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NPEAYNPEXAEHUE

NHdopmauua, onybanmkosaHHasA B 3Ton bpoltope, ABNAETCA pEKOMMEHALMEN U HE 3aMEHAIOT KNMHUYECKOTO BeAeHUsA
NaLeHTOB NPUHATONO B KOHKPETHbIX MEAULIMHCKUX YHepeXAeHUNAX, AaHHOE PYKOBOACTBO TaK e He 3ameHsAeT
MHAMBWAYANbHOTO NOAXOAa KOHKPETHOrO Bpaya K nauueHTy. [laHHble peKkoMeHAaumMn ciefyeT coyetaTb C MeAULMHCKUMU
peKoMeHAALMAMM U BalLMM UHAMBUAYANbHBIM 340POBbEM U KOHKPETHBIMU CUMITOMaMU, KOTOpble MOTyT NoTpeboBsaTtb
AMArHOCTUYECKUX NpoLeayp UAN OTAENbHOW MeAULMHCKOM nomowm. MNpUHMMAaR pelleHne OCHOBbIBAACbb Ha JaHHOM
[OKYMeHTe Bbl NMoc/lynaeTe no CBOEMY YCMOTPEHUIO U HeceTe NOJIHYI0 OTBETCTBEHHOCTb 3a 3TU AeicTBMA. HecMoTpA Ha To, 4To
6blIM NPeANPUHATLI BCe YyCUAUA ana obecnevyeHnsa TOHHOCTU U NOMHOTLI MHGOPMALIMK, Coaep KaLLleiics B 3ToW bpoLtope, Mbl
He MOXXeM rapaHTMpPOBaTb ee TOHYHOCTb, IeYeHME NALMEHTA B KaXKA0M KOHKPETHOW cUTyaLMmM f0MXKHO BbiTb NogobpaHo
UHAWBUAYANbHO.



PyxoBoacTBO /151 ceMbu

1. BBEJJEHHUE

Mermieunas quctpodus dromenna (M wm
Muoauctpodus /{rommeHHa) — 3T0 CIOXKHBIN s
MOHUMAHUA U BEJCHUS TMarto3. B 3ToT Mup HUKTO
HE MPUXOTUT 10O0POBOIBHO. Accolnanus
Mpeimeunoit uctpodpun (MDA), Poaurensckuii
NPOEKT MbIedHoi aquctpopuu (Parent Project
Muscular Dystrophy, PPMD), Accouunaruu mo
WU3Y4YEHUIO METOOB JICUECHUSI HEUPOMBIIIEYHOMN
narosnoruu (TREAT-NMD) u Bcemupnas
OpraHu3anys Mo MelledHol auctpoduu JromenHa
(UPPMD) nmoHrMAarOT IyHmICBHYIO O0JIb U TPEBOTY,

KOTOPYIO UCIHBITBIBAIOT POAUTCIIN, CTOJIKHYBIIHCCA C

JIMarHO30M, M KaK OHU HYXKJAIOTCS B MOJIJIEPIKKE.
OueHb BaXXHO, YTOOBI BBI M Balll peOEHOK MOTyYaIH
Jydliee JIieueHue, MOAIEePKKY U HHPOPMAITHIO O
3a00JI€BaHUM U3 TIEPBOUCTOYHUKOB. IMEHHO 110
9TOM MpHUYKHE MBI pa3padoTanu PykoBoACTBO A
cembu 110 Beaennto MJI/] 2018 rona.
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«ITO PYKOBOJACTBO IO «MEIUITTHCKUM)
acreKTaM MBIIIEYHOU TUcTpoduu
JlromeHHa, HO BCET/ia CiaeayeT TOMHUTD,
YTO MpoOJIeMa HEe UCUYEPITHIBACTCS
MEIULUHCKUMU Boripocamu. Mnes
COCTOUT B TOM, UTO IIPH CBEACHUU K
MUHUMYMY MEIUIIMHCKUX MPOOIeM, Balll
peOEHOK CMOKET MPOJA0IKATH CBOIO
JKU3HB, ¥ BBl CMOKETE MPOAOIKATh
ocTaBaThCa ceMbEH. CTOUT TIOMHHUTD,
410 OOJIBIIMHCTBO JIETEH C MBIILIEYHOMI
nuctpodueit J[rormeHHa — c4acTiuBbIe
pebsita, U OONBIIMHCTBO CEMbE
CIPABJISIOTCS C CUTYyaulled, TPEOI0JIeB
IIEPBOHAYAJIBHBIN LIOK OT
IIOCTAaBJICHHOI'O THarHo3a.

Omu3abetr Bpym, Bcemuphas
OpraHHU3aIs [0 MBIIICYHOM AUCTPOHUN
JHromenna (UPPMD)

Merimeunast tuctpodus JoIeHHa OTHOCUTCS K KJTACCY MBIIIICUHBIX 3a00JIEBAHUH T10]] OOIIIHM

Ha3BaHUeM «ucTpoduuonatum». Jlucrpodunomnaruu pazBuBaroTcs Ha (POHE HEXBATKU

MBIIIEYHOTO OeJKa TUCTPO(PHHA U MOTYT UMETh KaK TsDKeIble (PeHOTUIHYECKUE TPU3HAKH

(BUAMMBIE CUMIITOMBI), KaK IIPU MBIIIEYHOU AUCTpoguu J(folieHHa, Tak U MEHEe BhIpaKEHHBIE,

HO BCE e U3MEHUMBbIE (PEHOTUITNYECKUE MPOSIBICHUS, KaK PU MBILIEUYHOMN TucTpodun

BeKKepa. Z[J'ISI MMPOCTOTHI B PYKOBOI[CTBC peYb 6YJICT HATHU NPCUMYIICCTBCHHO O MBIIIIEYHOM

muctpoduu JromenHa, nanee M.

PykoBoacTBo nipegHasHayeHo it Jiroaen ¢ auaraozom ML v poaurenei Bo Bpems
MOCTaHOBKM JMAarHo3a M paHHEH cTaauu pa3BUTHs 00Jie3HH. B COOTBETCTBUU C HA3HAYEHHUEM

JOKYMCHTA, 06paIH€HI/I€ «BbI» OTHOCUTCA K YCJIIOBCKY, KOTOPOMY IMOCTABJICH JUArHoO3.

[MPEAIIOCBIJIKM K ®OPMUPOBAHUIO [TPUHIIUIIOB YXOIA 3A ITALIMEHTAMU

Lentp kouTposs u npodunakruku 3adonesanuii CIIA (CDC) mo yxoay 3a narentamu ¢ MJ1J1

3TO PYKOBOJICTBO TEIJIO HAa3bIBAET «OCOOEHHOCTH yX0/a». MicxonHas u 0OHOBJIEHHAs BEPCHS

«OcobeHHOCTEH yX01a» OCHOBAHBI HA MAaCIITA0HOM HCCIIEIOBAaHUH, MPOBEIeHHOM 84
AKCIIEPTAMU PA3TUYHBIX MEAUIIMHCKHUX CIEHUATBLHOCTEN MO TMarHOCTUPOBAHUIO U BEACHUIO
nanuentoB ¢ MJ1J[ co Bcero mupa. OHU HE3aBUCUMO «OLEHUIINY» MPUMEHSIEMbIE METOIUKHI
yxona nmpu MJ1J] kak «Heo0XoquMbIe», <I1eJ1eco00pa3Hbie» (COOTBETCTBYIOIINE) UITH

«HemoaXxoasimue» (HeCOOTBETCTBYIOIIHE) TS MIPUMEHEHHSI Ha Pa3JInYHBIX dTanax 0one3Hu. B

nesom, oHu u3yurmin 6osee 70.000 oTAETBHBIX ClTydaeB. DTO MO3BOJIUIIO HATKCATh

PYKOBOJCTBO, KOTOPO€ OOJIBIIMHCTBO CHEIHATMCTOB KBATH(PHUIIMPOBAIIO KaK HAWITydIlee s
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OCYIIECTBIEHUA yXxo/a 3a nanuentamu ¢ MJ1/]. O6HOBIIEHHOE PYKOBOJICTBO OBIJIO COCTABICHO
TaKUM ke 00pa3om.

PykoBoacto mis cembu mo MJIJ1 2018 roga oObeauHseT B cebe pe3yabTaThl MOCISTHUX
MEIMIUHCKUX UCCIIeIOBAaHUN TI0 yXOy 3a nanueHTamu. Kak HauanbHasi, Tak 1 OOHOBJICHHAS
BEpCHUs PYKOBOACTBA ObUIH pa3paboTaHbl pH nmojaepkke LeHTpoB KOHTPOIIs ¥ MPO(YUITAKTUKA
3aboneBanuii CLHA (CDC) B coTpyaHHYecTBE C UHUIIMATUBHBIMU TPyNIaMH U Accolanuei mo
U3y4YCHUIO METOIOB JieueHus HelipombiinedHoi naroioruu (TREAT-NMD). OcHoBHO#M
JIOKYMEHT ony0OirKkoBaH B xxypHasie Lancet Neurology u focTtynieH st 03HaKOMJICHHSI Ha
caritax PPMD, MDA, UPPMD, TREAT-NMD u CDC. bnaronaps ycwmsim TREAT-NMD u
UPPMD, na caiite TREAT-NMD noctynHsl 1epeBojibl JOKyMEHTAa HA MHOTHE SI3bIKH.

[To xaxx10# y3KOH CHelaIbHOCTH IMOATOTOBJICHA OT/AEIbHAs CTaThs [ OoJiee TIy0oKOoro
MMOHUMAaHUS CIIeU(PUKA ATON 00JIaCTH MPHU JICYCHUH. DTH CTaThH oyosuKoBaHsl B 2018 roay B
xypaaie Pediatrics, Tom Pediatric Supplement, oduminansnom xxypHane AMEpUKaHCKOM
aKaJIeMHUH TeIUAaTPUH, U TIOCTYITHBI HAa YKa3aHHBIX HUXKE BeO-cailTax.

CCBIJIKKM HA OCHOBHOM JJOKYMEHT:

www.mda.org
WWW.parentprojectmd.org

www.treat-nmd.eu

https://worldduchenne.org/

OITYBJIMKOBAHHBIE «OCOBEHHOCTH YXOIA»

e JluarHocTuka u BeJIeHHUE MBIIIEYHON nuctpodun JronenHa, oOHOBIEHHAs BEPCHsI, YacTh
1: TlocTaHoBKa AMarHo3a, HEUPOMBIIIEYHAS, peaOUTUTAIIMOHHAS, YHIOKPUHHAS 1
JKEIIyJJOYHO-KUIIEYHAsl TepaIllvu, TMTaHHE.

e JluarHocTuka U BeJIeHHE MbIIIeYHON nuctpodun JronenHa, oOHOBIEHHAs BEPCHsI, YacTh
2: JIprxaTenbHasi, cepJeuHasi, 1 OpToNeanyecKasi Teparnuu, 310pOBhE KOCTEH.

e JlmarHocTHKa U BeICHHE MBITIICUHON qucTpodun [romenna, 0OHOBIIEHHASI BEPCHsl, YACTh
3: IlepBuyHast MEIUIIMHCKAS TOMOIIb, HEOTIIOXKHASL TOMOIIb, ICUXOCOIAbHAS
Tepanus, BUJIbl yX0Ja B 3aBUCUMOCTH OT JTalla KU3HU.

CCBbUIKM1

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

Poaurtenbckuii mpoekT MblieuHO# quctpodun: WWWw.parentprojectmd.org/careguidelines
MDA: www.mda.org

BcemupHast opranusanus o muiiiednoi nucrpoduu Hromrenna: https://worldduchenne.org/
TREAT-NMD: www.treat-nmd.org/dmd-care



http://www.mda.org/
http://www.parentprojectmd.org/
http://www.treat-nmd.eu/
https://worldduchenne.org/
http://www.cdc.gov/ncbddd/musculardystrophy/care-considerations.html
http://www.parentprojectmd.org/careguidelines
http://www.mda.org/
https://worldduchenne.org/
http://www.treat-nmd.org/dmd-care
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2. KAK ITIOJIB30OBATBHCA PYKOBOACTBOM
MOYKHO UCIHTOJIB3OBATb 3TOT JOKYMEHT ABYMA CIIOCOBAMM:

1. O6parutbcs K onpeneaecHHoN cTaauu 3a00eBaHus;
2. CocperoTounTh BHUMaHKE Ha 00JIacTH Teparuu.

Crnenyrouuii paznen, Bkmouas Tabmuiy 1, oTpaxaer moatamHoe TeueHue 3a00IeBaHMS.
PykoBo/icTBO 1aét 0030p CYIIECTBYIOIIUX TEPANIEBTHUECKUX MOIXOI0B.

Ecnu BeI XOTHTE I‘JIy6)K€ O3HAKOMUTLCA C BOIPOCAaMH BCIACHUS 3360H€BaHI/ISI, UMCIOIIIMMHU JIJIA
BacC 3HAYCHHC ceﬁqac, IMpoCTO HaﬁHHTe HX B COACPIKAHUU.

®OPMUPOBAHMUE I'PYIIIIBI 110 YXOA4Y

Benenne M/1J] TpeGyer MHOrOnpodHIIBHOTO MOAX0/a M BCECTOPOHHETO HAOIIOICHUS Bpayei.
Crienanuct mo HepPBHO-MBIIICYHBIM 3200JI€BaHUSAM (HAIIpUMEp MEeAUATP —HEBPOJIOT) OyAeT
BEJIyILIUM BPAauoOM B IpyIIle, HA KOTOPOTO JIOKUTCA OTBETCTBEHHOCTD 110 BEJEHUIO nanuenTa. 1o
Mepe B3pOCIIEHUS, 3Ta (PYHKIMST MOMKET MEPEUTH K HEBPOJIOTY pabOTarOIIEMy CO B3pPOCIBIMHU
MalUEeHTAMH.U OH IPOJOJIKUT BO3IJIABIATh Ipynny 1o BeaeHuto MJ1/]. KintoueBbim uiieHoM
IPYHIbI ABISETCS KIMHULIKCT, KOTOPBIN o0ecnieunBaeT oOuieHre 1 00OMeH uHpopMaluei o
JICYCHUIO MEXy YWIEHAMU TPYIIIbL, a TAKKE MEXIY BaMHU U TPYIIION, UIN MEX1Y HEPBHO-
MBIIIEYHON KOMaH/I0¥ C BallliM OCHOBHBIM MEIUIIMHCKUM yUPEKIeHUEM (IIeuaTp, CEMEHHBIN
TOKTOp | T.A.). Eciu rpyrna cnenuaiucToB He BKIIIOYAET KOOPAMHATOPA, y3HAUTE, KOMY
CJIEIyeT 3BOHUTH B CIIy4a€ BOSHUKOBEHHUS BOIIPOCOB U HEOTJIOKHBIX CUTYaLIUH.

3TO PYyKOBOJCTBO IO3BOJIMUT BaM 3(h(heKTUBHO yuacTBOBATh B MPOLIECCE MOTYyUECHHUS
BCECTOPOHHEW MEIUIIMHCKON MOMOIIM. Bam Beqyui ClIeUaInCT 110 HEPBHO-MBILIEYHBIM
3a00JI€BaHUSAM JI0JDKEH YUUTBIBAaTh BCEe NOTEHIMaIbHbIE TpobieMbl MJI/] 1 ponkeH 6biTh
0CBelOM/IEH O HEOBXOAMMbIX BMELLATe/IbCTBAX, KOTOPbIE ABAAIOTCA OCHOBOW A/1A HaZ1eXKaLLLEero yxoaa,
C BO3MOXXHOCTbIO MPUB/IEYEHUA BPaYeit y3KMX cneuuanbHocTelt . Mo mepe Ballero B3poc/ieHus,
HeobX0AMMOCTb BMELLATENbCTB, TaK e Kak M HE0BXOAMMOCTb Y4acTUsA TOrO UM MHOTO CreLanmncTa
moryT meHaTbca. B PykoBozcTBe mokaszaHa CBsI3b MEXKAY dTalaMM KHU3HH U 00JIaCTbIO Teparnuu
MJIZ1 (Pucynok 1). He Bce Belleyka3anHble Bpauu Oy1yT HEOOXOAMMBI Ha Ha TOM UAW UHO
CTaAnu, HO BaKHO YOEIUTHCS, YTO BCE OHM SABIISIOTCS TOCTYITHBIMU U UTO Balll KOOPAUHATOP
COTPYAHMYAET CO CIELUAINCTAMU BO BCEX 00JIacTAX.

B nenTpe rpymibl o yxoay HaxoauTech Bbl — BaxkHO, 4TOOBI BBI U Ballla CeMbsI MPUHUMAIIH

AKTUBHOC y4aCTUC B pa60Te CIICHUAJIMCTOB, KOTOPLIC KOOPAWHUPYIOT BAallI€ JICUCHUC (PI/ICYHOK
1).

CTAJIMU MBIIIEYHOM JUCTPO®UH JTIOIIEHHA (TABJMIIA 1)

MJI/] npencrasnser co00il METOEHHO TeKyIlee COCTOSIHHIE. MBI BELACTUIN HECKOIBKO
KIIFOUEBBIX cTaauil Teuenus M1, 4ToObI MOMOUYb BaM MpEBUIETh HEOOXOAMMBIE

PEKOMEH 1Al TI0 YXOAY 7Sl JaHHOTO nepuoa. [logqo6Hoe nenenre Ha cTaauu T0BOJIBHO
YCJIOBHO, HO TEM HE MEHEE, JOCTATOYHO BAXKHO JIJIA ONPEETICHUS] HY’)KHOTO BapUaHTa
MEJIUIIMHCKON MTOMOIIM, KOTOPYIO BaM CIIEYET 0KUIAATh HA TAHHOM JTaIe OT MEAULIMHCKOTO
repcoHarna.
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1. IMATHO3 (MnaaeH4ecTBO/IETCTBO)

VY GonbmnHcTBa neteit ¢ M1/l quarno3 He BRISIBISETCS HA MIPEICUMITOMATUYECKONW CTaIuH,
KpOME CUTYallUi, KOT1a IOX0KHEe COCTOSIHUS ObUIM B CEMEITHOM aHaMHe3e, MM 10 KaKoi-T1uoo
MIPUYMHE MPOBOMIIMCH UCCIIEN0BAHUS KPOBU. Takue CUMITOMBI, KaK 3aJIepKa MOTOPHOTO
(mMo31HO Havas 1MoJ3aTh / XOAUTH) K PEYEBOTO PA3BUTHUS IPUCYTCTBYIOT, HO HE SIBIIIOTCS APKO
BBIPAKEHHBIMH, [IO3TOMY YaCTO HE HHTEPIPETUPYIOTCA KaK MATOJIOTHUA.

PoauTenu 4acto MIEPBBIMU 3aMEUAIOT OTKJIOHEHHS B Pa3BUTUU PeOCHKA, HAUMHAIOT 33]1aBaTh
BOIPOCHI U HACTAWBATh HA MPOBEJICHUH JAbHEHIINX HUCCICIOBAaHUNA. AMEPUKAHCKAs aKaIeMuUs
neMaTpuu pa3paboTana HHCTPYMEHT, KOTOPBIH MIOMOTraeT POJAUTEIISIM OLICHUTh Pa3BUTHE UX
peOeHKa, YBUIETh BO3MOYKHBIC 3aJIEPXKKU Pa3BUTHS M OOPATUTHCS K JIeUallleMy Bpady JUist
peteHus mpoosieMbl. DTOT HHCTPYMEHT MOXHO HAaWTH 1O cchlike WWW.Mmotordelay.aap.org

[cuxoconumansHast 1 YMOIMOHAIBHAS TTOJIEPYKKA OYSHb BayKHA MIPU NTOCTAaHOBKE AMArHO3a.
[IpUHATE €ero HEBEPOSATHO CIOXKHO. MoABAAETCA TaK MHOMO BONPOCOB 6€3 OTBETOB, U CEMbW 4aCTO
YYBCTBYIOT Ce65 OAMHOKMMU U OLIENOMIEHHBIMU, HE 3HasA, K Komy 06paTuTbea. . OCHOBHOM Jiedaluii
Bpay M CHENMAIUCTHI [0 HEPBHO-MBIILICYHBIM 3200JI€BaHUAM CTaHYT MEPBBIMH, KTO TIOMOXKET U
YKa)KeT ITyTh K HaJJIeXKAIeMy JICYCHUIO M HHUIIUATHBHBIM TPYIIIaM, KOTOPBIE, B CBOIO OYepe/b,
NpPEeOoCTaBAT MaTepualsl, HHGopmanuio u noaaepxky. B CHIA ponurtensckuit npoexkr PPMD
CO3J1aJI CTPAHUILY C UCTOYHUKAMH, KOTOPhIE TOMOTYT POAMTENSIM MTPEOI0JIETh TIEPBBIE 3 MecsIa
HocIie MOCTaHOBKH JuarHo3a (Www.ParentProjectMD.org/Diagnosis). B Benukobpuranuu
oprauusais Duchenne UK paspaboTana pykoBOJICTBO JUisi CeMeid, BIIEPBbIE CTOJIKHYBIIHUXCS C
anarno3om (https://www.duchenneuk.org/Pages/FAQs/Category/what-to-do-when).
Opranusaius o MeimeyHoi quctpoduu Benukoopuranun (MDUC) npeanaraer memblit
katanor pecypcos (https://www.musculardystrophyuk.org/about-muscle-wasting-
conditions/duchenne-musculardystrophy/duchenne-resources/). PPMD u MDA npennaratot
PEKOMEH/IaIlUH 110 OOLIEHUIO ¢ AETbMHU U OJIM3KMMU POJICTBEHHUKAMHU O JuarHose. CBs3b ¢
MECTHBIMH MHUIIMATHBHBIMH TPYIIIAMH ITO3BOJIHT BaM HOIYYUTh JOCTYII K emé OOIbIINM
pecypcam.



http://www.motordelay.aap.org/
http://www.parentprojectmd.org/Diagnosis
https://www.duchenneuk.org/Pages/FAQs/Category/what-to-do-when
https://www.musculardystrophyuk.org/about-muscle-wasting-conditions/duchenne-musculardystrophy/duchenne-resources/
https://www.musculardystrophyuk.org/about-muscle-wasting-conditions/duchenne-musculardystrophy/duchenne-resources/
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2. PAHHSAA CTAAUA ITPU COXPAHEHHUU CIIOCOBHOCTHU XOUTD (aercTBo)

Ha panHeii craguu wim cTaiuu caMOCTOSATEIBLHOM X0AL0BI Y IeTeil HAOIIOHar0TCS
kiaccudeckue cumntoMmbl M/IJ1. HekoTophie U3 3TUX CUMIITOMOB MOTYT OBITh

CJ'Ia6OBI>Ipa)KCHHBIMI/I. K HuM oTHOCSTCS:

TpyIHOCTH C TOJHSATHEM TOJIOBBI;

He xomut k 15 mecsmam;

C TpynoM xoaut, 6eraer Wiu MOAHUMAETCs 1O JIECTHULIE;

YacTo COTHIKAETCS U MA/1aeT,

C TpyaoM mpslraer;

He roBopur Tak ke X0opo1o, Kak Apyrue JeTy ero Bo3pacra,

Hyxnaercst B momoriu, 4ToObl BCTAaTh C MOJIA, WK IIPH IOABEME ITOMOTaeT cede
pykamu; (cM. mpoda I'oBepca, pucyHok 2)

Pucynok 2. [Ipo6a I'oBepca
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e VIKpOHOKHBIE MBIIILIBI BHITIISAAT YBEIMUECHHBIME (IICEBIOTUIIEPTPODUSL);

e [lpu xonp0e paccTaBisieT HOTH BPO3b;

e Xo0auT Ha HOCOYKAX, IIEPEBAIMBASICH C HOTH HA HOTY;

e XOIWT C BBIISTYCHHOI IPybIO (KPYIJIasi, CeUIOBUIHAS WIIU BBITHYTAsI CIIMHA);

e TlOBBIIICHHBII YPOBEHb KPEATHHKUHA3BI («KK») — (hepMEHTa, BEICBOOOKIAEMOTO
MBIIIIIAMU TIPU UX MOBpexaAeHnu. Eciu ypoBeHb KK B CbIBOpOTKe KpoBH mpeBbimaet 200,
HEO0OXO0MMO POBECTH JJONOIHUTEIbHbBIC aHATHU3bI HA M,

e [loBBIICHHBII YPOBEHb IEYEHOYHBIX ()EPMEHTOB T WU acT (IIPU BBISIBICHUH
MOBBIIIEHHOTO YPOBHS aCT WJIM QJIT TAK)KE PEKOMEH/yeTCsI IPOBOUTH JIOTIOIHUTEIILHBIC
aHaIM3bl Ha M. JlanpHelilnee ucciieIoBaHNe COCTOSIHUS TIEYEHH ITPOBOIST TOIBKO
NIOCJIC MCKITFOUCHHS AUATHO3a MBIIICYHOU AUCTPODUHN).

JIMATHOCTHUKA MBIIIIEYHON JJUCTPO®UH JTIOIMEHHA

[Tpu nogo3pennn Ha nuctpoduro lromenHa yame BCero NepBbIM UCCIEI0BAHUEM SBIISCTCS
aHaju3 KpoBH ¢ 1eibio BeisicHeHus ypoBeHst KK. YV 6oapuabix M1 ypoers KK B 10—100 pa3
npesbiaer Hopmy. IIpu noseimeHHOM ypoBHE KK pekoMeH1yeTcst IpOBECTH TECTHI,
HampaBlieHHbIe HAa Touck u3MeHenuii B JIHK (renetnueckux myranuit), xapaktepHbix 1 M.
Ha nannom sramne tpeGyeTcs moMols TeHETUYUKOB C HUMM TaKKe MOXKHO byaeT obecyanTb
pe3ynbTaTbl TECTUPOBAHMA, KaK OHU MOTYT MOBJ/IMATL Ha Ballero pebeHKa 1, BO3MOKHO, Ha ApYrux
uneHoB cembm.. J[MarHO3 YacTO CTaBAT yXKe€ Ha paHHEH (aMyJIaTOpPHOI) CTaauH.

INCUXOCOHNUAJIBHBIE ACIIEKTbI, OBYYEHUE U ITIOBEJAEHUE

[TarueHTHI € MBITIIEYHOM quCTpoduelt JromenHa yarie JpyruX UCHBITHIBAIOT TPYIHOCTH C
00y4eHHEM U KOHTpOJIeM MoBeAieHusl. HeKoTopbie U3 3TUX TPYAHOCTEH CBSI3aHbI C HEJIOCTATKOM
qucTpoduHa B TOJIOBHOM MO3T€E, IPYTHE ABISIOTCS CIEACTBUEM (DU3HUECKUX OTPAHUYCHHIA.
Takue npernaparsl, Kak CTEpOUbI, IPUEM KOTOPBIX HA3HAYAIOT HA PAHHEW WJIM MO3JHEN CTANU
(cM. HIDKE) TaKKe BIUSIOT Ha TICKXOAMOIIMOHAIBHOE cocTosiHME. HekoTopeie netn
NPUHMMAtOLWMeE CTepounapl, UCIIBITHIBAIOT TPYIHOCTH C CAMOKOHTPOJIEM, YIIPABICHUEM THEBOM,
nepenajgamMu HaCTPOEHHUs, KOHIICHTpAllUe BHUMAHUS U IaMATBIO; Y IPYTUX TaKUM MpoOJieM He
BO3HMKaeT. Ecin y pebenka HaOII0Aal0TCs 3aJICP/KKU B Pa3BUTUH U / MK 00YYEHUH, TICHXOJIOT
WJTM HEHPOTICUXOJIOT TIOMOYKET BBISIBUTH KOHKPETHBIE TTPOOJIEMBI U JaTh PEKOMEHAINH TI0
MOJTHOMY PAaCKPBITHIO TIOTEHIaIa peOEHKA. DMOIMOHATBHBIE U TIOBEICHUYECKUE TPYAHOCTH
HEpEIKH, U TPUCTYNATh K UX PEIICHUIO HYKHO KaK MOYKHO paHblie. B 3ToM BaM moMoryT
nedexronor u ncuxonoru. CneayeT TakKe OIEHUTh PEUeBhIe HABBIKH, YTO MOKET TOMOYb
OTpeIeTUTh HEe0OXOAMMOCTh Havaa Tepanuu. Eciu Bama ceMbsi UCIIBITHIBACT TPYIHOCTH B
CaMOCTOSITENIbHOM MOUCKE PECYPCOB, BaM TOMOT'YHUCOIHAIbHBIE PAOOTHUKHU WIJIA BPAYH.
MoaaepsKKka cemby NepBoOCTENEHHA, a AR PeLleHMA KOHKPETHbIX MCMXOCOLMabHbIX, Y4eBHbIX 1
noseaeHYecknx npobaem moxeT noTpeboBaThcA NOMOLLb creumnanmucTos (Pasgen

14) ®PU3NUYECKAS TEPAIIUSA

Brenenue ¢usmnorepanuu (Pazaen 10) Ha paHHe# cTaguu MO3BOJIUT MOCTETICHHO BBOJIUTD
KOMIUIEKCHI YIIPAKHEHUN U PACTSHKEK IS MOAAEP>KaHUS THOKOCTH MBIIIIIL U TIPEIOTBPAIICHUS
WJIM MUHUMU3AIIUN CKOBAaHHOCTH CyCcTaBOB. DU3MOTEPANeBTHI U PEabUINTOIOTH MOTYT
MOCOBETOBATH MOJIE3HbIC YIIPAXKHEHUS Ha BpeMsl IIKOJIbHBIX MIEpEMEH U pa3paboTarh
aJIanTUBHYIO MTporpaMMy (U3HUECKUX YIPaXKHEHUH, 9TOOBI Ball peOeHOK 0e3 Bpena Jyist ceOs
MOT y4acCTBOBATh B IIKOJIbHOM ku3HU. [Iporpamma usmdeckoit Tepamnuu, mpexie BCero,
JIOJDKHA YIETSATh BHUMaHUE PACTSHKKAM M COXpaHEHUI0 o0bEMa aBmxkeHui. Ha manHol cragun
BaM MOKET OBITh PEKOMEHOBAHO HOIIIEHHE TYTOPOB (4acTo Ha3biBaemble «opTesbl» v «AFO») Ha
TOJICHOCTOTHBIN CYCTaB AJIs PACTSKKH U TIPEIYNPEKICHUS COKPAILIEHUS 00beMa MOABIKHOCTH
rosieHoctomna. [IporpaMMa pacTsiKek B IOMaITHUX YCIOBHUSIX, PEKOMEHIOBaHHASI
(bu3MOTEPaneBTOM , JOHKHA CTAaTh HEOTHEMIIEMOM YaCThIO BaLLei NOBCEAHEBHOM KMU3HU
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CTEPOUJIHASA TEPAIIUA

Heob6xoauMocTh Havaia npuemMa KOPTUKOCTEPOUIOB (MJIH «CTEPOUIOBY) CIEAYeT 00CYKIaTh
yXKe Ipu octaHoBke auarnosa (Paszmen 6). [Ipu moAroToBke K CTEpOHIHON Tepanuy BaKHO
OOCYIMTD €€ MOJIOKUTEIbHBIN J1e4eOHBINA YPPEKT, yOeTUTHCS B HATMYNH BCEX
Npo(HUIAKTUIECKUX IPHBHUBOK, & TAKXKE YUECTh (PaKTOPBI PUCKA, CBI3aHHBIE C MOOOYHBIMU

s dexTamMu, B TOM YUCIIE METOJIBI UX MPENOTBpamleHust 1 MUHUMU3anuu. K mociennum
OTHOCSITCS KOHCYJIBTAIMHU 110 UTaHUIO. /1151 3TOrO0 JTydie oOpaTUThCs K JIMIIEH3UPOBAHHOMY
nueroiory. [lpaBuibHas AueTa MOMOXKET BaM H30eXaTh TaKuX MOOOYHBIX 3((HEKTOB OT
CTEpPOHIHBIX IIPENapaToB, Kak HAOOp Beca WM MOBBIIIEHHASI XPYIIKOCTh KOCTEH.

3JIOPOBLE KOCTEN U CTEPOHIBI

[Tpriem cTepOUA0B MOXKET MIPUBECTH K MOBBIIIEHHOW XPYIKOCTH KOCTEH U BIIUATH HA YPOBEHb
HECKOJIBKUX TOPMOHOB, TAKMX KaK TOPMOH POCTa U TECTOCTEPOH (MY>KCKOU TTOJIOBOM TOPMOH)
(Pazgen 7). IlpaBunpHas auera ¢ BBICOKUM coepKaHueM BUTaMuHa D 1 KaibIus BaxkHa JUIs
nojaaepkanus npouHoct kocreit (Paznenst 8 u 13). KoHcynbTanus TuneH3upoBaHHOTO
JUETOJIOTa MOXKET MOHAJA00UTHCSI BO BPEMSI KQXKJI0TO BU3UTA K HEPBHO-MBIIIEYHOMY
cnienuacTy. Tak e peryJsipHO TOJKHBI OBITh U3MEPSHBI POCT M BeC U 3a(pUKCUPOBAHBI HA
rpaduxe uzmepenus pocra u Beca (Paznen 7). IpyrumMu 1oCTOBEpHBIMHU cIOCO0aMU U3MEPEHHUS
«pOCTay, KOTOPHIE TAKIKE HY)KHO OTCJICKUBATD, SBJISIOTCS JUTHHA KOCTCH MPEIIIICUbs
(ynpHapHas ATWHA) WU ToJieHu (OonbiiebepiioBas ATUHA), WIH CIOXKEHHUE JUTHH TJieda U
npemiedbs (CerMeHTapHas JiuHa pyku). [lepen HagamoM CTEpOUIHON Teparuy U3MEPSIOT
HCXOJHYIO TJIOTHOCTh KOCTEH METOJIOM JIBYXIHEPTeTHUECKON PEHTI€HOBCKON
abcopormometpun ([IPA).

CEPIIE U IbIXATEJIbBHBIE MbILIIIbI

Kax mpaBuiio, mpo0aeMbl ¢ cepAreM U IbIXaTeIbHBIMUA MBITIIIAMU Ha JAHHOU CTauu
3a00JIeBaHUS HE OOHAPYKUBAIOTCS, HO HaBNOAEHME AOIKHO HAYMHATLCA C MOMEHTA MOCTAaHOBKM
AMarHosa, Ytobbl YCTaHOBUTbL UCXOAHBIN YPOBEHb (UTO ABAAETCA ANA BaC KHOPMa/IbHbIM»), U
nocaeaytouimMe Bu3nTbl ByayT OTCAEKMBATbL Pe3ybTaTbl/U3MEHEHUA.

[IpoBenenue GyHKIIMOHATHHBIX TECTOB JIETKUX C PAHHETO BO3PACcTa MOMOKET PEOCHKY
MIPUBBIKHYTH K 000PYIOBAHUIO U «ITOATOTOBUTHCS» K MOCIEIYIONUM UCCIEIOBAHUSM.
Junamunueckoe Haomoaenue cepana (KT, MPT cepaia wim sxokapauorpadusi)
PEKOMEHIyeTCA Ha4yaTh Cpa3y MOCje MOCTAHOBKHU IMArHO3a U MPOBOAUTH €xXeroaHo 1o 10-
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JIETHETO BO3pacTa, 3aTeM, Ipu HeobxoaumocTu, Jame (Pasmen 12). Bo nzbexanue
pecHpaTOPHBIX 3a00JEBaHUN YOSIUTECh, YTO PEOCHKO MPUBUT OT THEBMOHHUH (ITHEBMOKOKK) 1
rpunmna (Pazmen 11).

3. MMO3/1HSs 51 AMBYNATOPHAA CTAAMA (cTapiuuii 1eTcKuii / moApOCTKOBbIN / OHOIIECKUit
BO3PACT CIOCOOHOCTH XOAUTh COXPAHEHA)

Ha nosgHem ambynaTopHom 3Tane xoapba faéTca BCE TpyaHee, Tak K€ U BBIITOJIHEHUH JIPYTHUX
BHJIOB JIBUTATEJIbHOW AKTUBHOCTH, HAIIPUMEDP, MOABEME 110 JIECTHULIE HIIA BCTaBaHWE C NoAa.

