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MHbopMaLuma, onybrnkoBaHHasa B 3To 6poLutope, ABASeTcs peKoMMeHaaUmen U He 3aMeHaeT KITMHUYECKOro BeeHus
MaLEHTOB, MPUHATBIX B KOHKPETHbIX MeOULMHCKUX ydepexaeHnmsx. [laHHoe pyKOBOACTBO TaK e He 3aMeHdAeT MHAU-
BWAYaNbHOIrO MOAXOAa KOHKPETHOro Bpaya K nauMeHTy. [laHHble pekoMeH4auUum creqyeT codeTaTb C MeOULMHCKUMM
pekoMeHOaunaMuM 1 BallUM MHOVMBUAOYabHbIM 300POBbEM U KOHKPETHBIMW CUATOMaMK, KOTopble MOryT NoTpeboBaTb
OMarHOCTUYECKUX MPoLeayp UKW OTAENbHON MegULUHCKOM MoMolm. MprHKMMasa pelleHmMe OCHOBbBIBATbLCS Ha AaHHbIN
[OKYMEHT, Bbl MOCTYMaeTe Mo CBOEMY YCMOTPEHMIO U HeceTe MOJHY OTBETCTBEHHOCTb 3a 3TU AeNCTBUSA. HecMoTpsa Ha
TO, UTO ObINUV MPEANPUHSTLI BCE YCUMNA Ans obecnedyeHnsa TOYHOCTU U MOMHOTbI MHOPMaLLMK, CoaepyKalLlencs B 3ToM
6poLutope, Mbl HE MOXEM FapaHTUPOBaTb €€ TOYHOCTb U leUeHre NaLMeHTa B KaXKO0M KOHKPETHOM CUTYaLMKM OOMKHO
6bITb NOA0BPAHO MHANBUOYANBHO.
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1. BBEOEHUE

I 1
Mbllle4dHaa anctpoduma OoweHHa (MO0 nnu

Mwuopnctpodua JroleHHa) — 3TO CTOXKHbIN A1 «3TO PyKOBOACTBO MO

MOHMMaHUA 1 BedeHUa AMarHo3. B 31oT Mup «MeAULUHCKMM» acneKTaM

HUKTO He NPUXoauT 0o6poBoNbHO. AccoLMaums MbiLLeYHOM AnucTpodpumn [IoLeHHa,
MbliweyHowm Ouctpodum (MDA), Poomutenbckmni HO Bceraa cneayeT NOMHMUTb, YTO

MPOEeKT MbllleyHon anctpodumm (Parent Project
Muscular Dystrophy, PPMD), Accoumaumm no
N3yYeHUIO METO0B NleYeHUA HEMPOMbILLEYHOM

npo6nema He ncuyepnbiBaeTcs
MeauUMHCKMMU BorpocaMu. Uaes

natonorum (TREAT-NMD) 1 BceMupHas opra- COCTOUT B TOM, HTO Npu cBeAeHUN
HM3aLMA MO MbllLedHon ancTpodbum [doleHHa K MUHUMYMY MeAULIMHCKUX
(UPPMD) noHmMMaltoT ayLleBHY 60Mb U TpeBory, npo6neMm, Ball pe6eHOK CMOXXeT
KOTOPYIO MCMbITbIBAOT POAUTENMN, CTOKHYBLIMN- NPOAOMKaTb CBOIO YXU3Hb, U Bbl

ecd C AMarHoO30M, U Kak OHW HY>KOakoTCa B Mof-
nepykke. OYyeHb Ba)KHO, YTOObI Bbl U Ball pebé-
HOK Moslydanu nydilee nedyeHue, NoOaepP»xKKy m

CMoOXeTe Npoao/HKaTb ocTaBaTbCA
ceMbéin. CTOUT MOMHMUTDb, UYTO

MHbopMaLMio 0 3aboneBaHN 13 MepPBONCTOY- 60/bLLIMHCTBO AeTeN C MbiLLIEYHOWN
HMKOB. VIMEHHO Mo 3ToW MpUYMHE Mbl paspabo- ancrtpodumen oWweHHa -

Tanun PyKoBOACTBO A4 ceMbk no BegeHvio MO | cyactnueble pe6aTa, U 60/IbLUMHCTBO
2018 ropa. ceMbel cnpaBnsoTCA C CUTyaLMen,

MblweyHaa guctpodua doleHHa oTHOCKUTCA
K K/laccy MbilleYyHbix 3aboneBaHum nog obLLMM
Ha3BaHWeM «ancTpodbmHonaTUmy». JUcTpodmHo-
naTumM pasBMBatoTCa Ha GOHE HEXBATKM MbllLLieYy-
HOro 6enka AUCTPodUMHa U MOTYT MMETb Kak Sn13a6et Bpym,
TaKeNble GeHoTUNUYECKe MPU3HaKKM (BUOMUMble BcemupHas
CMMMTOMDI), KaK MPpW MblLLEYHOM ONCTPOPUM
[olweHHa, Tak M MeHee BblpaXXeHHble, HO BCE

npeogosieB NepBoHaYasibHbIN LUOK OT
nocTaB/IEHHOro AuarHosa.».

OpraHunsaumsa JoweHHa (UPPMD)

«
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PykoBoacTBo Anga ceMbu no MO 2018 roga obbeamHaeT B cebe pe3ynbraTbhl MOcnegHMX
MeOMUMHCKMX MCCNedoBaHMi Mo yxoay 3a NaumeHTaMm. Kak HadanbHas, Tak M o6HOoBNeHHadqa
BepCUaA pyKOBOACTBa 6bifa pa3paboTaHa Npu nogaepykke LleHTpoB KOHTpONa 1M NpodunakTu-
Ku 3aboneBaHui CLUA (CDC) B coTpyaHMYeCTBe C UHULIMATUBHbBIMKW FpynnamMm n Accolmalm-
en Mo N3y4YeHMIo METOOOB SleYeHUa HempoMblLLeyHom naTonornm (TREAT-NMD). OcHoBHOM
OOKYMEHT onybrnKoBaH B ypHane Lancet Neurology v gocTyneH ang o3HakoMaeHua Ha
canTax PPMD, MDA, UPPMD, TREAT-NMD un CDC. bnarogapa ycunuam TREAT-NMD n UPPMD,
Ha camTe TREAT-NMD gocTyrnHbl NepeBoabl AOKYMEHTa Ha MHOIMMe A3blKU.

Mo KayKOoW y3KoM crelmanbHOCTM MoaroToBNeHa oTaeNbHaa cTaTba Ana 6onee rnyboKoro
MOHMMaHUA crieundUKM 3TOM 06NacTU MPU NedeHnn. ITK cTaTb onybnmkoBaHbl B 2018 roay
B YXypHase Pediatrics, Tom Pediatric Supplement, odpurumanbHOM >ypHane AMepUKaHCKOM
akageMuu negmaTpum, U OOCTYMHbl Ha YKa3aHHbIX HUYKe Beb-canTax.

e M3MeH4YMBble peHOoTUMUYECKMe NPOoABIeHNS, L
KaK Mpu MbllleYyHom anctpodumm bekkepa. Ona
MpPOCTOThl B PyKOBOACTBE peyb ByaeT ATV NPEenMYLLECTBEHHO O MbllLledHoW anctpodum [io-
LeHHa, nanee MA0.

PykoBo[OcCTBO NpefHa3HaydeHo anga nogen ¢ anardosomMm MO v poantenen Bo Bpems
MOCTaHOBKM AMarHo3a 1 paHHel cTagmMm pasBmuTmUa 6onesHn. B COOTBETCTBUM C Ha3HadYeHeM
NOKYMeHTa, obpalleHne «Bbl» OTHOCUTCA K YeoBeKY, KOTOPOMY MNocTaBneH AMarHos.

NPEANOCbLIJIKU K POPMUPOBAHUIO NMPUHUUIMNOB YXOOA
3A MALUMEHTAMU

LleHTp KOHTpONa 1 NpodunakTnkm 3abonesanmnii CLLUA (CDC) no yxoay 3a naumeHTamm ¢ MO,
3TO PYKOBOLOCTBO TEM/IO Ha3blBaeT «0COB6EeHHOCTU yxofa». MicxogHaa u o6bHOoBNeHHasa Bepcus
«OcobeHHOoCTeN yxoda» OCHOBaHbl HA MaclUTabHOM UCCNedoBaHWKM, MPOBEAeHHOM 84 3Kcrnep-
TaMU PasIMUYHbIX MEOUNUMHCKUX crelnaibHOCTEM MO AMArHOCTUPOBaHMIO U BEAEHMIO NaL M-
eHToB ¢ M/ co Bcero Mmpa. OHM HE3ABUCUMO «OLLEHUNY» MPUMEHaeMble MeTOAMKM yxoaa
npuv MO Kak «HeobxogMMbles, «LiefiecoobpasHble» (COOTBETCTBYOLWLME) UMK «<HenoaxoaaLLmes
(HecooTBeTCTBYOLLME) AN9 MPUMEHEHUA Ha Pa3/INYHbIX 3Tanax 6one3Hu. B LLeNoM, OHU U3y4n-
nn 6onee 70.000 oTaoeNbHbIX ClydaeB. TO NO3BOMMIO HanMcaTb PYKOBOACTBO, KOTOpoe 60ofb-
LWMHCTBO CMeLManmcToB KBannMdMLUKMPOBaIo KaK Haumy4yllee ANa OoCyLLeCTBIeHUa yxoaa 3a
naymeHTamm ¢ MOO. O6HOBNEHHOE PYKOBOACTBO GbINIO COCTABIEHO TAKMM XKe 06pa3oM.

CCbIJIKM K OCHOBHOMY A OKYMEHTY:

Opy>ecTBeHHble Be6-caunThbl
www.mda.org

www.ParentProjectMD.org

www.treat-nmd.eu

www.WorldDuchenne.org
onys/IMKOBAHHDbIE «OCOBEHHOCTU YXOOA»
OunarHoctrka 1 BegeHume MbllledHon anctpodumm [olleHHa, obHOBIeHHas Bepcus,

yacTb 1: NocTaHOBKa AMarHo3a, HelpoMbllliedHad, peabunmTaLMoHHaga, SHOOKPUHHAg
M XKenyoovHO-KMLevHad Tepanumm, MmTaHue.

OunarHocTrka U BegeHue MbllledyHon AnucTpodum [dioleHHa, 06HOBIeHHada Bepcua,
yacTb 2: [biXxaTeNnbHagq, cepaedHad, U opTorneamnyeckas Tepanmm, 300poBbe KOCTeM.
JuarHocTrka 1 BegeHue MbllliedyHon auctpodum JioweHHa, 06HOBIeHHada Bepcua,
yacTb 3: NepBUYHaa MeauLMHCKaa MOMOLLb, HEOTIOXKHAaA MOMOLLb, MCUXOCoLManbHagqa
Tepanus, BUObl yxoaa B 3aBUCMMOCTW OT 3Tana XXU3HW.

CCbIJTKMN
CDC:
www.cdc.gov/ncbddd/musculardystrophy/care-considerations.html

PoouTtenibCKMM NPoeKT MbilueYyHoM guctpodpum:
www.parentprojectmd.org/careguidelines
MDA:

www.mda.org
BceMupHas opraHusaums nNo Mbille4yHou auctpodpumn [oweHHa:

https://worldduchenne.org/
TREAT-NMD:
www.treat-nmd.org/dmd-care
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PEABUNTUTALNA

OUATHO3 HEBPOJ1OI'n4

OoPTONEAUA

3HAOKPUHOJTOTNA

NAUMUEHT
cMan

NMEPBUYHA4A/ nysIbMOHOJ1IOrUg

3CTPEHHA4

noMoLlb

NMCUXo-
COUMAJBbHAA
nomMolLlb

KAPOMNOJIOINA

YXU3SHEHHbIN NYTb

PucyHok 1.
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2. KAK NMOJIb3OBATbCH PYKOBOACTBOM
MOYXHO UCMO/Ib30BATb 3TOT AOKYMEHT ABYMsl CIOCOBAMM:

1. O6paTUTbCS K onpeneneHHom ctaamm 3abonesanHuns,
2. CocpeoTo4mnTb BHMMaHMe Ha 061acTy Tepanum.

CnenyoLwmii pasgen, Bkiodaa Tabnuuy 1, oTpa)kaeT rnosTarnHoe TeveHue 3abonesanHms.
PyKOBOACTBO Oa&T 0630p CyLIECTBYOLLMX TepaneBTUYEeCKMX MoaX000B.

Ecnu Bbl XOTUTe rNy6yKe 03HaKOMUTbCA C BONpPOCcaMm BefeHna 3a601eBaHns, MMeoLLMMMN
019 Bac 3HaYeHMe cenyac, MpocTo HanauTe UX B COAEPMaHUMN.

OOPMUPOBAHMUE IPyTIMNbl MO yXoaAy

BeneHve MO TpebyeT MHOronpodunbHOro NoAxXoAa M BCECTOPOHHEro HabtogeHus Bpaden.
CneumanmcT no HePBHO-MbILLEYHbIM 3a60N1eBaHUAM (HanpuMep, NeamaTp-HeBposior) byaet
Be4yLUVM BPAYOM B rpyrire, Ha KOTOPOro NNOXXMUTCHA OTBETCTBEHHOCTb MO BEAEHUIO MNaLMeHTa.
o Mepe B3pocneHuda, aTa GyHKLMA MOXKET NepenTn K HEBPOOTY, paboTatoLLeMy CO B3pOC-
NbIMW MaUMEHTaMM 1 OH MPOOOIHKUT BO3MMaBNaTb rpynny rno seaeHuto MO0, KntoyeBbiM
YneHOM rpynmbl ABNAeTCa KIMHULMKCT, KOTopbIv obecrneumBaeT obueHmne 1 obMeH MHop-
MaLMen Mo NeYeHUIo MexXkay YieHaMy rpynrbl, @ TakKXKe MeXXay BaMu U Fpynnon, Uin Mexxay
HEPBHO-MbILLEYHOW KOMaHOOoW 1 BalUVM OCHOBHbIM MeAULIMHCKMM yupeXxaeHneM (megmatp,
ceMeWHbIV AOKTOop U T.4.). Ecnn rpynna cneumanmncTtoB He BKIOYaeT KoopaMHaTopa, y3HamTe,
KOMY cnefyeT 3BOHWUTb B C/lydae BO3HMKOBEHWSA BOMPOCOB U HEOT/TOXKHbIX CUTYaLM .

3TO PYKOBOACTBO MO3BOIUT BaM 3POEKTUBHO y4aCcTBOBATb B MpoLLecce MoflydeHmnsa Bce-
CTOPOHHEN MeAULIMHCKOM MOMOLLM. Ball BeoyLMin cneumnanmct No HEPBHO-MbILLEYHbIM
3aboneBaHMAM OOMKEH YUMTbIBaTb BCe NOTeHUManbHble npobnembl MO 1 AomkeH 6bITb
OCBeOM/IEH O HEOBXOAMMbIX BMELLaTebCTBaX, KOTOpble ABNAOTCA OCHOBOW ANA Haaexalle-
ro yxo4a, C BO3MOXXHOCTbIO MPUBIEHEeHUA Bpadven y3KMX crielmanbHocTel . [To Mepe Ballero
B3pOCNeHUda, HEOBXOOMMOCTb BMeLLATEeNbCTB, Tak e Kak M HeOBXOAMMOCTb y4acTua TOro Uim
MHOro cneumnanmncTa MoryT MeHaTbcs. B PyKOBOACTBE NOKa3aHa CBA3b MeXAY 3TarnamMm XXU3Hu
1 obnactbto Tepanmm MO (PucyHok 1). He Bce BbilleyKa3saHHble Bpadn ByayT Heo6XoaMMbl Ha
TOW UMW UHOM CTaUK, HO BAXKHO Y6eauTbCs, UTO BCE OHM ABNAOTCA AOCTYMHbBIMKW U YTO Ball
KOOPAMHATOP COTPYAHMYAET CO creumanmcTaMmm Bo Bcex obnacTax.

B ueHTpe rpynnbl No yxony Haxoautech Bbl — BayKHO, UTOGbI Bbl U Ballla cCeMbsi MPUHWMMaNm
aKTUBHOE yyacTue B paboTe crneumanmncToB, KOTopble KOOPAMHMPYIOT Balle nedeHure (PUcyHokK 1).

CTAAUU MbILLEYHOW OUCTPO®UMN OIOLLEHHA (TABJIULA 1)

MO npencrasnaet cobow MeanieHHo TeKyllee cocTosgHMe. Mbl BblOE NN HECKOSTbKO KIltoYe-
BbIX CTaguM TedeHmna MO, 4Tobbl MOMOYb BaM npeaBnaeTb HeobxoaMMble pekoMeHOaunm
Mo yxoay and 0aHHOro repnoia. Nono6bHoe AeneHmne Ha CTaaun OOBOSIbHO YCIMOBHO, HO TeM
He MeHee, 4OCTAaTOUYHO BaXXHO A9 onpefeneHmna HyXXHOro BapmuaHTa MeguuUMHCKOM MOMOLLM,
KOTOPYKO BaM cniefyeT OXXWAaTb Ha AaHHOM 3Tarne oT MeaMLMHCKOrro rnepcoHana.
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2. PAHHA4 CTAAUA NMPU COXPAHEHUU CMOCOBHOCTU XOAOUTb (AaeTcTBO)

Ha paHHeWn cTagum Unm cTagmm caMocTosaTebHOM XoAb0bl y AeTen HabntogatoTca Knaccuye-
ckhe cumMnToMbl MO/, HekoTopble U3 3TUX CUMATOMOB MOIYT 6bITb CTaboBbIpayKeHHbIMU. K
HWUM OTHOCATCS:

- TPYyOHOCTWM C NOOHATUEM ONOBbI;
He xogouT K 15 Mecqauam;

- C TpyooM xoauT, 6eraeTt uiam nogHMMaeTcsa rno NecTHULE;

- YacTo cnoTbikaeTcs M NagaeT;

- C TpyOOM MpbIraeT,;
He roBopuUT Tak »Ke XopoLUo, KaK Apyrme OeTn ero BO3pacTa;
Hy»kaaeTcs B MOMOLLM, 4TOObI BCTaTb € Mona, UM Npv NogbeMe nomMoraet cebe pykamu; (CM.
rnpoba loBepca, PUCYHOK 2)

1. AUATHO3 (MnapgeH4YecTBO/AETCTBO)

Y 6onblwmnHcTBa geten ¢ MAL AMarHos He BbiIABNAETCA Ha NpeacUMNTOMaTUYeCKOM CTaamm,
KpoMe CUTyaLUM, Korga noxoxme coctoaHms 6b11M B ceMeMHOM aHaMHe3e, UM Mo KaKoM-1u-
60 NpuYMHe NPOBOAMINCH MCCEeAOBaHMNA KPOBU. TaKMe CUMMTOMBbI, Kak 3a4epyKKa MOTOPHOMO
(no3gHo Havan nonsaTb / XoAuTb) U PedYeBOro PasBUTUA MPUCYTCTBYIOT, HO He ABMSIOTCH 9PKO
Bblpa)X€HHbIMU, MO3TOMY HaCTO HE MHTEPMNPETUPYIOTCH KaK MaTtoiormsa.

PoOuTenu 4acTo NepBbiMU 3aMeyatoT OTKITOHEHWS B Pa3BUTUIK pebeHkKa, HauMHatoT 3aa-
BaTb BOMPOCHI M HAaCTaMBaTb Ha NPoBeAeHUN JaNbHENLLMX UCCNeAoBaHMN. AMEPUKAHCKAA
aKageMma negmatTpmm paspaboTana MHCTPYMEHT, KOTOPbIM MOMOraeT poamnTenaMm oLeHUTb
pa3BUTME UX pebeHKa, YBUOETb BO3MOXHbIE 3aAePyKKM Pa3BUTUA M 06paTUTbCA K NlevallemMy
Bpayy 4119 pelleHnsa NpobnemMbl. ITOT MHCTPYMEHT MOXHO HaWTU MO CcCbiyike www.motordelay.
aap.org

NpW NOCTaHOBKE OMarHO3a O4eHb BaXKHa NCUXOCOLLMAbHAsa M SMOLMOHabHaga No Aeprkka.
MPUHATL €ro HEBEPOATHO CIIOXHO. MNoABMAETCA TaK MHOIo BOMPOCOB 6€3 OTBETOB, U CEMbM
4YacTO YYBCTBYIOT cebs OQMHOKMMU U OLLETOMITEHHbBIMU, He 3Has, K KOMY 06paTmnTbed. . OCHOB-
HOWM Nevyallmi Bpad 1 cneumanmcTbl Mo HePBHO-MblLWEYHbIM 3a60/1eBaHNAM CTaHYT MepPBbIMU,
KTO MOMOXET M YKaXKET NyTb K HaA/1eXalleMy NedeHMo M MHULWMATUBHbBIM FpynnaM, KoTopble,
B CBOIO o4epeb, MpefoCcTaBAaAT MaTepuasbl, MHGopMaLmMio 1 nogaepXkky. B CLUA poguntens-
CKM NpoekT PPMD co3pgan CTpaHuLy C UICTOYHUKaMK, KOTOPble MOMOryT poaMnTeNnaM Npeogo-
NeTb nepBble 3 MecsiLa rnocre NocTaHoBKM AnarHosa (www.ParentProjectMD.org/Diagnosis).
B BenmnkobputaHum opraHmsauma Duchenne UK pa3paboTana pykKoBOACTBO A/19 CeMel,
BMepBble CTONMKHYBLUMXCA ¢ AnarHosoM (https://www.duchenneuk.org/Pages/FAQs/Category/
what-to-do-when). OpraHmsaumsa no MbllleyHoM ancTpodmmn BenmkobputaHmm (MDUC)

npennaraeT uenbin katanor pecypcos (https:/mwww.musculardystrophyuk.org/about-muscle- PucyHok 2. Npo6a loeepca
wasting-conditions/duchenne-musculardystrophy/duchenne-resources/). PPMD 1 MDA npea-

naratT pekoMeHOaumMm no obLLeHUIO C AETbMU U BIM3KMMU POACTBEHHMKAMKM O AMarHose. - VIKpOHOYHbIe MbILLLbI BbIFAAAT yBENTMUYEeHHbIMU (MceBaornnepTpodusa);
CBS13b C MECTHBIMU UHULMATUBHBIMU FPYyNMNaMy NO3BOMUT BaM MOMyUUTb OOCTYN K elé 66nb- - Mpw xoabbe paccTaBisgeT HOMM BPO3b;

LM pecypCaM. - XoOUT Ha HOCO4YKax, MepeBasiMBasiCb C HOMM Ha HOrY;
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- XoOWT C BbIMAYEeHHOW rpyabto (Kpyrnad, ceanoBmMaHasa UM BbiFrHyTasa CmMHa);

MNoBbILWEHHbIN YPOBEHb KpeaTUHKMHa3bl («KK») — depMeHTa, BbICBO6OYKAaeMOro MblLLLL@MM
rnpwv nx noBpexxaeHuu. Ecnm ypoBeHb KK B cbiBOpOTKe KpoBM rpeBbillaeT 200, HeobxoanmMo
MpPOBECTU OOMONHUTENbHbIE aHanM3bl Ha MO,

MoBbILLIEHHbIV YpOoBeHb MeyeHouHbIX depmMeHToB AT nnm ACT (Mpw BbISBNEHUM MOBbILLIEH-
Horo ypoBHA ACT mnnun AJTT TakKe peKoOMeHOyeTCH MpoBOAUTb OOMONTHUTENIbHbIE aHaNM3bl Ha
MOMO. JanbHewnlwee nccnegoBaHme COCTOAHMA NeyYeHm NpoBOaAT TOMTbKO MOCe UCKTIOYEeHUS
AMarHo3a MbllLIeYyHOM ONCTPpOdUn).

OUNATHOCTUKA MbILLEYHOWU OUCTPODUU OIOWEHHA

Mpw nogospeHnn Ha guctpoduto OdrolleHHa Yallle BCero nepBbiM UCCNegoBaHMEM ABASETCS
aHanm3 KPOoOBU C Lefbto BbiAcHeHMs ypoBeHa KK. Y 6onbHbix MO ypoBeHb KK B 10-100 pa3
npeeBbllwaeT HopMy. Npun noBbileHHOM ypoBHe KK pekoMeHOyeTCcs NMpoBEeCTU TECTbI, HarMpaB-
NeHHble Ha MoWnCcK naMeHeHMM B JHK (reHeTuuyecKknx MyTaumii), xapaktepHbix ana MOO. Ha
JaHHOM 3Tane TpebyeTca MoMOLLb reHETUKOB. C HUMU TakKe MOYXHO ByaeT obcyanTb pe3yrib-
TaTbl TECTUPOBAHMUA, KaK OHW MOTYT MOBAMATb Ha Ballero pebeHka 1, BO3MOXHO, Ha ApYyrmx
UneHoB ceMbW. [IMarHoO3 4acTo CTaBAT y)Ke Ha paHHeNM (aMynaTopHOM) cTaaun.

NCUXOCOLUMAJIbHDIE ACMNEKTbI, OBYYEHUE U NMOBEAEHUE

MauneHTbl ¢ MbllledHoW anctpodumen OdiolleHHa Yalle ApYrMx UCMblTbiBaOT TPYAHOCTM C 06-
yYyeHMeM U KOHTpoNeM noBefeHMa. HekoTopble U3 3TUX TPYAHOCTEN CBA3aHbl C HEAOCTaTKOM
ANCcTpodmHa B rONIOBHOM MO3re, Apyrie aBnatoTca cneacTBueM dusmnmyeckmx orpaHmyeHmnin.
Takuve npenapaTbl, KakK CTepouabl, MpreM KOTOPbIX Ha3HavatoT Ha paHHe Un NosgHen cTa-
UK (CM. HMXKE) TakyXKe BNMAIOT Ha MCUXOIMOLMOHabHOE CoCToaHMe. HeKoTopble AeTu, Mpu-
HUMatoLLME CTepPOUabl, MCMbITbIBAtOT TPYOAHOCTM C CAMOKOHTPOEM, YMPaBNeHNEM FTHEBOM,
rnepenagaMm HaCTPOEeHUS, KOHLIeHTpaLUMen BHUMaHUS 1M NaMATbio; y APYTrMUX Takux npobnem
He BO3HMKaeT. Ecnun y pebeHka HabmioaaoTca 3a0ePXKN B Pa3BUTUM U / UK 0BydeHnn, Ncu-
X010 N HEMPOMCUXOMOr MOMOXET BbIABUTb KOHKPETHbIE Mpob/ieMbl U AaTb pekoMeHaaLuum
Mo MoSIHOMY PacKpPbITUIO MoTeHLMana pebéHka. SMoLMOoHabHble 1 NoBeaeH4YecKMe TpyaHo-
CTW HepeOKu, N MPUCTYNaTb K UX PeLLUEeHUIO HY)KHO KaK MOXHO paHblle. B 3ToM BaM NoMoryT
nedekTonor 1 rncuxonorn. CneayeT TakXKe OLLEeHUTb peyeBble HaBbIKM, YTO MOXKET NMOMOYb
ornpenennTb HEOBXOAMMOCTb Hadana Tepanuun. Ecnu Balla ceMba UCMbITbIBaeT TPYOHOCTU B ca-
MOCTOATENNbHOM MOWCKE PEeCYpPCOB, BaM AOS»KHbI MOMOYb CoLManbHble PabOTHUKKM UK Bpadu.
MNopaepyka ceMby NepBOCTEMNEHHA, a ANA peLleHUa KOHKPETHbIX MCUXOCoLManbHbIX, ydebHbIX
M MoBefeHYecKMX NpobrieM MoyeT noTpeboBaThca NOMOLLb crielmanmncToB (Pasgen 14).

DOUSBUNYECKAA TEPANMUA

BeeneHue pusmdeckomn Tepanunm (Pasgen 10) Ha paHHeW cTaaum Mo3BOIUT NMOCTEMEHHO BBO-
OUTb KOMIMJIEKCbIl YIPaXHeHWM 1 pacTaXKeK ANa nogaepsKaHna rmbKoCcTU MblLL, M MpeaoTepa-
WEeHUA NN MUHUMKM3ALIMN CKOBAaHHOCTU cycTaBoB. DU3nUeckme TepanesTbl U peabunmtonoru
MOTYT MOCOBETOBATb MOJIe3Hble YNpPaXKHeHda BO BpeM§ LLKO/bHbIX MepeMeH U pa3paboTaTb
afJanTVBHYO NporpamMmy GU3NYECKMX yrpaxHeHnW, YTobbl Ball pebeHoK 6e3 Bpeda a4
cebs MOr y4acTBOBaTb B LLUKOSIbHOM XXU3HW. [TporpaMmMa dusmndeckom Tepanmm, npexkae Bcero,
OO/MKHa yOenaTb BHUMaHWe pacTaXKKaM 1 coxpaHeHuo o6béMa OBMyKeHWW. Ha gaHHoOM cTa-
ONN BaM MOXeT 6bITb PEKOMEH0BAHO HOLLIEHME TYTOPOB (4acTo HasblBaeMble «OpTe3bl» UK
«AFO») Ha rofieHoCTOMHbIN CyCTaB O/19 PACTAXKKM M NpeayrpexaeHNa coKpalleHna obbeMa
MOABUYXHOCTU rojieHocTona. MNporpamMma pacTaeK B AOMaLllHUX YCI0BUAX, PEKOMEeHO0BaH-
Hag dU3NYECKMM TepaneBToM, JO/KHa CTaTb HEOTbEMIEMOM YacCTbio Ballel MoBceaHeBHOM
YKUBHU.
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CTEPOUOHAYA TEPAINA

HeobxooMMOCTb Havana npuemMa KOPTUKOCTEPOUOOB (MM «CTepPOoMO0B») cneayeT obcy»KaaTb
y¥Ke Mpwu NocTaHOBKe AunarHosa (Pasgen 6). MNpu NOAroToBKe K CTEPOMOHON Tepanum BaXKHO
0bcyanTb ee MONOXUTENbHbIN NedebHblr 3bbeKT, y6eamnTbca B Hanmnunm Bcex npodbunaktmye-
CKUX MPUBMBOK, a TaKxKe ydecTb haKTopbl PUCKa, CBA3aHHble C MOB60OUYHbIMUK 3 deKTaMmn, B TOM
ymcne MeTodbl MX NPeaoTBPaLLEHMNA U MUHKUMKU3ALUMK. K MOCNeOdHM OTHOCATCH KOHCYNbTaLLMM
rMo NuTaHuio. [n4a aToro fnydlle obpaTUTbCH K MULIEH3MPOBaHHOMY AMeTonory. MpaBuibHaga
JmeTa NoMoXKeT BaM n3bexkaTb TaKMx MOBOUHbIX 3hdHEeKTOB OT CTEPOUOHbIX MPenapaToB, KakK
Habop Beca UMK MoBbILLEHHada XPYNKOCTb KOCTEN.

30POBbE KOCTEU U CTEPOUbI

MNpueM cTepongoB MOXKET NMPUBECTU K MOBbILLEHHOM XPYMNKOCTU KOCTEN U BNMATb Ha YPOBEHDb
HECKO/TbKMX FOPMOHOB, TAaKMX KaK MOPMOH POCTa M TECTOCTEPOH (MY>XCKOM MO/I0BOM FOPMOH)
(Pazgen 7). MpaBunbHaa gMeTa C BbICOKMM coaepykaHmeM BUTaMnHa D 1 KanblUma BayxkHa O/14
noggaep»KaHMsa NpPoYHOCTY KocTel (Pasgenbl 8 1 13). KoHCyNnbTauua NMLEH3UPOBaAHHOIO Ane-
ToNnora MoyeT MNoHagobUTbCHa BO BPEMS KaXKAoro BM3UTa K HEPBHO-MbILLEYHOMY CReLManmncTy.
Tak e perynapHo A0/MKHbl ObITb M3MepPeHbl POCT U BeC U 3adUKCUMPOBaHbl Ha rpaduke MaMe-
peHuna pocTa 1 Beca (Pasnen 7). ApyrMuy 0OCTOBEPHbIMKM CcocobaMm U3MepeHUa «pocTar, KO-
TOopble TaKXXe HY)XHO OTCNEXXMBaTb, ABNAIOTCA ONTMHA KOCTeW nMpeannedbs (ynbHapHaa asnHa)
Unu roneHu (bonbluebeplLoBas ANMHA), UM COXEHME ONWMH Nneda 1 npeanneyba (cermeH-
TapHasa anvHa pyku). Nepen HayaioM CTepoMaHOM Tepanmm M3MepstoT MCXOOHY MIOTHOCTb
KOCTeW MeTOOOM ABYXoHEepreTMYeckom peHTreHoBCcKoM abcopbumomeTpum (OPA).
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CEPAOLUE U ObIXATEJIbHbIE MbILLULLbI

Kak npaBuio, NpobneMbl ¢ cepaLeM 1 AblixaTeNbHbiIMW MbllLLL@MM Ha JaHHOW cTagumn 3abo-
neBaHMsa He obHapyXXMBatoTcd, HO HabnaeHWe OOMKHO HaYMHATLCA C MOMEHTa MNOCTaHOBKM
AMarHo3a, Ytobbl YCTAaHOBUTb MCXOOHbIM YPOBEHb (4TO ABNAETCA A/19 BaC «<HOPMarbHbIM»),

W mocnenyoLme BU3UTbl ByOyT OTCNEXMBaTb pe3y bTaTbhl/M3MeHeHNs.

MpoBeneHme byHKLMOHaNbHbIX TECTOB NIEMKKMX C PaHHero BospacTta NoMoryT pebeHkKy npum-
BbIKHYTb K 060PYA0BaHMIO N «MOArOTOBUTLCA» K MOC/eayoLWmM nccnegoBaHmam. InHamMmmde-
ckoe HabnogeHue cepaua (KM MPT cepalua Unm axokapanorpadua) pekomMeHayeTcs HadaTb
Cpa3y nocrie NOCTaHOBKWM AMArHo3a U NPOBOAUTb eXXerogHo Ao 10-neTHero Bo3pacTa, 3aTeM,
npwv HeobxoAMMOCTU, Yallle (Pasgen 12). Bo nsbexaHue pecnmpaTopHbix 3a6oneBaHnin ybeam-
Tecb, YTo pebeHKOo MPUBUT OT MHEBMOHUK (MHEBMOKOKK) U rpunna (Pasgen 11).

3. N1030HA9 AMBYJIATOPHASA CTAOAUA (ctapwmin aeTckuin / noapocTKoBbin /

IOHOLEeCKU Bo3pacT/ cnoco6HOCTb XOAUTb COXPaHeHa)

Ha nosgHeM aMbynaTopHOM aTarne xoabba Aaétca Bcé TpyaHee, Kak U BbINosHeHWe apyrmx
BMOOB OBUIaTeNbHOWM aKTUBHOCTW, HanpuMep, NoabeM Mo fecTHuMLE UM BCTaBaHWe C nona.

NCUXOCOLMUAJIbHDIE ACMNEKTbI, OBYYEHUE U NMOBEAEHUE

Ha maHHOM cTagunm HeobxoOrMa NMpoao/KMTeNbHAA OLeHKa OTCTaBaHUeA B 0ByUYeHUU UK
crneundmnyeckmx HapyLeHum B 0BydeHMM. NCcrxonorm n HeMponcrMxonor1 NoMoryT onpene-
NUTb MoaxoAsLive Nof Bally nporpamMmy obydeHunsa Buabl Tepanuun. MNpoponxKutenbHaa pabo-
Ta co cneuunanmncTaMm rnotTpebyeTca A8 paspelleHnda Npobem ¢ obydeHneM Uan KOHTponem
rnoeeneHusa. Tepanma MOMOXET MCUXONOMMUYECKM CMPaBUTbCA C MOTEPEN MblLLEYHON CUbI
M GyHKUMM (Pasgen 14). Ha 3ToM 3Tane Bbl OOMXKHbI Ha4aTb NNaHWpoBaTh Byaylilee, YTobbl
Bbl M Ballla CeMbsi MOITM pa3paboTaTb CO LLKOMOM HeobxoaMMble YCIOoBUA ONF opraHm3aumm
obyyeHusd, HECMOTPSA Ha M3MEHEHMA B COCTOAHMM 300P0BbSA. 159 COXpaHeHUa HaumyYLLmx
pe3yrbTaTOB B HEKOTOPbIX Cllydaax MOXeT NoTpeboBaThbCca KOHCYNbTaLMEG HEeMPOoncKxonora
019 BbIABEHNA KOTHUTUBHbBIX HapyLUEeHWN U pa3paboTKM 3aHATUN U TPEHUPOBOK B YC/TOBUAX
OOMa U LLKO/IbI.

Yxo[, 3a NauneHToM TpebyeT MHOTO CUMT U SHePTUK. [TOSTOMY OYeHb BayKHO HaxoOMTb Bpe-
Ma Ona ceba n oblleHna ¢ ApyrMMin. Ytobbl MO3BONUTL pacrpenenmTb 06a3aHHOCTU U Bblae-
NUTb BPeMS Ha OTAbIX, Bbl MOXXeTe BOCMO/1b30BaTbCA MOMOLLbIO HAHW, MPeOoCTB/IeHOM Yepes
areHTCTBa, CoLlManbHble CNy>KBbl, a Tak »e Apy3el Uin PoaCcTBEHHUMKOB, KOMY Bbl AoBepgaeTe.

DOUSBUNYECKAA TEPANMUA

Ddusmyeckasa Tepanma TakKe HarnpaBfeHa Ha NnogaepykaHne obbeMa ABUMKEHUM U CUM MbILLL,
YTOObI MaLMEHT KakK MOXXHO J0fblLe CoXpaHan caMocToaTenbHocCTh (Pa3gen 10). Ecin ckoBaH-
HOCTb CYCTaBOB He yCTpaHAeTcs NoCpeacTBOM dU3MYeCcKoM Tepanmm, nogyMamTte ob Mcronb-
30BaHMK opToneamnyeckmnx nagenmin. Gusndeckni TepaneBT UrpaeT MHOTOMMaHOBYO POrb

B peabunutaumnm: oT Bbibopa pexkmMmMa TPeHUPOBOK 1 06opyaoBaHUs (Kpeco-Konacka nnm
rnpucnocobneHne oaga NnoMoLLM Npn BCTaBaHWKM “BEPTUKaNM3aToOP») A0 HasHaYeHUs Npoaon-
YKUTENbHOM BECOBOM Harpy3KmM 1 COXpaHeHMa HaBblKOB CTOAHWA — 3TO MOMe3HO Kak a9 coxpa-
HeHWd 300P0OBbA KOCTEW, TaK U AN9 MULLEBapeHNs. Yb6eamTech, UTO BCroMoraTefibHble cpef-
CTBa MepeaBMKeHMs, TakMe KaK Kpecso-KOoNAacKa, MMetoT Noaaep»KMBatoLLyo nocaaky ans
MpPaBUNbHOIO M KOMMOPTHOIO MOMOYKEeHUA Tena. bonblloe 3HadYeHre Mo-rpexHeMy oTBoaMTCS
eXegHeBHOW MporpaMMe PacTaXKek, KOTopble HEOBXOAMMO BbIMOMHATL JoMa.

