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[lporpeccupyroLline MbilleyHble
pucTtpodun (M)

reTeporeHHas rpyrnmna HacrneacTtBeHHO
00yCNOBMEHHbLIX HEPBHO-MbILLIEYHbIX 3a00neBaHUN,
XapaKTePU3YIOLLIMXCA NpOrpeccupyroLlemn
MbILLEYHOW CNabocCTbio, aTPOUEN MbILLIL,
OBUraTernbHbIMN HaPYLLIEHUSMUA

[MepBoK Hay4HOM NybnMKkaumen, cogepXxallen onncaHue
BonbHOro ¢ MmnmoancTpoduen, cneagyet cuntaTb paboTy
aHrmM1uckoro aHatoma un xmpypra Yapnsa benna, nsgaHHyio B
1830r. (Bell C. The nervous system of the human body: as explained
in a series of papers read before the Royal Society of London. —
Edinburgh: Adam & Charles Black, 1830)

OH onuncan monoaoro Yenoseka 18 neT ¢ NPorpeccupyroLLEeEn
noTepeun MblLLEYHOW Macchl U crabocTblo, AeOTMPOBAaBLLEN B
10-neTHeM BO3pacTe.
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KINACCUDUKALMNA TTMI

Mo XapakTepy HacrneaoBaHUsl MYTaHTHOIO reHa
(J. Walton, D. Gardner-Medwin,1974)

1. X-cuenrneHHble MbllueYHble IEI,VICTpO('JbVWI

1.1. Mnoguctpodua OoweHHa u bekkepa (auctpodunHonaTtuu)
1.1.1. iuctpocpuHonaTtna y 4eBoYeKk ¢ CMHOPOMOM TepHepa
1.1.2. AuctpoduHonatns y MaHNQECTHbIX reTepo3nroT

1.2. Peakue popmbil X-cuensieHHbIX MuoguctTpodumn

1.2.1. Munoanctpodma Omepu - dpendyca (amepuHonaTnm)
1.2.2. JlonaTo4YHO-NS1IE4EBON CUHOPOM C AEMEHLUMEN

1.2.3. Muoanctpoduma Mabpwu

1.2.4. Mnogunctpodus Pottayda-MopTtbe-benepa

1.2.5. TasoBo-6eapeHHaa muogucTpodus JlemaeHa - Mebuyca




2. AYTOCOMHbIE MbIlWeYHble agucTpodunm

2.1. Jinuenonaro4yHo-nneyvyeBas JlaHay3u - lexepuHa
2.1.1. MHpaHTUNBHaA dpopmMa nuuerionaTtoyHo-nne4eBon MMognucTpogum

2.2. CkanynonepoHearnbHasa mmoguctpodusa laBuaeHKoBa

2.3. KoHe4yHOCTHO-NnosscHaa muoauctpodpua (KIMMO) Spoba -
PoTta
2.3.1. KIMMMA 1A (MnoTunuHonaTtum)
Al 2.3.2. KIMMMA 1B, 1C(kaBeonuHonaTtmn)
2.3.4. KI'1IMA 1D (c kapanomuonaTtunen)
2.3.5. KINMMA 1F
2.3.6. KI'MMZA 1E (c nape3om ropTaHu, roTK1 1 AUcTarnbHbIX MbILLLL)

2.3.7. KM 2A (kanbnavHonaTtun)
2.3.8. KI'NMMA 2B (aucdepnuHonatnm)

2.3.9. KINMA 2C, 2D, 2E (capkornmkaHonaTum - Takenasi AeTckas ayTOCOMHO-
AP |== peueccuBHaa muonatus)

2.3.12. KI'NML 2F (capkornmkaHonaTtum)

2.3.13. KINMM 2G

2.3.14. KNnmMa 2H

~2.3.15. MbiweyHast ANcTpoduna NneveBoro 1 Ta3oBOoro nosica ¢ byniesHbIM
aNnMaepmMonnsom

opaucTtpochma betnema




2.5. lnctanbHble MmoaucTpodpumn

2.5.1. QnctanbHaa ML ¢ Ha4yanom B rpyaHOM Bo3pacTe

2.5.2. QnctanbHaa M c Havyanom B getctee ([oBepca)

2.5.3. ductanbHasa M c no3gHum gebrotom (Tvna BenaHaep)

2.5.4. InctanbHaa ML ¢ paHHMM Havarnom y B3pocrbix (Tuna Muowin)
2.5.5. lnctanbHaga M ¢ HakonneHnem gecMmnHoBbLIX BKITtoMeHu (HoHaka)
2.5.6. TnbmnanbHas M[ («donHckas»)

2.6. OkynocapuHreanosHaa muoauctpodus

2.7. OKynapHaa mnoguctpodus (nporpeccupyrowias HapyxHas
othbTanbmonnerus Npede)




MuonaTnyeckmm CUMNTOMOKOMMNIEKC

CumMmeTpunyHas npokcMmarnbHas MbllleyHas cnabocTb, nocTeneHHoe
pa3suTue aTpodui

3atpygHeHue npu xoabbe no nectHuue
lNpnembl [oBepca npun BCTaBaHUU

«YTuHasa» nepeBanmBaroLLasdca NoXoaKa (xpomora TpeHaeneHbypra)

[MoACHWYHBIN rMNepnopaos

BcraBaHue ¢ nona «eceHKon»(npvem
rosepca)

«OcunHaga» Tanuda

KpbinoBugHble nonatku (cnabocTb nepeaHen 3ybyaton 1 gp. MbillL)
CnHOpom «CBOOOAHLIX HAAMNIe4Ynn» (KOTCYTCTBUSA MITEY»)

MceBaorMnepTpodUN MKPOHOXKHBIX MbILLILL

opathica, nonupoBaHbIi 106, rybbl Tanupa , ynbioka JKOKOHAbI
(nonepeyHas ynbibka),



[porpeccupyoLas MbilledHas AUCTpous.
BcrtaBaHue ¢ nona "neceHkon’

\

NOSAICHNYHbIN TNNEepPnopaos, o
nceBaornnepTpodPun MKPOHOXHbIX CUMNTOM CBOOOAHbIX
YINIIIITL ~ T e




Ctaguun TeyeHuss muoguctTpodunyeckoro
rnpowuecca
(BapansaH J1. O., 1974)

| cTagusi — C YMEPEHHO BblpaXXeHHbIMU ABUraTeNbHbIMY
HapyLUeHUAMU (6orbHbIE MOTYT XOAUTb, BINOMHATL NErkyto padory,
cnabocTb BbIABAAETCH NPU Harpy3ke);

Il cTagua — C BblpaXX€HHbIMUW ABUraTenbHbIMWU 3aTPYyAHEHUSMUN MPU
xoabbe, noabeme no necTHuue, Npu BbiNOSIHEHNN OU3UHECKON
paboThbl;

Ill cTagua — napanuTudeckas: rpyoble KOHTPaKTypbl, AedopMaLiuu,
CaMOCTOSITENBHOE NepeaBuKeHNe HEBO3MOXKHO.




BAPUAHTbBI TEHEHUA MO

1) HeGnaronpuATHLIA BapuaHT — 06e3aBmxeHHocTb Yepe3d 5—10 net ot
Havana bonesHu, bbicTpoe HapacTaHue HapyLweHus
XN3HEeOEeATEeNbHOCTH, NHBaNMMAn3aunn;

2) cpeOHUW Temn _nporpeccupoBaHua — 4epe3 10—15 netr mmerorcs

Bblpa)KE€HHbIE [OBUraTernbHble HapyLleHWs, MNPOrHO3 B OTHOLUEHWUU
BO3MOXHOCTU camoobcnyXnBaHus MroXon;

3) MeaneHHbIn Temn nporpeccupoBaHua — 4Yeped 10—15 ner or
Ha4Yana 6onesHn HeT BblpaXeHHbIX OABUraTenbHbIX HapyLweHun, 6onbHou
cBOOOAHO nepeaBuUraeTcsl, TPydOBOW MPOrHO3 Ha Onwxawuwme roabl
OTHOCUTENbHO  BnaronpuaTeH, BO3MOXHA  YacTuUdHas  TpyaoBas
aganTtauma, nHorga onpasgaHo npodeccnoHansHoe obyyeHue.




MMOAMCTPO*MH Guillaume Benjamin Amand

Duchenne

[oweHHa

1 ®paHuyscknn Heporsor Xynbem
BeHaxamuH AmaHg [roweHH

BRepBble onucan 3abonesaHne B
1861 r.

PHOTOGRAPHIES PATHOLOGIQUES
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Muopouctpodpusa QroLueHHa

Hanbonee pacnpoctpaHeHHas doopma NMM/L.
3aboneBaemocTtb - 13-33 cnyyasa Ha 100 000 poaunBLumxcs.

Tun HacneposaHus: AP, X- cuenneHHbIN.
[eHbl KapTUpoBaHbl Ha KOPOTKOM rnnede X-XpoMoOcOMbl, B 21-Mm
nokyce (Xp21).

B ocHoBe - HapyweHne cuHTe3a AaucTpodmHa: Aerneuum reHa
OUCTPOOMHA pas3nuyHoOn npoTsbkeHHocTn, 5-10% cnyvyaeB -

AyrnJinkaunamm 4actum reda, y oCtalibHbIX - TOYKOBbIE MYTaLUWN.

