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Hoszopoockozo ocyoapcmeennozo YHugepcumema umenu Apocnasa Mydpozo

bonesupr Bepnuura-I'opmana — sro HAC/IEACTBEHHOE 3aDosieBaHHe, KOTOpOE
[IPOTCKACT C MOPAXEHMUEM HJIM TOJIHON NOTEPEHl NBUraTe/IbHBIX HCHPOHOB NEPEIHHX
POTOB CIIMHHOTO Mo3ra. BTopoe HasBaHue 3TOi MAaTONOrMHM CIIMHANLHAS MEIHEYHAS
atpopus. Ilpu sToM 4ame Bseero CTpajar0T MBILIIBI HOI, TOJIOBBI M ILEH, YTO
TTPMBOZIUT K HECMOCOOHOCTH NEpKaTh IOJIOBY, MON3ATH, XOIUTh, CaMOCTOSTEJILHO
TJIOTaTh, jAbiuath, Moprarte. bonesns Bepauura-l opmaHa Haciemyercs 1o
dYTOCOMHO-DELICCCHBHOMY ~ THITY, T.e. 00a pOOMTEeNs ABNSIOTCH HOCHTENSIMU
NaTOJIOrM4ECKOro reda. Ilatonormueckuil reH HaxomuTCs B S XpOMOCOME H ObLI
HACHTHOHIMPOBaH B 1995 rogy. Onmako 6071e3Hb GbLIa XOpOLIO OIMCaHa eIlué B
1891 romy. Beero ¢ Heit poxxnaercs 1 peoEHok M3 10000 HOBOPOXKIEHHBIX, HO B
Pa3HBIX CTpaHax 3Ta UM(ppa CHIBHO pasnuyaercs. Ho ecinu FOBOPHTE O HOCUTEIIAX, TO
KaxaApiAi 50 YenoBek HMMeeT 3TOT TreH. OOHapyKMBAIOT HEJOPa3BUTHE KJIETOK
NICPENIHNX POTOB CIIMHHOIO MO3Ta, JAEMMENTMHH3ALIUIO NepeAHNX Kopewmkos. Yacrto
HMEIOTCsA aHAJIOTMYHBIE U3MEHEHHSI B ABUIATEbHBIX AApax u kopewkax V, VI, VII,
1X, X, XI u XII yepennsix HepBoB. B ckeneTHbIx MBIIAX HEMPOTEHHBIE U3MEHEHUA
XApaKkTEpHU3yIOTCH «ITyYKOBOH aTpodueil», wepenopanmem aTpOPUPOBAHHEIX U
COXPaHHBIX My4KOB MBIMIEYHBIX BOJIOKOH, @ TAKXKE HapyleHUIMH, TUTIMYHBIMHA 1S

MCPBUYHBIX MHMOTIATHH (TMANMHO3, TUNEPTPOGUS OTHENBHBIX MBILCYHBIX BOJIOKOH,
THTIEPIIIA3KA COCAUHUTENILHON TKaHH).

Paznnyaror Tpu dopmel 3a6onesanus:

Bposicoénnan, npn KOoTOpO# CHMITOMBI HAYMHAIOT MPOABNATECA B TEPBLIE
HECKOJIEKO MECALIER MIOCIIE POKAECHHS HJIM CPa3y MOCE MOSBJICHHUS HA CBET.
Pannas 0emckas, npu KOTOPOi CHMITTOMBI O0HapyKHBAIOTCA B BO3pacTe OT 6
MecALeB o 1,5 ner. '
. Ilo30nas 0emckaa. 3neck OCHOBHbIE TpU3HaKK 3a00JIEBaHUA MOMKHO YBHIETH
TOJIBKO IIOCTIC TOTO, KaK peOEHKY MCTIONHUTCS Gollee ueM NONTOpa roza.
[Ipn s3TOM camoii TsxEnoi (OPMO¥ CUMTAETCA MMEHHO BPOXKIEHHAS.
’ [pu eposicoennoi gopme neru POXKIAtOTCst C BANLIMYU Tape3amu. C nepBbix
AAHCH XH3HH BBIPDAKEHBI FeHEPaM30BaHHAs! MBIIIEYHAS THIOTOHUA H CHIDKEHHE TG0
ﬂTcchane rIybokmx peduekcor. Pano onpenensiorcs Oynie6apHbie paccTpoiicTaa,
IIPOABJIAIONINECS BANBIM COCAHMEM, ClabBIM KPUKOM, (aclMKyJISIUIMH S3bIKa,
CHIDKCHHEM rIoTOHHOTO pedmekca. Briarngercs mapes muadparmol. 3abonepane
cogerai’rm C KOCTHO-CyCTaBHBIMM Ne(OPMALIUAMMU: CKONHO30M, BOPOHKOOGpPA3HOi
[PYAHOH  KJIETKOH, KOHTPaKTypaMM CyCTaBOB. PasBMTME CTATHYECKUX ¥
JIOKOMOTOPHBIX (pyHKUMH pe3ko 3amensieHo. JInms y OTrpaHMYEHHOr0 YMciia Aereil ¢
OoneiiuM  onosnanuem bopmupyerca  crnocobHocTh  jepwath rojIoBY U
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CaMOCTOATENBHO CamuThesa. OHAKO NPUOGPETCHHBIC ABUrATE/IbHBIE HABBIKM OBICTPO
perpeccHpyloT. Y MHOIMX JeTedl. ¢ BpOXAEHHOM ¢opmoit OGone3Hu CHIKEH
WHTe/wIeKkT. YacTo HabmionaroTca BPOXKACHHBIE MOPOKM pa3BUTHA: Tuapouedanus,
KPUIITOPXH3M, T€MAHTHOMa, AMCIIa3uA Ta300edpeHHBIX CyCTAaBOB, KOCOJNANOCTB.
Teuenue OBICTPO  IIPOTrpECCMpyIOLIEe, 3JI0KAYeCTBEHHOe. JleTaysHBIM  HCXOA
HacTynaeT 1o 9-nerHero Bospacta. OnHOM M3 OCHOBHBIX NMPUYHH CMEPTH _ﬂmmi‘ca
TSKENbIE COMATHYECKHE paccTpoicTBa (CEpAEYHO-COCYAUCTas - U AbIXareibHasd
HEJOCTaTOYHOCTE), O0YC/IOBJICHHBIE CIAabOCTHIO MYCKYJIaTyphl PPYAHOM KIETKH H
CHMKEHUEM YUACTHS €€ B (PH3HOJIOTHH [IBIXaHHA. - s _
[Ipu panueii oemckoii (popme NepBLIE NPHU3HAKM OOJIE3HHM BO3ZHHKAIOT, Kak
NIPaBUIIO, HA BTOPOM IOJYTOAMH KM3HU. MOTOpHOE pa3BUTHE B TEUCHME HEPBBIX

'MECHLIEB YIOBJIETBOPUTENBHOE, JI€TH CBOCBPEMEHHO HAYMHAIOT JEPXKAaTh IOJIOBY,

CHIEeTh, MHOTLA CTOATE. 3aboneBaHME pA3BUBACTCA IIONOCTPO, HEPEIKO IOCI]E
MHGEKIMY, THMEBONR HHTOKCUKALMHU. Bsyible napess! [epROHAYANBHO JOKAIM3YIOTCS
B HOrax, 3areM OBICTPO PpACIpPOCTPAHAIOTCA Ha MBINLE TYJIOBHIIA H PYKH.
Nuddy3Hsie MbIIIEYHEIE aTPOGUU COYETAOTCA ¢ (GaCUMKYIANUAMH A3bIKa, MEJIKHUM
TPEMOPOM TIANBIER, CyXOKMIBHBIMH KOHTPaKTypaMu. MBIIIeUHbIH TOHYC, ITyGoKHe
pedieKChl - CHIDKAIOTCH. B TO3AHMX CTROMAX BO3HMKAIOT TeHEPAIN30BAHHAL
MBILLICYHAs I'MIIOTOHMA, ABICHUA OypbapHOro napanuya. TedeHHe 3710Ka4€CTBEHHOE,