«
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CTEPOUODI

Ha gaHHOM cTaounm BayKeH perynapHblii KOHTPOb CTEPOUAOHOMN Tepanm, 0COHBEHHO HY»KHO
yOEenaTb BHUMaHMe pexxmMy rnpremMa rnpenapaTos, 4O3UPOBKe 1 NpeaynpexaeHuo nobou-
HbIX 3ddekToB. [Baxabl B ro, HE0B6XoOMMO NPOBOANTbL 06CNef0BaHMe CKeNeTHOM MbllUeyHOM
CUMbI U MblLLEYHbIX GYHKLWIA. [TpoOoiyKanTe OTCNeXMBaTb AMHAMMKY Beca U, B c/lydae ero
HefocTaTKa UMM U36bITOYHOCTU, HEeOBXoOMMO MPUHATL Mepbl. (Pasgen 13).

COCTOSIHUE KOCTEM U TOPMOHDI

MNockonbKy Mpu NpueMe CTepomnaoB MOBbILLIAETCA PUCK MNepesioMoB, 0COBeHHO Npu nporpec-
CUPYIOLLEM CHKEHMMN MOBUMBHOCTU, HEBXOOMMO HabntoaeHMe 3a cocToaHMeM KocTen. Balle-
MY nevallemMy Bpady BaXKHO OTCNEXMBATb PUCK MepesIoMOB MOCPELCTBOM aHaiM3a KPOBU Ha
ypoOBeHb BUTaMumHa D (25-rmgpokcrButaMimH D), a Takyke npoBoauTb O PA unu peHTreHorpa-
dUI0 MO3BOHOYHMKA A9 AMarHOCTUYECKOM BM3yanm3aLmm NAOTHOCTY KOCTEN. [NMpu KayxaoM
BM3UTE K CNeLmanmncTaM OoMKHa Npon3BoaAMTbCA OLeHKa Ballero nmMTaHug, 4Tobbl yoocToBe-
pPUTbCA, UTO Bbl MOTPebNgaeTe 4OCTaTOUHOE KOTMYeCcTBO BUTaMMHa D 1 kanbuma. [1na BoiaBie-
HUSA MPU3HAKOB 3aePXKKM MPOOOoMKAT OTCEeXXMBATb POCT, OATMHbI KOHeYHoCcTel 1 Bec (Pa3-
nen'7).

CEPOLUE U ObIXATEJIbHbIE MbILLULLbI

HeobxoarMo NMoCcToAHHO OLEeHKMBaTb paboTy cepaLla 1 AblxaTenbHbIX MbllL, 10 MeHbLLen
Mepe, pa3 B rof, nocre rnocTaHoBKM AMarHo3a (a npu HeEOBXOAMMOCTU U1 Yalle) 1 Mo OOCTU-
yeHuto 10-neTHero Bo3pacta HeobxoarMMo NPoBOAVTb creayolme nccnegosaHua: KL MPT
cepala nnun axokapamorpadus, a Takke gpyrme Tunbl nccnegoBaHmm. Mpu M3MeHeHMM NokKa-
3aHuMM KM, MPT cepaua Mnm aXoKapanorpaMMmbl, KapamMonor O/MKeH caenaTb COOTBETCTBYHO-
LMe Ha3Ha4YeHnsa No ganbHenen MeQnMKaMeHTO3HOM Tepanmn.

4. PAHHAAY CTAONA MOTEPU CNOCOBHOCTU XOOUTDb (cTapwuuin getckuia /

NoAPOCTKOBbIN / IOHOLWECKUA BO3pacT)

Ha gaHHOM CTagum Bbl HaYMHaeTe YyBCTBOBaATb YCTasloCTb MOCe NPOAONKUTENbHOM MPOory-
Ku. Korga aTo npomnsonaeT, nogyManTe 06 MCMOoMb30BaHMM Kpecna-KOMACKKU C 3NeKTPonprBo-
aom unu 6es (Pasgen 10).

NCUXOCOLIUAJIbHDIE ACMNEKTbI, OBYYEHUE U NMOBEAEHUE

HauHuTe 6ecenoBaTth ¢ pebeHKOM O Mepexoae BO B3POC/YIO XM3Hb ¢ Bo3pacTa 13-14 neT. Balia
rpynmna no yxody, neamaTpbl U Apyrue cneumanmncTbl, CoLManbHble N LLKOMbHble PaboTHUKMN
MoMOryT BaM pa3paboTaTbh MNfaH NaaBHOro nepexoaa, KoTopbiM ByayT pyKOBOAWUTb OAMH UK
OBa crielManmcra Nno HepBHO-MbILLEYHbIM 3ab0reBaHMAM. B pa3sroBope o nnaHax Ha bynyllee
rnoaHMMamTe BOMNpochl 06pa3oBaHMA, MecTa XXUTeNbCTBa, MecTa y4ebbl 1 paboTbl, a TakxKe
nonyvYeHmna MeonLMHCKOM NMoMoLLM. Byayyn B3pOCbIM, BaXKHO COXPaHATb CaMOCTOATE M b-
HOCTb, MPUHUMaTb aKTUBHOE ydacThe B JOMALLHMX U LKOMbHbIX Meponpuatnax. ObLianTecs,
3aBOAMTE HOBbIX 3HAKOMbIX U NOAOEPXKMBANTE OTHOLUEHUS CO CTapbiMU APY3bIMU. MHOMMe
NOAN C MblleYHoM anctpoduren JoleHHa He MMEIOT NCUXOoOrMYecKux nperpan B obLeHnn,
OHaKo, Y HEKOTOPbIX TaKoBble eCTb. CKPUHUHT (OMcnaHcepm3aumsa) TPeBOrM 1 genpeccum,
KOTOpble MOIyT MPUCYTCTBOBATb Ha AaHHOW CTaauK, AO/HKEH MPOU3IBOAUTLCSA MPU KaXKOoM
rocelLleHun nedallero Bpada. Npum obHapy>KeHM NPU3HaKOB AeMpPecCMM Ha3HavatoT COOTBET-

CcTBylOLlee JiedeHune.




»

14//64

FAMILY GUIDE

DOUSBUNYECKAA TEPANMUA

B gonosHeHre K pacTayKKaM, BbIMOMHAEMbIM B AOMaLLHUX YCI0BUAX, obpallaiTe BHUMaHne
Ha CKOBaHHOCTb B CyCTaBax BEPXHUX KOHEUYHOCTEN (NneYyeBblX, TOKTEBbIX, 3anacTUM 1 Mafb-
LIeB), a TaK »Ke rnocTtapamnTechb COXpPaHATb HaBblKM CTOSHUS (C Onopoi, ecnn Heobxoanmo). Mpwu
npueme cTepounaoB UCKPUBEHWE MO3BOHOYHKMKA (CKOMMO3) pa3BMBaETCH HAMHOIO peXke,
0[HaKO KOHTPO/b COCTOAHUSA MO3BOHOUYHWKA KpalHe BaykeH B YCTOBUSAX, KOrda CocobHOCTb

K cCaMOCTOATeNbHOM XoAbbe NoTepsHa. MHorga CKoMMos pa3BMBaeTCs JOBO/IbHO BbICTPO, B Te-
UeHKre HeCKoMbKUX MecaleB (Pasgen 9). na KoppeKumMm HenpaBuibHOMO MOTIOXKEHUA CTomMbl,
Bbi3blBatoLLEro 60/1b UM OMCKOMPOPT M OrpaHnYmMBatoLLEero Bbi6op 0byBU, MCMOMb3YIOT OPTO-
rneguyeckme cpeacTsa. MOXHO pacCMOTPETb XMPYypruyeckoe BMellaTeNbCTBO A9 YCTPpaHeHUs
CKOBaHHOCTM CYCTaBOB LLMKOMOTKM U CTYMHEN.

CTEPOUODI

CTepovHaga Tepanuda, HadyaTas Ha npenblayLmMx CTaamsax Unm Ha TekyLleW, NpoaoxKaeT co-
CTaBMNATb BaXKHYIO YacTb edeHua (Pasgen 6).

COCTOSIHUE KOCTEM U TOPMOHDI

HabntooeHme 3a COCTOAHMEM KOCTEN HeobXoaMMO MPOOOMKUTb, yaenas ocoboe BHUMaHMe
npu3HaKaM KoMMnpeccrnoHHoro nepenoma (Pasgen 8). Hy>kHO npoBoAWTb perynapHblie 13-
MepeHusa PocTa, OIMH KOHEeYHOCTeN U Beca, 0COBeHHO B Nepunod akTUBHOIo pocTa. Crocob
OTCNEXMBAHUA «POCTa» Yepes ASINHY NTOKTEBOW 1 BonbllebepL,oBON KOCTU, UK MOCpenCcTBOM
CNOYXEHUA ONUH Meda U npeaniedbs, CTaHOBUTCH Bce 6oree akTyaslbHbIM MO Mepe TOoro, Kak
MaLMeHTy CTaHOBUTCH TAXKeee CToATb Ha Horax. HaumHaga ¢ 9-Tm neTHero BospacTa, oTcrie-
YKMBAIOT HACTyMN/1eHME MONOBOM 3peNocTW. ECcin nonoBas 3pefocTb He HacTynuia K 14 rogam,
HY>KHO 06pPaTUTbCA K 3HOOKPUHOMOTY. MpK HU3KOM YPOBHE TECTOCTEePOHa O0MKeH ObiTb pac-
CMOTPEH BOMPOC O Ha3Ha4YeHMM TeCTOCTepoHOBOM Tepanum (Pasgen 7).

CEPOLUE U ObIXATEJIbHbIE MbILLULLbI

McecnenoBaHue dyHKLUMIN cepaLia oba3aTenbHO NMpoBOaAUTCH He pexke pa3a B rof. CpoYHoMy
nedyeHuMto noanexat nobble GyHKLUMOHaNbHbIE M3MEeHEeHUA U Mpu3Hakn Grbposa (pybue-
BaHWMA) cepaedHon MblllLbl, HabnogaeMble Ha MPT-cHUMKax (Pa3gen 12). DyHKLUMOHanbHasa
AMarHOCTMKa NEerkMx NpoBoaAMTCA Kaxkable 6 MecaueB. Mpu yxyalweHnn GyHKUMM Nerkmx
cnenyeT obcyamnTb CBOEBpEeMeHHOe BBeeHWe annapaTa HEMHBA3MBHOM BEHTUNALUM NerkKnx
M oTKawnmeaTtenda. (Pasgen 11).

NANJTMATUBHASA NMOMOLLLb

KomMaHga mannmnatuMBHOM MOMOLLM BKOYAET B cebq MeONLUMNHCKNX pa6OTHl/IKOB, OCHOBHOWM
3adaven KOTOPbIX AB1AETCA MOMOLLb B JOCTUXEHUNUN HanNy4llero BO3MOXXHOIo Ka4yeCTBa XXN3-
HW, CHATNe 601 " ,D,MCKOMC])OpTa, M obecrnevyeHre COOTBETCTBUSA BaLLMX YMU3HEHHbIX uenen
Bbl6paHHOMy niedyeHumto. XoTa nanamaTtuBHasg NOMOLLb accoummpyeTcd C yxogoMmM 3a TepMmnHallb-
HbIMW 60ﬂbeIMI/I, o>Ta ocobaq Pa3HOBUMOHOCTb Tepan MNoMoXXeT BaM CMNpaBUNTbCA CO MHOTUMU
TRPYOHOCTAMM Ha MPOTAXEeHWN BCero TeveHn4a 6onesHn.

KaxxablM YyenoBeK Oo/KeH onpenennTb gngd cebq Mepbl B Clly4Hae SKCTpeH HOM CUTYyaunmn
BHe 3aBNCUMMOCTUM OT TOTO, CTpadaeT OH MblLLEYHOM ,EI,I/ICTpOCbVIePI JoLleHHa NN HET. KaK Bbl
xoTenu 6bl pacrnopaanTbCA CBOMM TEJTOM B SKCTPEHHOM Crly4ae, KakKme TUlbl BMellaTe/1bCTB
CHMTaeTe HeOonyCTMMbIMU U KTO 6y,D,eT MMeTb ropnanydeckme nosIHOMo4YnNd Npnm NnpUHATUN Me-
ONUNHCKNX peLLIeHl/II;L prnrla nanamMaTUBHOM MOMOLLIM YKaXXeT HarnpaB/ieHMe B COCTaB/IEeHUN

«

FAMILY GUIDE 15//64

niaHa o9 SKCTPpeHHbIX Cl/ITyaLI,l/II;I. OHa 0603Ha‘-ll/lT, 4YTO B BKJ/1KOYaeTCd B MJ1aH U rge oH OoJHKeH
XPaHUNTbCH.

5. 1034HA9 CTAOUA, OTCYTCTBUE CAMOCTOATE/IbHOW XOAbEbl (loHowa

/ B3pocnbii)

Ha nosgHel cTagumn Bbl OLLYTUTE 3HaUYMUTENbHOE OocabneHme MbllL, CMUHbI U BEPXHUX KOHeY-
HOCTeN, BbiMoNHeHWe QYHKLUMIM 1 NogaepwaHme ocaHKM 6yaoeT 3aTpyaHEHO.

DOUSBUNYECKAA TEPANMUA

O6cyﬂ,l/ITe C CbI/I3VIl-IeCKl/IM TepaneBTOM, KakKMe BObl CUI10BbIX yl'lpa)+(HeHI/1[7I, PaACTAXKN N 060-
pPyaooBaHMA MOMOTYT BaM JOCTUYb XXeJlaeMOro YPOBHA CaMOCTOATE/TbHOCTUN U (byHKLl,l/IOHaJ'Ib—

HOCTW. DproTtepaneBTbl 13 rpynrbl Mo pea6v|nv|Tau,MM MOMOTYT C TaKNMMK BelllaMW KaK nmpmnem
MUK, MNTbe, MPUHATME BaHHbI U NepeMelleHne B KpoBaTb. OLEHUTE BO3SMOXXHOCTb MCMOJb-
30BaHMgA 6e30MacHbIX pea6I/IﬂMTaLLI/IOHHbIX TEXHOMOrMM Ong nogaep>XXaHd CaMOCTOATESTbHO-
CTW.

CTEPOUODI

HeobxoaorMo Npoao/HKNTb OTCNIEXXMBATb PEXXMM MpreMa CTeponaoB, MUTaHUS, HaCcTyrneHna
MOSTIOBOW 3PefioCTM 1 Beca B TECHOM B3aUMOLAENCTBMM C BalleM HEPBHO-MbILLEYHOM FpyMnrown.
PekoMeHOyeTCcs MPUHKMMaTb CTepOUObl Ha MPOTAXKEHUIM BCEN XXU3HU 0149 Noaaep>KaHna CUbl
N OGYHKLMIM pecnmMpaTopHbIX MblLLLL M MbllL, BEPXHMX KOHeYHocTew (Pa3gen ©).

COCTOSYIHUE KOCTEM U TOPMOHDI

MpuctanbHoe HabntoaeHre 3a 300POBbeM KOCTEW CNedyeT NPOAo/IKaTb Ha MNPOTAXKEHW U BCel
YU3HW. [TpobneMbl C KOCTAMK MOTMYT CTaTb MPUYMHOM 60K, MOSTOMY UX crieflyeT HeMeaeHHOo
pellaTb BMeCTe C Balllel HepPBHO-MbILLEYHOW KoMaHaowm Mo yxoay (Pazgen 8).

CEPAOUE U ObIXATEJIbHbIE MbILLULLbI

PekoMeHaOykoT NpoBoaAWTb UccrefoBaHMe GYHKLUMIN cepala U Nerkmx Kaxkable 6 Mecaues,
B HEKOTOPbIX Cy4adax MOryT noTpeboBaTbcs 6oree TaTeNbHble MCCefoBaHMsa M BMellaTe b-
cTtBa (Pazgenbl 11 1 12).

NANJTMATUBHASA NMOMOLLb

prrlrla nananaTUBHOWM MOMOLLM npoaosHKaeT UrpaTb BaXXHYH POJ1b B JTeHeHN . Kak yxe
rOBOPUMIOCH Bbllle, KOMaHOa naainaTMBHOM MOMOLLM COCTOUT U3 I'IpOCbeCCI/IOHaﬂOB, OCHOB-
HOW 3adaven KOTOPbIX ABTAETCA NMOMOLLb B JOCTUXEHNUM Hanydllero BO3MOXHOIo Ka4yecCTBa
XN3HN, CHATUUN 6011 n JZI,I/ICKOMCI)OpTa M B obecrnevyeHn COOTBETCTBMA BaLLUMX XXUSHEHHbIX
uenem Bbl6paHHOMy nieyeHuto. XoTd nasyimatMBHasa MOMOLLb acCCcoUuMmMpyeTcd C yxoaooM 3a Tep-
MWHaTbHbIMUA 6OJ'IbeIMI/I, o>Ta ocobaq Pa3HOBUMOHOCTb TepariM MNoMOXXeT BaM CMNpaBUTbCH CO
MHOTMMUN TRYOHOCTAMUM Ha MPOTAXEHNN XKN3HEHHOIO MNMyTW. Kakgbl yenoBeK O0/MKeEH onpe-
0ennTb Ond cebqa Mepbl B C/ly4ae 3KCTpeHHOl7I CUTYyaunmn, BHe 3aBNCMMOCTUM OT TOIO, CTpadaeT
OH MblLLEeYHOMN ,D,MCTpOCbl/IeIZ JoLleHHa NN HET: KaK Bbl XOTeNu Obl PacnopagnTbCd CBOUM Te-
JTOM B SKCTPEHHOM Crlydae, KakKne ThMbl BMeLllaTe/1bCTB CHMTaeTe HeOoMnyCTnMMbIMK, N KTO 6y;1eT
MMeTb ropnandeckme rnosiIHOMo4dnd npnm npnHATUM MegmnuUmMHCKNX peLLIeHl/II;I.
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B3POCJ/1A4 XXU3Hb C AMUATHO3OM MAA:

NMonHoueHHaa NPoAyKTMBHAA XXM3Hb CAMOCTOATENbHOMO B3POCIONO C MblLLUeYHOM ancTpodumen
[toleHHa TpebyeT NnaHnpoBaHMA. Pa3paboTky NiaHa nepexona M3 IHOLLEeCKOro Bo3pacTta Bo
B3POCNYO XXM3Hb HAUYMHAOT B Bo3pacTe 13-14 feT. Ball NYHbIM NaaH naaBHOro nepexoga Aosi-
YKEH OCHOBbIBATbCA Ha BalLUX YXM3HEHHbIX OXXMOAHUAX U LLeNFX B OTHOLLEHWM 06pa3oBaHmMg,
paboTbl, MECTa MPOXMBaHUSA 1 criocoba nepeaBMxeHmnsa. OTBETCTBEHHOCTb 3a MeAULIMHCKMI
yxo[ Ternepb NnepexoauT K Bpady, crneLvanm3npytolleMyca Ha paboTe co B3pocbiMu (Bpay
OCTaeTCcs NPEeXHUM, eci oH paboTaeT Kak ¢ AeTbMU, TakK U CO B3pocbiMu ¢ MO/[). BHe 3aBu-
CMMOCTU OT TOro, MOMEeHSaeTCA N Balll fleYalllnii Bpad, mepexom BO B3POCYO XXM3Hb MOBAMAET
Ha nedyeHue. MNNaHMPOBaHMEM 3TUX U3IMEHEHUI OOMKHbI 3aHMMaTbCA Bbl, Ballla CEMbA, LLIKO-
Na v rpynna no yxoay. JaHHblM NpoLecc 1 BCE, YTO OH NpennofaraeT, onncaH B Pasgene 17.
B3pocnag »M13Hb C MbllleYyHoM ancTpodmen doleHHa npeanonaraeT 6o/bline pacxombl, Yem
YXN3Hb 6e3 3aboneBaHMA. BaM noTpebytoTca pecypchl 45149 nonydeHmsa NoMoLLm, Heobxoam-
MOW 0119 OOCTUXKEHMA Balmx Lenen. CneumanmcTt M3 HEPBHO-MbILLEYHOM KOMaHObl MO yxoay
pacCKa)XeT 0 AOCTYMHbIX pecypcax (Hanpumep, MpaBo Ha S1broTbl U COLMabHYO MOMOLLLb)

N BO3MOYXXHOCTAX MX MONYyYeHUS, @ TaKXKe MOMOXKET CBA3aTbCA C MECTHbIMU 1 HAaLLMOHaSIbHbl-
MU MHULMATUBHbIMU FpynnamMm. BaxxHO HaxoOMTb HOBbIE KpeaTUBHble Crocobbl 0bLLeHNd

C OPY3bSMM MO Mepe TOro, KaK MeHAETCSH Ballle COCToAHME. MHOorme ntoan ¢ MblleYHOM amc-
Tpoduren [dioleHHa He MMEIOT MCUXONOoOrnMYeckux rnperpan B o6LEeHUN, HO Y HEKOTOPbIX OHU
ecTb. Bo BpeMa Kayaoro rnocelleHna crneumanmcta No HepPBHO-MbILLEYHbIM 3a60/1eBaHNAM
obga3aTenbHO NPOBOAUTCH OLleHKa TPeBOrn 1 aenpeccum. MNpu obHapy)KeHUn Npur3HaKoB ae-

npeccnn HasHa4vakoT Hags1ieXxkallee ne4dyeHne.

«
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Cragus 1: Cragusa 2: Cragusa 3:
HPH IIOCTaHOBKE JHarHo3a PaHHﬁﬂ, caMocCToATe/bHasA l'Ioam-mﬂ, caMocTosTeIbHasA
xoab6a xoab6a
S

| | OHAoKpUHONorus

MuweBaputenbHas
cucrema

[ObixaTensHas
cucrema

®yHKUMN
cepaua

3nopoBbe
KocTen

|

Oproneaus

TMcuxocounansHas
cchepa

| Mepexoabl

| MyﬂbTVI‘:lVICLlI/II'IﬂVIHaprIVI YXOf; HOBble BUAbl Tepanuu; NOAAEPKKA NauneHTa n cembu, oGpazoBaHme, reHeTuyeckoe KOHCyNnbTUupoBaHue

Y6eautecs B HaNUUMM BCEX

OueHKa GYHKLIMIA, MbILLEYHOM CUbl 1 06beMa IBUKEHNIA, KaK MUHUMYM, pa3 B 6 MecALieB AnA onpeaeneHua craaum 6onesHu
HEOBXOAMMbIX MPUBUBOK u dyHKUNA, A g yM, p ues A Pex il

Hauano 1 MOHUTOPUHT Nprema rnioKOKOPTUKOCTEPOUAOB

PaCCManMBaK)T BO3MOXHOCTb
npuema rnoKoKopTUKoCTepoOnaoB

Yxoa 3a 60/bHbIM
B ocneAHei cragun

Hocutenein-xeHwmH HanpasnaoT
K Kapguosnory

| Bceobbemniowan MynbTUANCLMNAVHAPHAA OLEHKa, N0 MeHbLUE Mepe, pas B b mecALes

Dusmnyeckan Tepanua, 3protepanus, 3aHATUA C Toroneaom unu ﬂe¢EKTO"IDI’OM Ha OCHOBaHUK VIHF[I/IBVIFlyaJ'IbHOIh OUEeHKM nauneHTa

MpepynpexaeHne KOHTPaKTYp 1 AedopMaLiyii, nepeHanpaxeHuit MpoaonxaloT npeabiayLimne BUAbI Tepanuu; NoAGMPaIOT CPEACTBA NePeABIKEHUA, OPTONEANYECKYIO TEXHUKY,;
1 NafileHnid; pa3paboTka NOAXOAALLEro KOMMNEKCa ypaXHEHNI; HoleHne npeAynpexaaT nepenombl 1 60Mb; BefyT NONCK pecypcoB, CPeACTs, rpynn
TYTOPOB, CreLuanbHOro 060py0BaHuA, NOAAEPXKKa NPU 06yyeHnn NOAAEPXKM; Nepexo/ BO B3POCNYIO KU3Hb

| MSMEPF“OT POCT B MONOXEHUN CTOA KaxKAble 6 mecaues |

| AnbTepHATVBHbIE COCOGbI M3MEPEHIA POCTa Kaxzable b MecaLes

| C Bo3pacTa 9 1eT OTCNEXMBAIOT HACTYIEHE NOJIOBOI 3PENOCTN

Ipu Nprieme rMIOKOKOPTUKOCTEPOUI0B NPOBOAAT 06pa3oBaTeNbHbIN KypC ANA CEMbY 1 NPeANCHIBAOT AO3MPOBKY B Clly4ae Ype3BblYaiiHbIX CUTYaLWi

| KOHCyﬂbTaLlVIﬂ NNUEH3MPOBAHHOIO ANeTonora Kaxaole 6 mecALleB; NnpeaynpexaeHne OXXMpeHns; KOHTPONb HefoCTaTKa n n36bITKa Beca, 0cobeHHO npw nepexoje Ha cneayoLyo ctaguto

| ExxeropHas oueHKa ypoBHaA 25-rugpokcn ButamiHa D B CbIBOPOTKe KPOBY 1 NOTpe6neHns KanbLns

| KOHTPONMpYIoT paccTpoCTBO roTaHus, NoseeHne 3anopos, MIPB v napesa xenyaka kaxaple b mecaues

HauuHatoT ncnonb3osaHue I'aCTpOCTOMI/ILIeCKOVI pr6KVI

| CnmpomeTpvm n HBGHIO,ElEHVIe nauveHTa BO BpemA CHa (HVI3KVIVI pI/ICK) | (DyHKL[IAOHaanaﬂ ANarHoCTnKa OpraHoB [blXxaHWA Kaxable [} mecAleB

CBOQBPGMEHHBH BaKUMHaUWNA: NTHEBMOKOKKOBAA BaKLMHa 1 eXXerogHanA NpuBMBKa OT rpunna

PecnnpaTopHas noaaepxka

MCKyCCTBEHHaﬂ BEHTUNALUNA NErkKnx HOYbIO N MOMOLLb NPW Kalune
]

MCKyCCTBeHHaﬂ BEHTUNAUMA B AHEBHOE BpeMA

ExeroHan oleHka GyHKUWIA cepauia; OueHka GyHKLWMI cepALa pas B rof Win yalle Npu Hanuunm CUMNTOMOB;
KapA1onora; anekTpo- npuiem nHrn6utopos AM® nnm KOHTPOJIb CEPAI@UHOro pUTMa

1 3x0KapAnorpadus, 610KaTOPOB aHIMOTEH3NHOBbIX
MPT cepaua peuienTopos ¢ Bo3pacta 10 net

KoHcynbTauma y

| CTaHAapTHble BMeLLaTeNnbCTBa NPy CepAeUHO HeOCTAaTOYHOCTY NP YXYALIEHNM GYHKLNT
T
PeHTreHorpadus No3BoHouHMKa (Mpy Npreme FioKoKOPTUKOCTePONA0E: Kaxable 12 roaa; B OTCyTCTBIM Nprema FIIOKOKOPTUKOCTEPOUAOB:
kaxpable 2-3 roga)

| O6paLyatoTca K CreLmanicTy npu NpusHakax nepenoma (nepenom no3soHouHMKa | creneru 1 Bbilue, Nepenom AnnHHOI Tpy6UaToil KocTy)

| OueHVBaIOT 06beM ABVKEHNI Kaxable b mecsALes

| KOHTPOﬂb Pa3BUTMA CKONNO3a Kaxkable [ mMecAues
[]

| ExeropaHbiii KOHTPO/1b Ppa3BnTUA CKONMO3a

OprToneanyeckas Xupypris
(Heobxoauma B pepkux cnyyax)

Onepauya Ha CTYNHU NNV axUNIoBO CYXOXunve
ANA KoppeKLMM NoxoaKM (B 0cobbix cryuasx)

KoppeKuvm NOCTAaHOBKW CTOMbl Ha Kpecne-KoNAcKke,

cnoHagunopes B 0CobbIx cnyyvanax

| OLleHKa NCMXONOrM4ecKkoro 340poBbA NauneHTa n YieHoB ero ceMbu Ha Ka)K,qOVI KOHCynbTauuu v npefocraBneHne MOCTOAHHOW noaaepkn

| Heiiponcuxonoruueckas oLeHka/ BMeLuaTenbCTsa Ans KOPPEKLMN TPyAHOCTEN B 06y , SMOLINOHAbHbIX 1 MOBEA KUX Npobrem

| OueHKa Cnoco6HOCTel K 06y4eHMIo 1 OCTYMHbIX pecypcos (MHAMBIUAYanbHas porpamma oby4eHis); oLeHKa Heo6X0AMMOCTM B SproTepaniim

| CrOCoBCTBYIOT COXPAHEHMIO HE3aBUCMMOCTI COOBPa3HO BO3PACTY U COLMANbHOMY Pa3BUTHUIO

MocTtaHoBKa Lienei n oxnaaHnin
Ha GyaylLee; NOAroTOBKa
k nepexoay (k 12 rogam)

MnaH nepexoaa B cepe 3[paBooOXpaHeHms, 06pasoBaHma, paboTbl 1 B3pocnoi xuskn (k 13-14 roaam); koHTponb
nporpecca pas B rof;; NoA6op KOOpAMHaTOpa 1 coLManbHOro paboTHKa ANA yXO/a U KOHTponA

I'Iposonm onTUMUCTUYeCcKne
6ecefibl 0 Gyaylem, o nepexoae
BO B3pPOCNYIO XN3Hb

I'Ipe/qocmsnmo‘r NoAAEPXKKY Npu nepexoe U N3MeHeHUsIX COCTOAHUA 340pOBbA

Ta6numua 1. BegeHune M/ HO pa3/1MYHbIX CTAAMSX MO CreUnaibHOCTIM
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3. YXOD, n P M n OCTA H O B KE n M A r H 03A iaaiiﬁ_lxéﬁami g)?/BHBKMLLTVT;'MBbTL?JE,anoToemBMFT):iEz:; l/|I'| Eggg;ro Bepca (PUCYHOK 2) aBnaeTca Kiac-

cunyecknMm cmmntomom M/0;

MpUYMHa paccTPOMCTBa 300POBbA B MeAMLMHE HasbliBaeTCa «aMarHo3». Mpu Nnogo3peHmnm Ha - YBeNIMYEeHHble MKPOHOXHbIE MblLLLbI (MceBaormnepTpodus);

MblLLIEYHYIO ANCTPOGMUIO [IoleHHa BaXHO Kak MOXHO CKopee YCTaHOBUTb KOHKPETHbIN M- - MOBbILLEHHbIN ypoBeHb KK 1 / nnu TpaHcaMmHas, Uim nedeHouHbIx depmMeHToB ACT mnm
arHos. B 3aBMCKMOCTM OT CUCTEMbI 300aBOOXPaAHEHMS B Balllel CTpaHe, OCHOBHOM fledallmit ANT B KpoBW.

Bpa4 06bl4HO ABFeTCA MNepPBbIM CMEeLManMCTOM, K KOMY Bbl 06paTUTeCh MO NOBOAY 3aAepKekK XOTe MOAO03pPEHME MOXKET BblTb BbI3BAHO PasIMUHbIMK CUMATOMaMU, Ha PUCYHKe 3

B Pa3BUTUM pebeHKa. M MOXeT ABNAaTbCA Bpad obLer NpaKTuUKKY, TepanesT, neamaTp Uim NPUBOANTCA MOoCNeoBaTelbHOCTb AeMNCTBUM NMpu AnarHoctrke MO,

CeEMEMNHbIV BpauY.
YXxopQ Ha JaHHOM aTane 3ak/toyaeTca B MOCTaHOBKE TOYHOIO AMarHosa B Hanbonee KopoT-

5 . B M
KW cpok. CeMbst OMKHa NMOAroTOBUTLCS, CO6PaTh MHGOPMALMIO O MblILLEYHOM AUCTPOGUN kakux cnyuanx nopoapesare MAA

[oweHHa, U3yUmnTb AOCTYMHble NMaHbl eYeHmnsa. Ha gaHHOM 3Tane KYeBbiMU daKTopamMm HeoBbACHIMO BbICOKNIA mMAR s i Orcy MAA & cemei
ABNAIOTCA MPaBUbHbIN yx0d, MOCTOAHHAA Noaaep»Ka M MHPopMMpoBaHKMe. Jly4dlle BCero, YPOBEHb TPaHCamiHas Maneriwee nopospetme Ha auamuese:

HapyLUeHe GyHKLI MblLLLy He xopuT K 16-18 mecsAuam, npoba
ecnun Ballero pebeHka OCMOTPUT CrielnanmcT No HePBHO-MbILEYHbIM 3a60/1eBaHNAM, KO- FoBepCa, U XokaeHNe Ha HOCKax
TOPbIN CMOYET MPaBUIbHO UHTEPMNPETUPOBATb Pe3ybTaTbl TabopPaTOPHbIX U FEHETUYECKMX (nio6oi BO3pacT, 0cOBeHHO A0 5 neT)

mccnenoBaHWii U MoCcTaBUTb aMarHos (Pasnen 4).
ChildMuscleWeakness.org 1 rcpch.ac.uk/resources/recognising-neuromusculardisorders-

elearning — HCTPYMEHTbI MOMOLLIM MPOodeCcCHoHanaM npu oLLeHKe 3aepXeK PasBuTug 1 Npu e — Ammm:@m"m"ml Zgg:f::waw
MOCTaHOBKe AMarHosa. B HOpMeE N B ChIBOPOTKE KPOBY ™ nosbiwe
Oco3HaBag, YTO PoAUTENM YacTO MEPBbLIMM 3aMeYatoT 3a4ePXKKM B Pa3BUTUIM CBO-
ero pebeHka, AMepuKaHckasa akagemMma negmatpum (AAl) paspaboTana MHCTPYMeEHT Ananus a nouck
OLLEHKM OTKNOHEHWUM MOTOPHbIX GYHKLMIN. DTOT MHCTPYMEHT MOMOXXET poamTeam oTcre- -l
YKMBATb pa3BUTUE pebeHkKa, MOHATb, UTO ABNAETCA HOPMasibHbIM, @ UTO — OTKITOHEHMEM,
M KOrga CTOUT HauMHaTb 6ecrnoKouTbes. JaHHbIA MHCTPYMEHT MOYKHO HaMTK MO CCbIfl-
ke www.HealthyChildren.org/MotorDelay. v v
[MpW MocTaHOBKE AMArHO3a BaXXHO MPOKOHCYIBTMPOBATLCH CO CrelmanncTtoMm, UMeoLWmMm MyTanit He °6“apy"‘e“°| | Myrauva obHapyxena
OMbIT MO BEAEHMIO MblLLeYHOoM auctpodum JoweHHa. CMMCOK MeAMUMHCKMX LLEHTPOB, rae l
npenocTaBnatoT NedeHme MO, MOXHO HaWTKM Ha cnefylolmx Beb-camTax: 5y ) G NP e e A
|MyTaL|vw| He 06Hapy»keHo | < AT |
OpraHusaumsa no MbileyHon guctpodum Benukob6putaHum (MDUC) cocTtaBuna l
CMUCOK TaKUX LLEHTPOB Ha TeppuTopumn Benuko6putaHuu: Nemeplere Terayer
https://mwww.musculardystrophyuk.org/get-the-right-care-and-support/people-and-places-to- v
help-you/professionals-and-organisations/muscle-centres/ | AnctpoduH npucyTcTayet | | MyTauua obHapys*eHa
Accouunaumm No Usy4eHmio MeToaoB NTIeHeHUA HEPBHO-MbILLEYHOMU NaTo/IornMm v v

(Treat-NMD):

www.treat-nmd.eu
Haub6onee yacTo HabnogaemMbie npu3Haku U cumnrombl npu MAO: PucyHok 3

BceMunpHasa opraHmsaumsa no MbileyHom guctpodumn OoweHHa (UPPMD): _

http://worldduchenne.org/
Hapyl.ueHqu noxogoku . I'IpO6J'IeMbI (o} KOHTpOI‘IeM nosegeHMa
nceBgornneptTpoduna MKp - 3apep)KKa KOrHUTUBHOIO Pa3BUTUS
o +  He MOXET Npbiratb - MIOXO PacTeT U C TPYOOM HabupaeT Bec
3To BpeMd, Koraa KOHTaKT C opraHuM3aLmen rno rnogaepyke naLumeHToB MOXeT OKa3aTb 0cobyto © CHUYKEHHAR BolHOGTMBOCTD e SRR WAL ar sy s g ST
MOMOLLb. HanTK Takne opraHm3aL My B Ballen CTpaHe MOXHO MO CChISIKe: www.treat-nmd.eu/ *  MNOXO KOHTPONMPYET FONOBY, €CNi NoMoratek CecTe, NoTs- BHMaHNS
! K K HyB 33 pyKu -+ 3apepyKKa peyeBoro pPasBUTUA U HapyLLeHUs
dmd patlentorganlsatlons. - CTpyaoM nogHMMaeTcs No NecTHuLe apTUKyNSLUUM
- MNNocKocTonue
+  4acCTo MafaeT U HEeYKIOX
B KAKUX CITYHAAX NOOO3PEBATb MAA (TABJTULA 3) MO TEIS AR MPelEe) MelEEpes
+  3adep)KKa B pasBUTUM KPYNMHOWN MOTOPUKKN
rmnoToHunaA
MoJo3peHue Ha MbllLeyHyo AncTpoduio JioleHHa BO3HMKAET MPU HanMyYMM OJHOro 13 cre- L Gome b Mot v e C®
‘/ . + XOXOeHWe Ha HOCOYKax
OYHOLLMX CUMMTOMOB (Oaxke npu oTcyTcTBUK MO B ceMeMHOM aHaMHe3e): e B s pasaeT
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POJ1Ib OCHOBHOI'O JIEMALWLEIO BPAYA B I'PYTINE NO yXoaAy

Mocne Toro, Kak AMarHo3 NoaTBepPyKAeH CNeLmManncToM Mo HePBHO-MbILLIEYHbIM 3aboreBa-
HUAM, MHbOPMaLMA O MbllLeYHOM ANCTpodUK [ioleHHa OoMmKHa 6biTb Harnpas/eHa Ballemy
OCHOBHOMY Jledvallemy Bpady. MIM MOXET aBNATbCA Bpay o6LLen NpaKTUKK, TepanesT, neamaTtp
WN CeEMENHbIN Bpaud. MocToaHHOe 06LeHMe C OCHOBHbIM SledallM BpadYyoM AacT BaM Heobxo-
OVMYIO MOOAEPIKKY M CTabUTbHOCTD. .