[MpokcMmanbHble geneunn reHa Yvaiwle BbIgBASAKTCA npu
ceMeunHbiXx dopmax 6bonesHn, AucTanbHble Aeneumn OoObIYHO
accoummpoBaHbl CO  Cropaguv4yeckumu  criyvyasamu;  npu
BbISABIIEHMN MNPOKCMMAribHOM Aeneunn reHa MNOBTOPHbIA PUCK
3aboneBaHnsi B CEMbE MOYTU Ha NOPSAOK BbIWE, YEeM Mpwu
ANCTanbHOMN.
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NATOMEHES

Extracellular matrix Sarcoglycan
complex

Sarcolemma

Cytoplasm

*
*
Q as

4
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AuctpoduH (6oree 2 MNH HYKNEOTUAOB) JTOKaNn3yeTcs
Ha LMTOonnasmMaTnyeckom NoBepxXHOCTU cCapKosieMMbl
MbILLEYHOrO BOJIOKHA, ABMNSETCS YaCTbO LIUTOCKENETA,
obecneunBaeT CBA3b MeXay akTMHOBbIMU punamMmeHTamu
(cokpaTuTesnbHbIM annapaTtoM MbILLEYHOro BOSTIOKHA) U
capKorieMmMomn, CTabnnmnampyeT MbilLiEYHOE BOSTOKHO.

i1 Dystroglycans

Mpu MMM OoweHHa
YpPOBEHb AMCTPOMHA HE
npesbiwaeT 3 % OT
HOpMarnbHOro, Torga Kak
npun 6onesHn bekkepa oOH
koneobnetcsa ot 3 go 20 %

~ MBILLIIA




NMATOINEHES

[Mpn cokpaLleHNN MbILLEYHOrO BONTOKHA MPOUCXOAMUT «CKOMbXEHUE» COKPaTUTENbHbIX
GenkoB OTHOCUTENBLHO APYr ApYra, KOTopble AOMKHbI ObITb OMKCUPOBaHbI K
capkoneMmme. QUCTpodnH HENOCPEACTBEHHO NPUMbIKAET K HEN U3HYTPU, ABISSICh
COCTaBHOM YacCTblO T.H. «AUCTPOJPUH-aCCOLMMPOBAHHOIO NPOTEUHOBOIO
komnnekca» (DAPC). O3T0T KOMNIEKC NPUKPENNSET CoOKpaTUTENbHbIE DEnKu
MbILLIEYHOrO BOMOKHA K CapKoneMme U ApYrMM MblLLEYHbIM BONOKHAM (BHEKNETOYHOMY
MaTPUKCY) NOCPEACTBOM APYrMx GENKOBbIX KOMMMEKCOB.

MblLWEYHbIE BOSIOKHA C HEAOCTATOUHbIM CoaepXXaHMemM AncTpodumHa BbICTPO
paspyLuarTcs. [pouecc KoMneHcmpyeTcs 3a cHET 0bpasoBaHNSA HOBbIX MblLLEYHbIX
BOJSTIOKOH, HO C TEYEHMEM BPEMEHN AEreHepupoBaBLLUME BOSIOKHA 3aMeLLaloTCs XXUPOBOU
N COeANHUTENbHOW TKaHbIO.

B HebonbLKnx KonuyecTeax gUCTPOdUH
ﬂpeﬂ,CTaBﬂeH B Cepﬂequm Mb”_uue, Extracellular matrix Sg;fglgelzca
rﬂa,ﬂ,KOM MyCKyﬂaType M LlHC- Sarcolemma

Sarcospan

Yo\ o o W=
OO H

Cytoplasm /\v’\/ YOUUY &
7 { \\//‘

; /$ \,\/ — nNOS binding sites

M\ /‘\/

a-Dystrobrevin




iIMMyHONaTonornyeckne MexaHmsambl: XPOHNYECKNNA BOCHANUTENbHbIN
NpOLIECC N HapyLUEHME NPOLIECCOB pereHepauunu.

Peakuun BocnanuTenbHOro Kackaga 3anyckatorcs Bckope B 8-10
MECSYHOM BO3pacrTe.

[edekT nunugHoro 6ucnosi capkosieMMmbl -> NOBbILLEHNE €€
NPOHULIAEMOCTN, OCOBEHHO NPU MbILLEYHOM HanpsKeHUn -> ->
BHYTpUKNeTo4Has KOK BbIXOOMT B KPOBb, BHEKNETOUYHbIN Cat
YCTPEMIIAETCA B MUOLIUTHI.




KIMIMHUKA NMMA AIOLWEHHA
| JE

Pucynokx 1. Pebenok b., 13 ner. Pucynox 2. PeGenok E., 8 ner.
A-3: TMA AwowenHa A-3: NMA Aowenna




TevyeHue INMI OoweHHa

0 5 10 15 20 25 30

J1 B HOYHOE

NBJ1 kKpyrnocyTo4yHo

CMepTb

Bo3pacTt 6onbHOro

B



[MposiBNsieTcs B Bo3pacte 2—5 ner.
TeyeHune ObICTPO Nporpeccupytollee, 3rnokavyecTBEHHOE.

O6e3aBMKXeHHOCTb HacTynaet B Bo3pacte 14—15 net, cmeptb - B 15—18 ner,
peako xuByT 6onee 25 ner.

[lepBble Npu3Hakn 3aboneBaHns - B 1-3 roga cnabocTbio MblLUL TA30BOro rnosica. Yxe
Ha 1-M rogy oTcTaBaHWe B MOTOPHOM pa3BUTUKN. [BUXEHUS HEMNOBKKE, Npu Xoabbe
HEeYCTOMYMBbI, YaCTO CMOTbIKalOTCS, NagatoT.

B 2-3 roga noaABnsATCA MbilleyHasa cnabocTb, natonornvyeckas MbilleyHas
YTOMIISIEMOCTb NPy ON3NYECKON Harpyske - AnutenbHon xoaLbe, nogbeme Ha
NecTHULY, N3MEHEHME MOXOOKM MO TUMNY KYTUHOW.

BcTtaBaHne nponcxoamTt noaTanHo C akTUBHBIM UCTMONb30BaHNEM PYK - «B30MpaHue
fleCeHKom» Unu «B3bupaHue rno camomy cebde».

TunnyHble xanobbl poantenen — xoabba AeTeln Ha NanbLax U YacTble NageHus.




PeTpakuna axmnmnoBbIX CyXOXUIUN He NO3BONAET
NONMHOLUEHHO onmpaTbCAa Ha NATKW, YTO onpeaensder

xoabby Ha manbuax («reHepanbckasa noxogka») | -1

g -
Mexay 3 u 8 rogjamm HapacTaeT YKOpo4YeHue G 4 b
NATOYHbIX CYXOXUINN, POPMUPYIOTCH CFI/IGaTeJ'IbeIe;-f
KOHTPaKTYPbl B rONIEHOCTOMHbLIX CyCTaBax, ' &< /
pa3BMBAIOTCA MNOSAICHUYHbLIN rMNepnopaos, \ NS f
KNPOCKONMO3 rpyaHOro otaena no3BOHOYHMKA. \ \

/

-

MM OroweHHa.
XapakTtepHas no3a npw
CTOSIHUM, pOoAHble OpaTbA 4 M 6

ner




[ny6okne pednekcbl UBMEHSIOTCA C Pa3fIMYHON

nocnegoBaTeribHOCTLIO. Ha paHHUX cTaausax ncyesaroT KONeHHble
pedreKkcobl, No3)e - pedriekcbl C OBYrNaBou U TPEXITABOW MbILLLL.
AxunnoBbl pedrekcbl ANNUTENbHOE BPEMA OCTaOTCH COXPaHHLIMMU.

XapaKTepHbl CUMMETPUYHAA N HEYKITOHHO NporpeccupytoLlas
cnabocTb B MbllLax beaep v nrevyeBoro nosica, 3aTpyaHsoLLas
OBWMXEHUA Npu nogbeme, bere, npbhkkkax, aTpousa MblLLL,
NpenmyLIeECTBEHHO Ta30BOro nosica n begep, ncesaornnepTpous
NKPOHOXHbIX MbILLL




1 MNMceBpornneptTpodnss MKPOHOXHbLIX MbIWL cO30aeT obmaH4ymMBOE
BreYyaTnieHne 0 COXPaHHOCTU MbILLEYHOW CUMbl, pagyeT poauTenen.

1 MNceBporuneptpodun MbIllL, MOryT pasBuMBaTbCs B AFOAUYHbIX,
AEeNBTOBUAHBIX MbiLLLIAX, MbILLLIAX KMBOTA U A3blKa.

MakpoaJsioccusi 3a c4ém
nceedoz2unepmpoguu MbiWy,
fA3bIKa

nceedozaunepmpogusi
UKPOHOXHbLIX MbIWY,




ATpodun MblLLL, BCErga CUMMETPUYHDI.

JTokanuaytoTcs naHadanbHO B MPOKCUManbHbIX rpynnax MbiLuL
HUXHMX KOHEYHOCTEW - MbILLLLAX TAa30BOro nosica, 6egep, 4epes 1-3
roga pacnpoCcTPaHSTCA B BOCXOAALWEM HanpaBeHUN Ha

MPOKCUMalsibHbl€ Tpyrinbl MbilL BEPXHUNX KOHEYHOCTEN - Nne4vYeBoun
NoAC, MbillLbl CMMUHbI, PYK.

BcnenctBue atpodum nosiBNsaoTCs runepnopaos, <<KprJ'IOBI/I,EI,HbIe»
nonarku, «OCUHas» Tanus.




OaHa 13 otnnyntenbHbliX ocobeHHocTen MM dioweHHa -
coYeTaHue C NaTosniormem KOCTHO-CyCTaBHOU CUCTEMbI U
BHYTPEHHUX OPraHoB (Cepae4HO-COCyaNCTON U
HENPOSHOOKPUHHOWN).

