B3POCI/IbIE D-*OLUEHHH = PekomeHpaunn ana Bpaven,
B NMOMOLLUb BPAYY BeAywux nauveHtos c MAA

OBCYXOAEM

H Mpwn KaXxaom BU3MTE NPOBOANTL KaKoe-TO BpeMa 0ANH Ha oaunH ¢ nauneHtom M KoHTponuposaTb TPaH3uT BO
B3pocnoe 3apaBooxpaHeHue B Mpu kaxxaom BU3UTE oueHnBaTb HesaBucumocTb nauveHTa B Mpu kaxkaom
BU3UTE 06CYyXAAaTb LUenu naumeHTa B o6pasosaHun n padote B O6cyxaaTb BONPOCHI, CBA3aHHbIE C NAaHOM
yxoaa Ha 6onee no3gHen ctagun 3a6oneBaHns, B TOM Yucne NpeasapuTenbHbIX MEeANLNHCKUX YKa3aHUn
HaNU4NUa NNaHa 3KCTPEHHOW NOMOLWN

MOHATb NPOBJIEMbI
C AbIXAHVNEM

H dyHKUMOHaNbLHaA AMarHoCTUKa Nerkux Kaxable Nonroaa, unu Kak HazHaunt nynomoHonor M O6cyanTb
Ha3Ha4YeHne oTKalIMBATENA NPU NUKOBOW CKOPOCTU Kawna < 270 NUTPOB B MUHYTY UK Npu ocnabnexHun
cunbl kawnsa B O6cyanTb HEO6X0AMMOCTL NPOoBeaeHNA 06CNeaoBaHNE AbIXaHUA BO CHE U NPUMEHeHne
HouYHoN Bi-PAP no notpe6HoCTH, ecnn GopcrMpoBaHHaA XXU3HEHHAA eMKOCTb nerkux (OXEN) < 50% nnn npu
CUMNTOMaX FMNOBEHTUNAUNM (YacTble NPOBYXKAEHWUS, FONOBHbIe 60K NO yTpaM, uameHeHuA nosegeHns) il
CBoeBpemMeHHana BakuMHaUmMA (B T.4. OT NHEBMOHUN n exerogHo oT rpunna) B O6¢cyanTte Hawano HUB/ B
AHeBHOe BpeMS, koraa napunanbHoe aasneHune CO2 Ha Bblgoxe >45 mMm pTyTHOro cton6a M OnepaTueHO K
WHTEHCNBHO NleunTb pecnupatopHble nHpekunn BHE MPUMEHATD kucnopoa 6e3 monutopuHra CO,

CTEPOUAbI

B O6cyanTb Nprem CTeponAaoB Ha NPOTAXeHUN Been xn3Hn naunenta Bl OueHnBaTtb apPpeKTUBHOCTL
CTepovAaoB U OKa3biBaTb MOMOLLb NPU BbIABNEHUN NOG60YHBIX 3G HEKTOB NPU Kaxaom Busnte Kk Hesponory Bl
WUckntounTb peskyto oTMeHy npuema ctepoungos ll O6¢cyanTb HEO6X0ANMMOCTL NPUema CTPeCcCcoBon A03bl
cTepovaos Ha nepvod 60Ne3HN AN NPU XUPYPrudYecKux BMeLaTenbCTBax

H NocewaTb kKapanonora ¢ BbiINONHeHNeM BuU3yanusauuu (npeanoytutensHo MPT cepaua nnu
axokapanorpaduio) Kaxkable NONroaa UNW B COOTBETCTBUM C pekoMeHaaunamm kapauonora Ml HasHauute
cepaeyHble npenapaTtbl nepeon nuHuu (MAMND® nnn BPA) no nepeHocumocTn Bl Mpu nosaeneHnn NpusHakos
cepAeYHON HEAOCTAaTOMHOCTH (CTENEHb YKOPOYEHMNA BONOKOH Mnokapaa (CY) <28% wnu ppakuns sbibpoca
<55%) Ha3HaunUTb CTaHAapPTHbIE NpenapaTbl AN NeYeHUs cepAeyYHON He[OCTaTOYHOCTH

CUCTEMA

H Ecnu nauneHT NpuHMMaeT ctepounabl, NpoBepATb ypoBeHb 25-OH Butamunna D exxerogHo B MpuHumats
ButamuH D no Heo6xoanmocTn Bl O6CyAnTb PaLMOH NUTAHWUA Ha NPeAMET AOCTaTOYHOCTU NpUema ¢ Nuwen
kanbumna n ButammHa D B O6cyanTb N3MEeHeHWe NIOTHOCTU KOCTHON TKaHW U UCNONb30BaHNe
6ucpocponaTtos Bl OueHnBaTtb Hannune Gonen B CNUHE UNW NPU3HAKOB KOMNPECCUOHHOrO Nepenoma
nossoHkos ll BNnoTb A0 OKOHYaHUA NyGepTaTa KOHTPONUPOBaTbL NPOLECC NONOBOro CO3PEeBaHNA Ha NpeaMeT
HEeo6x0ANMOCTN Tepanun TECTOCTEPOHOM