INCUXOCONUAJIBHBIE ACIIEKTbBI, OBYYEHHUE U ITOBEJEHHUE

Ha nanHo# craguu HeoOXoauMa IPOI0JDKUTEIbHAS OIIEHKA OTCTAaBaHUS B O0YUYCHHUH HIIH
cnenupuIecKX HapylIeHuid B 00ydeHuu. [Icuxonoru u HeHPONCUXOJIOTH MTOMOTYT ONPEACIUTh
MOAXOSAIIKE O] Bally MPOoTrpaMMy OOyYeHHS BUIbI TEPAIIMU. TIPOIOJDKUTEIbHAS padoTa co
CHEIUAINCTaMU TIOTPeOyeTCs Tl pa3pelieHus mpooieM ¢ 00ydeHUEM WM KOHTPOJIEM
noBe/icHUs. Tepanus TOMOXKET IICUXOJOTUYECKH CIIPABUTHCS C TIOTEPEl MBIIIICYHON CHITBI U
¢bynakunmii (Pazgen 14). Ha atom sTane Bbl 4OAKHBI HAYaTb NNAHMPOBaTL byayllee, YTOObI Bbl U BaLA
ceMbs MOTIM pa3paboTaTh CO KO0 HEOBXoAMMbIE YCI0BUA AJ/1A OpraHM3aLmMm obydyeHmsa HeCMOTpPA
Ha U3MeHeHUA B COCTOAHMM 380poBbA. [[71s1 coXpaHeHUsT HAUTYUIIINX PE3yIbTaTOB B HEKOTOPHIX
CIIy4asiX MOKET OTPeOOBATHCS KOHCYIbTAIMSI HEUPOIICUXOJIOTA JIJISl BBISIBJICHUSI KOTHUTHUBHBIX
HapYIICHUN U pa3pabOTKH 3aHATHI U TPEHUPOBOK B YCIOBUSAX JI0Ma U LIKOJIBI.

YXo0/1 32 TaIleHTOM TpeOyeT MHOTO CHJT M dHEpruu. [[09TOMY OYCHb BaXKHO HAXOJUTh BPEMSI
JUIst ce0s1 ¥ 001eHus ¢ ApyruMu. UTOOBI MO3BOJIUTH PACTIPEACTUTh 00S3aHHOCTU U BBIIEIHUTD
BpEMsI Ha OT/ABIX, Bbl MOYKETE BOCIHOJIb30BATHCS MOMOIIBIO HIHH MPEIOCTBICHOMN Yepes areHTCTBa,
COLMANbHBIMM CNYKObI, a TaK e Apy3ei an poacTBEHHUKOB, KOMY BbI IOBEPSIETE.

OU3SNYECKASA TEPAIIUA

dusnyeckas Tepanus TaKKe HalpaBiieHa Ha ToJyIep)kaHue 00beMa JIBMKCHUH W CHITBI MBIIIII,
yTOOBI MAIMEHT KaK MOKHO JOJIbIIIE COXpaHsi camocTosTeabHOCTh (Pazmen 10). Eciaun
CKOBaHHOCTb CYCTaBOB HE YCTPAHSETCS MOCPEACTBOM (DHU3HMUECKON Teparuu, moagyManTe o0
HCIIOJIb30BAHHUHU OPTONCAUICCKHUX I/I3I[€J'II/II>1. CDI/ISI/IOTepaHeBT HUrpacTt MHOT'OIINTAHOBYIO POJIb B
peadunuTayu: OT BBIOOpa pexruma TPEHUPOBOK U 000pyI0BaHUS (Kpecao-KOIsICKa HIIN
IPUCTIOCOOIEHHE ISl TOMOLIH IPU BCTaBaHUU “BepTMKanv3aTop») 10 Ha3HAUEHUS
HpOI[OJ'DKI/ITeJ'II)HOI\/JI BECOBOU Harpys3kKkuv M COXpaHCHH HABBIKOB CTOSHUA — 3TO IMOJIC3HO KaK JJId
COXpaHEHHUs 3I0pPOBbs KOCTEH, Tak U JUIs MUIIeBapeHus. Y 0eIuTeCh, YTO BCIIOMOTaTeNbHbIE
CpeZCTBa MepEABIKEHIS, TAKUE KaK KPECI0-KOJISICKA, UMEIOT MO/IICPKUBAIOILYIO TTOCAKY IS
MPABUJILHOTO ¥ KOM(OPTHOTO MOJIOKEHHU Tesa. bobioe 3HaueHue Mo-TPeKHEMY OTBOTUTCS
e)I(CHHeBHOﬁ mporpamMme pacTsaKEK, KOTOPLIC H€O6XOI[I/IMO BBITIOJIHATH J0Ma.

CTEPOU/bI

Ha nanHoii cranuu BaxkeH peryssipHbIii KOHTPOJIb CTEPOUIHON Tepanuu, 0COOEHHO HYXKHO
yJIeNaTh BHUMaHUE PeXXUMY NpHeMa IpenapaToB, J03UPOBKE U MPEAYNPEXICHUIO TOOOUHBIX

s dexToB. J[Baxabl B roJ HeoOxoaumo npoBoauTh 00C/Ie0BaHNE CKEIETHON MBIIICUHON CHIIBI
U MblleuHbIX GyHKiui. [IpogomkaiiTe OTCIeKMBaTh AMHAMUKY Beca H, B CIIy4ae ero
HEJI0CTaTKa WJIM U30BITOYHOCTH, HEOOX0IUMO NPUHATH Mepbl (Paznen 13).

COCTOSIHUE KOCTEMW ¥ TOPMOHBI

[TockonbKy Mpu MpueMe CTEPOUIOB MOBBIIIAETCS PUCK MEPETOMOB, OCOOEHHO MPH
IPOTPECCUPYIOIIEM CHUKEHUH MOOMIIBHOCTH, HEOX0IMMO HAOIIOAEHUE 3a COCTOSIHUEM KOCTEH.
Bamemy nedaiemy Bpady BaXXHO OTCIIEKMBATh PUCK NIEPETOMOB ITOCPEACTBOM aHAIN3a KPOBU
Ha ypoBeHb BuTamuHa D (25-runpokcuBuramun D), a Takxke npoBoautsh JPA nmn
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peHTreHorpadust MO3BOHOYHUKA /ISl TUATHOCTUYECKOM BU3YaIN3alluH TIOTHOCTH KOCTEH. Mpw
Ka*X4gom BU3NTeE K cneunaanmcrtam 4o/1XKHa Npon3BoanTbCA OLL€HKAa BaLllero n1uTtaHuA, yTOObI
YO0CTOBEPUTBLCA, YTO Bbl I'IOTpGGﬂFIeTe A0CTaTO4YHOE KOJZIN4eCTBO BUTAMUHaA Dwu Kanbuuna. Z[J'IH
BBISIBIICHHSI IPHU3HAKOB 33JICPXKKH MPOJIOJHKAIOT OTCIICKHBATD POCT, JJTMHBI KOHEYHOCTEH U BEC
(Paznen 7).

CEPILE U IbIXATEJIbHBIE MbILIIIbI

Heo06x011Mo MOCTOSIHHO OLIEHUBATh PabOTy ceplia U JbIXaTeIbHBIX MbIIII. [1o MeHbIeH Mepe,
pa3 B roji OCJIe MOCTAHOBKH JUarHo3a (a npu HeoOXOAMMOCTH U Yallle) U Mo AoCTHxXeHuo 10-
JIETHETO BO3pacTa He0OXOAMMO MPOBOAUTH cliieaytoiue uccinenoBanus: IKI', MPT cepana wium
axoKaparorpadus, a TaKKe APyrue TUIBI uccienoBanuii . [Ipu nsmenenun nokaszanuii KT,
MPT cepana wim 3xokapauorpaMmmsl, Kapauosor cienaer COOTBETCTBYIOIIEE HA3HAYEHHUE 110
JlaJbHENIIEH METMKaMEHTO3HOM Tepanuu.

4. PAHHSSA Amoyaaropuas cragus (CTAAUA IIOTEPU CIIOCOBHOCTU XOAUTD
(crapmmii AeTcKHil / HOAPOCTKOBBIN / IOHOLIECKHI BO3PacT)

Ha nanHo# cTaguu Bel HAYMHAETE YyBCTBOBATh YCTAIIOCTh IIOCIIE ITPOIOJKUTEIILHON IIPOTYJIKH.
Koraa 3To npou3oiiieT, noaymainTe 00 HCIOIb30BAaHUN KPEC/Ia-KOISICKU C SJIEKTPOIPHBOIOM
i 6e3 (Paznen 10).

IICUXOCONUAJIBHBIE ACIIEKTbBI, OBYYEHHUE U ITOBEJEHHUE

Haunure GecenoBath ¢ peOCHKOM O MEPEX0e BO B3POCIYIO KU3HB ¢ Bo3pacTa 13-14 ner. Bama
rpynna 1no yxoay, neauaTpsl U Jpyrue CIeualucThl, COLMAIBHBIE U MIKOJIbHbIE PAOOTHUKHU
MOMOT'YT BaM pa3paboTaTh IUIaH IUIABHOTO MEPexo0/ia, KOTOPbIM OYAYT pYKOBOAUTH OJMH WIIH
JIBa CIICIIMAIIICTA 10 HEPBHO-MBIIICUYHBIM 3a00J1eBaHMsAM. B pazroBope o ruianax Ha Oyaymiee
MOJIHUMAKNTE BOMPOCH! 00pa30BaHUs, MECTA KUTEIbCTBA, MECTa Y4eObl U paboThl, a TAKKe
MMOJIYYCHHA MGIII/IIII/IHCKOI>'I IIOMOIIH. ByI[y‘-II/I B3POCJIbIM, BA)KHO COXpPAaHATH CaMOCTOATCIILHOCTD,
MPUHUMATH AKTUBHOE Y4acTHE B JOMALTHUX U HIKOJIBHBIX Meponpusatusax. OOuiaiirech, 3aBoauTe
HOBBIX 3HAKOMBIX 1 HO}II[ep)KI/IBaI;'ITG OTHOIICHUA CO CTAPbIMU APY3bAMMU. Mmuorue JJFIOOU C
MBbILIEYHON aucTpoduei lromeHHa He UMEIOT IICUXO0JI0IHYEeCKHUX Mperpas B 00IEeHNH, 0JTHAKO,
Y HEKOTOPBIX TaKOBBIE €CTh. CKPUHWHT (AMCNaHcepu3auma) TpeBOr1 U Aenpeccum, KoTopble MOryT
NPUCYTCTBOBATb HA AaHHOM CTagMu1, AOIXKEH NPOU3BOAUTLCA MPU KaXKA0M NOCELLEHUN fieYallero Bpaya
Jleuenune.Ha3znauarot [Ipu oOHapyKeHUH TPU3HAKOB JICTIPECCUH.

OUSNYECKASA TEPAIIUA

B nononHeHue Kk pacTspKKam, BHIITOJIHSAEMBIM B TJOMAIIHUX YCIIOBUSX, OOpalaiiTe BHUMaHue Ha
CKOBAHHOCTb B CYCTaBaX BEPXHMX KOHEUHOCTEH (IIJI€UEBBIX, TJOKTEBBIX, 3aISICTUH U NAJIBLEB), A
TaK K€ MOCTapaiTeCh COXPaHITh HABBIKKM CTOSHHUS (C OMOPOH, eciin Heooxoaumo). [pu npueme
CTEpOUJIOB UCKPUBIIEHHE TO3BOHOUHHKA (CKOJINO03) Pa3BUBAETCS HAMHOTO PEXE, OTHAKO
KOHTPOJIb COCTOSIHUSI TO3BOHOYHHMKA KpailHe BayK€H B yCIOBHSIX, KOT1a CHOCOOHOCTh K
CaMOCTOSTeNIbHON X0/b0e nmoTepsiHa. ViHor1a ckonmo3 pa3BuBaeTcs J0BOJIBHO OBICTPO, B
Te4eHHe HecKobkux Mecsues (Paznen 9). lns koppekunyu HenpaBUIbHOTO MMOJTO0XKEHHS CTOIBL,
BBI3BIBAIOIIETO 0O WM AUCKOM(POPT U OTPaHUUMBAIOLIETO BEIOOP 00YBHU, HCIIONIB3YIOT
OpTONEINYECKUE CpeACTBA. MOKHO pacCMOTPETh XUPYPTUYECKOE BMEIIATENIBCTBO JJIS
YCTpaHEHUS] CKOBAHHOCTH CYCTaBOB IIMKOJIOTKH U CTYIHEM.

CTEPOUbI

CrepougHas Tepanusi, HadyaTas Ha MPEABIIYIINX CTAAUIX WM HA TEKYIIeH, POI0IKAET
COCTaBIIATh BAXKHYIO YacTh NeueHus (Paznen 6).

COCTOSIHUE KOCTEMW ¥ TOPMOHBI
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HabGnronenue 3a cocTostHUEM KOCTEH HEOOXOAMMO MPOIOKHUTh, YACHSISI 0c000€ BHUMAHUE
MpU3HaKaM KoMIiipeccuoHHoro nepenoma (Paznen 8). Hy:xHO mpoBOIUTE perymisipHbie
M3MEPEHHS POCTa, IJIMH KOHEYHOCTEH U Beca, 0COOCHHO B IMEpHO aKTUBHOTO pocta. Criocod
OTCIIC)KUBAHHUSI «POCTA» Yepe3 JUTMHY JIOKTEBOU 1 0OJbIIeOepIIOBON KOCTH, UIIH IMTOCPEICTBOM
CJIOKEHUS JITUH TUIeUa U MPEAIUIeybs, CTAHOBUTCS BCe 00Jiee akTyaIbHBIM 10 MEpe TOro, Kak
MAIUEHTY CTAHOBUTCS TsDKEIee CTOSATh Ha Horax. HaumHas ¢ Bo3pacta 9 jiet, OTCIe)KUBAIOT
HACTYIUICHHE TTOJI0BOM 3pesiocTH. Eciy mosioBast 3pesiocTs He HacTynuia K 14 rogam, Hy)KHO
00paTUThCS K SHTOKPUHOIIOTY. [Ipy HU3KOM ypOBHE TECTOCTEPOHA JOJHKEH OBITh PACCMOTPEH
BOIIPOC O HA3HAYEHUHU TECTOCTEPOHOBOM Tepanuu (Pazaen 7).

CEPJIE 1 JBIXATEJBHBIE MBI

HccnenoBanue GyHKIMMA cepama 00s3aTeIbHO MMPOBOIUTCS HE pexke pasa B rog. CpouyHoMy
JICUYCHHIO TOAJIeKAT JH00bIe (PYHKIIMOHAIbHBIE U3MEHEHUS U TpU3HaKu Gpudpo3a (pyOrieBanus)
cepaeuHoi MbIbl, Habmomaembie Ha MPT-caumkax (Pazaen 12). @yHkimoHanbHas
JTUATHOCTHKA JICTKUX MPOBOTUTCS Kaxble 6 mecsie. [Ipu yxyamennn GyHKINN JTETKUX
ciemyeT oOCyauTh CBOEBPEMEHHOE BBEICHUE allllapaTa HEMHBA3UBHOW BEHTWISALIMH JISTKUX U
orkanuuBarens. (Pasmen 11).

IMAJIVIMATUBHAS IIOMOIIb

Komanga nanmuaTuBHOM MOMOIIX BKITIOYAET B C€0sI MEAUIIMHCKUX PAOOTHUKOB, OCHOBHOM
3aJa4el KOTOPBIX SBJIAETCS MIOMOILB B JOCTHKEHUH HaWIy4IIEro BO3MOKHOIO KaueCTBa KU3HH,
cHsTHe 6011 U TucKoMdopTa, U oOecTiedeHne COOTBETCTBHS BAIINX )KM3HEHHBIX LIEIeH
BbIOPaHHOMY JICUEHUIO. XOTs NMaJNIMaTUBHAS TIOMOIIb ACCOLIUUPYETCA C YXOO0M 3a
TEPMHUHAIBHBIMU OOJILHBIMHU, 3Ta 0CO0asi pa3HOBUIHOCTDH TEPAIIUU IOMOXKET BaM CIIPABUTHCS CO
MHOT'MMH TPYIHOCTSIMHU Ha IPOTSKEHUM BCETro TeUEHUs O0JIe3HU.

Kaxp1ii 4enoBeK JOIKEH OMPEaeNuTh ISl ce0st MEphI B CITy4ae SKCTPEHHON CUTyalluu BHE
3aBUCUMOCTH OT TOT'0, CTPaaeT OH MbIILIEYHOM qucTtpoduelt J{roleHHa uii HeT: Kak Bbl XOTeNlN
OBl PacoOpPsIUTHCS CBOMM TEJIOM B SKCTPEHHOM CJlydae, KaKHe TUIIbl BMEILIATEIbCTB CUUTAETE
HEJIOMYCTUMBIMU U KTO OyZ1eT UMETh IOPUIMUECKUE ITOJIHOMOYHS IPU IPUHATHH MEAULIUHCKUX
pemienui. I'pynna najymmaTuBHON TOMOIIN YKa)KET HAIlpaBJICHUE B COCTABJIICHUM IUIAHA JUIS
HKCTPEHHBIX cUTyanuidi. OHa 0003HAUUT, YTO B BKJIIOYAETCS B TUIAH U I'/I€ OH JI0JKEH XPAaHUThCS.

5. o3annii amMOy1aTOpHbBIN Mepuoja (HeCmocoOHOCTh CAMOCTOSTEJBbHOM XObBbI
(roHOIIA / B3POCIIBII)

Ha no3nHeli ctaauu BbI OIIYTUTE 3HAUUTEIHHOE OCTa0IEHUE MBIIIIIL CIIUHBI U BEPXHUX
KOHEUYHOCTEH, BRIMOJHEHUE (QYHKIIMH U MOJAepKaHue OCaHKU OyIeT 3aTpyIHEHO.

OUSNYECKASA TEPAIIUA

O6cyaute ¢ GpU3MOTEPANIEBTOM, KaKH€ BUbI CHIIOBBIX YIIPAXKHEHUH, PaCTKKU U 000pyI0BaHUS
IIOMOTYT BaM JIOCTUYb KEJIAEMOI'0 YPOBHS CAMOCTOSTEILHOCTH U (DYHKIIMOHAJILHOCTH.
DproteparneBThl U3 TPYIIIHI IO PEA0MINTAIMN TIOMOTYT C TAKUMH BEIIaMH KaK IPUEM ITHUIIH,
NUTHE, IPUHATHE BaHHBI U IIepeMelleHUe B KpoBaTh. OIIEHUTE BOZMOKHOCTb UCIIOIb30BaHUS
0e30MacHBIX PeadMIINTAIIMOHHBIX TEXHOJIOTHIA IS TIOIEPKaHHsI CAMOCTOATEIBHOCTH.

CTEPOU/bI

Heobxoaumo mpogoKUTh OTCIEKUBATE PEXKUM IIPHEMa CTEPOUIO0B, MUTAHUS, HACTYIUICHUS
IIOJIOBOM 3pEJIOCTU U BECa B TECHOM B3aMMOJECHCTBUU C BAILIE HEPBHO-MBILIEYHOM TPYIIIION.
PexoMeHyeTcst npUHUMATH CTEPOUBI HA MPOTSHKEHUU BCEH KU3HU ISl TOIJIEPIKAHUS CUITBI U
GYHKIMI pecupaTOPHBIX MBIIII] U MBI BEPXHUX KOHeuHOCTel, (Paznen 6).

COCTOSIHUE KOCTEM ¥ TOPMOHBI
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anCTaJ'IbHOG HaGJ’HO,CI,EHVIe 3a 340pOoBbEM KocTeM cneayet npoAoaxKaTtb Ha MPOTAXKEHUN BCEW YKU3HMU.
[TpoOneMbI ¢ KOCTSIMH MOTYT CTaTh IIPUYUHOW OOJIH, TIOATOMY MX CIIEAYET HEMEIJICHHO PEIaTh
BMECTE C Balllell HEpBHO-MBIIIEYHON KOMaH10i 1o yxoxay (Pazzaen 8).

CEPILE U IbIXATEJIbHBIE MbILIIIbI

PexoMeHyr0T TPOBOIUTH HCCIEIOBAHUE (PYHKIIMIA Cep/Lla U JISTKUX KaXK]ble 6 MecsIIeB, B
HEKOTOPBIX CIy4asiX MOTYT IOTPeOOBAThCS 00JIee TIIATEIBHBIC UCCIICIOBAHHS U BMEIIATEIHCTBA
(Paznmensr 11 u 12).

IMAJIVIMATUBHAS IIOMOIIb

['pynna najuimaTUBHON IMOMOILHM IIPOJOJKAECT UTPaTh BaXKHYIO poib B aedeHuu. Kak yxe
TrOBOPUJIOCH BBIIIE, KOMaH/a NAJJIMATUBHOW IOMOILM COCTOUT U3 IPO(ECCHOHAIOB, OCHOBHOM
3a/1a4ei KOTOPBIX SBISAETCS TOMOIIB B JIOCTHKECHUU HAWIYYIIEr0 BO3MOXKHOI'O KaueCTBA KU3HH,
CHATHH 601M U TucKoMdopTa 1 B 00eCrIeueHH COOTBETCTBUS BaIllUX KU3HEHHBIX LIeJeil
BbIOPAaHHOMY JICUEHUI0. XOTs NaJLIMATUBHAS IIOMOLIb ACCOLUUPYETCS C YXOA0M 3a
TEePMUHAJIBHBIMU OOJIBHBIMH, 3Ta 0C00asi pa3HOBUHOCTh TEPAIIUU IIOMOXKET BaM CIIPaBUTHCS CO
MHOTMMH TPYAHOCTSAMM Ha MPOTSKEHUU KU3HEHHOIO ITyTH. Ka) bl 4en0BeK JOJIKEH
OIIpeNIeNIUTh AJIs ce0s1 MEpBI B Cllyyae SKCTPEHHOU CUTYyallld, BHE 3aBUCUMOCTH OT TOTO,
CTpaJaeT OH MbILIEYHOH nuctpodueil J{roeHHa Wik HeT: Kak Bbl XOTENU Obl pacliopsSAUThCS
CBOMM TE€JIOM B 9KCTPEHHOM CJIy4ae, KaKMe TUIIbI BMEIIATEIbCTB CYUTAECTE HENOIYCTUMBIMHU, U
KTO OyZIeT UMETh FOPUINUYECKHUE TOJTHOMOYUS IPU MPUHATUH MEJUILIMHCKUX PEILICHUH.

B3POC.JIAS )KM3Hb C JUATHO30M M

[TonHOIIEHHAS TPOAYKTHBHAS KH3Hb CAMOCTOSTEIHHOTO B3POCIIOTO ¢ MBIIICYHON AUCTpOdHen
JromenHa tpeOyeT miuaHupoBanus. Pa3paboTKy maHa nepexosia U3 IOHOIIECKOTO BO3pacTa BO
B3pOCIIYIO )KM3Hb HAUMHAIOT B Bo3pacte 13-14 sier. Bam nuyHbIi M1aH IU1IaBHOTO Iepexoaa
JIOJDKEH OCHOBBIBAThCS HA BALIMX JKM3HEHHBIX OKUJAHMAX U LEJAX B OTHOIIEHUH 00pa3oBaHus,
paboThl, MeCTa NPOKUBAHUA U crloco0a nepeaBukeHusi. OTBETCTBEHHOCTb 3a MEIULIMHCKUN
yXOJI TeTIepb MEPEXOJUT K Bpauy, CIeHUAIN3UPYIOLIEMyCsl Ha paboTe cO B3pOCIbIMU (Bpay
0CTaeTCs MPEXHKUM, €CJIM OH paboTaeT Kak ¢ IEThbMH, TakK ¥ co B3pociasiMu ¢ MJI/T). Bue
3aBUCHMOCTH OT TOTO, TIOMEHAETCS JIU Balll JIEYallui Bpay, IepeXo/] BO B3pOCIIYIO KU3Hb
MIOBJIUSAET Ha JiedeHue. [[naHupoBaHuemM 3TUX U3MEHEHUH JOJKHBI 3aHUMAThCS BbI, Ballla CEMBbS,
LIKOJIA U TPYIIIA [0 yXony. JlaHHbIN MpoLece U BCE, YTO OH MpEAIoaracT, onucad B Pasaerne
17. B3pocnas kx1U3Hb C MbIILIEYHOU AucTpodueit [romenna npeanonaraet OoiblIne pacxosl,
4yeM )KU3Hb 0e3 3a0osieBanus. Bam notpelyroTcs pecypcesl sl MOIydeHHs TOMOIIH,
HEOOXOIUMOMN JUIsl TOCTHKEHUS BaluX 1eneil. CnenuaiucT 13 HEPBHO-MBILIEYHON KOMaH bl 110
YXOJly PacCKaXKeT O JOCTYIHBIX pecypcax (HampuMmep, MpaBo Ha JIbIOTHl U COLMATIbHYIO
MIOMOIIb) ¥ BO3MOXKHOCTSIX X MOJY4YEHHUS, a TAKXKE IOMOKET CBA3ATHCSA C MECTHBIMU U
HallMOHAJbHBIMU MHUIIMATUBHBIMU IpynnamMu. BaXHo HAX0IUTh HOBbIE KpeaTUBHBIE CTIOCOObI
oOLIeHMs ¢ IPY3bSIMHU 10 MEpPE TOTr0, KaK MEHSAETCS Ballle COCTOssHUE. MHOrHe JII01u ¢
MbILIEYHON AucTpodueil JlromeHHa He UMEIOT IICUXO0JI0TMYECKUX Iperpaja B o0IIEeHUH, HO Y
HEKOTOPBIX OHH €CTh. BO BpeMs Ka)k10r0 MOCEIIEHUS CIIEHUAINCTa 110 HEPBHO-MBIIIEYHbBIM
3a00JeBaHUAM 0053aTENIbHO MPOBOIUTCS OLIEHKA TPEBOTHU U Jienpeccu. Ilpu oOHapyxeHun
IIPU3HAKOB JCTNPECCUH Ha3HAYAIOT HAAJIEKALIEE JICUECHUE.
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Cramus 1: Ilpu
MOCTAHOBKE JIHarHo3a

Crajus 4: Panss, Cranus 5: TTo3auss,

Cranust 2: Pannsis, Cranus 3: TTo3anss,

CaMOCTOSITEIbHAS CaMOCTOSITENIbHAS OTCyTCTBHC NG i
vomsa somsta CAMOCTOSTENEHOR CaMOCTOSTEIIbHON
XOIBGBI XO/1b0BI

HepBHo-MbllIeuHast Tepamnus

MynbTHIMCUMIUIMHAPHBINA

XO/[; HOBbIC BU/IbI TCPAINKH; ITOAACPIKKA MALIUCHTA U CEMbH, 06pa303a1-me, TCHETHYECKOC KOHCYJIbTUPOBAHUEC

V6enurech B HATHUUH
BCEX HEOOXOIMMBIX
TIPUBHBOK

OreHka (QyHKIMIA, MBIIIEYHON CHIIBI U 00bEMa JIBIKCHHU, KAK MUHUMYM, pa3 B 6 MECSILEB IS
OIpeIeNeH s CTaiuK OOJIE3HN

PaccmatpuBatoT
BO3MOXKHOCTB IIPHEMa
TIIFOKOKOPTUKOCTEPOHIOB

Hauano n MOHUTOPUHT IIpUEMA INTFOKOKOPTUKOUI0B

Hocwureneni-xeHIyH
HAIPAaBILIIOT K
KapAHOJIOoTy

Vo7 3a 60JIbHBIM B
nocjaeaHen craaun

Peabumuranys

BceoGLeMn}omas{ MYJIbTUAUCHUILUIMHAPHAS OLICHKA, 110 MEHBIIEH MEpE, pa3 B 6 MECALCB

dusnueckas TEpanus, Sprorepanus, 3aHATHA C JIOTOIICIOM HUIN ,I[C(beKTOJIOFOM Ha OCHOBaHHUHU HHHHBHHyaJ’IbHOﬁ OLCHKH! MAalMCHTa

TIpenynpexnenne KOHTpaKTyp U nepopMarmii,
MepeHanpsHKEHUH U MaieHuid; pa3paboTka MOAXOASIIEro
KOMILJIEKCa YIIPaXXHEHU; HOIIEHHE TYTOPOB, CIIEIHAIBLHOTO
000pyIOBaHUsL, TOAAEPHKKA IIPH 00YISHHI

ITpomomKaroT NpeAbIayIre BUIbI TEPaiy; TOAOHPAIOT CPECTBA
HepeIBIKEHHSI, OPTOIEANUECKYIO TEXHHKY; IPEAYIPEexIAI0T
HepeIoMbI U 601Ib; BEIyT MIOUCK PECypCOB, CPEACTB, TPYIIT
TIOJJIEP>KKH; TIEPEX0]] BO B3POCIYHO XKH3Hb

JIorust

M3MepsiroT pocT B NOJNIOKEHUH CTOSI KXKAble 6 MecsILeB

ATbTepHATHUBHBIE CIIOCOOBI

H3MEPCHUS pOCTa KaXKIbIC 6 MecsIIeB

C Bo3pacta 9 JieT OTCIeKMBAIOT HACTYIJICHUE TIOJIOBOW 3PENIOCTH

IIpu npueme rOKOKOPTUKOCTEPOHIOB IPOBOIAT 00pa30BaTeIbHBIA KypC IS CEMbH U IPEANHCHIBAIOT
JIO3UPOBKY B CIIy4yae Ype3BbIYaHbIX CUTyalUi

[TumeBapuTesn| DHAOKPUHO-

bHas CUCTEMa

Koncynpranus TMIeH3upOBaHHOTO AUETOJIOTA KaXK/Ible 6 MeCAIEeB; NPeIyIPEKACHUE OKUPEHNUS; KOHTPOJIb HEOCTAaTKa U M30bITKa Beca,
0COOCHHO MPH MEPEX0JIe Ha CIEAYIONIYIO CTAAUI0

E)I(CFOI[HaH OLICHKA YpOBHS

25-I‘I/II[p0KCI/IBI/ITaMI/IHa DB CBIBOPOTKE KPOBH 1 HOTpe6HeHHH KaJIbIUs

KOHTpoIMpyYIOT paccTpoiicTBO III0TaHusl, nosiBJieHUe 3anopos, 'OPH u mapesa xkenyaka Kax/ple 6 MecsiieB

| Hauwnnaror ucnonbs3oBanue TaCTpOCTOMPI‘{eCKOI)’I pr6KI/I

JlpixatesbHas

cucTeMa

CropoMetpust i HaOTIOIeHHE TTAIIMEHTA BO BPEMsI OyYHKIMOHATbHAS TUATHOCTHKA OPTaHOB JABIXAHUS
CHa (HU3KUH PUCK) KaKaple 6 MecsIEeB

CBOeBpeMeHHaH BaKIMHaNMA: ITHEBMOKOKKOBAs BAKIIMHA M €KEroJHas IPMBUBKA OT I'pHUIIIIA

PecnimpaTopHas noajaepxka

VckyccTBeHHAs! BEHTHIIIIAS JTIETKIX
HOYBIO U IOMOII[b ITPH KaIILIe
(OTKaIUTMBATENb)

HCKyCCTBeHHaS[ BCHTUJIAIINASA B
JTHCBHOC BpEMs

OyHKIUU

cepaua

Koncynbranus y
KapJIMoJIora; 3NEeKTPO- U
sxokapauorpadpus, MPT
cepua

Exeronas onenka (GpyHKIHit
CepAIa; MpreM HHTHONTOPOB

Onenka GpyHKIHNHA cepaa pa3 B TO WM Yallle TP HATHIHI
CHUMIITOMOB; KOHTPOJIb CEPAEYHOIO PUTMA

AII®D unu 610KaTOPOB
AQHTHOTEH3HHOBBIX PELIENITOPOB
¢ Bo3pacta 10 yier

CranzpapTHBIe BMEIIATENbCTBA IIPH CEPACUHON HEJOCTATOYHOCTH TIPU
YXyIeHHH GyHKIn

3nop

OBBC

I | I

Penrrenorpagus mo3BoHOYHHKA (TIPU HPHEME ITIIOKOKOPTUKOCTEPOHIOB: Kaxple 1-2 ro/a; B OTCYTCTBHU
MpUeMa MIIOKOKOPTHKOCTEPOUIOB: KaxKable 2-3 rona)
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OO6palaroTcs K CHelUaIncTy Py NPpU3HAKaX mepeioMa (IIepesioM I03BOHOYHHKA | CTENeHH | BBIIIE,
[epesIoM JIMHHOMN TpyOUaToil KocTH)

OLEeHnBaOT 00bEM ABIMKEHHI KaXKIbIe 6 MECAIIEB

=
= E>keroHbIil KOHTPOJIb Pa3BHTHS CKOIHO3a KOoHTpOoIb pa3sBUTHS CKOJIO3a KaXble 6 MecseB
(2}
= Oproneauyeckas
S Omepanys Ha CTYITHH WIN aXHJIIOBO CYXOXKIIINE KoppekIus oCTaHOBKY CTOIBI Ha KPECie-KOIsICKe,
& XHpyprus (HeoO0xoauma B
o) JUISL KOPPEKIMHU OXOAKH (B OCOOBIX CITydasix) CIIOHMIIOZE3 B OCOOBIX CITydasx
PEIKUX ciyyax)
= OleHKa [ICUXOJIOTMYECKOr0 30POBbsI MALKEHTA U YWICHOB €ro CEMbH Ha KaXJ0H KOHCYJIbTAL[MH U TIPEIOCTABICHHE TIOCTOSHHON
= TIOAJICPIKKHU
< ~ o
= Heiipornicuxonornueckas oLeHKa/ BMELIATEIbCTBA JUIsl KOPPEKIUH TPYAHOCTEH B 00Y4EHNH, SMOLIMOHAIBHBIX U OBEICHYECKHUX
§ & | npobuem
% 2 OneHka cIOCOOHOCTEH K 00YUEHHIO U JOCTYIHBIX PECYpPCOB (MHIUBUIyalbHas IPOrpaMMa OOydeHHs);
& c OLICHKA HEOOXOAMMOCTH B 3proTepanyu
<
CHocoOCTBYIOT COXpaHEHHIO He3aBHCHMOCTH COOOPa3HO BO3PAcTy U COLMATBHOMY Pa3BHTHIO
IIpoBoasT TocTatoBka neeii 1 ITnan nepexona B cdepe 3ApaBoOXpaHEHHs, 00pa30BaHusL, pabOTHI U B3POCION
=4 ONTHUMHUCTUYECKHE Y — xu3He (K 13-14 rogam); KOHTPOIIB porpecca pa3 B rof; Mog00p KOOpAUHATOPA
2 Gecenpl 0 OymaymeM, 0 YAYIICS | i coumanbhoro pabOTHHKA 111 YXO/ia X KOHTPOJIS
9] MOATOTOBKA K IIEPEXO.y
S [IePEX0JIE€ BO B3pOCIYIO
= N (x 12 rogam) IIpenocTaBisioT MONAEPKKY NPHU IIEPEXOJIE U U3MEHEHUSX COCTOSHUS 310POBbS

Tabnuua 1. Begenue MJIJ[ Ha pa3nuyHbIX CTAAUSAX 11O CHEHUATBHOCTIM
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3. ¥XOJ IIPU NIOCTAHOBKE JIMAT'HO3A

MpryrHa paccTpoiicTBa 340POBbA B MeAULMHE HasblBaeTcA «auarHosy. . [Ipu nogo3pennn Ha
MBILIEYHYIO AUCTpOoduIo J(folIeHHa Ba)KHO KaK MOXKHO CKOPEe YCTaHOBUTh KOHKPETHBII
JIMarHo3. B 3aBUCMMOCTH OT CUCTEMBI 3paBOOXPAHEHUS B Balllel CTpaHe, OCHOBHOM Jiedalui
Bpay OOBIYHO SIBJISAETCS MIEPBBIM CIIELUAIUCTOM, K KOMY Bbl 00paTUTECh 110 MIOBOY 33JIepXKEK B
pa3BuTHH pebeHKa. VM MOXKET SBIATHCS Bpad OOLIeH MPaKTUKH, TEPAIEBT, IeAUATP WU
CEMEUHBIN Bpay.