Cdepa oTBETCTBEHHOCTM OCHOBHOIO Jle4allero Bpaya BK/lOYaeT:

MepBUYHYHO MOMOLLb MPU OCTPbIX U XPOHUYECKMX 3aboneBaHusax,;

Haoniexallmin yxod B COOTBETCTBMM C BO3PACTOM U CTaaneln pasBuTmng;

HanpaBreHue K y3KMM creLmanmncram;

ExkerogHyto MpoBepKy cryxa U 3peHunsd;

ExkxerogHble obcriefoBaHMA Ha MCUXO3IMOLIMOHabHbIE PAaCcCTPOMCTBA, 3N10ynoTpebneHne anko-
ronem Unu HapKoTHKaMu, 1 Apyrme ncruxonornyeckme paccTpomcTaa;

- CBOeBpPEMEHHYIO BaKLMHALMIO, BKTKOYAA eXXerogHble MPUBUBKU MPOTUB FpUnna (peKOMeH,D,y-

eTCca UHBEKLUMA MPUBKMBKM, @ HE Ha3albHble Kanu);

ExkerogHyto NnpoBepkKy GaKTOPOB pUCKa CepaeUHO-COCYANCTbIX 3a601eBaHMN, TaKMX KaK MNo-
BblLLEHHOE apTepuanbHoe AaBneHumne (rmnepTeHsna) U NOBbILLEHHbIN YPOBEHb XONecTepmHa
(rMnepxonectepuHemms).

«
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4. MOCTAHOBKA OUATHO3A

YTO ABNAETCH NPUYUHOWN MbILLEYHOWN ANCTPOD®UMN OIOLEHHA?

MO — 370 reHeTUYeckoe 3abofneBaHKe, BbiI3BaHHOE MyTalLlMen reHa, KoampytoLlero 6eok
ANCTPODUH. ANCTPODUH MPUCYTCTBYET BO BCEX MbILLEYHbIX BOMTIOKHaxX Tenla. OH BbIMof-
HAEeT GYHKLMIO «<aMOopTM3aTopar, obecneymBas 6GesonacHoe cokpalleHune 1 paccrabne-
HMe MbllwLl, Be3 AMCcTpodUHa MbiLLLbl He MOTYT MPaBUIbHO GYHKLMOHMPOBATb U CaMo-
CToATENbHO pereHepupoBaTbhca. KnetouHaa MeMbpaHa MbllL, CTAaHOBUTCA HACTOMbKO
YA3BUMOWM, UTO B pe3ysbTaTe 0Bbl4YHOM eXXeHEeBHOW OeaTeTbHOCTM Ha Hell MosaBIaoTCa
MUKPO-pPa3pbiBbl. Be3 aMcTpodrHa He MPOoUCXoauT pereHepaumsa Mbllll. CKBO3b MU-
KPO-pa3pbiBbl B KNETKY MPOHMKAET KalbLMM, KOTOPbIX MOBPEXOAET KNETKY, YTO MPUBO-
OUT K ee rnbenn. BMecTo normbLumx KeTok 06pasytoTcs py6Libl M XKMPOBbIe OTNIONEHMS,

a MbllLLA YTPadYMBaeT CBOK CUNY U GYHKLIMOHAIbHOCTb.

NOoATBEPXXAEHUE ONATHO3A

MbllweyHaa amctpodbuma JioleHHa JoNMyKHaA OblTb MOATBEPYKAEHA FreHETUYECKMM aHanm-
30M. Kak npaBuio a1o aHanm3 OHK 13 obpa3ua KpoBU, HO TakyKe MoryT 6bITb MpoBeAeHbl
n gpyrue TecTbl.

1) FEHETUYMECKUM TECT (PUCYHOK 2)

reHeTNYeCcKMM aHanms HeobxoamMMm B NIOO6OM criydae U AoMKeH OblTb MPEeaOXKeH KaXkaoMy
naumeHTy. PasHble TUMbl FTeHETUYECKMX MCCedoBaHMIM CNOCOOHbI AaTb crnelmndbmryeckyto,
neTanbHyto MHbopMaLu Mo 06 U3MeHeHUW nocnegoBaTenbHocTU JHK, M3BecTHoM Kak
reHeTU4YecKkasa MyTauus. NMoaTBepyXKaeHme gMarHo3a Ha OCHOBaHMM reHETUYECKMX JaHHbIX
OYeHb BaXXHO M MOXKET MOMOYb OMpPeaennTb COOTBETCTBME KPUTEPUAM O/19 y4acTUa B KNK-
HUYECKUX UCMbITaHMAX, HAaMPaBIEHHbIX Ha KOPPEeKLMIO onpeneneHHblX MyTaL M.

Mpw YCTaHOBNEHUU FreHEeTUYECKON MyTalLMK, MaTePAM NaLMeHTOB TakxKe crenyeT
MPOWTUN reHeTUYecKoe MccregoBaHme, YTobbl onpenenuTb, ABNAOTCS I OHW HOCUTENA-
MW. DTO TaKXKe KacaeTca M APpYTrMX Y1eHOB CEMbM YKEHCKOro nona (cecTpbl, fodepu, TeTu,
OBOOPOAHbIE cecTpbl). BnageHue gaHHoM MHdopMaLmen NO3BOMUT CEMbe OLLEHUTb PUCK
POXOEHWMA APYrMX AeTeN C MbllueyYHoW auctpodbumen [dioeHHa U MPUHATb pelueHua
OTHOCUTENbHO JOPOAOBOro AMarHo3a. Nocne NocTaHOBKM AMarHo3a ceMbe npegnarator
MPOWTU reHeTUYEeCKyo KoHCybTauuto (PamMka 2).

TUNbl FEHETUMECKUX UCCNEQOBAHUNA

MynbTUNAeKcHas aMnanMdUKauma NMrMpoBaHHbIX 30HO0B (MLPA): TecT Ha BbigBieHMe
neneunm unu oyninkaunum B reHe, yctaHasnmaaeT 70 NPOLEHTOB reHEeTUYECKUX MyTaLMMK,
cBA3aHHbIX ¢ MO/,

CekBeHMpOBaHMe reHoMa: ecnm TecT MLPA oTpuuaTenbHbIN, CEKBEHUPOBaHME reHOMa
MOMOXKET BbIIBUTb MyTaLlMK, HE CBA3aHHbIe C AeNeUnaMm nnm oyrnamkaumamm (T.e. Todey-
Hble MyTaLMM [HOHCEHC UM MUCCEHC], a TakxKe HeborblUve ayninKaummn/BcTaBkm); OaH-
HbI aHaNMM3 MOMOXKET YCTAaHOBUTb OCTallbHble 25-30 NPOLEHTOB reHEeTUYECKUX MyTaLLMK,
He onpegenaemMbix aHanmsom MLPA.
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2) BUONncud MblillLbl
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MNpn nosbileHHOM ypoBHe KK 1 Hanuumnm gpyrmux cumntomos MM, HO Mpu OTCYTCTBUU Bbl-
ABMEHHbIX F’EHETUYECKMX MyTaL M, MPOBOAAT OUOMCUIO MblLLLbl. BUOMNCKIO MbILWL, MPOBOAAT
nyTeM XMpPYpPrnyeckoro B3aTna Hebosbluoro obpasiia MbllL, A8 aHanm3sa. lNpu MblLLeYHOW
amnctpodum JioweHHa opraHm3m He MpPomn3BoaANT 6e1oK OUCTPOPUH, UK MPOU3BOAMUT ero

B HELOCTAaTOYHOM KoinyecTBe. BMONCUs MbllLbl MO3BOSIUT YCTAaHOBUTb KOTMYECTBO AUCTPO-

dUMHa B MblLLEYHbIX KITeTKax (cM. PamMka 1).

l’ =

BOJIbLUMHCTBO BOJIbHbIX MO
HE HY)>XOAIOTCH B NMPOBEOEHUU
BUOINCUAN MblLLULLbI.

Broncusa MbilLbl 06bIYHO BKItOYAET B ceba ABa aHanm3a:
MMMYHOTUCTOXMMUNYECKUIN N BECTEPH-BNOTTUHT. [JaHHble
aHanusbl onpenenaoT Hanuyme Unm oTCyTCTBME ANCTPODU-
Ha B MbllWUax. MpU MMMYHOTUCTOXMMUYECKOM UCCredoBa-
HUKM KyCOYeK MbILLLbl MOMELLAIOT Ha MacTUHY, 4o6aBNaloT
KpacuTesb M CKBO3b MUKPOCKONM ULLYT MPU3HaKM MPUCyT-
CTBUSA AMUCTPOdUHA. BecTepH-6N0TTUHT BbigBISET XUMUYe-
CKUe crefbl MPUCYTCTBUA ANCTPODUHA.

3) APYTUE BUAbl AHAJTU3O0B

B npownom, gnga BbIgBeHMA HEPBHO-MbILLEYHbIX HapyLUe-
HUI MNPOBOOUINCL TaKMe UCCNefoBaHUS, KaK 3/1eKTPOMUO-
rpadua (OIMI) n nccnegoBaHMe NPOBOAMMOCTM HEPBOB.

DKCMepTbl CXOOATCA BO MHEHUUK, 4TO DMI 1 nccnegoBa-
HWe NPOBOAMMOCTM HepBOB HE NMpurogHbl 4s19 NOCTaHOB-
KW anarHosa MA/.

Pamka 1.

Buoncua mbiwubl. BepxHana:
ancTpodumH B 6e10M LiBeTe BO-
KPYT MblLLEYHbIX BOJTOKOH.
HwxHana: oTcyTcTBME AUCTPODU-
Ha B MbllULE.

«

FAMILY GUIDE 23/64

NOYEMY HEOBXOAUMO NrEHETUHECKOE NOATBEPXXAEHUE

FEHETUYECKAS KOHCYNIBTALUA U BbIIBNTIEHUE HOCUTENEN

MHorga reHeTMdyeckasa MyTaL M4, Bbi3blBatoLLaa MbllleyHyto auctpoduto JioleHHa,
BO3HMKAET CMOHTaHHO. Toraa roBOPAT O «CMOHTaHHOW MyTaL UMy, [P 3TOM OTCYTCTBYHOT
cnydamn 3aboneBaHua B ceMeMmHOM aHaMHese. Y TpuauaTy NpoLeHToB 60/1bHbIX AeTel
3aboneBaHKe Nosy4YeHo He OT YfleHa CeMbM, a B pe3yrbTaTe CMOHTaHHOM MyTaL MK reHa,
Koaupytoero 6enok oMcTpoduH.
Ecnuny MmaTepu B AHK nMeeTcsa MyTauma, KOTOPYIO OHa nepefaeTt cBoeMy pebeHky, eé
Ha3blBatoOT «HOCUTENeM». HocuTenb ¢ 50% BepoAaTHOCTbIO A9 KaXKAoM 6epeMeHHOCTH
nepepaet pebeHKy reHeTUUYeCKyo MyTaumo. ManbumKky, NONyYmMBLLVE MYTUPOBABLIMM
reH, 3abonetot MM, A4EBOYKM CaMU CTaHyT HocuTenamu. Ecnu y maTepu obHapy)xeHa
MyTaLMs, OHa CMOXET MPUHUMaTb B3BELUEHHble pelleHMna no noeoay byayLimx bepe-
MeHHOCTeM, a e€ POACTBEHHMLbI (CECTPDI, TETU 1 J0YEePU) CMOIYT TakyKe NPonTK obcne-
OoBaHue.
Brioncuio MblLL, MPOBOAAT MYTEM XMPYPIMYECKOro B3ATUA HeOONbLIOro o6pasua MblLL
Ona aHanusa. AHanmsa, KOTopbli cMor 6bl onpenennTb, BYAYT N Y XeHUWMHbI-HOCUTeNa
MPOABNATLECA CUMMTOMBbI, HE CYLLLeCTBYET.
[arke ecnum xeHuUMHa He aBNAeTCa HOCUTENEM, CYLLLECTBYET PUCK, UTO Y €€ ByayLLUnMX
JeTer CHOBa MOXET NPOoABUTLCA MbllLeYHaa anctpodbua JioweHHa. leHeTuYecKaa My-
TaLMAa MOXET BO3HMKaTb B AMYHMKAX UK B ALLEKTETKaX. DTO Ha3blBaeTCA MO3auLIM3M
KNEeTOK 3apOAbILLEBOM TUMHUU («FTOHAAHbIN MO3aULLM3M»). AHanM3a KPOBKM Ha MO3anLM3M
KNeTOK 3apOAbILLEBOV IMHUM HE CYLLLECTBYET.
HEHLWMHbI-HOCUTENM MMEIOT MOBbILWEHHbIN PUCK PAa3BUTUA HapyLUeHUM YHKL MM
cepaua My CKeneTHbIX MbllL,. OHW A0MKHbI HABMAATLCA Y Kapauonora U NpoxoamTb
nccnepgoaHua (KM MPT cepaua mnu axokapamorpadusa) Kaxxable 3-5 neTt, ecnv aHanu-
3bl B HOpMe (4allle, eciv peKoMeH40BaHOo Kapanonorom). BaxkHo MoHMMaTb, ABNgeTech
M Bbl HOCUTENEM, YTOObI MPaBUIbHO M CBOEBPEMEHHO MOYYUTb KOHCYMbTaLMIO Bpaya
M nedyeHwue.

Bonee nogpo6Hyto MHGOPMALMIO MOXKHO MOMyYUTb Y reHeTMKa.

YYACTUE B KITMHUYECKUX NCCJITEOOBAHUAX:

Ha cerogHaLWHMM OeHb B M1Mpe MPOBOAATCA PA KINMHUYECKNX UCCNefoBaHNM, Harnpas-
NeHHbIX Ha KOPPEKLIMIO ONMpeaeNieHHbIX FeHETUYECKMX MyTaLMii, Bbi3biBatolwmx MO,
Heo6xoQMMo MponTH reHeTUYecKmnii aHanms, YTobbl MOHATL, MOAXOAMTE M Bbl A1
YyYacTUs B TaKMX UCCNEedoBaHUAX. 3aperncTpupymTech B rocyqapcTBeHHOM peecTpe
MaLMNEHTOB C MbllleyHoM aucTpoduen [ioleHHa, YToBbl LIeHTPbI KIMHUYECKNX Uccre-
[OBaHMIM CMOITIM Bac HaMTU — CMIUCOK MOXHO HaMTK Mo ccbinke: http://www.treat-nmd.
eu/resources/patientregistries/list/DMD-BMD/.

Ecnu paHee npoBefeHHbIN reHEeTUYECKMIA aHaln3 He COOTBETCTBYET aKTyaslbHbIM MpWu-
HSTbIM CTaHOapTaM, HeOBXOAMMO MPOMTU MOBTOPHOE MccniefoBaHMe. O6cyamTe 370 CO
CreumanmcToM Mo HEPBHO-MbILLIEYHbIM 3a60/1eBaHNAM U / UM FeHETUUYECKMM KOHCY b~
TaHTOM. B peecTpe NaLMeHTOB C MbllleYHON AMCTpoduen [iolleHHa TakxKe yKa3biBatoT
KOHKPETHYIO FreHeTMYECKyI0 MyTaLMIo. Bbl MOYKeTe y3HaTb O BUAax aHaNM30B 1 UX abbdek-
TWUBHOCTM M3 OCHOBHOIO IOKYMEHTa.

B3pocrble NauneHTbl, He MPOXOAMBLLME FeHETUYECKMIM aHanus, Un MNPOXoaMBLLINE ero

B MPOLLMOM, [OMKHbI MOBTOPUTL FreHEeTUYEeCKoe UCCrefoBaHmne C MprUMeHeHeM coBpe-
MEHHbIX METOMIOB (YTOUHUTE Y FeHETUYECKOIrO KOHCY TBTaHTa, HYXKHO 1M MPOBOAMUTb Mo-
BTOPHbIN aHanms), YTobbl 6bITb PACCMOTPEHHbIM N9 YYaCTUA B KITMHUYECKOM UCCeqoBa-
HUM.
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5. HEPBHO-MbILWWE4YHDbIE ACMNEKTDbI

MpW MblleYHoM AnCcTpodUn [ioleHHa CKeNneTHble MblLULLbl CTaHOBATCA Bce 6onee cnabbiMun
BBUOY OTCYTCTBMA AUCTpodmHa. CnenyeT peryngpHo nocellaTb creuranmcTa Nno HepBHO-Mbl-
LeYyHbIM 3aboneBaHmaM, 3HaKOMOTO ¢ BegeHuneM 3abonesaHmda. Y Bpaya OO/HKHO 6biTb MOHU-
MaHMe TOro, KakK ByaeT NporpeccupoBaTh 60Me3Hb M Kak OH MOMOXET Balllel ceMbe MoaroTo-
BUTbCA K crieaytoLleMy atany. CreumnanmcT No HePBHO-MblLIEeUYHbIM 3a60/1eBaHUAM JOMKEH
OTCNEXMBaTb U3MEeHeHUaA B paboTe MbillLL, YTOObl CBOEBPEeMeHHO Ha3HauYMUTb Teparnuio.

HEPBHO-MbILWWEYHA{A OLLEHKA

PekoMeHaOyeTca nocellaTb creLmanmncTa Nno HePBHO-MblLLIEYHbIM 3ab0MeBaHUAM Kaxkable

6 MecsLeB, a Ncuxosora v / nnu sprotepanesTa — KaXkable 4 MecsiLa. 3To BaXKHO O/15 MPUHATUS

peLleHnM o BHeapeHUM HOBbIX BUOOB Tepanmm UMM KOPPeKLMM TEKYLLMX METOAO0B ledeHmns,

a TaKye 0719 MPOrHO3MPOBaHMA U NMpenynpexaeHmsa OCrOXHEH WM HAaCKOMbKO 3TO BO3MOXHO.
TecTbl, CMOMb3yeMble ANF OLLEeHKW MporpeccnpoBaHmga 3aboieBaHMa, MOryT Bapbupo-

BaTbCA B Pa3HbIX KNMMHMKaX. OUeHb BaXKHO MPOBOAMUTb MX PEryNapHO U OOHUMU U TEMU XKe

MeToaaMu, YToObl OTCIEXMBATb M3MeHeHUd. PerynapHble TeCTbl AO/MKHbI BKTOUYATb OLIEHKY

rnporpeccupoBaHmsa 3aboneBaHna U NPUHATUE peLleHNa O HeobxoaMMOCTM BMeLlaTeNbCTBa.

B BenmkobpuTaHUmM TeCT Ha OLIEeHKY MporpeccrnpoBaHmnsg 3aboneBaHnsa HOCUT Ha3BaHMe Hoppa

Crap AcceccMeHT https://www.musculardystrophyuk.org/information-for-professionals/health-

professionals/community-physiotherapy-working-group/muscular-dystrophy-uks-north-star-

network/.

ObcnenoBaHMe NPoOXoamT Mo creayloLlnM KPpUTepPUaM.

CUNA:
OnpenendeTca naMeHeHue CUibl, MPOMU3BOOMMOMN KOHKPETHOW CKENETHOM MblLLLEN.
OBbEM NMNOABUXHOCTU CYCTABA:

MpoBoOAMTCA ONF BbIABNEHNA KOHTPAKTYR UK OrpaHMYeHHOM NOABUMMHOCTM CyCTaBOB C MO-
crnefyroLen pekoMeHaaUmen pacTsax)eK U/ Unn XMpyprudecknx BMeLLaTebCTB.

TECTbl HA BPEMA:

Bo MHOTUX NedebHbIX y4pexxaeHUAX KOHTPOMMPYIOT BPeMa BbIMONHEHWUI PYTUHHbBIX OeNCTBUN,
TaKMX Kak MogbeM C Mofa, MpoxoxaeHne onpeaeneHHon aMcTaHLUMmM UNM MoabeM Ha HECKOSb-
KO CTyMneHeK. 3To NpeaocTaBnaeT BaXkHYo MHbopMaLMo 06 MU3SMEHEHUU MbllLeYHOW PYHKLMO-
Ha/IbHOCTW M OeNCTBEHHOCTM BMeLlaTe 1bCTB.

LUKAJTA OLLEHKU OBUTATEJIbHbIX ®YHKLUN:

CyLLl,eCTByIOT Pa3fiM4yHble TUMbl LWKaa OUeHKW, HO Balle MeQLUMHCKOe yYpexgeHe Bceraa
OOJIXXHO NMPUMEeHATb OOHY N Ty XXe O/19 JOCTOBEePHOCTU l/I3MepeHI/1[7I. PasnunyHble WKanbl MOTryT
I'IOHa,D,O6l/ITbC‘FI Ha Pa3/IMYHbIX 2Tamnax.

OANHAMUYECKOE HABMIOOEHUE NOBCEQHEBHON AKTUBHOCTMU:

Ball KIMHUUKCT OLLEHUT HY>KHA NI OOMOSHUTENbHAsA MOMOLLLb, YTOObI MOMOYb COXPaHWNTb Bally
CaMOCTOodaTe/N bHOCTb/CI'IOCO6HOCTb K Ca MOO6Cﬂy)+(l/I BaHUIO.

«
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MEOUWKAMEHTO3HA{A TEPAMUA:

B HacTogllee BpeMsa MpoOBOOATCA MHOMOUYUCIEHHbIE NCCNEeLOBaHMSA MO NMOKMCKY HOBbIX BUOOB
Tepanun MOLO. O6HoBNEHHble peKoOMeHAaLUMM Mo yXxoay BKIoYatoT B cebs TONbKO Te BUAbI
Tepanuu, 419 KOTOPbIX CYLLECTBYIOT JOCTAaTOYHble JOKa3aTeNbCTBa 3P PeKTUBHOCTU. 1o Mepe
TOro, Kak ByaeT NosaBNATbCH HOBadA Tepanus, peKoMeHaalUnm byayT MeHaTbCa M 0OGHOBNATLCS.

XoTa B ByayLleM 1 oxknaaeTca nosasneHre 6onee LWMPOKOro CrnekTpa BO3MOXHbIX Tepanes-
TUYECKMX peLleHnI, B HacTosALLEE BPEMSA OHM OrpaHnYeHbl. MHOXXECTBO 3KCMePTOB CXOAATCS
BO MHEHMW B OTHOLLUEHUM TOIO, YTO Ha CErOAHALLHUNIN AeHb CTEPOUAbI ABAAIOTCA €ANHCTBEH-
HbIM peKOMeHO0BaHHbIM U 3DDEKTMBHbBIM fledeHreM HapyLLeHMN QYHKLMM CKENETHbIX MblLLL
npw MO0, CteponaHasa Tepanuma B MoapobHOCTAX onMncaHa B Pasgene 6. MeToabl nedeHums
Apyrux cneundbmyeckmx CMMNTOMOB 3aboneBaHus, TakMX Kak MpobneMbl ¢ cepaueM, 0bCyr-
natortca Hyke B Pasnene 12.

6. CTEPOUOHAYA TEPAINUA

[TIHFOKOKOPTUKOCTEPOUOLI, NN CTEPOUAbI, MPUMEHSIOTCA MO BCEMY MUPY ONA Te4eHUa pas3nmy-
HbIX 3aboneBaHUN. HeCOMHEHHO, YTO CTepouabl MPUHOCAT MOMb3Y MHOMMM BOMbHbIM MblLLIEY-
HOW ancTpoduen [olleHHa, U 3Ta Nofib3a AOSIKHa OblTb COM3MepKrMa C MepaMiK No NpenoT-
BpaLLeHMo NoHBoYHbIX 3ddeKToB cTeponaoB. NPUEM CTepomnaoB oUeHb BaykeH npu MO0 m
noToMy obCy»aaeTca 40 NposBeHUsa MPU3HaKOB MbllLeYHOoM crabocTu.

OCHOBHAA UHOOPMALIUA

CTepowabl 3aMennatoT ocrnabneHme MbllLedHOoM CUmbl U yXyALLeHWe ABUraTeNbHbIX QYHKLIUM,
XapakTepHbix gna MO0, MIOKOKOPTUKOCTEPOWObI OT/IMYAOTCA OT aHaboIMYeCKUX CTePOUaOB,
KOTOPbIMU MHOTAA 3M10yMOoTPebNatoT CNOPTCMEHDbI, )enatoLme cTaTb CUbHee. Llenbio ctepo-
maoHom Tepanuu Npu MO0 aBnaeTca nogaep»KaHMe MbllLUeYHOM CUsbl M QYHKLMM, YTO MO3BO-
NNT OoMblue XOAMTb CaMOCTOATENTbHO, COXPaHATb GYHKLIMOHANbHOCTb BEPXHMX KOHEYHOCTEN
W OblXaTeNbHbIX MbILLL, @ TaKXe M36exXkaTb onepaLnm No KOpPPeKLUM CKOMMo3a (MCKPUBMEeHUS
MO3BOHOYHMKA).

- leyeHune cTepovrgamMu cnenyeT obcyouTb yyKe MPK MocTaHoBKe AMarHo3a. OnTUMabHbIM

BpeMeHeM Ha4ana Tepanum cYMTaeTca CTagmsa CaMOCTOATENbHOW XO4bObl, MOKa He Mpou3oLlen
3HAUYMTENbHbIN crad dPU3nM4eckom Cubl (CM. PUCYHOK 4).

- [Jo Hayana ctepoungHomn Tepanmm peKoMeHOyeTCHd 3aBepPLUNTb M1aHOBYHO BaKLUMHALLMIO, B TOM

yucne, oNXKeH 6biTb YCTAaHOBNEH MMMYHUTET K BETPSAHOM ocre. HauMoHanbHbIA KaneHaapb
npoduUnaKkTUYEeCKUX NPUBMUBOK B Poccnm MOXXHO HaUTU No cebinKe: https:/base.garant.ru
/70647158/53f89421bbdaf741eb2dlecc4ddb4c33/ . Mony4unTe pekoMeHaaLUmm no BakLMHaLnMm
y Ballero crieumanmcra no HepBHO-MbILLEYHbIM 3a601eBaHUAM.

PekoMeHOaUMM Mo BakKLMHAUMK LEeHTPa KOHTPONA U Npodunaktnkim sabonesaHmnin CLUA
(CDC) MOXHO HalTUK Mo cchinke www.ParentProjectMD.org/Vaccinations.

PekoMeHaaumm ona BennmkobputaHum 1 MpraHamm MOXHO HalTK Mo ccbinkaM https:/www.
nhs.uk/conditions/vaccinations/childhood-vaccines-timeline/ 1 https://mwww.hse.iefeng/health/
immunisation/.

MpepynpexaeHne N npodunakTMka NoboUHbIX 3hdOEKTOB O0MKHa OCYLLEeCTBNATbCH 3abnaro-
BPEMEHHO Ha OCHOBaHMM MporHo3a (cM. Tabnuua 1).

CXEMbI MPUMEHEHNA CTEPONOOB

CrneumnanucTbl Mo HEPBHO-MbILLEYHbIM 3a601eBaHUAM Ha3HaYaloT Pa3Hble CxeMbl Mprema
cTepouaos. B gaHHOM pasfene onmuchiBatoTca MeTodbl 3PGEeKTUBHOMo 1 6e30MacHoro npuMe-
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HeHUa cTeponaoB, OCHOBaHHbIE Ha PEryNapHOM oLeHKe GYHKLMIN MpenapaToB U MOBOYHbIX
2¢pdeKToB (CM. PUCYHOK 4).

MpenHwm3onoH n aednasakopT (ToproBoe HamMmeHoBaHMe B CLUA — «9Mdnasa») — ABa OCHOB-
HbIX TMMa CTePOUNOOB, UCMOb3yeMbIX MPU MbllledYHoW gncTpodum dioweHHa. OHM MMeoT CXO-
YKUM MEXaHW3M OeNCTBUSA. [1oNroCpoYHble MCCegoBaHMa 3TUX NpenapaToB NMOMOTYT NMOHATb
OTHOCUTENbHYIO MOMb3Y KaX4oro.

Bbli6op B Monb3y kakoro-nnbo ctepouria OyaoeT 3aBUCETb OT BalUMX NPearnoyYTeHmnin, npeano-
YTEeHWMM Bpada, 4OCTYMNHOCTU NpenapaTa B BalleW CTpaHe, ero CTOMMOCTU, U OT Npefnonarae-
MbIX MOBGOYHbIX 2P PeKTOB. MNpPenMyLLECTBOM MNpeaHW30/10Ha aBN9eTCa ero HM3kKaqa LeHa. ded-
NnasakopT npeanonaraeT MeHbLM PUCK Habopa NuLLIHero Beca U NpobneM c NoBedeHMeM,

O HaKO, BbICOK PUCK 3aePXXKWM POCTa U Pa3BUTUSA KaTapakKTbl.

PE)XXUM OO3UPOBAHUA U MOBOYHbIE OEUCTBUS (PUCYHOK 4, TABJZIULIA 2)

- O4yeHb BaXkeH BHUMaTENbHbIA KOHTPOJb MOBOYHbIX ad)d)eKTOB, CBA3aHHbIX C MpMneMoM CTepoun-

J0B. XOTa Ha AaHHbIM MOMEHT CTepouaHasa Tepanua aBngaeTca LeHTpalbHbIM 3BeHOM MeuKa-

MeHTO3HOM Tepanuu MO/, He CTOUT BOCMPUHMUMATb €€ KaK Oo/KHOe, a MPOBOAUTb TOMbKO Mof,
HabnogeHneM KBanmobuLMpPoBaHHOMo Bpaya.

K ¢pakTopaMm, onpenenatolmM HeobxoanMoCTb KOPPEKLUY OO03UPOBKU CTEPOUOOB, OTHOCATCS:
peakLmMa opraHmM3Ma Ha NnievyeHune, Bec, POCT, MoloBasd 3periocTb, 300P0Bbe KOCTEM, MoBeAeHMe,
KaTapakKTa, a TakXKe Hanm4yme 1 NogKOHTPOMbHOCTb MOBOYHbIX 3 dEKTOB.

FAMILY GUIDE

Sranbl N Pe>XXumM aosnpoBaHusa

MepeoHauanbHoe o6cy>xaeHne
O6cyxpatoT HeO6XOAUMOCTb NpUuema
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Mepb! NpenocTOpPO>KHOCTU

CTEPOUAOB C CEMbEN

HauuHaroTr npuem crepoupnos

® [10 3HAUNTENbHOrO CHUXKEHVA GU3MUYECKON CUbI
* Tocsne o6cyxaeHVs NOGOYHbBIX LENCTBUN

* [locne KOHCyNbTaLuy C AUETONIOrOM

v

PexkomeHayemas HauanbHAs AO3UPOBKA
* [peaHW30H NN NPeaHN300oH, 0,75 Mr/Kr
exxenHeBHo UJTN

* Nlednazakopt, 0, 9 Mr/Kr exxefHeBHO

HenocrarouHoctb KOpbl HOAMNOYEYHUKOB
NHpopmmpoBaHme naureHTa 1 ero cembu

* Kak pacno3sHaTtb Npu3HaKu, CMMNTOMbI U1
KOHTPONMPOBaTb OCTPY HEJOCTaTOUYHOCTb
Ha3HaualoT rmgpoKopTV30H BHYTPVMbILLEYHO AN
JOMaLLHEero ncnosib30BaHuA

® 50 Mr getam < 2 net

® 100 Mr getam = 2 neT 1 B3pOC/biM

[lo3npoBKa npu Ype3BblyanHbIX CUTyaumax Ana
nauMeHToB, NPUHUMaWmnx > 12 mr/m2
npeaHu3oHa/pednasakopTa exenHEBHO

* MoeT 6bITb HeobX0AMMa NPY CEPbE3HOM
3aboneBaHnK, TpPaBMe NN XUPYPrmyecKom
onepauuun

® BeogaT 50-100 Mr/mM2 rugpOKOPTU30HA EXXeQHEBHO

Vv

N3meHeHnsa no3mMpoBKkmu
HekoHTponupyemble nnn HegonycTumble
Nno6ouHble 3GpdeKTbI

* CHWXKaloT Jo3y cTepoungos Ha 2533 %

* [loBTOpHas oueHKa Yepes | mecsay
YxygweHme G13n4eckoro cocTosHUs

° YBennMumBaloT J0O3y A0 LieNeBon NCXons
13 MacCbl Tela 1 HayanbHOW LO3MPOBKY

* [loBTOpPHas oLeHKa Yepes 2-3 mecaua

i

MpumeHeHue Npu oTCYTCTBUM
camocrosTenbHon xoab6bi

o npOp,Oﬂ)KaIOT npuem, HO CHXKaloT J03Yy OO0
YPOBHSA YBEPEHHOIO KOHTPOJIA MO60YHbIX 3PpdeKTOB
o B3p0CJ1bIe nauneHTbl, paHee He NPpUHMaBLne
cTepounabl, MOTYT U3Bneyb NoNb3y OT TEPaNnn

He npexpauwaiite npuem pes3ko

® [pUMeHAIOT NPOTOKOJT CHUXKEHUA [03bl CTEPOVOB
nmeHun Mu-Lxen Hukonodda

* CHmatoT fo3y Ha 20-25% Kaxgble 2 Hefenuv

* o gocTmKeHUN GpU3NONOrnYecKom J03MPOBKU

(3 Mr/m2 npenHu3oHa Unu gednasakopTa exxefHEBHO),
nepexoaaT Ha rMAPOKOPTM3O0H 12 Mr/M eXXeIHEBHO,
pa3genuB Ha 3 pOBHbIE YacTu

* CHmXatoT o3y Ha 20-25% Kaxayto Hefento Ao
LOCTVXKEHWA 2-5 M rTpOKOPTU30Ha Yepes ieHb

* CnycTAa 2 Hefenv Npriema Yyepes AeHb, NpeKpaLlaloT
npviemMm rmapPoKOPTU3OHA

* [Neprogmyecky NPoOBEPAIOT YyTPEHHIO
KOHLIeHTpauuio KbpTrsona, cekpeumnsa KOToporo
ctumynmpoBaHa KPI unn AKTT, noka IMTHO He

npuaeT B HOpmy

* [pogonatoT NpMeM NPU Ype3BblYaANHbIX
cuTyaumsax, noka He BocctaHoButcA MHO (moxkeT
3aHATb 12 MecALEeB Uan gonblue)

PuicyHOK 4 Tabamua 2. PexxuM AO3MPOBAHMS M KOHTPO/1b CTEPOMAHOM Teparim

HEAOCTATOYHOCTb KOPbl HAAMOYEYHUNKOB

HagnoueuHble ykenesbl BblpabaTbiBatoT FOPMOH KOPTU30S1, KOTOPbIM MOMOraeT opraHmMsmMy

CMPaBNATbCH CO CTPECCOM (HanpuMep, Npu cepbesHoM 3aboneBaHum Unu Tpasme). MNpu exe-
OHEBHOM MpUeMe CTepoungoB HafnouYeUHble Kenesbl MpeKpallatoT BbipaboTKy KopTMsona (3T1o
Ha3blBaETCS «HEOOCTAaTOYHOCTb KOPbI HaAMOYEYHUKOBY). Mpu NpeKkpalleHmnm npmema cTepou-
O0B Teny NoHagobuTca HeCKObKO Heaelb Un MecaLeB, YToBbl BHOBb HavaTb BbipabaTbiBaTb
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KOPTM30/1. B OTCYTCTBMIM KOPTM30/1a Balle Telo He CnocoBHO CNpaBNaTbLCA CO CTPECCOM, YTO
MOXET MPUBECTU K TAKUM XUIHEYPOXKALLMM COCTOAHMAM, KaK OCTpas HeJOCTaTOYHOCTb
KOpPbl HaAMOYEeYHMKOB. 10 3TOM NPUUYMHE HeMb3Aa PEe3KO NpeKpallaTh MpMeM CTepomnaoB (MNm
6e3 NoMoLLM Bpaya) Unm NponyckaTb NpreM 6onee YeM Ha 24 Yaca.

Korpa opraHmaM UCMbITbIBAeT AOMNOMHUTENbHbIN CTPecc (BblcoKasa TeMmepaTypa, onepaums,
rnepenom), eMy MOXeT NoTpeboBaTbca LOMONMHUTENbHAA (CTpeccoBas) Ao3a cTepongoB. NH-
dopMaLIMio Mo AO3NPOBKE B Ciydae YpesBblUalHbIX CUTYaLMM 1 MO pacrno3HaHuio / neve-
HUIO / MpeaoTBpPaLLEeHMIO OCTPOM He4OCTaTOUHOCTM KOPbl HAAMOYEYHNUKOB MOXHO HAaUTU B
MpPOTOKOse MpUeMa cTepongoB MMeHu Mu-Oken Hukonodbda, LOCTYMHOM Ha canTe Www.
parentprojectmd.org/pj.

OPYIUE NEKAPCTBEHHDIE NMPEMAPATDbI U MALWEBDIE JOBABKUA

Hapgagy co ctepovfaMu, MpUMeEHAIoTCH M gpyrue npenapatbl ong tepanun MO, Takne Kak
Exondys 51 (Etiplersen), koTopblin 6bi1 0406peH YnpaBneHMeM Mo KOHTPOJSIIO 3a MPoayKTaMm
MUTaHUSA M NeKapcTBeHHbIMK NpenapaTamm CLUA (FDA), u Translarna (Ataluren), yTBep>kaeH-
HbIY K MICMOMb30BaHMIO B HECKOMTbKMX €BPOMEeNCKMX CTpaHax EBPOMNENCKMM areHTCTBOM Jie-
KapCTBeHHbIX cpeacTB, HO He B CLLA. Exondys 51 (Etiplersen) n Translarna (Ataluren) nokasaHbil
K MPUMEHEHUIO MIOAbMU C OMpeaeneHHbIMU TUMaMKM MyTalMK, Bbi3biBatoLmx MO,

Exondys 51 nokasaH 60nbHbiM MO, MMEIOLWMNM reHeTUYECKY0 MyTaLMIo, KOPPEKTUPRYEMYIO
nocpencTtBoM npornycka 51 ak3oHa (okono 13% naumneHToB). MNpenapaT HanpaB/ieH Ha MPOoMnycK
n0edeKTHOro ydacTka (9K30Ha) B reHe 1 CrocobCTBYET BbIpaboTKe YaCcTUUHO GYHKLIMOHANbHOIo
anctpodumHa.

Translarna (Ataluren) nokasaH 6onbHbIM MO ¢ HOHCEHC-MyTaumen (okono 13% naumeH-
TOB). MexaHM3M OeNCTBUA aTanypeHa HensBecTeH. CYMTaeTcs, YTO OH B3aMMOLENCTBYET C TOM
YaCTblO KNETKU, KOTOPaa «CUMUTbIBAET» 6EKU, MO3BONAA el «CUUTbIBaTb» GYHKLMOHANbHbIM
6enoK B 06xo[, HOHCEHC-MyTalMu.

