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[Nloxogka- .

COBOKYMHOCTb MHAMBUAYaNbHBIX NPU3HAKOB,
XapakTepusyrLimnx xoasoy, ¢
OAHOBPEMEHHBIMU ABMXXEHUAMN U
NoNoXeHnem TynosuLlia, rofioBbl U
CcBODOOHbIX KOHEYHOCTEeN. CroXxHas
KoopanHaumsa OeATENbHOCTU MbILLIL,
OCYLLECTBNAKLLNX NOXOOKY, Perynmpyercs
MeXaHU3MaMMm:

1. OBWXXEHUN,
2. nopaepxaHua nosbl

3. paBHOBeCcU4d Tena



S0y Un e

[loxoaka np

bone3Hu [apknuHcoHa
CocyaucTtomM NnapKMHCOHU3
MO3KEUKOBOM aTakcum
CeHCUTUBHOM aTaKkcum
Xopeun [ eHTUHITOHa
ATakcmnn Ppengpmnxa
MbleyHon auctpodum [ioleHHa



bonesHb [1apky

* «7lpkne» cumnTombl:
* | — ApOXaHue, HanoMMHatoL

* || (OCHOBHOMW) - 3a|\/|e,u,neH
OBVKEHWI nl

~r
* |ll - CKOBAQHHOCTb MbILLL






[Toxoaka npu 6onesHu [lapkuHcoHa

 HapyweHus noxoaku, cBsA3aHHbIE CO
BTOPbIM (OCHOBHbLIM) MPU3HAKOM
NpPosiBIfIeHUMN:

1. TpyAHOCTWU C HAa4YariomMm, OKOH4YaHUeM Unu
CMeHOW HanpaBleHna OBUKEHUSA

2. B Hayane Habnogaetca cemMeHeHue, 3aTem
NPOnynbLCUMN.

3. OTCYTCTBUE COOPY>XECTBEHHbIX ABMXEHUN
PYK (aXenpoKnHes)

4. Npw NonbITKE OCTAHOBUTbLCS:
HeobX0OMMOCTb B BbIMOMHEHUN ELLE



[lo3a npu 6onesHu la

o [lpyrne HapyLleHns ocaHKu u
NOXO/KWU BbITEKAIOT U3
TPETLENO OCHOBHOIO
npu3Haka 0onesHn —
CKOBAHHOCTU MbILLL,
Hanbosiee CUrNMbHO
BblpaXk€HHOW B caubamerisix
KOHe4YHocTeW. [1o aTou
npuynHe ourypa 6onsHoro
CTaAHOBUTCHA XapaKTepHOW,
CKNMOHEHHOU BHU3 C
COTrHYTbIMU B KOJTEHAX U







(cMmnTOMaTU4E€CKOro) NnapknH
Bbl3blBa€Mbl ULLIEMUYECKUM U il
reMopparMyecknm nopaxkeHmuem basanbHbIx

raHrnmmeB, CPpeaHero Moara u (Unn) nx CBA3EN
C NNOOHbIMUW OONAMM.

AHUMBHUYECKAA
CHUCTEMA

- Tunnoxamn




otnonorug Cl'l

[TopakeHne Menknx MO3roBbIX apTepumn
(MUKpOaHrnonaTun)

[TopakeHne KpynHbIX MO3roBbIX apTepun
KapanoreHHble nopaXxeHua rorioBHOro Mmosra
4. [pyrmne 3aborneBaHus

« Camas pacrnipocTtpaHeHHasi npuynHa CI1 -
rmnepToHnYecKas MMKpoaHrmonaTus
(apTepuonaTtua), BO3HMKatoLasa y 60nbHbIX C
apTepunanbHON TMNepPTEH3NEN.



KnnHnyeckne ocobeHHocTU CI1:

» OcobeHHOCMU apKUHCOHUYECKO20 cuHOopoma:

ABYCTOPOHHEE HAa4alJl10 3aboreBaHUs U
OTHOCUTEJIbHAA CUMMETPUHHOCTB CUMITTOMAaTUKU

OTCYTCTBME TPEMOpPA MOKOH

HM3Kaa aPPEKTUBHOCTb AOPaAMUHEPTNYECKNX
CpeacTB (OTCYTCTBUE yXyALUEHUSA MNPU NX OTMEHE)

npeo6na1:|,aH|/|e CUMMNTOMATNKN B aKCUAJIbHbIX
oTAaesiaxXx N HLXKHUX KOHe4YHOCTAX

paHHee pa3BuUTUE NOCTYyparbHbIX HAapyLEeHUN U
N3MeHEeHUN XoabL0oObl

OTCYTCTBUE (PNYKTYyaunn 1 QUCKNHESUIN NPU
ONNTENbHOM NpUeme neBoaonbl




KnuHnyeckme ocobeHHoctu Cll:
» Conymcmeyruwiue CUHOPOMbI: .