HWKOIAA HE 3ABbIBAEM
O ®U3UYECKOWN TEPANUN
1N SPFOTEPANUN

l CneunannsmpoBaHHana ouEHKa COCTOAHUA GU3NYECKUM TepaneBTOM Kaxable 4-6 mMecAueB C NpUMeHeHnem
CTaHAAPTHbIX METOA0B OUEHKN PpyHKUMOHANbHOIro cocToAHNA 1 cunbl Bl ExxegHeBHbIE PACTAXKN NpY ycnoBuu
komopopTHocTu ll PekomeHAoBaTb NPOGUNAKTUKY KOHTPAKTYP (TYTOpPbI, PacTAXKM), noaxoaawme opusnyeckne
Harpysku, BcnomoratenbHoe o6opyaoBaHue ANA NepeaBuXeHns (XoayHKU, CKyTepbl, KONSCKU) U Npoyero
o60pyaoBaHUA (KPOBATH, YCTPONCTBA NOMOLLN ABUXKEHNSAM PyK, noabeMHukn n ap.) B Mpu kaxaom susute
NPOBOAUTL OLEHKY NO3ULNOHMPOBAHUS U OCAHKK, YTOGbI NPeaoTBPaTUTL Pa3BUTME CKONNO3a

H Cneautb 3a Becom M MpoBoanTb OLEHKY pauMoHa NUTaHWUA (3A0POBOE NUTaHNe, Kanbunn, eButamud D) il
OueHunBaTb CNOCOGHOCTb K rNoTaHuto/noTpebHocTb Bo BMewaTenbcteax Ml Tepanua MOPB, 3anopos u
ractponapesoe no Heo6xoanumocTn M MNoceleHne cTomatonora Kaxable 6 mecsaues

SKCTPEHHAA
NMomMoLlb

H NpouHdpopmupoBaTe NauneHTa/poauTenei o Tom, 4To He06X0ANMO BCErAa UMETb NPU cebe BbIMUCKY

C NpeAblAyLEero BU3UTa K Bpayy (BKNOYaA Ha3HaYeHNUs NekapCTBEHHbIX NPenapaToB U KOHTaKTbl HEBPONOra)
N KapTy 3KCTpeHHoW nomowm npu MAA B OCTOPOXHOCTb C aHecTe3newn; nsberatb MHranAUMOHHoON aHectesun il
HWUKOIAA He npumenaTte CYKUMHUNXONNH

MNCNXNYECKOE
300POBbE

H Mpwn kaxaom BU3UTE onpeaensaTb BO3MOXHOCTU K aganTaunn 1 COBNaaaHnUs co CTPECCOM, NoBeaeHYeckne n
3MOUMNOHaNbHbIe Npo6nemMbl, Hanuume counansHomn nsonaunn ll O6¢cyxaaTh NOTPEGHOCTN NAUNEHTa
B MHAWBMAYaNbHOM NaTPOHAaXXKHOM o6cnyxxusaHun/nopaepske ll B xoge kaxaoro Bu3nTa oueHUBaThb, yaaeTca
NV NaUNEHTY NOAAEPXKNBATL OTHOLWEHUA C POAHBIMU, APY3bAMMU, ObiTb aKTUBHbLIM YNEHOM obLecTBa

HE NbITANTECH
D CMNPABUTbCA CO BCEM
B OANHOYKY

l PekomeHaynTe NnpoBepeHHble NCTOYHUKN nHbopmauuu B nHtepHete ll OpraHusyite nocneayiouiee
Ha6noaeHue B cneuManusnpoBaHHOM HENPO-MbIWEeYHOM UeHTpe ana 6onbHbix MO0 B MNpeanoxute
KOHTaKTbl NAUuMeHTCKUxX opraHusauun (ParentProjectMD.org, TREAT-NMD.eu, WorldDuchenne.org,
DMD-Russia.ru) B PekoMmeHaynTe 3HaKOMUTLCA M O6LWATLCA C APYruMu B3pocnbimn ¢ MAL — nuyHO nnn

Care for Duchenne
parentprojectmd.org/care

Emergency Care Considerations
parentprojectmd.org/emergencycare

B couceTax
Center for Disease Control and Parent Y
L ~
; ; : Project i (3 homD
Prevention Care Considerations Muscdlar TREAT-NMD o DuCHENE f

parentprojectmd.org/careguidelines Dystrophy FTOPOEWN