B HacToaLMM MOMEHT MPOBOAATCA HECKOTbKO KITMHUYECKMX MCCNedoBaHMM, HanpaBieH-
HbIX Ha crneundUuyeckme reHeTu4Yeckme MyTaLmu, BoisbiBatome MO, leHeTUYeCKUM aHanms
MO3BO/IUT y3HaTb, MOOXOAMUTE NN Bbl 4S9 y4acTUs B KAKOM-NTMOO U3 3TUX MccnenoBaHmin. YTobbl
MOMOYb OPraHM3aToOPYy KIMHUYECKMX UCMbITaHUM HANTU MaLLMEHTOB, KOTOPbIE MOMYT y4acTBO-
BaTb B MCMbITaHWAX, 0693aTeNbHO 3aperncTpupymnTech B BalleM HallKMoOHalbHOM permcTpe na-
LUMEHTOB C [IoLEeHHOM — CIIMCOK MOXHO HalTK Mo ccbifike: http://www.treat-nmd.eu/resources/
patientregistries/list/ DMD-BMD/.

Mpu MbllweYyHom gncTpodumm ioleHHa MCMOoNb3YT U ApyrMe npenapaTbl U NMLLeBble
no6aBKK, MOMKUMO NepeymncneHHbIX Bbllle, O4HAaKOo OHWM He Bblni 0ofgobpeHbl YNpaBneHMeM rno
KOHTPOSMO 3a MPOoAyKTaMm NMUTAHUSA M NeKapCcTBeHHbIMK MpenapaTtamu CLUA (FDA) nnu Eepo-
MEeNCKMM areHTCTBOM NIEKAPCTBEHHbIX cpeacTB (EMA). XoTa MHOIrMe U3 Tex, UTO MepeymcneHobl
B PaMKe 3, MICMoNb3yTca MOBCEMECTHO, OTCYTCTBYIOT 4OCTAaTOUHbIE AOKa3aTeIbCTBA B MOMb3y
X 3bDEKTUBHOCTU MU BPELOHOCHOCTU. [TPOKOHCYNBTUPYMTECH CO CMEeLManmcToM No HepB-
HO-MbllLEeYHbIM 3a60eBaHMAM, NPexae YeM HauyMHaTb UK NpekKpallaTh NMPUeM NeKapCcTBEH-
HbIX MpenapaToB.
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PAMKA 3. OPYTUE NPEMAPATbI U NMULLEBDBIE JOBABKMU,

HE OAOBPEHHDbIE K NCIMNMOJIb3OBAHUIO NP MO

3KCI'Ie|DTbI PacCCMOTPENTN CEPUIO MPEeriapaToB M NMMLLEBDIX J:I,O6aBOK, B HEKOTOPbIX CIy-
YadX npmMeHdeMbIX On4a nevyeHna MblLLEYHOM ,D,l/ICTpOCbl/IVI oweHHa. Ha ocHoBaHMM
o63opa OI'Iy6J'IMKOBaHHbIX OAaHHbIX MO JaHHbIM Cy6CTaHLI,l/I‘r'|M, OHW cOenann BbiBOA,
JOCTaTOYHO N O0Ka3aTeNIbCTB MX 6e30MacHOCTU U Sd)(beKTVI BHOCTW.

AKcnepTbl NPULLIU K cneayloLwmM BbiBogaMm:
MpUMeHeHMe oKcaHapPOoIoHa (aHaboNMYEeCKoro CTeponaa) He PEKOMeHO0BaHoO.
MpuMeHeHMe 60TOKCa He PEKOMEHJ0BaHO.

- OTCYTCTBYIOT [JOKa3aTeNbCTBA B MOJb3Yy CUCTEMATUUYECKOMO MPUMEHEHMd KpeaTMHa.
PaHOOMMU3MPOBaHHOE KOHTPONMpPYEMOe UCCredoBaHMe KpeaTuHa y 60bHbix MO,
He BbIGBUIO ABHOM MOMb3bl. ECMMU Y NaLMEHTa, MPUHKMMAIOLLEro KpeaTuH, pa3BMBa-
toTCca NpPoBieMbl C MoYKaMu, MpUeM 3Toro npenapara cnefyeT NpekpaTUThb.

Ha gaHHbIM MOMEHT HEBO3MOYKHO [aTb OAHO3HAYHYI PeKOMeHaLIMo OTHOCUTE M b-
HO MPUMEHEHUA OPYTrvX NULLEBbLIX 4OBABOK UMM MpernapaTos, TakMx Kak Kodep-
MeHT Q10, KapPHUTUH, aMUHOKMUCNOTbI (MMYyTaMUH, apPrMHKH), MPOTUBOBOCMANMUTE b-
Hble CybCTaHLUMKM M aHTUOKCUOAHTbI (PbIBUI KNP, BUTaMUH E, SKCTpaKT 3e1eHOoro
yad, NeHTOKCUDUIIMH), U OPYTUX, BKIOUAA pacTUTENbHble SKCTPaKTbl. DKCMepThl
3aKMOYUIN, YTO OTCYTCTBYIOT MOATBEPXKAEHNA 2DDEKTUBHOCTU UX MPUMEHEHNA.

- DKCMepTbl CXOOATCA BO MHEHUM, UTO B 3TOM 06nacTh TpebytoTca AONOMHUTEIbHbIe
ncenepoBaHma. MoolpaeTca akTMBHOE yyacTMe NaLMeHTOB U UX ceMell B Buae
pPerncTpaumm B peecTpax 1 y4yactma B KINMHUYECKUX UCTTbITaHUAX.

TABJIULA 2. MTOBOYHbIE OEUCTBUSL CTEPOUAOB: PEKOMEHOALUMU
no NPEAYNPEXOEHUIO U MPODPUITAKTUKE

34ech nepeyvncrieHbl Hanbonee pacnpocTpaHeHHble MoboYHble AENCTBUSA, CBA3aHHbIE C A0/1-
rOCPOYHbIM MPUEMOM CTEPOUAO0B. BaXKHO MOMHUTb, YTO pa3Hble NoOM MO-PasHOMY NMepeHo-
CAT 3Ty Tepanuio. Kntod K ycnelHOoM CTePOUAHOM Tepanmm — 3TO OCO3HaHKMe NMoTeHLManbHbIX
NOBOYHbIX AENCTBUIN N YCUNUA MO UX MPeaoTBPaLLEHMIO UM MUHUMM3aUMK. ECM NoBoYHble
OEeNCTBUA He MoOaatoTCa KOPPEKLMM, MOXET NoTpeboBaThCa CHMMXKEHME 003bl (PUCYHOK 4).
Ecnu 3To He Oano pesysbTaToB, HEOBXOAMMO NepPenTn Ha APYron TUM CTEPOMUOOB UMTN PEXUM
003MPOBaHM4, a He NpeKpaLlaTb NpMeM BoBCe. TO MNPOMUCXOAMT Mo HabnogeHeM creuma-
IMCTa NO HEPBHO-MbILIEYHbIM 3260/1€BaHNAM.
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TABJINLA 2. MOBOYHbIE JJ,EVICTBMS?I CTEPOUAOOB
Mo6o4Hbie AonosiHuTenbHaa MHpopMauus O6cyauTe co cneumanmncToM no Heps-
3¢ PeKTbl cTE- HO-MbILLIEeYHbIM 3a6oneBaHNAaM
poupos

Mo6ouHble
a¢pdeKTbl cTE-
poupos

HdononHuTtenbHas MHopMaumsa

06cy.qwre CO cneuunasimcTom no HepeB-
HO-MbILLUeYHbIM 3a6o51IeBaHUAM

Ha6op Beca
M OXXMpeHue

CTepounabl MOMyT CTUMYIMPOBATb
anneTuT, Noy4YnTe peKoMeHda-
LMW MO MUTaHKMIO OO Ha4vasa npu-
eMa CTepounaosB.

Bbi6op paLMoHa NUTaHWa g BCe ceMbu
JOSKeH 6biTb MPOoayMaHHbIM BO U36eXKa-
HWe Habopa NuLIHero Beca. lNnaH 300P0BO-
ro MUTAaHUA COCTaBAIOT MO COBETY AMETO-
nlora U rpynnbl Mo yxoay.

CuHapoM
KYLIUHIra

MNMonHoTa WEK U NMLa MOXKET BbiTb
3aMeTHa C TeuyeHneM BpeMeH U

BHMMaTeNbHOE OTCNIeXMBaHWe NUTaHng,
orpaHu4yeHme B NoTpebreHunn caxapa

“ Conu NoMoryT c npobnemon Habopa Beca
N MUHUMU3ALMEN KYLLIMHTOUOHbIX YepT
nvua

3apgepixKa no-
JioBOro pas-

HacTynieHne nonoBon 3penocTu
KOHTPOMMPYHOT MPW KayKOOM OC-

Ecnu Bac 6ecriokouT 3aepP>XXKa rnoJioBoro
Pa3BUTUA, NN eClT MNMOoJ10BOE CO3peBaHKeE

MN36bITOYHDbIN
pocT BoJioC
Ha Tene (rmp-

CTepoungbl 4aCTO BbI3blBatOT n36bl-
TOYHbIN [POCT BOJ1OC Ha TeJie.

OO6bIYHO CUMMTOMbI yMepeHHble 1 He
Tpe6y+0T M3MeHeHNa MeOMKaMeHTO3HOM
Teparnnn.

CyTU3M)

AKHe, rpn6- CunbHee nNpoaBndgeTca y noapocT- | HanpaBneHHoe neyeHue (TonndecKkme
KOBbl€ UH- KOB. cpencTBa). Pexxum nprema ctepongoB Me-
PEeKLUU KOXU HAOT TOMTbKO MPW CUIbHOM 3MOLLIMOHa M b-
(nvwan), HOM MepeXxMBaHUN.

60poaaBkKu

Huskum poct

POCT M3MepSIoT, KaK MUHUMYM,
pa3 B 6 MecsaLIeB B paMKax obLile-
ro ocMoTpa.

Ecnv pocT 3amMeanmnca unm octTaHoBUICY,
NN yBENMYMBaeTCH MeHee YeM Ha 4 cMm/

rofl, UM eCnv POCT < 3 NPOLIEHTUNEN, He-
06Xx00MMO 06PATUTBCA K SHOOKPUHOMONY.

Pacctpom-
CTBO noBepfe-
Hua (gonon-
HUTeNbHas
nHpopmaums
O NnoBefeHumn
B Pasgene 10)

CoobLuTe Bpayy 06 M3MEHEeHUU
GOHOBOro HaCTPOeHMs, TeMnepa-
MeHTa 1 o passutum COBIL
VimenTe B BUAY, YTO CUMMTOMbI
4acTo BpeMeHHO 060oCTpatoTCS B
mepBble LWeCTb HeAeNb CTepoua-
HOWM Tepanuun.

PDOoHOBbIE PACCTPOMNCTBA MNOBEAEHUS Crieay-
eT NeynTb 4O HaYala CTepoMaHOW Tepanmu,
HanpuMep, NpPoBoAAT KoppeKLmnto COBI
MO)XHO COBWHYTb BpEMS MpUemMa cTe-
ponaoB Ha 6osee Mo3gHee BpeMs cy-

TOK — 0bCyauTe 3TO CO CMEeLMaaInCcToOM Mo
HEePBHO-MbILLEYHbIM 3a60/1€BaHUAM U
cneumanmcTtoM rno rnoBegeHYeCckmuM npo-
6nemMam.

BUTUSA MOTpE, HauMHag ¢ 9 neT. He MPou30oLLNOo K 14 rogam, obpaTuUTech 3a
Coob6LwmMTe Bpady O crlydasax mo3a- | KoHcysbTaumen K SHOOKPUHOMORY.
Hero rnoJiIoBOro co3peBaHnsa B
ceMemHOM aHaMHese.
Manb4yMKaMm, He OOCTUTLLMM MOJ0-
BOW 3pEefocTu K 14 rogaM, peko-
MEeHOYIOT TECTOCTEPOH 3aMeCcTu-
TeNbHYO Tepanuto.
NMMyHocCy- MNpueM cTepomnagoB MOXKET CHU- NMponanTe BaKLMHALMIO OT BETPAHOM OCHbl
npeccusa 3UTb UMMYHUTET (CMOCOBHOCTb [0 Hadana cTepounaHoOM Tepanmmn; ecnm
MPOTUBOCTOATb MHDEKLIMAM). TaKOBOW He MpoBOAMMIOCE, 06paTUTECh K
Byobre HauyeKy M MpUHMMaMTe Bpayy Nocne KoOHTaKTa C HOCUTENAMM.
Mepbl MO NPeaoTBPALLEHMNIO U Ecnun B BalleM permoHe cyLecTByeT NoBbl-
NevYeHMo MHOEKLMN. LLIEHHbIN PUCK 3ab01eBaeMoCTM TyOEPKy-
ne30oM, BaM MnoTpebyeTca AononHUTeNbHOe
HabnogeHue.
MopaBneHue NMpounHdpopMUpynTE BECb OBCHY- NonpocuTe cneunanmcTa No HePBHO-Mbl-
PyHKUMM YXMBAKOLWMM MEOUNLMHCKNI Mep- LLeYHbIM 3abofieBaHMAM COCTaBUTb AJ15 Bac
KOpbl HAQMO- | COHan O TOM, YTO Bbl MPUHKMMAETE nfaH npremMa CTepongoB B Crydae Ype3Bbl-
Yye4yHUKOB cTepounpnbl, M HocuTe c cobon YaMHbIX CUTYyaLMIN. TAKOBOWM OO/XKEH BKIIHO-

TNYHYIO KapTOUKY.
He nponyckanTe npuem odyepen-
HOIM 0O3bl CTEPOMOOB Bofee Yem
Ha 24 4yaca, TaK Kak 2TO MOXKeT
NPWBECTU K OCTPOW HeaoCTaTou-
HOCTW.

NMOMHUTE, B KaKUX Cry4daax creny-
€T BBOAWTb CTPECCOBbIE 403bl CTe-
ponaoB (cepbe3sHoe 3aboneBaHue,
TpaBMa 1M onepaums) Bo nsbe-
YKaHKe OCTPOMN HeLOCTAaTOYHOCTU.
MOMHUTE MPU3HAKU 1 CUMMTOMBbI
OCTPOW HeJoCTaTOYHOCTU (60nb B
YKMBOTE, PBOTQ, /1leTaprus).
MNony4yuTe peuenT Ha BHYTPMU-
MblLLEeYHble MHBEKLMN TNOPO-
KOPTM30Ha (Bbl AO/MKHbI YMETb
NPVMEHATb B ClyYae OCTPOM
HeOooCTaTOYHOCTH).

Hun B koeM cryyae He npeKpallan-
Te pPe3Ko rnpmuem.

4YaTb cnegytoLlme yKazaHua:
Y10 menaTtb, EC/M Bbl MPOMNYCTUAM OYepea-
HOWM MpueM cTepounaos bonee YeM Ha 24
yaca (13-3a Bo3gepyXKaHug oT NuLLm, 6bones-
HW MW HEOOCTYMHOCTU peLenTa)

Korgoa BBOOWTb CTPECCOBbIE A403bl CTEPO-
MOoB, B KAKOM o6beMe, U B Kakon popme
(mepopanbHO, BHYTPUMbILLEYHAA UMW BHY-
TPUBEHHAA MHbeEKLMS). B KauecTBe npume-
pa O3HaKOMbTECH C MPOTOKO/IOM MpUeMa
cTeponaooB MeHu MNu-hxen Hukonodda
Ha canTe www.parentprojectmd.org/pj
Ecnun Bbl cobrpaeTech MpeKpaTuTb Npuem
CTEepPOULOB, MOMPOCUTE Bpaya COCTaBUTb
Mf1laH MOCTEMEHHOIO CHUXXEHUS A03bl. B
KayecTBe 06pa3Lia OH MOXKET MCMOMb30BaTb
MPOTOKOJ MpreMa CTEPOULOB MMEHM [un-
ke Hukonodda, coctaBneHHbIn Poau-
TENMBbCKMM MPOEKTOM MbILLIEYHOM OUCTPO-
durn, www.parentprojectmd.org/pj.
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Mo6ou4Hble
3 PeKTbl cTE-
poupos

JdononHuTtenbHas MHGopMaumsa

O6¢cyauTe co cneumuasncTomM no HepB.-
HO-MbILUEYHbIM 3a60N1€eBaHNAM

MoBbilLeHHOEe
apTepwuarnb-
Hoe paBrne-
Hue (runep-
TeH3us)

ApTepuanbHoe gaBneHue (AL)
M3MEPSAIOT Ha KaXKAOM BU3UTE K

Bpauy.

Mpu nosblilLleHHOM Al NonpobyinTe CHU-
3UTb NoTpebrieHne conm U cbpPoCUTb BEC.
Ecnu faHHble Mepbl He JatoT pe3ynbraTa,
Balll OCHOBHOW flevalliii Bpay pacCMOTPMUT
BBEAEHME OOMOMHUTENbHbIX MEAUKAMEH-
TOB.

HenepeHocu-
MOCTb FIOKO-
3bl

Bo BpeMa BU3UTOB K Bpady MUccre-
OYOT MOYY Ha coflepyaHue rto-
KO3bl C MOMOLLbIO TECT-MONTOCKM.
CoobLmTe Bpady 06 yBerniyeHnmn
o6beMa MoYM UMM YPOBHS MoTpe-
ONeHNsa KNOKOCTU.

Pa3 B rof MpoBOAAT aHaNnm3 KpoBM
B LLeIAX KOHTPOIA Pa3BUTUA M-
abeta 2 Tmna 1 Apyrmx oCroxHe-
HWI, CBA3aHHbIX C HabopoM Beca
npu NpruemMe CTeponaoB.

Ecnuv aHanms Mo4n MM CUMMNTOMbI CBUOE-
TeNNbCTBYIOT O Pa3BUTUN HerNnepeHOCMO-
CTHn, MOTYT I'IOTpe6OBaTbCF| OOMOJIHNTE 1b-
Hble aHa/TI3bl KPOBW Ha auvabet 2 Tuna.

FAMILY GUIDE
Mo6ouHble JdononHutenbHaa nHopmMauma O6cyaunTe co crneumanmcToM no HepB-
3adpPeKTbl cTE- HO-MbILUeYHbIM 3a6oneBaHUaAM
pouaoB
OcTeonopos MNpn KaXooM nocelleHmnm cneun- | B 3aBUCUMMOCTU OT YPOBHA BUTaMimHa D B
anncTa No HEPBHO-MbILLUEYHbIM KPOBW, €ro HasHavatoT B BUAE 00OaBKN.
3aboneBaHMaM coobLamnTe o ExxerogHo MpoBepsatoT YPOBEHb 25-rMaPOoK-
rnepenomax n 605u B CrivHe. cuBUTaMMHa D; o Heob6xoaAMMOCTM Ha3Ha-
B Lenax KoHTpona KOMMPeccMoH- | YatoT B Buae Ao6aBKu.
HbIX NepenoMoB, Kaxkable 1-2 roga | YéeouTtech, UTo Balll ypOBeHb NoTpebneHund
0eNatoT PeHTreHorpaMMy No3Bo- KalbLMF COOTBETCTBYET PEKOMEHAYEMOMY
HOYHMKA. [ON9 Ballero Bo3pacTa.
O PA Kaxkgble 2-3 rofa B Lenax B cnyyae HegocTaToYHOro noTpebneHmns
KOHTPOSA MAIOTHOCTU KOCTEN. KanbLMa BMECTE C MULLLEen, HasHavatoT
ExxerogHo npoBoaAT TeCT Ha KanbLMI B BUOe 006aBKu.
25-rngpokcuBmTamMmH D (mo3a- Ona nogoep»XaHus 300POBbA KOCTEM PEKO-
HeW 3UMMOM B YCITOBUAX KIMMaTa C | MeEHAOYIOT YNPaXXHEHUSA C BECOBOW Harpys3-
CEe30HHbIMU U3MEeHEHUAMMK): NP KO (B MOMIOXXEeHMM CTOS).
HW3KOM YPOBHE Ha3Ha4vatoT BUTA- | [POKOHCYBTUPRYMTECH C BPAaYOM MO NOBO-
MWH D3 B kayecTBe [0OaBKM. Oy Bbl6opa NporpaMMbl TOEHUPOBOK.
Kaxkabl rod oLeHMBAOT OMETY,
4YTOObI YOOCTOBEPUTLCH B aieKBaT-
HOM MoTpebneHnn KanbLms.
Mwuorno6u- CoobLmTe cneymanmcty no 36eraTe HaNpPs>KeHHbIX U 9KCTPaBaraHT-
Hypwua (Moua HEPBHO-MbILLIEYHbIM 3a60M1eBaHM- | HbIX GU3NYECKUX YIPaKHEH N, TAKUX KaK
npuobpe- aM, ec/lv Ballla Mo4da npuobpena 6er c ropbl BHU3 UMK MPbIXKKKX Ha 6aTyTe.
TaeT Kpac- KpacHO-0ypbli LIBET. MNenTe LOCTaTOMHOE KOMMYECTBO BOAbI.
HO-BYpPbIi MNpoBOOAT MccegoBaHME MOYM NpW coxpaHeHWU CUMIMTOMOB MPOBOLAT
LLBET 13-3a Ha coaepykaHue M1ornobuHa. nccnegoBaHMe NnoYek.
coaepyaHus Takke nccnenyoT Mody Ha NpuU-
MNpPOOYyKTOB 3HAKM MHPEKLMI.
pacrana

MbILLEYHOIro
6enkKa. AHanus
npoBOOAT B
B6OTbHUYHOM
nabopaTtopunn)

racrpur/ CTepowbl MOFyT BbI3blBaTb ped- 36eranTe NnpmemMa HeCTEPOUOHbIX MPOTU-
ractposso- NOKCONOA06HbIE CUMMTOMBI BOBOCManMUTeNbHbIX NpenapaToB (HIBTI1),
dareanbHas (n3xory). Ecnun y Bac nogaBuamcCh TaKUX Kak acnupuH, MbynpodeH, HarnpoK-
pedniokc- TakuMe CMMMNTOMbI, COOBLLNTE CEH.
Hasa 6onesHb crneumanmcTy no HePBHO-MbILLIEY-
(raPb) HbIM 3a60M1eBaHUAM. AHTaUMAObl MOMOrYT KYMMpPOBaTb CUMMTO-
Mbl.
d3BeHHad CoobLlwmTe 0 60K B Xenyake, Tak | N3beramte npuema HIBI (acnupuH, MBy-
6onesHb KaK 3TO MOYKEeT roOBOPUTbL O Mo- npodeH, HaMPOKCEH).
BPEeXOEeHWN CTEHOK YenyaKa. PeuenTypHble npenapaTtbl M aHTaLUAbl
Mpn aHeMUKM UNK NpPU NoOo3pe- MOMOTYT KYNMMPOBaTb CUMMATOMBI.
HUKM Ha KPOBOTEYEHME B KMLLEeY- ObpaTnTeCh K FAacTPOSHTEPOSOrY 3a AVa-
HUWKE MPOBEPKAIOT CTYST Ha HaNu- FHOCTUKOM U IEYEHMEM.
4yme KpPoBMU.
KaTapakTa Crepougbl MOTYT Bbi3blBaTb He- MNpW pPasBUTMK KaTapPaKTbl, 3aTRYAHAIOLLEN

OC/OXKHEHHYO KaTapakKTy; Heob-
XoAMMa exxerogHaa npoBepKa y
odTanbMoiora.

3pEeHMe, PacCMOTPUTE BO3MOMHOCTb Me-
pexofda c AednasakopTa Ha NPeaHM30N0H
(nednasakopT cBI3aH C MOBbILLIEHHbIM
PUCKOM Pa3BUTUS KaTapaKThbl).

MonyymnTe KoHCyNbTaLuo odTasibMosiora.
KaTapaKTy fiedat To/IbKO B TOM criydae,
ec/M OHa 3aTpyOHIET 3peHme.
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MOHaO06UTCA HECKOMbKO HeaeNb UMK MecaleB, YTobbl BHOBb HadaTb BbipabaTbiBaTb KOPTU3OI.
B OTCYyTCTBMM KOPTMU30/1a Ballie TeNO HeCMOCOBHO CMPaBNAaTbCA CO CTPECCOM, YTO MOYKET Mpun-
BOOWTb K TAKMUM XU3HEYPOXKaoLLMM COCTOAHMAM, KaK OCTpas HeJoCTaTOYHOCTb KOPbl HaAMo-
YEYHWMKOB.

OcCTpag HeJoCTaTOUYHOCTb KOPbl HAAMOYEUYHMKOB — 3TO YIPOXKatoLlee XXU3HM OCTIOXHEeHMe, Co-
MPAXXeHHOoEe C MPUEMOM CTePOUAOB (CM. PUCYHOK 5). BaxXHO MOMHUTb 06 3TOM pUCKe, eCii Bbl
pe3Ko MpekpallaeTe NpUeM CTeponaoB, UKW ecin odepenHada 4o3a nponylleHa 6onee YeM Ha

7. 2JHOOKPUHHAA CUCTEMA

NMPUMeHeHWe CTepona0B A4 NedeHUs MbllledHoW ancTpodum JioleHHa MOYKET HeraTMBHO
CKa3aTbCs Ha YpOBHE HEKOTOPbIX FOPMOHOB. B MepByto o4epenb 3TO KacaeTcd ropMoHa pocTa
(4TO MPUBOAUT K 3a€PXKKe POCTa) M TECTOCTEPOHA, MY>KCKOTO MO/I0BOIr0 ropMoHa (MpmusoguT
K 3afepyKKe NonoBow 3penoctu). Eciv Bac 6eCnoKoUT POCT, MOTI0BOE CO3peBaHme UNn noaa-

BlieHne beHKLI,l/II;I KOPbl HaAMo4Ye4YHMKOB, crneunalimcTt no HepBHO-MblLLIEYHbIM 3aboneBaHNaM
HarnpaBUT BaC K SHOOKPKWMHOJOTY.

POCT U NOJTIOBAY 3PEJIOCTb

HU3KMM POCT 1 3aepP>KKa MOMOBOM 3PeOoCTV MOIYT CTaTb MPUYMHOW 3SMOLIMOHA bHbIX Nepe-
YKMBAHMIN, MO3TOMY He CTeCHAWTECh 06CY»KOaTb 3TV BOMPOCHI C Bpa4yoM. HU3KMK POCT MOXKET
CBUOETENbCTBOBATb M O OPYrMX NpobnemMax co 3[jJ0POBbeM, a HEXBATKa TECTOCTEPOHA yxyaLlaeT
300pOBbe KOCcTel. 1o 3ToM NpUYmHe crneumnanmncT No HePBHO-MbILLUEYHbIM 3a60/1eBaHUAM 00/1-
YKEeH BHMMaTEeTbHO KOHTPOIMPOBaTb POCT M HaCTyM/eHWe NonoBoM 3penocTu (PUCYHOK 5).

TEPATMNA TOPMOHOM POCTA

MNpueM ropMoHa pocTa HasHa4vakoT NpKU HexBaTKe COBCTBEHHOMO rOPMOHa POoCTa B OpraHmM3Me.
B nuTepaType oTCyTCTBYIOT AaHHble OTHOCUTEIbHO 6€30MacHOCTU U 3PDEKTUBHOCTU MpUMe-
HeHMa ropMoHa pocTa y 6onbHbix MO ¢ HopManbHbIM YPOBHEM COBCTBEHHOIO FOPMOHa.
NMpUMeHeHWe roPMOHa POCTa COMPAXKEHO C MOTEHLMaNbHbIM PUCKOM MOSBIEHUS FONTOBHbIX
6onen, NoBbILLEeHNA BHYTpUYEpenHoro gaBneHuna (B ronoBHOM Mo3re U rnasax), pa3sutusa anm-
dn3eonmsa ronoBkM begpeHHoOM KOCTM (Bbi3biBaeT 60/1b, TPebyeT XMpPYypPrmyeckoro BMelLlaTeslb-
CTBa), ycyrybneHua cKomosa, a TakxKe CBA3aHO C NOBbILLEHHbIM PUCKOM pa3BuTUA aAnabeTa.

- [o NpUHATUSA OKOHYATENbHOIO pPeLleHMs No NoBoay Ha3HaYeHMsa ropMoHa pocTa, 0bCy»aatoT
COOTHOLLIEHWME PUCKa U MOSb3bl.

TECTOCTEPOHOBASY TEPAIANA

- TecToCcTepOH HeobxoauM AONa NoaaepPyaHng 300P0BbA KOCTEW, a TakyKe O/19 MCUXOCOoLMaibHO-
ro / 3MOLMOHaIbHOIro pasBUTUS.

- TeCTOCTEPOHOBYIO Tepanmtio HAYMHAOT C MaslblX A03MPOBOK, KOTOPbIE MOCTEMEHHO YBeNMnYMBa-
IOT 0O UMUTaL MM eCTECTBEHHOW MOMOBOWM 3PENOCTU.

MNyTb BBEOAEHUSA TECTOCTEPOHAa MOXET OblTb Pa3NMUYHbIM, OT BHYTPUMbILLEYHbIX MHbEKLMIN 00
renemn v nnacTblpen.

- [o Hayana Tepanmm 3HO0KPUHOMOr OONYKEeH 0OroBOPUTb OXMOAEMYIO PeaKLIMo OpraHM3Ma Ha
TECTOCTEPOH: yCU/IeHME 3aMaxoB Tena, PacTUTENbHOCTb Ha IMLE, aKHe, YCUTEHHbIN POCT, 3aMbl-
KaHWe XpaLleBbIX MNacTUHOK POCTa M MoBblLLeHHOe NMBKOo (CeKcyanbHoe BriedeHume).
Bo3MoykHble NobouHble a3ddeKTbl: oKanbHagd MHPEeKLMa Ha MecTe BBeaeHUd, anseprmyeckas
peakumd, nepenagbl HACTPOEHUS, yBENMYEHME YCa SPUTPOLMTOB.

MNpUn TECTOCTEPOHOBOW Teparnmm HEOBXOAMMO PerynapPHO MPOBOAMUTb aHaIM3 KPOBW AONF KOH-
Tpoia OTBeTa OpraHM3Ma Ha fledyeHue.

OCTPAA HEOOCTATOYHOCTb KOPbl HAANMOYEYHUKOB

HagnoudeuHble »enesbl BblpabaTbiBatoT FOPMOH KOPTU30/1, KOTOPbIM MOMOraeT OpraHmnsmy
CMNpPaBMgaTbCA CO CTPECCOM (HanpuMmep, Npu cepbesHoM 3aboneBaHum Unu Tpasme). Npu Npm-
&Me CTepouaoB HaanoveyHble efnesbl NpeKpallatoT BblpaboTKy KOpTM3o/a (3To Ha3bliBaeTcd
«HEeJoCTaTOYHOCTb KOPbl HaAMoYeuYHMKOB»). Mocne NpekpalleHMa npmema CTeponaooB Teny

24 yaca. Bce naumneHTbl Ha eXXegHeBHOW CTEpPOUOHOW Tepanmi AOXKHbl MMeTb MfiaH OeNCTBUM
Ha cny4dam npornycka 0o3bl UMK cepbe3HOoro 3aboneBaHna UM TpaBMbl, Korga UM notpebyeTcs
JornonHuTenbHaa (cTpeccoBad) 4o3a ctepoungoB. MHpopMaLma Mo npenoTBpalleHunto, pac-
MO3HABAHUIO N KOHTPOSIO HEOOCTAaTOYHOCTM, a TaKyKe Mo NpaBuIaM NpUMeHeHns 0o3MPOBOK
B Clly4ae «4pe3BblYalHbIX CUTYaLMM», BKITIOYEHA B MPOTOKO NpMeMa CTepomnaoB MMeHU [Mn-

ke Hnkonodda, 4OCTYMHbIM Ha carlTe www.parentprojectmd.org/pj.

CUMMNTOMbI OCTPOU HEQOCTATOYHOCTU KOPbl HAOMNOYEYHUKOB

MpU3HaKM M CUMNTOMbl OCTPOM HEAOCTAaTOYHOCTU:
- CUNbHOE yTOMJIEHUE;

lfonioBHas 601b;
- TowHoTa / pBOTA;

HWM3KMM ypoBeHb caxapa B KPOBMU;
Hu3Koe KpoBAHOE OaBreHue;

- OB6MOpOK.

PocTt

M3mepeHuie pocTta Kaxable
6 mecAues Ao
HaCTyMaeHus nonoBom
3PENocTyi U JOCTUKEHNS
KOHEYHOro pocTta

v

Monosas 3penocTtb
OueHka nonoBoro
CO3peBaHMA Mo LWKane
TaHHepa Kaxgble 6 mecsaues,
HaynHaA C BO3pacTa 9 ner

3apep>kka pocTta
Jlio6oe 13
HUXenepeuncieHHbIX:

® YMeHblUeHNe NPOoLEeHTUNA
pocta

® Poct <4 cvm B rog

® Poct < 3-ro npoueHTUnA

v

3apgepxxka
NnosfioBoOro pa3BuTusa
O6bem anuek <4 cv® B
Bo3pacte 14 net un
cTapie

Tpebyetca
KOHCynbTaLys
SHAOKpPUMHOJIOra

Tpebyetca
KOHCynbTaLys
SHAOKpPUMHOJIOra

PekomeHpyeTcs
¢ OueHKa KOCTHOro Bo3pacTta no
PeHTreHorpamme neBoii PyKu
* MpoBepKa dyHKLMI
LUTOBUAHON »Kene3bl
¢ Komnnekc nccnegoBaHuin
6ploLLIHOI MonocTn
o (DakTOpbI pOCTa
¢ O6bemHas MeTabonuyeckas naHenb
® [TonHbIN aHanM3 KPOBM

K paccmotpeHuro
Tect cTi NMynALnM ropMoHOM pocTa

PekomeHpyroTcs
nabopaTopHbie uccnepoBaHuUA:
¢ JIloTeNHN3VPYIOLLWIA FOPMOH

o DonnnKynocTUMynmpyoLmin

rOPMOH

® TecToCcTEPOH

PexkomeHpgyeTtcsa Tepanus
runoroHagusama:

® TeCToCTepOH 3amecTuTeNnbHasA Tepanus
C MOCTEMEHHBIM YBENMYEHNEM A03bl

* PekomeHgoBaHa B Bo3pacte 214

NeT; MOXHO HauunHaTb ¢ 12 net

K paccmoTtpeHuro
OueHKa KOCTHOTO BO3pacTa
no PeHTreHorpaMme 1IeBON PyKu

PucyHoK 5. OLeHKA 1 KOHTPO/1b POCTA U HACTYr/IEeHME MO/I0BOU 3Ppe/IOCTU MPpU rpueme
TTIOKOKOPTHKOCTEPOMAOB
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8. 31J0POBbE KOCTEM (OCTEOMNMOPO3)
(PricyHOK 6)

300pPOBbe KOCTEWM BaXKHO Kak Ha aMBynaTopHbIX, Tak U Ha HeaMbBynaTopHbIX cTaguax MO,
BonbHble MbileyHoM ancTpoduen JioleHHa BCex BO3pacToB MMeIOT crlabble KOCTU 0CcObeH-
HO, €C/T1 OHW NPUHKMMAIOT CTepounabl. CTepounabl ABASIOTCA MPUYMHOM CHUMXKEHMS MIOTHOCTU
KOCTeM, UTo, B CBOIO oYepefb, CBA3aHO C MNOBbILLUEHHbIM PUCKOM NepenioMoB. CNabocTb MblLUL,
M CHUXKEHHAA MOABMYXXHOCTb TakyKe BbICTYMNatoT GaKTopaMmM pUCKa XPYMKOCTM KOCTEMN.
[ByxaHepreTuyeckaa peHTreHoBckaa abcopbumometpusa (OPA nnu DEXA) — 3To HEMHBa3UB-
Hbl1 METOL, U3MEPEHUS MUHEPaNbHOM MNAOTHOCTM OSIMHHbBIX TRYBYaTbIX KOCTEM (HOMM UK
pyKu). TOHKME KOCTK 6onee noaBepyeHbl Nepenomam. OnpegeneHme MMHepanbHOM NAoT-
HOCTU NEXUT B OCHOBE KOHTPOSA 06LLEero 30opoBbs KocTel. [IPA pekoMeHayeTca NpoBOAUTb
KaxkOble 2-3 rofa.

BonbHble ML, 0COBGEHHO Te, KTO MPUHUMAET CTePOUAbl, MMEIOT MOBbILLEHHbIN PUCK Pa3BUTUSA
KOMMPECCMOHHOIo NepesioMa NO3BOHOYHKMKA. KOMMPECCHMOHHbIV MepesioM MPOonCXoaunT, KOraa
13-3a MHOXXECTBA MeJTKMX MepesloMOB NO3BOHKM AedOopMUPYIOTCA U caaBnmBatoTca. Komnpec-
CUMOHHbIN MepenioM No3BOHOUYHKMKA MOXXET COMPOBOXAATbCA 601EBbIMU OLLYLLEHUSAMU, HO
[a)XKe eClN TaKOBble OTCYTCTBYHIOT, €0 MOXKHO PaCcMo3HaTb Ha PeHTreHorpaMmMe No3BOHOYHUKA
B 60KOBOW NpoeKLumMKn. Mpu NepenomMax NO3BOHOYHMKa HasHavatoT brcdochoHaTbl, 0COBGEHHO
npu HanU4MmM 6onun. PekoMeHayeTcsa NPOBOAUTL PeHTreHorpaduo MO3BOHOYHMKA Kaxable

1-2 roga, Npv HanUuuUM 601K B CNMHe Yalle.