KOoCTHO-CyCTaBHbI€ HApYLLEHUSI XapaKTepuaytoTcs aedopmMmaumsimm
NMO3BOHOYHMKA, CTON, rpyAvHbI. Ha peHTreHorpammax
OoOHapyXMBatOT Cy>KeHNe KOCTHOMO3rOBOro KaHana, UICTOHYEHNE

KOpKOBOrO CJ'IOH I‘l-l MIALLL I 1w RIAaAaAdAIAIAAR TRuvALATL IV irAATALA
Ondpdpy3HbIN OCT >

\




CepaeyvHo-cocyaucTble pacctpounctBa (y 73% naumMeHTOB) KIMMHNYECKN
NPOosIBNAITCA NabuUIbHOCTLIO NySibCa, apTepuarnbHOr0 AaBAEHUS, MHOMOA MMYXOCThIO
TOHOB W paclumpeHnem rpanuy cepaua. Ha SKIT pernctpupytotcs nameHeHus
Muokapga (bnokaga Hoxek nyyka [mca n gp.).

Bpewn: 10:22:04
555 563
108 107
N
aaumd

MpuunHa - HeaoOCTaTOK AUCTPOdMHA B KapAMOMUOLMTAX.
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129/200x 1.67 wB/cx, 25 »e/c

Classic findings in Duchenne muscular
dystrophy include resting sinus
tachycardia, deep infero-lateral Q
waves, and a tall R in lead V1 due to the
underlying cardiomyopathy, which is often
associated with posterobasal fibrosis of the
left ventricle. Left atrial enlargement, as
indicated by the prominent negative P
wave in lead V1, and marked right axis
deviation are also present.

Courtesy of Ary Goldberger, MD.




HenpoaHAOKPUHHBbIE HAapPYLUEeHUS BCTPEYaOTCS NOYTN Y NOMOBUHDI
naymeHToB. Yaule apyrux garotca cmHapom MueHko-KyLunHra,
aguno3soreHutTanbHaga guctpodpumsa babunHckoro-dpenunxa,




N3meHeHNs BHeWHOCTU. [pu cnabocTtu n atpocun
MbILLL, SILa OTMEYaeTca OTCYTCTBME MOPLUMH Ha by
(CMMNTOM «NONMMPOBAHHOIO N16a»), MNOMUMUSI.
Bcrneacrteue 3ameweHns Mmblwlil ryd coeguHUTenbLHOM r
XKMPOBOW  TKaHbIO ryObl yTonuaTca (HanoMnHaoT
«rybbl Tanupa).

NMaTonorna cucrtemobl opraHoB AbixaHuA. CrnabocTb
OblxaTenbHOW MyCcKynaTtypbl 1 amadparmbl
obycriosnusaeT ymeHblueHne XKEJ no 20% oT HopMbI,
YTO NPMBOAMUT K 3NMU304aM HOYHOW r’MNOBEHTUNALUN.
[eTn yacTto BCTaloT CO CTPaxoM, CBSA3aHHbIM C
oLlyLlieHneM yayuibs, 6osaTcs cnatb.

OnHOM 13 NPUYNH CMEPTU CTAaHOBUTCS AblXaTenbHas

HEeAOoCTaTOYHOCTb, KOTOpas NPOBOLIMPYETCS

NHTEPKYPPEHTHBIMU MHDEKLMSMIN U acnvpaLnen. \ g
n
i




B cBa3u ¢ gedmumtom uepebpanbHbix n3odopm ancTtpodpmHa —
anognctpodunHoB, y 30 % 6onbHbIX ¢ Muoanctpodmen [oweHHa nMeeT
MECTO CHWXEHUE UHTENMNEKTa PasfindHON CTEMNMEHU. OT NMOrpaHU4yHoOm
NHTENMNEKTyarbHON HEe4OCTAaTOYHOCTN 4O Bblpa)XeHHOW onurodopeHuni.

TaKecTb YMCTBEHHOW OTCTaNOCTU U HapyLUEHUN BbICLLUNX KOTHUTUBHbIX
OYHKLMN HE KOPPESNPYET C BblipaXXE€HHOCTbIO MbILLEeYHOro gedekra u
cTagnen mmogucTpoduyeckoro npotecca.

K 3k30reHHbIM (hakTopam, ycyryonsaowmm npoasrieHns YyMCTBEHHOM
OTCTasIoOCTU, OTHOCAT pa3BMBAIOLLYIOCA COLMarbHYO Ae3afanTtauuio.




KnuHun4yeckne BapmaHThbI

BapuaHT Bo3pact | CnocoGHoCThb K XoabLb6e u Macca Tena, UHTennekKT, Dons
peobroTa cocTosiHue OJA OCNOXXHEeHusA obwero
yucna
nauueHToB
| Knaccu4yeckoe 2-5 net TepsaeT cnocobHOCTb X0AUTb Macca Tena cHuxeHa. 30%
TeyeHune B 10-12 ner. [Mcuxunyeckoe pasBuTue B
eHepanu3oBaHHas HOpMe; KapanomuonaTus
MblLleYyHas cnabocTb, 3aTemM obHapyxumBaeTcs nocre 8-10
CKOINO3, KOHTPaKTYpbl ner.
FOSIEHOCTOMHbIX, KONEHHbIX U
APYrux CycTaBoB.
Il C KyWwmHrongHbiM  2-5 net TepsieT cnocobHOCTb XOAUTb OxupeHwne (nyHoobpasHoe 22%
CUHAPOMOM B 10 neT unu paxee. NNLO, OTNOXEHUE Xunpa rno
eHepanu3oBaHHas YXEHCKOMY Tuny).
MblLLeYHada cnabocTtb. 3aTtem Kapgnommnonatus
CKOJNO3, KOHTPaKTYpbI obHapyxumBaeTca nocre 10 ner.

FOJIEHOCTOIMHbLIX U APYTrmnxX
CyCTaBOB.




KnuHu4yeckmne BapuaHThbI

Il BpoXaeHHasa popma 1-2 ron
XU3HU

IV KapauomMmonaTuyeckni  2-6 net
BapuaHT

V cmellaHHasa dpopma 1-6 net

TepﬂeT CnocobHOCTb XoanTb A0 10 Macca Tena CHWKeHa unm

neT, Horga B 6,5-7 net. PaHHne B HOpMe. 3agepxkka
MHOXXECTBEHHbIE KOHTPaKTYpbI. NCUXNYECKOro pasBuUTUS.
BbiCcTpoe nporpeccupoBaHme. Kapavnomuonatus
obHapyxumBaeTca B 7-10
net
B 6,5-7 net obHapyxunBaeTca Macca Tena cCHuxkeHa unu
KapanomuonaTtusi npy HebonbLLnX B HopwMme. [lcnxmnyeckoe
NPOSABIIEHNAX MbILLIEYHOMN pa3BuUTME B HOPME.

cnabocTu (3aTpyaHeHns npu
noabeMe no rfiecTHuue).
OTHOCUTENBHO MeaneHHoe
nporpeccupoBaHue.

TepseT cnocobHOCTb XoAUTL B PasnuyHble covyeTaHus
10-12 neT unu paHee.
[eHepannM3oBaHHas MblLLeYHas
cnabocTb.

13%

7%

28%



MM Bekkepa — KuHepa

Tun HacnepgoBaHUA: X-cuenrneHHbin, AP |p ~3
0eboT oT 5 Ao 20 net Yauwe 10-15 net
Te4YeHne MeasIeHHO nNporpeccupytoLee |
pacnpoCTpaHEHUE MbILLEYHbBIX ANCTPOMM | ‘; 5
kak npy MM OroweHa E |

Pucynok 3. Pebenok A., 6 ner. A-3: NMA,
nopaxeHune cepaLua Bblpa>KeHbl MEHbLLE dopma Bexxkepa

OoxmeatroT 4o 30-60 neT, MOryT MUMeTb OEeTEN,

UHTEJIJNTIEKT COXPaHEH

noBbieHne akTuBHoCcTN KOK ymepeHHoe




[MTossICHO-KOHEe4YHOCTHAasA KHOLUeCKas
muoguctpocdpuna Ipba — PoTa

Pucynok 5.
Pebewok I'., 15 ner.
A-3: NMA,

D ¢dopma 3pba — Pora




AP - Tnn HacnegoBaHusd

AeOboT B IETCKOM UK HOHOLLIECKOM Bo3pacTe Yauwe B 14-16 ner

KOHEYHOCTHO-MosIcHasi MmoaucTpodus

Pucynok 5.
PeGenok I'., 15 ner.
A-3: NMA,

npexae Bcero atpodun MblLLL, TA30BOroO Mosca PP

PaHHUIA NpU3HaK yTMHas noxodka v Ap. Muonatnyeckne PeHoMeHbI,
B JanbHeunwem atpodum MbillL nNrevYeBoro nosca, pyk (dopma JIEMOEHA-MEBUNYCA)

peako AebiT co crnabocTtu Mbiwy nneyveBoro nosica (popma SPBA)

BO3MOXHbl YMEpPEHHbIe ncesaormnepTpodmm, GopMMpoBaHUE KOHTPAKTYpP NpY NopaXkeHun
MeXpebepHbIX MbIWL 1 Anadparmbl - AblxaTerbHasg HegOCTaTOYHOCTb

MbILLILIbI NIULA Yalle He cTpagatoT

HepeaKko SHAOKpUHoNaTUn

TeYyeHne BapmabenbHoe OT MArkoro A0 GbICTPO NPOrPEeCCUPYHOLLIErO
yMepeHHas runepdepmMmeHTeMUst

nHuBanuamnsaumns vyepes 10-20 ner

ayecTBeHHas (nceegoaLLEeHHOBCKad) hopma, aebiot B 3-5 net




Muonatua dpba Pota

dopmMbl: paHHSASA OeTcKkas, AeTCcKasi U FoHOLLEecKas

XapaKkTepHO nopaxeHune rnagkou Myckynartypbl
KULLEYHUKA, pa3BuTne cepaedHo-rerodHom
HegoCTaTOYHOCTMU, KOHTPAKTYP KPYMHbLIX CYyCTaBOB
NPW OTHOCUTENBLHO ONUTENBHON COXPAaHHOCTU
MbILLL AUCTanbHbIX OTAEN0B KOHEYHOCTEN U nuLa.

