOXNITMN U KOHTPaKTYpPb!
MeEHee BblpaXkeHbl, YeM npu mmogmctTpodpumn [oweHHa,
KapauomMmuonaTtmnsa MOXeT oTcyTcTBoBaTb. OgHako y
HEKOTOPbIX BOMNbHLIX HAPYLLEHUS OeATENbHOCTM cepaua
BbICTYNAOT Ha MNePBbIN MNJ1aH U YacTo ABMIAOTCS
MaHUECTHbIM cuMnToMOM BonesHn. Kpome Toro, y 4acTu
bonbHbIX MHnogncTpoduen bekkepa coxpaHeHa
depTUNBLHOCTb, NO3TOMY B3pOCrible OONbHbIE Yepe3 A04b
MOryT nepegaBaTtb 3aboneBaHne cCBOMM BHYKaM («3dpdekT

aenar).
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[1narHoCcTuK

a
MMMyHOFI/ICTOXI/IMI/I‘-IeCKaFI peakuud

PeHTreHorpadma Kocten nomoraeT BbISBUTb aTpouto
anagusoB ANNHHBIX TPyO4YaTbIX KOCTEN, NCTOHYEHNE
KOPTUKASIbHOIO Cr0os, CY>KeHMe KOCTHO-CYCTaBHOIo
KaHana, oMdpys3HbIN OCTEOMNOPO3

Buoncua cepaeyHon Mol bl O6HapyXmMBaeT aTpoduto
MbILLEYHbIX BONTOKOH, MUHTEPCTULMATbHBIN Prbpos,
XUPOBYO MHUBTPaLNIO.



OudpdepeHunansHas guarHocTuka

Mwuoguctpodun [ioeHHa n bekkepa npoBoanTcs C
BPOXOEHHOW aucnnasnen Ta3obeqpeHHbIX CyCTaBoB,
BUTAMWH- D-PE3UCTEHTHLIM PaxmMTOM, NMPOKCUMaSbHbIMK
TMNaMM CrMHasIbHbIX aMUOTPOUI, NOSIMMUO3UTOM U
0epMaTtoMno3nTom, MeETaboNUYECKUMN N IHOOKPUHHBIMMN
MuonaTusamu.



[Mpn HaNM4YUM KNMHNYECKOro peHoTnna MmoancTpodonn
[loweHHa y AeBoYeK crieqyeT B NepByto ovepenb
NCKMIOYUTb Hann4yme X-ayToOCOMHbIX TpaHCnokauum nnm
OPYrMx XpOMOCOMHbIX abeppaumn ¢ 3anHTepeCcoBaH-
HOCTbIO X-XPOMOCOMbI, @ TaKKe HEKOTOpbIe Apyrne peakme
reHeTn4eckne BapmaHTbl. Kpome Toro, Tpedyetcs
NCKMYnUTL cuHapom LepelueBckoro- TepHepa (X-
MOHocomMust). C 3TOW Lenbo NPoBOAAT LUTOreHeETUYECKOE
nccrnegoBaHme KapuoTtuna.