§

OueHka n nHchopmMmUpoBaHme

MHbopmrpoBaHme 1 oLieHKa 3proTepaneBToM Unv Gr3nyYeckum TepanesTom

* B ni0601 CUTyauyn MAHUMU3NPOBATb PUCK NMafEHNI, «<CMOTPETb MOJ HOMWY, BbIGMpaTh
ONTVIManbHYI0 MECTHOCTb [/1A X0 bObl, 06X0ANTb NPenATCTBIA

* ObyualoT NaLyeHTa 1 ero CeMblo Npasunam 6€30nacHOro NCNoNb30BaHKA KPecna-KoNsacKu;
06DBACHAIOT, UTO NafeHNe N3 KPecna-KONACKM YacTo CTaHOBUTCA NPUUMHON TPaBM

* O6yualoT ceMblo 6e30MacHOMY NOAbEMY U NepeMeLLeHM0 GONbHOTO 13 U B KPECTO-KOMACKY

006wue pekomedauum

Be3onacHoCTb B yC/IOBUSIX AloMa

® Y6upatb C nona nobble NpensaTcTBUA, Takne
Kak KOBPbl, pa3bpocaHHble UTPYLLKM, BEPEBKU
1 gpyruvie GbITOBbIE NPeAMETbI

M36eratb napeHunin Npu NCNosib30BaHNM
Kpecna-KonmACKM UNn Jpyryix BCMOMOTaTeSlbHbIX
nprcnocobneHunin

* Bcerpa ncnonb3oBaTb peMeHb 6e30nacHoCTU
1 @HTMOMPOKMAbIBATENb

Be30nacHOCTb Ha HEPOBHbIX WJTN CKOMb3KIMX
NMOBEPXHOCTAX

* byabTe 0cobeHHO 6aMTENbHbBI Ha ynunLe
BBUAY HEPOBHbIX NMOBEPXHOCTEN

Bbe3onacHoe nepemeLlleHne B KPeCO-KONACKY
n obpatHo

* [Mopymaiwite 06 NCMONb30BaHUM afanTUBHbIX
CpeAcTB MOMOLLM NPY NMOABEME YKe Ha

° PEKOMEHAyETCH HafeBaTb pe31HOBbIE LWienaHubl
npun XO]J,b6e Ha CKONb3KOoM NOBEPXHOCTN Y BOADbI
* Bo nsbexaHue nageHUn K roneHoCTOMNHbIM TyTOpam

paHHel cTagun ana obecnedeHns 6esonacHom
NOALAEPKKM 1 MUHVMU3ALMY PUCKA NAAEHWUIA 1
TPaBM Mpu NepemeLleHnm, NPUHATAN BaHHbI,

KocTHada TKaHb MOCTOAHHO pa3pyLUaeTcd, BCacbiBaeTca B KPOBb M BHOBb BOCCTaHaBMMBaETCA.
CTepowuabl 3aMednatoT CTaauio BOCCTaHOBNeHU. BuchochoHaTbl CBA3bIBAOTCA C MOBEPXHO-
CTblO KOCTW, 3aMe199 NpoLecC paspyLUeHnsa 1 peabcopbLmm, YTO MO3BONIAET KOCTHOM TKaHM
6onee 3pbeKTUBHO BOCCTaHaBNMBaTbCA. KOCTM CTaHOBATCA 6onee NMIOTHbIMM U, KaK MOXXHO
HaOedaTbcd, 6oree 300POBbIMU N MeHee MOoABEPEHHbIMK NMepenoMaM. Mpurem 6uchochoHa-
TOB 06CY»KOatoT MPU NOABIEHUN MPU3HAKOB CHMMXKEHUS MOTHOCTW KOCTEM, MepenoMe afmH-
HOM TPY6YaTOM KOCTU, HE COMPOBOXAABLLUEMCA CEPbE3HOM TPABMOWM, UM MPU KOMMPECCUOH-
HOM MepenoMe NO3BOHOYHMKA (CM. PUCYHOK 6).

KpenAaT HeCKoNnb3Alwune CTeNibkn

NCNOJZIb30BaHUM TyaneTa

MNone3Hble nagen ana goma
¢ [MpOTNBOCKONb3ALLMNE KOBPUKN A5 BAHHON
¢ [Mopyy4H¥ B AyLIEeBOI KabuHe 1nm BaHHOW

* MlopyyHu C 06eMX CTOPOH NECTHNLIbI

e CneumanbHoe cCufieHve Uy afanTuBHblE CPEACTBa f1A BaHHOM
* Heckonb3sllee (prdneHoe) nokpbITMe fepeBaHHbIX CTyrNeHel

PucyHok 6. PekomeHgaumm rno 6e30MacHOCTH U npegoTBPALLEHMIO NaeHnN
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9. OPTONEOUYECKMUE ACIMEKTDbI (PucyHok 7)

OpToneanyeckue cpeactBa NPMMeEHALOT A4 noaaepyKaHmMa CaMoCToATe TbHOM Xxonbbbl U ABU-
raTes/ibHbIX beHKLLMVI, N B LUeNmdAX MUHNMN3aLMN MOABITIEHNA KOHTPaKTYP. CnocobHOCTb CTOATb
N XOOUTb MOMOXET COXPaHWUTb 340P0BYIO OCAaHKY M 300POBbE KOCTEMN.

KOHTPAKTYPbI

Mo Mepe Toro, Kak oc/labeBatoT MbiLLLLbl, MPUBOAUTL B ABMYKEHME CyCTaBbl CTAaHOBUTCA TPYAHee.
OHW MOTyT 3aCTbITb B O4HOM MOSTIOXKEHWM, UTO U Ha3blBaeTCHa KOHTpaKTypol. MNogaepywaHme
MpPaBUIbHOM OCaHKM NPW XoObbe MOMOXKET NpedynpeanTb PasBUTHE CKOMO3a U KOHTPAKTYP
CTOM M NoAbbKeK. B nonoxeHmnn cnaa cnegmte 3a 0CaHKoM U paBHOMEpPHbIM pacrnpefeneHmnem
Beca Ha o6e cTopoHbl Tena. CTYMHM M HOMM AOMKHbI 6blTb KOMPOPTHO PacCcTaBneHbl U UMETb
XOpoLLUyto onopy. Hagnexkallasa nocagka, obecneymBatollas MOAOE P KY CMMHbI 1 Tasa, aBNg-
eTca K4YeBbiM GakKTopoM Bbibopa Kpecna-Konacku. CyLLecTBYOT XMpyprmyeckme onepawmm
cnocobHble NpuaaTh NPaBUIbHOE MOMOXKEHME CToMaM UM HoraMm, eCliv 3To HeoBXoaMMO.

CKOJINO3

JTioan, >X1ByLLIME C MbllLieuHoM AncTpodmen [JoleHHa, He MPpUHKMatoLMe KOPTUKOCTEPOUAbI,
MMetoT 90-MPOLLEHTHbIN PUCK Pa3BUTUSA MPOTrPeCcCUpPYIoLLErO CKOMMO3a (CO BpeMEHEM yCy-
ryénatolleeca NCKpUBIEeHWe MO3BOHOYHMKA B CTOPOHY). [loKa3aHo, UTo eXXedHEeBHbI Npuem
CTEPOMOOB CHUXAET PUCK Pa3BUTUA CKOMTMO3a M 3HAYUTENTbHO OTCPOYMBAET €0 BO BPEMEHM.
B Lenax npeaynpexxaeHnsa CKonmosa BHMMaTeTbHO CriefinuTe 3a OCaHKOM 1 MOMOXeHMeM Tena.
Heo6xoOMMo NoCToOAHHOE HaboaeHe 3a COCTOAHMEM MO3BOHOUHWKA B TeUEHME BCEM XIN3-
HU.

NEPEJIOMbI A/TMHHbIX TPYBYATbIX KOCTEMN

MepenoM HOru CTaBUT Mof, YrpPo3y BO3IMOXHOCTb AanbHenwen xoabbbl. Mpu TpellmHe B KOCTH
MU NepesnoMe HoruM yaHamTe, moTpebyeTca N1 BaM XMpypruyeckoe BMeLlaTelbCTBO. XUpypru-
yeckoe BMellaTeNbCTBO YacTo MoMoraeT 60/bHbIM MbllleyHoW aucTpodbuen dioweHHa ckopee
BCTaTb Ha HOMW. YBeAoMUTE crieumanmcTa Nno HepBHO-MbllEeYHbIM 3a601eBaHUAM U Fpynny no
yxofy o nepenioMe 4o NPUHATUA KakUX-TMBo pelleHnn. Bpaym cMoryT AaTh BaM pekoMeHaa-
LMK No yxo4y B 40O M nocneonepaulmnoHHom nepuoa.

Mpu MO cyLlecTBYeT PUCK PasBUTUA CUHAOPOMA XXMpoBoM aMbonunmn (CXKI), npencrasngatoLLe-
ro OMacHOCTb AJ19 YXU3HU 1 TPebytoLero CpPoYHoOM MeanuMHCKoW noMoLLn. CUHOPOM BO3HMKaA-
eT BCneacTBMe nonagaHusa B MPOCBET COCya XXMPOBOWM TKaHU, 06pa3oBaBLUECca B pe3ybrate
rnepenoma 1Unm cepbesHoro ylmba KocTr. BMecTe C MOTOKOM KPOBM XXMPOBAA TKaHb MOXKET
nepeMecTmUTbCa B NIerkne 1M orpaHnymTb SOCTYMN KUCNopoaa B opraHU3M. CUMMTOMbl XXUPOBOM
3MOO0MMU BKIIIOYALOT CMYTaHHOCTb CO3HaHWA, e30pUeHTal Mo, HeobblyHOE NoBedeHMe, yya-
LuleHHoe OblxaHWe 1 cepauebueHre 1 oabllKy. ECnv nocne nageHus, ywmba nnm nepenoma

Y Bac NoABUINCH CUMMTOMbI CXK3, Bbi3blBalTe Bpurany CKOPOW HEOTTOXHOM nomMoLum. Coob-
wMTe MeAMLMHCKOMY MepCcoHarny, YTo y Bac MMetoTCs NMOA03PEHMSA Ha XKMPOBYHO aIMOONMI0. TO
4pe3BblYaMHO OMacHasa cUTyaums.

OueHka

Kak MUHMMYM pa3 B b MecALeB OLEeHNBAIOT 06beM ABMKEHMI

[ ]
ExeropHbii B13yasnbHblii 0CMOTP Bu3yanbHblli OCMOTP MO3BOHOUHMKa KaXkable b MecsLieB
NO3BOHOYHMKA

PeHTreHorpadua npy BUANMOM PenTrenorpadus npu notepe cnocoGHocT! exerofiHas peHTreHorpadua B

VICKPVBNIEHUM NN NpY XOAWTE, NPV HaAM AN NCKPUBNERA AENatoT nepepHe-3agHel Npoekynn AnA
peHTreHorpammy Kaxpgple b6 mecsiyes - 1 rog

3aTpyAHEHHOM BU3yaibHOM NaLMEeHTOB C YCTaHOB/EHHBIM

B 3aBMCMMOCTY OT CKENETHON 3penocTy;
ocmoTpe 6PAAIOTER K XMPYPry-OpTOneay NpM NPOrpeccupyoLLyiM CKONMO30M

nckpueneHun >20°

Bupabl BMeWATenbCcTB

Mop pyKoBOACTBOM GpU3MUECKOro TepanesTa pa3pabaTbiBaloT MPorpaMmy pacTsKeK A1 JoOMa C yNpakHEHVAMU ANsA NOAbIKEK, KoneH 1 begep

Mog PYyKOBOACTBOM TepaneBTa, BKIOYAIOT ynpakKHeHNA ANA BEPXHNX KOHeyHocTen

ﬂponon»(am ncnonb3oBaHne
opToneanyecknx CpefcTs AnAa HMKHNX

KOHeYHocTen; uenecoo6pa3Ho N3rotosneHue
NHAMBUAYaNbHbIX WWH ANA 3anAcTMn n PyK

HoCAT MHANBUAYaNbHBIE FONEHOCTOMNHbIE
opTe3sbl 1 B AHEBHOE BPEMS, UTOObI

3aMeANnTb yCyrybeHmne SKBUHOBaPYCHOM
Aepopmavmy cTonb

Ec/n naccuBHoE ThinbHOE crubaHie
roneHocrona <10°, 8 HouHOE Bpems
Ha[leBaloT MHAVBKUAYalbHbIE
rONEHOCTOMHbIE OPTE3bl, 3aPUKCUPOBaHHbIE
B HENTPANIbHOM MONOXKEHUM

Mporpamma ynpaxHeHuii No NpUHATUI

BobinonHaoT ynpa*xHeHuA no
NOJIOXEHMA CTOA C NOMOLLbIO I'IpI/ICI'IOC06ﬂeHI/Iﬂ

NPUHATUIO NOJTIOXKEHUA CTOA

ANA CTOAHUA UK Kpecdna-KoNACKN

C OCTOPOXHOCTbIO
C BEPTUKANMN3aTOPOM

Onepauws Ha CTYMHAX WU aXUIOBbIX
CYXOXMANAX ANA YYYLIEHNA NOXOAKN

B CJlyYae 3HAUMTENIbHOM KOHTPaKTYpbl
TIOAbIKEK MPU YCIOBUY CUNBHBIX
KBapAMLEncoB 1 Mbllul-pasrubaTtenen 6egpa

Onepal.wm Ha CTYMHAX NN NoAbKKaxX AnAa
ynydleHnA NOCTaHOBKN CTOMbl TOJIbKO

npw XenaHnn nauneHTa unun gna ynyyeHuma
KavecCTBa XXMU3HW NayneHTa.

W36eratotT NPUMEHEHNA OPTE30B AJIA MO3BOHOYHMKA

VIHCTPYKTVPYIOT NaumeHTa v ero Cembio Mo Mepam npesoTBPaLLeHVis NepenoMos

Mepen NnpoBeAeHNEM KaKX-TM60 XUPYPruyecKmX BMELATENbCTB MPOKOHCYIbTUPYNTECH C KAPAUOIOrOM 1 MySIbMOHOIOrOM

Mocne onepavyuu o6paTuTech YCTaHOBKa MIMMNaHTOB M CNOHAWNOAE3 YcTaHOBKa UMMNAHTOB 1
K pU3Mueckomy TepanesTy npu nckpusnennn > 20-30° y naunetos croHAUNoAes npu

npeny6epTaTHOro BO3pacTa, He MPUHUMAIOLMX nporpeccupyolem
KOPTUKOCTEPOMAbI; MPefonepaumoHHas 1 NCKPUBREHUN
nocneonepaumoHHas oLeHKa

y6€,C|I/IT€Cb, 4YTO CemMbA NaymeHTa 1 rpyrnna no yxoay ocBefoMIeHbl O pUCKe pa3BnuTnA CMHapoma )KI/IpOBOIZ ambonun

PucyHoK 7. OLeHKa v Tepanms 3a60/1eBAHNN CrHbI M CyCTABOB
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Bpe3ka 2. Peabnnurtauumsa: oueHKa U BMellaTesibCcTBa Ha Bcex ctaguax MAOA

10. PEABUJTUTALUA

Ddusnyeckas TepaArnus, 3proTepParnms, KopPeKLUns
peyu

BonbHble MbilleYHoM AncTpoduen [oleHHa Hy>KOatloTCs B Pas3fMUHbIX TUMNax peabunmraym-
OHHOW Tepanuu Ha NPOTAXKEHUM KMU3HW. [Pynna Nno peabunmtaymm BKIOYaET Bpaden, dusmye-
CKUX TepareBToOB, 3protepareBToBs, JIOrornenos, AMEeTONoros, OpPTONeaoB M OPTE3MCTOB.

Moynna no peabunutaumu, yumTbiBas Ballu Lenn M 06pas XM3HK, NpeocTaBnaeT Bam
MOCTOAHHbIM MPObUNAKTUUECKUI yXO[a, CTapasgCb MUHUMU3MPOBaTb BAnAaHMe MO Ha BaLly
YKU3Hb U 0eaTeNnbHOCTb. PeabunumTauMoHHbIV yxon NpeoCcTaBNatoT B YC/10BMAX aMOynaToOpHOro
oTaeneHus nnu Wwkosnbl. CneumanumcT no peabunmraumm omKeH ocMaTpMBaTbh BaC Kak MUHM-
MyM Ka)k[ble 4-6 MecaLeB.

OBbEM ABUXXEHUN, YINIPAXXHEHUSA U PACTSAXXKU (PUCYHOK 8)

Ha TyrocTtb M CKOBaHHOCTb CyCTaBOB B/IMAIOT MHOXXECTBO DaKTOPOB, B TOM YMC/ie: MoTeps a1a-
CTUYHOCTW MbILLLL, @ TaK e HecbanaHCMPOBaHHOCTb CUbl MbiLLLL, BOKPY CycTaBa 13-3a Mpo-
rpeccmpoBaHng 3a6o/1eBaHMNA (0OOHW MbILLLLbI CUMTbHEE OPYruX).

MNopaepyaHue 0oCTaTouHOro o6bemMa ABUMKEHUM M CUMMETPUYHOE Pa3BUTKE MO3BOMAT COXpPa-
HUTb GYHKLUMOHANbHOCTb U MPeaoTBPaTUTb MOABNEHME KOHTPAKTYP, @ TaKXKe MpPOonexHew.
PekoMeHOoBaHO NpoBeaeHMe aspOobHbIX TPEHMPOBOK, NyYLLIUM 1 6e30MnacHbIM MPUMEPOM
aBngaeTca nnaBaHuMe. HekoTopble yrnpaXHeHMs (TakMe KaK NPbIXKKK Ha 6aTyTe) MoryT TpaBMU-
poBaTb MblLLLIbl. CiegoBaTeNbHO, BCe YMPaXKHeHMA OOXKHbI BbIMOMHATLCA MOO KOHTPONEM
dU3nYecKoro TepanesTa.

PacTaxkku, o0obpeHHble GU3NUYECKMM TeparneBTOM, OOMKHbI CTaTb YacTbio Balllen MnoBceaHeB-
HOW PYTUHbI.

Llenbto pacTsxeK 1 NpMMeHeHna opToneanyecKknx CpeacTB ABAgeTca nogaepykaHme dyHKUM-
OHaNMbHOCTU U KOMOpPTa OABUMKEH M.

OueHKa

MynbTUancUMnInHapHaga oueHKa Kaxkable 6
MecdLueB U1 Yalle npn Haanydmm 6eCcroKomcTB,
M3MEHEHWIM UM 0CoBbIX HY>XO,.

BMeluaTenbCcTBa

JleyeHune

Ddusnyeckan Tepanud, sprotepanuda, norornegmnd c
yqyeToM HOMBUMAYalbHbIX HY>XA, CTagann 60)‘Ie3HI/I,
OTBETa Ha neyvyeHune, 1 NepeHoCNMOCTH.

lMpenynpexneHne KOHTPAKTYP

maepopmaLmii
PacTsa)KKM B AOMaLLIHWX YCMOBUSX 4-6 pa3 B
Hedento; peryngdpHble yrnpax)HeHWsa aag nogbl-
YKEK, KoreH 1 6efep; Mosxe, Mo pesysbratam
OCMOTPa — PACTAMNKM 3aMFCTUM, PYK U LLIEN.
PacTsa)KKM cycTaBoB, Hanbosee MoaBepPIKeH-
HbIX PUCKY Pa3BUTUA KOHTPaKTYp.*

- OpToneamyecKkme BMeLLaTeNbCTBa, LUMHbI,
TyTOpa, NpuaaHMe NpaBUNbHOIO MOMOMXEHMS
M MO3ULIMOHNPOBAHNA:

- TyTOpa roflieHOCTOMHOro CycTaBa A/ HOYHOM
PaCTSXKW — [OCTUraeTCd Haumy4Llero abdek-
Ta Mpu YCrioBUU, eCNn HauymHaTb UCMOsb30Ba-
HWe B paHHEM BO3pacTe;

- TyTOpa roflieHOCTOMHOro CycTaBa a/d AHEBHOM
PaCTSXKU U MPUAAHNA MPaBUMbHOIO Moso-
YKEHUA MPU OTCYTCTBMMN CaAMOCTOATETbHOM
X0Obbbl;

LIWHbI AN PACTSXKKM 3aMACTUM U CrnbatoLmx/
pPas3rnbatoLLMX MblLLLL Mables — 06bIYHO Mpwn
OTCYTCTBMW CaMOCTOSTENTbHOM XOAbObI;

. 3TarHoe rMncoBaHWe — Ha BCex CTaguax;
naccuBHble / MexaHW3MPoBaHHbIE MPUCMO-
cobneHms (BepTrKanmsaTopbl) ANg MPUHATUS
CTOSYErO MOMOYKEHWS;

- TyTOpa KONIeHO-rofleHb-CTomMa;
MHOMBMAOYaNbHOE CuaeHWe A5 KOMFCOK C
PYYHbBIM U1 3MIEKTPUYECKMM MPUBOAOM (KecT-
KO CUOEHMEe U CrMHKa, dUKCaTopbl, MoAro-
NOBHWK U T.0.)

- OOMOMHUTENbHbBIE BO3MOMHOCTU KOMACOK C
SMEKTPOMNPUBOOOM (HaKIOH, perynmpyemas
BblCOTa CUOEHMS U OMopPbl ANF HOT, GYHKLMA
BEPTUKaNM3aLInm.

YrnpaykHeHus

PerynspHble aspobHble TPEHMPOBKM (MaBaHWe, Benocunen) ¢
OMbITHBIM MHCTPYKTOPOM, eCli Heo6X0aMMO; n3beranTe Hanpa-
YKEHHbIX TOEHMPOBOK, HE AOMYCKaMTE Meperpy3Kun; yBaxxamTte
CBOe€ MNpaBO Ha OTAObIX N COXpaHeHWe sHeprn; BO3MOXXHOCTU
Cepﬂ,eHHO-Cocy,D,VICTOI;I W OblXaTen bHOWM CUCTEM MOryT 6bITb CHU-
XXeHbl, a PUCK NOoBpeXXaAeHMA MblLLLL MOBbILLEH.

MMpenynpexaeHue v 1edeHmne TPABM 1 NepesioMoB

B nto60oi cuTyaLmm CBOAUTE PUCK MadeHUN K MUHUMYMY.
OnepaTMBHOE fledeHmne NepenoMoB ANUHHbIX TRY64YaTbIX KO-
CTeM C UCMOMb30BaHMEM CPEACTB OPTOMNEAnM 1 HasHadeHne
peabunmnTaLnMoHHOM Tepanum Ang Noaaep aHnsa crocobHo-
CTU XOOMUTb UM CAMOCTOSTENIbHO CTOSITb.

O6y¢-/eHme, KOHUeHTpAaund BHUMAHNS

n CeHCOpPHOe BocCripmndrne

BefeHue B TECHOM B3aMMOOENCTBUM C FPY Mo Mo yxoay, No
pe3ynibTaTaM OLEeHKM.

OpTOI'Ie,ﬂMLleCKGQ Z peO6MﬂMTGLlMOHHCJQ TEXHUKA
MiaHWpoBaHne N MHGOPMUPOBAHME, @ TaKXKe OLLeHKa, Ha3Hade-
HWe, oByYeHKe 1 MOUCK CPeacTB.

VYyactume B XXn3HU O6LLleCTBG
AKTUBHOE y4acTMe BO BCexX chepax XM3HW Mpu MoadepKe
GNU3KMNX NtoAEN.

[MpenoTBpaLleHue v MPOPUIAKTUKA 60/1EBbLIX
oLyLLIEHWI

MNpenoTBpalleHmne 6oun 1 NpodUnakTMKa Ha MPOTAKEHUM BCeMn
XU3HW.

HaunbonblueMy pycKy edopMaLnu U Pa3BUTUS KOHTPAKTYP
MoABEP)KeHbI: crmbatenu 6enpa, MoAB3AOLLHO-60MbLLe6epLIO-
Bbl TPAKT, MOAKOIEHHOE CyXOXUIne, crmbaTenu cTombl, Moao-
LBeHHad dacuus, crmbaTenm NoKTd, MpoHaTop Npeanieybs,
crméatenu u pasrnbatenu nanbLeBs, YepBeobpasHble MbILLLbI,
pasrnbateny Lewu; N30/IMPOBaHHbIE CyCTaBHblE KOHTPAKTY-

pbl — 6ePEeHHbIN, KONEeHHbIN 1 FOIEHOCTOMHbI CyCTaBbl, BapycC
CTOMMbl, TOKTEBOW U Ny4e3anacTHbIN CyCTaBbl, CyCTaBbl MasibLLEB;
nedopMmnpoBaHmMe — MO3BOHOUYHWK U FPyaHasa CTeHKa, KMdos 1
NIOPA03, CHMYKEHHAs MOABUMYXKHOCTb FPYLHOMN CTEHKMU.

PucyHok 8
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KPECJ1A-KOJTACKU U OPYTOE BCINMOMOTIATEJ/IbHOE OBOPYOOBAHUE BaM MoryT noHagobuTbca OOMONMHUTENbHbIE NpUcrocobneHna aa4a nogbema rno

(PUCYHOK 9) NecTHULLe, edbl, MTba, NepeBopaYMBaHMg B KPOBaTW, MpMeMa BaHHOW 1 MCMOofb30Ba-
HUg TyaneTa.

- TakMe NpocTble MPUCNOCOBNeHNs, KaK CTOMK ONF Kpecna-KONAaCKU M CONMOMUHKa NS
HaMWUTKOB MOTYT 3HAYUTENIbHO OBNErYNTb BbIMOSHEHWE eXeAHEeBHbIX QYHKLIUM.

- [arke npu coxpaHeHnn crnocobHoCTH XoOunTb, o4 npeoaosieHnNd 60MbLLINX paCCTOﬁHl/Il;I
rlpvl6eral?|Te K NMCMOJTb30BaHUMIO CKYTEPOB, KPpeCe/I-KOJTACOK C PYHYHbIM UMK 31eKTpn4e-

CKMM MPUBOOOM. - Micnonb3yinTe coBpeMeHHble TexHonormm: pobotos, Bluetooth, MHdpakpacHble Tep-

- o Mepe Toro, Kak Bbl Ha4YHeTe NepeaBMraTbCa Ha Konsacke Bce Yallle, ybeamTech, UTo cu- MOMETPbI, CUCTEMbI «YMHbIM AOM», CUCTEMbI pacro3HaBaHMa pedn, Takme kak Google
AeHve noaaep>XKXmBaeT CrnHY B NMPaBUIbHOM MOMTOYKEHUU 1 CO30aeT KOMPOPTHYIO Ornopy Home nnn Amazon Echo.
0119 BCcex Yactel Tena. Byoy4yu gomMa 1 Ha ynuue, yoeomtech, YTo Bbl MPUHMMaETe BCe BO3MOXHbIe Mepbl

- Ecnu BaM cTano Tayeno XxoamTb, Ha4YMHaNTe UCMOMb30BaTb KPEC/10-KOMACKY C 3MeKTPO- rno 6e30MacHOCTU. HKe NPUBOAATCA HEKOTOPbIE MPeasioXeHUd, Kak n3bexaTb rnepe-
MPWBOLAOM KaK MOXHO paHblLle. ECNM 3TO BO3MOYHO, BbiGMpalTe KONACKY C GyHKLIMEN NTOMOB KOCTeN.
BepTUKanMsaLmmn.

- Dumsnyeckme TepaneBTbl M 3PproTepareBTbl MOPeEKOMeHAOYT Apyrme smabl 6e3omnacHoro
BCromorates/ibHoOro O60pyﬂ,OBaHVI‘FI angd obecneyeHna BalleM HE3aBMCUMOCTMU.

. HOCTapaPITer MMaHNPOBaATb 3apaHee, KaKMMUM BCroMoraTes/ibHbIMA I'Ipl/ICI'IOCO6}'IeHI/1‘FIMI/I
Bbl 6yﬂ,eTe MOTb30BaTbCH B 6y£l,yLU,eM, UTObbl B Havbonbllew Mepe COXpPaHWTb He3aBWCK-
MOCTb 1 aKTMBHO Yy4aCTBOBaTb B XXM3HW obLecTBa.

OueHka n nHchopmMmUpoBaHue

NHbopmmnpoBaHyie 1 oLeHKa 3proTepanesTom nnv ¢rsnoTepanesTom

* B nio6oi cuTyaLnm MUHUMIM3NPOBATb PUCK NAAeHNI, <CMOTPETb MOA HOTUY, BbIGUPATb
ONTVIManbHY MECTHOCTb A1t XO4b0bl, 06X0ANTb NPENnATCTBUA

* O6yualoT NaLymMeHTa 1 ero cembto Npasmiam 6e30MacHOro NCNonb30BaHKA KPeCIa-KoNACKY;

} .
‘ 06 BACHAIOT, UTO NAflEHNE U3 KPECa-KONIACKM YacTO CTAaHOBUTCA MPUYMHON TPABM
PAMKA 4. YINIPABTEHUE BOJ1bIO * O6yu4aloT cembio 6e30MacHOMY NOAbEMY 1 MepemelLeHI0 6ONbHOrO 3 U B KPeCTo-KONACKY
Ecnu Bbl UcMbITbiBaeTe 60/1b, COOH6LLINTE 06 3TOM CMeLManmncTy Mo HEPBHO-MbILLIEY-
HbIM 3a601€BaHNAM, YTOGbI OH MOI Ha3HAUYMTb COOTBETCTBYIOLLEEe fledeHre. OBCyrK-
[aiTe 3TOT BOMPOC NPW KaXKAOM nocelleHUn. K coxkaneHmto, o 601 Npu MblLLEYHOM O61ue coobpaxeHns U BOIMOXHbIE MeANKAMEHTbI
Y - M36eratb nageHun npun Ncnosib3oBaHun
anctpodum [dolleHHa N3BECTHO OYeHb Marlo, M HeobxoaMMbl JasibHeMLw e Nccneno Be30MacHOCTb B YCTOBUAX AoMa A p
Kpedna-KONMACKN Unm apyrnx sCnomoratesibHbIX
BaHMA. ECnn Bbl ollyLLi@eTe 60/b, M OHa Bac 6&CrNoKouT, cCoobLmMTe 06 3TOM BpaYy. * Y6upatb ¢ nosia nobble NpenaTcTBus, Takne npucnocobrieHnii
KaK KOBpbl, pa3bpocaHHble UMPYLLKY, BEPEBKNU
- Onga addekTnBHOro yrnpasneHms 60/bio HEOBXOAMMO onpenennTb, YTo ABNAETCS W ApyTiie GbiToBbIE MpeaMeTHi * Bcerga Ucnonb3oBaTb pemeHb 6e30MacHOCTY
. N aHTUnonpokuabiBaTenb
€€ MCTOYHMKOM. B 3TOM cniydae KoMaHOa Mo yXo4y CMOXET Npea/1oxMTb COOTBET- POKIA
CTBylOLLME BMeLlaTe1bCTBa.
Bonb MOXeT BO3HMKaTb Kak cneactsre HenpaBuibHOMO NONoXeHMd Tesla. Bos- Be3onacHOCTb Ha HEPOBHbIX WIN CKOMb3KMX BesonacHoe nepemeLyeHmne B KPECIO-KONIACKY
MOXHbl€ BMELLIaTeIbCTBa BKOYAOT MHOVBUAYaNbHO nogobpaHHble TyTopa, MOBEPXHOCTAX v obparko.

° Eyane 0cobeHHOo 6£|V|Teﬂbel Ha ynuue ° I'Io,qymaMTe 06 ncrnonb3oBaHNn afanTUBHbIX
cnaeHud, KpoBaTb U CpeAcTBa rnepenBiXkeHnd, a Takxke CTaHAapTHoOe MeAnKaMeH- BBUY HEPOBHbIX MOBEPXHOCTEN CPEeACTB NOMOLYM MNPV NOAbEME YKe Ha
TO3HOe JledeHre (M1MopenakcaHTbl, MPOTUBOBOCNaIUTeNbHble Npenaparthbl). Creay- * Hanesaior pesvHoBbie Wnenakuel npy PaHHei’ cTaum ana obecnedenmA GesonacHoit

o XOﬂ,b6e Ha CKOJIbKOUM MOBEPXHOCTN Y BOADbI noaaEPXKN N MUHMUN3aUUN PUCKa NageHnn n
€T y4eCTb JIeKapCTBEHHbIE B3aNUMOOENCTBUSA (Hanpumep, CTeponaos 1 HecTepo- * K rofieHoCTOMHbIMU OpTe3am KpensT TPaBM Npy NepemeLLeHNI, MPUHATAN BaHHbI,
MOHbIX MPOTUBOBOCMANUTENbHbIX MPenapaToB) U CBA3aHHbIe C HUMMK MOBOYHbIe HecKonb3ALLIMe NOKNAAKM, YTOObI He ynacTb NCnonb3oBaHNN Tyaneta

o ~ o HOYbIO Npn NoceleHnn TyaneTa
OeNCTBUS, 0OCOBEHHO ecin pedb UAOET O CepAeUYHOMN UMM OblXaTebHOW QYHKLMN.
- B peokux cnydaax ona nedeHus 601 HasHavyaloT opTorneamyeckoe xmpyprmye-
CKoe BMellaTes1bCTBO. Bonb B cnuHe, 0cObeHHO Y NaLMeHTOB Ha CTepOoMaHOM Tepa- MonesHble Uaen Ana goma
MK, MOXET MOBOPUTb O KOMMPECCUMOHHOM MepenioMe MNo3BOHOYHKKA, YTO yCheLl- * MpoTnBOCKONb3ALLME KOBPUKM ANA BaHHON
° I'IopquM B Aywiesoun KabuHe nnv BaHHOM
HO neyunTca npuemMom brchocdoHaTos. e CrneuvanbHoe CUAeHNe Uv afanTuBHbIe CPeACTBA A BaHHOW
- MpueM HapKoTUdecknx 06e360MMBatoLLMX CPEOCTB OOYKEH OCYLLECTBNATbLCS * Heckonb3aujee (pudneroe) nokpbitve AepesaHHbix cTynereli
. ° I'IopquM c obenx CTOPOH NecCTHULbI
C 60/1bLLOM OCTOPOXKHOCTbIO, 0COBEHHO MPU ANCHYHKLMM Nerkmx. HapkoTmnyeckme
BelllecTBa MOryT caenaTb AblXxaHe 6onee NoOBEPXHOCTHBIM UMM Bbi3BaTb OCTAHOB-
Ky ObIXaHNA. PucyHoK 9. Ha61oaeHne v KOHTPO/Ib CO CTOPOHbI FRYMbl MO PeQAGUINTALIMN
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OBPATUTECDL K CMELULUAJTINUCTY NO HEPBHO-MbILWWEYHbIM 3ABOJIEBAHUAM UTU
ny1bMOHOJIOrY NPU:

1. KOHTPO/1b ObIXATENNbHbIX ®YHKLUNA

OB6bIYHO MPU MblilleYHoW ancTpodum [ioleHHa He BO3HMKaET NpobneM ¢ AbiXxaHeM Unm
KaLleM, NMoKa Bbl XOOUTE CaMOCTOATENbHO. 10 Mepe Toro, Kak Bbl B3pocrieeTe, OblXaTe/bHble
MblLLLbl ocriabeBatoT U BO3pacTaeT PUCK MHDEKLMOHHbIX 3aboneBaHnM NerkMx BBuay «Head-
GEeKTMBHOTO» Kallng. B ganbHenweM MoryT NoaBmMTbca NpobrieMbl ¢ AblXaHMEM BO BpeM$ CHa.
Coob6LmMTe rpynmne rno yxonay, ecnm yTpoM y Bac BONUT rofioBa UM Bbl YyBCTBYyeTe YCTanoCTb —
3TO MOTYT 6bITb CUMMTOMbI CIULLIKOM MOBEPXHOCTHOMO AbIXaHWA BO BPeMaA CHa, UTo TpebyeT
OanbHeMWmX MccnegoBaHMim.

Korga oTKalunvBaHMe ocnabeBaeT, KpalHe Ba)KHO UCMOoMb30BaTb yCTPOMCTBA, YTOOb! cae-
naTb Kalenb 6onee adpPeKTUBHbIM, 0COBEHHO BO BpeMda BonesHu (NpocTyabl). MiccnepgoBaHue
CHa onpeneninT Ka4ecTBO Ballero ObixaHWa HoYbto. ECriv BO BpeM§a CHa YPOBEHb KMUCTopoaa
B KPOBMW CUITbHO MOHWKAETCH, TO Ha3Ha4vatoT AByxda3Hyto BeHTunaumto nerkmx HABJ (BI-PAP),
UTOObI YNYYLLINTb Ka4ecTBO AbixaHMsA. Co BpeMeHeM, Mo Mepe Toro, Kak Bbl B3poc/eeTe, BaM
TaKyKe MOXKET MoTpeboBaTbca MOMOLLb C AblXaHVEM B JHEBHOE BpeMs.

PecnupaTtopHasa nodaepyka TpebyeT 3abnaroBpeMeHHoN NoaroToBKM, OCHOBaHHOM Ha
BHMMaTENbHOM HabtoaeHWK, NpenynpexaeHmm M CBoeBpeMeHHOM BMellaTeNbcTee. Balla
rpyrna no yxoay O0/MKHa BKOYaTh Bpada-nyibMOHOIOra C OMbITOM OLLEHKUW ObIXaTeSlbHbIX
PYyHKUMM Yy BonbHbix MO, Llenamm Tepanunm aBnaeTca yBenndeHme obbeMa nerkmnx, nogaep-
YKaHKe rMbKOCTU MblLL, FPYAHOM CTEHKM (pacKpblTe obbeMa Nerkmx), MoMolLLlb Npw Kallune
ana 3OGEKTUBHOM OUMCTKM OblXaTeNbHbIX MyTEW M NpefocTaBieHne HEMHBa3MBHOM MM UHBA-
3MBHOM NOOOEPXKKM ObIXaHUA B HOYHOE U OHEBHOE BPEMS.

HABIIOOEHUE U NPEAYNPEXAEHUE (PUCYHOK 10)

HauHWTe c exxerogHoro nocelleHmns Bpada-nysibMoOHON0ra cpasly nocsae nocTaHoOBKWM AMarHo-
33, M KaK MOXHO ckopee npoBeanTe dbyHKLUMOHanbHble Npobbl. Mpoba BKAOYaET n3MepeHue
POPCUPOBAHHOM KN3HEHHOM €MKOCTM Nerkmx (OXXEST, MakcMMarnbHbIM 06beM BO3ayxa, KO-
TOPbIN YeNOBEK MOXKET BblAOXHYTb MOC/e MaKCMMarbHO rnybokoro Baoxa). [Npoby nposoaaT

B paHHEM BO3pacTe, YToObl pebeHOK MpuBbIK K 060pyaoBaHMIO, @ Bpay CMOT YCTaHOBUTb MUC-
XOOHbIV YPOBEHb AblXaTellbHOW CMOCOBHOCTM.

Korga Bbl yyKe He CMOXKeTe XOOUTb CaMOCTOATETbHO, MOocelleHMe MyIbMOHOMI0Ora OOSIXKHO
MPOUCXOANTb, KaK MUHUMYM, Kaxxable 6 MecaueB. OCMOTP O0/KeH BKAOYaTb GYHKLMOHAb-
HYIO MpPoby ¢ n3MepeHreM OXXEJT, MakcMManbHOro gaeneHns dasbl BOoxa (HaCKObKO CUMbHO
Bbl MOYETe BOXHYTb BO34YX), MAaKCMManbHOro OaBneHmnsa ¢as3bl Bblgoxa (HACKOMbKO CUMbHO
Bbl MOXKETE BbIAOXHYTb) 1 MaKCUMabHOWM CKOPOCTU Bblaoxa rNpw Kawne. MynbMoHonor éyaet
OTCNeXXMBaTb U3MEHEeHUE 3TUX NoKa3aTeslen BO BpeMeHMN.