—



JIlnuenonaTto4yHo-nNne4vyeBas mmoancTpodus
NNaHaysun — [exepuHa

AP - Tmn HacnegoBaHusa
nebiot yauwe kK 20 rogam, nHorga HECKONbKO MO3XKe

cnabocTb U rMnoTponsa MblLLL, LA, 0COBEHHO KPYroBbIX rNa3 1 pTa, MbiLlL, NAeYeBoro
nosica, rybbl Tanupa, nuuo cuHkca, ynoibka O)XOKOHAbI, KPbINOBUAHbIE NIONATKU

aanee: cnaboctb nepegHen dybyaton, 60mbLION rPyaHON, HXKHUX OTAENO0B TpaneumMBuaHbIX
MbILL, LWMPOYaNLLEN MbILLbI CMIMHbBI, ABYrNaBOW, TPEXINaBoOn MbIWL, [1 cnabocTb
nepoHearnbHbIX MbiLL, (MOSBNSETCA cTenax) (| B MEHbLUEN CTENEHMN NPOKCMMarbHbIE MbILLLbI
HMXKXHUX KOHEYHOCTEWN

BO3MOXHa yMepeHHad I'ICGB,EI,OFVIFIeprO(*)I/IFl MKPOHOXHbIX N OeNbTOBUAHBLIX MbILLLL
CYyXOXWUJIbHblE perJ'IeKCbI NOCTENEHHO CHUXAaKTCA

MHTEIJIEKT COXpaHeEH

Te4eHne OTHOCUTEINIbHO MArkKoe

rmnepgepmMeHTeEMUS yMepPEHHas

a3 Hawe MYyX4uH bonetot



Popwmbl MM JNlanay3u-[exepuHa:
nuue-nonaToyHo-nneYyeBas,
nuue-nonaToyHo-nnevye-nepoHearnbHas,
nnue-nonaTtoyHo-neYe-arognyHo-6eapeHHas,
nuue-nonaTtoyHo-nneYe-aroanyHo-6egpeHHo-nepoHeanbHas
nuue-nonaTtoYyHo-nneYve-nepoHeanbHo-arognyHo-6egpeHHas.

BapwuaHTt 3aboneBaHusd ¢
no3gHum Ha4varnom (27—30 nerT),
NPV KOTOPOM NMepBOHaYanbHO
nopaxarTcsi ManodepuoBble
MbILLLLbI, @ 3aTEM, B MEHbLLEN
CTeneHn, MblLLbI N1e4eBOro
nogca v nuua, HasblBatoT
fionaTto4yHo-nepoHeasribHOMN
¢opmon mmonaTum
HdaBnaeHKOBa.




JlonaToyHo-nepoHeanbHas

muoaunctpoduna laBnaeHkoBa
1. AQ-dbopma
NposiBNAeTCcA Yalle B AeTCTBe, MHoraa BO 2-3-M LeCATUNETUN

cnabocTb 1 NporpeccupytoLlas rmnoTpodumst MblLLL, NIIEYEBOro Nosica U NepoHearbHOM
rpynnbl MbiLL, C yracaHUeM CYXOXUIbHbIX pedriekCoB HaumMHas C NATOYHbIX, CTenax

cnabocTb NpoKcMMarnbHbIX OTAENOB PYK 1 NIeYEBOro Mnos / L ) l u
A I’ -

L N
BO3MOXHbl AUCTAJIbHbIE MNMapecTe3nun, rmnecre3nmn

KaK NpaBuIio He CTPaaaloT MblLLLbl NMLa
TeyeHne MearieHHo nporpeccupyloLlee
BO3MOXXHO Pa3BUTME MbILLEYHbIX KOHTPAKTYP

\
noBbilLeHa akTUBHOCTbL KPK B KpoBU ﬂ

2. X-cuenrneHHas peueccuBHana opma aTpoumsa MbiLLL TonaTKU U NJiIe4eBOro
AeOloT B NEPBYIO AeKaay XXN3HU MHOr4a C MbILLIe‘-IHbIMﬁ'BaKTyp

CcHavana cnabocTb B rpyaHbIX, AeMNbTOBUAHbLIX MbiLLLAX, B MblLLULIAX NPOKCUManbF
OTAENOB PYK

No3Xe: NnepoHearbHble MbILULbI
XapakTepPHO 3Ha4YnTeNbHOE NoBbileHne KOK
Ha KapauomMmuonaTusa (Yawe npu4ynHa cMepTu)




NMMO Omepu Opeundbyca

PaHHee pa3BuTUe KOHTPaKTyp, Yallie B JTOKTEBbIX,
KOMNEHHbIX CyCTaBax, 3aAHUX MbILULAX LLIEN
(ronoBa cnerka 3anpokuHyTa)

[1neyenonaTto4HO-NepoHeanbHOEe pacnpeaeneHme
MblLLEYHOW cnabocTn n atpodun ¢
COXPaHHOCTbIO NINLIEBON MYCKynaTypbl

YacTto - HapyLwleHue puTMa cepgua u
Kapguomonartus

—



OdTanbmodgapuHreanbHas
nva

OCHOBHOU CUMNTOM— XPOHMYECKas
nporpeccupyroLas HapyXHasg opTanbMonnerns, c
NpucoeanHEHUEM YMEPEHHOIO Bynb0apHOro
cuHapoma. B nanbHenwem - npokcumanbHas
MblLLIEYHasi cnaboCcTb B pyKax U Horax.

—



OdunctanbHble MuoamncTpodpun

[MpeobnagaHne cnabocTu guctanbHbIX OTAENOB

[Mpn mnonatnun Benangep B HanbornbLLeN CTENEHN
nopakaroTcsa pasrmdarenu KUcTen,

FIle Muonatum Muown — UKPOHOXHblIE MbILULbI:
OOnNbHbIE MNOX0 CTOAT HA HOCKaXx, YacTo
CMOTbIKaKTCA.

[Mpn mnonatum NloBepca, TMOManNLHOU MuonaTumn
rMaBHbIN CAMOTOM — CTenmnax nus-3a cnabocTu
nepoHeansLHOW rpynnbl MbiLLLL,

Mwonatus [oBepca CKnoHHa K AanbHenLwen
reHepanunaauuu: Yepes 5-10 fieT NpucoenHAeTCA
CNaboCTb KUCTEN 1 MbILLILL LLIEW, YACTO OTMeYatoT
«CBUCaHue» | nanbua Ha Horax n 'V — Ha pykax.

[Mpu TMOBManbLHOM MrMonaTum, pacnpocTPaHEHHOW B
PnHNaHanKM, Yawe Bcero HabnoaarT N30NMpoBaHHOE
nopakeHue nepegHnx 6osbLebepLoBbIX MbILLLL,
NHOrAa pa3BMBaeTca kKapamoMmmonaTus.

Pncyt;ox‘G.
Pebenok K., 11 ner. 4-3:

nmvga, ¢oopma logepca —
Benanagepa
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Summary
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primary and secondary aspects of the disorder. Implementing comprehensive management strategies
canfavourably alter the natural history of the disease and improve function, quality of life, and



OnarHoctuka mmoguctpodpuu OioweHHa

1. KOPK-MM

2. n-OMI

®BM, XKEN

OKI', IXO-KI
NHK-gnarHoctuka

buoncusa mbiwy
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OnarHoctuka mmoguctpodpuu OioweHHa

YXe B paHHUX cTaausax 3abonesaHnsa obHapyXnearoT
KpeaTuHypUIo, rmnepamMmmHoaulmnaypuio, NoBbILLEHME anbaonas,
TpaHcamMnHa3s (0cobeHHO arnaHMHOBOW) N cneyndny4eckoro
doepmMeHTa MbilLEYHON TKaHN — KpeaTUH(POoCPOKNHa3bI.

HapywieHuns Bcex BnaoB oOMeHa BeLLECTB (YrineBogHOro, XXMpoBoro,
BGenkoBoro), rmnepamuHoaumaypus, runepdepmMeHTypums,
NEeHTO3YypUs, KpeaTUHYPUSA MOTyT HabnoaaTbCs U NPy Apyrnx
doopmax HEPBHO-MbILLEYHbIX 3aboneBaHnin, 0gHaKO Npwu
MuoaucTpodpun [oweHHa ONOXMMNUYECKNE N3MEHEHUS BbIPaXKEHbI
B OonbLUEN CTEMNEHN.




MNMoBbiweHne ypoBHA KPK (KkpeaTtuHdocdoknHasbl) otmeyaeTcs npm
ObicTponporpeccupyrowmux chopmax ao 10 000 1 Bbile MMOJSb/11.

3HaunTenbHoe NoBbiweHue (B 20-100 pa3) Mbilwe4vHbIX hepmeHTOB (KPK,

anbpgonasa)
PEeHoOTHIT ¥ cryyaes Kowyenspaywsw KOK
V7 77 7777% Mo cpogns ko - 100 B 10 pa3 v 6onee Bbilwe
LUEHHS HOPMbI
Muoprcipogus bexke- 100 B 5 pa3 v 6onee Bbiwe
23 HOPMBbI
LHOLLIEHH 3 CCOLHPO- B 60nbLUMHCTBE CAy- MoBbileHa
BEHHET TS TELHOHHIST yaes
KB JHOMHONTE THS
N EeHuyHHE -HOCH - Muogrcipopus Jio- ~50 B 2-10 pas3 Bblwe HOPMbI
TEAEHHYE LUYEHHS
Muoprcipogus bekke- B 2-10 pas3 Bbille HOPMbI
232




Ha vronbyaton OMI - npusHakm nepBUYHO-MbILLEYHOIO NOpPaXKeHUd
(noTeHumannbl hndpunNAUMn N NONOXUTENbHbIE OCTPbIE BOMHbI,
BbIPa)XXEHHOCTb KOPPENUPYET C TAXKECTbIO 3aboneBanHus).