* epaHHEE pPa3BUTUE TSXKENOTro NceBAobYIEbapHOro
cuHapoma
epaHHee pa3BUTUE HEUPOTEHHbIX HapyLUeHUA
MoYencnyckaHus
epaHHeEe pasBuUTME JEMEHLNN
eriMpamMmmaHbIi CUHOPOM
*[T0OHbIE 3HAKU (XBaTaTeNbHLIN PEMIIEKC, MAapPaTOHUN)
*MO3XEYKOBasA aTakCus
e IPyrne aKCcTpannpamMmmaHbie CUHAPOMbI
(reMnancToHna, MMOKITOHUSA)
eQYaroBble HapyLLUeHNA BbICLLUMX MO3roBbIX PYHKLIUNK
(adpasugd, anpakcua u ap.)




 Mo3xeykoBas aTakcus -
00O00OLLEHHBIN TEPMUH,

obo3Havalowmun HapyLleHue

KoopAnHauun OABUXKEHUN, |
obycnoBreHHoe 3aboneBaHUAM
N NOBPEXAEHNSMUN MO3XKEYKa W
ero cBs3eln.

Ataxia,




CTaTUKOMOTOPHbIE
HapyweHunda npmn MA

e [1Nna cTaTUKOMOTOPHbIX
HapyLweHun MA
XapakTepHa
cneuudunyeckKkasa noasa:
60MbHON CTOUT, LLUIMPOKO
paccTaBuB HOIW,
GanaHcupysa pykamu,
cTapasdchb He
NnoBopaymBaTbCA U HE

HAaKJTOHATDb TYJIOBULLIE U
FTOMNOR\/




[loxoaka npu

1. ©OOnbHOW XOOUT C
LLINPOKO
paccTaBfeHHbIMU
HOramu;

2. TepsaeT paBHOBECUE NpU
N3MEHEHNAX No3bl
(Hanpumep, npu
NonbITKe BCTaTb CO
cTyna)

3. Hepepgko
BO3HMKaET TPEMOP

[loxoaka «NbSHOro
HeJioBeKa»
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 CeHcUTMBHaga aTakcusd passmea
eTCd BCNeaCTBUE NOpaXeHnsa
KaHaroB rnyookou
YyBCTBUTENbHOCTU MbILLL, U
CycTaBoOB, B OCHOBHOM IO
Npu4nHe NoBpeXAeHUsA
pacnosrioXXeHHbIX c3aau
KaHaTUKOB CMMMHHOIoO MO3ra, B
peaKnx cnydaax — npwu
NoBpeXaeHnu
nepugepnyeckmnx HepPBOB,
3aHNX CMNUHHOMOS3roBbIX
KOpeLUKOB, MeananbHOW NeTnu
B CTBOJS1E MO3ra 1 Tanamyca.




[Toxogka npw CA“;

* HapyLleHUe NOXOOKN —
4YenoBeK HaYMHaET LLUNPOKO
paccTaBATb HOIW,
HEepaBHOMEPHO Crnbdast ux u
CUNbHO yOoapas NATKOU O
3eMI10 UM NOJ

* OlyLieHne «Markoro Kospa

* HapyLieHnsa Nnoxoaku
yCUnumearTcs npu
OTKMOYEHUN 3PUTENBLHOIO
KOHTPOnS.




CTaTMKOMOTOPHbIE
ocobeHHocTu npu CA

* [Tpn ropn3oHTaNbLHOM PaCHONOKEHNN PYK —
CMELLIeHMEe B pa3Hbleé CTOPOHBI U
HENPOW3BOSbHbIE MaHUNYNALUA B
nanbLax n KUCTAX

* YOepXaHne KOHeYHOCTEN B KpanHUX no3ax
pa3rndbaHmnsa n crmdbaHmss HAaMHOro ner4ye no
CpaBHEHMIO CO CPEAHMMM NO3aMM.

