MunoToHun4yeckmne
cuHApoMbl. MMOTOHUA
TomMmceHa

CoHpak Hapexna
1432



* MMOTOHUNA — HapyLLEHMe CrOCOBHOCTU K penakcaumu,
nposaBnaeTcs BpeMeHHON CKOBAHHOCTbLIO

* MnoToHus — 31O KNnacc HacneacTBeHHbIX 6one3Hen, B OCHOBE KOTOPbLIX NNEXNT KaHasionatma ,
I'IpOFIBJ'IFII-OLLI,VIIZCFI B OTCPOYEHHOM 3aTpyAHEHUN paccna6neH|/|;| MbILUL, CMa3Me X Ha HECKOJ1bKO
CEeKyHa, BO3HMKaLWeM nocrie npon3BosibHOro CoKpalleHna ninn mexaHm4eckoro (SJ'IeKTpI/I‘-IeCKOFO)

BO30Y>XOEeHUS



* MnoToHmn4yeckmne paccrtponctesa oo begnHAET MUOTOHUYECKUN TUM
HapyLleHnsa ABUXKEeHUU (MUOTOHNYECKUN (PEHOMEH)

* MnotoHn4yecknm doeHoMeH: Nocrie akTUBHOIO HaNpPsAXXeHus
MbILLIL, BO3HUKAET TOHMYECKUWU cnasMm C 3aTpyaHEHNEM
paccrnabneHus

» ®aza paccriabneHus satarmBaeTcst Ha 5-30 cek



MwuoToHn4Yeckaga ataka

e CKOBaAHHOCTb
* TpyaHOCTb NpU BCTaBaHUM

* OT HeBONbLIOro gnckomdopTta A0 BblpaXXEeHHOro HapyLUEeHUS
ONBWKEHUU

* Hu3kue t, pe3kmn 3ByK
* OCO3HaHHbIe ABUXEHUS



BbigasneHne MMoToHNYEeCKO aTaku

* 1. JloxxHONoONOXUTenbHbI doeHoMeH ['padde
OTnn4me oT UCTUHHOTO: C KaXXdbIM MOBTOPOM BCE MEHbLLE
« 2. 3amMearnieHne akkomoagaumm



3. DeHOMEH pa3MUHKN
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« KomMmnbloTepHas MMOMETPUA «PYKOMOXaTUA» : ANIUTENBHOCTb «PyKONnoXaTtunsa» — 3 C,
NHTepBarsbl OTAbiXa — 10 C, YUCNO MakCMMarnbHbIX NOCNneaoBaTeSibHbIX
NPON3BOSIbHbIX «PyKONoOXaTnun» — 6. o ocn Y— MbiledHasd cusna (Kr), no ocu X —
BpeMs (C). A — pesynbTaTbl KOMMbIOTEPHON MUOMETPUIN 300POBOrO Yenoseka. B —
pesynsTaTtbl KOMMNLITEPHON MUOMETPUN BONBHOrOC ANCTPOPUYECKON MNOTOHNEN 1
TMNa (BpemMs pernakcaumm Mbllll, KUCTU Y 6ONbHOIo CTaTUCTUYECKN 3HAYMMO
bonbLle,YeM y 340POBOro YerioBeka, MakCMMaribHas BblpaXeHHOCTb
MWOTOHUYECKOIro oeHOMeHa OTMeYeHa BO BPeMS NePBbIX ABYX « PYKOMNOXaTUN»).



* 4. CUHKEHE3NN HA NPOTUBOMNOSIOXXHOW CTOPOHE
5. Tynown yron TblfIbHOro crudbaHus

BonbHOM C MUOTOHMEN 300pOBbLIN HYeroBek



* 6. MMoTOHMYEeCKNN PeHOMEH KOPTOYEK

[launeHT c
MUOTOHUEN TaK
HEe CMOXeT




7. MnoToHn4ecknmn doeHoMeH cnasma MbiLuL, Npu xoabbe
* 8. MnoToHmn4yecknm dopeHomMeH NecTHULbI




*9. Kpamnu

« 10. Cygoporu CKeneTHbIX MbILLLL TPY NEPBbLIX ABMKEHUSAX U NPU
HanpsH>keHnn




[TepKyTOHHast MMOTOHMYECKaA peakLus

MWOTOHUYECKNN POBUK MuoToOHNYEeCKNN Banuk



MnoToHn4ecKkasa peakums ¢ A3blka

TAEARSIOPO IOy,
-

[Noka3aHO TOHMYECKOe HanpPsXKeHNe MblLLIL
s13blka ¢ POPMMPOBaAHMEM NMOCNE OANHOYHOIO
KOPOTKOIO yaapa HEBPONOrM4eckum
MOJIOTOYKOM (MO LEHTPY B CpeaHEN TPETH
A13blKa) BYXCTOPOHHMX «BarMKOB»/«POBUKOBY.