[To3BonseT oTanddepeHUMpoBaTb NEPBUYHO-MbILLEYHOE NOpPaKeHne
OT HENPOreHHOro.

[aHHble He aBnaAlTCA cneundUYHbIMU U OAUHAKOBbLI NPKY 0601
dopme NnepBUYHO-MbILLIEYHOTO NOPAaXEHUS.

Electromyography
Test




MbiweyHas
auctpoduna

1.
HuskoamnnuTyaHble
N YKOPOYEHHbIE
nonudasuele MNMAAE,
NHTepdepeHLMOoHHa
S1 KpyBasi Npu
cnabom cokpalleHnn
MbILLLbI.
Bo3MOXHbl:
NpPoaoIKeHHas
aKTUBHOCTb
BBEOEHNS,

dunbpunnauma n
NONOXMUTENbHbIE
OCTpble BOJHbI.
2.[lpyrue: cHuxeHa
amnnutyga M-
oTBeTa.

Muosut m
AepMaToMMO3nT

1.MHe3gHOCTb
HapyLLEeHUN.
HuskoamnnuTyaHbie n
YKOPOYEHHbIE
nonudasnele MNMAAQE,
NHTepdepeHLMoHHas
KpvBasi npu crnabom
COKpaLLEHNN MbILLLIbI,
noteHumnansi
Gunbpunnaumn,
NONOXMUTENbHbIE OCTPbIE
BOJIHbI, KOMMEKCHbIE
noBTOpSIHOLLMECSH
paspsgbl.
2.[lpyrne BO3MOXHble:
CHWXeHa amnnutyaa M-
OTBETa, HapyLleHne
HEePBHO-MbILLIEYHOWN
nepegayv no

MHnacTeHn4eCKomy Tuny.

MuoToHuA n
MWOTOHMYECKue
CUHAOPOMbI

1.MNpoaneHHasd
aKTUBHOCTb
BBEAEHMS.
MuoToHn4yeckas
peakuusi.
2.[lpyrne: yBennyeHa
NPOOOIMKUTENBHOCTb
M-oTBeTa.
Bo3MmoXHble: CHUXeHa
amnnutyaa M-otBeTa
Ha NOBTOPHbIE
CTMMYIbI U NOocne
TeTaHM3auumn.

MonuHeBponaTumn

1.
demMmuennHusupyrowme:
yBenuyeHue
OJNIUTENBbHOCTU U
nonudasuna M-oteeTta
npw HoOpMarnbHOWN
aMnnuTyae; CHWKeHne
CPB no MOTOpPHbIM 1
CEHCOpPHbIM BOSTIOKHaM;
«paccbINHOM» XapakTep
F-BOMHbI; HAaNn4me
0rokoB NpoBeaeHns
BO30Y>XAEHUS.
2.AKcoHanbHble:
CHWXEeHWe amnnuTyabl
M-oTBeTa; HopMarnbHble
3HaveHuna CPB no

akcoHam
nepudepuyeckmx
HepBOB.

MopaxeHune
MOTOHEMNpPOHOB
CMWUHHOIo Mo3ra

Hannune
BblpaXK€HHbIX
noTeHumanos

dhacumnkynsaumi;
yBenuyeHve
napametpos NOOE n
nx nonudasus,
NnosiBfieHne B MblLLILIAX
CMOHTaHHOW
aKTUBHOCTU
MbILLIEYHbIX BOJTOKOH —
Mo n
NMONOXUTENbHbIE
OCTpbl€ BOSHbI.




1 B bnontatax — Hanmune HEKPOTU3NPOBAHHBLIX MbILLIEYHLIX BOSTOKOH C
pereHepaumen, parounTo3oM U XXUPOBbLIM NepepoxgeHnem
MbILLEYHOWN TKaHW.

Cpes 6uonmama UKPOHOXHOLU MBIWULI [ B 'A
6onbHozo, mozubwiezo om Muoducmpoguu ','3";'-“33’ 5.
L\ L 0‘ ¢ A4
HroweHHa. MaccueHoe ‘3ameuweHue AR IGERE Y
MbIWeYHOU MKaHU KUPOBLIMU KiiemKamu g’, SN
L wy é el e O AR




BonbLuyto nHgopmaTmBHOCTb MMeeT Y3U Mmbiwy. Onpegensaercd
O4HOPOAHOCTb MbILLEYHOW TKAaHU C paBHOMEPHbLIM YMIOTHEHNEM U
3Ha4YUTENbLHbIM YBENUYEHUEM YPOBHA 3XOr€HHOCTH, YTO XapakTepusyet
paspactaHue cCoeauHUTENTbHON TKaHW.

MbiLwubl nnoxo andpdepeHUnpoBaHHbI, YMEHbLLEHLI B pa3mMepe, B 60—-80 %
CIly4aeB BbISIBMAETCS XNpoBas MHULTpaums.

OTCyTCTBYET XapakTepHbIN PUCYHOK MCHEPHYEHHOCTU, YTO CBUAETENBLCTBYET O
OECTPYKTYPUPOBAHHOCTM TKaHU. CoKpaLleHUs MbILLLL NPY aKTUBHOM
Hanpﬂ)KeHV“/I BMSyanM3Mpy .C ¥ Orthopaedics G 10-JAN-14

P 100%
'

BG20 DR:70
HdTHI-P



OunarHocTtuka muoauctpodgumn QoweHHa

OueHka noanmopdusma AnuHbl PECTPUKLIMOHHBIX parMeHTOB —
OoOLLENPUHATLIN CTaHAAPT ANA AnarHocTuku 6onesHen [oweHHa
BbIABIIEHUA HOCUTENbLCTBA reHa U npeHaTanbHOU ANarHOCTUKN.

AHanus cogepxaHusa gMcTpodurHa B MbiLLLAX C MCNOSb30BaHNEM
NMMYHOIMCTOXMMUYECKON peaKkLnm NoMoraeT OTNn4nTb
Muoguctpoduto dioweHHa oT dopMbl bekkepa 1 gaeT BO3MOXHOCTb
NPOrHo3npoBaThb TUM KIMHUYECKOIo TEYEHUS.

Test Result: “Exon 53 through 55 Deletion, 0Ut'°f'f"?m°,1 be
Mutation screening of the DMD gene by mUWP'Q‘_"Q?t'on'depfn(feange?ggon
amplfication (MLPA) and confirmation by PCR amplfication feveale

of exon 53 through 55:
" Exon | Nucleotides® Change
| Exon53 |  7661-7872 Deleted
Exon54 | 7873-8021 Deleted
on 55 8028 - 8217 Deleted

Total :

Total exon nucleotides deleted: 557

HGVS nomenclature: ¢.7661-7_8217+2del




[lpeHaTanbHOE TeCcTUpoBaHUe

ccnepoBaHue ¢ NnoMoLLlbo buorncuu XopuoHa
(CVS) MOXXHO nNpoBOoAUTbL Ha 11-14 Hegensdax,

aMHUoUeHme3 MOXXHO UCMob3oBaTb nocrne 15
Henenu,

3abop Kkpoeu rs1o0a BO3MOXEH NMPUMEPHO Ha 18
Henene.

\



BecmepH-6s10mmuH2 — COBPEMEHHbIN BbICOKOYYBCTBUTENbHbIW aHANUTUYECKNUI METO,
ncnonb3yemMbl Ans onpeaeneHuns cneundndHbix 6ENKOB B CAOXHbLIX CMECAX C MOMOLLLbIO
aHTuTen.

MeToa ocHOBaH Ha KOMOUHaLWK renb-aneKTpocbopesa 7 VIMMyHOXI/IMI/ILIeCKOIZ peakumnmn
«aAHTUTEH-aHTUTEJ10».

Busyanusauus nccnegyemoro 6enka gocturaetcs nytem nposeaeHUst bBUoxmmmnyeckom
peakumn c obpasoBaHMEM NPOAYKTa, KOTOPbLIN onpeaenseTcs KONOPUMETPUYECKUM,
XEMUITIOMUHECLIEHTHBIM, OITIOOPECLIEHTHBIM METOAAMW AETEKLUMN.

KonunyecTtBo 6enka MoXeT ObITb OLEHEHO C MOMOLLIbIO JEHCUTOMETPUIN. Bbicokas cTeneHb
paspeLleHns AOCTUraeTcs 3a CHET ANEKTPOPOopPETUIYECKOrO pasaerneHmnst 6enkos u
crneumndUYHOCTM MOHOKITOHANMbHbIX aHTUTEN.

MeToa npumeHsieTcs Ans BepudmKaL My NONOXUTENBHbIX Pe3ynbTaToB
MMMYHOIMCTOXMMNYECKOro nccrenosaHus. MNpu mmoanctpodum diolleHHa KorMYeCcTBO
ancTpodmHa coctaBnsieT 0-5% OT HOPMBbI.




NEYEHUE MWOAUCTPOPUN OIOLWLEHHA

lMpuém enrkokopmukocmepoudos. CeoeBpemMmeHHas [ KC-tepanua Ha
pPaHHNX CTaausX 3aepP>KNBAET NPOrpeccupoBaHme MblLLEYHbIX aTpodunn,
yBennYMBaeT MbILLEYHYIO CUNYy U PYHKLMOE COCTOAHME NaumeHTa.