YX0a Ha TaHHOM 3Tare 3aKJII0YaeTcs B IOCTAHOBKE TOYHOTO TMarHo3a B Haubosee KOpOTKUH
cpok. CeMbst JOJDKHA TIOATOTOBUTHCS, COOpaTh MH(GOPMAIIMIO O MBIIIEYHOH JUCTPOGUN
JlroreHHa, U3y4UTh JOCTYIHBIE TUIAHBI JIedeHus. Ha mTaHHOM STane KIF04YeBbIMU (aKTOpaMu
SIBIISTIOTCSI IPABWIILHBIN YXOJI, IOCTOSIHHAS MOJIEpXKKa 1 nHpopMupoBanue. Jlydie Bcero, eciiu
BaIllero peOeHKa OCMOTPUT CHEIIHAUCT 110 HEPBHO-MBIIICYHBIM 3a00I€BaHUSAM, KOTOPBII
CMOXET NPaBUIBHO HHTEPIIPETUPOBAThH PE3YIbTAThI TJA00PATOPHBIX U TEHETUYECKUX
UCCJIeI0BaHMM U ocTaBUTh nuarno3 (Pazmen 4).

ChildMuscleWeakness.org u rcpch.ac.uk/resources/recognising-neuromusculardisorders-
elearning — MHCTPYMEHTBI TIOMOIIX TIPO(ECCHOHANIaM MPH OLICHKE 3aICPKEK Pa3BUTHS U IIPH
IIOCTAHOBKE AHWArHo3a.

Oco3HaBas, UTO POJUTENN YacTO IEPBBIMU 3aMEYAIOT 3a/I€P>KKU B Pa3BUTHU CBOETO peOCHKA,
Awmepukanckas akaaemus neauarpun (AAII) pazpaboTana HHCTPYMEHT OLEHKH OTKJIOHEHUH
MOTOPHBIX (PYHKITHI. DTOT HHCTPYMEHT ITOMOXKET POIUTEIISIM OTCIICKHUBATH Pa3BUTHE peOCHKA,
IIOHSITb, YTO SABJISAETCSI HOPMAJIBHBIM, & YTO — OTKJIOHEHUEM, U KOT'/1a CTOUT HAYNHATh
OecrokouThCs. JJaHHBI HHCTPYMEHT MOKHO HAMTH IO CCHUIKE
www.HealthyChildren.org/MotorDelay.

[Ipu nocTaHoBKE AMArHo3a Ba>KHO MPOKOHCYJIBTUPOBATHCA CO CHELUATNCTOM, UMEIOIINM OIIBIT
10 BEACHUIO MbITIeuHor AucTpodun [romenna. CIuCOK MEIUIIMHCKHUX LIEHTPOB, T
npenocTaBisatoT Jeduenue MJIJI, MOKHO HailTH Ha ClieyIOmUX BeO-calTax:

Opranusanus no Mbime4yHoii fucrpoduu Beaukodpuranun (MDUC) cocraBuia cnucok
TaKHX HEHTPOB Ha TeppuTopun BesnkoOpuranum:

www.musculardystrophyuk.org/get-the-right-care-and-support/people-and-places-tohelp-
you/professionals-and-organisations/muscle-centres/

AcCOIHAIMY N0 U3YYEHHIO METO/I0B JieueHusi HelipombimeuHoii maTosoruu (Treat-NMD):

www.treat-nmd.eu

Bcemupnasi opranusanus no mbime4ynoi gucrpopun Jomenna (UPPMD):

http://worldduchenne.org/

3To Bpems, Korga KOHTAKT C OpraHu3aLmen No nogaepKKe naLmMeHToB MOXKET OKa3aTb 0COOY0 NOMOLLb.
Haiitu Takue opraHuisanuvu B Balen CTPAaHEC MOXKHO I10 CCBLJIIKE!: www.treat-
nmd.eu/dmdpatientorganisations.

B KAKHUX CJOYYASIX HOJO3PEBATH MJUT (TABJIUIIA 3)

[Tono3penne Ha MbIeYHYIO AUCTpoduro J[forieHHa BO3HUKAET MPU HATMYHH OJHOTO U3
CIIEMYIONINX CUMIITOMOB (Z1axke ipu oTcyTcTBUU M1/l B cemeitHoM anamHe3e):

e 33jIepKKa B pa3BUTHH, B TOM YHUCIIE€ B Pa3BUTUU PEUH;
e HapyleHue (YHKIMH MBI, TOJ0KUTeNbHas poba ['oBepca (PucyHok 2) sBisercst
KJ1accuyeckum cumnromom MJLJL;


http://www.healthychildren.org/MotorDelay
http://www.musculardystrophyuk.org/get-the-right-care-and-support/people-and-places-tohelp-you/professionals-and-organisations/muscle-centres/
http://www.musculardystrophyuk.org/get-the-right-care-and-support/people-and-places-tohelp-you/professionals-and-organisations/muscle-centres/
http://www.treat-nmd.eu/
http://worldduchenne.org/
http://www.treat-nmd.eu/dmdpatientorganisations
http://www.treat-nmd.eu/dmdpatientorganisations
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YBEJIMUEHHBIC UKPOHOKHBIE MBIIIIIBI (TICEBAOTHIIEPTPODUs);
noBbIeHHBIN ypoBeHb KK u / niu TpancamuHas, Wiid nedeHoYHbIX pepmeHToB ACT
wiu AJIT B kpoBu.

XOoTs MOJ03peHNE MOKET OBITh BBI3BAHO PA3IMYHBIMUA CUMIITOMAaMH, HA PUCYHKE 3 TIPUBOAUTCS
MOCJIEA0BATEIbHOCTD ACUCTBUM npu auarHoctuke MJI/I.

B kakux ciayyasax mogospesatbs M/I/{

Heo0bicHIMO BLICOKHH
YPOBeHb TPAaHCAMMHA3

M/I/I B cemeiiHOM aHAMHe3€
Maneiiee nogo3peHue Ha
HapymeHne GyHKIAH MBIIIIT

OtcyrerBue ML B ceMeitHOM
anamHe3e: He xomur k 16-18
MecsaMm, npoba ['oBepca, mm
XO0XKIICHHE Ha HOCKax (JTr000i
BO3pacT, 0COOEHHO 110 5 JieT)

hJ

ypOBeHB KpCaTHMHKUHA3bI
IIOBBIIIICH

¥

AHanu3 Ha MOUCK
MYTallU{ B TEHE

Huctpodun

4 z

Myrtanuii He 06GHapyKEHO

Myrarus oOHapykeHa

|

w
Kpeatunkunaza P AHanu3 ypoBHSI KPEaTHHKUHA3HI
B HOpME - B CBIBOPOTKE KPOBU
Myrtauuii He
00HapyXEHO a

v

CGKBCHI/IpOBaHI/Ie IréHoMa

.| Huctpodun
OTCYTCTBYET

buormcns MBIIIIIBI

!

Juctpodun
MIPUCYTCTBYET

MJI/I MajioBeposiTa; pacCMOTPUTE Apyrue
BO3MOKHBIE THATHO3BI

Myranus
oOHapyxeHa

! !

™

Junarno3 M/I/] noaTBep:xkIeH

Han6ou1ee yacTo Hada0a1aeMble NpU3HaAKu U cuMnTomsl npu MJUJL: Pucynok 3

JABuraresabHble

HapyIICHUS TIOXOJIKH
TICEBIOTUNEPTPODHUS UKD

HE MOJKET IPbITaTh

CHIDKEHHAs] BBIHOCIIMBOCTh

IUIOXO KOHTPOJIUPYET T'OJIOBY, €CIIH IOMOTaTh
CECTb, MOTSHYB 33 PYKH

C TPYAOM MOJIHUMAETCSI 10 JIECTHULIE
TUIOCKOCTOIIHE

9acTO MaJaeT U HEYKIIOXK

MOJIOXKHUTENbHAs Tpoba roBepca

3aJepKKa B Pa3BUTUH KPYITHOH MOTOPHUKH
TUIIOTOHHMS

He cBsizaHHBIe ¢ ABUraTeJbHON QyHKIUEH
e  TIpoOJIEMBbI C KOHTPOJIEM MTOBEICHUS
®  33/Iep>KKAa KOTHUTUBHOTO Pa3BUTHS
® [IJIOXO pacTeT W C TPYAOM Habupaer
BEC

e polJsieMbl ¢ 00yYEHHEM U
KOHIIEHTpaIueil BHUMaHUs

e  33jepXKKa pEYeBOrO Pa3BUTHA U
HapyIICHUS apTUKYIALIAN
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OTCTaeT B Pa3BUTHH OT CBEPCTHUKOB
00JIb B MBIIIIAX MM CTIA3MbI
XOXKJeHHE Ha HOCOYKaX

C TPyJIOM OeraeT Wi JiazaeT

POJIb OCHOBHOI'O JIEYALIEI'O BPAYA B I'PYIIIIE 110 YXO4¥Y

[Tocne Toro, Kak AMArHo3 MOATBEPKICH CIICIIMATIMCTOM 10 HEPBHO-MBIIICUYHBIM 3a00JICBAaHUSM,
uH(OpMaIUs 0 MbIIIIEYHOU AucTpoduu romeHHa J0KHa ObITh HalpaBiieHa BalleMy
OCHOBHOMY JiedaiieMy Bpauy. FiIM MOKeET sIBISATHCS Bpad OOICH MPaKTUKH, TEPANEBT, AT
WM ceMeiHbIi Bpau. [locTossHHOE 0011I€HNE ¢ OCHOBHBIM JIEUAllMM BpauoM JacT BaM
HEOOXOIUMYIO TIOJIJIEPIKKY U CTA0OUIIBHOCTD.

Cdepa 0TBETCTBEHHOCTH OCHOBHOTO JIeYalIero Bpaia BKJIOYAeET:

[lepBuuHYIO0 IOMOILIb PU OCTPBIX U XPOHUYECKUX 3a00JI€BaHUSAX;

Hannexamumii yxo B COOTBETCTBUHU € BO3PACTOM U CTAJUEH pa3BUTHA;

Hanpasnenue K y3kUM criellMaiucTam,

EsxeroaHyto npoBepKy ciyxa u 3peHus;

Esxeronubie 00ciieioBaHNs Ha TICHX03MOLIMOHAIBHBIE PACCTPONCTBA, 3I0YNOTPEOICHNE
QJIKOT'0JIEM WJIM HAPKOTUKAMMU, U IPYTU€E IICUXOJIOTHYECKUE PACCTPOICTBa,
CBOEBpEMEHHYIO BAKI[MHALIMIO, BKJIKOYAsl €KEroAHbIE IPUBUBKHU IPOTUB IPUIIIA
(pexoMeHyeTCsl MHbEKIIMSI IPUBUBKH, @ HE Ha3aJIbHbIE KaIlJln);

Esxeroanyto npoBepky (hakTopoB puCKa CepeYHO-COCYUCThIX 3a00I€BaHUM, TAKUX KaK
MOBBILIEHHOE apTepHalIbHOE JIaBJICHHUE (TUIIEPTEH3MUs1) U MTOBBIILIEHHBIH YPOBEHb
XoJecTeprHa (TUIIEPXO0JIECTEPUHEMUS).
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4. TIOCTAHOBKA JUATHO3A

YTO SABJAETCA NPUYUHOMN MBIIIEYHOM JUCTPO®UHA JTIOMIEHHA?

M/IJ1 — To reHeTnyeckoe 3a00JieBaHIE, BRI3BAHHOE MYyTAIUEH TeHa, KOJUPYIOIIETo OeoK
auctpopuH. JIucTporH NpUCYTCTBYET BO BCEX MBIIIEUHBIX BOJOKHAX Teia. OH BBIMOIHSAET
(GYHKINIO «aMOpTH3aTOpay, obecreunBas 0€30macHOe COKpalleHue u paccinadienue M. bes
TUCTpodrHA MBIl HE MOTYT MPaBUIBHO (PYHKIIMOHUPOBATH M CAMOCTOSTEIHHO
perenepupoBathcs. Kierounas MeMOpaHa MBIIII] CTAHOBUTCS] HACTOJIBKO YSI3BUMOM, UTO B
pe3ysbTaTe OOBIYHOM eXeTHEBHON JeATEIbHOCTH Ha HEeH MOSIBIIAIOTCS MUKPO-pa3phIBbl. be3
mucTpo(HA HEe IPOUCXOIUT pereHepanus M. CKBO3b MUKPO-Pa3pBIBHI B KIIETKY TPOHUKAET
KaJbLIMH, KOTOPBIA MOBPEXKAAET KIETKY, YTO IPUBOIUT K ee rubenu. Bmecto morubmmx KieTok
00pa3yroTcs pyOIIbl M JKUPOBBIE OTIIOKEHUS, @ MBIIIIIA yTPAYUBACT CBOKO CHITY H
(YHKLINOHATIBHOCTD.

MNOATBEPXKXIEHUE TUAT'HO3A

Meimeunast guctpodus JroneHHa JomKHa ObITh TOITBEPIKIeHA TeHETHYeCKIM aHamn30M.Kak
npasuao 31o aHaaus [IPK 13 obpasua KpoBW, HO TaKKe MOTYT 6bITb NPOBEAEHbI U ApYyrMie TecTbl.

1) TEHETHYECKH TECT (PUCYHOK 2)

['eneTnyeckuii anaau3 HEOOXOIUM B JTIOOOM CITydae U TOJDKEH OBITh MPEJIOKEH KAKIOMY
MAIUEeHTy. Pa3Hble TUTIBI TEHETUYECKUX UCCIIEIOBAHUN CIIOCOOHBI IaTh CIeU(PHUECKYIO,
JIeTanbHyI0 HHpopMaIiuio 00 usMenenuu nocienoBatenbHocT JJHK, nzBectHoil kak
reHeTuyeckas mytanus. [lonTBepkaeHne 1Mar1o3a Ha OCHOBaHUY T€HETUYECKHUX JAHHBIX OYCHb
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Ba’>XHO U MOXXeT NOMO4Yb onpeaesinTb COOTBETCTBME KPUTEPUAM ANA Y4aCTUA B KIMHUYECKUX
NUCNbITAaHNAX, CMPOEKTUPOBAHHbIX NMNOA4 onpeaeneHHble MyTalunn.

[Ipu ycTaHOBJICHUU TEHETHYECKAOH MYTallM1, MaTEPSIM MAIIMEHTOB TAKXKE CIEIyeT IPOUTH
TeHETHUYECKOE MCCIICIOBAHNE, YTOOKI OMPEIEIHTh, SIBISIOTCS JIM OHM HOCUTEIISIMUA. DTO TaKXKe
KacaeTcs ¥ IPYTHX WICHOB CEMBH JKEHCKOTO ToJ1a (CECTPhl, TOYEPH, TETH, TBOIOPOJIHBIC
cecTphl). Bnagenue qanHoi MHGOpPMAIUEH MO3BOIUT CEMbE OLICHUTh PUCK POXKICHUS APYTUX
JeTel ¢ MbIeuHou auctpodueit [oneHHa u IpUHATH PEIICHUs] OTHOCUTEIBHO J0POJI0BOTO
nuarnosa. [locie mocTaHOBKY TMarHo3a CeMbe Mpe/IaratoT MPONUTH TeHETHIECKYIO
KoHCynbTamuio (Pamka 2).

TUIBI TEHETUYECKHUX UCCJIEJJOBAHUM

e  MyJabTHIUIEKCHAS aMIIHUKAIUsA JUrHpoBaHHbIX 30H10B (MLPA): Tect Ha
BBISIBJICHHE JIeNICIUH NI AYIUIMKAUi B reHe, ycTaHaBauBaeT 70 MpoLeHTOB
TEHETUYECKUX MyTalnil, cBa3aHHbIX ¢ M/I/I.

e CexBeHupoBanue reaoma: eciau rect MLPA oTpunarenbHblii, CCKBEHUPOBAaHUE T'€HOMA
IIOMOJKET BBIIBUTH MYTALlUH, HE CBSI3aHHbIE C JENELMsIMU WIN AYIUIMKAIUSAMHU (T.€.
TOYEYHbIEC MYTallMU [HOHCEHC UJIM MUCCEHC], a TaK)Ke HeOobIIne
JYTUTMKALMN/BCTABKH); TAaHHBIN aHAJIH3 IOMOXKET YCTaHOBHUTH OcTallbHbIe 25-30
IIPOLIEHTOB F'€HETUUECKUX MYTaluii, He onpezenseMbix aHanu3zom MLPA.

2) BUOTICHSI MBILIIIBI

IIpu noseimieHHOM ypoBHe KK 1 Hanuuuu npyrux cumnromoB MJI/I, HO pu oTCyTCTBHM
BBISIBICHHBIX [€HETUYECKUX MYyTalUi, IPOBOJAT OMOIICHIO MBIIILIBI. Broncuto mbiliL, NpoBoAAT
nyTem XMPypruyeckoro B3aTmA Hebonbluoro obpasua Mo, A1 aHanusa. [Ipu Mblmeunom
nuctpopuu J{roreHHa opraHusM He IPOU3BOIUT OEJIOK TUCTPO(UH, MM IPOU3BOJUT €T0 B
HEJ0CTaTOYHOM KOJUINYeCTBE. BUOINCUS MBILIIIBI TO3BOJIUT YCTAHOBUTH KOJMYECTBO
nucTpoduHa B MBIIIEYHBIX KiieTkax (cM. Pamka 1).



PykoBOACTBO 117151 ceMbU

BoabmmucTBo 00sbHBIX M/l He HY)KIaI0TCSl B IPOBEACHUH
OMONCHM MbILIIBI.

Bbuorncus Mblminbsl 00bIYHO BKIIIOYAET B ce0s 1Ba aHAIIN3A!
UMMYHOTHCTOXUMHUYECKUN U BeCTEpH-OI0TTHHT. [laHHbIe
aHaJIU3bl ONPEAEISIOT HAIMYKE WK OTCYTCTBHE JUCTPO(UHA B
MbInax. [Ipy *MMyHOrHCTOXMMUYECKOM MCCIIEOBAaHUU
KyCOYEK MBIl IOMEIIAIOT Ha MJIaCTUHY, 100aBIISIOT
KpPaCHUTEIb U CKBO3b MUKPOCKOII MITYT IIPU3HAKU IIPUCYTCTBUSA
nuctpoduHa. BecTepH-OJ0TTHHT BBIABISET XMMUYECKUE CIIEbI
IPUCYTCTBUS TUCTpOdHHA.

3) APYI'ME BU/1bl AHAJIN30B

B npomiom, 7ist BBISIBJICHHUST HEPBHO-MBIIIICYHBIX HAPYIICHUI
MPOBOJIWIINCH TAKHE UCCIICIOBAHUS, KaK JJIEKTPOMHUOTrpadust
(OMI') u uccnepoBanue NPOBOAUMOCTH HEPBOB.

DKCHEPTHI CXOAATCH BO MHEHNH, UYTO DMI u uccae1oBaHue
npoBoauMocTd HepBoB HE nmpuroaun! 11 NOCTAHOBKH
nuarmosa MJUIL.

Pamka 1.

buoncus mpimnel. Bepxusis:
mucTpouH B OeIoM 1BeTe
BOKPYT MBILIEYHBIX BOJIOKOH.
Huzxkuss: oTcyrcTBue
JUCTpO(UHA B MBILIIIE.
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INOYEMY HEOBXOIMMO 'rEHETHYECKOE NIOATBEPK/IEHUE

T'EHETUYECKA I KOHCYJIbTALIVSA Y BBISIBJIEHUE HOCUTEJIEN

WMHorna reneTuyeckast MyTamus, BRI3bIBAIONIAS MBIIICYHYIO nucTpoduio /lromenna,
BO3HUKAET CIIOHTAHHO. Torga roBopsT 0 «CIIOHTaHHOW MyTauuu». [Ipu 3TOM OTCYTCTBYIOT
ciydau 3a00JIeBaHMs B CEMEHHOM aHaMHe3e. Y TPUALATH MPOLEHTOB OOJBHBIX JETeH
3a00J1eBaHUE MOIY4YEHO HE OT YJE€Ha CEMbH, a B Pe3yJbTaTe CIIOHTAHHOW MyTallUM I'€Ha,
KOAMPYIOMIETo OEJIOK JUCTPOUH.

Ecmu y marepu B JIHK umeeTcs myTarusi, KOTOPYIO OHaA IepeIaeT cBoemMy pebeHKy, eé
Ha3bIBaOT «HocutTeneM». Hocutensb ¢ 50% BepoATHOCTBIO 1S KayKI0H OepeMEeHHOCTH
nepesaeT pedeHKy FeHETUUECKYI0 MyTaluio. Malbuuky, IOJyYUBIIME MyTUPOBABLIMII I'eH,
3aboneror MJI/I, neBouku camu craHyT HocutensimMu. Eciu y matepu oOHapyskeHa MyTanus,
OHAa CMOXKET PUHUMATD B3BEUICHHbIC PELICHUS 110 MOBOAY Oynymux OepeMeHHOCTEH, a eé
POICTBEHHUIIBI (CECTPBL, TETU U IOUEPU) CMOTYT TaKKe IpoiTH 00cie0BaHue.

Buoncuio MblLL, NPOBOAAT MyTEM XMPYPTUYECKOro B3ATUA HebonbLIOro 06pasLa MbilL, AN1A
aHanu3a. AHaiu3a, KOTOPBIA CMOT OBl OIPENENINTh, OYAYT JIU Y )KEHIIUHbBI-HOCUTEIIS
IIPOSIBIIATHCS. CUMIITOMBI, HE CYLIECTBYET.

Jlaxxe eciu *KeHIUHA He SIBJIIETCSI HOCUTENEM, CYIIECTBYET PUCK, UTO y € Oynylux aetei
CHOBa MPOSIBUTCA MbIlieuHast qmuctpodus romenna. ['eHeTnyeckast MyTanusi MOXXeT
BO3HUKATh B ANYHUKAX WM B SIMIEKIETKaX. JTO Ha3bIBACTCS MO3aULIM3M KIETOK
3apOJIBIIICBOM JTUHUH («rOHaAHbIN MO3anLmM3m»). AHaIH3a KPOBU Ha MO3AaHIIU3M KJIETOK
3apO/IbIIIEBOM JIMHUU HE CYIIECTBYET.

KeHIMHBI-HOCUTENN UMEIOT NOBBILIEHHBIN PUCK Pa3BUTHA HapylIeHUH QyHKUIUN cepaua
WIN CKeJIETHBIX MBI, OHU JT0JKHBI HAOII0OJaThCsl y KapIMoJIora U IPOX0AuTh
uccnenoBanus (OKI', MPT cepana nim sxokapauorpadusi) Kaxasle 3-5 JIeT, eciii aHaTu3b
B HOpMe (Hallle, eciii peKOMEH0BAaHO KapinojoroM). BaxkHo noHUMaTh, SBISETECH JIU BB
HOCHUTEJIEM, YTOOBI IPaBHIIBHO U CBOEBPEMEHHO IOJYYUTh KOHCYJIbTALIMIO Bpaya U J€UEHUE.
Bosnee noapo6Hy0 HHPOPMALIMIO MOYKHO HOJIYYHUTh y T€HETHKA.

YYACTHUE B KNIMHUYECKHUX NCCJIIEJOBAHUAX:

Ha ceronnsmnmii 1eHb B MUpPE MPOBOAATCS PsAJl KIMHUYECKUX UCCIEA0BAHUHN,
HaIIPABJICHHBIX HA KOPPEKLMIO ONPEAEIEHHBIX TEHETUYECKUX MYTAI[Mi, BBI3bIBAIOIINX
M. Heo6xonuMo mpordTH TeHETHYECKUI aHaIN3, YTOOBI MIOHATh, TOAXOAUTE JIX BBI JJIS
Y4acTHs B TAKUX UCCIIEIOBAHUSIX. 3apETUCTPUPYHUTECH B TOCYTAPCTBEHHOM PEECTpE
MAIMEHTOB ¢ MBIIIEYHON nucTpodueit JlromenHa, 4ToObl HIEHTPbl KITMHUYECKUX
MCCJICIOBAaHMI CMOTJIM Bac HAWTH — CIIMCOK MOYKHO HAWTH 10 cChlIke: http://www.treat-
nmd.eu/resources/patientregistries/list DMD-BMD/.

Ecnu panee mpoBeIeHHBINM FEHETUYECKNN aHAJIN3 HE COOTBETCTBYET aKTyaJIbHBIM ITPUHATHIM
CTaHaapTaMm, He00X0IMMO MPOUTH MOBTOPHOE UcciieoBaHue. OO6CyauTe 3TO €O
CIICIHAIIMCTOM 110 HEPBHO-MBIIICYHBIM 3200ICBaHHSM U / WM TEHETUYCCKUM
KOHCYJIbTaHTOM. B peecTpe nmanueHToB ¢ MblliedHoM nuctpodueit JlrormeHHa Takxe
YKa3bIBalOT KOHKPETHYIO N'€HETUYECKYIO MyTall0. Bel MOXeTe y3HATh O BUAAX aHAIU30B U
ux 3 (PEeKTUBHOCTH U3 OCHOBHOTO JIOKYMEHTA.

BSPOCJ'IBIG ManucHThI, HC ITPOXOAUBIINE TeHETUYCCKUI aHaJIN3, UK NPOXOJHUBIINEC €TO B
MponuIoM, JOJKHBI IIOBTOPUTHh T'CHETHYCCKOC UCCIICAOBAHUC C TPUMCHCHUEM COBPCMCHHBIX
METOJ0B (YTO‘—IHI/ITC Y F€HETUYCCKOI'0 KOHCYJIbTaHTa, HY>KHO JIM IPOBOJUTH HOBTOpHI)II\/'I
aHaJ'II/IS), YTOOBI OBITH PaCCMOTPCHHBIM JIA YUYACTUA B KIIMHUYCCKOM HUCCIICAOBAHNUU.


http://www.treat-nmd.eu/resources/patientregistries/list/DMD-BMD/
http://www.treat-nmd.eu/resources/patientregistries/list/DMD-BMD/
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S. HEPBHO-MbBIIIEYHBIE ACIIEKTbBI

[Tpu mbleyHo# auctpoduu JlroleHHa CKeJIEeTHbIE MBIIIIBI CTAHOBATCS BCe 0osiee CladbIMu
BBUY OTCYTCTBHS quctpoduna. CiieayeT peryaspHO Mocemarh CeuaIicTa o HepBHO-
MBILIEYHBIM 3200JIEBaHUSAM, 3HAKOMOTO C BeJICHHEM 3a00J1eBaHus. Y Bpaua JI0JIKHO ObITh
MOHMMAaHHE TOTO, KaK Oy/IeT MpOrpeccupoBaTh 00JIE3Hb U KaK OH MMOMOXKET Ballleii ceMbe
HOJrOTOBUTHCS K cienyomemMy 3tany. CrnenuanicT 10 HEpBHO-MbIILIEYHBIM 32001€BaHUAM
JIOJKEH OTCIICKMBATH U3MEHEHHUS B paOOTE MBIIII], YTOOBI CBOEBPEMEHHO Ha3HAUUTH TEPAITHUIO.

HEPBHO-MbBIHIEYHASA OHEHKA

PCKOMGHI[yeTCH ImoceuaTh Cri€uuaaIncTa 1o HEPBHO-MBIIICUYHBIM 3360J’I€BaHI/I5[M KaXXJIbIC 6
MECSIIIEB, a ICUXO0JIOTa U / Wik 3proTepaneBTa — KakIble 4 Mecsiia. DTO BaKHO I IPUHATHSI
pemeHHﬁ 0 BHCAPCHUH HOBBIX BUAOB TCpallui UM KOPPEKIUH TEKYIIUX MCTOAOB JICUCHUA, a
TaKKe JUIS IPOTHO3UPOBAHUS U IIPENYIIPEIKICHUS OCI0KHEHUM HACKOJIBKO 3TO BO3MOXKHO.
TECTbI, ncnosabdyemoblie AnAa OUeHKN nporpeccnposaHunA 3360HEBaHMF|, MOTYT BapbUpPOBaTbB PA3HBIX
KiHuKax. O4eHp BAXKHO IMPOBOAUTH UX PETYIIPHO U OJHUMH U TEMH KE MECTOJaMU, IITO6I>I
OTCJIC)KNBATh UBMCHCHU . Peryns[pHLIe TCCThI JOJIDKHBI BKJIFOUYATh OIIGHKy HpOFpGCCI/IpOBaHI/IH
3a6OJIeBaHI/I$I U IIPUHATUC PCUICHUA O HCO6XOI[I/IMOCTI/I BMeNIaTenbpCcTBa. B BCJ'II/IKO6pI/ITaHI/II/I
TECT Ha OLEHKY IporpeccupoBanus 3a0oneBanus HocuT Ha3Banue Hopa Crap AcceccmeHT
(https://www.musculardystrophyuk.org/informationfor-professionals/health-
professionals/community-physiotherapy-working-group/musculardystrophy-uks-north-star-
network/ ).

OO6cnenoBanyue NPOXOIUT MO CIETYIOIUM KPUTEPUSIM.

CUJIA

Onpenensiercs U3MEHEHUE CUJIIbI, IPOU3BOIUMOIN KOHKPETHOM CKENETHOMN MBIIIIEH.
OBBEM INOABU/KHOCTHU CYCTABA

[TpoBoaUTCS 115 BBISABJICHHS KOHTPAKTYP WM OrPaHUYCHHOMN MOABUKHOCTH CYCTAaBOB C
HOCJICAYIOIICH PEKOMEHIAINEH acTsKEK U / WM XUPYPTUYECKUX BMEIIATEILCTB.

TECTbBI HA BPEMS#A

Bo MHOTruX j€4eOHBIX YUPEKICHUSIX KOHTPOIUPYIOT BPEMs BHIIIOJHEHHS PYTHHHBIX ACHCTBUH,
TaKHUX Kak [OJBEM C I10J1a, IPOXOXKACHNUE ONPEAECTICHHON TUCTAHIINN WU MTOABEM Ha HECKOJIBKO
CTYHEHEK. JTO MPe0CTaBIsIeT BXXHYIO HH(YOpMAIUIO 00 H3MEHEHUH MBIIEYHON
(YHKIIMOHAJIBHOCTHU U IEHCTBEHHOCTH BMEIIATEIbCTB.

IMKAJA OIEHKHW IBUTATEJIbHBIX ® YHKITAN

CYHICCTBYI-OT PAa3JIMYHBIC TUIIBI IIKAJI OLICHKH, HO Balll€ MEAUILIMHCKOC YUPCIKIACHHUEC BCEraa
JOJIKHO IMIPUMCHATH OJHY U TY K€ IJII JOCTOBECPHOCTU H3MepeHHI>i. PazauynbIe MIKaIBI MOT'YT
HOHaI[O6HTBC$I Ha Ppa3sjIMYHbIX dTaIrlax.

JNuaaMmudeckoe Hadawoaenue [NOBCEHEBHOW AKTUBHOCTM:

Bamr KIMHHAIIUCT OLIEHUT

HYXXHa 1 AONO/THUTE/IbHAA NOMOLLb, 4yTO6bI MOMOYb COXPaHUTb Bally CaMOCTOFITeJ'IbHOCTb/CI'IOCOﬁHOCTb
K C3M006CI’IY)KI/IBaHMI-O.

MEAUKAMEHTO3HAS TEPAIIUA

B nacrosiee BpeMs IpOBOAATCS MHOTOYUCIICHHBIE UCCIIEN0BAHM 110 IIOUCKY HOBBIX BUJIOB
tepanuu MJ1J1. OGHOBIEHHBIE pEKOMEHIAINH 10 YXOAY BKIIFOUAIOT B ¢€0sI TOIBKO T€ BUIBI


https://www.musculardystrophyuk.org/informationfor-professionals/health-professionals/community-physiotherapy-working-group/musculardystrophy-uks-north-star-network/
https://www.musculardystrophyuk.org/informationfor-professionals/health-professionals/community-physiotherapy-working-group/musculardystrophy-uks-north-star-network/
https://www.musculardystrophyuk.org/informationfor-professionals/health-professionals/community-physiotherapy-working-group/musculardystrophy-uks-north-star-network/
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Tepanuu, AJi1 KOTOPBIX CYIIECTBYIOT JOCTaTOYHBIE JoKa3aTenbcTBa addektuBHOCTH. [1o Mepe
TOT0, KaK OY/IeT MOSIBIISITHCSI HOBAsl TEPAIUs, PEKOMEHIAINH OyIyT MEHATHCS U OOHOBIISTHCS.

XoTs B OyayIieM ¥ 0)KUIACTCs TIOSBJICHHE 00JIee IUPOKOTO CIIEKTPa BO3MOXKHBIX
TCPANICBTUYCCKUX peLHeHI/II;'I, B HACTOAICC BPEM OHU OI'paHUYCHBI. MHO0keCTBO OKCIICPTOB
CXOJATCSl BO MHCHHU B OTHOLICHHUHU TOTO, YTO HA CETOIHSNIHUN JICHb CTEPOUIbI SIBIISFOTCS
€/IMHCTBEHHBIM PEKOMEHOBAaHHBIM H 3()()EKTUBHBIM JICUEHUEM HApYIICHUH (YHKIUH
CKeJeTHBIX MBI npu MAA. CtepouHast Tepamnus B oApoOHOCTIX onucana B Paziene 6.
Metobl IeueHus IPYTUX CIIEHUPHUUESCKUX CUMITTOMOB 3a00JIeBaHUs, TAKAX KaK IMPOOJIEMBI C
cepaieMm, 00CyKatoTcst HUXe B Pasgene 12

6. CTEPOUIHASA TEPAIIUA

['JIFOKOKOPTUKOCTEPOUIbI, U CTEPOUIbI, IPUMEHSIOTCS IO BCEMY MUPY JUIS JIEUEHUS
pa3IM4YHbIX 3a0o0seBaHui. HeCOMHEHHO, UTO CTEPOHIBI PUHOCAT IOJIb3Yy MHOTUM OOJTBHBIM
MBIIIEYHOH aucTpodueii [ronenna, u 3Ta nojb3a J0HKHA ObITH COM3MEPHUMA C MEpaMHu 110
MPEIOTBPAICHHIIO TTOOOYHBIX 3P PeKToB cTeponioB. [Ipuém crepouioB oueHb BakeH mipu M/1J1
U TIOTOMY OOCY>KJaeTCsl 10 MPOSIBICHUSI IPU3HAKOB MBILIEYHOHN c1ab0CTH.

OCHOBHAA HH®OPMALUA

Creponbl 3aMeUISIOT 0CTa0JIEHUE MBIIICYHOW CHITBI U yXY/IICHUE JBUTATEIILHBIX (PYHKITHH,
xapaktepHbIx s MJI/1. [ mrokoKpTHKOCTEPOU bl OTINYAIOTCS OT aHAOOIUYECKUX CTEPOUIOB,
KOTOPBIMH WHOT/IA 3JI0YIIOTPEOIISIOT CIIOPTCMEHBI, KeJaroline cTaTh cuibHee. Llenpio
cTepouaHoi Tepanuu npu MJI/] sBisieTcs nmoaaep:kaHue MbIIIIEYHON CUJIb U QYHKIIHI, 4TO
MIO3BOJIUT J0JIbIIE XOJUTh CAMOCTOSTENBHO, COXPaHATh (PYHKIIMOHAILHOCTh BEPXHUX
KOHEYHOCTEH U JbIXaTeNbHBIX MBIIII], a TAKXKe U30€KaTh ONepaliy o KOPPEKIIUU CKOJIN03a
(MCKpUBIIEHUS TIO3BOHOYHUKA).

e JleyeHue cTeponiaMu cienyeT 0OCYIUTh YK€ MPH MOCTaHOBKE AuarHo3a. OnTuMaibHbIM
BPEMCHCM Ha4dajla TCpalr CHUTACTCA CTaaANA CaMOCTOSTEILHOU XOIII)6I>I, II0Ka HE
MIPOU30IIeN 3HAYUTENbHBIN criaj Gpusndecko cuibl (cM. Pucynok 4).

e Jlo Hayasia CTEpOUIHON TEPANU PEKOMEHAYETCS 3aBEPIINUTD IJIAHOBYIO BAKIIMHALIUIO, B
TOM 4YHCJIE, JOJDKCH OBITH YCTAHOBJICH UMMYHHUTET K B€Tp$[HOI71 OocCII€C. Halll/IOHaﬂbelﬁ
KaJieHJapb NPo(puIaKTHYeCKUX NPUBUBOK B Poccuu MOKHO HAITH MO CChLIKE:
https://base.garant.ru/70647158/53f89421bbdaf741eb2dlecc4ddb4c33/ . TTomyunre
PEKOMEHIAIIMHU 10 BaKIIMHAIIMY Y BAILIETO CIIEIHAIACTA [0 HEPBHO-MBILLICYHBIM
3a00JI€BaHUSIM.

e PexomeHanuu no BakIIMHALMK LEHTpa KOHTpouIs U mpoduinaktuku 3adonesanuii CLLIA
(CDC) moskHO HaiiTH 1o ccblike WWW.ParentProjectMD.org/Vaccinations.

e Pexomennaruu ans BenukoOpuranuu u Upnananu Mo>KHO HAMTH TTO CCHUIKaM
https://www.nhs.uk/conditions/vaccinations/childhood-vaccines-timeline/ u
https://www.hse.ie/eng/health/immunisation/.

o IlpenynpexaeHue u npodunakTuka mo6OIHbIX 3HPEKTOB TOMKHA OCYIIECTBISTHCS
3a077aroBpeMEHHO Ha OCHOBaHMHU MporHo3a (cMm. Tabnuma 1).