*[lepkyTOpHas
MWOTOHNYeEeCKagd
peakuuna ¢ MblLLL
TeHapa noKasaHo
HanpsXxeHue
nccnegyemMomn MbiluLbl
c doopmMmnpoBaHNEM
BanMKka  TOHNYECKNM
oTBeAeHMEM NepBOro
nanbLua KUCTW.




CTeneHb TAXECTU MUOTOHUM NO bekkepy

+++ - BblpaXXeHHass MMOTOHUA
++ - YMEePEHHO BblpakeHHass MMOTOHUS
+ - Ierkag MMOTOHUA (MArkas)



anektpommorpadus (OMI')

e CTUMYNSILUMOHHaA

* ironbyaTas
 MmnoTOoHMYeCKasa 3aaepxka
 3BYK NMukupytoero bombapampoBLUNK




N L

[py BBEAEHMM B MbILLLY MTONbYaTOro 3/IeKTPOAa aKTUBHOE
HanpshXeHne MblLLbl UK ee NePKYCCUS Bbi3blBaeT MOsIBJIEHNE
BbICOKOYaCTOTHbIX MOBTOPSAOLLMNXCSH pa3psiioB, KOTOpPble BHavare
yBenuumBatoTcs no yactote (o 100-150 L)) n amnnutyae, a
3aTeM YMEHbLLATCS



Knaccundpukauus (JTob3mH n coaBTophl).
A) HacneactBeHHble (POPMbI:

1. CTaunoHapHble MeASIEHHO NnporpeccupyoLlmne gopmebl:

* - BpOXXOEHHAA MUOTOHUSA ToMceHa
* - BpOXOEHHaa MMoToHUA bekkepa
* - MpuobpeTeHHas MMOTOHUS Tanbma (cropagnyeckmne crydvyan);

* - aTpopuyeckas (auctpodunyeckass) MUOTOHUSA UM MUOTOHNYECKas
onctpodoua lodomaHa-Pocconumo-LUTtenHepTa-KypLumaHHa

* - MMOTOHMYECKas ducmpogusi bekkepa



2. [Neprnoaunyeckume (peumsuampyrouine) opmbl MUMOTOHUMN:
* - UHTEPMUTTUPYIOLLAA MnoToHna Mapuunyca-l'aHzemaHa

* - BPOXAEHHAs NapaMUOTOHUSA C XONOOO0BbIMUY Napannvyamu
onneHbypra

* - BpOXKOEHHadA NapamMnoToHnA 6e3 xonogosbix napanuyden [le VoHra

* - ANMN3oanYecKkasa HacneacTBeHHas MMOTOHMYeEcKasa aduHamMusi
bekkepa

* - NepUoONYECKNN NapaMnUOTOHNYECKNN Napanuny bekkepa

* - HeuTpomMunoToHna Ncaaka



b) MmoToHn4Yeckne CMHAPOMBI

*- MUOTOHUYECKHNE CNHOPOMDbI Y BonbHbLIX MUOMATUSAMU;

* -MUOTOHUYECKNE CUHAOPOMbI NMPU NEPUOONYECKOM Napanmye u
anusogunyeckou agnHamum lamcrtpon;

* - MMOTOHMYECKME CMHOPOMBI NPU opraHnyeckmnx bonesHax LHC;

* - MMOTOHNYECKME CUHAPOMbI NPUY 3a00NeBaHNAX BHYTPEHHUX
OpPraHoB.;.



bonesHb TomceHa

MyTauuna CLCN1 (CL-kaHanbl) — 7 XpomMocoMma
* AYyTOCOMHO-4OMWHAHTHO

*1:23000

*M=x

[1e010T NMpun pOXOEeHNN/NEPBBLIN MO, XXU3HU
[lepBbI CUMNTOM — Cra3m MbILLL, HOT NMPu xoabbe
* CMMNTOMbI JOCTATOYHO MArKMe

*ECTb MbILLEeYHaqa rmnepTpoduns




JleyeHue

e TOHNYeCKyt cnacTUYHOCTb CHUMAKT ANMEHMNHOM,
dbeHnToOMHOM NN KapbamasernmHomMm.

[lpenapartbl Kanbuug.
*[lokasaH anekTpodgopes 1 ranbsBaHn3aUng.

* DALMOH NUTaHUSA ( COKpalLeHne noTpebneHns boraTbixX Kanmem
NPOOYKTOB (KapTodoens, pblObl, LUTPYCOBbLIX, D0O6O0BbLIX,
YeCHOKa, YepHOW CMOPOAUHbI, bBaHAHOB N OBCSHKN).

* [1nA CHMXEHNA YPOBHS Kanunsa - MOYeroHHble cpeacrtea
(aLleTasonamug,).