Henctene 'KC He obbAcHAETCA NULLb UMMYHOCYNPECCUEMN, T.K. HA3HaYEeHNE
asaTtuonpuHa 6onbHbIM C MUoancTpodmen [ioeHHa, He CONPOBOXKAAIOCh
NONOXUTENbHLIM 30PEKTOM.

OnTumanbHbIN PEXNM Tepanun NPeoGHU30JI0HOM CHUTAETCS eXedHEBHbIN
NPUEM per os B A03e 0,75 Mr/Kr/cyT (Ho He Bonee 40 mMr/cyT) A0 NOSABNEHUS
3Ha4YMMbIX NOOOYHBIX 3P EKTOB, NOCIE YEro NPON3BOANTCS NOCTENEHHOE
CHWXeHne 0o3bl_ 00 0,5 Mr/Kr/cyT, a B CnyyYae COXpaHeHUSA CEPbE3HbIX
NoBo4YHbIX 3dhekToB — 40 0,3 MI/KI/CVT.

AnbTepHaTMBHOWN CXEMOW SABMNSIETCA NPMEM B TEX XKe A03ax Yepes AeHb unu
«MHTEPMUTTUPYOLLNN» Npuem (10 gHen npuema, 10-20 AHEW NepepbIB).

Jlnuam, y KoTopbix Ha hoHE exxeaHEeBHOro

npnema npeOHu3on0Ha Pa3BMBAETCS OXXUPEHNE N NOBEAEHYECKNE
pacCTPOMNCTBA, PEKOMEHOOBAH NEPEXod Ha NPUEM B A03€ 5 MI/Kr 2 AHS B
Heaeno (Hanpumep, nNo NATHUUAM 1 cybbotam). [NonoxntenbHbIn 3P EKT
CTaHWe MbILLEeYHOM CUSbl) OTMeYaeTcs yKe K 10-My OHI0 OT Havana




NEYEHUWE MWOAOUCTPOPUN OOLWLEHHA

B HekoTopbIx cTpaHax (Benukobputanus, cnanma, Mnaus, bpasunnus,
[TaHama u [oHaypac) NCnonb3yeTCHa CUHTETMYECKOE NPO3BOAHOE
npeaHn3onoHa — deghsrazakopm. [MokasaHo, YTO OH B MEHbLLEN CTENEHU
Bbl3bIBaeT NOB6OYHBbIE 3 PEKTLI, OCOOEHHO OXUPEHUSI, OOHAKO, NPWU Er0
NPUMEHEHUN YaLlle pa3BnBaETCs beccCMMNTOMHasa KaTapakTa.
[o3npoBka degbriazakopma — 0,9 Mr/kr/cyT (HO He Bornee 39 mMr/cyT).

CoBpeMeHHbIE pekOMeHaUnn: BeaeHne nauneHTa Ha nogaepKmpatoLen
no3se KC, paxe nocre ytparbl CNOCOOHOCTN K CAaMOMTOATENTbBHOMY.
nepeaBm>KeHMI0. ITO NO3BONSET A0MbLUE COXPaHUTL CUIMY B PYKaX,

3aMENJINTD MNMporpeccnpoBaHne KapamnopecrnmpartopHbIX HaQyLLleHVIﬁ U
pasBuUTUE CKONNOTUYECKOW AeddopMaLinm NO3BOHOYHUKA.

K ocHOBHbIM No604YHbIM 3dddhbeKkTam ANUTESNTbHON

[MIOKOKOPTUKOCTEPOUOHON Tepanmm OTHOCATCS: NOBeAeHYECKue

PaCcCTPOUCTBA, 3a4epKKka pocTa, OXKMPEHUE, OCTEONOPO3, HapyLUeHne

TONepaHTHOCTHU K rT1H0K03e, UMMYHOCYMNpeccus, HaanoYe4yHKoBas

He4OCTaTO4YHOCTb, ANCNencus, NenTuYeckne A3Bbl, KaTapakra, KOXKHbIe
JIeHNS.




NEYEHUWE MWOAOUCTPO®PUN OOLWLEHHA

lpuém azoHucmoe f,-adpeHopeyenmopos. B HeCKONbKNX

PaHOOMUN3NPOBaHHbLIX NCCIEAOBaHUAX NOKa3aH NONMOXUTENbHbIN 3PdEKT
3,-aroHMCTOB (canbOyTamorn, (hOpMOTEPOS M ApP.) Ha MbILLEYHYIO CUITY, HO

He Ha TeyeHne 3aboneBaHUs. F 1

“Nutridrink
Mpuém Apy2ux nekapcmeeHHbIX npenapamoe. MonoXuTenbHbIA | ison:e

adbpekT

Ha TedeHne 3aboneBaHusi oka3bIBalOT aMUHOKNCIOTbI, KAPHUTUH (Sanap)

KO9H3MM-Q10, pbIONK XXNP, SKCTPAKT 3eNEHOro Yas n ButammH £, |
cneunanusnpoBaHHoe nuTaHue (HyTpuapuHkK), BUTD , Ca | 2
(500-1000 mg/AeHb) |

lMpuém kapluomponHbix npenapamoa. Okono 2/3 60nbHbIX
mMuoamnctTpodpuen [ioweHHa NCnbiTbiBaOT TE€ UMW UHbIE KAapANONOorndeckune
npobnewmsl. [Npn noserneHnn y 6onbHOro axokapauorpaduyeckmux (nnv
KITMHUYECKMX) NPU3HAKOB AnnaTaunoHHOM KapAnoMmonaTtun HasHavaroTcs
uHeubumopsi Al1®; ecnn Yyepes 3 mecsua neveHus ynyyLeHus He
ncxoamT, 0oOaBnAT

mopabI (KapBeguon unm MeTonponon).
B cny4yae nporpeccupy

HUA NpucoeaunHA0T ANYPETUKKU, Npenapartbl HanepCTAaHKU.



NEYEHUE MWOAUCTPOPUN OIOLWLEHHA

[eHOTepaneBTU4YeECKUe noaxoabl:

KoppeKkuma gedoekta nytem BBeaeHUA HopMarbHbIX KOMUA
komnnemeHTapHon OHK (kAHK) reHa guctpoduHa B coctaBe
PEKOMOUHAHTHbIX BUPYCHbIX YaCTuUL, U NOCPEaCTBOM
HEBUPYCHbLIX CITIOCODOB JOCTaBKY;

KOppeKuua mytauum Ha ypoBHe reHOMHOW KoM reHa uin Ha ero
nepsnyHoM PHK-TpaHckpunre;

aKTUBaLUMS B MblLLUEYHbIX BOSTOKHaX U KneTkax
penpeccupoBaHHOrO B X04e OHTOreHe3a ayToCOMHOro romoJsiora
reHa gucTpodmHa — reHa yTpodomHa.




TpaHchekuuss MblIUEeYHbIX 80JIOKOH C UCMOJ/Ib308aHUEM 8UPYCHbIX
8eKmopoe

B akcnepumeHTax Ha Mbillax yaanocb NpoaeMOHCTPpUpoBaTh 3QMEKTUBHYIO U
TpaHCEeKUNIO CKESTeTHbIX 1 cepaedHON MbILLL, MOCSie BHYTPUBEHHOIO
BBeAEHUS pekoMbrHaHTHOro ageHosupyca c KAHK reHa guctpoduHa.

Hanbonblunm cepbe3HbiM NPENATCTBUEM K UCMONb30BaHUIO BUPYCHbIX BEKTOPOB
ANS AOCTaBKMU F’EHETUYECKUX KOHCTPYKLINIA ABNSAETCH BblPaXXEHHbBIA UMMYHHbIN
OTBET Ha BMPYCHbIE aHTUreHbl. [laxke Npu CokpaLleHun pasmepa BUPYCHOrO
reHoma 4o MMHMMaNbHO BO3MOXHOIO, UMMYHHbI OTBET COXPaHSETCH U AenaeT
B6eccMbICIEHHbIMW NOBTOPHbIE BBEAEHUS FEHHbIX KOHCTPYKLIMIA.

BbIno NpogeMoOHCTPNPOBAHO, YTO B pe3ynbrarte TpaHCHeKUnn Mblluat
ageHOBUPYCHLIM BEKTOPOM U kKoMnakTudauven AHK nonunmnamnHom pks,
aKcrnpeccua gucTpoduHa permcTpmpoBarnach B TE4EHUM NOYTY 1 roga.




HeeupycHbie cnocobbl docmaeku KAHK 2eHa ducmpogpuHa

HeBupycHble cnocobbl A0CTaBKM BKNOYAOT BannmMcTudeckyto TpaHcdeKL IO,
MeTobl 3NeKTponopaLum (aneKkTpoLloka), BBeaeHNEe reHeTUYECKMX
KOHCTPVYKLIUIA B COCTaBE JIMMOCOM UIN YNaKOBaHHbIX C MOMOLLbIO
ONIMronenTUaoB, MONEKYIAPHbIX KOHLIOraToB, MONIMMEPHbIX HOCUTENEN. OTU
HOCUTENW B 3HAYUTENBHOW MEPE NULLIEHbI HEAOCTATKOB NPUCYLLIMX BUPYCHBIM
BEKTOpaM, OfIHaKO, CNOCOBHOCTL K TpaHcdopMaLumn y 60nbLUMHCTBA U3 HUX
HUXXe, YEM Y BUPYCHbIX BEKTOPOB.