MOMMMO MPOoYEro, OLLEeHKa A0/MKHA BKIOYaTbh M3MepeHMe HACbILLEHUSA KPOBU KUCTOPOOOM
MpPW MOMOLLM MYyNbCOKCMMEeTpPa (SpO2- n3MepsaeT KMcnopoa

B Balllel KpOBU, Koraa Bbl 600pCTBYyeTE), a TakXKe M3MepeHMe YPOBHS YIMEKMCOro rasa B Kpo-
BU (PetCO2 / PtcCO2 — 3MepsieT ypoBeHb YIMeKWCroro ra3a B KpoBW, Moka Bbl 6oapcTayeTe).
Mpn 6eCNOKOMHOM CHe, YTPEHHWX FOMTOBHbIX BOMAX UMM Ype3MepPHOM YCTanocTy MOryT rnoTpe-
6oBaTbCH MCCeaoBaHUa OblXaHWAa BO BpeMd cHa. Takoe UccnenoBaHue oLeHMBaeT AblxaTe b-
Hble QYHKLMK 1 YPOBEHb KMCopoaa W YINEKMCOro rasa B KPOBW HOYbLO.

- CBoeBpeMeHHaa BaKUMHaUMA OT MHEBMOKOKKOBOM I/IHCbeKLLI/Il/I (I'IIOOTI/IB I'IHeBMOHl/Il/I) n exxe-

rogHad npmBmBKa OT rpunra (peKOMeH,D,yeTCFl B Bnage MHbeKUWW, a He Ha3aJ1bHbIX Kal'le}'lb)
MOMOryT npenynpeonTb 3Tn l/IH(beKLJ,l/IOHHbIe 3aboneBaHus.

HpOﬂ,Oﬂ)KMTeﬂbHOI;I 60Me3HM C NerkMm BocnaneHmem BePXHWUX OblXaTesJ1IbHbIX I'IyTel;I;
Heobbl4yHOM YCTanoCT N COHNMMBOCTU Ha MPOTAXEeHNN OH4A;

- OObllWwKe, ecnun BaM C TPYAOOM yOaeTCd rnepeBeCT AblXaHe NN 3aKOHYNTb npeasjioxXeHune,

FoNMoBHbIX 609X C YTPa UM Ha NPOTAXKEHUM OHS,

Mpo6neMax co CHOM, YacTbIX MPOBYXOEHUAX, TPYAHOCTAX C MPOByXKAeHMEM, HOYHbIX KOLLMapax;
Ecnu Bbl MpocbkinaeTech C ydalleHHbIM cepauebueHmemM unm ¢ TpyAoM nepeBoauTe AbixaHue;
MpobnemMax ¢ KOHLUeHTpaumuen BHUMaHWa JoMa UMK B LLUKONE.

BUAbl BMELWWATE/NNbCTB (PUCYHOK 10)

CyLLecTBYyeT HECKOJTbKO CMOCco60B NoaaepXmBaTbh GYHKLUMOHANbHOCTb NTErKUX.

MoykeT 6bITb MONe3HO NMPUMEHATb TEXHUKW ONF YBETUYEeHUA KONMYecTBa BO3ayxa, KOTopbI
ronafaeT B flerkue nyTeM pacTaXkeHua AblXaTebHbIX MbiLLLL, -MOCPeACTBOM MyHBOKOro BAOXa
(packpbiTre obbeMa Nnerkmx).

Mpun ocnabneHmm Kawnga NpUMeHaIoT pyYHoe MK MexaHn4ecKoe cpeacTBO MOMOLLM —OT-
KallunumBaTesb, YTO MO3BOMAET OUUCTUTb AbIXaTellbHble MYTW OT CIN3M U BaKTepUin. DTO CHMXKAET
PUCK BO3HUKHOBEHUSA MHEBMOHMUN.

- Co BpeMeHeM BaMm I'IOHa,EI,O6I/1TC¢I BCromMorates/ibHad BeHTUI9UME BO BpeMd CHa (HeI/IHBa3l/IB—

Haga aByxdaszHaa BeHTUNauma nerkmnx, HABJT) 1 no3xke npu ycyrybneHmm CUMMNTOMOB — OHa
MOXKET MNOHaAA06UTbCA U B AHEBHOE BpeMs.

MNoHavany NPUBbIKHYTb K 060pYy00BaHMIO BCMOMOraTelbHOW BEHTUNALMM MOXKET ObITb TpY.-
Ho. CyLLIeCTBYIOT pa3Hble TUMbl KOMMMEKTaUMin (Macku, 3arybHmnkmM). BaxkxHo nogobpaTth TaKyto,
KoTOpada MoaxXoAMT MMeHHO BaM. Bpay-nynbMOHOMON MOMOXET BaM B noabope noaxoasaLlemn
KOMMAeKTaumm.

BcrnomoraTtenbHasa BEHTUNALMA MOYET TakXKe OCYLLECTBNATLCA NMyTeM BHeApeHUs TPYOKM

B Tpaxeto Yepes OCHOBaHMe LWeu (TpaxeocToMMyeckada Tpyoka). Takow MeToa cymTaeTca MH-
Ba3MBHbIM. CIOXHO AaTb O[HO3HAUYHYIO peKoMeHaaLLMto, Koraa CTouT npmberaTb K JaHHOM
npouenype. PelleHne ByoeT NpMHUMaTbCA BaMM U BPaYOM-MySIbMOHOTOMOM.
BbllLeyKa3aHHble BMellaTeIbCTBa ob6neryaT abixaHWe U Mo3BOoNaT M36exkaTb OCTPON pecrnumpa-
TOPHOM UHDEKLIMN.

- Cnegure 3a CBOeBpeMeHHOPI BaKLMHaLUMeN, BKItoYas BaKLUWMHY OT MHEBMOKOKKOBOM MHCI)eK—

LU N exXXeroaHyo npmBuMBKY OT rpumrina. BonbHbIM MblLLEYHOM ,D,l/ICTpOCbl/IeIZ [rolleHHa peKo-
MeHOyeTCHa NMpmMBUMBKa OT rpunra B Bae MHbeKLMN, @ He Ha3al/ibHbIX KaMe/slb.

- Ocoboe BHMMaHWMe OblXxaHWIo yaenatoT Npu npoBedeHmMm onepaum (cm. Pasgen 15).

Mpn MHOEKLUMOHHbBIX 3aboneBaHMaX AblXaTeNbHbIX MyTe Ha3HavyatoT aHTUBMOTUKIK, a TaKxKe
pPYYHble U MexaHUYeckMe cpeacTsa 19 NoMOoLULM Npu Kalune (oTKalunmeaTesb).

BynobTe BHUMaTENbHbI MPW OOMNONHUTENbHOM BBEASHMM KMCNopoaa; ybeamtech, YTo MeaunLmH-
CKUI nMepcoHan npuMeHaeT ABYXPasHyo BEHTUNALMIO NErkKnx M BHUMaTeTbHO KOHTPONMpPYET
Balll ypOBeHb yrnekmcrioro rasa (CO2).
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12. KAPOUOJTIOMMYECKUUN KOHTPOIJ1b
(PucyHok 11)

CTagma caMoCTOATENTbHOM XOOb-
6bl Cepaue — 370 MbiLLLLA, Ha KOTOPYHO TOXe BIMAET MbllleYvHaa aucTpoodumsa [diolleHHa. 3abone-

e BaHWA CepAeYHOM MbiLLLbl M3BECTHbI Mo 06LLIMM Ha3BaHMeEM «kapamoMuonatuas. Mpu MOL
KapOoMmoMuronaTma BO3HWKAET Kak CrIedCTBME HEXBATKM OMCTPOobMHa B cepaedHOM MblllLLe.

Pa3 B rog: OXXEJ] Osaxkapl B ron; OXXEJT, MakcMManbHoe aaeneHune dasbl BOoxa KapavoMuonaTmg Bbi3biBaeT HapyLLeHWe cepaeydHbix GyHKLMI, MepepacTatolliee Co BpeMe-

/ BblOOXa, MaKCMMaribHas CKOPOCTb BblAoXa MNpu Kallfe, Hacbl- HEeM B CepAeYHyto HeoCTaTOYHOCTb. CyLLECTBYIOT Pas/iMdHble CTeMeHW cepaeyYHon HegocTa-
LLeHME KPOBM KMCNOPOOOM, NapLmanbHoe AaBneHmne yrnekmc- TOYHOCTU, M MPU PErYNAPHOM NocelleHNMN Kapamonora U MeanKamMeHTO3HOM Teparnmm C TakUMm
foro rasa. AMArHO30M MOMHO MPOXUTb MHOIO J1eT. Llenbto KapAnonormyeckoro koHTpona npyu MO
aBndeTca paHHee BbiaBeHMe 1 TedeHre NaToNornm cepaedHom Mbllllbl. K coykaneHuto, npo-
6r1eMbl Cc cepaueM MoryT cebs H1KaK He NPOoSBAATb M OCTaBaTbCA HeAMarHOCTUPOBAHHbIMM.
Mo 3ToM NpUYMHE C MOMEHTa MOCTaHOBKM AMarHo3a Bpay-Kapamonor OoMKeH BOMTY B Bally
rpyrny no yxomay.

NccnepoBaHuWe cHa (kanHorpadusa) ona obHapy>KeHUs MpU3HaKoB CUMHAPOMa O6CTPYKTUBHOIO
arnHo3 CHa UM HapyLLEHWS ObIXaHWUA BO CHe.

Buobl BMeLLaTeNbCTB HABNMIOOEHUE

BakuWHa OT MHEBMOKOKKOBOW MHOEKLMK 1 exxerogHasa npuBMBKa MPOTMB rpunna MHaKTUBUPO-
BaHHOW BaKLMHOW.

MNocelwanTe Kapanoiora, Kak MMHUMYM, pa3 B rof, C MOMEHTa MOCTaHOBKU AMarHosa, Uam, no
peKoMeHaaLMmn, Yalle.

[] - NiccnepoBaHue dyHKUMIW cepLa BKItOUaeT anekTpokapamorpaduto (KT, kotopaa perncrpu-
pyeT M3MEeHEHMe CepaAeYHbIX MEKTPUYECKMX MMMYNbCOB), aXOKapanorpaduio (MccnegoBaHme
< 60%. MopdONOrnyecknx N GYHKLUMOHaNbHbIX M3MeHeHUM cepaua) u MPT cepfla (BbICOKOTOUHOE

— n3obparkeHMe BCex CTPYKTYP cepaua, BbiasnaeT drnbpo3 nnm pybLeBaHme).

NMoMolLLb Npu Kawne npw nporHosmnpyemomrt MXKEJST < 50%, - XKeHwmHbl-HocuTenn MO AOMKHbI MPOXOOUTb KapAMonormyeckme NccrneqoBaHng Kaxkable
MaKC. CKOPOCTb BblOoXa Npu Kalne < 270 N/MUH, UK Makc. 3-5 neT (Mnw yalle, ecnm ecTb pekoMeHpaumm).
naBneHume dasbl Bbigoxa < 60 cm H20.

JIEMEHUE
BcrnomoraTtenbHaa BEHTUAALMA BO BpeMa CHa (Mpeanoytu- - MpwveM NpenapaToB Ha4YMHaOT MPU MepPBbIX NpU3Hakax Grbposa cepaeYHOM MbllLbI (Ha
TeNbHO HEUHBA3MBHAA) MPW CUMMNTOMAaX MMMNOBEHTUAALMM UM CHUMKax MPT), cHWMKeHWa cepaeyHbiX GyHKLMI (CHUMYKeHHaa dpakumsa BbiI6poca, Ha CHUMKaX
HapyLeHWIN ObIXaHWS BO CHE; MPT unu axokapauorpamme) nnum c 10-neTHero Bo3pacTa, LaXke eC/in BCe MoKasaTeNnm B HoOpMe.
nporHosunpyemasa OXKEJT < 50%, makc. gaBneHre dasbl Booxa < - B KayecTBe Tepanunm NepBon MTMHUKM Ha3HAYaAOT MHIMOUTOPbLI aHMMOTEH3UMHMPEBPALLAIOLLEro
60 cM H20, nnun ncxoOHbIN ypoBEeHb MpK MPoby>KOeHUU: HacCbl- depmeHTa (AMND — NU3UHONPWA, KANTOMPWI, 3HaNaNPUI 1 T.A.) U 6NOKATOPbI PEeLEenTOPOB aH-
LeHWe KPOBU KUCIOPOLAOM < 95% unum napumnanbHoe gaBne- rmoteH3nHa (bPA-no3apTaH). JaHHble NpenapaTbl PaclUMpsatoT KPOBEHOCHbIE COCyabl, BbIBOAA-
HWe YrMeKMcnoro rasa > 45 MM pTyTHoro ctonba . LMe KPOBb U3 cepaLa, a 3Ha4YUT cepALly He MPUXOANTCS CUMbHO COKpPaLLaThecs, YTOObI Mepeka-

UMBATb KPOBb B OPraHm3M.
- Opyrve npenapaTbl, TakMe Kak 6eTa-b6okaTopbl, 3aMeanatoT PUTM cepAeUHbIX COKpaLLEHWN,
BcnomoraTtenbHaa BEHTUAALUMA B AHEBHOE BpeMd; AHEB- nosBonaqa cepaly 6onee addeKTUBHO MepekavmBaTh KPoBb. MpU NporpeccupytoLlen cepaey-
HOW YPOBEHb HaCbILLEHNA KPOBM KMCIOPOOOM < 95%, HOWM HEAOCTAaTOYHOCTU Ha3HaYaloT ANYPETUKM (3aCTaBNAIOT OPraHM3M M36aBIATLCA OT KULOKO-
M NapuuanbHoe AasneHmne CO2 > 45 MM pTyTHOTO CcToN63, CTW, COKpallas o6beM KPOBU, 3aMedNAd PUTM U CHUXKAA MHTEHCUBHOCTb CepAeYHbIX COKpallle-
WAV TPU HanMuMmM ofblLLKM NP MPOo6yXOeHUN. HW).
- AHOManbHbIM CePAEYHbIN PUTM, BbISIBI€HHbIW Ha DK, MOOeXMT CPOYHOMY UCCeqoBaHMIO
W nedeHmto. CoxpaHmTe Konmto K MCXOoQHOro YyPOBHSA NPW HOpManbHOW GYHKLMK cepaLia.
- XONTepOBCKOE MOHUTOPMPOBaHKWE NPeacTaBnaeT cOH60M HernpepbIBHYO PerncTpaLmio aneK-
PucyHok 10. HabstogeHve 1 KOHTPO/Ib BPAYd - My/1bMOHO/I0rd TpOKapaMorpaMmbl B TedeHUe 24 N 48 4acoB; ero MpoBoadaT NPW NOAO3PEHUM Ha HapyLle-
HMA cepaedYHoro pyTMa.
- YacToe cepauebueHme n/mnu nanbnutaumm (CnydamHble aHoMalnbHble cepaeyHble cokpalle-
HMA) PachpPOCTPaHEeHbl y oAel, XXUBYLLMX C [JIOWLEHHOM, U 06bIYHO He OMacHbl, 04HAaKO, 3TO
MOYET CBUOETENbCTBOBATb O 60/1ee cepbe3HbiX MpobnemMax, KoTopble A0MKHbI 6biTb AMarHo-

CTNPOBaHbl KapaOMoJTOroMm.
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- Ecnu Bbl CNbITbiBaeTe CUMbHYIO, HEMPOXOOALLYO 605b B pr,D,HOI;I KIEeTKe, 3TO MOXXET CBMae- A
TeNbCTBOBATb O MOPaXXeHUM cepua. HemMegneHHo O6paTI/1Ter B CKOPYHO HEOT/TOXHYHO MNMo- 130 )KEnynOLI H 0' KM I-IJ Eq H bl M TPAKT
MOLLb.

- Y NaumeHToB, MPUHMMAIOLWMX CTEpOUObI, HeO6XO,EI,MMO KOHTPO/TMPOBAaTb BO3MOXHble rno6oy-
Hble BO3OeWNCTBUSA Ha cepge4YHOCOoCygUnCTyro CUCTEMY, HanpuMep, rmnepTeH3nto (BbICOKoe KpoO-

BAHOE JaBMeHMe) U rMNepXxonecTepuHEMUIO (BbICOKUIA YPOBEHb XONecTepmnHa); Heobxoamma HMTGHMe, rrioraHmne 1 gpyrmve I‘IpO6J'IeMbI
KOPPEKTUPOBKA 4O3UPOBKU CTEPOUAOB MAM Ha3HAaYeHUa AN OONONHUTENBHOIO eYeHUs (CM.
Ta6bnuua 2). CI)KeJ/iyao4YHO-KHLLe4YHbIM TPAKTOM
J:l,l/larHo3 O6CﬂeﬂOBaHMe HocuTenem
SKEHCKOro Nona B pa3Hble BO3pacTHble Nepuoabl BaM MOXET MOHaA06UTbCA MOCETUTL CeayoLWmMX CrneLm-

OnpepeneHne NCXo4HOro ypoB-
HA NPU NOCTaHOBKe AMarHo3a: OLeHKa paboThi cepaLa aIMCTOB: ONETOJ10Ia, ¢M3I/1‘-IGCKOFO TeparneBTa, ioronena, OTOpMHOMAPUMHIosora n raCtpo-

ML\ KADANONOra: B CTapLUEM IOHOLLIECKOM SHTeponora. MpobneMbl ¢ NULLEBaPUTENbHOM CUCTEMON Y 60MbHbBIX MbILLIEYHOM ONCTPO-
Y bl el ' duren [oleHHa cBd3aHbl C U3BbITOYHbIM UM HEAOCTAaTOUYHbIM BECOM Tefa, XPOHUYECKUM

3aboneBaHuns cepala B aHa- Bo3pacre: >

MHese; . MPT cepaLa 1 cocynos; 3aMopPOM M PACCTPOMCTBOM roTaHua (amncdarma).

CSRASARIEIA EIRRIMIFRIESER - NPV HaNWMYUM CUMMATOMOB

, N NpPK BblaBIeHNU

bu3MKanbHbIn ocMoTP KOHTPOJ1b MUTAHUA (PUCYHOK 12

SJ/IEKTPOKapAnorpaMma; NaTonormim Ha CHUMKaXx,

HenHBa3MBHadA BMN3Yyasin3aLNA: o

sxoKapauorpadus (< 6-7 ner) ﬁii’;g‘;ii?o‘?ggz_ CepTUdULMPOBaHHbBIN OMETONOr MOMOXET OnpenenTb HeobxoonmMoe BaM exxegHeBHoe

MPT ceppua (= 6-7 neT) BaHUI; KOMMYEeCTBO Kanopum nyTeM pacyeTa sHepreTUMYecKkmx 3aTpaT B COCTOAHMM MOKOSK, YYUTbI-
ecnuy NaTonorum He Bbl- Bagf POCT, BO3pPacCT N YpOBEHb aKTUBHOCTW.
siBNleHo, obcnefosaHve - [MpaBUIbHO COCTaBIEHHbIN PALLMOH MOMOXXET MpeaynpeinTb KaK OXMpeHue, Tak 1 ge-

NpPoBOOAT Kaxkable 3-5

dMunT Beca.
neT.

- BaykHO, UTO6bI Balll BEC UM MHAOEKC Macchl TeNna Haxoauncsa B npenenax ot 10-ro go 85-

E)>xeropHoe o6cnepoBaHue cep- o o
A A = rO MPOLEHTWUS MO MNPOLIEHTUIBHOM LLKaNe B Ballel cTpaHe (pasaesn pecypcos).

nequ-cocyp.MC'roﬁ CUCTEMDI o o
CUMMTOMA- YBEMUMBaIOT 4acToTy - 3pgopoBag, cbanaHcUMpoBaHHaa AMeTa C pa3sHoobpasHoM NuLLen HeobxodMMa ON9 Mof-
3aboneBaHus cepala B aHa- »>  Tuec > obcrnenoBaHunit OepXXaHma 300Pp0BbA; MpPaBMia 340POBOro NMUTaHWUA ANda BCEM CEMbM MOYXHO HAaWTK Ha
MH o o .
G)Mi::le}(aanbll?l ocmoTp koe :AeeH”M”eKaMeHTOBHoe ne Pa3NMUHbIX pecypcax, Harnpumep no cebinke (https:/www.nhs.uk/live-well/). B nto6om
SneKTpoKapAMorpamMma Ccny4ae npm CocTaBNEHUM MPOorpaMMbl MUTaHMUA MPOKOHCYNBTUPYMNTECH C AMETOSTIOMOM.
HewnHBasnBHasa BM3yanusaLms - YoenawuTte ocoboe BHMMaHue aneTte npun rnoCtaHoBKe ANarHo3a, 0COBeHHO B Hadvane
| npvemMa CTepounaoB, Npw notepe CNocobHOCTU K CaMOCTOATEIbHOMY MepeaBuMyKeH Mo
i i l M MPU NOSaBIEHUM NPOoBIeM C rmoTaHunemM.
- MNMoTpebneHre 0OCTaTOUYHOIO KOMMYECTBa YXUOKOCTV MOMOXET N3bexaTb 06e3BOXKIMBa-
CTamns CaMOCTORTENbHOM XOALGEH! 1 Mo3aHas cTagus NpPU OTCYTCTBUM Xvpypruyeckasa ornepaumsa HW4, 3arnopa r||oo6r|eM C NMNoYKamMmmn.
PaHHSS CTagus MPU OTCYTCTBUM CaMo- CaMOCTOATENbHOM X04b0bI . 2nektpokapauorpadus N HeuHsa- - Mpwn VI3J'II/1UJHeg Macce Tenua peKOMeHJZI,)iPOT CHU3UNTb I‘IOTpe6ﬂeH|/le Kanopunnm n ysenunm-
CTOSITENbHOM XOAE6bI . KOHTPOMMPYIOT HapyLIEHMs 3MBHas BU3yannsaLms 40 npose- YNTb YPOBEHb ©6e30MacHoOn d)l/l3|/ll-|eCKOl/| AKTUBHOCTW.

. byHKUMI cepaLa; cepaeyHas AeHund onepaumm. - [acTponapes, UK 3a4ep>XKa ONMOPOXKHEHUS XeyaoKa, Pa3BMBAETCA B CTapLUeM BO3pac-
Sy;”gg;’iarg”ﬂe cepAta, Kak MAHK- HeLOCTaTOUHOCTb TPYAHO AUArHO- : gs:f;.;VJEEHﬁ;{ﬁ:::;;yﬁ;ﬁ Te W CTAHOBUTCS MPUYMHOM 60MEBbIX OLLYLLIEHUM NocAe NpMeMa NULLN, a TakKe TOLLHO-
HaHaUIOT MHIGUTOPbI aHMHO- f(;mHayiTj:::.Ha e e meor NMEIOT MOBBILLIEHHBIA YPOBSHS Tbl, PBOTbI, MOTEPW anneTmTa M CKOPOTo YyBCTBa HaCbILLEeHMA.

TEH3MHMNpeBpaLlatoLero pepmeH- pMTM’; Py PA pUCKa, CBA3aHHbIW C aHecTe3nen. - HeoxxmnoaHHaqa noTepd BeCa MOXXeT CBMNAOeTe/IbCTBOBATb 06 OCNOXKHEHUAX B Opyrmx cum-
Lie"‘Hgaz:ag‘;gj’j'giierg?ozzz2:;‘"' . M3BecTHble BUAbI Tepanuu cepaey- cTeMax OpraHoB (HanpumMep, cepaeyHO-CoOCyaNCTON UM OblXaTeNbHOW).
’ HOW HeOCTAaTOYHOCTU. . |_|po6ﬂeMbI C MOTaHMeM TakKXXe MOTIyT BbI3BaTb NMNOTEpPHO BeCa. OwneTonor n oTopmHona-
PUHIONOr AOSIXKHbl COBMECTHO pa3paboTaTb rniaH NUTaHng, HanpaBneHHbI Ha Mof-
PucyHok 11. HabrwogeHue, oLeHKA M KOHTPO/Ib BPAQYQ-KApPAMO10ra AeprkaHue unm Habop Beca.

KOHTPO/1b INMOTAHUNA (PUCYHOK 12)

Cnabble nuLeBble, YeTtoCTHbIE M FOP/IoBble MblLLLLbl CTAHOBATCH NMPUYMHOW HapyLLEeHMA
rnoTtaHua (omcdarmm). Mo NprYrMHe HEKOPPEKTHOM pPaboTbl MoTaTeNbHbIX MblLLLL, AMcda-
FMa MOXKET MPUBOAUTL K achmpaLnm (MPOHUKHOBEHMUIO KYCOYKOB MULLIM B OblXaTelbHble
MyTW), YTO MOBbILLAET PUCK MHEBMOHUUN. [lncdarng pasBmMBaeTcd NOCTEMNEHHO, Ha Havarb-
HbIX 3Tanax eé TPy4HO pacro3HaTb. 1o 3ToW NPpUYMHE, CUMATOMbI AMCHarnn KOHTPONMPY-

OT MPU KaXXOoM rnocelleHn Bpada.
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CUMMNTOMbI AUCDOATUNUN

- OwyuleHme, 4To NMLLA «3acTpsaa B ropnes.
HeoxkmpaaHHaa notepa 10% Maccol Tena nnu 6onee Mnm 6esycrnellHble MonbiTKKM HabpaTb BEC
(Moka Bbl pacTteTe).
MpureM Nuum pactarmsaetcd 6onee YeM Ha 30 MUHYT, U / UK MPUEM MULLM COMPOBOXKOAETCA
YCTanoCTbtO, CIIOHOTEYEHUEM, Kall1eM, MornepxmBaHMEM.
Heo6bsaACHUMBbIW crag NerodHom GyHKLMU MK XKap HEN3BECTHOM STUOMOTMKM MOTYT OblTb MPU-
3HaKaMK acnmMpauUMoHHOM MHEBMOHUU UM MHEBMOHUM, BbI3BAaHHOM MonagaHneM >XMUOKOCTU
B /lerkoe.

BMELWWATEJIbCTBA NP ANCDATNUN

Mpn NOABAEHUM BblLLEYKa3aHHbIX CUMMTOMOB MPOBOAAT KIIMHUYECKME aHanM3bl M PEHTIeHOo-
rpaduto.
Mpn NoABAEHUN HapPYLLUEHWW MMOTaHMA Bpay JO/HKeH COCTaBUTb MHOMBWAOYaAbHbIV Tepanes-
TUYECKUM M1aH MO MaKCUMaNbHOMY COXPAaHEHMIO roTaTeNbHbIX GYHKLMNA.
Ecnu noTpebneHue NULLKL U )KUOKOCTW Yepe3 poT 60/blue He MPeacTaBnsaeTcs BO3MOXHbIM, TO
paccMaTpMBatoT HEOBXOAMMOCTbYCTAHOBKM rAaCTPOCTOMDbI.
- MoapobHo obcyamTe PUCKK U MPenMyLLecTBa BBEAeHWS racTPOCTOMbI.
- CyLLecTBYyeT HECKObKO CMOCO60B YCTaHOBKM FAacTPOCTOMbI. [1pU MPUHATUMK
peLUeHMs YY4UTbIBatOT PUCKM, CBA3AHHbIE C MPOBEAEHMEM OMepaLLMy Noa aHeECTE3MEN,
1 COBCTBEHHbIE MoXenaHusa naymeHTa.
- CBOeBpeMeHHasa yCTaHOBKa racTPOCTOMbl MOMOXKET MOoTPebNaTb AOCTaTOYHOEe Konnye-
CTBO Kanopumn.
- Ecnu rnotaTenbHble MblLLbl CUMTbHbIE, HAaNTMYME FaCTPOCTOMbI HE O3HAYAET, YTO Bbl HE
MOXETEe eCTb MULLY, KOTopad BaM HPaBWUTCA. OTa Mepa BCEro NMLLb MOMOXET BaM MoTpe-
61aTb LOCTAaTOYHOE KOTMYECTBO MUTATENbHbIX BELLECTB U Kaniopuii 6e3 McUxonormyeckoro
Hamps>KeHU4a.

OuEeHKA NMUTAHUSA, FOTAHUA U APYIrMX acrnekros

Mpu ka>xpom noceweHnn spaua
* OLeHKa cepTMMLMPOBAHHOrO AVETOsOrA
* KOHTpOs1b Macchbl Tefa v pocTa; ANA MaLMEHTOB, HE CMOCOGHbIX CAMOCTOATENbHO
XOAUTb, MPUMEHAIOT a/lbTepPHaTUBHbIE CMOCO6bI M3MEPEeHNA PocTa
Kaxxnbie 6 mecsues
KoHTponb Ancdarnm, 3anopos, ractpossodareanbHoit peditokcHol 6o1e3HN, 1 racTponapesa

E>xxeropHo
AHanus cogepkaHus 25-ruapokcy ButammuHa D B cbiBOpoTKe KpoBu
OueHKa exeHEBHOrO NoTpe6ieHns KanbLys

v v v v
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3AMOP U TACTPO330DATEAJIbHAA PEDJTIOKCHAA BOJTIE3HDb (MPB)

3anop u ractpoa3odareanbHas pedrntokcHasa 6one3Hb (06ycioBneHHada CMOHTaHHbIM, pery-
NAPHO MOBTOPAOLLMMCSH 3aBPOCOM XeyAo4YHOro CoKa B MULLEBOI M3BECTHA KakK U3ora, Npw-
BOOMUT K MOPaXKeHUIO HMYKHEro otTaena nMeBoaa) — 3To ABa Hambornee pacnpocTpaHeHHbIX
PacCCTPOWCTBA »Kenyoo4YHO-KULLIEYHOro TpaKTa y tofen C MbllleYyHo aucTpoduen JoueHHa.
3anop aBgeTCa PacnpoOCTPaHEHHOW »anobow 1 3a4acTyto 3Ty »Kafioby UTHOPUPYIOT, MOSTOMY
BaYHO 06CYAMTb PaboTy KMLLEUYHMKA CO CheLmannMcTaMmn U3 Ballen rpynnbl mo yxoay. CBoeB-
peMeHHble Mepbl MOMOTYT U36eXaTb BO3MOMXHbIX OCTOXHEHMUM, HEeraTUBHO CKa3blBaOLLMXCA
Ha KULLEYHMKE.

- CnabuTenbHble cPeAcTBa U Apyrve NeKapcTBa MoryT 6biTb 9ddeKTUBHbI. MPOKOHCYLTH-
pyMTechb CO CBOMM flevallM BpadoM, Kakoe crnabutenbHoe NofovaeT MMEHHO BaM U Kak
LO0Mro ero criefyeT nNpuHuMaTh. ClabuTenbHble cpencTBa 6bIBatoT O4eHb pasHble.

- Y6eamTech, YTO Bbl BbiNMBaeTe 4OCTAaTOUHOE KOMMYECTBO BOAbl B AieHb. MOBbILLEHHOe MOo-
TpebneHne KNneT4aTkn ycyrybmuT CUMMATOMbI, €ClTU MPWY 3TOM Bbl HE YBETNUYMUTE O6BEM Bbl-
MMBaeMOM XXMOKOCTU. [MeTonor AoMKeH OLueHMBaTb YPOBEHb NoTpebneHna nMTaTebHbIX
BeLEeCTB M »XUOKOCTU MPW KaXKAoM MNocelleHMn, 0oco6eHHOo Mpur 3anopax.
racTpoa3odareanbHblin pedioKe (M3)Kora) nedaT npenapaTamMm, CHUXKAOLLMMM KUCIOT-
HOCTb »Xenyaka. VX Yalle BCcero HasHa4datoT naymeHTamM, NpUHUMatoLWKMM CTepPOUabl UK
buchocdhoHaTbl.

- YXo[ 3a MNOMOCTbIO PTa BCerada BaykeH, 0COBeHHO Npu nepopanbHoM rnpmreme 6ucdochoHa-
TOB. PeKoMeHOaLuu Mo yxoay 3a MosiocTbio pTa NpmuBeaeHbl B Pamke 5.

Mpwn cnabbiX YeNMOCTHBIX MbILLLL@X MOXET BO3HMKAaTb YCTaNOCTb MPU XXeBaHMM, YTO MOXKET
CKa3aTbCs Ha YpOBHe NoTpebneHus Kanopuii.

PAMKA 5. PEKOMEHOALIUU MO yXOAy 3A No/i1oCTbiO PTA

- JTTioaun, XX1BYyLLIME C MbllLeYyHOM ancTpodumen [doleHHa C paHHero Bo3pacTa Jo/K-
Hbl MOceLlaTb CTOMATOI0ra € OnNbITOM fledyeHna NnaymeHToB ¢ M. CtomaTonor
OO/MKeH NpegocTaBnAaTb BbICOKOKaQUYeCTBEHHOE ledeHne 1M MogaepXXmBaTh 300p0-
Bbe MoniocTu pTa. OH JONMYKEeH OCO3HaBaTb Pa3NMuKsa B Ppa3BUTUK CKeneTa 1 3yboB
y 60nbHbIx M/, a TakKe CoTpyaHMYaTb C OMbITHbIM M XOPOLLIO 06pa3oBaHHbIM
OPTOAOHTOM.

- YXo[ 3a MoMOCTbio PTa HampaBieH Ha NpodunakTUKy 3aboneBaHMiM 3y60oB U Mof-
epXKaHue rmMrmeHbl pOTOBOM MOMOCTU.

- Ba)KHO 0By4nTb poauTenem 1 cneumnanmcToB yxoay npaBuibHOM YMCTKe 3y6oB, TaK
KaK YBEMMMYEHHbIM A3bIK M OrpaHMYeHHOe OTKPbITUE PTa 3aTPYL4HAIOT 3TOT MpoL,ecc.

- MHaomBuayanbHo nogobpaHHoe obopynoBaHMe ONa nogaep»KaHua rmrmeHbl no-
NOCTW pTa NpurobpeTaeT ocoboe 3HaYeHMe Mo Mepe Toro, Kak ocrabeBatoT MblLLULLb
KNCTEW, PYK, YEMIOCTU, PTa U LLEWN.

CumnTombl gucdarum * [ToTeps mMaccbl Tena unm CopepaHue 25- MoTpebneHue KanbLys
06e3BOXMBaHNE rnapoKcu BuTamvHa D HIKE PEKOMEHyeMoii
* HepoctatouHoe nutaHvie <300 Hr/mn CYTOYHOW HOPMbI
* Acnupaumsa
e Nncoarna
ObpalLatoTca K cneyyanvcty PekomeHaytoT BBEAEHME JNleueHne PekomeHaytoT noBbICTb
MO HapyLUEeHVAM peun; racTpOCTOMMYECKON He[OCTaTOUHOCTH YpOBeHb MoTpebneHys
NpoBOAAT BUAEO TPy6OKYM BuUTamMunHa D KanbLyiA C NLLel, B TOM
dnoopockonuio yuncne B BUAE NULLEBO A06ABKN

PucyHok 12. OLeHKA v KOHTPO/1b MATAHMS, ITIOTAHUS M APY X PACCTPONCTB XKe/1yd0YHO-
KWLLEYHOIro TPAKTA
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HOCUTENbHO OMarHo3a, ec/iv y Bac €CTb BOMPOChI, TO OYEeHb Ba)KHO MOYYUTb Ha HUX OTBETHI.
MpW Ka)xaoM noceLleHnM cneLmanmcta no HePBHO-MbILLIEYHbIM 3a601€BaHMAM Bac JO/KHbI
PAMKA 6. KOHTPOIJ1b PEYU
CMPOCUTb O CUMMTOMaX TPEBOrM 1 genpeccuu, dopmanbHo Un B dopMe Becefbl, U, B Crydae
BbldBNEeHMA MpobrieM, BaC HEMeOIeHHO JOMXKHbl HanpPaBKWTb 3a MOSyYEeHMEM OLEHKM U1 Nnede-
HWS K COOTBETCTBYOLLEMY CMEeLMannCTy.

- CyLLECTBYIOT XOPOLLO OMMCaHHble MOAENN Pa3BUTUA MAaTONMOMMIA Pedn MpPn Mbi-
wedyHon amctpodmm AdioweHHa, BKtoYada NpobremMbl ¢ pa3BUTHUEM A3bIKOBbIX Ha-

BbIKOB, KPaTKOBPEMEHHOM BepbanibHOM MaMaATbio U GOHOMOrMYeckom obpaboTKoM

peveBo MHPOPMALMU, @ TaKXKE MOHMMKEHHbBIM MHTENNeKTyallbHbIM ypoBHeM (IQ)

N TPYOHOCTSX B O6YYEeHUN. PAMKA 7. NAMATKA OJ19 CEMbM

- DTO KacaeTcqa He Bcex ntogen ¢ MO, HO crniefyeT y4MUTbIBaTb PUCK BO3SHUKHOBEHWSA

LeTam npolle 3agaBaTbh BOMPOChI, €CNU poaUTENTN MPOABIAIOT OTKPbITOCTb N TOTOB-

1 MPOBOLANTL CBOEBPEMEHHOE BMELLIATENbCTBO. HOCTb Ha HUX oTBeYaTb. OTBeYalTe Ha BOMPOCH! OTKPbLITO, HO COOBPAa3HO BO3pacTy

Mpyi NOAO3PEHMM Ha PacCTPOCTBO Peun, 3a OLIGHKOM 1 ledeHnem obpatlatores pebeHkKa, M MocTapanTech He BbIXOAUTL 38 PaMKW MOCTaBNEeHHOro Bonpoca. Mbl Mo-

K COOTBETCTBYOLWEMY CHELNANINCTY. HMMaeM, UTO 3TO CITOXKHbIN Pa3roBop. VHMLMATUBHbIE FPyMMbl MOMOLLM U MepCcoHan

- HeTam ¢ 3aiepXKKOI PasBUTUSA PeUw, a Takke APYTVM NauneHTaMm ¢ ocnabneHHb- BalLe 60MbHULIbI HANPABAT WU NPeaOCTaBAT MHPOPMALIMOHHbIE pecypcbl. TakyKe, OHM

MU MbILILAMM PTa 1 / MK HEPa36oPUMBO PEUbIO, HEOGXOAMMbI YIIPAXHEHNS AA MOMOryT HalTN Hanbonee NoaxoAsLLEro crneLManm1cTa Ana NnpoBeaeHus 6ecen,.

MBILLLL, 3aenCTBYOWLME peHb 1 apTUKYNALNIO. BarkHO, 4TO6bl YeoBeEKY C MbllLeYHoM ancTpodmein AolleHHa oKasbiBanach rncu-

- Korpa m3-3a I'Ip06ﬂeM C ObiXaTeJ/ibHbIMN MblLlLULL@MWN CTaHOBUTCH BCe CJTOXXHEE pPa- XocoLManbHas 1 SMOLMOHabHas NoaaepPyKKa, OO4HaKO He credyeT 3a6bIBaTb, yTo

306paTb peyb, KOMMEHCKMPOBaTb HEAOCTATKN MOMOTYT YIPaXXHEHWS AN rofoca OMNarHo3 BANGET U Ha BCIO CeMblo. PoauTteniu, 6paTbha U CECTPbI MOTYT TaKXe U30/MpPOo-

N MUKPODOHHbBIE YCUNTUTENN,. BaTbCA OT 06LLECTBa M BMacTb B Aenpeccuto. PacckasbiBalTe BpadaM, Kak MayT aenay

- MopymaiiTe 06 1cnonb3oBaHMM BCOMOraTeNlbHOro yCTpoMCTBa BbIBOAA Peul BalLel ceMbU, U MPOCUTE PEKOMEHA0BaTb CreLmanimcTa, eCiu YyBCTBYETE, UTO KO-

(cHTe3aTOpa peyn), “KOMMYHKMKaLMOHHAA NMOMOLLb rofilocoBoro curHana” (VOCA) My-N60 M3 Ballel ceMbi HeobxoarMa NpodeccloHanbHas NoaaepKa.