* I3beratb nepeoxnaxgeHus
 JIOK

 Maccax



MwnoToHuna bekkepa

[1e610T 4-12 NeT (AeBOYKU) 1 18 NeT (Manb4YnKn)
* CUMNTOMbI Bblpa)XeHHbIe
[lepBble NPU3HAaKN - B HMKHUX KOHEYHOCTSX

’MOFyT NpncoeanHATbCA MNaJrirtmin cnabocTb
NMPOKCUMAaJibHbIX I'pynn MbliLUL

[ MNnepTpodmnM MbILLLL peako
YBenuniyeHmne KOK B nnasme



MwuoTtoHuna Tanbmbl

* Cnasm v purMagHocCTb

* He BpoXXaeHHas

*[locne TpaBMbl, OCTPOU NHAEKLNN

« CamMornpon3BosibHOE yrnyylleHune / BbI3OOPOBIEHNE
* Hauano: cnabocTtb, 601nb, BAMNbIM Nnapanny



MwnoToHun4veckas auctpodpus Pocconmmo-
KypwmaHa-LLUTenHepTa-baTtTteHa

* AYTOCOMHO-4OMWHAHTHO
* KnnHn4veckun nonmmopdonam

o [ledpeKT reHa MMOTOHUHIMPOOTENHKMHA3A (MblLLLbI, MUOKapPA,
LIHC, rmasa, [TX)X)

* [1e010T OT NpeHaTanbHOro nepunoaa ao 60 net

'ATpOCbI/II/I B )KE€BATEJ1IbHbIX MblLLLAX, HAOOCTHbIX, BUCOYHbIX, I'P-
KI1-COCL.,., MaCKOO6pa3HOe nuo

« [In3apTpus, B Aareko 3aweglmnx ctagusax: cBmucatoLlasa ronosa,
obe3bdaHbHasA Nana, ctennax



* Mnonatunyeckue 4epTbl: AUCTanbHasa MbillevyHasi cnabocTb C
MPOrpeccmpyoLLmMin MblLLEYHBIMU aTPODOUAMN N YaCTbIMK
Pa3BUTUAMU CTEMNNaxa

* Facies myotonica: rmnonMMnUMmns, YacTUYHbIN NTO3, NOBHO-
BMCOYHOE oOnbiceHune

* MynTucucTtemMHocTb 3aboneBaHuns: cepaedHasi naTonorus,
LepebparnbHble CMMNTOMBI, KaTapakTa

Crennax




MblLLeYyHaa guctpodpua bekkepa

« ledpnunt auctpodumHa
* [lopaxkatoTcsa CKeneTHbIE MbILLLbI U cepaLe



BpoxaeHHasa napammoToHna QmnneHbypra

* MnoToHM4Yeckme peakummn, MbilleYHbIX cnasm 1 napes Ha
xoroae. B Tenne nonMHOHOCTbIO ncye3aeT

* [INNTENbHOCTb OT HECKOSMbKUX MUHYT 40 YacoB
* B MeXXnpUCTynHbIX Nnepmog CUMNTOMOB HET



HenpomumnotoHua (cnHgpom Vcaakca)

* MblLLeYHaa CKOBAHHOCTbL + cna3Mbl (Kpamnu) + NoCTOAHHagA
MblLLeYHaa akTUBHOCTb No OMI™

» CBs1I3aHa C HapyLleHneM BO30yaNMOCTU nepudepurnyeckmnx
HEPBOB

* MmoToHM4Yeckas 3agepxka ABMXEHUN U MUOKMMUM (CNOHTaHHOE

OpoXKaHue YyacTeun MblllLbl U1 CBA30K, HeOOCTaTO4HOE Angd
OBUXeHne cycTaBa)

* [lepKYyTOHHbIE MUOTOHUYECKNE (PEHOMEHBLI OTCYTCTBYIOT
» CrmbaTenbHble KOHTPaKTypa
 [1eOtoT 20-40 Net



JleueHne MMOTOHUN

e MeauKkaMeHTO3HOe fie4yeHune

* PagmkanbHOro ne4yeHms MMOTOHUN He cywecTByeT. [ns YMEHbLUEHNA BbIPaXXEeHHOCTH
MNOTOHUYECKNX I'IpOFlBJ'IGHMVI NCMoOJIb3YyOT d)eHVITOMH nepopasibHO. KprbI ANYPETUKOB (He
K3ﬂMVIC6€p€F8I-OLLI,VIX) NMNOo3BOJIAKOT CHU3UTb YPOBEHb KaJIuA B KpOBU N YMEHbLLUUTD MUOTOHUYECKHUE
NnpoABJ/IEHUA. HGVIpOMMOTOHW—IGCKVIG npodaBs1eHnAd yMeHbLUAOTCA NpU Ha3Ha4eHUu Kap6aMa3en|/|
Ha. Pemuccuun nHorpa y,D,aéTCﬂ DOCTU4Yb C MNOMOLLDBbHO MMMyHOCpreCCMBHOIZ Teparnm
npegHn30J10H.

o Xupypruyeckoe nedeHue Npu guctpoPuryeckorn MMOTOHUM MHOTAA MOXET NOTPeboBaThCS
MMMNaHTaUmMa KapanocTtumynsaTopa.



Cnacunbo 3a BHuMMaHue!