Hanbonee coBpeMeHHbIMU Ha CErOAHSLLIHUIA AeHb ABMSATCSA UCCreaoBaHus
MO OOCTaBKe reHa AMCcTpodmnHa MeToa0M 3NeKTponopaLmnm Uam ¢ Hocutenem
Ha OCHOBe nonuMepHon opmbl AeKcTpaHa. B nocneaHem cnyvae ans
OOCTaBKW reHa ANCTpodMHa NCNONb30Banu AeKCcTpaH, obecneynsaroLLnum
camocobupatrowmnrca OHK nonumepHsin komnneke. OTCyTCTBME TOKCUYHOCTH
N UMMYHHOIO OTBETa, AUCCeMUHAUNA MO pasfNYHbIM rpynnam MbiLLL 1
OOCTaToOMHO AnuTenbHas (bonee AByx MecsiLEB) 3KCNPECCUS nokasanu
NepCcrnekTUBHOCTb AaHHOM CUCTEMbI AOCTaBKU ANs NPoBeAeHNs KINUMHNYECKUX
NCMbITaHNW.




['eHHasi mepanusi Ha ypoeHe nepeu4YHo20
mpaHckKpunma 2eHa oucmpoguHa

3 aTnux meTtogoB 0cob0e BHMMaHWE NPUBIIEKAET TEXHNKA HaNpaBIEHHOM
yTpaThl 3K30HA, HECYLLIErO MYTaHTHbIN CTON-KOAOH, pa3paboTaHHas B
nabopatopumn [xopaxa dukcoHa B Benukobputanmn. B ycnoBusix in vitro
ObIf1I0 NOKa3aHo YTO YKe Yepes 6 YacoB nocrie TpaHchekumm
cneunuyecKMMmn OfTMroHyKIieoTngamMmmn (aHTUCEHC-0OSTMTOHYKINeoTuaamu)
yaoarneHne MyTaHTHOro 23 ak30Ha npowucxoausno B 50% MPHK 1 B 100%
MPHK yepes 24 yaca.

[lepCnekTMBHOCTb 4aHHOIo NoAxXo4a 3aKn4vaeTcs B TOM, YTO MMobnacTbl
Ha4YMHaOT CUHTE3NPOBATbL NONMHOPAa3MepPHLIN Derok ANCTPOdUHa, XOTS K
OedeKTHbIV Mo OAHOMY (PYHKLIMOHASTIbHO HECYLLECTBEHHOMY 3K30HY.
Byoy4yn nepecaxeHHbIMU 60rIbHOMY MOANUUNPOBaHHLIE MMODNAaCThI
CMOryT BOCCTaHaBnmBaTb (PyHKUMIO 1 NpeaoTBpallatb rmbesns
NopaXXeHHbIX MblLLEeYHbIX BOJIOKOH.

HecmoTpsa Ha TeopeTnyeckyto 000CHOBaHHOCTb METOAA A0 BHEAPEHUS Er0
B KITMHNYECKYI0 NPaKTUKY NOKa eLle garneko. B HegaBHO NpoBeAeHHbIX
KITMHNYECKNX NcnbiTaHUAX Ha 12 nauneHTax Cc exxeHeaernbHbiM NOoAKOXKHbIM
BBegeHnem AOH, HanpaBneHHOro Ha 9k30H 51 (PRO051), 6615 NOKa3aH PocT
gKcnpeccun ,EI,VICTpOCbI/IHa y 10, a Takxe ynydweHmne QyHKLNOHanbHbIX

ren xoabbbl Yepes 3 Mecsua y 8 N3 HUX.




AKkmueu3auusi 3Kkcrnpeccuu ympoguHa — aymocomMHO20
20MO0J102a 2eHa ducmpodbuHa

CyTb MeTOoAa 3aKknyaeTcs B MomnbITKE Aepenpeccum ayToCOMHOIO
romonora gucTpodunHa — reHa yTpoomHa, NpoayKT SKCnpeccuu
KOTOPOro Mor Bbl 6bITb cnocobeH KOMMNEHCUPOBATb HEAOCTATOK
OUCTPOdKrHA BO BCEX rpynnax MblLLLL.

YXe nony4yeHobl AaHHble CBUOETENLCTBYOLWME O TOM, YTO TPpaHCdEeKUNS
mdx MbILLIEN in vivo reHOM YyTpOodonHa NPUBOAUT K SKCrpeccumn yTpoguHa B
CKeneTHoWn MyckyrnaTtype v gnadgparme. Pesynsratbl 9KCNEPUMEHTOB
yKasbIBaloT Ha NPUHUMNUANbLHYH BO3MOXHOCTb KOPPEKLUNM AEdEKTOB B
MbILLEYHbIX BOSTOKHAX NIULLIEHHbLIX AUCTPOdUHA C MOMOLLIO YTPOoMUHa. K
HacTosLeMYy BpeMeHU naeHTuuumpoBaH npomMoTop B reHa yTpoduHa,
BO3OENCTBYS Ha KOTOPbIM MOXHO BKIHOYaTh U UBMEHSATHL YPOBEHb
9KCnpeccumn aToro reHa.




AMUHO2/1UKO3UObl. AMUHOIMNKO3UAHbLIE @aHTUONOTUKM (B YACTHOCTU, FEHTaMULVH)
nokasasnu cBot 3(PPEKTUBHOCTb B YTHETEHUN CTOM-KOLOHOB (C NosABNeHneM
KOTOPbIX CBA3aHO OKOJ10 15% MyTaumn npy Mmognuctpodum [ioweHHa) B Kynstype
KIeTOK in vitro. TeM He MeHee, MonbITKWU BBEAEHNA reHTaMULUM Ha B Jo3aX 7,5
Mr/Kr/CyT nauneHTam He NpUBESIN K LOCTOBEPHOMY KIMMHUYECKOMY S(PGEKTY.

AmanypeH (PTC124). [epoparbHbii npenapar, He OTHOCALLIMWCS K rpynne
aHTUONOTMKOB, KOTOPbIN CTUMYNUPYET pnbocomMaribHoe CHUTbIBAHNUE HOHCEHC-
MyTaunn (CTon-KogoHoB) y mdx-mbituen. KnnHnyeckmne ucrblTaHns HA3KUX 003 (10-20
Mr/Kr/cyT) atanypeHa Ha COXpaHMBLLUNX CNOCODHOCTL K XoAbbe nauneHTax ¢
Muoauctpoduen [ioeHHa nokasanu ynydweHne asmraTenbHbiX YHKUMA NO
CpaBHEHMIO C rpynnon nnaueobo.

OkcaHOpos1oH. AHabonun4yeckn ctepouna, obnagarowmm MMHUManbHbIM
aHOPOreHHbIM 1 BTOPUYHBIM 3CTPOreHonogo6HbIM 3 (EKTOM, MarnoTOKCUYHbIW ASS
NeYyeHun, okasbiBaLLMN MOLLIHOE CTUMYNMpYoLLEe AEUCTBME HA CUHTE3 MUO3MHA B
CKENEeTHOM MYCKyrnaType 1 TeEM camMbiM CMOCOBCTBYHOLLNM HapaLMBaHUIO MbILLEYHOW
mMaccbl. MHorme nccnegosaTen pEKOMEHAVIOT KPDAaTKOCPOYHbIV KYPC Tepanmu
OKCaHAPOJIOHOM (He Bonee 20 Mr/cyT B TEYEHUE 3 MECALIEB) A0 HaYana
NpeaHn30I0HOTEPANNN — 3TO YCKOPAET POCT U 3aMEANIAET NPOrpeccnpoBaHue
MbILLIEYHOW CN1aboCTu.

UmmyHoOenpeccaHmal. [onNbITKN NPUMEHEHUS a3aTUONPUHA YCHEXOM HE
yBEeHYanncb. MImerTcs AaHHbIE O HEKOTOPOM YnyudLleHUU PyHKLMK Y AETEN, B
TeYeHVie 8 MecALEB NoyYaBLIMX TEPaNMIO LIMKIOCNOPHOM, OOHaKO, 13-3a
3MOXXHOCTM Pa3BUTUS LIKITOCMIOPUH-MHOYLIMPYEMOW MUONaTum

Lené a3HOCTb 3TOr0 MeToAa fie4eHnst OCTAETCH CrIOPHON.




lNepecadka cmeosio8bix KsiemoK. AKTUBHO U3yHYaeMoe HanpasreHme, noka

OCTalolleecA B paMKax KITMHUHECKOro 3 Treatment of Duchenne and Becker muscular dystrophy
Literature review current through: Aug 2016. | This topic last updated: Jun 21, 2016.

lMepecadka muobniacmoe. E€ acbhekTMBHOCTL Npyn muoancTpodum dioweHHa He
OoKasaHa.

KpeamuH. [puém KpeaTHa MoHOruapara B 4o3e 5r/CyT He nokasan cTaTUCTUYECKN
AOCTOBEPHOIO KITIMHMUYECKOro adpdpekta, HECMOTPA Ha CBOKO HEMJSTOXYH NEPEHOCUMOCTL U
AOKa3aHHbIN 3P MEKT CHMKEHUS YPOBHA MUOCTaTMHA, NO3TOMY JaHHbLIV npenapar
Hesb3s peKOMEHA0BaTh B KadecTBe 00s3aTenbHOro Ans npuMeHeHus npu
mMuoamncTpodum [oweHHa.

UHaubumopskl 2ucmoH-0eauemunas. [penapartbl 3TOW rpynnbl (TPUXOCTATUH A,
Baribnpoesas Kucrnora, eHnnbyTnpar) nokasanu cBo 3PPEKTUBHOCTb HA mdx-
MbILLIAX, CTUMYINPYS 9KCNpeccuto ponnuctaTtmHa — UHrmbutopa MmoctTaTuHa.