XOTS ¥ MATYE TI0 CPABHEHHUIO C BPOXKAECHHOM (Gopmoit. JleTajpHbI MCXOM HACTYTAET K

14-15 ronam >XKuU3HH. _ s

Ilpu nesodneit gpopme nepsbie Npu3HaKK Gone3nu BO3HUKAIOT B 1,5-2,5 roxam.
K 3TOMy BO3pacTy y HeTell MOJHOCTBIO 3aBEPIIEHO (POPMHUPOBAHHME CTATHYECKUX K
JIOKOMOTOPHBIX qyyﬂxuﬁﬁ. BoNbBIIMHCTBO AETEH CaMOCTOATENBHO XOAAT M Oeraior.
3aGoneranne HAYMHAETCS HE3aMeTHO. JIBMDKEHHS CTaHOBATCS  HEIOBKUMH,
HeyBEPEHHBIMH. J[eTM 4YacTO CIOTHIKAIOTCHA, NAnaloT. M3MeHsercs Ioxoka — OHH
XOmAT, Crubas HOTH B KONeHAX (MOXOHKA «3aBOAHOH KyKibDy). Bsuible mapessl
MEPBOHAYAIBHO JIOKANMU3YIOTCA B TPOKCHMANBHBIX TPYNNaxX MBIIL HIDKHHX
KOHEYHOCTEH, B  JajbHEWIIeM CpPaBHMTEIIEHO MEUICHHO IIepexofdarT Ha
IPOKCUMAJIBHBIE TIPYIIBEl  MBIIL BEPXHHX KOHEYHOCTEH, MBINILI TYJOBHINA;
aTPOGdUM MBIIIL] OOBIHO MaJlI03aMETHBI BCIEACTBME XOPOLIO Pa3BUTOrO MOAKOMKHOIO
KUPOBOro crog. TUNHMYHBI MENKHH TpeMop HanbueB, OynbOapHele CHMITTOMBEI —
dbacuukynanum ¥ arpodua A3bIKa, CHUKEHHE INIOTOYHOIO M HEOHOro peduiekcoB.
Imy6okue pedrekchl yracaloT yke B paHHHX crammsax Gonesnn. KocTHO-cycTaBHBIE
nedopMauyy pa3BUBAOTCH napajyiebHO OCHOBHOMY 3abosieBammio. HawuGornee
BhIpaXKeHa nedopmanua rpyaHoi knetku. Teuenye 3MOKaYECTBEHHOE, HO MATYE, YEM
y mnepeeiXx JByx (opm. Hapyuenue cHOCOOHOCTH CaMOCTOSTENbHOM XOIBOEI
npoucxoguT B 10—12-netHeM Bo3pacTte. bonbHbIe XUBYT 40 20-30 JieT. _

JlMarHo3 CTPOMTCS Ha OCHOBAHMM JAHHBIX T€HEaJOTMYECKOTO AaHAJM3a
(ayTOCOMHO-PELIECCUBHBIN THII HACHEAOBaHMWA), OCOOEHHOCTEH KJIMHMKM (paHHee
Hayano, Hammuue AUP@Py3HBIX arpoduil ¢ MNPEeHMMYNIECTBEHHOH JIOKanu3auueid B
NPOKCHMAJBHBIX TpyNiiax MBI, TeHEpPaNM30BaHHON MEIIEYHOM TI'MIIOTOHMH,
acHuKyIALMM A3bIKA, OTCYTCTBME ICEBAOTHNEPTPOQHHA, NPOrpaiueHTHOE H B
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GOJBILMHCTBE  C/Iy4aeB  3J/I0Ka4E€CTBEHHOE  TCHEHHC M ap.), pesyjbsTarax
snexTposeiipoMuorpadun M JaHHLIX GMOINCUM CKEJIETHBIX MBI, BBIABJIAIOLINX
[I€HEPBALMOHHBIA XapaKkTep W3MCHEHHH. IvpdepeHumpoBarb BpPOKACHHYIO H
paHHIOK (OpMBI CEAYET B NEPBYIO O4YEPEAb OT 3a00JIeBaHHH, BXONALIMX B IPYIITY
CHHIPOMOB C BPOXKIAEHHOU MbIIEHHON TUNOTOHUEN (CHHAPOM «BAJIOTO pebeHKa»):
amuaroHur OnrmieHreliMa, BpOKIECHHON 100poKadeCcTBEHHON dhOpMBI MBIILIEYHOM
aucTpoduy, HAC/EACTBEHHBIX Gone3zdeiir oOMeHa  BELIECTB, XPOMOCOMHBIX
cupapomos ¥ ap. Ilosguiow ¢opmy CrneAyeT OTrpaHMHnBATL OT CIYHaJIbHOM
amuorpoduu Kyrennbepra-Benanaep, nporpeccupyrouux MBIIIEYHBIX JTUCTPOhUH
JromienHa, Opba-Pora u ap. _

PazpaboTana TONBKO CHMNTOMATH4YECKasd Tepanui © nprMMeHeHHeM O00JIBIIOr0
KOJIMYECTBA CaMbIX Pa3HBIX JIEKAPCTBEHHBIX MPEMApaToB, TaKMX Kak npenaparel,
yaydlaiomne TpoQuKy HEpBHOH TKaHM: nepeOpOoM3nH, KOPTEKCHH, aMUHAJIOH,
HOOTPOIIWII, JIyLleTaM.
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