CXEMbI IPUMEHEHUSA CTEPOU0B

CrienuanicThl MO0 HEPBHO-MBIIIEUYHBIM 3200JI€BaHISAM Ha3HAYAIOT Pa3HbIe CXeMbl IpUeMa
cTepouioB. B maHHOM paszene onuchIBaloTCst METO b 3P GEKTHBHOTO U 6€301MacHOTO
MPUMEHEHHUS CTEPOUIO0B, OCHOBAaHHBIEC HA PETYJISPHON OlleHKe (PYHKIUN pernapaToB U
0004HBIX 3P PeKToB (cM. PucyHOK 4).

e [lpeanuson u aeduazakopt (ToproBoe HaumeHoBanue B CIIIA — «Omdnaza») — aBa
OCHOBHBIX THIIa CTEPOMJIOB, UCIIOIB3YEMBIX MTPH MbIIIeUHOU AucTpoduu [romenHa. OHu


https://base.garant.ru/70647158/53f89421bbdaf741eb2d1ecc4ddb4c33/
http://www.parentprojectmd.org/Vaccinations
https://www.nhs.uk/conditions/vaccinations/childhood-vaccines-timeline/
https://www.hse.ie/eng/health/immunisation/
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MMEIOT CXO0KUU MEXaHU3M JIeUCTBUS. JlOATrOCpOYHbIE NCCIEIOBAHMS ATUX ITPENapaToB
MOMOT'YT NOHATH OTHOCUTCIIbHYIO T10JIb3Y KaKAO0TO.

e BriOop B oab3y Kakoro-1mdo crepora OyeT 3aBUCeTh OT BAalTUX MPEANIOYTESHUH,
MpeANOYTEHUI Bpaya, JOCTYITHOCTH IIpenapara B Ballleil cTpaHe, ero CTOMMOCTH, U OT
npenoiaraeMbix moo6o4yHsIx 3 dexton. [IpenmyiiecTBOM MpeIHN30HA SBISIETCS €r0
HU3Kas 1eHa. Jleda3akopT mpeanosaraeT MEHbIINN pUCK HAOOpa JUILIHETO Beca U
po0JieM ¢ MOBEEHUEM, OJHAKO, BHICOK PUCK 3aJIEP>KKH POCTa U Pa3BUTHSI KATAPAKTHI.

PEJKUM JO3UPOBAHUA U IOBOYHBIE JEVMCTBUS (PUCYHOK 4, TABJIMIIA 2)

e (OueHb Ba)XCH BHUMATEIHHBIA KOHTPOJIb MOOOYHBIX 3(h(HEKTOB, CBA3aHHBIX C IPUEMOM
CTEPOUJIOB,. XOTs HA TaHHBIA MOMEHT CTEPOUIHAS TEPANUS SABISETCA LIEHTPAIbHBIM
3BEHOM MEAMKaMeHTO3HOU Tepanuu M/I/I, He cTouT BocnpruHUMATH €€ KaK JOJIKHOE, a
IIPOBOAMTH TOJIBKO MOJ1 HAOII0JeHEM KBATH(PHUIIMPOBAHHOTO Bpaya.

e K dakropam, onpenensonmmM He0OX0AUMOCTh KOPPEKIIUU T03UPOBKU CTEPOHIOB,
OTHOCATCS. peaKL sl OpraHu3Ma Ha JICYEHUE, BEC, POCT, I0JI0Bas 3peI0CTh, 310POBbE
KOCTeH, MoBeICHNE, KaTapaKTa, a TAaK)Ke HaJTu4Kie U TTOJKOHTPOJIBHOCTh MOOOYHBIX
a¢hekToB.
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MepbI Ipe10CTOPOKHOCTH

IlepBoHauanbHOE 00CYKIEHUE
OOGCyXIar0T HEOOXOAUMOCTh IPHEMAa CTEPOUIIOB C

ceMbeH

HayunaroT npuem crepounios

* J1o 3HAUUTENFHOTO CHIDKCHHS (PU3NIECKOM CHITBI
* [Tocne oOCyKICHUS TOOOYHBIX TEHCTBUI

* [Tocne KOHCYIBTAIIUH C AUETOJIOIOM

V

Pexomenayemasi HauajibHas 103UPOBKA
* [IpeqHM30H WK MPETHU30JI0H, 0-75 MI/KT
exxenneBno MJIN

¢ lledpmazakopt, 0-9 MI/Kr exeTHESBHO

HexpocTaro4HOCTH KOPBHI HAINIOYEYHHKOB

* lndopmMupoBaHue MaeHTa U ero CEMbHU O
NpU3HAaKax, CAMITOMAaX U KOHTPOJIE OCTPOH
HEJIOCTATOYHOCTH KOPBI HA/IIIOUYEYHHKOB

» Ha3zHa4aroT ruipOKOPTHU30H BHYTPUMBIIIEYHO IS
BBE/ICHHS Ha JIOMY:

- 50 Mr meTsaMm < 2 et

- 100 Mr getsam > 2 J1eT U B3pOCIbIM

CrpeccoBas 1032 Uil MAUeHTOB, IPHHIMAOIINX >
12 mr/m? npeau3oHa / Ae)Ia3akopTa exeIHEBHO
MOJKET OBITh HEOOXOANMa TIPH CEPHE3HOM
3a00JIeBaHHH, TPABME HIIH XUPYPTrHIECKOM
BMEIIaTeNILCTBE

* Beenenue runpokoptusona 50-100 mr/m? B cyTku

Vv

HN3meHeHus1 103MPOBKH

HekoHTponupyemble N HEAOMYCTHMEIE TOOOYHEIE
3¢ G eKTHI

» CHIKAIOT 7103y CTepOouIoB Ha 25-33 %

* [ToBTOpHAas oreHKa yepe3 1 Mecsn

VYxynumenne GU3n4IecKoro COCTOSHUS

* YBEJINYMBAIOT 103y 0 LIEJIEBOM UCXOS U3 MACChI
Tela U HA4aJIbHOM TO3UPOBKHU

 [ToBTOpHAaA oLlcHKA uepe3 2-3 MecsIa

Vv

IIpumeHeHnnre MpU OTCYTCTBUH
CAMOCTOSITEIbHOM X01bObI

* [Ipo0IDKarOT MPHEM, HO CHHYKAIOT 103y 110 YPOBHS
YBEPEHHOT'O KOHTPOJIS TTOO0UHBIX 3 (HeKTOB

* B3pociibie anueHThl, paHee He IPUHHUMABIITHE
CTEpPOHIBI, MOTYT U3BJICUb II0JIb3Y OT TePAIUU

He npekpamaiite npuemM pe3sxo

e CienyroT MpOTOKOJIY CHUKEHHUSI 03I CTEPOUIOB
umenw [Tu-/Ixeit Hukonodda

» CHmxaroT 103y Ha 20-25% kaxmaeie 2 Hemenn

* [To nocTmwkeHNH GU3NOTOTHIECKON TO3UPOBKU

(3 mr/m? MIPEeTHU30HA WK Je]Iia3akopTa exXeIHEBHO),
HepexoIAT Ha THAPOKOPTH30H 12 Mr/M? exeHEBHO,
pa3znenuB Ha 3 paBHBIC YaCTH

» CHmxaroT 103y Ha 20-25% kaxayro HeAento 10
JIOCTHKEHUS 2-5 MT TUAPOKOPTHU30HA Yepe3 JICHb

e Cniyctd 2 Henenu npueMa 4epes JeHb, MPeKpaliaoT
MpUEM THAPOKOPTU30HA

¢ [lepuoandecky MpOBEPSIIOT YTPEHHIOO
KOHIIEHTPAIIUIO0 KOPTHU30J1a, CEKPELUs KOTOPOTO
ctumynupoBana KPT" unu AKTI, noka I'THO e
MIPHUIET B HOPMY

* [IpomomkaroT mpreM MpH Ype3BHITANHBIX
CUTyalmusx, moka He Boccranosurcsi [ THO (Moxet
3aHTH 12 MECSIEB MM JOJIBIIIEC)

Pucynok 4 Tabnuna 2. Pexum 103MpoBaHus U KOHTPOJIb CTEPOUIHOM Tepanuu

HEJOCTATOYHOCTDB KOPbI HAAITIOYEYHUKOB

Hannoueunsle jxene3sl BbIpadaThIBAIOT TOPMOH KOPTH30J1, KOTOPBI TOMOIae€T OPraHu3My
CIPABIATHCS CO CTPECCOM (HAMpUMED, IPU cepbe3HOM 3aboeBaHuu Win Tpasme). [1pu
€XKEIHEBHOM IPHUEME CTCPOHIOB HAIITOYCUHBIC )KeJIe3bl MPEKPAIIAlOT BRIPAOOTKY KOPTH30JIa
(9TO Ha3BIBAETCS «HEOCTATOYHOCTH KOPBI HAAMOYEUHUKOBY). [IpH mpekpariennu npruema
CTEPOUJIOB TEITy MOHAT00UTCS HECKOJIBKO HEJIEIb HITH MECSIIeB, YTOOBI BHOBb HA4YaTh
BBIpa0aThIBaTh KOPTU30J. B OTCYTCTBUM KOPTHU30J1a BAllle TEJIO HECTIOCOOHO CIIPABIISITHCS CO
CTPECCOM, YTO MOKET MPHUBECTU K TAKHUM KU3HCYTPOKAKOIIUM COCTOAHHUAM, KaK OCTpasd
HEJOCTATOYHOCTh KOPBI HAIMO4YeYHUKOB. [10 3TO# mpuurHe HeIb3s pe3Ko MpeKpaiiaTh mprueM
crepouioB (v 0e3 MOMOIIM Bpayda) WK MPOITyCKaTh MpHUeM OoJiee 4yeM Ha 24 Jaca.

Korna opranusm ucnbITHIBaET AOMOJHUTENBHBIN cTpecc (BbICOKasi TEMIIEpaTypa, ornepanus,
HepesoM), eMy MOXKeT HOTPeOOBaTHCS TOTOIHUTENbHAS (CTPEccoBasi) /103a CTEPOHIOB.
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Nudopmaruio mo 703upoBKe B CIydae Ype3BbIYANHBIX CUTYAIM U 110 PACTIO3HAHUIO / JICYCHUIO
/ IpeIOTBPAIIIEHUIO OCTPON HEAOCTATOYHOCTH KOPHI HAIMOYCYHIUKOB MOXKHO HAHUTH B MPOTOKOJIE
npuema ctepou1oB umenu [u-/Ixeit Hukonodda, noctynmHom Ha caiite
www.parentprojectmd.org/pj.

JAPYI'UE JIEKAPCTBEHHBIE ITPEITAPATBI U IIMIIEBBIE TOBABKH

Hapsiny co creponiamMu, NIpUMEHSIOTCS U ApyTHe npenaparsl 1yt Tepanuu M/, Takue kak
Exondys 51 (Etiplersen), koTopsiii 6611 0100peH YIIpaBacHHEM 10 KOHTPOJIIO 3a MPOAYKTaMH
nuTaHus U JekapcteHHbiME niperniapatamu CIIA (FDA), u Translarna (Ataluren),
YTBEPKJICHHBII K HCIOJIB30BAHUIO B HECKOJIBKUX E€BPONECHCKHUX cTpaHax EBponeiickum
areHTCTBOM JICKapCTBEHHBIX cpesicTB, HO He B CIIIA. Exondys 51 (Etiplersen) u Translarna
(Ataluren) moka3aHbl K MPUMEHEHHIO JIFOJBMH C ONPEACICHHBIMHI TUITAMHU MYTaIlHH,
BhI3bIBatoIux MJIJI.

Exondys 51 nokazan 60apHbIM MJI/], IMEIOIIMM F€HETHYECKYIO MYTALIHIO, KOPPEKTUPYEMYIO
nocpeAcTBoM nponycka 51 3k30Ha (okoisio 13% naunenrtos). [Ipenapat HanpaBiIeH Ha MPOITYCK
nedeKTHOTO y4JacTka (9K30Ha) B T€HE U CIIOCOOCTBYET BHIPAOOTKE YaCTUYHO (DYHKIIMOHATIBLHOTO
aucTpouHa.

Translarna (Ataluren) mokasaun 6o0spHBIM M]IJ] ¢ HOHCEHC-MyTaIHel (0K010 13% manueHToB).
Mexanusm elicTBUs aTalypeHa Henu3BecTeH. CUuTaercs, 4To OH B3aUMOJAEUCTBYET C TOM
YaCThIO KJIETKH, KOTOPask «CUUTHIBAET» OEJIKHU, 03BOJISAS €l «CUUTHIBATHY (DYHKIIMOHAIBHBIN
0es10K B 00X0]1 HOHCEHC-MYTal1H.

B HacToAIMI MOMEHT IPOBOJAATCS HECKOJIBKO KIIMHUYECKUX UCCIIEIOBAaHMM, HAlIPaBJICHHBIX Ha
cnennuyecKre TeHeTHUECKUe MyTaluy, Bei3piBaromue MJI/1. ['enetndeckuii anaams mo3BoJuT
y3HaTh, MOJAXOAUTE JIU BbI JUIsl yUAaCTHUs B KAKOM-JINOO U3 3TUX UCCIIe0BaHUM. 32 YTo6bl noMoub
OpPraHn3aTopy KANHU4YeCKnxX WCMbITaHUI HAaNTH nauneHToB, KOTOpPble MOTYT y4aCTBOBaTb B UCMbITaHUAX,
06A3aTeNbHO 3aperncTpupyiTech B BalleM HaLMOHa/IbHOM PerncTpe nauueHTos ¢ [oweHHoOM —
CIIUCOK MOKHO HalTH 1o ccpuike: http://www.treat-nmd.eu/resources/patientregistries/list/DMD-
BMD/.

[Tpu MbrieyHoM auctpoduu [romeHHa UCTIONB3YIOT U APYTUe Tpernaparsl U MUIeBbie J0OaBKH,
MTOMUMO TIEPEUNCIICHHBIX BHIIIE, OJJHAKO OHU HE ObUTH 0JJ00peHbI YTIPaBICHUEM 110 KOHTPOJIIO
3a TPOJyKTaMy TIMTaHus U JekapcTBeHHbMU niperapatamu CIIA (FDA) unu EBporneiickium
areHTCTBOM JiekapcTBeHHBIX cpeacTB (EMA). XoTst MHOTHE U3 TeX, UTO MepedyrciaeHbl B Pamke
3, UCMIONB3YIOTCS MOBCEMECTHO, OTCYTCTBYIOT JOCTATOUYHBIE I0KA3aTENbCTBA B MOJIb3Y HX

3¢ (PEKTUBHOCTH WITH BPEIOHOCHOCTH. [IpOKOHCYIBTUPYHTECH CO CIIEIUATIMCTOM IO HEPBHO-
MBIIIEYHBIM 3200JI€BaHUAM, MPEXK/IC YeM HAYMHATh WU MPEKPaIIaTh MPUEM JIeKapCTBEHHBIX
IpernapaToB.


http://www.parentprojectmd.org/pj
http://www.treat-nmd.eu/resources/patientregistries/list/DMD-BMD/
http://www.treat-nmd.eu/resources/patientregistries/list/DMD-BMD/
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PAMKA 3. IPYT'ME IIPEITAPATHI U IIMIIEBBIE JOBABKH, HE OJJOBPEHHBIE K
NCITIOJIb3OBAHUIO ITPU ML

DKCIepThl PacCCMOTPEIN CEPHIO MPETMAapaToOB M MUIIEBHIX J00ABOK, B HEKOTOPBIX CITydasx
IPUMEHSEMBIX 151 JISYSHUsI MbIIIeYHOH nuctpoduu lromenna. Ha ocHoBanuu 0630pa
OHY6JII/IKOB21HHBIX JaHHBIX 11O JaHHBIM CY6CTaHI_[I/I$IM, OHMH CACJIAJIN BBIBOJ, JOCTATOYHO JIN
JIOKA3aTeNbCTB UX 0€30MacHOCTU U 3PPEKTUBHOCTH.

3KC]’[epTLI NMPpUILIHA K CJICAYKOIIUM BbIBOJdaM:

e [IpumeHeHHE OKCaHPOJIOHA (aHA0OINYECKOTO CTEPOMIa) HE PEKOMEHIOBAHO.

e [Ipumenenue 00TOKca HE PEKOMEHIOBAHO.

e  OTCyTCTBYIOT JOKa3aTEJIbCTBA B [10JIb3y CUCTEMATHUUECKOTO IPUMEHEHUS KpeaTHHa.
PannoMusnpoBaHHOE KOHTPOIMPYEMOE HcclieloBaHne KpeaTrHa y 0onbHbIX MJIJ] He
BBISIBUJIO SIBHOM 1Ob3b1. Eciiu y manuenTa, MpUHUMAIOIIET0 KpeaTHH, Pa3BUBAIOTCS
po0JIeMbl ¢ TOYKaMHU, IIPUEM 3TOTO Mpenapara ciieyeT IpeKpaTUTh.

e Ha manHbIii MOMEHT HEBO3MOKHO JaTh OJTHO3HAYHYIO PEKOMEHIAITUI0 OTHOCUTEIHHO
MPUMEHEHHUS JPYTUX MUILIEBbIX J00AaBOK WM MpernapaToB, Takux kKak kopepment Q10,
KapHUTHH, aMUHOKHUCIJIOTHI (TJIyTaMUH, ApTHHKH ), TPOTUBOBOCHATUTEIbHbIE CyOCTaHIINH
Y aHTHOKCUJAHTHI (pbIOui skup, BUTaMHUH E, SKCTpakKT 3eeHOoro yasi, IeHTOKCU(UILINH),
U JAPYTHUX, BKJIIOYAsk paCTUTEIbHBIE IKCTPAKThI. DKCIEPTHI 3aKJIFOUHIIN, YTO OTCYTCTBYIOT
MOATBEPKIeHUS Y3PPEKTUBHOCTH UX TIPUMEHEHUSI.

e DKCIEpTHI CXOAATCA BO MHEHHH, YTO B 3TOI 001acTH TpeOYIOTCs JOMOIHUTEIbHBIC
uccienoanus. [loompsieTcs akTUBHOE y4acTHe MAlMEHTOB U UX ceMel B BUJIE
PETUCTpALMH B peeCTpax U y4acTHs B KIIMHUYECKUX UCIIBITAHUSX.

TABJIMIIA 2. TIOBOYHBIE JEVCTBHSI CTEPOUI0OB: PEKOMEHIALIUM ITO
MPEIYIPEXKIEHUIO M TPO®UJIAKTUKE

31eck epeyrciieHbl Hanbolee pacpoCTpaHeHHbIe TOOOYHBIE IeWCTBUSA, CBA3aHHBIE C
A0JITOCPOYHBIM IPUEMOM CTECPOHUIOB. Baxxno IIOMHUTD, UTO PA3HBIC JIIOJU ITO-PA3SHOMY
MEPEHOCT 3Ty Tepanuio. Kirod K yCremnHoi cTepouIHOi Tepanuu — 3T0 OCO3HaHHE
IIOTCHIUAJIbHBIX OOOYHBIX ILCI;'ICTBI/II;'I N YCWJIVA 110 UX MPEAOTBPAIICHNUIO NJIM MUHHUMU3alluH.
Ecnu moGouHbIe NEHCTBUS HE MOANAI0TCA KOPPEKIIMH, MOKET MOTPeOOBATHCS CHIKEHUE 1031
(Pucynok 4). Ecniu 5T0 HE a0 pe3ynbTaToB, HEOOXOIMMO IEPEUTH HA IPYTOM TUIT CTEPOHUIOB
WM PEKUM JO3UPOBAHUS, a HE TIPEeKpaIiaTh MPUEM BOBCE. ITO MPOUCXOIUT MO HAOTIOACHUEM
criequaJIiicTa 1o HEPBHO-MBIICYHBIM 3a00I€BaAHUAM.
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TABJIMIIA 2. HOBOYHBIE JEVCTBUSA CTEPOUI0OB

ITo6ounoe
aeficrBue

JlomostHuTEIBHAS
uHopmanus

O0cyaure co cnennaaIuCcTOM MO
HEPBHO-MbIIIEYHBIM
3a00/1€eBaHUSAM

Ha0op Beca n

Crepoujibl MOTYT

Bri6op panmona nutanus 11 Beei

OKHpeHune CTUMYJIUPOBATh AIIETUT; CEMBH JIOJDKEH OBITH MTPOyMaHHBIM
HOJIYYUTE PEKOMEHIAINH 1O BO M30ex)aHue Habopa JIMIITHETO
NUTAHUIO J0 Hayalla mpuemMa Beca. [1nan 3m0poBoro nuTaHus
CTEPOHJIOB. COCTaBJISIFOT 10 COBETY JUETOJIOTa U

TPYIIIIBI IO YXOIY.

Cunapom CranoButcs Oosnee 3aMeTHOU BHuMarenbHbIH KOHTPOJIb JUETHI,

KYIINHIa IIOJIHOTA JIUIIA U ILEK. MHHUMAaJIbHOE MOTpebICHHE caxapa

(1yHooOpa3Hoe Y COJIM OCTAHOBST HAOOp Beca

JINI0) HPOSIBJIIEHUE CUHAPOMA KYILIUHTA.

N36b1TOUHBII Crepousibl 4acTO BHI3BIBAIOT OOBIYHO CUMIITOMBI YMEPEHHBIE U

POCT B0OJIOC HA
Tese (THPCYTU3M)

M30BITOYHBIN POCT BOJIOC Ha
TeJe.

He TpeOyIOT U3MEHEHUS
MEIMKaMEHTO3HOM TePaIiH.

AKHe, rpu0OKoOBbBIe
HHPEeKINH KOXKHA
(mai),
OopoaaBKu

CunpHee nNposBiIsIeTCs y
HOJPOCTKOB.

Hamnpasnennoe sieuenue
(Tormmueckue cpeacTaa). Pexxum
npreMa CTEPOHJIOB MEHSIOT TOJIBKO
IIPY CHJILHOM 3MOIMOHAIEHOM
NepeKMBAHUH.

Hwu3zkuii pocr

Poct n3mepstoT, Kak MUHUMYM,
pa3 B 6 Mecs1eB B paMKax
o0111ero ocMoTpa.

Ecnu poct 3amenuncs unu
OCTaHOBWJICA, NJIN YBCIIMUNBACTCA
MeHee ueM Ha 4 CM/TOJ1, WK eCIH
pocT < 3 MpOIEHTHIIECH, HEOOXOTUMO
00paTUThCs K SHJOKPUHOJIOTY.
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TABJIMIIA 2. HOBOYHBIE JEVMCTBHUSA CTEPOUI0B

IMo6ounoe JlonoJIHUTeIbHASA O0cyaure co cnennaaIuCcTOM MO
aeiicTBue uHopmanus HeHPOMBbIIIEYHBIM 3200/1€BAHUSM
3agepikka Hacrymuienue nomnosoi Ecnu Bac GecriokouT 3amepixkka
M0JIOBOT0 3pENOCTH KOHTPOJIUPYIOT MpHU MI0JIOBOTO Pa3BUTHS, WU €CIIU
pa3BUTHA Ka)XJIOM OCMOTpE, HauUnHas ¢ 9 M0JIOBOE CO3PEBAHUE HE MPOU3OILIO

JIEeT. K 14 romam, oOpaturech 3a

CooBITe Bpauy 0 cIyqasx KOHCYJbTAIIUEH K SHJOKPUHOJIOTY.

MO3/THETO MOJI0BOTO

CO3pEBaHUSI B CEMEHHOM

aHaMHe3e.

Masnpunkam, He TOCTUTIIIHM

MOJIOBOM 3pesiocTH K 14 rojmam,

PEKOMEHIYIOT TECTOCTEPOH

3aMECTUTENIbHYIO TePaIlnIo.
PaccrpoiicTBO Coo0muTe Bpauay 00 @DOHOBBIC PAaCCTPOCTBA MTOBEACHHUS
noBeJAeHHsl U3MEHEHUU (POHOBOTO CIIeyeT JIeYUTh 10 Hauasia
(momoHUTENbHAS HACTPOCHMS, TEMIIEPAMEHTA ¥ O | CTEPOUTHOU TEparuu, HarpuMmep,

nHpopManus o
MTOBE/ICHUHU B
Pazgene 10)

pazsutuu C/IBI.

HwmeiiTe B By, YTO CUMIITOMBI
4aCTO BPEMEHHO 000CTPSIIOTCS
B IIEPBBIE IIECTh HENEIb
CTEPOUIHOM TEpaINH.

npoBojAat koppekuuto CIBI.

MOHO CIBUHYTH BpeMs IpuemMa
CTEpOUIOB Ha 0oJiee Mo3/IHee BpeMs
CYTOK — O0OCY/IUTE 3TO CO
CHEIHAIMCTOM I10 HEPBHO-
MBIIICYHBIM 3200JICBAHUSIM U
CHEIHATMCTOM IO MIOBEJICHYSCKUM
npobiieMam.

HNMmmyHocynpeccust

IIpuem cTepon10B MOXKET
CHHU3UTh UMMYHHUTET
(cTI0COOHOCTH MPOTUBOCTOATH
uHbpekusam). byapre Haueky u
IIPUHUMANTE MEPBI 110
IIPEIOTBPALICHUIO U JIEYEHUIO
MH(pEKINH.

[IpolinuTe BakIIMHALIAIO OT
BETPSIHOM OCIIBI 10 Hayasia
CTEPOUIHOM TEpaANnU; €CIIH TAaKOBOU
HE MPOBOIUIIOCH, 00PATUTECH K
Bpayy IOCJe KOHTAKTa ¢
HOCUTEIISIMHU.

Ecnu B Baiem peruoHe CyImecTByer
MOBBIIIEHHBIA PUCK 3a00J1€BAEMOCTH
TyOepKyne3oMm, BaM noTpedyercs
JONIOJTHUTENIbHOE HAOII0ICHHE.
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TABJIMIIA 2. HOBOYHBIE JEVCTBUSA CTEPOUI0B

ITo0ounoe JlonotHUTeIbHAS OO0cyauTe co crienuaaIucTOM 110
aeiicTBue uHopmanus HEPBHO-MbIIIEYHbIM
3a00/1€eBaHUSAM
IMonasienue [Tpoundopmupyiite BeCh [Tonpocure cnenuanucra mno
(pyHKIMN KOPBI 00CTy KUBAIOLIUI HEPBHO-MBILICYHBIM 3a00J1eBaHUSIM
HA/INI0OYeYHUKOB MEAMIIMHCKUI epCOHaN O TOM, | COCTaBHUTb JIJIS Bac IJIaH MpuemMa
YTO Bbl IPUHUMAETE CTEPOUIBI, | CTEPOUIOB B ClIydae Ype3BbIYANHBIX
1 HOCHUTE C COOO0M JTNUHYIO cutyauuil. TakoBoW T0OKEH
KapTOUKY. BKJIIOYATh CJIEIYIOUIUE YKA3aHUS:
He nponyckaiite mpuem * Uto nenath, €Ciau Bbl IPOMYCTUIIH
OUYEepEIHOM J103bI CTEPOUJIOB OuYepeIHON MpUeEM CTEpoUI0B Ooliee
Oosee yem Ha 24 Jaca, Tak Kak yeM Ha 24 vaca (U3-3a BO3JIepKaHUs
ATO MOXET MPUBECTU K OCTPOH OT MHUIIHU, OOJIE3HHU WITN
HEJO0CTAaTOYHOCTH. HEJOCTYITHOCTH PEIIeTITa)
[TomHHTE, B KAKHX CIIy4asx * Korma BBOIUTH CTPECCOBBIE J103bI
CJIelyeT BBOJUTH CTPECCOBHIE CTEPOHJIOB, B KAKOM 00BhEMeE, U B
JI03BI CTEPOUIOB (Cepbe3HOe Kakoi (hopme (epopaibHO,
3a0oJieBaHUE, TPaBMa WU BHYTPUMBIIIICYHAS WU
orepalrs) Bo H30eKaHue BHYTpUBEHHAsl UHbEKIMS). B
OCTPOM HEJJOCTaTOYHOCTH. KauecTBE MpuMepa 03HAKOMBTECH C
TTOMHHTE IIPH3HAKK 1 MPOTOKOJIOM IpHEMa CTEPOUIOB
CHMITTOMBI OCTpOii umenu [1u-/xei HI/IK_OJIO(M)a Ha
He0CTATOUHOCTH (60TH B caiite www.parentprojectmd.org/pj
JKUBOTE, PBOTA, JIETAPTHs). * Ecnu BBl coOupaerech MpekpaTuTh
TTosyduTe petenT Ha MIPUEM CTEPOUIOB, MIOMPOCUTE Bpaya
BHYTPUMBILIEYHbIE HHBEKIUH COCTaBUTb IJIaH MOCTETIEHHOTO
I'MIPOKOPTH30HA (BBI AOJKHEI CHIKEHMS 103bl. B KauecTBe
yYMETb IIPUMEHATH B CIydae o0pa3siia OH MOKET UCTOIb30BaTh
OCTPOI HEJOCTATOYHOCTH). IIPOTOKOJI IPUEMa CTEPONI0B UMEHU
Iu-/Txeit Huxonodda,
Hu B KOGMVCquae HE COCTaBJICHHBIN PonTenscKkuM
TpEKpAIliANTE PE3KO MPHEM. MIPOEKTOM MBIIIEYHOU TUCTPOUH,
www.parentprojectmd.org/pj.
IHoBbIlIEHHOE AptepuanbHoe aasienue (A/]) | Ilpu nossimenHoM A/l nonpooOyiite
aprepuajibHoe U3MEPSIOT Ha KaXKJIOM BU3UTE K | CHU3HUTH MOTPEOIICHNE COMHU U
AaBJieHHUe Bpauy. cOpOCHUTH Bec.
(runepTeH3us) Ecnu nanHble Mephl He Jat0T

pe3yJibTaTa, Balll OCHOBHOM
Jeqyaniui Bpad pacCMOTPUT
BBCICHUEC JOITOJIHUTECIIbHBIX
MEIMKAMEHTOB.
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TABJIMIIA 2. HOBOYHBIE JEMCTBUS CTEPOUI0OB

ITo0ouHOe nelicTBUE

JlomostHuTEIbHAS
uHopmanus

O0cyaure co cnennaaIuCcToOM MO
HEPBHO-MbIIIEYHBIM
3a00/1€eBaAaHUSAM

HenepenocumocTtb
IJTII0OKO03bI

Bo Bpemsi BUBUTOB K Bpauy
UCCIIEAYIOT MOYY Ha
COJZIepXKaHUE TIIFOKO3bI C
IIOMOILBIO TECT-TIOJIOCKHU.

CoobmuTe Bpauy 00
YBEJIMYEHUN 00heMa MOUHU
WINA YPOBHS TIOTPEOJICHUS
KUJKOCTH.

Pa3 B rox npoBoaAT aHanu3
KPOBH B LIETISIX KOHTPOJIS
pa3BuTHs auabera 2 Tuna u
JIPYTHX OCIOKHEHUH,
CBSI3aHHBIX C HAOOPOM Beca
IIPU IPUEME CTEPOUIOB.

Ecnu ananu3 Mo4uu Uil CUMIITOMEI
CBUACTCIIBCTBYIOT O pa3BUTHU
HEINIEPECHOCUMOCTH, MOT'YT
HOTpGGOBaTBCSI JOITIOJIHUTCIIBHBIC
dHAJIN3bl KPOBH Ha ,I[I/Ia6eT 2 TuIa.

IacTpur /
racrpossodareanbHasi
peduirokcHas 00/1e3Hb
(I'9PBb)

Crtepou/ibl MOTYT BBI3BIBATH
pedaroKkcono100HbIC
cUMIOTOMBI (u3xo0ry). Ecnu y
Bac MOSBUJIKCH TaKue
CHMIITOMBI, COOOIITUTE
CHENHATHUCTY IO HEPBHO-
MBIIIEYHBIM 3200JICBAHUSM.

W30eraiite nmpruema HECTEPOUTHBIX
MPOTUBOBOCTIATTUTENbHBIX
npenaparos (HIIBII), Takux kax
acnupuH, HOynpodeH, HalPOKCEH.

AHTaLII/II[BI IIOMOT'YT KYIIUPOBATb
CHUMIITOMBEI.

SI3BenHnas 00J1e3HL

Coo0iute 0 0011 B
JKENyJIKe, TaK KaK 9TO MOYKET
TOBOPHUTH O TIOBPEIKIACHUU
CTEHOK JKeJy/Ka.

IIpu anemun nnm npu
MIOJ03PEHUH HA
KPOBOTEYECHHUE B KHILICYHUKE
IIPOBEPSIOT CTYJI HA HAJTUYKE
KpPOBH.

W3z6eraiite mpuema HIIBII
(actiupuH, uOynpodes,
HaIpOKCEH).

PenentypHble npenapaTsl U
aHTAIUIBI TIOMOTYT KYITUPOBATh
CHUMIITOMBI.

OO0paTtuTech K TaCTPOIHTEPOIIOTY
3a TUArHOCTUKOU U JIEUEHUEM.

Karapakra

CTCpOI/I)II)I MOFYT BbBI3BIBATH
HEOCIIO’)KHEHHYIO KaTapakTy;
HeoOX0oarMa eXXeroaHast
poBepKa y opTalbMoora.

[Ipu pazBuTHM KaTapakThl,
3aTPYAHSIOLIEN 3peHue,
paccMOTpPUTE BO3MOKHOCTh
nepexoa c neduaszakopra Ha
MIpeIHN30H (edaa3akopT CBsI3aH C
MOBBIIIEHHBIM PUCKOM Pa3BUTHS
KaTapakThbl).

[TomyunTe KOHCYIIbTAIIUIO
odTanpMouIora.

KarapakTty neyat TOJIbKO B TOM
cily4ae, €Clid OHa 3aTPyIHSIET
3peHue.
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TABJIMIIA 2. HOBOYHBIE JEMCTBUS CTEPOUI0OB

IMo6ouHoe JlonotHUTeILHAS OO6cyauTe €O CENUATUCTOM 10
aeiicTBue uHopmanus HEPBHO-MbIIIEYHbIM
3a00/1€eBaHUSAM

OcTeonopo3 [Ipu kaxa0oM nocenieHun B 3aBucumocTH OT ypOBHS
CHeIHAaINCTa 10 HEPBHO- BuTamuHa D B kpoBH, ero
MBIIICYHBIM 3200JICBAHUSM Ha3HAYaIoT B BUC JOOABKH.
coobariTe 0 mepenomMax u E>kerosHo npoBepsioT ypoBeHs 25-
o B criuHe. rUApOKCcUBHTaMKHA D; 110
B mensix KOHTpoIst HE0OXOIMMOCTH HAa3HAYAIOT B BUJIC
KOMITPECCHOHHBIX MEPETIOMOB, T00aBKH.
Kaxpie 1-2 roza renasor V6eauTech, 4TO Ball ypOBEHb
PCHTTCHOTpAMMY MOTPEOJICHUS KaJIbIUs
HO3BOHOYHHKA. COOTBETCTBYET PEKOMEHIYEMOMY
JPA xaxnplie 2-3 rofa B IeJsIX | IS Balllero BO3pacTa.
KOHTPOJIS INIOTHOCTH KOCTEH. B cityuae HeIOCTATOYHOTO
EsxeromHo nmpoBoasT TeCT Ha NOTPEOJICHUS KAJIBITUSI BMECTE C
25-ruapokcuBUTaMuH D MMUIIEH, Ha3HAYaroT KaJbIHMH B BUC
(To31HEH 3UMOIA B YCITOBUSIX 100aBKH.
KiMara ¢ Ce30HHbIMH JUIst mofiIepsKaHus 340POBbs KOCTEH
U3MEHCHHSIMH ): TIPH HU3KOM PEKOMEHIYIOT YTIPaKHEHNS C
ypoBHe HasHaaroT BUTaMu D3| pecomoit marpyskoit (B monosenun
B Ka4eCTBE JI00aBKH. c1os).
Kapiil rot OUEHUBAIOT METY, | [IpokoHCYIBTHPYHTECH ¢ BPRUOM 110
4TOOBI YIOCTOBEPUTHCS B MOBO/TY BHIGOPA TPOTPAMMEI
aJICKBaTHOM TOTPEOJIeHUN TPEHUPOBOK.
KaJIbIIHS.