* He cCBOUCTBEHHO pa3BUTUE TPEMOpPA



HEepBHOU CUCTEMBbI, XapaKkTepu
XOpEenyecKkumMm runepkuHesamm,




JTmnonorus xopeu [ eHTUHITOHa

T

* [eH xopeun [ eHTUHITOHa HaXOAUTCSA Ha
KOPOTKOM rsieye xpomocombl 4p16.3. OH
KoaupyeT 0enok reHTUHITUH, PYHKLNSA
KOTOPOro A0 KOHLa He BbIACHEHA.
[1okazaHo, 4To xopes [ EHTUHITOHA
pa3BNBAETCA B peadynbrate yBennyieHus
ymucna TPUHYKNEeOTUAHbLIX MOBTOPOB —
LNTO3UH-agEeHUH-TYaHUH,
PACMONOXEHHbIX B NEPBOM 3K30HE reHa.



HewxeHunsa npu XI

* pe3Kkue, BHe3arnHble, YacTble, CYAOPOXHbIE
HEPUTMUYHbIE OBMXEHUA TYNIOBULLA U
KOHEeYHOCTEeMW.

* TUNWYHAA Xopenyeckasa «TaHLyoLas» noxogkKa:
npucenaeT, LUMPOKO PasBoaUT PYKH,
rpMMacHMYaeT n T.A4.

* CO BpeMEHEM KOHTPOrb Had MblLLLLIaMU BCE
bonbLle ocrabeBaer.

* HApyLLEeHUS1 apTUKYNALUUK, Npobnemsl ¢
)KEBaAHNEM U [TIOTaHNEM.















e OTO HacneacTBeHHoe
3aboneBaHue,
XapakTepusytoLieecs MeaneHH -
NporpeccupytoLLie atakcuen | %k
BCMNeACTBNE CKIIePOTUYECKOro '&ias
nepepoXxaeHus 3agHuUX u ‘
OOKOBbLIX CTONNIOOB CIIMHHOIO
MO3ra, rmnonsasum Mo3xe4ka
U CMTUHHOro Mo3ra

o 3aborieBaHue nepenaetcs
ayTOCOMHO-PELECCMBHbIM
NyTeM; reH KapTUPOBaH B
LeHTHOMepHON obnactu 9-1
XPOMOCOMBbI B JTIoKyce 9ql3 - q21
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KnnHunyeckue
NPOSABNEHUS

KOMOUHMPOBaHHas
MO3XX€YKOBOCEHCUTNBHAS
aTakcus,

OTCYTCTBUE BUOPALIMOHHOW U
NponpuoLEeTUBHON
YYBCTBUTENBHOCTHU

HUCTarm,
KNJPOCKONMOS3,
aedopmMauuna cTonbl

apedriekcns KoneHHbIX U
axmnnoBbIX pedriekcosB

HapyLUEeHNs OCTPOThI 3PEHNS
CHmxeHne cnyxa

Packatucras peyb rio. 195=Shmin

&

in Friedreich’s ataxy.

a condition of marked lateral curvature



[loxogka npu aTtakcuu..
Ppenapnxa —ms
» HeyBepeHHOCTb ' s
 [lowaTbiBaHUE

 llnpoko pacctaBneHHbIE HOMU
 [lnckoopanHaumsa OBMKEHNN Py

« CnabocTtb B HOrax

* HapyLleHa xoabba B TEMHOTE (MPU3HAK
3agHecTondboBou atakcun) 14-NETHUIA MAMBIVK C

aTtakcuen Friedreich,
CTperika rnokasbiBaeT
aTpouio LenHoro otaena
CMUHHOrO MO3r) U
HOPMaribHbI MO3XEYO0K
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Mblwe4yHaa guctpodua LdioteHHa

* Hacrnegyemas nporpeccupytouias MbllleqyHas auctpogus,
XapakTepuayoLlaacs Ha4yasrioMm B paHHeM Bo3pacrTe,
CUMMETPUYHOU aTpomeun MbillL B COYETaHUN C cepaeyHo-
COCYAUCTbIMU, KOCTHO-CYCTaBHbIMU U NCUXNYECKUMMU
HapyLleHUsAMMU, 3NI0Ka4eCTBEeHHbIM TEe4YEeHUeM.

« 3aboneBaHue HacneacTBeHHOE, CLUEMNIIEHHOE C X-XPOMOCOMOWN,
noaTomy H6OfetoT NpakTUYeCcKn BCerga Mmanb4nkn. [1eBo4ku
SABNATCA HOCUTENEM MaToSIorM4eckoro reHa. B xpomocome
NponuCxXoauT N3MeHEHUE CTPYKTYPbI reHa, OTBeYaloLLEro 3a
CUHTE3 benka gncTpoduHa.