UH2ubumopsbl (aHmMa2o0HUCcMbI) MuocmamuHa. MnoctatuH — 6efoK, KOTOPbIN
nogasnisieT PocT N o depeHLMPOBKY MbILLEYHOW TKaHW. B akcnepumMmeHTax Ha mdx-
MblLLaX BBe4EHNE NHIMONTOPOB MUOCTaTMHA MPUBESO K POCTY MbILLEYHOW Macchl,
CHWKEHNIO YPOBHS KPK CbIBOPOTKU M YITYyHLLIEHUIO TMCTONOrM4Yeckon KaptuHbl. OaHako,
HU4YeCcKue UCnbiTaHus npenaparta MY0-029 (ctamynymaba) Obinn 3aBepLUEHbI ke Ha
dase OTCYTCTBUSA CTaTUCTUYECKN LOCTOBEPHOro adpgeKra.




NEYEHUE MWOAUCTPOPUN OIOLWLEHHA

HemedukameHmMo3HbIe Memoobl:

[MooLwpeHne NOCUNbLHON PU3NYECKON aKTUBHOCTU (ManonoaBMKHbIN 0bpas
XXWU3HW YCKOPAET NPOrpeccnpoBaHne MbilLie4HOW ANCAYHKLUNK),
nosnposaHHas JIPK ¢ anemeHTamm stretch-ruMHacCTUKMN.

dusnoTepaneBTUHECKME NPOLIEAYPLI, Maccax (Cuna BO3AeNCTBUS
MWUHUManbHa, akLEHT Ha yny4dlleHne TPOUKN KOXKHbIX NOKPOBOB U
COXPaHHbIX MbiLLLL), TapadUHOBbLIE, 030KEPUTOBbIE annnukauum Ha obnactu
CYCTaBOB

lNMpyn HaYaNbHLIX NPOSABMEHNAX KOHTPAKTYP, PeTPaAKLUU CYXOXKUMUN:

- onKcaLUnsa KOHEYHOCTU B NMONOXEHUN OOCTUTHYTOW KOPPEKLINU KOHTPaKTYpPLI
CyCTaBOB, LUMHbI, Banunkn Ana npoduiakTUKN KOHTPAKTYP,

- dbukcaumsi KoHe4YHocTeN B OU3NONOrM4ECKOM NOMOXEHUN HA HOYb C
NCNonbL30BaHMEM TYTOPOB;

= C Lenblo aganTtaumn nepeaBmxeHns ¢ onTuManbHOW KOppPeKLUUeEn

ned 1
NCNONb3YyHTC

opTornegnyeckad O6be, HaAKONMEeHHUKN.



NEYEHUE MWOAUCTPOPUN OIOLWLEHHA

1 [Mpun pobpokavyecTBEHHLIX hopMax MMoaNUCTPOun B
cTaanu KOMMeHcauum BO3MOXXHO NPOBeAEHNE
ornepaTMBHOrro BMellaTenbLCTBa, HarnpaBieHHOro Ha
npeaynpexaeHne n nbasrneHne KOHTPakTyp,
CYXOXWUIbHbIX peTpakLumin, Koppekunio gedopmauunm

0 |/|CI'IOJ'Ib3yeTCFI TaKkKe MOTOPU3OBaHHbIE
MHBaJringHble KOJIACKN, NCKYCCTBEHHAas

- CPAP (Continuous Positive Airway Pressure - noctosiHHoe
NONOXMTENbHOE AABMEHNE B ObIXaTENbHbIX NyTHAX) U

- BiPAP (Bilevel Positive Airway Pressure — gByxypoBHeBoe
NONOXMTENbHOE AABEHNE B ObIXaTENbHbIX NYTHAX)

- ST (VAPS) - annapat HenHBasusHon VBJ1




PexoMeHIallHH:

1. HaGmoneHue NeaHaTpa, HEBPOJIOra, KapIuoJora, OpTONENa, SHAOKPHHOIOra MO MECTy
JKHUTEIHCTBA;

2. CobmoneHne pexuma JH: (PeXUM IIaIsIyi);
3. TIpeaHH30JI0H «5 MI» MO 1,5 Tabaerkn B 8.00 exke/HEBHO — NOCTOSAHHO;
4, KOHKOp yBENHYHTH 710 2,5 MT X 2 p/J OCTOAHHO (yrpo). Korrpoms YCC (>70 ya B MHH).

Yepes 2 mecsna j06asuth mpecrapuym (11=5Mr) Y tab6 x 1 p/m. Yepe3 3-4 Henenu
yBemwauTh 10 1/21 X 1 p/A nHeM.
. L-xapuwuan 350 Mrx 2 p/n;

. Kosmzmm Q 10 250 mr x 1 p/x mOCTOSHHO ECHH HPOTHB KaKOﬁ'HH6YI[B 6OHG3HH

5
6
7. Anbakansmuon 0,25 MKr X 1 p/zi, exeaHEBHO.
8

. Ocreokea 1 Tx 1 p/a, mocie yxuHa, 1 Mecs (AIOHB, CeHTAOPb, 1eKabphb). HpeﬂﬂaraeTCH O4YCHb MHOTO Cpe,Z[CTB 5

9. OCTEOreHOH OTMEHHMTb.
10. ®ocaBaHC TPOIOIDKUTH (KPOME JIETA).
11. Ananms3 kpoeu Ha [Tapatropmon, 250H Butamun ] kposu 1 p B 3-6 mecs1EeB.
12. HeitpomysTEBHT 1 Tab. yTpoM Kype 2 Mecsina — 3 Kypca B TO;
13. Tananrus (acmapkam) no 1 Ta6. x 1 p/a— 1 Mecsn maTh, 1 MecsIl IepephIB — IOCTOS
14. Iluropnasus 1o 1 Tab. x 2 p/x (kKypcamu 1o 1 mecsiy, Yepe3 Mecsl Mexkcunon) — 2-3.,
TOJ;
15. Dmekap 10,0 + 100,0 ¢u3.p-pa, B/B, kamenpHO NeS, 3arem Heoton 1 rpaMM B/B, KaneibHO
Ne4-5 — 3 paza B ro;
16. JI®K — exxeqHEBHO IO BCEM OTIENIaM, PaCTKKH,
17. Maccax Imasiyii ¢ HCKIXOYEHHEM ITyO0KOro pa3MHHAHHUS U NOKOJIaYHBaHMS,
18. ®usmorepanusi: MT roneHed, Aroul, MO3BOHOYHHMKA; KHHE30TCPAIHS, Jie4eOHbIe TPs3H,
aNTUIAKALAY 030KEPHTa, TapaduHa Ha FOJIeHOCTONHbIE cycTasbl Nel0 — 4 paza B roz
19. ITpomOKHUTE BEHTHIISIIMIO IPAP-14, EPAP-6, f-14, IPAP max — 18, Vt-400 (uenesoit)
20. KIIIC B nuHaMuke
21. OTkanumMBarelb;
22. Aciuparop-Apmen ge-f
23. Crenuaym3upoBansoil mutanue (HyTpuapunk);
24. MBoro¢yHKIHOHAIBHAS OPTONEAUYECKast KpOBATh C CKTPONPHBOLIOM;
25. VnmBr/yanbHas ClOXKHAs OpToneaudeckas 00yBb;
26. Be3Harpy304Hbie TYTOPHI Ha JIOKTEBBIE, KOJICHHBIC H NOJIEHOCTOIHEIC CYCTaBhI,
27. DneKTponoaBEMHHK JUIS BAHHOH;
28. uBanuaHas KOJsICcKa i 10Ma;
29. HBanMaHOE KPECHOo ¢ 3JEKTPONPHBOAOM UL YIIAIIBI,
30. 3aHsATHE HA IACCHBHBIX TpeHaXepax (Tuma Motomed);
31. PeKOMEHI0BaHO CAHATOPHO-KYPOPTHOE JieueHue — 1 pa3 B ro;
32. Koncynbranus B HUKU nexuatpun B 2017 roxy.

Pe6eHoKk HAXOJUTCH HA HEMHBA3HBHOH HOYHON BEeHTHISIHH JierkuX B pexume ST (VAPS).
BbL10 0TMeYeH0 MOBbIMIeHHe HHAEKCA ano/THINONHO), COXPAHAIOMANACH HIEPKANHHEs N0

A S

3HAYUT, OOJIE3Hb HEU3JIEUNMA.

A.Il.YexoB



® About Neuromuscular Help Through Hope Through Ways To
Diseases Services Research Get Involved

For Strength,
Independence & Life
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* Strength, Independence
| Life \

At the Muscular Dystrophy Aséociation, we believe in living life,
unlimited.

GIVE GIVE MONTHLY




1. lNepevncnnte mmonatnyeckne qoeHOMEHHI,
4yeM OHW 0DYyCNoBMEHbLI?

2. [NaTtonorunsa kakoro 6enka NexmnTt B OCHOBE
[MMO OioweHHa n bekkepa?

3. Kakne cuctembl, KpOME MbILLEYHOW
BoBnekatotrca B npouecc npu NMA AdioweHa?

3. Kakon Bnag SMIT no3BonsieT BbIABUTb
NepBUYHO-MbILLEYHOE MOopaXeHne?

2>

4. [NoBbllLEHNE B KPOBU Kakoro depmMmeHTa
yKa3blBaeT Ha NepPBUYHO-MbILLEYHOE
nopaxeHue?

5. Kakme nogxoabl K nedenuto NMA OioweHHa
CYLLECTBYIOT B HacTosllee Bpems?

6. Kakne npucnocobneHnst pekoMeHa0BaHbI
naumMeHTam npu HapyLleHNAX YHKLWNA
BHELLHEro AblXxaHns BO BpeMS cHa?