Muoroounypus Coo0muTe CrennaiaucTy mo N36eraiite HaNpsHKEHHBIX U

(Moya nmpuoOperaer
KpacHO-0ypbIii
L[BET U3-3a
CoJIepKaHUs
MPOJYKTOB pacrmaja
MBIILIEYHOTO OelKa.
AHanu3 IpoBOJAT B
OOJTBLHUYHOMN
nabopaTopun)

HEPBHO-MBIIIIEYHBIM
3a00JIeBaHUSIM, €CJIH Ballla
Moua mpuodpena KpacHo-
OypbIil LIBET.

[IpoBoadT uccnegoBaHue MOYH
Ha COJIepKaHNuEe MUOTJIOOMHA.

Takxe ucciaeayroT Mo4Yy Ha
MpU3HAKU UHPEKIINU.

9KCTpaBaraHTHBIX (PU3UYECKUX
YIPaKHEHUM, TAKMX KaK OET ¢ TOPBI
BHU3 WUJIU MPBDKKH Ha OaTyTe.

TleiiTe nocTaToOUYHOE KOJIMYECTBO
BOJBI.

HpI/I COXpaHCHUU CUMIITOMOB
IMPOBOAAT UCCIICAOBAHUC ITOYCK.
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7. SJHAOKPUHHASA CUCTEMA

[TprmeHeHne CTeponI0B AJis JI€UeHUs MbILIeUYHOH nucTpodun JfoleHHa MOKET HETaTUBHO
CKa3aTbCsl Ha ypPOBHE HEKOTOPHIX FTOPMOHOB. B niepByIo ouepenib 3TO KacaeTcsi TOPMOHA poCTa
(4TO MIPUBOIUT K 3a/IEPIKKE POCTA) M TECTOCTEPOHA, MYXKCKOT'O [TOJIOBOTO TOPMOHA (IIPUBOJIHT K
3aJIepIKKe TOJI0BOH 3peiocTtH). Eciin Bac 0€CIOKOUT pOCT, MOJI0BOE CO3PEBAHKE UIIU MOJIABICHHE
GyHKIMI KOpBI HAJIOYEUYHUKOB, CIIEIIUAIUCT 110 HEPBHO-MBILIECYHBIM 3a00JI€BaHUSIM HAIIPABUT
BacC K 9HJAOKPUHOJIOTY.

POCT H ITIOJIOBAA 3PEJIOCTD

Hwuskuii pocT 1 3a7eprKKa I10JI0BOM 3PEJIOCTH MOTYT CTAaTh IIPUYUHOM 3MOLIMOHAIBHBIX
HepeXUBAHUH, I03TOMY HE CTECHANTECh 00CYKAaTh 3T BONPOCH! ¢ BpayoM. Huskuii poct
MOYET CBUETEIBCTBOBATD U O APYIHX MpoOIeMax co 3710pOBbEM, @ HEXBATKa TECTOCTEPOHA
yXYALIAeT 340poBbe KocTel. [1o 3ToM npuynHe crienuanyicT 0 HEPBHO-MBIIIECYHBIM
3a00J1€BaHUAM JOJKEH BHUMATEIbHO KOHTPOJIMPOBATh POCT U HACTYIUIEHHE IIOJIOBOU 3pEIOCTH
(PucyHnok 5).

TEPAIIUA 'OPMOHOM POCTA

e [Ipuem ropmMoHa pocTa Ha3HA4YarOT MPHU HEXBATKE COOCTBEHHOTO TOPMOHA POCTa B OPraHU3Me.

e B nuTepaType OTCYTCTBYIOT JaHHBIE OTHOCHTEIBHO 0€30macHOCTH M () (HEKTUBHOCTH
IpUMEHEHUs TOpMOHa pocTa y 60iabHbIX M/I/] ¢ HOpMaIbHBIM YPOBHEM COOCTBEHHOI'O
FOpPMOHA.

e [IpuMeHeHrE TOPMOHA POCTAa CONPSKEHO C MOTEHIIMAIBHBIM PUCKOM IOSIBJIEHMSI TOJIOBHBIX
0o0J1el, MOBBILIEHNUS BHYTPUUEPETHOTO AaBJIeHUS (B TOJJOBHOM MO3I'€ U Ija3ax), pa3BUTHS
smuQu3e0n3a TOIOBKH OeJPEHHON KOCTH (BBI3bIBAET 00JIb, TPEOYET XUPYPTUIECKOTO
BMEILIATENIbCTBA), YCYTyOIeHUs CKOIMO03a, @ TAKXKE CBA3aHO C MOBBIILIEHHBIM PUCKOM
pa3BuTHUA quadeTa.

e Jlo mpuHATHUS OKOHYATEIHFHOTO PEUICHHUS 110 TIOBOIY Ha3HAYEHHUSI TOPMOHA POCTa, 00CYKIAIOT
COOTHOILIEHUE PUCKA U TOJIb3BI.

TECTOCTEPOHOBAS TEPAIIUSA

e TecTtocTepoH HEOOXOAUM I MOAJEPKAHUS 3J0POBbS KOCTEH, a TAKXKe IJIs
MCUXOCOIMAIBLHOIO / SMOLIMOHAIIBHOTO PAa3BUTHS.

e TecTOCTEpOHOBYIO TEPANMIO HAUMHAIOT C MAJIBIX JO3UPOBOK, KOTOPBIE IOCTEIIEHHO
YBEJIMUYUBAIOT O UMUTALMN €CTECTBEHHOM ITOJIOBOM 3PEIOCTH.

e [lyTb BBEJIEHHS TECTOCTEPOHA MOXKET ObITh Pa3IMYHBIM, OT BHYTPUMBIIIEYHBIX HHBEKLUH /10
resiel U IIacThIpen.

e Jlo Hayvana Tepanuu dHIOKPUHOJIOT JOKEH 0OTOBOPUTH 0XKHIAaEMYI0 PEAKIIHI0 OpraHn3Ma Ha
TECTOCTEPOH: YCUJICHHUE 3aIlaXx0B TeJa, PACTUTEIILHOCTD Ha JIMIIE, aKHE, YCUJICHHBIN POCT,
3aMBIKaHUE XPSIIEBBIX TUIACTUHOK POCTA U TOBBIIEHHOE JINOUI0 (CEKCyallbHOE BIICUCHHE).

e Bo3MoxxHble T0O0OYHBIE AP (EKTHI: JIOKaTbHast MH(PEKIUS Ha MECTE BBEACHMUSI, ajlliepruyecKas
peakuus, nepenajbl HACTPOEHUS, YBEIMUEHUE YUCIIAa SPUTPOLIUTOB.

e [lpu TecTOCTEpOHOBOW Tepanuy HEOOXOAUMO PETYIISIPHO MTPOBOIUTh AHAINU3 KPOBH JUIS
KOHTPOJISI OTBETa OpraHU3Ma Ha JICYeHHE.

OCTPAA HEJOCTATOYHOCTD KOPBI HAAITIOYEYHUKOB

Hapanoyeunsie »xene3bl BbIpadaThIBalOT TOPMOH KOPTH30JI, KOTOPBIA TOMOTaeT OPraHu3My
CHPABJIATHCS CO CTPECCOM (HampumMmep, pH cepbe3HOM 3a0os1eBaHuu Uik Tpasme). [Ipu npuéme
CTEpOMI0B HAAMOYEUHBIE JKeJIe3bl MPEKPaLIatoT BRIPAOOTKY KOPTU30IIa (3TO Ha3bIBaeTCA
«HEI0CTaTOYHOCTh KOpBI HAAIOYEUYHUKOBY). [lociie mpekpaliieHus npueMa CTepouI0B TEIy
MOHAJIOOUTCS HECKOJIBKO HE/IEIb WIIM MECSIIEB, YTOOBI BHOBh HaUaTh BHIPA0ATHIBATH KOPTU3OII.
B orcyrcTBUM KOPTH3071a Ballle TEJIO HECIIOCOOHO CHPABIATHCSA CO CTPECCOM, YTO MOXKET
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IMPUBOJUTH K TAKUM KU3HECYT'POKAIOIHUM COCTOAHUAM, KaK OCTpasA HEAOCTATOYHOCTb KOPEBI

HaAIIO4YCYHUKOB.

OcTtpas HegOCTaTOYHOCTH KOPBI HAATIOYEUHUKOB — 9TO YIPOKAIOILIEE )KU3HU OCJIOKHEHHE,
COTIPSKEHHOE C MPUEMOM CTEPOUIOB (cM. PrucyHOoK 5). BaxkHO TOMHUTE 00 3TOM PHCKE, €CITH BB
PE3KO MpeKpalaere NpueM CTEpOrIOB, MM €CIIM ouepeIHas Jo3a MpomyleHa 6osiee yeM Ha 24
yaca. Bce manueHThl Ha €5KeIHEBHOW CTEPOMIHOM TEPAIMU TOJIKHBI UMETh IIJIaH JCHCTBUN Ha
cilydail mporycka Jo3bl WM CEPbE3HOI0 3a00JI€BaHuUs WM TPaBMBbl, KOT'J1a UM I1OTpedyeTcs
JIOTIOJTHUTENbHAA (CTpeccoBast) 103a cTepouioB. MHpopmanus mo npeaoTBpalieHuIo,
Pacro3HABAHUIO U KOHTPOJIK0 HENOCTATOYHOCTH, a TAKXKE 110 IIPABUIIAM IIPUMEHEHUS JO3HUPOBOK
B CJIy4ae «4pe3BbIYANHBIX CUTYalLU)», BKIIOUEHA B IPOTOKOJI IIpMeMa CTEpOUI0B uMeHu [1u-
JIxeit Hukonodda, moctymuslii Ha caiite WWW.parentprojectmd.org/pj.

CAMITOMBI OCTPOM HEJOCTATOYHOCTH KOPBI HAJIMOYEYHUKOB

HpI/I3HaKI/I 1 CUMIITOMBI OCTpOfI HEAOCTATOYHOCTH:

e CuipHoe YTOMIJICHUE,

I'onoBHas 6015,

TomHoTa / pBOTA,

Hwuskuii ypoBeHb caxapa B KpOBH;
Huskoe kpoBsHOE naBicHUeE,;
O6MOpoK.

Poct

M3mepenue pocta
KaXKJIble 6 MeCSIIEeB 10
HAaCTYIUICHUS MTOJIOBOM
3PENOCTH U TOCTHXKEHUS
KOHEYHOTO pocTa

3agep:kka pocra
JIro6oe u3
HKCTIEPECUNCIICHHBIX

M * YMCHBUICHHUC TPOUCHTUIIA

pocta
* pocT <4 cM B rof
* pocT < 3-T0 MPOICHTUIIS

IMosn0Bas 3peiocTh
OmeHka MojI0BOro
CO3pEBaHMS 10 IIKaJe
TanHepa kaxple 6
MECSIIIEB, HAYMHAS C
BO3pacTa 9 ser

3ajep:kKa 1M0JI0BOI0
pa3BUTHS

O6beM simuek <4 cm® B
Bo3pacte 14 net uinu
cTapiie

Tpebyercs
KOHCYJIbTAIHs
SHIOKPHUHOJIOTA

TpeOyercs
KOHCYJIbTAIIHS
SHJOKPHHOJIOTA

Pexomennyercs:

* OIIEHKa KOCTHOTO BO3PacTa 110
PEHTTEHOTpaMMe JICBOW PYKH
* IpOBepKa (HyHKIHUH
LINTOBHIHOM JKeJIe3bl

* KOMILICKC HCCIICIOBAHHN
OPIOMIHOM MOJIOCTH

* (haKTOPEI poCTa

* 00beMHas MeTaboIYecKast
MaHeNb

* TIOJIHBIM aHAJIN3 KPOBU

K paccmorpenuio
Tect cTUMyIISIIME TOPMOHOM
pocTta

PexomMenayrorcs 1abopaTopHble
HCCJIeI0BAHMS:

* JIFOTEUHU3HUPYIOIIUHA TOPMOH

* GOITUKYTOCTUMYIIUP YOI N
TOPMOH

* TECTOCTEPOH

PexoMenayercsi Tepanust
THIIOTOHAAU3MA:

* TECTOCTEPOH 3aMECTUTENIbHAS
Tepanusi ¢ NOCTENEHHbIM
YBECJIIMYCHUEM J103bI

* pEKOMEHI0BaHa B Bo3pacte >14

K paccmoTpennio
OrneHka KOCTHOTO BO3pacTa 1o
pPEHTreHOTpaMMe JIEBOU PyKU

Pucynox 5. Oyenka u koumpons pocma u HacmynieHue noi080U 3peIoCmu npu npueme
2NIIOKOKOPMUKOCMEPOUOO8
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8. 3IOPOBBLE KOCTEI (OCTEOIIOPO3) (Pucynox 6)

30pOBbe KOCTEN Ba)KHO Kak Ha ambynaTopHbIX, TaK U Ha HeambynatopHbix ctaguax MAJ.bonsHbIe
MBIIIeYHOM aucTpodueii [omenHa Bcex BO3pacToB UMEIOT clladble KOCTH OCOOCHHO, €CITM OHU
IPUHUMAIOT cTepoubl. CTEpOUIBI SABISIOTCSA IPUYMHON CHM)KEHHUS IIJIOTHOCTU KOCTEH, YTO, B
CBOIO OYE€pPE/Ib, CBS3aHO C MOBBIIICHHBIM PUCKOM IepeioMoB. CaabocTh MBIIII U CHHYKCHHAS
MOJIBI’KHOCTD TAK)KE€ BBICTYIAIOT (PAKTOPAMU PUCKA XPYIIKOCTH KOCTEH.

JIByxaHepreTudeckas peHTreHoBckas abcopormomerpus (IPA win DEXA) — sto
HEUHBa3UBHBIN MCTO/ USMCPCHUA MHHepaHLHOﬁ IINIOTHOCTU JJINHHBIX pr6anHx KOCTEH (HOFI/I
i pykn). ToHKre KocTu OoJiee moaBepkeHbl nepeaomam. OnpenencHne MUHEpaTbHOMU
IUIOTHOCTH JIEKHUT B OCHOBE KOHTPOJIS 0011ero 310poBhs kKocteil. JIPA pexomenayercs
MIPOBOJUTH Kaxble 2-3 roja.

Bonbubie MJ1/1, 0ocobeHHO Te, KTO MPHHUMAET CTEPOHIbI, UMEIOT MOBBIIIEHHBIN PUCK PA3BUTHUS
KOMIIPECCHOHHOTO IIEPEIOMA MO3BOHOYHUKA. KOMIIPECCHOHHBIN MEPEIOM IPOUCXOIUT, KOTra
U3-32 MHOXKECTBA MEJIKUX MEPETOMOB MTO3BOHKH AE(POPMUPYIOTCS U CAABIUBAIOTCS.
KomnpeccroHHbIH nepesoM NO3BOHOYHHKA MOXKET COIPOBOXKAATHCS 00JIEBBIMU OLIYILEHUSIMH,
HO JIa)K€ €CJIM TaKOBbIE OTCYTCTBYIOT, €T0 MOKHO PACIIO3HATh HA PEHTI€HOrpaMMe
IIO3BOHOYHMKA B 00KOBOH mpoekuuu. [Ipu nepeiromax no3BOHOYHUKA Ha3HAYAIOT
o6uchocdonaTsl, 0COOCHHO NMPH HANMUYNH 00IH. PeKoMeHIyeTCst MPOBOUTH PEHTTEHOTpapHIo
MO3BOHOYHMKA KakJble 1-2 roaa, npu Haau4uu 00U B CIIMHE yalle.
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KocTHast TKaHb MOCTOSIHHO pa3pyIIaeTcsi, BCACKIBAETCS B KPOBb U BHOBh BOCCTAHABIIMBACTCSL.
Crepouibl 3aMeUISIOT CTaHI0 BOCCTaHOBIIeHUS. buchocdoHaTs CBSI3bIBalOTCS C
MIOBEPXHOCTBIO KOCTH, 3aMEUISIS TIPOIIECC Pa3pyIICHHs U peadCcopOIMU, YTO O3BOJSET KOCTHON
TKaHu OoJiee 3h(HeKTHBHO BoccTaHABIMBAThCS. KOCTH cTaHOBATCS 00Jiee MIIOTHBIMU H, KaK
MOYKHO HaJIesThCsI, O0Jiee 3/J0POBBIMH U MEHEE IO IBEP)KEHHBIMU TiepesiomaM. [Ipuem
oucdochonaToB 00CYKIAIOT MIPH MOSBICHUH MPU3HAKOB CHIYKCHUS TIOTHOCTU KOCTEH,
neperioMe JUIMHHOW TPpyO4aToi KOCTH, HE COTPOBOXKIABIIEMCS CEPhE3HON TPABMOM, HITH TIPH
KOMIIPECCUOHHOM TEPeIoMe TT03BOHOYHHKA (CM. PUCYHOK 6).

Ouenka u uHpopmMupoBaHue

NudopmupoBaHue 1 OIICHKA SPrOTepaneBTOM WK (PU3NICCKUM TEPAIIeBTOM

* B 1r000ii cuTyanuu MUHUMH3APOBATh PHCK MAJICHUH, «CMOTPETH O] HOTWY, BHIOHPAThH
ONTUMABHYI MECTHOCTB JJISI XOhObI, 00XOIUTH MPETATCTBUSI.

» O0y4aroT ManyeHTa U ero CEMbIO MpaBuiiaM 0€30MaCHOTO UCTIOIh30BAHUS KPECIA-KOJSCKH;
OOBSICHSIIOT, UTO MAJACHUE U3 KPECIa-KOJSICKU YacTO CTAHOBUTCS IIPUYUHOMN TPaBM.

* O0y4aroT CeMbIO 0€30MaCHOMY TOIbEMY M IIEPEMEIICHHUIO OOJILHOTO U3 U B KPECIIO-KOJISICKY.

O0mue pekoMeHAAIIUA

W3berarp masieHni Mpy MCIIOIb30BaHUHU
Kpecia-KOJIACKU N IPYTUX
BCIIOMOTATEJbHBIX MPUCIIOCOOTEHUH —

BCET/a UCTIONb30BaTh PEMEHb OE30MaCHOCTH U
AHTHUONIPOKUABIBATCIIb.

be3onacHOCTb B YCIIOBUSX I0Ma — yOUpaTh C
oJia Jro0ble NPEsITCTBUS, TAKHE KaK KOBPBI,
pa3dpocaHHbIE UTPYIIKH, BEPEBKU U APYTHE
OBITOBBIC TIPEIMETHI.

be3omacHoCTh Ha HEPOBHBIX HUJIU CKOJIB3KUX
TMOBEPXHOCTAX:

be3onacHoe nepeMeIeHne B Kpecio-KosICKy
1 00paTHO —

* OyabpTe 0OCOOCHHO ONUTENHHBI Ha YIIHIIE
BBHTy HEPOBHBIX TIOBEPXHOCTEH;

* PEKOMEH/TyeTCsl Ha/IeBaTh PE3MHOBKIC
MUIETIAHIIBI TP X0Ib0€ Ha CKOJIB3KOM
IIOBEPXHOCTH Y BOJIBI,

* BO U30€KaHUEe MaJIeHHA K TOJCHOCTOITHBIMHA
TyTOpaM KPEISIT HECKOIb3AIINE CTEIbKH.

HojiyMaiiTe 00 UCHOJIB30BAaHUH Al THBHBIX
CPEICTB MOMOILH [PH MOIbEME YKE Ha
paHHel ctaauu Ui obecriedeHus: 0e30macHon
MOAACPKKHN 1 MUHUMU3AIUN PHUCKa Ha):[eHI/Iﬁ H
TpaBM IIPH MEPEMEIICHUN, IPHHSATHH BaHHBI,
UCIIOJIb30BAHUH TyaJeTa.

IlonesHrle uaeun A joMa:
* IPOTUBOCKOJIB3SIUE KOBPUKH AJI1 BAHHOM;
* IOPYYHU B YIICBOI KaOWHE WIIN BaHHOW;

* CIIEHUAJIBHOE CUJICHUE WIM aIalITUBHBIE CPEACTBA JIJIsl BAHHOM;
* HeCKOJIb3s1Iee (prudIeHOE) TOKPHITHE JEPEBSIHHBIX CTYIICHEH;

* TIOPYYHU C 0O0EUX CTOPOH JICCTHHIIBIL.

Pucynok 6. Pexomenoayuu no 6e3onacnocmu u npedomspaueHuro nadeHutl
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9. OPTONEJUYECKUE ACHEKTBI (Pucynox 7)

Oproneanueckue CpecTBAa IPUMEHSIOT ISl MOAIEPKaHUsl CAMOCTOSITENIbHOM X0AbOBI U
JBUTATEIHHBIX (YHKIIMH, U B TEISIX MUHUMH3AIUH MOSBICHUS KOHTPaKTyp. CIIocCOOHOCTH
CTOSITh M XOJUTh IOMOKET COXPAHUTH 3J0POBYIO OCAHKY U 310POBbE KOCTEH.

KOHTPAKTYPbI

ITo MCpPE TOro, Kak oc1a0eBaroT MbIIIIBI, MIPUBOJAUTE B ABHXKXCHUC CYCTAaBbl CTAHOBUTCA TPYAHCC.
OHHM MOTYT 3aCTBITh B OZJHOM MOJI0KEHHH, YTO M Ha3bIBACTCSI KOHTPaKkTypoil. [lognepkanue
NPaBUIBHOI OCAaHKH MPH XOAb0E ITOMOXKET MPEAYNPEIUTh PA3BUTHE CKOJINO03a U KOHTPAKTYP
CTOII U JIOABDKEK. B 1MoIoyKeHnu cuss ciieinTe 3a OCaHKOM M PaBHOMEPHBIM pacHpeieieHueM
Beca Ha 00e cTopoHsbl Tesa. CTYIHH U HOTH JJOJKHBI OBITh KOM(OPTHO pacCTaBICHBI M UMETh
xoporyto onopy. Haanesxamast mocazika, odecreunBaronias HOAICPKKY CIIMHBI U Ta3a, SBISIETCS
KJIIIOYEBBIM (DakTOpoM BbIOOpa Kpecia-Komsacku. CymecTBYIOT XUPYPrHUeCKUe Onepariuu
CIIOCOOHBIE TPUIATHIIPABIIIBHOE TIOJIOKEHHE CTOTIaM MJIM HOT'aM, €CJIM 3TO HEOOXOMMO.

CKOJINO3

Nioau, usylume ¢ MBIIEYHOH muctpodueit Jronmenna, He MPUHUMAIOIIIE KOPTUKOCTEPOUIBI,
uMer0T 90-TIPOIIEHTHBIN PUCK PAa3BUTHUS MPOTPECCUPYIOIIETO CKOIMO3a (CO BpEMEHEM
ycyryOJstolieecss ICKpUBJIEHUE I03BOHOYHUKA B CTOPOHY). Jl0Ka3aHo, 4TO €3KeIHEBHBIN IpUeM
CTEPOUJIOB CHUKAET PUCK PA3BUTHS CKOJIN03a U 3HAYUTEIBHO OTCPOYMBAET €TI0 BO BpeMeHU. B
LEJISIX IPELYNPEXIACHUS CKOJIM03a BHUMATENBHO CIEAUTE 3a OCAHKOM U MTOJIOKEHHUEM TeIa.
Heo0xonnMo nocrossHHOE HaOMIOAEHHUE 32 COCTOSIHUEM MIO3BOHOYHMKA B TEUEHUE BCEH KU3HU.

MEPEJIOMBI JIIMHHBIX TPYBYATBHIX KOCTEM

[lepesioM HOTH CTaBUT MO yTpo3y BO3MOXKHOCTD JlajbHenen Xoap05b1. [Ipu Tpeurne B koctu
WIN TIepeJIoMe HOTH y3HaiiTe, HoTpeOyeTcst 11 BaM XUPYPruuecKoe BMEIIATeNbCTBO.
XUpypruueckoe BMEMATEIbCTBO YaCTO MOMOTaeT 0OJIbHBIM MBIIIEYHOH nuctpodueii romenna
CKOpee BCTaTh Ha HOI'M. YBEIOMMTE CIIELUAINCTA [10 HEPBHO-MBIIIEYHBIM 3a00JI€BaHUSAM U
IpyHIly IO YXOAY O MEpesIoMe J10 MPUHATUS KakuX-110o pemieHuil. Bpauu cmoryt gath Bam
PEKOMEH ALK 110 YXO4Y B 10 U MIOCJIEONEPALNOHHON IEPPUOLL.

[Tpu MJIJ] cymecTByeT puck pa3BUTHsI CHHIpOMA xKupoBoit smOosu (CKDI),
NPEJCTaBIISIOIIEr0 ONACHOCTD JUIs AKHU3HHU U TPEOYIOIIEro CpOUYHONH METUIIMHCKON TTOMOIITH.
CuHIIpOM BO3HUKAET BCIIEJICTBUE TOIMAJaHUs B IIPOCBET COCY/Ia "KUPOBOM TKaHHU,
00pa30BaBLIErocs B pe3ysbTaTe MepeaoMa Uil cepbe3Horo yimmba kocti. Bmecte ¢ motokom
KpPOBH JKHPOBasi TKAHb MOXKET NIEPEMECTUTHLCS B JIETKUE U OTPAHUYUTH TOCTYN KUCIOpOa B
opranu3M. CUMITOMBI KHPOBOM SMOOJIMU BKIIIOYAIOT CITYyTAaHHOCTh CO3HAHMS, JI€30PHEHTALIHIO,
HEoOBbIUHOE MTOBECHHE, YUaIlleHHOE JIbIXaHue U cepAaleOuenue u oapiky. Ecau nmocie
najieHus1, ymmnda Win nepejiomMa y Bac nosisuiaucs cumnromsl CoKJ, Bei3biBaiiTe Opurany
CKOpoii HeoTJI0kHOM nmoMouM. CoodmmTe MeIUIMHCKOMY NEPCOHATY, UTO Y BAC HMEIOTCS
NO/103PEHHS HA KUPOBYI0 IMO00JINI0. ITO YPe3BbIYANHO ONACHAS CHTyaLHs.
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CTaans caMocToATEe ILHOM
X0bObI

Pannss cTaausi, OTCYyTCTBHE
CaMOCTOSITEJILHOH X0Ab0bI

IMo3anss cTaausi, OTCyTCTBHUE
CaMOCTOSITEJIbHOM X0Ab0bI

OneHka

Kak MuHUMYM pa3 B 6 MECSIICB OIICHUBAIOT 00bEM JIBHIKCHUI.

Exxeronnsiil BU3yanabHbIN
OCMOTp MO3BOHOYHUKA.

BPI3yaJ'II:HI;II7[ OCMOTpP MO3BOHOYHHUKA KAXKIbIC 6 MCECAILICB.

Pentrenorpadus npyu BUANMOM
WCKPUBJICHUU WU TIPU
3aTPYJHCHHOM BU3yaIbHOM
OCMOTDE.

Pentrenorpadus mpu norepe
CHOCOOHOCTH XOJIUTh; IPU
HAJINYUN UCKPUBIICHUS JCTAI0T
PEHTTEHOTpaMMy KasK[IbIe 6
MecsIeB — | To B 3aBUCUMOCTH
OT CKEJIETHOU 3pENOCTH;
o0pammaroTcst K Xupypry-
OpTOTIely IPU UCKPUBICHUU
>20°.

Exxeromuas pentrenorpadus B
nepeHe-3aIHel TPOCKITUH JIs
MAIUCHTOB C YCTAHOBJICHHBIM
MPOTPECCUPYIOIIAM CKOJIMO30M.

Bujanl BMeniaTeLCTB

[Tox pykoBOICTBOM (DM3HUECKOTO TEPAINEeBTa pa3padaThIBAIOT MPOrPAMMY PACTSDKEK JUIS J0Ma C
yIpaXHeHUSIMHA IS JIOABDKEK, KOJIEH U Oenep.

[lox pyKOBOICTBOM TEpameBTa, BKIIOYAIOT YIIPAKHEHUS IS

BEPXHHUX KOHEYHOCTEM.

Ecnu naccuBHOE THUTBHOE
crubanue ronenocromna <10°, B
HOYHOE BpEeMS HAJCBAIOT
WHIUBUyalTbHEIE
TOJICHOCTOIIHBIE TYTOPA,
3a(UKCUPOBAHHBIE B
HEUTPAJIbHOM MOJIOKEHUU.

Hocst nnauBumyanbHbie
TOJICHOCTOITHBIE TYTOPA U B
JTHEBHOE BpPEeMsl, YTOOBI
3aMeIINTh yCYryOlicHHe
9KBUHOBApYCHOU faedopmMaru
CTOTIBI.

[IponomxkaroT UCIIONIB30BAHUE
OPTOTIETUIECKHUX CPEICTB IS
HIKHUX KOHCUHOCTEIH;
11eJIeCO00Pa3HO U3rOTOBJICHHUE
WHAWBUTYATEHBIX IIIAH JIJIS
3aMSICTUH U PYK.

IIporpamma ynpaxxHeHui 1o
MIPUHATHIO MOJIOKEHUS CTOS C
MTOMOILBIO TIPUCTIOCOOICHHUS IS
CTOSAHUSA (BEepTUKAIM3ATOPA) HIIN
Kpecna-KoJIICKU ¢ (hyHKIuen
BEPTUKAJIN3ALINN.

BBINONHSIOT yIIpa)XHEHUS 110
MPUHATHUIO MOJIOXKEHUS CTOSA C
OCTOPOKHOCTBIO.

OHepaum{ Ha CTYIIHAX HUJIN
AXUJIOBBIX CYXOXKHIIUAX JJIs
YIYYIIEHUs TOXO/KH B CITydae
3HAYUTEIbHON KOHTPAKTYPhI
JIOABDKEK IIPU YCIIOBUU
JOCTATOYHO CHIIBHBIX
KBAJIPHIICTICOB M MBIIIIII-
pasrubareineii 6eapa.

OHepaHI/IH Ha CTYIIHAX WUJIN
JIOABDKKAX [JIA YIIYUIICHUA
IOCTAHOBKHU CTOIIbI TOJIBKO IIPHU
KEJIaHWM NManycHTa U I
YIyUlICHHA Ka4€CTBa KU3HU
IHalrueHTa.

N36eraroT mpuMeHeHus OpTe30B JJIsl IO3BOHOYHHUKA.

I/IHCTPYKTPIpy}OT MNanyeHTa U €ro CEMbIO IO MEpaM MPCAOTBPALICHUS ITIEPCIOMOB.

Ilepen npoBeneHNEM KaKUX-TMOO XUPYPrUUECKUX BMEIIATEIbCTB IPOKOHCYIBTUPYHTECH € KapAHOJIOTOM

1 ITYJIbMOHOJIOT'OM.

[Mocne oneparuu oOpaTuTeCh K
(bu3HYecKOMy TepareBTy.

YcraHOBKAa MMIUIAHTOB U
CIIOHJWJIOZE3 NIPH UCKPUBJIEHUN
> 20-30° y nauneHToB
npenmryoepTaTHOTo BO3pacTa, He
MPUHUMAOLIIX
KOPTHKOCTEPOHIBI;
MIpeIoTnepaoHHas u
MIOCJICOTIepAIIMOHHAS OIICHKA.

YcTanoBka UMITJIAHTOB U
CIIOHAMIIOAE3 IpU
MIPOTPECCUPYIOLIEM
VMCKPUBIICHUH.

y6eZ[I/ITeCL, YTO CCMbS MALIMCHTA U I'pyIlIia 110 yXo4y OCBECIOMIICHBI O PUCKC pa3BUTHUA CUHAPOMA

YKUPOBOH 5MO0IINH.
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Pucynok 7. Oyenxa u mepanus 3a001e6anuii Cnumsl U Cycmasos

10. PEABMJIMTALIUSA

Duzuueckas mepanus, Sp2omepanus, KOppeKyus pedu

bonbHble MblIeuHO nuctpodueit Jlromenna HyKIar0TCs B pa3IUYHbIX TUIIAX
peadMIIMTAIIMOHHOM Teparuy Ha NPOTSHKEHUH KU3HH. ['pynmna 1o peabmimTanuy BKIIOYaeT
Bpaueil, pu3noTepareBToOB, SProTepaneBToB, JOTONe10B, IUETOIOTOB, OPTOINEA0B U OPTE3UCTOB.

['pymma no peabunuTayy, y9uThIBas Ballld [EIH U 00pa3 )KU3HU, MPEAOCTABISICT BaM
MTOCTOSTHHBIA MPOPUIAKTHYECKUMA YXO/I, CTapasch MUHUMU3UPOBaTh BiusHre M/J[/] Ha Bamry
JKU3HB U JACSITEIbHOCTh. PeaOUIUTAIIMOHHBIN YXO/1 MIPEIOCTABISIOT B YCIOBUSX aMOyIIaTOPHOTO
OTJIENCHUSI U WKOJIbl. CHEUalNCT M0 peaduInTaluy JOKEH OCMAaTPUBATh BaC Kak MUHUMYM
Kaxaele 4-6 MecsIieB.

OBBEM JIBUKEHUM, YIIPAXKHEHUS U PACTS)KKHA (PUCYHOK 8)

e Ha Tyrocts u CKOBaHHOCTB CYCTaBOB BIHUSIOT MHOXKECTBO (JaKTOPOB, B TOM YHUCIIE: TIOTEPS
3JIACTUYHOCTH MBIIILL, a TaK ’k€ HecOalaHCUPOBAHHOCTb CHJIBI MBIIII] BOKPYT CycTaBa M3-3a
porpeccupoBaHus 3a001eBaHus (OJHU MBILIIbI CUIIBHEE APYTHUX).

e Tlognep:kaHue JOCTATOYHOrO 0ObeMa ABMKEHUN U CUMMETPUYHOE PA3BUTHE ITO3BOJISAT
COXpPaHUTh (PYHKIIMOHAILHOCTh U IPEJOTBPATUTH MOSABICHNE KOHTPAKTYP, a TaKXKe
MIPOJICKHEN.

e PexomeH1I0BaHO ITPOBEECHUE a3POOHBIX TPEHUPOBOK, JIYUIIUM M 0€30I1aCHBIM IPUMEPOM
ABJsieTcs I1aBaHue. HekoTopele ynpaxHeHus (Takue Kak IPbDKKU Ha 6aTyTe) MOr'yT
TpaBMHUPOBATh MbILIIBI. CJI€10BaTEIbHO, BCE YIPAXKHEHUS JOJKHBI BBITOJIHATHCS O]
KOHTpOJIeM (PU3UYECKOI0 TepareBTa.

e PacTskku, 0100peHHbIe (PU3NUECKUM TEpareBTOM, JOJDKHBI CTaTh YaCThIO Balleil
IIOBCEJHEBHON PYTHHBI.

e Ilenpio pacTskek U MPUMEHEHUS OPTONEINYECKUX CPEICTB SBISETCS MOACpKAHHUE
(GYHKIIMOHAIBLHOCTU ¥ KOM(OpPTa IBUKEHUI.
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Bpe3ka 2. PeaOuanranusi: oueHKa ¥ BMemaTeJbcTBa Ha Beex craausax ML

Onenka

MynbTUAUCIUILTHHAPHAS OLIEHKA KaXbIe 6
MECSIICB WM JaIlle IPY HATHINH OECITOKOMCTB,
M3MEHEHHUH WITN OCOOBIX HYXK]I.