MOXXET ObITb MCMOMb30BaHa B 1t060M BO3pacCTe, eC/iM B 3TOM eCTb HeobXoaMMOCTb. CyLLECTBYIOT HECKOMBKO LLUMPOKO MCMOMb3yeMblX BUAOB BMeLLaTeNbCTB B PaMKax

- Jloronepamnyeckyie Npobnembl MOryT NPUBECTM K TOYAHOCTAM B LIKONE, HO C HUMM ncuxoTepaneBTUYECKOM MOMOLLN. K HMM OTHOCKUTCS 0ByUeHWe poauTenelt cnpasnsThb-

MOXHO CMPaBUTLCA NPV NMOMOLLM HafIeKaLLen OUSHKIM 1 BMELLIaTe/IbCTBa. Csl C TPYAHbBIM MoBegeHUeM 1 KOHGAMKTaMU, MHAMBUAYaNbHas UM ceMenHan Tepa-

NnnMya, KOppekKund rnosegeHM4. ﬂpVIKJ'Ia,D,HOPI aHalTn3 noBegeHMd MOXXET NMoMOYb C orpe-

OeneHHbIMU NPOoABIeHNAMM MoBeAeHWS ayTUCTUUYECKOrO XapaKTepa.
lMonesHbln pecypc B BennkobpuTaHmm: PYKOBOACTBO MO MblLLEYHOM ANCTPODUM

14. nCMXOCOL"MAn bHAA I-IOMOLI_"b [ioleHHa, nog penakumen OykaHeT HockuHe (https://Mmww.jkp.com/uk/a-guide-to-

duchenne-muscular-dystrophy-2.html).

XM3Hb C MbllLeYHOM ancTpodmen [doleHHa MoyeT 6biTb CrioyHa JTtogam XusyLimm ¢ MO v nx
CeMbAM KpanHe HeobxoarMa rncuxocolmanbHaa M 3MoLMOoHanbHaa nogaepXka (pamka 7). Ncuxo-
coumarnbHble NpobneMbl MOMYT BO3HUKHYTb B /1t060M MOMeHT. O693aTeNlbHO COobLLMTe rpyrnre rno
yXofy ecnm noaBaTca Kakme nnbo U3 Hke NpuBedeHHbIX Npobnem:

- TPYOHOCTb C CoLManbHbIMU B3aMMOOENCTBUAMK WU/ oBpeTeHmneM apy3en (coumanbHana

He3penocTb, NNoXMe colnanbHble HaBbIKK, M3BeraHmne Uam M3oN9LMa OT CBEPCTHUKOB). OLLEHKA (PucyHok 13)
MpobneMbl c obydeHMnem.

- YacTble ccopbl UMK BCMECKM 3MOLKUK, NpobreMbl C noBefeHUeM; HEKOHTPONMPYEMbI THEB ExkerogHasa ncuxocoumanbHas oLeHKa O0MKHa Y4UM-
MW nedans. ThbiBaTb KOrHUTUMBHOE Pa3BUTKE, pedeBoe pa3BuTHe,
MOBbILEHHbIN PUCK HEWPOMOBeAEHYECKMX HapYyLLUEHUM, a TakXKe HapyLUeHMIN HeMpPOopa3BUTUA, 3MOLMOHAaNbHYO adanTaLmnio, KOppeKLMIO moBeaeHMs,
TaKMX KaK pacCTpoMCTBa ayTUcTUYeckoro criektpa (PAC), CUHOPOM rMrepakTUBHOCTU U Aedu- KOMMYHWKaATUBHbIE HaBblKW U Apyrie acnekTbl. He Ka-
unTa BHMMaHua (CIOB) 1 obceccnBHO-KOMMYNbCUBHOE paccTponcTteo (OKP). »xaoas 60nbHKMLIA MMeeT AOCTYM KO BCeM rMepeYncrieH-
Mpob6remMbl ¢ SMOLMOHaNbHOM aganTaumen, 6ecrnokoMcTBO 1 / Unn genpeccus. HbIM BMOAaM OLEHKM 1 BMeLLIaTeNbCTB, OHAaKO MNyCTb
He UrHopupymTe ncuxocoumanbHble M SMOLIMOHaNbHbIE acMekKTbl, TaK KaK OHW aBNFOTCA 3TU peKoMeHAaL MM MOoCNy»KaT BaM PYKOBOACTBOM

Ba)XHOWM COCTaBNAIOLLEN BalLlero 300p0oBbs. ECNM Bbl MepexkmBaeTe Unm HecrnokoeTechb OT- NcUxocoumanbHOM MOMOLLN.
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OueHKa

BMellaTenbcTBa
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CTagus caMocToAaTeTbHOM
XoObObl, AETCTBO

YCTaHOBKa UCXOAHOMO YPOBHS B
FlepBbIl;I rof nocsrie roCTaHoOBKM

HeﬁpOﬂCMXOﬂOFMHeCKaﬂ oueH-
Ka ONn4 BbigB1EeHNA KOTHNTUB-

Helponcuxonornyeckas oLleHKa
npu yxyoweHUn GYHKLUNOHANbHO-
CTU UM CMOCOBHOCTM CoBepLUaThb
noBcefHeBHble aena.

OvarHosa. HbIX NPo6ieM 1 TPYAHOCTEN C
o6y4YeHreM Npn HU3KOM ycrne-
BaeMOCTU B LLKONe.
HeMponcuxonormnyeckasa oLeH-
Ka Npu Nepexone BO B3POC/yo

OueHKa pa3BuTUSA (<4 NeT) nnm
HeMponcuxonormyeckasa oLleHKa
(<5 neT) Npun 3agepXKKe KOrHu-
TWUBHOIO PasBUTUS UM SMOLMO-

HalibHbIX npoGneMax. YKU3Hb

OueHKa creuuvanucTta no naTosno-
TMAM peydn Mpu NoAo3PEeHNM Ha
3aeprKKy eé pasBnTnd

OueHkKa creumanmcra no naToso-
rMAM pedn Ond NauneHToB C Hapy-
LWEHHOM CrMOCOBHOCTbIO FOBOPUTD,
YKeBaTb UK C Ancdaruen.

OueHKa coumanbHOro pa6OTHl/I— OueHka I'IOTpe6HOCTe§I nauneHTa 1 ero ceMbk colManbHbIM pa6OTHMKOM.
Ka Npu NoCtaHOBKe ONMarHo3a 1

nanee no HeobxoAMMOCTU.

McuxoTepanin 1 / Unu ncrxodapMakonormm Npm PaccTPoMCTBax NCUXMYECKOro 340P0BbS.

dopMarnbHoe 06yCTPOMCTBO MecCTa B LLIKOSEe C y4eToM 6e30MacHOCTM U
KoMdbopTa; NPOMNYCK 3aHATUI NO NPUYMHE BONe3HN.

HenpepblBHOE 06pasoBaHMe, 0by-
yeHue nNpodeccuu No MHANBMAY-
anbHOM NporpamMme 0 22-1eTHero
BO3pacTa.

OBycTponcTBO paboyero MecTa.

[ocTaHOBKa Lienen Ha byayliee,
UTO KacaeTcs obpas3oBaHMa U
npodeccun.

MpenocTaBNAOT POAUTENAM PecypPChl ANa MHPOPMUPOBAHMSA LLIKOMbHbIX
yumTenewu, WKOMbHbIX MCUXOMOMOB M OCTaNlbHOro nepcoHana o6 ocobeHHo-
ctax MOMO.

[MpenocTaBNAT POAUTENSAM U MALMEHTY pecypchbl Ana MHOOPMUPOBaAHUA
cBepcTHMKoB o M.

Ob6pallatoTcs K MCUXoory npm HeoBXoaMMOCTU TPEHMPOBKM KOMMYHUKa-
TWUBHbIX HAaBbIKOB.

[MooLpsatoT akKTUBHOE BOBJIEYEHME MaumeHTa M ero CeMbM B XXU3Hb obule-
CTBa.

MoowpsatoT MHULMATUBHOCTb U HE3aBMCKMMOCTb NaLMneHTa.

OpraHusyoT AOMaLlIHUIN Meaun-
LMHCKMM yxoga,

MHd)OpMVIpyPOT naygneHTa 1 ero CeMbio O cpencrtBax nannmaTBHOM NMOMO-
L.

OpraHM3y|0T OOMONHUTENbHbIN yxon, Bblaendd BpeMd A4 OTAblXa TeEM, KTO
ero obblYHO OocCyllecCTBdeT.

PucyHok 13. NcuxocouymnasibHAs OLEHKA U BMeLLQTe/IbCTBA
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yXo4 v BMELWLWATEJIbCTBA

Bpay-kKoopaMHaTOP — 3TO KIOUEBOW YileH rpy bl MO yXoay, Yepe3 KOTOPOro MOXHO MOAYyUUTb
HanpaBneHue K crneunanmcTamM no npobaemMam ¢ NoBegeHneM colmanbHblM PpaboTHUKaM, Me-
ONLUMHCKMM KOHCYNBTaHTaM M crneumanmctam no naanmaTMBHOM MoMoLmn. Ecnv Balla KOMaH-
0a Mo yxo4y He BKJ/OYaEeT Bpada-KoopamMHaTopa, y3HamTe, KOMy CneayeT 3BOHUTb BHE MpUeEM-
Hble Yacbl B C/ly4ae BO3HWMKHOBEHMS BOMPOCOB U HEOT/IOXKHbIX CUTyaLLUM.

PaccKaykmnTe coTpyaoHMKaM LLKObl 06 0COBEHHOCTAX MbllLleYHOM AUCTpodmmn [iolleHHa, YTobbl
OHW MOMOIIN OPraHM30BaTb BaM JOCTYM KO BCEMY UTO HEOOBXOOMMO AN yCrewHoro obyyeHms
M y4acTua B XXM3HM 06LLeCcTBa U NMpUuobpeTeHuto byayLier npodeccmm.

Pa3pabaTtbiBag MHAMBUOYaNbHbIM MaH 00y4YeHUd, 300P0OBbS M YXOAQ, yYUTbIBaNTE BO3MOXKHbIE
npobneMbl ¢ obydeHUeM N KOPPEKTUPYINTE OENCTBUSA, KOTOPbIE MOIYT HAaHEeCTU Bpe[ BalluM
MbllWLAM (Hanpumep, YpoKn GUsKynsTypbl), ycyrybnaTte yToMmaeHue (HanpuMmep, NpeogoneHme
OJIMHHOM OUCTaHLKMK B CTOMOBYO M 06paTHO) UM CTaBUTb NOA, yrpo3y 6e30MnacHOCTb (Hampu-
Mep, Ha AETCKOM MIPOBOM NoLlaaKe).

rMoowpsamnTe MHULMATUBHOCTb, CAMOCTOATENbHOCTb M y4acTue B MPUHATUU peLleHMnin (0COBeHHO,
UTO KacaeTca peLUeHUM Mo MEAUNLIMHCKOMY yxoay). BaxKHbIM LLIAroM K aBTOHOMHOWM YKM3HU CTaHET
MPSAMOM OOCTYM K MeOMLIMHCKOMY MEePCOoHary, a He TONbKo Yepes poauTtenen (cM. Pasgen 17).
Pa3BUTME KOMMYHUKATUBHbIX HAaBbIKOB U HEMpPepbiBHOE 0by4YeHMe MOMOXET BaM HalTK pabo-
TY W CTaTb aKTWUBHbIM Y/1eHOM 06 LLecTBa.

MoMMUMo KoHTpona 6onu (PaMka 4), rpynna nanimaTrBHOM NOMOLLM NPefoCcTaBUT 3MOLMO-
HaNbHY U OyLLIEBHYO MOALEPKKY, OPraHU3YeT yXod, CMeHAA NMPU 3TOM UYIEHOB CEMbMU, BbICTY-
MUT NOCPEAHMKOM BO B3aUMOOENCTBMIM C BpavaMu, a TaKxKe MOMOXKET B MPUHATUMN MeaULLUNH-
CKUX peLleHU Ha OCHOBaHUM BalLMX Lienen.

MNCUXOTEPANMNA U MEOAUKAMEHTO3HOE JIEMEHUE

Ecnu Bbl UCMbITbIBaeTE HyBCTBO TPEBOMM UK CTpagaeTe OT AeMNpeccuit, BO3MOXXHO, BaM MOMO-
ryT aHTUOEMNPECCaHThI, BbIMMCaHHbIE MO peuenTy. TakMe npenapaTbl Ha3Ha4YaeT Bpay nocne
MOCTaHOBKW OMarHo3a.

15. 4YTO CJIEAYET YYUTDLIBATD B CJTYHAE
XUPYPITMYECKOIO BMELWATEJIbCTBA

MoryT BO3HUMKHYTb pasfinyHble CUTyaLMK, Kak cBa3aHHble ¢ MO, korga MoyeT noTpeboBaTbes
XMpyprmyeckoe BMeLLaTebCTBO MNOf aHecTe3nen (Hanpurmep, G1Uoncrua MblllLbl, KOppPeKLUsa
KOHTPaKTyp CyCTaBOB, onepaLa Ha MO3BOHOUYHUKE MM FACTPOCTOMMSA), TaK HE CBA3aHHbIX

C oMarHosoMm. Ecnm Bam TpebyeTca onepaumd, CyLecTBYeT Lenbli psan 0ocobeHHOoCTe N, KoTopble
OOMKHbBI ObITb yUYTeHbl B Llenax 6e30nacHoCTy.

Onepaumio HY)KHO NPOBOAMUTL B BOMbHMLE, FAe MepCcoHasn XopoLo 3HaKOM ¢ 0COb6eHHO-
CTAMMU MblleYHoM gncTtpodum OdioweHHa, U roToBbIM caenaTb Bce BO3MOXXHoe A4 6naronpu-
ATHOrO TeYeHUa 1 Ucxoda onepaunmn. NMoadbrpatoT «CTPECCOBYO» 03y CTEPOUOOB. PEKOMEH-
OaLMn Mo JO3MPOBKe CTEPOMOOB B Upe3BblYaMHbIX CUTYaLMAX MOYXHO HaMTK B MPOTOKOe
npuema ctepomnaos nMMeHn Mu-Oxen Hrukonodda Ha cante www.parentprojectmd.org/pj.

Bce ntoau, XXuByLLME C MbllLedHoM Anctpodumein [oleHHa NoaBepKeHbI PUCKY pabaoMm-
onusa. PabgoMmonms pasBMBaeTCa B pe3yibTaTe MacCUBHOMO paspyLUeHMa MbllL,. MNopaykeH-
Hble MblLLLLbI BbIASNAOT B KPOBOTOK MUOMMOBUH 1 Kannii. MUOrMOGUH MOXKET MopaykaTb MOYKM
M BbI3bIBaTb MOYEYHYO HEQOCTATOYHOCTb; M3ObITOUHbLIW Kanni onaceH Ana cepaua. Beuay pucka
pabaoMuonmsa, NPUHMMaoT 0cobble Mepbl MPEAOCTOPOXKHOCTU MPU NPOBEAEHMI onepaLLnm
rnop aHecTesmel y 6onbHbix MO,
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Hu Npu KakMx 0BCTOATENbCTBAX HEMb38 MPUMEHATE CYKLIMHUMXOMMH, TaK Kak OH Bbi3blBaeT pab-
OOMUONUS.

V36eratoT NpUMEHeHUd MHrangaLUMOHHOro HapKo3a BBUOY MOBbILLIEHHOIro pUcka pabaoMmonisa.
Be3onacHbIMY CHUTAIOTCA aHecTeTUKM |V MoKoneHms.

- OCTOPOYKHOCTb TpebyeTca Npu MpUMeHeHUKM Nboro Braa aHecTe3nn y 60nbHbIX MO/,
- Cnucok 6e3onacHbIX M Hebe30MacHbIX aHeCTETUKOB MOXHO HalTU Ha calTe PoOuTenbCcKoro

nMpoeKTa MbilleyHon ancTpodunm www.parentprojectmd.org/Surgery
HanoMHUTe MegULIMHCKOMY NepcoHasny 0 HEOBXOAMMOCTU OCTOPOXKHOTO MPUMEHEHUS KMCNOPO-
na (cm. Pazgen 11).

- C 6onbluoM OCTOPOXXHOCTbIO MPMMEeHAIOT OnmaThbl, 1 Apyrme ceaatmBHble CpeCTBa M MMNOpe-

JTaKCaHTbI, TaK KaK OHUA BOBﬂ,ePICTByI-OT Ha 4aCToTy M Fﬂy6l/IHy OblXaHW4A, 3aMendd ero 1 gead

«
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16. 9KCTPEHHAYA MOMOLILb

Ecnn BaM Heo6xoamMMo 06paTUTbLCA B BOMbHULLY 3a MolydYeHreM CPOYHOM MeaMLIMHCKOMN Mo-
MOLLW, MPUMKUTE BO BHUMaHKWe cneaytollme daKTopbl.

- OCHOBHOW fleYvallMi Bpayd Uamn crneLmanmncT Mo HePBHO-MbILLEYHbIM 3a6o/1eBaHNaM O0MKeH
MO3BOHUTb B 6OMbHWLLY M NpeayrnpeanTb O BalleM MpubbITUn.
Ecnu Bbl OKa)XeTecb B OTAe/IEHUN HEOT/TOMHOM MOMOLLIM, 06493aTe/IbHO MO3BOHKUTE crieLmanm-
CTY MO HEPBHO-MbILLEYHbIM 3a601€BaHNAM UK TpyMre Mo yxoay.

- O6bACHWTE MepCcoHany, YTo Bbl CTpadaeTe MbllledyHoM gnctpoduein dioleHHa, pacCKaXknTe,
Kakue Bbl MPUHKMMaeTe 1eKapcTBa, COOBLLNTE O BO3MOXKHbIX OCMTOYXHEHUAX AblXaTeNTbHOM UK

6oMee NOBEPXHOCTHbLIM. CepAeYHO-COCYAUCTOM CUCTEMDI, U KakMe Bpadn 06blUHO 3aHUMAIOTCH BalLWM fledeHneM.
MOCKOMbKY MHOTVE MEOULIMHCKME COTPYAHUKM HE 3HAKOMbI C CYLLIECTBYIOLMMU CTpaTErnmamMum
BeOeHUS MbllledyHon guctpodbunim OdroleHHa, HeobxoarMMo pacckasaTh 0 3a6oneBaHuK, o Mpo-

OOJTIKNTENTbHOCTU N OXXMNOaeMOM KadecCTBe XXU3HUM NMaluneHTa.

Kapauonormnyeckasa nomMolub

KOHcyﬂbTMpyl;lTer C KapanornoroMm nepen no6bIM XNpyprmnyeCknm eMelllaTe/ibCTBOM
AHECTE3MONOMM OOMKHbI YHUTBIBATb, UTO 60onbHble MO nooBep>KeHbl PUCKY cep,n,equVI OeKoMMneHcauum npm onepaunn.
Cepbe3Hoe XxMpypruyeckoe BMeLLaTeNbCTBO:

MHDOPMALMUS B CNTYYAE OKA3AHUSA 9KCTPEHHOW NOMOLLMU

- MaUMeHTbl C MAO MMEOT MOBbILLEHHbIN PUNCK Pas3BNTUA Cepﬂ,e‘-IHOI;I HeOJOCTaTOYHOCTU MpK NpoBedeHN Cepbe3HbIX ornepa-

(WZ17 Bcermga HocuTe ¢ cobon KapTO4KYy, COCTaB/TIeHHYO cneumnanmncTtoM no HepBHO-MblLLEeYHbIM 3a-
- 1O onepaLmnu HEOBXOAMMO CAENATb SXOKAPAMOrPaMMy U 3NEKTPOKaPLNOrPaMMy. 60ﬂeBaHI/I¢IM, rgje B KPaTKOM BMOe YKa3daHa CaMad HeO6XOJ:|,|/IMa¢I MeONLUMNHCKad MHCbOpMaLLI/IQZ
Heb6onblloe XMpyprmyeckoe BMelLlaTeIbCTBO: + ONArHo3;

-y nNaumneHToB C HOpMaJ'IbHOPI d)yHKLI,MeVI cepfla NnpoBOoOAT MNOBTOPHOE NCCeaoBaHWe, eCnu npedblaylilee npoBoanioCb
6onee 1roga Hasag.

- CMUCOK NPUHMMaEMbIX MEONKAMEHTOB;
pe3ynbraTbl HeAaBHUX MCCcNenoBaHMM GyHKUMM cepaLla v Nerkmx;
peunanBMpytoLlMe 3aboneBaHna B aHaMHe3e (HanpuMep, MHEBMOHUSA, cepaedHada HeqocTa-
TOYHOCTb, KAMHW B MOYKax, racTponapes (3ageprkka ONoOpPOXKHEHWA enyaKa);
KpaTKoe onmcaHme nepBoHavaribHOM OLEHKM 1 Tepanmn.
MHpopMaLmio 0 TOM, YTo ciieQyeT AenaTb B Ype3Bbl4aMHOM CUTyaLMKM, MOYKHO HAWUTK
B MPUTOXXeHWM A9 CMapTPOHOB PoanTeNbCKOro NpoekTa MbllleYHoW ANCTPodUM (WWW.
ParentProjectMD.org/App), a Takyke Ha canTe https:/duchenneemergency.co.uk/.

KoHTposnb AbiXxaHUSA

I'Ipe;:l,onepau,MOHHaq TPEeHNPOBKa 1 nocrneonepaunoHHOe NCMNOoJ1b30BaHWe CpenCTB NOMOLLNM Mpu Kalunie

- BcnomMoraTtenbHoe o6opyaoBaHme Npu Kalune Heo6xoAMMO MaLmMeHTaM C Make. CKOPOCTbIO Bblaoxa MNpu Kalne <270 n/
MWH WX MaKc. AaBneHmem ¢asbl Bbigoxa < 60 cM H20.

MpenonepaLmMoHHasa TPEHMPOBKA M MocrieonepaumoHHoe NCrnob3oBaHMe HEWHBa3MBHOWM BEHTUNALMN

- HenHBasmBHasg BeHTUNAUMA HeobxoamMa naumeHTaM ¢ OXKEST ncxogHoro ypoBHs <30%. r |
- HemHBa3nBHasa BEHTUAALMA CTPOro NokasaHa naumeHTam ¢ OXKEJ1 <50%. -
He cnenyeT NpyMeHATb OMNONHUTENBHO K1ciopon 6e3 0qHOBPEMEHHOIO UCMOb30BaHUA HEVHBA3MBHOM BEHTUNALIMN. PAMKA 8. OCHOBHbDIE ACTIEKTbI B C/TYHAE HEOT/10)XKHOU

MoByauTensHas cnmpoMeTpua HeabdbeKTUBHa y Ntodel co cnabbiMu OblXaTeNbHbIMU MbILLLIAMU, CYLLLECTBYHOT NpeanodTu-
TelNbHble anbTepHATUBbI.

noMoLum

1. Bo3bMuTe € cOBOM MepcoHanbHYO KapTouKy C OCHOBHOW MeaMLMHCKOM nHbopMa-
AHecTe3uqa Lmen (MOXKHO HanTu Mo ccbinke https:/www.musculardystrophyuk.org/) v mokasbi-

CTporo nokasaHa BHyTpVMBEeHHasa obLaa aHecTe3ns BanTe Bpa4aM, MeacecCTpaM N aaMNUHUNCTPaUnNM 6on bHWLLbI.

CTporo npoT1BOMOKasaHbl 4eMNONapU3yoLLe MUOPENaKcaHTbl, Takme Kak CyKCaMETOHUA Xopua, BBUOY PUCKa CMepTerb-

Horo Mcxona 2. CBSIXUTECh CO cneumanmcToM rno HEePBHO-MbILLEYHOMY yXoOy nocrie repBoHa4vasib-

Pa6ooMUONN3 1 FUNepKaneMms. HOM OLEHKM 1 0bcyauTe nedyeHme.

- MauwmeHTbl ¢ MO noaBep>KEeHbI PUNCKY Pa3BnNTUNA pa6,u0MmonM3a npn NpMeHeHM MHrandumMOHHbDbIX aHEeCTETUKOB U/

3. MpepynpennTe Bpayen HeOTTOXKHOM MOMOLLM, YTO Bbl MPUHKMMaeTe cTepounabl.
CyKCaMeToHMNA Xnopuaa.

4. ECn eCTb BO3MOYXXHOCTb, BO3bMUTE KOMMIKM MOCNeOHMX MccnegoBaHni cepaLua
N nerkmx, Takmnx kak OXXEJ, K 1 OBJTXK.
5. Ecnum Bbl icnonb3yeTe annapaTt 41a NMOMOoLWM NpK Kawnie (OTaKWwAmBaTeb) Uam an-

- OCNOYKHEHWS pa6,EI,OMVIOJ'II/I3a 4acCTo MyTakoT CO 3/710Ka4yeCcTBEHHOM I'l/ll'lepTele/IeVI.

KpoBonoTteps

He pexkoMeHOyeTCca npnMeHeHune TMMNOTEH3UBHOW aHeCTe3UW ANa MUHKUMU3aLMN noTepn KpoBmM BBMOY reMOoNHaMUNHYeCKO-

napaT AByxda3HoM BeHTUNnaunm nerkmux (HMBJ1), Bo3bMUTE KX C COBON B BOMbHMLLY.
ro addeKTa B yCIOBUAX KapaMoMmonaTum.

6. Ecnmn Y BaC NMapgaet ypoBeHb KNC/10Ppo4a, nepcoHan OoJHnkKeH OblTb OUeHb OCTOPOXK-
B Lenax KoHTponga noTepu KPOBK pacCMaTPMBatOT MPYIMEHEHME CUCTEMbI AS19 ayToreMoTpaHCcdy3nm BMecTe C aMMHOKa-

MPOHOBOW MM TPaHEKCaMOBOWM KMCMOTOM. HbIM, OaBas KMcnopo 6e3 pecnmpaTopHOW NOOAEPXKKU (BEHTUNALMIN).

BonbHbIM M He noaxooaT nocneonepaumoHHblIe aHTUKOAryNaHTbl, TakKMe KakK rernapuH Ui aCrmimpmH. 7 ECHV] y Bac I_IepenOM HaCTaMBaMTe Ha pa3FOBOpe C BalLUUM ¢M3V|L|eCKV|M Tepa_

B uenax npenynpexaeHuns TooMbo3a ryOoKMX BEH MPUMEHSAIOT KOMMPECCUOHHbIE YyKWM C MPadyMpOoBaHHOM KoMMpeccuen.

MeBTOM UMK CMeLManmMCcToM No HepPBHO-MbllWEeYHbIM 3aboneBaHunam. CnegmTe 3a
nogasrieHneM CMMMITOMOB CUHOPOMa MpPoBoM aMmbonunm (CXK3). [Pasgen 9]

PucyHoOK 14. PekomeHOALuMM B C/TyHae XUPYPrm4eckoro BMeLIaTe/1bCTBA
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CTEPOUODI

NocTaBbTe COTPYOAHUKOB OTAENEHMA HEOT/TOXHOM MOMOLLM B M3BECTHOCTb O TOM, YTO Bbl HY-
YKOaeTecCb B eXXegHEeBHOM npmemMe cTepongoB. Paccka)kmTe, Kak 4oNro Bbl X NpUHUMaEeTe,

M YTO MOXET MPOU30MTK B Cllydae NponycKa oyepenHon 0o3bl 6onee YeM Ha 24 Yaca. Yrnoma-
HYTb O CTepomaax CTOUT Aarxke B TOM Cfly4ae, eC/iv Bbl UX MPUHKMMaM B MPOLLIOM.

OTO Ba)XXHO, TaK KakK:

« CTepounabl MOIyT ocnabuTb OTBETHYIO peaKL KMo OpraHM3Ma Ha CTpecCC, NMNoaTOMY B CllyHae 3KC-

TPEHHOWM CUTYaLMM MOTYT MOHAA0OUTbLCH «CTPECCOBbIE» A03bl CTEPOUOOB;

+ CTepounabl MOBbILLAKT PUCK Pa3BUTUA A3BbI XXelydKa. NepcoHan otoeneHnsa HEOTNOXHOM Mo-

MOLLWM OOJT>KEH 3TO YYUTbIBATh;
B peOKnX Criy4adXx MOryT NMPOoABUTbCA OCITOXXHEHUNA B OCTpOIZ cbopMe, CBA3aHHble C NMpmneMoMm
cTepounaoB. NepcoHan otoeneHmnsa HEOTTOXHOM MOMOLLM OOSIXKEH 3TO YYNTbIBaTb.

OYHKUUU CEPOLA

Bo3bMUTe Cc cOBOM pe3ynbTaThl MOCNeaHUX MccrefoBaHmMim GyHKLUMIM cepaLla (K, axokapamo-
rpamma, MPT-CHUMOK cepala). 9TO MOXKET OblTb MOMEe3HbIM,

HamnoMHUTe BpadaM HEOTNOXKHOM NMoMoLLmM, UTo Yy 6onbHbIX MO ntoboro Bo3pacTta Ha K Mo-
ryT ObITb OTKITOHEH WA OT HOPMbI; BO3bMUTE C COBOIM KOMUIO MOCeaHero nccneaoBaHumsa, ecnm
BO3MOXHO.

Bo BpeMa oCTpbIX COCTOAHMM BayKHO MOCTOAHHO KOHTPOMMPOBaTb GyHKLMM cepaLua, YToOb!
y6eamnTbCca B OTCYTCTBUU HapYyLLUEHWIN cepaeuHoro putMa.

AObIXATEJIbHbIE ®YHKLUU

Bo3bMUTe Cc cOBOM pe3ynbTaTbhl MOCNeaHUX MCcCrefoBaHMM GYHKLUMI Nerkux (bopcmnpoBaHHas
YKU3HEHHaA eMKOCTb f1erkix, ®XKEJ). 9To MoyKeT OblTb MOME3HbIM.

Bo3bMUTe c cobol B 6onbHMLY Ntoboe obopynoBaHMe pecrnnpaTopHOM MOMOLLM, KOTopoe

Bbl MCMoOMb3yeTe (oTKalunmeaTenb 1/ unu annapart AByxdasHom BeHTUNALMM nerkmx HVBI).
HactamBanTe, 4TOObI MepcoHan oTaeneHMsa HeOT/TOXHOM MOMOLLM MPUMEHaN UX NMPU NeYeHnu.
Ecnun Bbl foMa Ucnonb3yeTe cpeacTBa UCKYCCTBEHHOM BEHTUAALMM NErKnX, cneumnanmncTbl Mo
pecrnmnpaTopHoOW NogaepXKe OO/MHKHbI MOOAKMIOUMNTBCA K BalleMy fledeHuto.

- C 6onbluoM OCTOPOXXHOCTbIO MPMMEeHAIKOT OnaThl, Apyrme ceaatTMBHble CpeCTBa 1 MUNOpe-

NAaKCaHTbl, TaK Kak OHM BO3OEMNCTBYIOT Ha YacToTy U MyOuHY OblXxaHWd, 3aMeaniaa ero v genas
B6onee NoBepPXHOCTHbIM (cM. Pasgen 15).

MNPy HEOBXOOMMOCTU aHEeCTE3UNM, MPUMEHSAIOT aHecTeTUKU |V mokoneHna n nsberatoT MHranga-
LIMOHHbIX aHECTETUKOB; CYKLIMHUNXONMUH CTPOro MPOoTUBOMOKa3aH MNpu MbllLedHoW ancTpobum
OwouweHHa (cM. Pasgen 15).

Bo BpeMa 6one3Hn cnabocTb AblixaTerbHbIX MblLL, yCyrybnaeTcs, moToMy BO3pacTaeT PUCK
MNOABMEHUNSA OCNOXKHEHUMN. TaKMM 06pas3oM, MPU 3HaUYUTENbHO OCIabNeHHbIX AblXaTeNbHbIX
Mbl LU LAX:

- AHTUBUOTUKM MOTYT BbITb HazHauYeHbl A9 TedeHUa MHOEKLWW OblXxaTeNbHbIX NyTewn;

MokeT noTpeboBaTbCca pecrnmpaTopHasd NOMOLLb NyTeM HEMHBA3UBHOW BEHTUNALINN;

Mopavy KMcnopoda OCyLLECTBNAT C 60/1bLLOM OCTOPOXHOCTbIO (CM. PamMKa 9);
MpoaonmKuTenbHasgd HeMHBa3MBHAaA BEHTUAALMA B COCTOAHUM 600PCTBOBaHWS, NpepbiBaeMasn
Mo HeoBXoOAMMOCTH /19 OKa3aHMA MOMOLLM MPU Kallfle C UCMofb30oBaHMeM oTKaluvBaTens,
aBnaeTCcHd CTaHOaPTHOM MNPOoLeoyPOM NeYeHUsa pecrnmpaTtopHbiXx 3abo/1eBaHMM B paMKax okasa-
HNA HEOT/IOMHOM MOMOLLM.
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PAMKA 9. Kucnoreop - BHUMAHMUE!

- Mbl Bce gbilmnMm, BObixada kucnopog (O2) n Bblabixada yrnekmcnbii ras (CO2).
Nogada KMCMopoaa, B YCIOBUMAX CHUMXKEHHOM Nero4Hom GYHKLMK, MOXKET CKOMMpoMe-
TUPOBATb CTPeMJIeHMe OpraHM3Ma AblllaTb CAMOCTOATETbHO, U, KaK CeacTBue, Mpu-
BECTM K MOBbILUEHHOMY YPOBHIO YITMIEKMCAOTO ra3a (gbixaTeNbHblM aUnL03). DTO MOXET
OblTb OMAacHO M NOTeHLMANbHO NPEeACTABNATb YIpo3y A8 XKM3HW. [1ogada kMcnopoaa
OO/MKHA OCYLLEeCTBNATLCA C 6ObLION OCTOPOXKHOCTBIO, MPW BHUMATETbHOM KOHTpO1e
YPOBHS YITIEKUCIIOrO ra3a B KPOBMW.
Ecnmn ypoBeHb HacbIWEeHMA KPOBU KMCOPOAOM yran HuKe 95 % (cornacHo noka-
3aHMAM MY/IbCOKCUMETPA), TO MPOBEPSIOT YPOBEHDb YIMIEKMUCAOrO ra3a B KpoBuW. Npu
MOBbILLEHHOM YPOBHE YITIEKMCNOro ra3a B KPOBU HYXKHO MPUMEHUTb pPyYHble, Mexa-
HUYECKME N HEMHBA3MBHbIE CPEACTBA PECMMPATOPHOM NMOMOLLMA.
KoMmneHcUnpoBaTb HEXBATKY KMCNOPOLAA MOXHO C MOMOLLbIO HEMHBAa3WBHOW BEHTUNA-
unm nerkmx (HVBJ1) mpu 3ToM BHUMaTENbHO KOHTPOMMPOBATb ypoBeHb CO2.

INFNENES

NMEPEJIOMbI

Nroan, »kmeyLMe € MbllledHow ancTpodumen [dioleHHa NogBepXKeHbl MOBbILLEHOMY PUCKY
rnepenoMoB. MNepenoM HOMM MOYKET NoAoPBaTh CMOCOGHOCTb K CaMOCTOATEIbHOMY MepenBu-
YKEHWMI0, 0COBEHHO ecnn 3To yaaBanocbh C TPYAOM U 0 nepenoMa. CoobLimTe CBOen HepB-
HO-MbILLEYHOM KOMaHOe Mo yXo4y, B YaCTHOCTU dU3MYEeCKOMY TepamneBTy, UTO Y Bac Ciy4mnics
rnepenom, U Npur HeobXoOMMOCTU, OH CBSYKETCA C XMPYProM.

- Xypypruyeckaa GrKcauma, eCciiv 3To BO3MOXXHO B C/ly4ae Ballero rnepenoma, 4acTto npea-
MNOYTUTENbHEN HANOXEHMSA TMMNca A9 NaLUMEHTOB, KOTOPble MOIYT XOAUTb CAaMOCTOATETbHO
(BocCTaHOBEHME MPOUCXOOUT BbicTpee).

- YyacTue du3mnyeckoro TepaneBTa MMeeT pellatolilee 3HadeHue, YToObl BepHYTb Crocob-
HOCTb K CAMOCTOATENTbHOMY MepeaBMIKEHUIO KaK MOXXHO CKopee.

Ecnn cnomMaHHasa KOCTb — OAMH 13 MO3BOHKOB, U Bbl UCMbITbiIBaeTe 60O/1b B CriHE, 06paTnUTeCh
K opToneny M 3HOOKPWMHOMOrY 3a NofydYeHMeM Haanexkallero nedyeHma (cm. Pasgen 9).
Men MO cyulecTBYeT PUCK CUHAOPOMa XUPoBOM aMb6onnmn (CXKI), TpebyoLlMin OKa3aHMA
CPOYHOM MeguLUMHCKOM noMoLm (cM. Pasgen 9). HeMmeaneHHoO coobLinTe BpayaM HEOTNOXK-
HOM NMOMOLLMU, eC/IU Bbl NOJ03pPEBaETE XXUPOBYIO 3M60/IUI0. CUMMTOMbI CH3 BK/IHOYAIOT:
CnyTaHHOCTb CO3HaHUS U / UK Ae30preHTaLng;
HeobbluHOe NoBeOeHue;
YyalleHHoe ablxaHue U cepaLebuneHmne,;
OfblLKa.

NMEPEXOOHDIE 3TAIDbI

[To Mepe Toro, Kak Bbl FOTOBUTECH K 6onbluen He3aBNCMMOCTH, y'—H/ITbIBaI;ITe CBOtO r|0Tpe6—
HOCTb B MeJUMNLIMHCKOM yXxo[e. Kak mpasuno, CrnocobHOCTb OOCTUYb XXeJlaeMOrlo ypoBHA He3a-
BNCMMOCTU Tpe6yeT MOCTOAHHOIO U TWATe/TIbHOTO MJ1aHNPOBaHW4.
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NI1AHUPOBAHUE

Y)Ke C paHHero OeTcTBa Bpayu, yumTena 1 poanTenm gOMKHbI BOBNEKaTb BAaC B MPUHATME Me-
OVNLUMHCKUX peLleHnin U NaaHnpoBaHMe byayliero. YacTto nepexon Bo B3POCYO MU3Hb CO-
MPSH»EeH ¢ HEOBXOAMMOCTbIO CMEHUTb CreLmanmcToB, HabnoaaBLLKMX Bac paHee.