-_—



Muscular Dystrophy

[OTcyTCTBI/Ie
ancTpodl Ha

HEKpO3 MbILLEYHOU
TKaHU

‘V'

ancTpodus

MbiILLLI ﬂ

3aMeHa XX1UpoBoun u
COeNHUTENBbHOWU TKAHbIO

» EcnunreH noBpexgaetca Ha ydacTKe,
NOSTHOCTbLIO pa3pyLualoLLEeM CUHTES benka-
ancTpourHa, passmBaeTca guctpodus
[loeHHa.

* [lpn BOBNEYEHUM B NpOLECC Mano3Ha4YMMBbIX
omenoa benka, 3abonesaHne NpMHUMAaET



| pynnbl
NnaTosIornM4yecKmx
HapyLleHU

[TopaxeHne MycKynaTtypbil.
Oedopmauusa ckenerta pedeH

NopaxeHune cepaevyHoOU
MbILILbI.

Pa3nnyHble 9HOOKPUHHbIE
PaCCTPONCTBA.

HapyLueHns HopmMarnbHOW
YMCTBEHHOW OAEATENbLHOCTMN.




* MbllweyHaa auctpodus
[lloLieHHa MeeT BocxXoasLLUn |
TUN MbILLEYHOW c1adboCcTu.

* ATpOodunyeckuu npoLecc B
MbiLLLAX Bcerga
CUMMETPUYHBbIN. Bocxoasiiee
HanpaBneHue rnpoLecca
NpPMBOAUT K BO3HUKHOBEHMUIO
«OCUHOW» Tanum,
«KpbIMOBUAHbIX» NTONATOK
(nonaTKu oTCcTatoT OT TYNOBULLA,
CITOBHO KpblSibsl), cCMMMTOMA
«CBODOAHBbIX HagNNe4Ynm» (Korga
ronoBa kak 6bl NpoBanMBaeTcs Bl
nfeyn Npm NonbITKE NOAHATb
pebeHKka Noa MblLLUKN).
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CUMNTOM
[oBepca

]




OEOOPMALUNN CKEJIETA -
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* COMYTCTBYIOLLME MbILLIEYHbLIM
N3MEHEHUAM CUMMTOMBI. Y
OeTen NocTeneHHo
doopMumpyroTcs ycuneHue
NOSICHUYHOIo N3ruoda
(nopaosa), UICKpUuBneHue
rpygHoro otaena
NO3BOHOYHUKA B CTOPOHY
(CKONMMo3) U CYTYynocCTb
(kngpoas), meHaeTca doopma
ctonbl. Co BpEMEHEM
pa3BunBaeTcs ANPAPY3HbLIN
OCTEONOPO3. 3TN CUMMTOMBI
ele dbonblie crocobCcTBYIOT




* [lape3 oTBOAALLMX MbILLILL
benpa, To ecTb abOyKTOPOB
benpa NnpmBOAUT K
HecrnocobHOCTU yaepKmBaTb
Ta3 ropn30oHTasIbHO Mo
OTHOLLEHUIO K HOre, HecyLLleun
Harpysky. Ecnu
HeJOCTaTOYHOCTb TOSMbKO
YyacTu4Has, Torga
nepepasrnbaHue Tynosmano
HanpaBneHuio K e
nogaepXmBatoLLEenN HOre MOXeT

ObITb 4OCTATOYHbIM ANg
nManacaHODCA IIAHTDA TAaNwWaAaeCTIA I




Xoab6a c nepepasrmbaHneM B
KOrieHHOM cycTaBe

« Xoabba nepepasrndbaHmnem B KOJIEHHOM CyCTaBe
HabntogaeTca npu napanuye pasrmnodareneu
KorneHa. [lapanuy pasrubarenen KoneHa
(YWeTblipexrnaBaga Mbillla 6eapa) npuBoauT K
nepepasrndbaHuio npu onope Ha Hory. Koraa
crnabocTb ABYCTOPOHHSAA, 06€ HOoru
nepepasorHyTbl B KOMEHHbIX CyCcTaBax BO BPEMS
XoObObl; MHa4Ye NepeHoC BECa C HOMM Ha HOry
MOXET BbI3BaTb M3AMEHEHUS B KONMEHHbIX
cycTaBax.
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nacu0o 3a BHUMaHue!