BMemiareancTBa

Jleuenue

®dusznyeckas Tepanus, Sprorepanus, J0roneaus ¢
YYETOM MHAWBUAYAIBHBIX HYXI, CTaIUU O0JIC3HH,
OTBETAa Ha JICYEHUE, U IEPEHOCUMOCTH.

IIpedynpescoenue konmpaxmyp u degpopmayuii

e PacTsHKKH B JOMAITHHUX YCIOBHAX 4-6 pa3 B
HEJIENI0; PErYISIPHbIC YIPA)KHEHUS AT
JIOABDKEK, KOJIeH U Oesiep; mo3kKe, Mo
pe3ybTaTaM 0CMOTpa — PACTSKKH 3aISICTUH,
PYK U ILICH.
e PacTsHKKH CyCTaBOB, HANOOJIEE TOABEP>KEHHBIX
PHCKY pa3BUTHS KOHTPAKTYp.™*
e (OpTonennuecKkue BMEIIATeNbCTBA, IIHHBI,
TyTOpa, IPUAaHNE MPABHIBLHOTO MOJIOKEHHUS U
MO3ULMOHUPOBAHUS:
® TyTOpa TOJICHOCTOITHOTO CyCTaBa JJist
HOYHOM PacTsHKKH — JOCTHIAeTCs
HamTyqmero 3¢ GeKTa Mpu yCIOBHH, €CIIH
HAYMHATh MCIIOJIb30BAHUE B PAHHEM
BO3pAacTe;

® TYTOpa rOJIEHOCTOIIHOTO CyCTaBa IJis
JTHEBHOM PACTSHKKH U MPHUIAHUS
MPaBUIIBHOTO MOJ0KEHUSI IPH OTCYTCTBHU
CaMOCTOSITETIbHOM XOAbOBI;

® IIUHBI Ul PACTSDKKH 3aISICTHH 1
crubaromux / pa3ruaronuX MBIIII] MaTbLEB
— OOBIYHO TIPU OTCYTCTBUHU
CaMOCTOSITETLHON XOABOBI;

® STalHOE FMIICOBAHUE — HA BCEX CTAJIUSX;

® naccuBHbIC / MEXaHH3UPOBAHHBIC
NPUCTIOCOOIIEHHS (BEPTUKATM3ATOPHI) JUISI
NPUHATHS CTOSYETO IOJIOKEHHUS,

® TyTOpa KOJEHO-TOJCHb-CTOIIA,

® VHJIMBHyaTbHOE CHICHHE JJISl KOJISICOK C
PYYHBIM U 3JIEKTPUYECKUM MTPUBOIOM
(>kecTKoe CHICHUE U CIIMHKA, (PUKCATOPBI,
MIO/ITOJTOBHUK U T.]I.)

® JIOTOJIHUTEIbHBIE BO3SMOXKHOCTH KOJISICOK C
AJIEKTPONPUBOJIOM (HAKJIOH, PEryJupyemast
BBICOTA CHJICHHS M OTIOPBI JJIsl HOT, (DYHKITHSI
BEPTHKAIHM3AIIHN).

Ynpascnenus

PerynspHbie a3poOHBIC TPSHUPOBKH (TIaBaHUE,
BEJIOCHUTIEN) C OMBITHBIM HHCTPYKTOPOM, €CITH
HEe00X0anMO; n3beraiiTe HaMPsKEHHBIX
TPSHUPOBOK, HE TOMYCKANUTE MEePErPy3KH;
yBa)kaiiTe CBOE MIPABO Ha OTIBIX U COXpaHEHHE
SHEPTHH; BO3MOKHOCTH CEPIEIHO-COCYIICTOMN H
JIBIXATEeILHOW CUCTEM MOTYT OBITh CHHXKCHBI, a
PHUCK TIOBPEXKICHHUS MBIIIII] TTOBBIIICH.

IIpedynpesicoenue u n1eyenue mpasm u nepeomos

e B mr000# cuTyanuu CBOJUTE PUCK MaJICHUI K
MUHUMYMY.

e OrnepaTUBHOE JICUCHUE MEPETOMOB UTHHHBIX
TPYOUYaTHIX KOCTEH C HCIIOIL30BAHHUEM CPEJICTB
OpTOTIeTUH U Ha3HAYCHNE PeadITNTalIHOHHON
Tepanuu JJIs NoJIeP>KaHus CIIOCOOHOCTH
XOJNTh UIN CAMOCTOSITEILHO CTOSTh.

O6yquue, KOHYermpayus 6HUMAHUA U CEHCOPHOE
socnpusimue

Benenue B TeCHOM B3aUMOZECHCTBUY C TPYIIION 10
yX0ay, 110 pe3yJIbTaTaM OLEHKH.

Opmoneduuecxa}z upea6wmmaz4u0HHaﬂ MmexHuKa

[InanupoBanue 1 HHPOPMHUPOBAHUE, A TAKKE
OLIEHKA, Ha3HaueHHe, 00y4eHHE U MIOMCK CPEICTB.

Yuacmue 6 orcuznu 06u4ecm6a

AKTHBHOE y4acThe BO BceX chepax sKH3HH MPH
MOJIEPKKE OTU3KHUX ITFOJIEH.

IIpeoomspawenue u npogunakmuxa 601e8v1x

owyueHutl
[MpenoTeparnienue 60K U MPOPUIAKTHKA Ha
MPOTSAKEHUH BCEW KUZHU.

* HanOompIeMy puCKy JeOpManii U Pa3BUTHS
KOHTPAKTYp NOABEP>KEHBL: crubdaTenu oenpa,
IOJIB3/IOITHO-00JIBIIEOEPIIOBEIN TPAKT, IIOAKOJICHHOE
CYXO0JKHIIUE, CTUOATENH CTOIIBI, TIOIOUIBEHHAs (hacius,
Cru0aTesH JIOKTS, IIPOHATOP MPEAIlIeYbs, CTHOATENN U
pasrubareiy najibleB, Y4epBeoOpa3HbIE MBIIIIIBL,
pasrubareny meu; U30JIMPOBAHHBIE CyCTaBHbIC
KOHTPaKTYpPbI — OepEHHbIH, KOJIEHHBIH U
TOJICHOCTOITHBIN CYCTaBbl, BapyC CTOIIBI, IOKTEBOH 1
JIy4e3aIsICTHBIA CYCTaBbl, CyCTaBbl NAJIBIIEB;
nedopMupoBaHKe — MO3BOHOYHUK M TPYAHAs CTCHKA,
Kn(03 U JIOPJ03, CHIPKCHHAS TTOJIBH)KHOCTD TPYAHON
CTEHKH.

Pucynoxk 8.
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KPECJIA-KOJISICKHM U IPYTOE BCHOMOTATEJIBHOE OBOPYJJOBAHME
(PUCYHOK 9)

e Jlaxe npu coxpaHeHUn cnocobHOCTU XOAUTb, ISl TIPEOOICHUS OOJIBIINX PACCTOSHHMA
npuderanTe K UCIOIb30BaHUIO CKYTEPOB, KPECENI-KOJISICOK C PYYHBIM HIIH
AIIEKTPUUYECKUM TIPHUBOJIOM.

e [lo mepe TOrO, KaK Bbl HAUHETE MEPEABUTaTHCS HA KOJISICKE BCE Yalle, yOeaAuTech, YTo
CHJICHHE TIO/IZICP)KUBACT CIIMHY B ITPABUIIBHOM TIOJIOKCHUU M CO3J1aeT KOM(POPTHYIO
Omnopy JUIsl BCEX YacTel Tela.

e Ecnu Bam cTano TsHKENO XOAUTh, HAUMHANTE UCIIOJIB30BaTh KPECIO-KOJISCKY C
JJIEKTPOTIPHBOIOM KaK MOXKHO paHbIne. Eciii 3To BO3MOXHO, BEIOMpaiTe KOJIACKY C
(byHKIMEH BepTHKAIN3ALUH.

e Ou3MYECKUE TEPANEBTHI U HPrOTEPANEeBTHI IOPEKOMEHIYIOT APYTHe BUIbI 0€30I1aCHOTO
BCIIOMOT'aTeIbHOTO 000pYAOBaHMS JJIs1 0OECIIeYeHNUs Ballel He3aBUCHMOCTH.

e [locrapaiiTech IIIaHUPOBATh 3apaHee, KAKIMHU BCTIOMOTATEIbHBIMHU IPHCIIOCOOICHUSIMU
BbI OyZieTe MOJIb30BaThCS B Oy IyIieM, 4To0bl B HAUOOIbIIEH Mepe COXPaHUTh
HE3aBHCUMOCTb M aKTUBHO Y4acTBOBATh B KU3HH OOILECTBA.

PAMKA 4. YIIPABJIEHUE BOJIBIO

Ecnu BB HcnibITBIBaeTe 06016, COOOMINTE 00 STOM CIEIUANUCTY 0 HEPBHO-MBIIIEUHBIM
3a00JIeBaHUsM, YTOOBI OH MOT Ha3HAYUTh COOTBETCTBYIOIIee JeueHrne. OOcyxanTe 3ToT
BOTIPOC MPH Kaxa0M nocenieann. K coxkaneHuro, o 001u Mpu MBIIIEYHON TucTpoduu JromenHa
M3BECTHO OYEHb MaJlo, U HEOOXOJUMBI AalibHel e uccnenoBanus. Eciu Bol onrymaere 00ib, U
OHa Bac OECIIOKOHT, cOO0ImMTE 00 TOM Bpauy.

st ahdexTrBHOTO yripaBieHUS O0JIBI0 HEOOXOIUMO OIPEICIUTh, YTO SBISCTCS €€
HUCTOYHUKOM. B 3TOM ciyuae KomMaH/1a IO YXOAY CMOKET MPEAJIOKUTh COOTBETCTBYIOIINE
BMEIIATEILCTBA.

Bonbs MokeT BO3HUKATh KaK CJIEJACTBUE HEMPABUIILHOTO TOJIOKEHUS Tesa. Bo3mokHbIe
BMeEIIATEeIhCTBA BKIIOYAIOT MHAUBHIYaLHO MMOAOOpaHHBIE TYTOPa, CUICHHS, KPOBAaTh U
CpEe/ICTBa MEPEIBIKECHHUS, a TAK)KE CTaH/IapPTHOE MEIMKAMEHTO3HOE JICUCHHE
(MHOpenaKkcaHThl, TPOTUBOBOCTIATUTENbHBIE MTpenapaThl). ClenyeT y4ecTb JeKapCTBEeHHbIE
B3aUMOJICUCTBUS (HAITPUMED, CTEPOUJIOB U HECTEPOUIHBIX MPOTUBOBOCTIATUTEIBHBIX
MpernapaToB) U CBSI3aHHbIE ¢ HUMU MOOOYHBIE NEHCTBHS, OCOOEHHO €CITH PeYb UJET O
Cep/ICYHON WM JIbIXaTeIbHON (DYHKIIMH.

B penxux cinyuasx ais aedeHus: 007U Ha3HAYAIOT OPTOIEINYECKOe XUPYPTHIECKOe
BMeIIaTenbCTBO. bosb B criHe, 0COOEHHO Y MAIIMEHTOB Ha CTEPOUTHOM Teparnuu, MOKET
TOBOPUTH O KOMITPECCUOHHOM TE€PEIOME MO3BOHOYHUKA, YTO YCIEITHO JIEYUTCS TPUEMOM
6uchocdoHnatos.

[Tpriem HapKOTHUECKUX 00€300TUBAIOIINX CPEJICTB JOHKEH OCYIIECTBISATHCS C OONBIION
OCTOPOKHOCTBIO, 0COOCHHO TP AUCPYHKIMHU JeTkux. HapkoTuueckue BemecTBa MOryT
cenaTh JbIXaHue 0oJiee MOBEPXHOCTHBIM MM OCTAaHOBKY JIBIXaHUS. .

e Bawm mMoryTt noHaoOUThCS AOMOJHUTENIbHbIE IPUCTIOCOOIEHUS IS IOIbeMa 10
JIECTHULIE, €/1bl, IUThS, IEPEBOPAUYNBAHNS B KPOBATH, IIPYMEMa BAHHON U UCIOJIb30BaHUA
TyaJeTa.

e Takue mpocThlie MPUCIOCOOIEHUS, KaK CTOJIUK JJIsl KPEC/Ia-KOJSICKH M COJIOMUHKA IS
HAIMTKOB MOT'YT 3HAYUTEIHHO OOJIETYUTh BBHITIOJHEHUE €KEHEBHBIX (DYHKIUH.

e lcnonw3yiiTe cOBpeMeHHbIE TeXHOIOTUK: podoToB, Bluetooth, madpakpacusie
TEPMOMETPBI, CHCTEMbI «YMHBIN TOM», CHCTEMbI PacliO3HaBaHUs peyu, Takue kak Google
Home umu Amazon Echo.
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bynyuu noma u Ha ymuile, yoeauTech, YTO Bbl IPUHUMAETE BCE BOZMOKHbBIE MEPHI 110
6e30macHOCTH. BHU3Y PUBOAATCS HEKOTOPBIE IPEATIOKEHHS, KaK N30€KaTh IIEPEIIOMOB KOCTEH.

TABJIMYKA CO CTPAHULIbI 43

Pucynok 9. Habawoenue u KOHmpoJiv co CmopoHst ZPYnnst o peaduiumayuu

11. KOHTPOJIb JbIXATEJIbHBIX ®YHKIIUN

OO0bIyHO TIpH MBIIIEYHOU AucTpoduu [romeHHa He BOZHUKAET MPOoOIIeM C IbIXaHUEM WU
KalllJIeM, TI0Ka BbI XOJUTE CaMOCTOATENbHO. [10 Mepe Toro, kak Bbl B3pOCieeTe, IbIXaTelIbHbIC
MBIIIIBI OCJIA0EBAIOT UBO3PACTAET PUCK MH(PEKIIMOHHBIX 3a00JIeBaHUIN JIETKUX O IPUUNHE
«HedPPEKTUBHOTOY» KA. B AanbHeWwem MOTYT TIOSBUTHCS MMPOOJIEMBI C IBIXaHHEM BO BPEMSI
cHa. Coo01muTe rpyrme Io yX0oay, €ClIH YTPOM y Bac OOJIUT rojIoBa WM BbI YyBCTBYETE
yCTaIOCTh — 3TO MOT'YT OBITh CUMIITOMBI CIMIIIKOM TOBEPXHOCTHOTO JIBIXaHUSI BO BpEMsi CHa, YTO
TpeOyeT JabHEHIINX UCCIETOBAHUIA.

Korna orkaninBanue ociaadeBaeT, KpaiHe BaXHO MCMOb30BaTb YCTPOMCTBA, YTOBbI CAeNaThb Kallenb
6onee apPekTUBHLIM, 0COBEHHO BO Bpems 6onesHu (npoctyapl). McciienoBanue cHa onpeaenuT
KAa4eCTBO BAILEro JbIXaHMUs HOUYBIO. Eciu BO BpeMs CHa YPOBEHb KHCIOPOa B KPOBU CHUIIBHO
MOHIIKAGTCS, TO Ha3HaydaroT ABYyX(da3Hyro BeHTussuio jerkux HUBJI (BI-PAP), utoOsr
YIY4LIUTh Ka4ecTBO JAbixaHus. Co BpeMEeHEM, 110 Mepe TOT0, KaK Bbl B3pOCJIEETE, BaM TaKkKe
MOJKET NOTPeOOBATHCS TOMOIID C ABIXaHHEM B THEBHOE BPEMSI.

PecnimpaTopnas noauepikka TpedyeT 3a01aroBpeMeHHOM MOATOTOBKH, OCHOBAHHOM Ha
BHUMATEJIbHOM HaOIIOICHUH, IPEIYIPEKICHUN U CBOEBPEMEHHOM BMelaTeNbeTBe. Bama
rpyIIa [0 yX0ay AOJKHA BKIIFOYATh Bpaya-IyJIbMOHOJIOA C ONBITOM OLEHKH JbIXaTeJIbHBIX
¢bynkuunit y 6onpHeix M1 Llensmu Tepanuu siBiseTcsl yBeJIMUeHne 00beMa JIeTKHX,
nojJepKaHue TMOKOCTU MBIIII] TPYIHOM CTEHKH (pacKpbiTHE 00beMa JIETKUX ), TOMOIb PU
Kamuie i 3G HEKTUBHONW OUMCTKU ABIXATENbHBIX MyTEH U MpeA0CTaBICHNe HEMHBA3UBHOMN HIIN
WHBA3WBHOM NOJJIEPKKHU JbIXaHUs B HOYHOE U THEBHOE BpEMH.

HABJIIOAEHUE U ITPEAYHNPEXJIEHUE (PUCYHOK 10)

e HauHuTe ¢ €XerogHOro MOCeueHNs Bpaya-ImyJIbMOHOJIOra Cpa3y Mocie MOCTaHOBKU
JIMarHo3a, ¥ Kak MOKHO CKopee TpoBenuTe GpyHKImoHanbpHbIe TpoOkl. [Ipoba Bkitoyaer
u3Mepenne GopcupoBaHHOM xu3HEHHOM eMKocTH JieTkux (DXKEJI, MakcuManbHbII
00BEeM BO3/IyXa, KOTOPBIH YETTOBEK MOKET BBIJIOXHYTH MOCIIE MAaKCUMAIIBHO TIITyOOKOTO
B10xa). [Ipo0y npoBoasT B paHHEM Bo3pacTe, 4ToObl peOSHOK MPUBBIK K 000PYA0BaHHIO,
a Bpay CMOT YCTaHOBUTb UCXOAHBIM YpPOBEHb JbIXaTEIbHOM CTOCOOHOCTH.

e Korpma BBl y)ke HE CMOXKETE XOJIUTh CAMOCTOSTEIBHO, TOCEHICHNE TYIEMOHOJIOTa
JIOJDKHO TTPOUCXO/IUTH, KAK MUHUMYM, KaXable 6 MecsieB. OCMOTp JIOJDKEH BKITIOYATh
¢ynkunonanbHyto npoly ¢ usmepenrem OXKEJI, makcumansHOro AaBineHus (asbl BIoxa
(HacCKOJIbKO CUJIBHO BBl MOXETE€ BIOXHYTh BO3/yX ), MAKCUMAaJIbHOI'O 1aBICHUs (a3bl
BBIJI0XA (HACKOJIBKO CHJIBHO BBl MOXKETE BBIIOXHYTH) U MAKCUMAJIbHOM CKOPOCTH BBIJIOXA
npu Kanuie. [TyasmMoHoor OyeT oTCneKuBaTh U3MEHEHNE 3TUX MoKa3aTesel Bo
BpPEMEHH.
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[TomuMoO TIpOYeTro, OIIEHKA JIOJDKHA BKITIOYATh H3MEPEHUE HACHIIICHUS KPOBU
KHCJIOPOJIOM IIPH MTOMOIIHK Tyibcokcumerpa (SPO2- u3mepsieT KUCI0po

B Balllell KPOBH, KOT/1a BbI OOJIPCTBYETE), & TAKIKE U3MEPEHHE YPOBHS YIIIEKHUCIIOTO ra3a B
kpoBu (PetCO2 / PtcCO2 — u3mepsieT ypoBEeHb YIIIEKUCIIOTO ra3a B KPOBH, IOKA BBI
0oapcTByeETE).

[Tpu GecrioKOWHOM CHE, yTPEHHHUX T'OJIOBHBIX OOJISIX UM Ype3MEPHOM YCTalIOCTH MOTYT
noTpebOBaThCS UCCIIEJOBAHMS IBIXaHUS BO BpeMsi CHa. Takoe hcciae10BaHue OLleHUBAET
JBIXaTeNIbHBIE PYHKIIMHA U YPOBEHH KUCIIOPOAA U YIIIEKUCIIOTO T'a3a B KPOBU HOYBIO.
CBoeBpeMeHHas BaKIMHAIUS OT THEBMOKOKKOBOI MH(EKIUU (IPOTUB MHEBMOHUH) U
eXero/iHas MPUBUBKA OT I'puUIla (peKOMEHAYeTCs B BUE UHBEKLINHU, a He Ha3aIbHBIX
KarieJb) MOMOTYT IPeIyNpeauTh 3TH NHPEKINOHHbBIE 3a00IeBaHMUS.

OBPATUTECH K CIIEUAJIUCTY IO HEPBHO-MbBIINEYHbBIM
3ABOJIEBAHUAM WJIN ITYJIBMOHOJIOTI'Y I1PH:

[IponomxuTenbHON OOJIE3HM € JIETKUM BOCHIAJICHUEM BEPXHUX JbIXaTEIbHBIX MyTEH,
HeoO6brunoi ycTanocT Wik COHJIMBOCTH Ha MPOTSKEHUU JHS,

Onpiiike, €Clii BaM € TPYJIOM yJIa€TCs MEePEBECTU JbIXaHUE WU 3aKOHUUTD
MIPEIOKCHHE;

["010BHBIX 0OJISIX € yTpa WK HA MPOTSHKEHUU JHS,

[TpoGiieMax co CHOM, YaCThIX TPOOYKACHUAX, TPYIHOCTAX C MPOOYKIECHUEM, HOUHBIX
KoIlIMapax;

Ecnu BBl pockInaerech ¢ y4aleHHbIM CepALleOUeHHEM HIIA C TPYJOM MEPEBOIUTE
JIBIXaHHE,

[IpobGnemax ¢ KOHIIEHTpALKEH BHUMAHUS JIOMa WM B IIKOJIE.

Craaus caMoCcToATeILHOM Pannss craaus, OTCyTCTBHE Ilo3aHsis cTagus, OTCYTCTBHE
X0AbOBI CaMOCTOSAAITEJILHOM X0AbObI CaMOCTOAITEJILHOH X0AbObI
Onenka

Pa3 B rog: ®XKEJI Ieaxne B rox: ®XKEJI, makcumansHoe naBienune (hassl Baoxa / BeIIOXa,

MaKCUMaJIbHag CKOPOCTb BbLJIOXA IIPH KalllJIC, HACBIIICHUC KPOBHU
KHUCJIOpPOAOM, IMapluaJIbHOC AAaBJICHUEC YTJICKUCIIOTO ra3a.

Hccnenoanne cHa (KarmHorpadust) A 0OHApyKEHHS TIPU3HAKOB CHHIPOMA OOCTPYKTHBHOT'O alfHOd CHA
WJIM HAPYIICHUS ABIXaHUS BO CHE.

Buanl BMeniaTeabCcTB

BakiiiiHa OT MHEBMOKOKKOBOW MH(EKIIUN U €KET0/{HAs IPUBUBKA IPOTHB TPUIIIIA HHAKTUBUPOBAHHOMN
BaKI[MHOM.

PackpriTre o0bema sierkux mnpu nporHozupyemoit @IKEJ]
< 60%.

[Tomorp npu Kamuie mpu OporHO3UPYEMOn
OXEJI < 50%, Makc. CKOpPOCThH BbIIOXA TIPH
Kanuie < 270 JI/MUH, WK Makc. JaBICHUE
¢a3e1 Bergoxa < 60 cm H20.

Bcnomorarenpaas BCHTUWIAIIHA BO BpEMS CHa
(HpCI[HOLITI/ITeHLHO HCI/IHBa31/IBHa$I) npu
CHUMIITOMAax I'MIIOBCHTHIIAIIUH HUJIN HapymeHI/Iﬁ
JAbIXaHUA BO CHE;

nporuosupyemas OXKEJI < 50%, makc.




PyxoBoacTBO /151 ceMbu 48//64

nasienue dasbl Broxa < 60 cm H2O, nn
MCXOIHBIH YPOBEHb IIPU MPOOYKICHUN:
HaCBILIEHHE KPOBH KHCIOpOaoM < 95% nnu
napuyagbHOe JaBICHUE YIIIEKHUCIOro Tasa
> 45 MM pTyTHOTO CTONOA .

BcnomorarenpHas BEHTHISALHS
B JIHCBHOE BPEMsI; THCBHOM
YPOBEHb HACBIIIEHHS KPOBH
kucnopogaoM < 95%, u
napimansHoe nasinenune CO;

> 45 MM pTYTHOTO CTONOA, MITH
IIPY HATUYUH OJIBIIIKH TTPH
POOYXKICHUU.

Pucynok 10. Haonwoenue u KoHmpoJib paua - Ny1bMoH0102a

BHU/bl BMEIHIATEJbBCTB (PUCYHOK 10)

Cy1iecTByeT HECKOJIBKO CIIOCOOOB MOIEPKUBATH (DYHKIIMOHATBHOCTD JIETKHUX.

MoskeT ObITh MOJIE3HO MPUMEHSTh TEXHUKH JJIs1 yBETUYCHHs KOJTMUEeCTBA BO3/IyXa,
KOTOPBIi MMOMaIaeT B JIETKUE MyTEM PACTSIKEHUS JbIXaTeIbHBIX MBIIIIL -[TOCPEACTBOM
IyOOKOTO BIOXa (pPacKphITHE 00heMa JICTKHX ).

[Tpu ocnabneHuu Kauuisi IPUMEHSIOT PYYHOE WM MEXaHUYECKOE CPEICTBO TTOMOIIH —
OTKAIIIJIUBATEIb, YTO TO3BOJISIET OYUCTUTD JbIXaTeNbHBIC YTH OT CIU3U U OakTepuil. 910
CHHMIXACT PUCK BOBHUKHOBCHHA ITHCBMOHHU.

Co BpemMeHeM BaM MOHAI00UTCS BCIIOMOTaTeNbHasl BEHTUIISILIUS BO BpeMsl CHa
(newHBa3uBHas nByX(asHas BenTHsMs Jerkux, HUBJI) u mo3xe npu ycyryosieHun
CHUMIITOMOB — OHA MOXKET HOHaZ[O6I/ITI>C$I U B JTHEBHOC BpCMHI.

[Tonauany NpUBBIKHYTH K 000PY/IOBAHUIO BCIIOMOTaTENbHON BEHTUIISIIUN MOXKET OBbIThH
TpyaHo. CyIiecTBYIOT pa3Hble THIIBI KOMIUIEKTAlUK (Macku, 3aryOHuKH). BaxHo
no100paTh TaKyto, KOTOpasi MOJIXOUT UMEHHO BaM. Bpau-mybMOHOJIOT TOMOKET BaM B
moaA00pe MOIXOAIIEH KOMITJICKTAIIUHU.

BcnomoratenbHast BEHTUIISIIINS MOXKET TaKyKe OCYIIECTBISATHCS MMyTEM BHEAPEHUS
TpyOKH B Tpaxero 4epe3 OCHOBaHUE IIeu (TpaxeocToMuueckas Tpyoka). Takoi meTon
cuuTaercs MHBa3sUBHEIM. CIIOKHO JaTbh OJJHO3HAYHYIO PpCKOMCHIAINUIO, KOT'JIa CTOHUT
npulerarhb K JaHHOU mpoueaype. Pemenue Oyner npuHUMATbCA BaMU U BpauoM-
TyJIbMOHOJIOTOM.

BrimieykazanHble BMEIIaTeIbCTBA 00JIEryaT AbIXaHUEe U TIO3BOJIST H30€KaTh OCTPOr
pecnupaTopHOil UHPEKIUH.

Crnenute 3a CBOEBPEMEHHOM BaKIIMHAIUEH, BKITFOYAst BAKIIUHY OT MHEBMOKOKKOBOM
UH(DEKIINU U €KETOIHYI0 PUBUBKY OT TpUIINA. BOJBHBIM MBIIIIEUHON nucTpoduei
ZIIOI_HGHHa PEKOMECHAYCTCA IIPUBUBKA OT I'pHIITIa B BUJIC MHBCKI VN, 4 HC HA3aJIbHBIX
Kareyb.

Oco0oe BHIMaHHE JBIXaHUIO YICNISIOT MPU MpoBeAeHUH oneparuii (cMm. Pazmen 15).
[Tpu nH(EKITNOHHBIX 3a00JI€BaHUSAX bIXaTEIbHBIX MyTeH Ha3HAYAIOT aHTUOUOTHUKH, a
TaK)Ke PYYHbIE WM MEXaHUYECKUE CPEICTBA JIJIsl TIOMOIIHU MPH Karjie (OTKAILTHBATENb).
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e bynpTe BHUMATENBHBI IPU TOTOJHUTEILHOM BBEJICHUH KUCIIOPOIa; yOSAUTECh, YTO
MEIUITUHCKUH TTEPCOHAN MPUMEHSET IBYX(a3HYI0 BEHTHIIALHUIO JISTKMX U BHUMATEIBHO
KOHTPOJIMPYET Balll ypoBeHb yriekucioro rasa (CO»).

12. KAPJJUOJOTUYECKH KOHTPOJIb (Pucynox 11)

Cepatie — 3T0 MbIIIIIA, HA KOTOPYIO TOKE BIMSET MbllieyHas nuctpodus [romeHna.
3aboseBaHus cepAeYHON MBIIIIBI U3BECTHBI 1O OOIIUM Ha3BaHUEM «KapauoMuonatus». [Ipu
MJI/] xaparomuonatus BO3HUKAET KaK CIEACTBUE HEXBATKU AUCTPO(UHA B CEPJCUHOMN MBIIIIIE.
Kapanmomuonarus BEI3BIBACT HAPYIICHUE CePACUHBIX (YHKIIUH, TepepacTaroniee co BpeMEHEM B
CEP/ICUHYIO HEOCTATOYHOCTh. CyIIECTBYIOT pPa3JIMUHbIE CTEIIEHU CEPJICYHON HETOCTaTOUHOCTH,
Y [IPU PETYJAPHOM MOCEIICHUU KapAHOJIora U MEJUKAaMEHTO3HOM TEpaIiy ¢ TAKUM THarHO30M
MO>KHO MPOXKUTHh MHOTO JieT. Llenbro kapauonornueckoro KoHTpoias npu M/ sBiasercs panHee
BBISIBJICHHE U JICUSHHE MMATOJIOTHIA CepiedHON MBIIIIIEL. K coxkaneHuro, mpoOaeMbl ¢ cepAreM
MOTYT ce0s1 HUKaK He MPOSBISATh U OCTaBaThCs HEIMAarHOCTUPOBaHHBIMHU. [10 3T0i npuunHe ¢
MOMEHTA IOCTAaHOBKM JMAarHo3a Bpady-KapAuoJIor JOJDKEH BOMTHU B Bally TPy MO YXOAY.

HABJIIOJEHHUE

e [locemaiiTe Kapanonora, Kak MUHUMYM, pa3 B FoJl C MOMEHTA IOCTAaHOBKH J1MarHo3a,
WM, IO PEKOMEHIall1y, Yallle.

e lccnenoBanue GpyHKIMi cepana Bkitoyaet snekrpokapauorpagputo (OKI', kotopas
PETUCTPUPYET U3MEHEHHE CEPACUHBIX AMEKTPHUECKUX UMITYIIBCOB), IXOKapIHOTpaduio
(uccnenoBanue MOPGHOIOTUYECKUX U (DYHKIIMOHATBLHBIX U3MEHEHU cepama) u MPT
cepana (BBICOKOTOYHOE M300paKeHHUE BCEX CTPYKTYP CepAla, BRIABISAET (prudpo3 mim
pyO1ieBaHue).

e Kenmunel-HocuTenu M/I/] 10KHBI TPOXOAUTH KApAUOIOTHUECKUE UCCIIEIOBAHUS
KaxJple 3-5 neT ((uam vale, ecam ecTb peKoMeHAaLUu),

JIEYEHUE

e [Ipuem npenapaToB HAUMHAIOT MPU MEPBHIX NpU3HAKaX (puOpo3a cepredHoil MbIIIIBI (Ha
cauMkax MPT), cHmkenus cepiednbix (yHKIMN (CHUKEeHHas (pakuus BeIOpoca, Ha
cauMkax MPT win sxokapanorpamme) uiu ¢ 10-eTHero Bo3pacta, Aake eciu Bee
MOKa3aTeNlu B HOPME.

e B kayecTBe Tepanuu nepBoil TMHUK Ha3HAYAIOT MHTHOUTOPHI
aHrMoTeH3uHNpeBpamaromero gepmenra (AIlD — nu3uHONPMII, KANTONPUIL, SHATATPUIT
U T.7.) ¥ OJI0KaTOpbI perientopoB aHrnoteHsnHa (bPA-no3apran). /JlanHble npenapatsl
pacIIUpsIIOT KPOBEHOCHBIE COCY/IbI, BEIBOJISAIINE KPOBb U3 CEP/ILIA, @ 3HAUUT CEpAIy He
MPUXOJIUTCS CUIIBHO COKPAIAThCsl, YTOOBI IEPEKauYnBaTh KPOBb B OPTaHU3M.

e Jlpyrue mpenaparsl, Takie Kak 0eTa-0J10KaTopbl, 3aMEJISIOT PUTM CEepIIeUHbIX
COKpaIlEeHHH, T03BOJIsIs cepAaly Oonee 3¢ (eKTUBHO NepekaunBaTh KpoBb. [pu
MIPOTPECCUPYIOIIEH CePACUHON HEOCTATOYHOCTH Ha3HAYAIOT JUYPETHUKH (3aCTABIISIFOT
OpraHu3M U30aBISTHCS OT KUIKOCTH, COKpaliasi 00beM KpOBH, 3aMEJIsis PUTM U CHIDKAS
UHTEHCUBHOCTh CEPJICYHBIX COKPAIIICHHIA).

e AHOMaNbHBIN CepJeUHbIil puTM, BbIsiBIeHHBIH Ha DK, mouiexuT cpounomy
uccien0BaHmo U tedeHno. Coxpanute konno DKI' ucxoaHoro ypoBHs npu
HOpMaJIbHON (QYHKIIUH cepALa.
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XO0ATEPOBCKOEMOHUTOPUPOBAHKE MPEICTABIISIET COOON HEMPEPHIBHYIO PETUCTPALIUIO
3JIEKTPOKApANOTPaMMbI B TeueHue 24 win 48 4acoB; ero MpoBOAAT PHU MOAO3PEHUU HA
HapyILIEHUs CepACYHOr0 pUTMA.

Yacroe cepauebueHune n/vamn nanbnutaumm (cnyvamHble aHoOMas bHble cepaeyHble COKpaLleHusa)
PacnpoCTpaHeHbl Y NOAEN, XKUBYLLMX C [OLEHHOM, U 06bIYHO He OITACHBI, OJJHAKO, 3TO
MOJKET CBUETEILCTBOBATH O O0Jiee CEpbe3HBIX MpolIeMax, KOTOPbIe JOKHBI ObITh
JIMarHOCTHUPOBAHBI KAPIUOJIOTOM.

Eciiu BBI HCTIBITHIBAETE CHIIbHYIO, HETIPOXOSIYIO O0JIb B TPYIHOM KIIETKE, 3TO MOXKET
CBUJICTEILCTBOBATH O IOPAKEHUH cepana. HemenneHHo oOpaTutech B CKOPYIO
HEOTJIOKHYIO TTIOMOLLb.

VYV nanueHToB, NPUHUMAIOIIUX CTEPOUIbI, HEOOXOAMMO KOHTPOIUPOBATH BO3MOKHbBIE
MOOOYHBIE BO3JACHCTBHUS HA CEPACUHOCOCYIUCTYIO CUCTEMY, HAIIPUMED, TUIIEPTEH3UIO
(BBICOKOE KPOBSIHOE JJaBJICHHE) U TUIIEPXOJIECTEPUHEMHUIO (BBICOKHI YPOBEHb
XOJIECTepUHA); HE0OX0AMMa KOPPEKTUPOBKA JOZUPOBKU CTEPOMUIOB WIIM HA3HAYCHUS JIJIS
JIOTIOJTHUTEBHOTO JeueHus (cMm. Tabnuua 2).

Oo6cienoBaHue HOCUTEEH

JKEHCKOro0 1oJjia

Ornenka paboTHI cepila B cTapiieM

FOHOIIIECKOM BO3pPacTe:

e MPT cepaua u cocynos;

® [IpH HAJIMYHUA CHMITTOMOB HJIH
TIPH BBISABIICHUH MATOJIOTHI Ha
CHHMKAX, YBEITMINBAIOT YaCTOTY
MIPOBEACHUS 00CIIeIOBAHUM;

® ©CJIM NAaTOJIOTHM HE BBISABJIEHO,
00cieJ0BaHHUE TIPOBOJSIT KKIbIC
3-5 ner.