Bbl 1 Ballla ceMbs OOMKHbI Ha4aTb 060yMbIBaTb MaH Nepexofa oT Bpadyen-rneamaTtpoB Ko
B3POC/IbIM CrieLpanmcTamM Nno HePBHO-MbILLEYHbIM 3abo1eBaHnAaM K 12-TW rogam, ¢ ganbHen-
WM obeyxkaeHreM nepexoda U NnaHnpoBaHMa B Bo3pacTte 13 unu 14 net.

- MnaH gomkeH BKtoYaTb B ceba HeobxoamMMble BUAObI YCNYT, X MCMONHUTENEN U MCTOUYHUKIN
PUHaAHCHMPOBAHUS.
MnaH Nnepexoda Oo/KeH OCHOBbIBATLCH Ha BalLUMX MOTPEBbHOCTAX, MOXKeNaHUAaX U LIeHHO-
CTAX, KOTOpble BaXKHbl AS19 BacC 1 Ballen CeEMbM.
Balu nnaH gomkeH BKIYaTb B ceba pe3ynbTaThl, KOTopble BaXKHbl 415 Bac B YeTbipex obna-
cTax: obpasoBaHMe U paboTa (4eM Bbl XOTUTE 3aHMMATbCA), CAMOCTOATENbHAA XXN3Hb (FOe Bbl
XOTUTE YXUTb U C KEM), 300P0Bbe (TNUYHbIEe MPUOPUTETLI) M 0BLLIECTBEHHASA XXU3Hb (KaK Mpwu-
HMMaTb y4acTMe B XXU3HKM 06LLEeCTBa M 0OLLATbCA C APY3baMMK).

- JonrocpoyHoe GMHaHCOBOE MNaHunpoBaHMe.
FOpumonyeckoe ninaHMpoBaHME Ha MOMEHT, KOIrda BaM UCMONMHUTCSA 18 neT. 3TOoT pa3gen Mo-
YKET OTNIMYATbCA B 3aBUCUMMOCTM OT CTPaHbl MPOXXMBaHMA. MOYXHO BOCMO/1b30BaTbCs COBe-
TOM MECTHbIX MHULMATUBHbIX rpymnnmn.

KOOPAUHALIMA NOMOLLU (PUCYHOK 15)

Bpay-KoopanHaTop / MeAULIMHCKMIN KOHCYNLTaHT / colmanbHbit paboTHUK ByayT Cy»UTb
rMaBHbIM UCTOYHUKOM MHGOPMaLMM O BUOax Tepanum 1 yxoda npu MbllleYHOoM ANCTPO-

dun OoleHHa. Bpad-koopamnHaTop NocrnocobCTByeT B3aMMOOENCTBUIO Mexay rpyrnmnow no
HEPBHO-MbILLIEYHOMY YXO[y, OCHOBHbIM f1evallM BpadvoM, ceMben 1 06LecTBoM. OH TaKKe
MOOCKAXET, KaKue NbroThbl CYLLECTBYIOT, M MOMOXET C NpuobpeTeHmneM HeobxoanmMoro obopy-
[0BaHMA. B OTCYTCTBMM Bpada-KoopamHaTopa UK CoLManbHOro paboTHMKa yXoO MOXET CTaTb
dparMeHTUPOBaHHbIM, PeKOMeHdaLUMM OCTaBNEeHHbIMKY 6e3 BHVMaHMW4, a MOTPeBbHOCTU Hey-
[OBNETBOPEHHbBIMU.

MEONUMNHCKAY NOMOLUDb

MNnaH nepexona OoO/MKeH BKOUYaTb B ceba HernpepblBHOe HabntogeHMe negmanpuyeckon
KOMaHOoM A0 TeX Mop, MOKa Bbl HE YCTAHOBUTE KOHTAKT C Fpynrnon Bpayvewn, cneumnanmsanpyto-
LLIMXCA Ha B3pOCbIX NauMeHTax. KoopanHaTop nepexona Ao/mMKeH OKa3aTb BaM cofencTame
B CAMOCTOATE/TbHOM YN paBieHWM NoyYeHneM MeanMHCKOW MOMOLLW, MPeaoCTaBleHnM Ha-
npaBneHn K HYXXHbIM crieanmctamM 1 ybeamTbcs B nepefade NMYHoM MeaunLMHCKOM KapTbl.
- C paHHero Bo3pacTa crieflyeT nooLpaTb pebeHka NpuHMMaTh y4acTme B becenax o 300po-
Bbe, M B KOHEYHOM UTOre (He no3xke 14-neTHero Bo3pacTa), MO3BOAATb NOCeLaTb Bpaden
CaMOCTOATEbHO.
Korga Bbl HauHeTe NPOoABIATb 3aMHTEPECOBAaHHOCTb M CMOCOBHOCTb OTCTaMBaTb CBOU MH-
Tepechbl Mo YacTu NONYyYeHUa MeULIMHCKOW MOMOLLM, TO Bbl FOTOBbI Ha4aTb Mepexon oT
CEMENHO-OPUEHTUPOBAHHOIO NegmMaTpUYecKoro Noaxoaa K naumMeHT-opueHTUPOBaHHOMY
B3aMMOOEWCTBUIO.
FOHOLEen, HaUMHAOLWKMX B3POC/bIX, 3a4aCTyO BOHYIOT AeMKaTHbIE BOMPOChI, Bbi3blBato-
me AMCKoMdOpPT, TPEBOrY 1 YyBCTBO pacTepsaHHOCTU. TakMe BOMPOChl cneayeT obcy»kaaTb
HampPsaMyto C rpynnon MeauLUMHCKOM NOMOLLW. TakKMM 06pa3oM Bpaym CMOryT MOHATb, CY-
LecTByeT /1M MoTPebHOCTb B AOMONMHUTENIbHOM yXoAe UK MoaaepxKKe.
Bcerna obecyrkaanTe ¢ Ballen HepPBHO-MbILLIEYHOM KOMaHO0M Mo yXody COBCTBEHHbIE LieH-
HOCTU U NpeanoYTeHMa B MaHe 300poBba. PoauTenu 1 Bpadn NoMoryT C npeaBapuTeb-
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HbIM COCTaBJ/iIeHVMEM TJ/1laHa Ha MOMEHT, KOIr'a BaM HOTpe6yech NMEPMHMMATb KJTto4YeBble
peweHnd B niaHe MeOMLIMHCKOM MOMOLLM npwn rnepexone BoO B3POCNYHO XXN3Hb.

OBPA3OBAHUE U NPODECCUA

Ocob0ro BHMMaHMA 3aciy»KMBaeT NnaHupoBaHue obydeHna 1 npnobpeTeHmnsa npodeccmnm no
OKOHYaHUK cpeaHel WKombl. COTRYAHUKM LLKOMbI, CMeLManmCTbl-NpodKOHCYIbTaHTbl 1 Bpa-
UM OONMXKHbI MOMOYb C BbIBOPOM HamnpasneHud. He Kaxkabl BbibUpaeT NpoaoixKaTe obydeHne
rocrie WKOfbl, MO3TOMY MpPOorpaMma exeqHeBHOW 3aHATOCTM Jo/MKHa 6biTb OPUEHTHPOBaHa Ha
BaLLW LIe/IM U XKeNaHWa U OO0NYKHa OCHOBbLIBATLCH Ha BalLUWX CUMbHbIX CTOPOHAX U TanaHTax.

- O6eykaeHMe fanbHenwero o6pasoBaHMg AOMKHO MPOBOANTLCA KaK MUHUMYM eXXerofaHO,
HauMHaa ¢ 13 fIeT, U BKIOYATb OLEHKY BalUUX TNUYHbBIX CUMbHbBIX CTOPOH U MHTEPECOB, YUMTbI-
Bad BalUy NOTPEBHOCTU U LIENN.

Ba)KHO COCTaBWUTb M/aH, KOTOPbIN ByOeT coxpaHaeT 6anaHc Mexay BallMMY MeOULIUHCKM-

MW MOTPEBHOCTAMM, BpeMeHeM A5 OTAbIXa W MPaKTUYeCKMMK BOMpocaMiu, KacaloLmMMmncs
rnoceLleHMa LWKOSbl, akaJeMnYeCKMX CTaHdapToB 1 TpeboBaHUI K paboTe.

BaykHO 0603HauYMTb pecypchbl A9 NPUobpeTeHMa HeoBXoaMMOro 060pPYOOBaHMA, a TakKe

cpencTBa NnepeaBuyKeHus.

- OYeHb BaXXHO AaTb BaM BO3MOXHOCTb BECTW MPOAYKTUBHYIO, MOMHOLEHHYIO, MPUHOCALLLY IO
YOOBNETBOPEHME KU3Hb B COOTBETCTBUM C BaLLMMM BO3ZMOMHOCTAMMU.

OOMALUHWUN BbIT U EXXEQHEBHAA MOMOLLb

Mpu Nepexone BO B3POC/YIO KU3Hb onpeaenute ana cebsa swenaeMblin ypoBeHb He3aBUCK-
MOCTU, 1 BUAbI PECYPCOB 1 MOMOLLM, KOTOPbIe MOMYT BaM MoHagobutbes Ans obecnedeHmna
OMNTUMaNbHOMO YPOBHHA CAMOCTOATENBHOCTU. B MiaalleM Bo3pacTe exkefHeBHYI0 MOMOLLb

BaM MpenocTaBigna CeMbsl, B3POC/ble MauMeHTbl YacTo NpeanodmTatoT HaHUMaTb OBCY»KM-
BalOLLMM MepCcoHas Co CTOPOHbI. ACCUCTEHTbI B LLUKOSIE MOMOTYT C F’MIMeHon, MprueMoM MULLK,
nepemMelleHneM, a TakxKke 6a30BbIM MeOULMHCKUM YXO40M. AreHTCTBa HagoMHOro 06CyKMBa-
HUA NPEeOoCTaBAAIOT KBaTMOULIMPOBaHHbIE YCNyrn no 6onee NpoaBrHYTOMY yxoay. YaHauTe y
crieymanmcTa rno HepPBHO-MbILLIEYHbIM 3a60M1eBaHNAM O OOCTYMHbIX BapuaHTax.

BBuay 3anyTaHHOM 1 YacTo dparMeHTUPOBaHHOM CUCTEMbI MOMOLLM UHBaNMOaM, BaM
MOXET NoTpeboBaThbCs KOHCYNMBTUPOBaHME Mo GUHaHCaM 1 rnpaBaM Ha MbroTbl. HepPBHO-MbI-
LleyHaa KoMaH4a rno yxomy, U B 0COBEHHOCTU coLinanbHble PaboTHUKK, CMOIYT MOACKa3aTb
BaM O OOCTYrMHbIX B BalleM cTpaHe nporpamMmax colmnanbHom nogaep km. C 3TUM BOMPOCOM
MOXHO TakyKe 0B6paTUTbCH K 06beAUHEHUIO MNaLMEHTOB WU KOHCYMbTaLMOHHOE 610p0.

Ecnu Bbl YXenaeTe XUTb CaMOCTOSAITE/IbHO, paCCMOTPUTE c/ieayiollime BapUuaHTbI:

BallyM [OMOM MOXET 6bITb [JOM BalleM ceMbW, CTyAeHYECKoe OBLLEXXNTUE BO BpeMs yyebb,
crnewumanbHo OpraHM30BaHHbIM MHTepHaT, TMB0 AoM/KBapTUPa C COCEAOM MO KOMHaTe unm 6es;
B uenax obecrneyeHmnsa JOCTyMHOM cpeabl, BalleMy AoMY MPUAOETCS MpeTepreTb HeKoTopble 13-
MeHeHMs (MPOKOHCYNBTUPYNTECH C 3KCMepTaMu Mo NoBoAdY BallMX NpaB, MCTOYHUKOB dUHaH-
CUPOBaHUS 1 BUOOB BCMOMOraTelbHOro 060pyaoBaHmns). MoryT NpeaocTaBnsaThCs FpaHThl Ha
nprobpeTeHre o6opyaoBaHUS ONS L, C OrPaHNYEeHHbIMU BO3MOXXHOCTAMMU U ApYyrue BUabI
nomouu. Bonblue nHdopMaLmMm Mo ceoinike https://www.musculardystrophyuk.org/;

BaM noTpebyeTcd MoMOLLb MO YXOAY M OCYLLECTBIEHMIO MOBCeAHEBHOM AeaTebHOCTU (Nny-
HbIN MeOVLMHCKUM KOHCYBTaHT, CEMeMHbIM yXo[, AOCTYMHOCTb MeAMLMHCKNX PaboTHUKOB,
dUHaHCKpPOBaHMe).
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TPAHCMOPT

Mpo6neMmbl ¢ MepeaBMyKeHMeEM MOryT HEraTUBHO CKa3aTbCA Ha Balllen He3aBUCUMOCTH, Mo-
ny4eHunn npodeccmm 1 o6pasoBaHNa M BOBIEYEHUN B XU3Hb 0bLLecTBa. CneumanmncTbl U3
Ballel HePBHO-MbILLIEYHOM KOMaHAbl MO yXO4y OOMKHbI pacckasaTb BaM 0 cnocobax 6esonac-
HOro NepeaBMKEHMd, BKIOYas:
HesaBKMCKMOE BOXAEHME TPaHCMOPTHOIO CpeacTsa ¢ MoandmMKaumen;
MoaunbmKaLma TPaHCMOPTHOro CPefCcTBa CEMbU;
- OB6LLECTBEHHbIV TPaHCMOPT.

JINMHbIE BBAUMOOTHOLUEHUA

MopoaepykaHme obLIEeCTBEHHbIX CBA3EM ABNFeTCca He06X0OMMbIM YC/TOBMEM BaLLIEro 340P0BbS,
61arononyyma 1 KayecTsa U3HM.

NHoraa ycTaHOBEHME NTMYHbIX CBA3EW 1 BOB/IEYEHME B XKM3Hb O6LLLECTBa MPOUCXOAUT MeHee
eCTeCTBEHHO U TpebyeT ycunumin. CyLleCTBYeT MHOXeCTBO 06bedMHEH I MOOPOCTKOB 1 B3POC-
NbIX C MblLLIEYHOM AncTpoduen [ioleHHa — X MOXKHO HalTK, CBA3aBLUNCH C KPYMHbIMU MHMK-
UMATUBHbIMU OpraHmM3aumamMmn. CoumanbHbli PaBoTHMK, BO3MOXHO, TOXE CMOXET NMPeaoXnTb
BaM BCTYMUTb B KaKyO-TMBO 0BLLECTBEHHYO OpraHmM3aLmio Ha BbiGop.

Bonpoc ycTaHOBNEHNA POMAHTUYECKUX U UHTUMHbIX OTHOLLIEHUK ABNAETCA MPUOPUTETOM Y
MHOTMX tofeM, XXMBYLLMX C MbllLiedHoW ancTpodumein JioweHHa. O6cyykaanTe BONpPOChl po-
MaHTUYECKMX OTHOLLIEHUI, CeKCyarlbHOW opueHTaumMm 1 6paka ¢ 61IM3KMM OpYroM Unu goBe-
PEHHbIM Y1IEHOM CeMbW. BO3MOXHO, OHM MOACKaXyT, Kak M36exkaTb Nperpas B pasBUTHM B3au-
MOOTHOLLIEHUI 1 CTaTb aKTUBHbIM YYaCTHMKOM O6LLECTBEHHOM XM3HW. Becena ¢ kemM-1nM60 13
BalLlel HEPBHO-MbILLIEYHOM IPYMbl TAKXe MOXET 6bITb MOSIE3HOM.

Bo BpeMa oyepeqHoro aMbynaTopHOro npremMa Uim 4YacTHOro NoceLleHna OOKTOopa, 0B6CyK-
fanTe C KeM-NMBOo 13 Ballle HEePBHO-MbILLIEYHOM KOMaHabl BOMPOChl MacTyp6aLmm, ceKcyarb-
HbIX OTHOLLEHWMIN C MapPTHEPOM, POXKAEHUS U BOCMUTAHMA AeTen 1 apyrne nmdHble TeMbl. Ecnuv
BaM M BallleMy NapTHepy HeobxoaMM COBET, MonpobymTe 06paTUTbCA K CEMENHOMY KOHCY/b-
TaHTY UK TepanesTy.

Xunbe

- PelwuunTe, roe Bbl XOTUTE YXUTb (,D,OM TpaHcnopT

CouunanbHble B3aMMOCBSAI3U .
Ballewn ceMbu Unu raoe-nmbo

- PaspabaTblBaiiTe HaBbIKM Opra- )

HU3aLMKM 0BLLEeHUS (Ha3HaYanTe ewe)

BCTpEYUMN) - BHecuTe MoaumbmKaLmm ang obecne-
YeHMs 6e30MacHOCTU W AOCTYMHOCTM

- BcnomMoraTteibHble TeEXHONOormm

- CTpeMunTech K He3aBNUCMMOMY BO-
YKAEHWIO C MOAUPUKALIMAMM TPaAHC-
MOPTHOrO CPeACTBa

- Moguduumpyinte aBToMobUIb
Ballewn ceMbu

- Viccnenyte BO3MOYKHOCTW MCMOMb-
O6pasoBaHue u pa6ota 30BaHWA OOLLECTBEHHOMO TPaHCMOpP-
- PaHHee nnaHnpoBaHne 6yay- Ta

Len npodeccum

- ObyyeHue Yepes NHTepPHeT

- [lobrBanTeCh »enaemMoro
YPOBHSA HE3aBUCMMOCTU

MeauuMHCKUM yxopn

Monognown
Wil @=IReE T - Mepexop oT neamaTpa K cneumanm-
- Y3HaliTe 0 nporpamMMax o4HOro cMan cTy Mo 3a60/1eBaHNAM B3POC/bIX

oBy4YeHUa And Noaer ¢ orpaHu-
UeHHbIMU BO3MOYKHOCTAMM

- O6paTtuTech K NpodopueHTa-
LIMOHHbBIM pecypcam

- B LleHTpe okasaHuM4g yxona Ternepb
He ceMbs, a OTAENbHbIN MaLUeHT

- Y3HanTe o BMaax nocobun ang pas-
HbIX BO3PacToOB

- MogyMaliTe 0 HEOBXOAMMOCTU
COCTaBeHWA 4OBEPEHHOCTM Ha NpU-
HATUE MEeAULMHCKNX peLleHnin

E>xeaHeBHbIN yxof,

- Nwmte ncTouHmKM drHaHcmpoBaHmMd, GoHAbI 1M mocobua

- HaHumamTe 1 obydarite nepcoHan ang MMYHOro yxona

- Y6enuTech, YTo y YNEeHOB Ballen ceMbW MMeeTcd BpeMs 19 OTabIXa
- MopyMalrTe 0 HEOBXOOUMOCTU OMEKYHCTBa

PucyHok 15. YTo criegyeTt rnpuHATb BO BHUMAHME Mpu riepexone BO B3POC/IYH XXN3Hb
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3AKJ/TIOMEHUE

HageeMmcq, 4To JaHHOEe PYKOBOACTBO 6yOeT CNYXKUTb BaM OPUEHTUPOM B BEAEHMM MblLLEYHOMN AMC-
Tpoduum AroweHHa. MoMHMTE, YTo Bbl BCeraa MoykeTe 06paTuUTbCa K MOMOLLM MHULMATUBHbIX Py,
LEHTPOB MO HEPBHO-MbILLIEYHbIM 3a60/1€BaHMAM, @ TAKXKe U/TEHOB CEMbMW U1 ApYy3el KOTopble Haxo-
O4ATCA 30eCb, 4To6bI MoAaep»KaTb Bac, HO 3TO TO/IbKO MePBbIK LWar. [1PpOoCUTb O MOMOLLM TAXKENOo, HO 3TO
caMbli1 TPYOHbIM MepBbli LWar. Bbl He OAMHOKM B 9TOM MyTeLleCTBUM.

www.parentprojectmd.org
www.mda.org
www.treat-nmd.eu
www.WDO.org

OpraHusauunm B Poccumn

BrnarotBopuTenbHbIM GOHA MOMOLLM OeTaM ¢ Muoguctpodmen dioweHHa “MonMuno” www.
mymiofond.ru

PoOUTENbCKMIN MPOEKT MO OKasaHMIo MOMOLLM NauMeHTaM ¢ MmuoaucTpodmen doweHHa/bekkepa
www.duchenne-russia.com

CnncokK nuTepaTtypbl

1. Birnkrant DJ, Bushby K, Bann CM, et al. Diagnosis and management of Duchenne muscular
dystrophy, part 1: diagnosis, and neuromuscular, rehabilitation, endocrine, and gastrointestinal
and nutritional management. Lancet Neurol. 2018;17(3):251-267. doi:10.1016/S1474-
4422(18)30024-3

2. Birnkrant DJ, Bushby K, Bann CM, et al. Diagnosis and management of Duchenne muscular
dystrophy, part 2: Respiratory, cardiac, bone health, and orthopaedic management. Lancet
Neurol. 2018;17(4):347-361. doi:10.1016/S1474-4422(18)30025-5

3. Birnkrant DJ, Bushby K, Bann CM, et al. Diagnosis and management of Duchenne muscular
dystrophy, part 3: primary care, emergency management, psychosocial care, and transitions of
care across the lifespan. Lancet Neurol. February 2018. doi:10.1016/

S1474-4422(18)30026-7

doTtorpadumm NpegocTaBneHsbl PooMTENBCKUM MPOEKTOM Mo MpobremMaM MblleyHOM OUCTPO-
dumn. ®oTtorpad: Puk MBnooTtTH, Positive Exposure.
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NMIMAHUPOBAHUWUE BEPEMEHHOCTU B CEMbAX C PUCKOM POXOEHUA PEBEHKA 1. BapuaHT c NpUMeHeHUueM npeHaTanbHOM AMarHOCTUKM nnoaa.

C MbIWLWEYHOU OUCTPODUEN OIOLWEHHA/BEKKEPA STOT MyTb MOAPA3YMEBAET, UTO XKEHLLUMHA GepeMeHeeT ecTeCTBEHHbIM NyTEM. Ha onpenenéHHoM cpoke (Kak
npasuno, nocne 10 Hegenb 6epeMeHHOCTM) NPOBOAMTCS MHBA3WBHAA MPeHaTanbHas AMarHoCTMKa. Mpu 3ToMm

MOCCAPUN b6epéTtca npoba GromMaTepmana Nnoga U3 BOPCUH XOpPMOHA, aMHUOLIMTOB UMW MYMNOBUHHOW KPOBW, B 3aBUCK-
MOCTM OT KOHKPETHOIro Cpoka 6epeMeHHOCTU. [onyYeHHbIN BromMaTepuran aHaImM3npyeTca Ha y)Ke M3BECTHYIO
nMan — nporpeccupytoLllasa MbllleyHasa gamctpodusa dolweHHa CceEMeNHYI0 MyTauuio.
DMD — Ha3BaHWe reHa, kogmpyroLlero 6enoK oUcTpobmrH 2. BapuaHT ¢ 9KO 1 npeuMnIaHTaLMOHHbIM FeHETUYECKUM TECTUPOBaHMEM 3MGPUOHOB
mnrr — NPeuMnIaHTaLMoOHHOE reHeTn4YecKoe TeCTUpoBaHMe Ecnn napa BbIbUpaeT 3KCTpakopropanbHoOe OMnyog0oTBOPEHME (MMM 3a4aThe eCTeCTBEHHbIM MyTéM HeBO3-
SKO — 3KCTpakopropanbHOe ONoLoTBOPEHME MOYKHO), MOYXHO MPOBECTU reHeTUnYecKoe 1ccnenoBaHue y MnoslydYeHHbIX SMOPUOHOB [0 nepeHoca B MofocTb
MaTKWM U BblObpaTb U3 HUX Te, KOTOpble He HecyT AedeKTHbIN reH. C 3ToM Lenbio MPOoBOAUTCA Tak Ha3blBaeMoe
Bapayva Bpava-reHeTnKa: ¢ moMoLLYbO Ecnn B ceMbe pacTéT pebEHOK C MbllLiedHOM ancTpodmen droeHHa/Bekkepa u npeuMnIaHTaLrMoHHOe TECTUPOBaHKMeE, 419 KOTOPOro MOXHO B3ATb Ha UCCIeA0BaHME HECKObKO KITETOK 3MOpU-

[EHETUYECKMX UCCEA0BaHMI Ofpe- MNaHUPYETCH poXaeHMUe Opyrix OeTen, 3HaHME O reHeT1Ke 3Toro 3abonesaHmsg no-
JIENNTEL PUCK MOBTOPHOTO POXKAEHUS — MOTYT CMNIaHMPOBaTh CnedyoLlyto 6epeMeHHOCTb M POAUTb 300P0BOro pebeHkKa.

OHa M MOCMOTPETb, YHACNeAoBan N OH U3BECTHYIO CEMENHYIO MyTaLumto. Nocne aHanm3a Bcex MonyyHmMBLUMXCA B
OaHHOM Lmkne KO 3M6pl/IOHOB CTaHOBWNTCH BO3MOXXHO Bbl6paTb M nepeHecT B NOJIOCTb MaTKK TOT 3M6pI/IOH,

pebéHka ¢ HacneAcTBeHHbIM 3a60- CeMbe, B KOTOPOM eCTb pebE&HOK ¢ Mtobo HacIeACTBEHHOM MaToNormemn, roto- KOTOPbIN HE yHacreqoBan ceMelHyo MyTaLuio, M TeM caMbiM OaTb PasBUTbCA 3aBEOOMO 300P0OBOMY reHeTude-
NIEBAHNENM U PELLNTB, KaKuMU MyTAMYA — BUTbCH K crnedytollen 6epeMeHHOCTM Hy)KHO COBMECTHO C BPaYoM-reHEeTUKOM, Tak CKM naoay.

MOXHO €ro CHU3UTh B BalUEM KOH- KakK 0BblUHO B TaKMX CEMbAX CYLIECTBYET BbICOKUIM PUCK MOBTOPHOIO POMOAEHMUS

KPEeTHOM criy4ae. BonbHoro pebéHrka. 37U OBa MyTU TPebytoT COBEPLLEHHO Pa3HOM MOArOTOBKM U PasHbIX CPOKOB 06palleHWs K CrieLmnanmncTy-reHe-

TUKY M MPOBOOATCH TOMbKO MOC/IE TOro, Kak B CeMbe YCTaHOoBeHa MyTaumsg B reHe DMD.
C YEIMo HAYATDb? 1. [Ong npoBeageHWd npeHaTanbHOM ANArHOCTUKKM ByayLlero nnofa Hy>KHO 06paTUTbCa 38 KOHCY bTaLMen
00 Havyana 6epeMeHHOCTU UM Ha CaMOM paHHeM cpoke. [MOAroTOBUTENbHbIM 3Tamn (MPW yCTaHOBNEHHOM B CEMbe

CHayvarna Hy>KHO BbIICHUTb — B KakOM reHe U Kakada y pebéHka MyTauma (ecnm pebeHKy yCTaHOBMEeH AMarHos
MM OtolweHHa, To MyTaLuio cneayeT UcKaTb B reHe DMD). NMocie Toro, Kak MyTaumsa y peb&Hka HanaeHa, HYy)KHO
YTOUHWUTb, YHacnegoBaHa N 3Ta MyTauma OT MaTepu UM 9BNSETCI HOBbIM BapMaHTOM. Tak kak reH DMD Haxo-
OuTCs Ha X-xpoMocoMe, 3aboneBaHue Hacnenyetca no X-cLuenieHHOMY TUMY. 9TO 3HAUUT, YTO B TaKoM ceMbe 60-
NetoT TONbKO MasibuyMKK, HO MepenaeTcs MyTaHTHbBIN reH Yepes MaTepei, KoTopble BT 6€CCUMMTOMHbBIMM
HOCUTENbHULAMU MyTaLMU. MexaHW3M HacnegoBaHUAa OT MaTePU-HOCUTENbHMLbI AedEKTHOro reHa nogpasyme-
BaeT, UTo 3aboneBaHre HacedyoT NMOOBMHA CbiIHOBEM, @ HOCUTENBCTBO — MOJSIOBMHA A0Yepen KeHLUMHbI-HO-
CUTENbHULLbI.

[ns nomncka MyTaumm y peb&Hka Hy»KHO MPOBECTU reHeTuYeckme TecTbl. MIHoraa Anda Toro, 4tobbl HanTK My-
Tauuto, TpebyeTca rnocnefoBaTesibHOe MPOXOXKAEHME HECKOMbKMX MreHETUYECKMX TECTOB, TaK Kak BapWaHTbl Mo-
BPEXXAEHMA CTPYKTYPbl reHa DMD MoryT 6biTb PasHbIMK MO XapaKTepy (3To MOoryT 6bITb KpyrHble 1 Hebonblune
aeneunn/oynnmKaumm, a TakxKe TOYKOBble MyTaLnmK). EQMHONO reHeTUYEeCKoro TecTa Ha BCe BapWaHTbl MyTaLMi B
reHe DMD HeT. Pa3Hble TeCTbl HarnpaBeHbl Ha AETEKLMIO Pa3HbIX BApMaHTOB MyTalLLMin, U AN4a nx nogbopa Tpeby-
€TCH KOHCYNbTaLMs Bpada-reHeTuka.

TAKUM OBPA30M, CAMbI MEPBbIN LLUAT - 3TO KOHCYJIbTALUA BPAYA-TEHETUKA.

Bce npuMeHsaeMble 019 0OHapy>KeHUsa MyTauuii B reHe DMD reHeTU4eckme TeCTbl MOATBEPXKOAIOT KIMHU-
YEeCKUI AMarHo3 1 yCTaHaBNMBAOT MPUUYMHY 3a60MeBaHNA Ha MOMEKY/ISPHOM YPOBHE. DTO Ba)KHO OJ19 OLEHKM
MporHo3a NoBTOPHOIro POXAEHUA pebEéHKa ¢ HacneaCTBEHHbIM 3aboneBaHneM B CEMbe.

Ecnu MaTb aBngeTcs HocuTereM MyTalmm B reHe DMD, pUCK MOBTOPHOIo poxaeHus pebéHka ¢ MM
[loleHHa B TakoM ceMbe JOCTaToOYHO Benmk (50% 4N9 ManbyYMKOB) M BaXKHO MOHUMaTb, YTO CYLLECTBYIOT Bapu-
aHTbl reHeTUYecKoro obcnefoBaHMs Ha npeHaTasbHOM (BO BpeMs BepeMeHHOCTW) UK JOMMIMIaHTaLMOHHOM
(Mpn npoBeneHun KO — 0o NepeHoca aMOPKMOHa B MaTKy) aTane, YToObl ero CHU3UTD.

Ecnn MyTaumsa y MaTepu He BbigBeHa U, 3HauunT, y pebéHka chopMupoBanacb de novo (To ecTb Brep-
Bble), TO PUCK MOBTOPa HU3KUM. HO B TaKOM Cryyae Hemb3a UCKTI0UYNTb BO3MOXXHOCTb TaK Ha3blBae€MOro roHagHo-
ro MO3aMLM3Ma y MaTepu, KOTOPbIN MOXKET MOBbILLATb MOBTOPHbLIN PUCK poXaeHWa pebéHka ¢ MM OioweHHa B
ceMbe.

Ecnu HocuTenbcTBO MyTauMKU Yy MaTepu ycTa-

MyTauMK) 3aMMET OKOO MecsaLa, M K MOMeHTY NpoBefeHna MHBa3MBHOW AnarHocTnkm B 10 Hedenb nabopaTo-
pua 6yOeT rotoBa MPUCTYNUTb K MCCIIeA0BaHMIO MIOAHOro MaTepuana.

2. Ecnum MyTauma B ceMbe He ycTaHoBMeHa, 06paTUTbCA K Bpady-reHeTUKy Oa4 niaHnmpoBaHna 6epemMeHHo-
CTU € NoMoLLbio KO v MIT HYXKHO MUHMMYM 3a MNOroAa, Tak Kak MccnefoBaHme TpebyeT TulaTelbHOM MOAroTOB-
KM 1 pa3paboTKM OTOENbHOM TEeCT-CUCTEMbI A9 KaXKO0M ceMbU. Pa3paboTka TeCT-CUCTEMbI MPU YCTaHOBIEHHOWM
B ceMbe MyTalWMM 3aHMMaeT 2 Mecala, Ha NoAroTOBUTENbHOM 3Tane A9 pa3paboTKuy TeCT-CUCTEMbI TpebyeTcs
KpoBb 60MbHOro pebéHka 1 oboux poanTenei.

Kakgas ceMbs peluaeT ang cebs, K KakoMy MyTn oHa obpallaeTcsd, C YY4ETOM KOHKPETHOM CUTyaumm u
BO3MOXHbIX PUCKOB TOFO UM MHOMO BapuaHTa.

MpeHaTanbHaa MHBa3MBHaA AMArHOCTMKa MNaoha NoTeHUManbHO HEeCET B cebe pUCKKM NMpepbiBaHUs bepeMeH-
HOCTW, OHM cocTaBnsaT oT 0,5 40 2% B 3aBUCUMOCTU OT METOAUKU. CrelManmncT, MpoBoAALLMI 3abop GroMaTepu-
ana nnopa ang aTux uenen, oLeHmBaeT COCTOSHME YKEHLLMHbI, HO PUCKOB 3TO MOSTHOCTbLIO HE MCKIToYaeT.

Mpw 3a6ope KneTok aMBpuoHa And nposefdeHud NI pUcK NoBpexxaeHna aMbpuoHa cocTaBngeT MeHee 1%.

MNIT nMeeT pan NpenMyLLECTB Mepe MHBa3MBHOM MpeHaTasibHOM AMarHOCTUKOM, K HUM OTHOCHATCY -
- OTCYTCTBME PUCKa CMOHTaHHOIO MpepbliBaHNA 6epeMeHHOCTH,
OTCYTCTBME HEOBXOAMMOCTM AenaTb npepbiBaHne 6epeMeHHOCTM B Cllydae BbiABAEHWUA MyTaLlun y
nnona,
BO3MOXHOCTb Bbi6OPa 300P0OBOM0 3MBPHOHA U3 HECKOMBbKMX,
BO3MOXHOCTb Cpa3y MpoBepuTb 3MBPUOHbI 19 HECKOMbKUX 6epeMeHHOCTER,
OTCYTCTBME PUCKa KOHTaMMUHaLUMM MaTeEPUHCKMM BruoMaTepuanoM rpu sabope.

Na6opaTopura Genetico pacronaraet BO3MOXHOCTAMM A9 KOHCY/TbTaTUBHO-ANArHOCTUYECKOM MOMOLLM ce-
MbAM, PaCTALLMM PebEHKaA C MbllLedHOM AnCcTpobuen JioleHHa 1 NAaHUPYIOLWLMM POXOEHME 300P0BbIX AETEN.
30eCb MOXHO MOMYy4YMTb KOHCY/BTALIMIO BpaYva-reHeT1Ka U BbIMOMHUTb PEKOMEHO0BaHHbIE MM reHeTu4ecKme nc-
cnegoBaHmUg.

EC/n ceMbsl >XMBET Ha B MOCKBe, CyLLIECTBYET BO3MOXXHOCTb MpeaBapUTe/bHO CBA3aTbCH CO crielanmcramm

Ang YyTOYHeHME BCeX BOMpPOCOB MO TeJ'IerOHy, a 3aTeM npuexaTb Ha KOHCYNbTaLMIO B OTOBOPEHHbIN CPOK A9
Hanbonblen 3Cb¢eKTI/IBHOCTM. ECTb BO3MOXXHOCTb MOnMyyYeHUsa KOHCYMbTauMm No TeneMeguuUmnHCKUM KaHanam.

FoHaAHbIN MO3anLum3sm HOBJIEHO, BbISIB/IEH XapaKTep MyTauuvu U nna-
[ns reHeTnHeckoro mccrenoBaHns 6epyT KPOBb, HO MHOrAAa reHoTMrl  HUPYeTca cnepylowasi 6epeMeHHOCTb, CHU3UTb
KpOBY OTNINHaEeTCH OT FeHOTUNa KIIeTOK APYIMX OpraHoB TOro XXe 4e- PUCKU POXKAEHUA pebéHka ¢ HacneacTBeHHbIM 3a-
JI0BeKa, B 4acTHOCTU — [OHaz. Tak 4TO UCKIIOHeHue MaTePUHCKOro ©oneBaHMeM MOXHO AByMs MyTaMu. OHKM oTiuYa- Jla6opaTtopusa Genetico
HOCUTENILCTBA 10 KPOBU HE UCK/IYaeT roHagHoro mosavuymsma. [0-  10TCa Kak Mo CpokaM MOLMOTOBKM, TakK M MO Xapak- future inside L 8 (800) 250 90 75 (3BOHOK Mo Poccum 6ecrnnaTHblin)
HaHbIA MO3anLM3M — 3T0 ABMIEHUE, KOTOPOE onvcaHo B cembax ¢ [IM/L  Tepy OeNCTBUA. Kaykaasa cemMba peluaeT ang cebs, @ genetico.ru

JoleHHa, Koraa noBTOPHO POXAAKTCH Masbyuky ¢ OAHOM M TOM XKe  KaKOW BapWaHT BblOpaTb, MCXOAS M3 CBOUX MCUXO- info@genetico.ru

myTaLmen y matepu, y KOTOPOU Mpu reHeTM4eCKOM TeCTUPOBaHUN KPO-  NOFMYECKMX YCTaHOBOK M COCTOAHUS PenpoOayKTUB- vk.com/genetico_rus

BY MyTaumsa He BbIIBIIAETCA. YYNTbIBasA, YTO Npu OTCYTCTBUM MyTaumy  HOIO 300PO0BbS. facebook.com/genetico.ru

B KPOBY MaTepu, Heslb35 MOJIHOCThIO UCKITOYNTL €€ B M0I0BbIX KITeTKax
maTtepu (roHagax), ceMbe PeKoMeHAYyeTCA fpeHaTasibHas AnarHocT1ka
A7 UCKITIOYeHNs 3a601eBaHuA y Nioaa.
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MepeBop «PyKoBOACTBA ANF CEMbU» Ha PYCCKMM A3bIK Obl/1 BbiMoNHEH Po-
ONTENBbCKMM [TPOEKTOM MO OKasaHWIo NoMoLLmM naymeHTam ¢ M B Poccum
(Parent Project Russia) n MyMio Fund.

OKoHYaTeNbHaa pefakumMa AOKYMeHTa BbIMONMHEHa Npu nogaeprkke OKcaHbl
MoropenoBon (MccnepoBatenbckii LieHTp MblweyHom Ouctpodumm [yKoHa
YontoHa (The John Walton Muscular Dystrophy Research Centre), Hbtokacn,
BenunkobputaHuma).
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