Jlnaruos
OmnpeneneHne HCXOTHOTO YPOBHS
IIpU IIOCTAHOBKE JMArHo3a:
® KOHCYJbTAlUs Y KapIu0JIora;
3a0o0JIeBaHus cep/lla B aHaMHE3e;
CEMEIHBIN aHaMHE3;
(hU3UKaIBHBIA OCMOTP;
3JIEKTPOKAPIUOTPAMMa;
e HCMHBAa3WBHAs BU3yaIH3aIlVsL:
e sxokapauorpadus (< 6-7 jer)
e MPT cepama (> 6-7 ier)

I

E:xerognoe o6ciieioBanmne e VBeTHYHBAOT
cepneqﬂo-cocymlcmifl CUCTEMBI qacTOTy
e 3aloJieBaHus CEpIIIA B aHAMHESE Cumnroma o0cieoBaHMi

N THYECKOE
o  DU3MKAILHBIA OCMOTP e MenuKaMEHTO3HOE
e DJIEKTpOKapAMOrpaMma JIeueHne
e HeunBasuBHas BU3vanu3alys

o -

CTa}Il/Iﬂ CaMOCTOATEIbLHOM X()Zlbﬁbl
U PaHHAA CTaAUs IIPU OTCYTCTBHH

ITo3aHsAsA cTagus NpH OTCYTCTBHH Xupypruueckasi onepanms
CAMOCTOSITEIbHOMH X0ABOBI o Duekrpokapauorpadus u

CaMOCTOATEILHOH X0AbL0bI

O6cnenoBaHue cepama, Kak
MHHUMYM, pa3 B TOJI.
Ha3Ha4aroT HHrHOUTOPEI
AQHTHOTEH3MHIIPEBPALIAIOIIET O
(epmeHTa 1 OIOKATOPHI
PELenTOpOB aHTMOTEH3HMHA C
10-nerHero Bo3pacra.

e KoHTpOoIHpYIOT HApYIICHHS
dbyHKIIMH cepala; cepaeuHas
HEI0CTaTOYHOCTh TPYAHO
JIMarHOCTHUPYETCH.

e KoHTpons HapymeHui
CEepAECYHOr0 PUTMA.

e lI3BecTHbIEC BU/IBI TEPAITUH
CeplIeYHON HETOCTATOYHOCTH.

HEWHBA3UBHAS BU3yaIU3aIus 10
MIPOBEJICHUS OTIEPAIIHH.
CooOrnTe aHeCcTe3n0JIOTY O
nuarHo3e MJIJI; marueHTsI ¢
MJIJI uMeroT NOBBIIIEHHBII
YPOBEHb PUCKA, CBA3aHHOI'O C
aHecTe3ueH.

Pucynok 11. Habnwoenue, oyeHKka u KOHMpPOb 8paiva-Kapouonoza
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13. )KEJIYJIOYHO-KUIIIEYHBIA TPAKT

Ilumanue, enomanue u opyzue nPobaemel ¢ Hesayo004YHO-KUWEYHbIM MPAKMOM

B pasHble Bo3pacTHble nepuosbl BaM MOXKET MTOHATOOUTHCS MOCETUTh CIEAYIONINX CIEIUAINCTOB:
JIMETOJIOTa, (PU3MUECKOTO TePaeBTa, JIOTONEe1a, OTOPUHOJIAPUHTOJIOTA U TaCTPOIHTEPOIIOTa.
[TpoGnemMbl ¢ MUIIEeBapUTEITLHON CUCTEMOM Y OOJILHBIX MBIIIEYHOU nucTpodueit JlromenHa
CBSI3aHbI U36bITOYHBIM UIN HELOCTAaTOYHbIM BECOM TEJIA, XPOHUYECKUM 3aII0POM U PACCTPOHCTBOM
rJI0TaHus (qucdarus).

KOHTPOJIb IIMTAHUS (PUCYHOK 12)

CepTuduiiupoBaHHbIN JUETOJIOT TIOMOKET OMPEACTUTh HEOOXO0IUMOE BaM €XKEIHEBHOE
KOJINYECTBO KaJIOPH MTyTEM pacueTa SHEPreTUYECKHUX 3aTpaT B COCTOSIHUM TTOKOSI, YYUTHIBAs
POCT, BO3pacT ¥ YPOBCHb aKTHBHOCTH.

e [IpaBUIBHO COCTABICHHBIN PAIIOH MIOMOXET MPEAYIPEIUTh KaK 0)KUPCHUE, TaK U
neduIuT Beca.

e BaxHo, yTOOBI Balll BEC MJIM MHICKC MAcCChI Tejla HaXoauJIcs B mpeaenax ot 10-ro mo 85-
r'0 MPOIEHTHIIS 1O MPOLICHTHJILHOM IIKaJIe B Balllel CTpaHe (pa3zies pecypcoB).

e 3pa0poBas, cbanaHcMpoBaHHasA AMeTa C PaLLHOO6Pa3HOM NULLEN NUWM Heobxoamuma ans
NoAAepXaHua 340p0BbA;; TPABHJIA 3JI0POBOI0 ITUTAHUS JIJISl BCEH CEMbU MOXHO HAWTH Ha
pa3InYHBIX pecypcax, Harpumep 1o ceeuike https://www.nhs.uk/live-well/. B nro6om
cJlydae MpH COCTABICHUH IIPOTPAMMBbI MUTAHUS TPOKOHCYIBTUPYUTECH C JUETOIOTOM.

e VYnensiite oco0oe BHUMaHKUE AUETE MPH TOCTAHOBKE TUarHo3a, 0COOEHHO B Hayae
npruemMa CTepOHI0B, IIPU MOTEPE CIOCOOHOCTH K CaMOCTOSITEIbHOMY NEPEABIKEHUIO U
IpY NOSABJICHUU IPOOJIEM C TIIOTAaHUEM.

e [lorpebneHue 10CTaTOYHOIO KOJUYECTBA XKHUIAKOCTH TOMOXKET U30exkKaTh
00€e3B0OXKHMBaHUS, 3a110pa U Mpo0JIeM C TOUYKaMHU.

e [lpu uznuiuHel Macce Texa pEeKOMEHAYIOT CHU3UTh NOTPEOICHHE KAIOpU U YBEITUUUTh
yYpOBEHb 0e301acHOi (pU3NUIECKON aKTUBHOCTH.

e ['actpomapes, WK 3a1€pkKKa ONIOPOKHEHUS KEITYJKA, PA3BUBACTCS B CTAPIIEM BO3PaCTe
Y CTAaHOBUTCS IPUYMHON OOJIEBBIX OLIYLIEHUH MOCIE IpUeMa MUIIH, a TAKKE TOIMIHOTHI,
PBOTBI, IOTEPU ANIETUTA U CKOPOTO YyBCTBA HACBILLIECHUS.

e HeoxunanHas noreps Beca MOXKET CBUJIETEIILCTBOBATh 00 OCIIOKHEHUSX B IPYTHX
CHCTEMax OpraHoOB (HAIPUMEp, CEPJICUHO-COCYAUCTOM UITH JABIXaTEIHHOMN).

e [Ipobnemsl ¢ rI0OTaHUEM TaK)Ke MOTYT BbI3BaTh MOTEpIO Beca. J(uetosor u
OTOPHUHOJIAPUHTOJIOT JI0JKHBI COBMECTHO pa3padoTaTh IIaH MUTaHUS, HAllPaBJICHHBIN Ha
noJjiep)kaHue nin Habop Beca.

KOHTPOJIb I'VTTIOTAHUSA (PUCYHOK 12)

Cnabble JIMLEeBbIe, YENIOCTHBIE U TOPJIOBbBIE MBIIIIIBI CTAHOBATCS IPUYUHON HAPYIICHUS
riotanus (aucdarun). I1o npuurHe HEKOPPEKTHOM pabOTHI II0TATEIBHBIX MBI, AUChHArus
MOJKET IPUBOJUTH K aciupaliu (IPOHUKHOBEHUIO KYCOUKOB MUIIH B JIbIXaTeJIbHbIE ITYTH), YTO
MOBBIIIAET PUCK MHEBMOHUU. J{ucdarus pazBuBaeTcs MOCTENEHHO, HA HAYAJIbHBIX dTanax eé
TPYAHO pacno3Hatk. [1o 3Tol mpuunHe, CUMIITOMBI AUC(aruu KOHTPOIUPYIOT MPH KaXkJI0M
MIOCELIEHUH Bpaya.

CUMIITOMBI JTUCDPATUHN

L4 OIJ_IYH_ICHI/IC, 4TO MMUIIA «3acCTpsiia B TOPJICH.


https://www.nhs.uk/live-well/

PyxoBoacTBO /151 ceMbu

52//64

Heoxunannas noteps 10% maccsl Tena uian 6osee win 6e3ycnenrHbie MonbITKA HabpaTth
Bec (ITOKa BBI pacTeTe).

[puem numwm pactsruBaercs 6osiee yeMm Ha 30 MUHYT, U / UM IPUEM TTUILH
COIPOBOXKAACTCA YCTAIOCTHIO, CIAIOHOTEUEHUEM, KAIIIEM, IONIEPXUBAaHUEM.
HeoObsicHUMBIH criaj Iero4HOM (DYHKITMH WK Kap HEU3BECTHON 3THOJIOTHH MOTYT OBITH
IIpU3HAKaMU aCIMPALMOHHON THEBMOHUY WJIM THEBMOHUH, BBI3BAaHHOM MONaJaHUEM
KUJKOCTHU B JIETKOE.

BMEIIATEJIBCTBA IIPU JTUCPAT' A

[Tpu nosIBICHUN BBINICYKa3aHHBIX CHMITOMOB ITPOBOJISAT KIIMHUYECKUE aHATH3bI U
peHTreHorpaduio.

[Tpu mosiBNIeHUH HAPYIICHUH TIIOTAHUS BPay JOJDKEH COCTABUTh MH/IUBH Ty alIbHBIH
TEpaneBTHYECKUH IJIaH 10 MAKCUMAITLHOMY COXPAHEHUIO TII0TATeIbHBIX (DYHKIIHIA.
Ecnu nmotpebiieHne NHIy U )KUIKOCTH 4epe3 poT OOJBIIE HE IPEICTABISICTCS
BO3MOXKHBIM, TO PaCCMaTPUBAIOT HEOOXOIUMOCThYCTAaHOBKHU TaCTPOCTOMEI.

- [lompoOHO 00CcyaANTE PUCKHU U IPEUMYIIIECTBA BBEACHUS TaCTPOCTOMBI.

- CyliecTByeT HECKOJIBKO CIIOCOOOB YCTaHOBKH racTpocToMbl. [Ipu npuHsaTUM petieHus
YUUTBIBAIOT PUCKH, CBA3aHHBIE C IPOBEICHNUEM OIIEpalMH 110]] AaHECTE3UEH, U
COOCTBEHHBIC TIOXKETAHHS MAIHECHTA.

Ouemca NMUTAHUSA, [VIOTAHUSA U IPYIUX aCMIEKTOB

IIpu xaxxnoM nocemieHUM Bpava

e  OrmeHka cepTH(OUIMPOBAHHOTO AUETOJIOTA.

e  KOHTpOJIb MacChI TeJIa M POCTA; JJIs TAIIMCHTOB, HE CIIOCOOHBIX
CaMOCTOATEIIBHO XOAUTh, IPUMCHIIOT aJIbTCPHATUBHBIC CHOCO6I)I
HU3MEPEHUS POCTA.

Kaxarie 6 mecsineB
Kontposs aucharum, 3amopos, racTpodzodareaibHoi ped)IrOKCHOH 00Ie3HH, U
racTporapesa

E:xeroano
AHanms conepxanus 25-ruapokcuBuTaMuHa D B CBIBOpOTKE KpOBH

v

v v v

CuMnTOMBI Aucharuu

e [loTeps maccel Tena unn Conepsxanue 25-

00e3BOKHBAHIE IHAPOKCHBUTaMuHa D
e Hepocrarounoe mutaHue <30-0 Hr/mi

o Acrniupanus
o Jluctarus

[MoTpebnenue KanbIus
HIDKE PEKOMEHIyeMOon
CYTOYHOW HOPMBI

!

v +

OO6parmarorces K
CIIEIHATUCTY 1O
HapyLEHUsIM PEYH;
IIPOBOJAT
BUICO(ITFOOPOCKOITHIO.

PexomennytoT BBejeHIE Jleuenne PexoMeHIyI0T TOBBICHTD
racTpOCTOMUYECKON HE0CTaTOYHOCTH YPOBEHb MOTPEOICHUS
TpyOKH. ButamuHa D. KaJIbIHs C MTUILEH, B TOM

YKCIIE B BUJIE TIUIIIEBOU
JobaBku.

Pucynok 12. Oyenxa u KOHmpos NUMAHUA, 2TIOMAHUA U OPY2UX PACCIPOUCHIE HCETIYOOUHO-

Kuuieunozo mpakma

- CBOCBpCMCHHaH YCTAaHOBKA raCTpOCTOMBI ITIOMOKET HOTpC6J'I$ITL JO0CTAaTOYHOC

KOJIMYECTBO KaJIOPUH.
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- Eciiu rmoTarenbHbIC MBIIINBI CUJIBHBIC, HAJIMYUEC IaCTPOCTOMBI HE O3HAYACT, YTO BbI HE
MOKCTC €CTh MMUIIY, KOTOPAs BaM HPABUTCA. Orta MCpa BCCIr'o JIMIIb TOMOXKCT BaM
HOTpCGJI}ITB J0CTAaTOYHOC KOJIHYCCTBO ITMTATCIbHBIX BEIICCTB U KaJIOpI/II;'I 0e3
IICUXOJOTHUYCCKOI'0 HAIIPSAXKCHUA.

3AIIOP U T'TACTPOI30PAT'EAJIBHAS PEDJIIOKCHAS BOJIE3HDB (I'JPB)

3anop u racrpos3odareanbHas pedrokcHas 00se3Hb (00yCIOBICHHAS CIOHTAHHBIM, PETYIIPHO
MOBTOPSIOLTUMCS 3a0pOCOM KEITyI0YHOTO COKA B MHIIEBO/I U3BECTHA KaK M3KOTa, MIPUBOJIUT K
MOPAXKEHUIO HUYKHETO OT/IeNIa MUINEBO0/Ia) — 3TO JABa HanOoJee pacipoCTPaHEHHBIX PacCTPOMCTBA
KEITY0IHO-KUIIIEYHOTO TPaKTa y JOJEH ¢ MBIIIeuHoi quctpodueii JromenHa. 3anop asnsercs
pacnpoCTpaHEeHHOM Xanoboi 1 3a4acTyto 3Ty Kanoby MTHOPUPYIOT, MO3TOMY BaXKHO 0bcyamTb paboTy
KMLLIEYHMKA CO creumanuctamm sawei rpynnoit no yxogy. CBOEBpeMEHHBIC MEPhI TOMOT'YT U30€KaTh
BO3MOXHBIX OCJIOKHEHHM, HETATUBHO CKA3bIBAIOIINXCS HA KUILIEUHUKE.

CrnaOuTenbHbIE CPEACTBA U PYTUE JIEKAPCTBA MOTYT OBITh A (EKTUBHBI.
[TpoKOHCYIBTHPYHTECH CO CBOMM JICUAIIUM BPauOM, KaKoe CIa0UTEeNbHOE TTOI0HIeT
MMEHHO BaM M KaK JIOJITO €To cieayeT mpuHuMath. CllabuTenbHbIe CPEeCTBA OBIBAIOT OYECHB
pasHbIe.

VYoeaurech, 4TO BBl BHIITMBACTE JOCTATOYHOE KOJIMUYECTBO BOJIBI B JIeHb. [I0BBIIIIEHHOE
NOTpPEOJICHUE KIICTYATKU YCYTYOUT CUMIITOMBI, €CJIH [IPU 3TOM Bbl HE YBEJIIMYUTE 00BEM
BBIITUBAEMOM JKUAKOCTH. [IMEeTOJIOT JOIDKEeH OLIEHUBATh YPOBEHb MOTPEOICHHS
MUTATEeIbHBIX BEICCTB U )KUAKOCTH TPU KAXKIOM MOCCIICHUH, 0COOSHHO IPH 3aropax.
["acTposzodareanbHbIil peduIroKe (M3:K0ra) JedaT npernaparaMu, CHIKAIOIIUMU
KUCIIOTHOCTB XKeJy/Ka. VX yaie Bcero Ha3HavyaroT NalyueHTaM, IPUHUMAIOIIUM CTEPOU/IbI
i 6uchocdoHarsl.

YX01 32 OJIOCTBIO pTa BCET/ia BaXKEH, OCOOCHHO MPH MEPOPATHHOM IpHEMe
oucdoconaron. Pexomennanum no yxomy 3a IMoJIOCThIO pTa npuBeneHb! B Pamke 5.

Mpu cnabocTv YeNtoCT! MOKET BO3HMKATb YCTANOCTb MNPY XKeBaHWM, YTO MOXKET CKa3aThCs Ha
YPOBHE MOTPEOJICHHS KaTOpHUii.

PAMKA 5. PEKOMEHJAIIUU 11O YXOAY 3A ITIOJIOCTBIO PTA

e Jlioau, }usyLime ¢ MBIIIIEYHOU nucTpodueit J[roreHHa ¢ paHHero Bo3pacTa JOJKHBI
MoCeNIaTh CTOMATOJIOra C OMBITOM JiedeHus nanueHaToB ¢ MJ1JI. Ctomartosor momkeH
MPEAOCTABIATh BBICOKOKAYECTBEHHOE JIEYEHUE U TIOIIEP)KUBATh 3/I0POBbE MOJOCTH PTa.
OH 10/KeH 0CO3HABaTh Pa3IuyMsl B Pa3BUTHUU CKesleTa U 3y0oB y 6osbHBIX ML/, a
Tak)Ke COTPYIHUYATH C OMBITHBIM M XOPOIIIO 0OPa30BaHHBIM OPTOAOHTOM.

e VYXO0J 3a MOJIOCTHIO pTa HAMpaBJeH Ha MPO(UIAKTUKY 3a00IeBaHMi 3yOOB U
Mo/IepKaHue TUTUEHBI POTOBOM MOJIOCTH.

e BaxHOo 00y4uTh pOAUTENEH U CIICIUAIHUCTOB YXOIy MPaBUIHHON YHCTKE 3y0OB, TaK KaK
YBEJIMYECHHBIN S3bIK 1 OTPAHUYEHHOE OTKPBITHE PTa 3aTPYAHSIOT 3TOT MPOILECC.

e UunuBuayanabHO 1og00paHHOE 000PYAOBaHUE AJIs MOAJEPKAHUS TUTHEHBI TIOJIOCTU pTa
npuoOpeTaeT 0co0oe 3HAaYCHHE 0 Mepe TOro, Kak 0ciIabeBarOT MBIl KUCTEH, PYK,
YeNOCTH, pTa U IIeH.
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PAMKA 6. KOHTPOJIb PEYU

e (CyIeCTBYIOT XOPOLIO ONMCaHHble MOAE/IM PA3BUTHS TATOJIOTUIA PEYr MTPU MBIIIIEYHOMN
muctpoduu JromenHa, BKII04as MpoOIeMbl C pa3BUTHEM SI3bIKOBBIX HABBIKOB,
KpPaTKOBPEMEHHOW BepOaIbHOM MaMSThIO U (POHOJIOTHYECKOI 00paboTKON pedeBoit
uH(pOpMaIInH, a TAKXKE MOHMKEHHBIM HHTEIICKTYaIbHBIM ypoBHEM (1Q) U TpyaHOCTSIX B
00y4YeHUHU.

e DT0 KacaeTcs He Beex moaen ¢ MJI/1, Ho ciieqyeT yuuThiBaTh PUCK BOSHUKHOBEHUS U
MIPOBOJAUTH CBOEBPEMEHHOE BMEIIATEIbCTBO.

e [lpu nomo3peHUH HA PACCTPONCTBO PEUH, 32 OIICHKOW U JICUCHUEM OOpaIIaroTCs K
COOTBETCTBYIOIIEMY CIIELIUAIINACTY.

e Jlersim c 3a1ep>KKOM pa3BUTHS PEUH, a TAKXKE APYTUM HaIlMeHTaM ¢ 0cIabIeHHbIMU
MBIIIIAMHU pTa 1 / Wik Hepa30OpPUUBOM PeUbio, HEOOXOAMMBI YIIPAXKHEHUS JIJTSI MBIIIILI,
3a/IEUCTBYIOIINE PE€Yb U ApTUKYJISLIHIO.

e Korga u3-3a npobiem ¢ apIxaTelbHBIMH MBIIIIIAMU CTAHOBUTCS BCE CIIOKHEE pa3o0parhb
pedb, KOMIIEHCHUPOBATh HEIOCTBTKU TIOMOTYT YIPaXXHEHUS JIJIsl TOJIOCa U MUKPO(GOHHBIE
YCUJIMTEIIH,.

e TlogymaiiTe 00 MCIIOIB30BAaHUH BCIIOMOTATEIFHOTO YCTPOKCTBA BBIBOJIA peUH (CHHTE3aTOpa
pPEeUH), “KOMMYHMKALMOHHOM NOMOLLUM ro10coBoro curHana” (VOCA) moskeT 6biTb MCMO/Ib30BaH B
ntobom BO3pacTe, eC/IM B 3TOM YCTb HEO6XOAMMOCTb.

e Jloroneanyeckune npobsembl MOTYT NPUBECTU K TPYAHOCTAM B LLUKOJIE, HO C HUMU MOKHO
CMPaBUTBLCA MPU NOMOLLM HaZ/1exKallel OLEHKM U BMELLIATE/bCTBA.

14. ICUXOCOLHAJBHASA ITOMOIb

Kuznb ¢ mpieunoit auctpodueii romenna MoxeT ObITh crioxkHa Jlroasam sxuBymum ¢ M1/ u
UX CEMbsIM KpaiiHe He00X0/1uMa IICUXO0COLUaNIbHAS U YMOLMOHAIbHAs TOIepKKa (pamka 7).
[IcuxoconuanbHble TPOOJIEMBI MOTYT BO3HUKHYTH B JIF000i MOMeHT. O0s3aTeabHO COO0IINTE
IpyMIie M0 YXOAY €CIIU MOSBATCS Kakue JM00 U3 HUKe NPUBEICHHBIX MpolieM:
e  TpyAHOCTb C COLMaNbHbIMW B3auMogencTeuamu u/unv obpeteHnem apyseit (counanbHas
HEe3pPenocCTb, NIOXMe COLMabHbIE HaBbIKW, M36eraHne Man U30NALMA OT CBEPCTHUKOB).

e [Ipobnemsl c 0OyueHHEM.

e YacTble ccopbl WK BCIUIECKU 3MOLUH, TPOOJIEMBI C TOBEEHUEM; HEKOHTPOJIUPYEMbI THEB
WJIH TIeYallb.

e [loBBIICHHBIN PUCK HEHPOIIOBEICHYECKUX HAPYILIEHNH, a TAK)KE HapyILICHUN
Hepopa3BUTHsL, TAKUX KaK paccTpoiicTBa ayructuueckoro cnekrpa (PAC), cunapom
rUnepakTUBHOCTH U fedpunura BHuManus (CI'JIB) n o6ceccuBHO-KOMIYIbCUBHOE
pacctpoiictBo (OKP).

e TIpoGeMbl ¢ SMOIMOHANBHOI a1anTaluei, 0eCroKOUCTBO U / WK Jerpeccust.

He HFHOpprﬁTe IICUXOCOHAJIbHBIC 1 OMOIIMOHAJIBHBIC aCIICKTHhI, TaAK KaK OHH SABIAIOTCA
BaXHOW COCTAaBIISIONIEH BalIero 310poBbs. Ecliu y BBl MepexuBaeTe Wi 0€CIIOKOETeCh
OTHOCTTEIILHO JIMArHO3a, €CJIA Y BaC €CTh BOIPOCHIO TO OYCHH BAXKHO MOJTYIUTh HA HUX OTBETHI.
[Tpu KaxI0OM MOCEIIEHUH CIISIIHATUCTA 10 HEPBHO-MBIIIIEUHBIM 3200JIEBAHHSIM BaC TOJKHBI
CIIPOCHUTH O CUMITTOMAaX TPEBOTH U JIeTipeccuu, (hopMaibHO Uitk B (hopme Oecenbl, U, B cirydae
BBISIBJICHUSI TPOOJIEM, BaC HEMEIJICHHO JOJKHBI HATIPABUTH 3a MOJYYEHHUEM OLICHKH U JICUEHUS K
COOTBETCTBYIOIIEMY CIICIIAAIIHCTY.
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PAMKA 7. HAMATKA JJIs1 CEMbHU

JleTsim npotie 3aaBaTh BOIPOCHI, €CIIN POAUTEIH MPOSIBIAIOT OTKPHITOCTh U TOTOBHOCTh HA HUX
orBeuath. OTBeuUaiiTe Ha BOMPOCHI OTKPBITO, HO COOOPa3HO BO3pacTy pedeHKa, U IocTapaiTech
HE BBIXOJIUTh 32 PAMKH IIOCTaBJIEHHOI'O BOIpoca. Mbl IOHUMAEM, YTO ITO CIOXKHBINA Pa3roBop.
WuunuaTuBHBIE TPYIIIHI TOMOILY U IIEPCOHAN Ballel OOJbHUIBI HAIIPABST U MPEIOCTABSIT
uH(pOpMaLMOHHbIE pecypchl. Takke, OHM MOMOTYT HalTH HauboJee MOAXO ISIIEr0 CIeHuaINCTa
JUISL IpOBeIeHus Oece.

BaxxHo, 4TOOBI 4eT0BEKY C MBIIIEUHON AUCTpoduei [romenHa oka3bBagach NCUXOCOUATbHAS
¥ SMOIIMOHAJIbHAS MTOIEPIKKA, OTHAKO HE CIIEAYeT 3a0bIBaTh, YTO AUArHO3 BIUSET U HA BCIO
cembto. Ponurenu, Opathkst M ceCTphl MOTYT TAK)Ke U30JUPOBAThCs OT OOIIECTBA U BIIACTh B
nemnpeccuro. PacckaspiBaliTe BpayaM, Kak UAYT J€JIa y Ballel CEMbH, U IIPOCUTE PEKOMEHI0BATh
CIeLMaINCTa, €CJIM YyBCTBYETE, YTO KOMY-I100 13 Ballel ceMbU HeoOXoauma
npodeccuoHaabHas MOAIEPIKKA.

CymecTBYOT HECKOJIBKO IIMPOKO UCIIOIb3YEMBIX BU/IOB BMEIIATEIBCTB B paMKax
MICUXOTEPANeBTUYCCKOM moMon . K HIM OTHOCHUTCSI O0y4eHUE POJUTEICH CIIPABISTHCS C
TPYAHBIM MOBEICHUEM U KOH(JIMKTaMU, UHAUBHIyallbHAS WIM CEMeiHas Tepanusi, KOppeKIus
noseneHus. [IpuknagHoi aHaIu3 NOBEAEHUSI MOKET IIOMOYb C ONPEICICHHBIMU MPOSIBICHUSIMU
MOBEJEHUS ayTHCTUYECKOr0 XapakTepa.

[Tonesnslit pecypc B Benukobputanuu: PykoBoacTBo no MelmedHoi auctpoduu [Jromenna, mou
penaknueit Jxaner Hockunc (https://www.jkp.com/uk/a-guide-to-duchenne-muscular-
dystrophy-2.html).



https://www.jkp.com/uk/a-guide-to-duchenne-muscular-dystrophy-2.html
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E)KCI‘O[[HB.}I MCUXOoCOIHAJIbHAA OLICHKA JOJDKHA YYUTBIBATH KOTHUTUBHOC PAa3BUTHUEC, PCYCBOC
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Pa3BUTHEC, SMOIHUOHAJIbHYIO alallTallui0, KOPPCKIHIO IMTOBEACHW A, KOMMYHUKATUBHBIC

HAaBBbIKW U APYTHUEC ACIICKTHI. He Kaxjaas 6OJIBHI/II_[a HMECT NOCTYII KO BCEM MCPCUUCIICHHBIM

BHJaM OLCHKH U BMEIIATCIIBCTB, OAHAKO ITYCTh OTH PCKOMEHAIMHU ITOCIIY>KAaT BaM

PYKOBOJCTBOM MCMXOCOLMANbHON NOMOLLM.

Craaus caMmoCTOSAITEIHLHOMH
X0b0bI, 1€TCTBO

Paunss craaus, oTCyTCTBHE
CaMOCTOSITEJIbHOM X0/1b0bI,
IOHOIIECKHUI BO3pacT

Ilo3aHsis cTagus, OTCYTCTBHE
CaMOCTOSITEILHOI X0/bObI,
B3POCJbIi

* YCcTaHOBKA UCXOIHOIO
YPOBHS B IIEPBBIH IoJ IOCIIE
[IOCTAaHOBKHU UAarHo3a.

* OueHka pa3BuTHs (<4 11eT)
WJIM HEUPOIICUXOJIOTNYeCKas
oreHKa (<5 NeT) Mpu 3aJepiKKe
KOTHUTHBHOTO Pa3BUTHS HIIH

* Heitpornicuxonoruyeckas
OILICHKA JUIS BBISIBICHHUS
KOTHUTHUBHBIX NPOOIEM U
TpyAHOCTEH ¢ 00y4EeHUEM MTPH
HU3KOU YCIIEBAEMOCTH B
HIKOJIE.

* Heitporicuxonornyeckas

Heliponicuxonoruueckas
OLICHKA IIPH YXyAIIECHUH
(yHKLIMOHANBHOCTH UIIH
CIOCOOHOCTH COBEpILIATh
IIOBCEHEBHBIC JIEN1A.

£ | smoumoHATBHBIX pobJieMax. OIICHKA IIPH TePeXo/ie BO
5 | Ouenka crenuanucra o B3POCITYIO JKU3Hb. OreHka crenyuanmucTa 1mo
g MATOJIOTHSM PEYH MPH [TATOJIOTUSM PEUH IS
MOI03PEHUU Ha 33JICPKKY €& MAIMEHTOB C HAPYIICHHON
pa3BUTH CIIOCOOHOCTBIO TOBOPHTb,
JKEBATh WITH C Aucharuei.
OLeHKa cOUUaIbHOro OrneHka NoTpeOHOCTEH MalMeHTa U €T0 CEMbH COIUATbHBIM
pabOTHHKA MPHU MMOCTAHOBKE PabOTHUKOM.
JMarHO3a U Jasee 1o
HEOOXOJUMOCTH.
Icuxorepanuu u / win ncnxodapMaKoIOTHH TPH PACCTPONCTBAX MCUXHUYESCKOTO 3I0POBBSI.
®dopmaiibHOE 00YCTPOMCTBO MECTA B IIKOJIE C YIETOM HenpepsiBHOE 00pa3oBaHue,
Oe3omacHOCTH ¥ KOM(OPTa; TIPOMYCK 3aHATUN 10 IPUINHE oOyueHue npodeccuu 1o
0ome3Hu. VHAVNBUIYATLHON MTpOrpaMme
JI0 22-7IeTHET0 BO3pacTa.
IMoctraHoBKa 11eNeH Ha OO0ycTpoiicTBO pabouero
Oynymiee, 9ToO KacaeTcs MecTa.
o0pa3zoBaHus U POdEeCcCHu.
[IpemocTaBisAOT POAUTENSIM PECYPCHI sl HHOOPMUPOBAHUS
§ | WIKOJBHBIX YUHTE/IeH, IKOMBHEIX ICHXOOr0B H OCTATBHOIO
5 | mepconana 06 ocodbennoctax ML
é IIpenocTaBisOT pOAUTENSAM U MALIMEHTY PECYPCHI IS
& | uadopmupoBanus ceepcTHHKOB 0 MJIJL.
g OO0pamarTces K MCUXOJIOTY MPU HEOOXOIUMOCTH TPEHUPOBKH
E KOMMYHUKATHBHBIX HABBIKOB.
/& | [ToompsroT aKTHBHOE BOBJICUCHUE TIAIMEHTA M €T0 CEMBH B JKM3HBL OOITIECTRA.

HOOHIpS[IOT MHUIHWATUBHOCTh U HE3aBUCUMOCTH ITaITMCHTA.

Oprasm3yroT ToOMaInTHUI
MEJTUIIMHCKHHA YXO/I.

WH)OpMUPYIOT MALIMEHTA U €0 CEMBIO O CPEACTBAX

NaJJIMaTUBHOI ITOMOIIH.

Opra"u3yroT TOMOJTHUTEIBHBIA YXOJI, BRIISIAS BpeMs IS
OT/bIXa TEM, KTO €r0 0OBIYHO OCYILECTBIIIET.

[TannuaTtuBHas moMoUIs HA
TEepMUHAJIBHOMN CTaJuu.
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Pucynox 13. Ilcuxocoyuanvnas oyeHKa u emeuiamebcmeda
¥YXOA U BMEHIATEJIbBCTBA

e Bpay-xoopanHaTOp — 3TO KIIIOUEBOH WiIEH IPYIIIBI [0 YXOAY, Yepe3 KOTOPOro MOKHO
MOJIYYUTh HaMpaBleHUE K CIIEUAINCTaM M0 MpolIeMaM C MOBEACHUEM COLHATbHBIM
pabOTHUKAM, MEUIIMHCKAM KOHCYJIbTAHTaM H CHEIHATUCTaM T10 NaJUTMaTUBHON TTOMOIITH.
Ecnu Bama koMan/a 1o yxoly He BKJIIOUaeT Bpaya-KOOPAUHATOPA, Y3HANWTE, KOMY CJIEIyeT
3BOHHUTH BHE IPUEMHBIC YaChl B CIIy4ae BOZHUKHOBEHHUS BOMPOCOB U HEOTIOKHBIX
CUTYalHi.

e Pacckaxure COTpyTHHUKAM HIKOJIBI 00 0COOEHHOCTAX MbILIeUHO# nuctpoduu JromeHHa,
4TOOBI OHH ITOMOTJIM OPTaHU30BaTh BaM JOCTYI KO BCEMY YTO HEOOXO0XKHMO IS
YCHENIHOTO O0yYeHs YJacTHs B )KU3HH OOIIECTBA U IPHOOPETCHHIO Oy yIIel nmpodeccuu.

e PaszpalaTbiBast UHOAUBUYaIbHBIN TUIaH 00yYEHUs, 3J0POBBS U YXO7a,
YUUTBHIBAHTEBO3MOKHBIE TPOOJIEMBI C 00YUECHHEM U KOPPEKTUPOBATL AEWCTBUSA, KOTOPbIE
MOTYT HAaHECTW BPeJ, BalLMM MbllLLAM (Hanpumep, ypoku GuskynbTypsl), , yCyryosaTh
yToMIIeHHE (HampuMep, MPeo0IeHNE [UTMHHOW JUCTAaHIIMY B CTOJIOBYIO M OOPaTHO) HIIH
CTaBUTH MOJ YIpo3y 0€30MmacHOCTh (HampuMep, Ha IETCKON UTPOBOM IUIOMIAJIKE).

e TloompsiiTe MHULIMATUBHOCTD, CAMOCTOSITEILHOCTD M YUaCTUE B MPUHATUHU PEIICHHMA
(0coOeHHO, YTO KacaeTcs peeHHH M0 MEANIIMHCKOMY yX01y). BaxkKHBIM miarom
ABTOHOMHOM JKU3HU CTaHET MPSMOM OCTYN K MEIUIIUHCKOMY MEPCOHANy, a HE TOJIBKO
yepe3 poauteneit (cm. Paznen 17).

e Pa3BuTHE KOMMYHUKATHBHBIX HABBIKOB M HEIIPEPHIBHOE 00OYYCHNE TTIOMOXKET BaM HAHUTH
paboTy U CTaTh aKTUBHBIM YJICHOM OOIIECTBA.

e Tlomumo koHTpoms 6omu (Pamka 4), rpynna naiuaTUBHOM MOMOIIYU MPEJOCTaBUT
HMOIMOHAIBHYIO U AYIIEBHYIO MOAIEPKKY, OPTaHU3YET YXOJ, CMEHSS TIPH 3TOM WICHOB
CEMbH, BBICTYIUT MOCPEAHUKOM BO B3aUMOJCHCTBUU C BpauaMu, a TAK)KE ITOMOXKET B
MPUHITHA MEAUIIMHCKUX PEIICHUI Ha OCHOBAHHUHU BaIIMX IEJICH.

IICUXOTEPAIIUA U MEJUKAMEHTO3HOE JIEYEHUE

Ecnu BBl HCIIBITHIBAETE YYBCTBO TPEBOTI'U UJIU CTPAAACTC OT ACIIPECCUH, BOSMOXKHO, BaAM ITIOMOT'YT
AHTUACTIPECCCAHThI, BRINMMCAHHBIC 11O PCIICIITY. Takwue npenaparbl HA3HAYACT Bpad IOCJIC
INOCTAHOBKHU JHArHo3a.

15.49TO CJEAYET YYUTBIBATDH B CJIYUAE XUPYPTUYECKOI'O
BMEIIIATEJIbBCTBA

MoryT BO3HUKHYTb pa3/InyHble CUTyaL MK, Kak cBA3aHHble ¢ M/, Korga moxkeT noTpeboBaTbcA
XUPYPrUUE€CKOE BMEMIATEIIHCTBO O] aHECTe3Uel (Harpumep, OMOTICHST MBIIIIIBI, KOPPEKIUS
KOHTPAKTYp CYCTaBOB, OTepallis Ha MO3BOHOYHUKE WUJIM TaCTPOCTOMHUS ), TaK HE CBSI3aHHBIX C
nuarHo3om. Ecnu Bam TpeOyercs onepaliusi, CymecTBYeT HEeNblid sl 0COOEHHOCTEH, KOTOPhIE
JIOJI’KHBI OBITH YITEHBI B IIENIAX 0€30MaCHOCTH.

Omnepatyio Hy’)KHO NpoBOAWTb B 60/1bHULE, TTIE MTEPCOHAT XOPOIIO 3HAKOM ¢ 0COOEHHOCTSIMHU
MBbIIIEYHOHN aucTpodun JlroneHHa, u TOTOBbIHN clienaTh Bce BOZMOXKHOE /1715l OJ1arONpHUsITHOTO
TedeHUsl U ucxoza onepaunu. IllogduparoT «crpeccoByo» 103y cTeponaoB. PekoMeHganuu rno
JIO3UPOBKE CTEPOUIOB B UPE3BBIYANHBIX CUTYAIMSIX MOKHO HATH B MPOTOKOJIE IpUEMa
crepounoB umenu [1u-J/xeit Hukonodda na caiite www.parentprojectmd.org/pj.

Bce ntoau, uyLupme c [oweHHOM MOJIBEPKEHBI pUCKY pabaomuomn3a. Pabromuonus pa3suBaercs
B PE3YyJbTaTE MACCUBHOI'O Pa3pyllIeHUs MbIIL. [lopakeHHbIE MBIIIIBI BBIIEISIOT B KPOBOTOK
MUOTJIO0MH U KaJInii. MHOTTIOOMH MOKET OpakaTh MOYKH U BBI3bIBATH MOYEYHYIO


http://www.parentprojectmd.org/pj
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HEJI0OCTaTOYHOCTh; N30BITOYHBIN KA OMaceH /il cepia. Beumy pucka padmomuonmsa,
MPUHUMAIOT OCOOBIE MEPHI IPETOCTOPOKHOCTH MPU IPOBEIACHUH ONIEPAIIUU IOl aHECTE3UEH Y
o6obpHBIX MJIJI.

e Hu npu kakux 00CTOSATENBCTBAX HEJb3S MPUMEHSATh CYKIIMHUIIXOJIMH, TaK KaK OH
BBI3bIBACT PabJOMHOIH3.

e 136eratoT npUMEHEHHUs] MHTATISIIMOHHOTO HApKO3a BBUTY MOBBIILIEHHOTO PUCKa
pabaoMuonu3a.

e be3onacHbIMU cuuTaroTcs anectetuku |V nokosnenus.

e  OCTOpPOXXHOCTH TpeOyeTCst IpH MPUMEHEHHUH JTF000TO BUa aHecTe3un y 6ombHbIx MJI/I.

e (Cnucok 0e30macHBIX ¥ HeOE30MaCHBIX aHECTETHKOB MOKHO HAWTH Ha caiiTe
PoauTensckoro mpoekTa MbIIICYHOM qucTpodun WWW.parentprojectmd.org/Surgery

e HanomHuTe METUIIMHCKOMY IIEPCOHAITY O HEOOXOAMMOCTH OCTOPOKHOI'O IPUMEHEHUS
kuciopoja (cm. Paznen 11).

e C OOJBIION OCTOPOIKHOCTHIO MPUMEHSIOT OMUATHI, U IPYTUE CEJaTUBHBIC CPEIICTBA U
MHUOPETAKCAHTHI, TAK KaK OHU BO3JICHCTBYIOT HAa YaCTOTY U TJIYOUHY JIbIXaHUS, 3aME SIS
ero u jienas 0oyiee HOBEPXHOCTHBIM.

Kap)mo.ﬂornqeclcaﬂ oMo b

KoncyneTupyiitech ¢ KapIHOJIOroM Iepes JII0OBIM XUPYPIHUECKUM BMEIIaTeIbCTBOM

AHECTE3HO0JIOTH JOJDKHBI YYUTBIBATh, 4T0 OosbpHBIe M/1/] ogBEepIKEHbI PUCKY CEpACYHON JIEKOMIICHCAIIUY TTPU
oInepanuu.

Cepbe3HOE XUPYPrHYECKOE BMEIIATENbCTBO!

* MALIMUEHTBHI ¢ MJJ UMEIOT IIOBBIIICHHBIN PUCK PA3BUTUS CEPIEYHOM HENOCTATOYHOCTH NIPU IPOBEACHUU
CEpbE3HBIX ONEpalnii;

* 710 omepan HeoOX0AMMO CIeIaTh 9XOKapAUOTPaMMY U JIEKTPOKAPIUOTPaMMy.

Hebomnpmoe xupypriugeckoe BMEMAaTEIbCTBO:
* y MAIIMCHTOB ¢ HOPMAJLHOHM (QYHKITHEH cepIia IPOBOIAT MMOBTOPHOE UCCIICIOBAHNE, SCIH TPEIBIAYIIee
MIPOBOIIIIOCE Oouee 1 rosa Hasa.

KoHTpoab abixanusi

[penoneparoHHas TPEHUPOBKA U TOCIEONEPAMOHHOE UCTIONb30BAaHKUE CPEJCTB TIOMOIIH IIPU Kallie
* BecomorarenbHoe 000pyioBaHue IpH Kallljie HE0OX0AUMO TalMeHTaM ¢ MaKC. CKOPOCTBIO BBIJJOXa TIPH
kanuie < 270 j/mMuH win Make. nasienueM (asbl Beroxa < 60 cm H»0.

[IpemonepannonHas TPEHUPOBKA U IMOCICONEPAITHOHHOE HCITOb30BaHNE HENHBA3UBHOW BEHTHIISIIHN
» HemnBasuBHas BeHTHIAIHSI HeoOxonuMma narertam ¢ OXKEJT ucxomsoro yposHs <30%.
* HennBasuBHas BeHTWIALKA cTporo nokasana nanuenram ¢ OXKEJI <50%.

He CJICAYCT NPUMCEHATH JOMOJHUTEIIBHO KUCIOPOA 0e3 OIHOBPEMCHHOI'O MCIIOJIb30BaHUA HEWHBA3HBHOU
BCHTHJIALINH.

[To6ynuTesnbHas cnupoMeTpust Hed(PEKTUBHA Y JIIOJIEH CO CTa0bIMU bIXaTeIbHBIMUA MBIIIIAMH, CYIIECTBYIOT
[IPEANOYTUTENBHBIE AJIbTCPHATUBBI.

AHecTe3us

Crporo noka3aHa BHyTPUBEHHas 001I1asi aHECTE3UsI

Ctporo npoTUBONOKAa3aHbI ACHOISIPU3YIONUE MUOPENAKCAHTHI, TAKUE KaK CYKCAMETOHUS XJIOPH[, BBULY PUCKa
CMEPTENILHOIO UCXO0/1a.

Pabpomuonus u runepkanueMus.

* [TarmenTts! ¢ MJ1/] moagBep KeHBI PUCKY pa3BUTHS pabIoMHUON3a IPH IPUMEHEHUH HHTANSIIHOHHBIX
AHECTETHKOB MJIUM CYKCaMETOHUS XJI0PHUIA.

* OcnoxHeHHs pabJJOMHOJIN3a YacTO MYTAIOT CO 3JI0KaUeCTBEHHOM I'MIIepTEpMUEH.

KpoBonotepsi

He PCKOMEHAYCTCA NPUMCHCHUC TUIIOTEH3UBHOM aHECTE3UU JJI1 MUHUMUM3AallUuU IMOTEPU KPOBU BBULY
TEMOAVMHAMHYCCKOTO B(I)Q)CKTa B YCJIOBUAX KapIMOMUOIIATUH.

B nensx KOHTpOIIS HOTEPH KPOBH PACCMATPUBAIOT IIPUMEHEHUE CUCTEMBI [Tl ayTOreMOTpaHC(hy3UH BMECTE C
aMUHOKAaIPOHOBO! WJIH TPAaHEKCAMOBOM KUCIJIOTOHM.

BonabHEIM MI[Z[ HE NMMOAXOJAT NOCJICONCPANNOHHBIC aHTUKOAT'YJIAHTBI, TAKUC KaK I'€lIapyuH WUJIN aCIIMPHH.

B nmensax npenynpexxaeans TpoM003a riTyOOKHX BEH NPUMEHSIOT KOMIIPECCHOHHBIE YYIIKH C TPalyHpOBaHHON
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KOMITPECCHUEH.

Pucynok 14. Pekomenoayuu é ciyuae XxupypzuiecKkozo 6Meulamebcmea

16. OdKCTPEHHASA ITIOMOLIb

Ecamn Bam Heo6x0aMMo 06paTUTLCA B 60/bHULY 32 TTOJTYYEHHEM CPOUYHOU MEAUIIMHCKON ITOMOIIIH,

PUMHUTE BO BHUMAHHE CIeAYIOIIIe (PaKTOPHI.

e (OCHOBHO JleHanuii Bpay Win COSIHATUCT 110 HEPBHO-MBILICYHBIM 3a00JI€BaHUAM J10JKEH
MIO3BOHUTH B OOJIBHUILY U MPEAYIPEAUTH O BalIeM IPUOBITHH.

e Ecnu BBl OKaXkeTech B OTACICHUH HEOTIOKHOM MOMOIIH, 0013aTE€IHHO TTO3BOHUTE
CHEIHAIIMCTY MO HEPBHO-MBIIICYHBIM 3a00JIEBAHUSAM WJIH TPYIIIE 110 YXO.Y.

e (OOBsICHUTE MEPCOHAY, UTO BBl CTPaJacTe MbIILIEYHON qucTpodueil [romenHa, pacckaxure,
KaKHe Bbl IPUHUMAETE JIEKAPCTBA, COOOIIUTE O BO3MOKHBIX OCIOXKHEHUAX IbIXaTeIbHOMI
WM CEPICYHO-COCYAUCTON CUCTEMBI, U KaKhe Bpaul OOBIYHO 3aHUMAIOTCS BalllUM

JICYCHUECM.

L4 HOCKOJII)Ky MHOTI'U€ MCIUIMWHCKHUE COTPYAHHUKHN HC 3HAKOMBI C CYIICCTBYIOIIUMU
CTpaTCrusiMu BCIACHHA MBIIIEYHOMN HHCTpO(bHH I[IOH_IGHHa, HeO6XOI[I/IMO paccka3aTb O
3a6OJI€BaHI/II/I, O MPOJOJLKHUTCIBHOCTH U O KUJAAEMOM KAaUCCTBC JXU3HU ITAlMCHTA.

HUH®OPMAIIUA B CIYYAE OKA3AHUS SKCTPEHHOM IIOMOIIA

Bcerna nHocure ¢ co0oii KapTOUKy,
COCTaBJICHHYIO CHEI[HATMCTOM I10 HEPBHO-
MBIIICYHBIM 3a00JICBaHUSM, TJI€ B KPATKOM
BHJIC yKa3aHa camasi HeoOxoaumast
MEIUITMHCKas: HH(OPMAITHS:

e IMAarHos,

® CIHCOK NPUHUMAEMbIX MEJIMKAMEHTOB,

® pe3yJIbTaThl HEAABHUX MCCIIEIOBAHUN
GyHKIMMA ceplia U JIETKHX;

e peuuaAMBUpYIONIKE 32a0071€BaHU B
aHamHe3e (Harmpumep, THEBMOHHSI,
cep/ieyHas HeJOCTaTOYHOCTh, KAMHU B
MOYKax, racTpomnapes (3aaep>xxka
OTIOPOYKHEHUS JKETYyIKa);

® KpaTKOC€ OIMMMCAHUC HepBOHaanLHOﬁ
OLICHKHU U TCPAIINU.

I/IH(I)OpMaI_II/IIO 0 TOM, 4TO CJICAYCT ACJIaThb B
YpE3BBIYANHON CUTyallMH, MOKHO HANTH B
MMPUITOKCHUUN I CMapT(I)OHOB POI[I/ITCJIBCKOFO
IIPOEKTa MBIILIEYHOH AUCTpodun
(www.ParentProjectMD.org/App), a Takxe Ha
caiite https://duchenneemergency.co.uk/.

CTEPOU/bI

ITocTaBbTe COTPYAHHUKOB OTACICHUA
HEOTJIOKHOM IIOMOIIN B U3BECTHOCTH O TOM,
YTO BBI HYXKIACTCCh B C)KCIHCBHOM IIPUCME
CTEPONI0B. PaCCKa)KI/ITe, Kak J0JIro Bbl UX
MNPUHHUMACTE, U UTO MOXKCT HpOI/I3OI7ITI/I B

PAMKA 8. OCHOBHBIE ACIIEKTbHI B
CJIYUAE HEOTJIOKHOM MOMOIIH

1. Bo3pmute ¢ co00ii MepcoHaTBHYIO KapTOUKY
C OCHOBHOM MEIUIIMHCKON MH(pOpMaIUei
(MOYXHO HAWTH IO CCBUIKE
https://www.musculardystrophyuk.org/) u
MMOKa3bIBAlTE Bpadyam, MeJIcecTpam 1
aIMUHUCTPAITIN OOJTBHUIIBI.

2. CBSDKUTECH CO CIEIUATUCTOM 110 HEPBHO-
MBIIIEYHOMY YXOAY TOCIie TIepBOHAYATBHOM
OIICHKH U 0OCYJUTE JICUCHHUE.

3. [Ipenynpeaute Bpaueil HEOTIOKHON
MTOMOIIIH, YTO BBl PUHUMAETE CTEPOUJIBI.

4. Ecnu ecTh BO3BMOXHOCTh, BO3bMUTE KOITHH

MOCTIEAHUX UCCIIEIOBAHUI Cep/illa U JIETKUX,
takux kak OXKEJI, OKI" u ®BJIXK.

5. Ecnu BBI Hcnionp3yeTe amnmapar i IOMOIIH
MpH Kaie (OTaKIUTNBATENb) WIH afmnapar
nByxdazno BeHtwisiun Jerkux (HUBJT),
BO3bMHUTE UX C COOOI B OONBHUILY.

6. Ecnu y Bac majaet ypoBeHb KUCIOPO/IA,
MIePCOHAJT JIOJIKEH OBITh OYEHH OCTOPOXKHBIM,
JaBasi KUCIOpoJ 6e3 pecrupaTopHoit
MOIEPIKKH (BEHTHIISIIIAN).

7. Ecnu y Bac repernoM, HacTauBauTe Ha
pasroBope ¢ BauM (PU3NUECKUM TEPATIeBTOM
WJTU CTICITUATIICTOM 10 HEPBHO-MBIIIICYHBIM
3a0oneBanuaM. CiiequTe 3a IIOSIBICHUEM
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cilydae MpoIycka OuepeIHON 103kl 00Jiee YeM | CUMIITTOMOB CHHIPOMA YKHPOBOI 3MO0IMH
Ha 24 Jaca. YIIOMSHYTh O CTEPOUIaX CTOHT (CXKD). [Paznmen 9]

JaKXE B TOM CJIydac, €CJIM Bbl UX [IPUHHUMAJIN B
IMpOUIJIOM.

3T0 Ba’XHO, TaK KakK:

CTEpPOUIbl MOT'YT OCJIA0MTh OTBETHYIO PEAKIIMIO OPraHNU3Ma Ha CTPECC, IOITOMY B cilydae
HKCTPEHHON CUTYallMU MOTYT MOHAJ00UTHCS «CTPECCOBBIEY 103bI CTEPOHIOB;

CTEPOHU/IbI MOBBIIIAIOT PUCK PA3BUTHSA SA3BBI JKEIYyIKA. [IEPCOHAN OTACIICHUS HEOTI0KHOU
IIOMOILX JTOJKEH 9TO YYUThIBATh;

B PEIKUX CIIydasX MOTYT MPOSBUTHCS OCIIOKHEHUS B OCTPOil popme, CBSI3aHHBIE €
IIPUEMOM CTEPOMJIOB. IEPCOHAI OTACIECHUS HEOTIOKHONU TOMOLIM TOJIKEH 3TO
YUUTHIBAT.

®YHKIMH CEPIIA

Bosbmurte ¢ coboii pe3ynbTaThl OocIeHNX uccienopanuii pynkuuii cepana (DKL,
sxokapauorpamma, MPT-cauMok cepama). 9To MOKET ObITh MOJIE3HBIM.

HamomuuTe Bpauam HEOTIIONKHOM MOMOITH, 4TO y 6osbHbIX M/JI/] mro6oro Bo3pacra Ha
OKI MoryT ObITh OTKJIOHEHUS! OT HOPMBI; BO3BMHUTE C COOOM KOIHIO MOCIETHETO
HCCIICIOBAHMS, €CJTH BO3MOXKHO.

Bo Bpems oCTpbIx COCTOAHMI BaXKHO TTOCTOSIHHO KOHTPOJIUPOBATh (PYHKIIMU CEP/ILIA, YTOOBI
yOeIUThCsl B OTCYTCTBUM HAPYIICHHUH CEP/IEYHOTO PUTMA.

JABIXATEJIBHBIE ®YHKIIUHN

Bozbmute ¢ coboii pe3ynbTaThl MOCIEAHUX UCCIEA0BaHUN (DYHKIIUN JTETKUX
(dbopcupoBannas xu3HeHHAsT eMKOCTh Jierkux, ®IKEJT). DT0 MOKET OBITh ITOJIE3HBIM.
Bosbmute ¢ co0oii B 00IbHUITY nto6oe 06opyLoBaHe PECTTHPATOPHON ITOMOIIH, KOTOPOe
Bbl Mcnonb3yeTe (OTKAIUIMBATENb U / WK anmapaT AByX(a3HOM BEHTUIISAILNH JIETKHX
HUBJI). Hacraugaiite, 4T00BI IEpCOHA OTACIICHUS HEOTIOKHON TTOMOIIY TPUMEHSIT UX
IIPY JICYEHUU.

Ecnn BbI TomMa HCIIONIB3yeTE CPEACTBA UCKYCCTBEHHON BEHTHIISALIUY JIETKHX,
CIEIUAJIACTBI IO PECIIMPATOPHOM MOAEPIKKE TOJKHBI TOAKIIOUNTHCS K BallEMy
JICUYEHUIO.

C 60mb1101 OCTOPOKHOCTBIO IPUMEHSIIOT ONTUATHI, APYTUE CElaTUBHBIE CPEICTBA U
MHOpPENaKCaHThl, TaK KaK OHU BO3/AEHCTBYIOT Ha YaCTOTY U ITyOUHY AbIXaHUS, 3aMeIss
ero u sienast 0oJsiee MoBepXHOCTHBIM (cM. Pazznen 15).

[Tpu HEOOXOIMMOCTH aHECTE3UH, MPUMEHSIOT aHeCTeTUKH |V ToKoseHus 1 u30erator
VHTAJISILUOHHBIX aHECTETUKOB; CYKIIMHUIIXOJIMH CTPOTO MPOTUBOIIOKA3aH IIPU
MbIteuHou auctpodun romenna (cm. Paznen 15).

Bo BpeMs 0oJre3HH ¢1ab0OCTh JABbIXAaTCIIbHBIX MBIIIIIL YCYFY6J'I$ICTC$I, IMOTOMY BO3paCTACT PUCK
MOSIBJICHUS OCHOXKHEHMH. Takum o6pa30M, IIpH 3HAYUTECIBHO 0CIa0JICHHBIX JAbIXaTCIBbHBIX
MBIIIIax:

AHTHOMOTUKH MOTYT OBITh Ha3HAUEHBI JJIS JIeUeHUs! MH(EKIUN AbIXaTeNbHBIX MTyTel
MoskeT moTpeboBaThCsl pecrnupaToOpHasi MIOMOIIL TyTeM HEMHBA3UBHOW BEHTHIISIINH;
[Tonauy kucIOpOia OCYIIECTBISIOT C OONBIION OCTOPOKHOCTHIO (cM. Pamka 9);
[TpomomxuTenbHass HEMHBA3UBHAS BEHTHIISALIUSA B COCTOSIHMM OOpCTBOBAHUS,
mpepuiBacMasd 1mo HeO6XOJII/IMOCTI/I JJIg OKa3aHUs IIOMOIIHU ITPU KallJI€ ¢ UCITOJIb30BAHHUEM
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OTKAIIUTUBATENS, SBJISIETCSA CTAHAAPTHOW MPOLIETYPO JICUCHUSI PECTTUPATOPHBIX
3200JIeBaHUI B paMKaX OKa3aHUs HEOTIIOKHOM MTOMOIIIH.

PAMKA 9. KUCJIOPO/l - BHUMAHHE!

MBeI Bee apiimM, Babixas kuciopo (O2) u Beiabixas yraekucisiii ra3 (COp).

[Tonaya kucnoposa, B yCIOBUSX CHHKEHHOU JIETOYHON (PYHKIIUU, MOKET
CKOMIIPOMETHPOBATH CTPEMIJICHHE OpraHU3Ma JbIIIAaTh CAMOCTOSTENIbHO, U, KaK CIIEJCTBHE,
NPUBECTH K MOBBIIICHHOMY YPOBHIO YIJICKHUCIIOTO ra3a (JIbIXaTeIbHbIN aln103). DTO MOXKET
OBITH OMACHO U MOTEHIIMAJIBHO MPEICTaBIATh YIpo3y uis ku3Hu. [lonaya kucnopoaa
JIOJKHA OCYHIECTBISTHCA € OOJIBIION OCTOPOKHOCTHIO, TP BHUMATEIBHOM KOHTPOJIE
YPOBHSI YTJIEKUCIIOTO Ta3a B KPOBMU.

Ecnu ypoBeHb HaACHIIIEHHS] KPOBH KUCIOPOAOM yrai Hike 95 % (corjiacHO moKa3aHusM
MyJCOKCUMETPA), TO MPOBEPSIOT YPOBEHD YIIEKUCIIOro ra3a B KpoBU. [Ipu noBbiieHHOM
YPOBHE YIJIEKHUCIIOTO ra3a B KPOBU HYXKHO MPUMEHHUTH PyYHbIC, MEXaHUYECCKHUE U
HEWHBa3MBHble CPEJICTBA PECIIUPATOPHON TOMOIIIH.

KomnieHcHpoBaTh HEXBATKY KHUCIOPOJIa MOXKHO C TIOMOIIbIO HEMHBA3WBHOUN BEHTHIISIIUU
aerkux (HWUBJI) nmpu 3ToM BHUMATEIbHO KOHTPOJIHUPOBaTh ypoBeHb CO2.

INEPEJIOMBI

NMioau, )usylume ¢ MBITIEYHOH mucTpodueit J{fomenna moaBep >KeHbl MOBBIIIIEHOMY PUCKY
nepenomoB. Ilepesiom HOru MoOXeT NoJ0pBaTh CIIOCOOHOCTh K CAMOCTOSITEIbHOMY
HepeABHKEHHI0, 0COOEHHO €CJIU 3TO YAaBaJIoCh C TPYAOM M 10 nepesnoma. CoolimuTe cBoei
HEPBHO-MBIIIIEYHOW KOMAH/IE 110 YXO/Y, B Y4aCTHOCTH (PU3UIECKOMY TEPAIEBTY, YTO Y BaC
CIIyYHJICS TIEPEJIOM, U IIPU HEOOXOJUMOCTH, OH CBSIKETCSI C XUPYPIOM.

Xupypruueckasi puKcaius, eCii 3TO BO3MOXHO B CIIy4ae Ballero nepeioMa, 4acto
MPEIOYTUTENbHEN HAIOKESHHSI TUTICA JIJIS TAIIUEHTOB, KOTOPHIE MOTYTXOIUTh
CaMOCTOSTENILHO (BOCCTAHOBJIEHHE MIPOUCXOAUT OBICTPEE).

VYyactue (pu3nuecKkoro TepaneBTa HMeeT pellaroliee 3HaueHne, YTO0bl BEPHYTh
CIIOCOOHOCTH K CaMOCTOSITEIbHOMY TIEPE/IBIYKEHUIO KaK MOXKHO CKOpee.

Ecmu cnomannas KocThb — OIHWH U3 ITIO3BOHKOB, U BBI HCITBITHIBACTC 60J'II) B CIINHC,
o0OpatuTech K OpPTOMNENy M SHIOKPUHOIIOTY 32 MOJTYYeHHEM HaJUIeKAIIEeTo JIeYeHUs (CM.
Paznen 9).

[Tpu MJIJI cymiecTByeT pucK cuHApoMa x)upoBoit smbonuu (CXKDI), Tpedyromnuit okazaHus
cpouHoOi MeauIHCKOoM oMoty (cMm. Paznen 9). HemensieHno coodummTe Bpayam
HEOTJIOKHOM MOMOIIH, €CJIM BbI NOJ03peBaeTe :KUPOBYI0 dMOomi0. Cumnromsl CKO
BKJIFOYAIOT:

1. CnyTaHHOCTH CO3HAHMS M / WIIH 1€30PHEHTALINS,
2. HeoObrunoe noseaeHue;

3. VYwuarieHHOe JbIXaHUE U cepreOneHue;

4. Oppimka.
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17. IEPEXOJHBIE JTAIIbI

Mo mepe TOro, Kak Bbl roTOBUTEChb K OOJIBIIICH HE3aBUCUMOCTH YUUTHIBAHTE CBOIO MOTPEOHOCTH B
MEAMIIMHCKOM yXOJI€. KaK npaBuo, cnocobHOCTb AOCTUYb KEeNaeMOro ypoBHA HE3aBUCUMOCTH
TpeOyeT MOCTOSHHOTO U TUIATEILHOTO IJIAHUPOBAHUSI.

INIVIAHUPOBAHMUE

Vke ¢ paHHEro JeTCTBa Bpayuu, yUUTeJIs U pOJUTENH JI0JKHbBI BOBJIEKAaTh BaC B IPUHATHE
MEAMIMHCKUX PELIEHUH U IIaHupoBaHue Oyayiiero. YacTo nepexos1 BO B3pOCIYIO KU3Hb
COIIPSIKEH ¢ HE0OXO0AMMOCTBIO CMEHUTH CIIELUAIMCTOB, HA0II0JaBIINX BAC paHee.

Bbl 1 Baia cembst IOJDKHBI HAYaTh 0OyMBIBATh IJIaH IMEPEXoja OT Bpayei-meIuaTpoB KO
B3POCJIBIM CIIELUATNCTaM [0 HEPBHO-MBIIIEYHBIM 3a00JIeBaHUAM K 12-Tu rogam, ¢ AaabHEHIINM
o0cyxeHreM niepexojia U MIaHupoBaHus B Bo3pacte 13 wiu 14 ner.

e [lnan momkeH BKIItOYaTh B ce0si HEOOXOIMMBIE BUJIbI YCIYT, UX HCIIOJHUTEICH U HICTOUHUKU
(duHaHCUPOBAHMS.

e [lnan nepexosa AOJKEH OCHOBBIBATHCS HA BaIIUX MOTPEOHOCTSIX, OXKETAHUAX U
LEHHOCTAX, KOTOPbIE Ba’KHBI JIJIs1 BAC U BallEH CEMbH.

e Bam maH g0KeH BKIIOYaTh B ¢€0s pe3ysbTaThl, KOTOPbIE BaXKHbI JUIS BAC B UETBIPEX
oOnactsax: oOpa3oBaHue U paboTa (4eM Bbl XOTUTE 3aHUMAThCS), CAMOCTOATEIbHAS KU3Hb
(re BBl XOTUTE KUTh U C KEM), 3J0POBbE (JIMUHBIE IPUOPUTETHI) U OOLIECTBEHHAS! )KU3Hb
(kak IPUHUMATh y4acTHE B )KU3HHU OOIIECTBA U OOLIATHCS C IPY3bIMH).

e JlonrocpoyHoe (pUHAHCOBOE MJIAHUPOBAHUE.

e [Opunnyeckoe nIaHUPOBaHUE HA MOMEHT, KOTJa BaM UCIONHUTCS 18 ner. DToT pasnen
MOYKET OTJIMYAThCS B 3aBUCUMOCTH OT CTPaHbI IPOXKUBAHUSA. MOXKHO BOCIOJIb30BATHCS
COBETOM MECTHBIX HHULIMATUBHBIX I'PYIII.

KOOPIMHALMS TIOMOILM (PUCYHOK 15)

Bpau-koopauHatop / METUIIMHCKUI KOHCYJIBTAHT / COIUATIBHBIA PAOOTHUK OYIIyT CIYKHUTh
IJIABHBIM MCTOYHUKOM MH(pOpMAIMK O BUJAX Teparuu M yXo/1a Mpu MbIIIEYHON TucTpodun
Mromenna. Bpau-koopauHaTop nocnoco0CTBYET B3aUMOIEHCTBUIO MEX Y TPYIIION 0 HEPBHO-
MBILIEYHOMY YXOJ1y, OCHOBHBIM JIEHallIUM BpauoM, ceMbel 1 ob1ecTBoM. OH TaKxke
MOACKAaXCET, KAKUC JIbI'OTHI CYIICCTBYIOT, U IIOMOXKET C HpI/I06p€TCHI/ICM H€O6XOI[I/IMOFO
o0opynoBanusi. B oTcyTcTBUM Bpaua-KOOpAMHATOPA WM COLUANBHOTO paOOTHUKA YXOJ MOXKET
CTaTh (PparMEHTUPOBAHHBIM, PEKOMEHIALINN OCTABIEHHBIMU 0€3 BHUMaHUs, a TOTPEOHOCTH
HEYJIOBJIIETBOPEHHBIMH.

MEJIULIUHCKASA IOMOIIb

[Tnan nepexona 10JKEeH BKIIIOYATh B ce0s1 HENPEPhIBHOE HAOIIOCHUE NeINaApUUECKOM
KOMaH/JIOH 10 TeX MOp, MOKa Bbl HE YCTAHOBUTE KOHTAKT C IPYIIIION Bpadew,
CHEHUAIN3UPYIOIINXCS HAa B3pOCbIX nanueHTax. KoopaunaTtop nepexona JOMKEH OKa3aTh BaM
COJICMCTBUE B CAMOCTOATEIBHOM YIIPABJICHUH MOJYyYEHUEM MEIUIIMHCKON ITOMOIIH,
IPEOCTaBICHNH HAIPABICHUN K HY)KHBIM CIEIMAINCTaM U yOeAUThCS B Iiepeiade TMIHON
MEJIUIIUHCKON KapTHI.

e (C paHHero Bo3pacTa Clie/lyeT MOOMIPITh peOeHKa MPUHUMATh Y4acThe B Oeceaax o
3JI0pPOBbBE, U B KOHEUHOM UTOTE (HE MM03kKe 14-JIeTHEr0 BO3pacTa), MO3BOJIATh MOCEIIATh
Bpaueii CaMOCTOSTENBHO.

e Koraa Bbl HaUHETE TPOSIBIIATH 3aNHTEPECOBAHHOCTD U CIIOCOOHOCTHh OTCTAaUBATh CBOM
UHTEPECHI 110 YaCTH MOJYYCHUS METUITUHCKON TIOMOIIH, TO BBl TOTOBBI HAYaTh MEPEX0 OT
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CEMENHO-OPUEHTUPOBAHHOIO MEAUATPUUYECKOr0 MOAX0/1a K MAlUEHT-OPUEHTUPOBAHHOMY
B3aUMOJCHCTBUIO.

e [OHomel, HaYMHAIOIIMX B3POCIbIX, 3a4aCTYIO0 BOJHYIOT ACIMKATHBIE BOIIPOCHI,
BBI3BIBAIOIIHE TUCKOM(OPT, TPEBOTY M UYBCTBO PACTEPSIHHOCTU. TaKue BOMPOCHI CIAEAYET
00CYXXJIaTh HAMPSMYIO C TPYIITION METUITMHCKOM momoI. Takum o0pa3oM Bpauu CMOTYT
MOHSITh, CYIECTBYET JIM MOTPEOHOCTH B TOMIOJIHUTEIIHHOM yXOJI€ WIIH MOIIEPIKKE.

e Bcerna o0cyxnaiTe ¢ Baield HEPBHO-MBIIICYHOW KOMaHAOU 110 yX01y COOCTBEHHBIC
LEHHOCTH M MPEJIIOYTCHUS B TUIaHE 30POBbs. PoauTenu u Bpauu MOMOTyT ¢
MIpeIBAPUTEILHBIM COCTABJIICHUEM TUTaHA HA MOMEHT, KOT/Ia BaM MOoTpeOyeTcs IPUHIMATh
KJIFOUEBBIC PEIICHUS B TUIAHE MEIUIIMHCKON TOMOIIM MIPU MIEPEXOE BO B3POCTYIO )KU3Hb.

OBPA3OBAHUE U ITPOPECCUA

Oco0oro BHUMaHHUs 3aCITy’KUBAET IJIAaHUPOBaHUE 00YUEeHUS U TPUOOpeTeHUs MPOodEeCCHH 1o
OKOHYaHUU cpenHell mKobl. COTPYIHUKH IIKOJIBI, CIIEHUAINACTHI-TIPOPKOHCYIBTAHTHI U BPAUYH
JOJIKHBI TOMOYb ¢ BEIOOpOM HampaiieHUs. He Kakplii BBIOMpAET Mpo10JnKaTh 00yUYeHHe Mociie
IIKOJIbI, I03TOMY IIPOrpaMMa €KEeITHEBHOM 3aHATOCTH JI0J)KHA ObITh OPUEHTHPOBAHA Ha BalllX
LEJIU U JKEJIaHUS U JOJIKHA OCHOBBIBATHCS HA BAIIMX CUJIbHBIX CTOPOHAX U TAJIAHTaX.

e OO6cyxaeHHe AaTbHeHero oopa3oBaHus JOJKHO IPOBOJUTHCA KaK MUHUMYM €XKET0JIHO,
HauuHag ¢ 13 JICT, 1 BKIIXOYATh OLCHKY BalllMX JIMYHBIX CUJIBHBIX CTOPOH U UHTCPECOB,
YUUTBIBas Ballld MOTPEOHOCTH U LIEIH.

e BaXHO COCTaBUTH IUIaH, KOTOPBIN OYIIET coxpaHseT 6anaHc mexay Balllll MEIUIIMHCKUE
HOTpe6HOCTI/I, BPEMCMCHEM U1 OT[bIXa U MPAKTUYCCKUMHA BOIIPOCAMHU, KaCAIOIINMECH
HOCEIIEHHUS IIKOJIBbI, aKaJIEMUYECKUX CTaHAapTOB U TpeOOBaHMIA K paboTe.

e Baxno 0003HaYUTH pecypchl AJisi MPUOOPETEHHSI HEOOXOAUMOTO 000PYIOBAHNUS, & TAKKE
CpeACTBa TIEPEABIKEHHS.

e (OueHb BaXXHO AaTb BaM BO3MOXXHOCTb BECTU IMPOAYKTHBHYIO, ITOJIHOLCHHYIO, IPUHOCAIIYIO
YAOBJICTBOPCHHUE ) KU3Hb B COOTBETCTBHUH C BAlllUMH BO3MOXHOCTAMU.

JIOMAIIHWH BBIT U EXXEJTHEBHAS IOMOIIb

[Tpu mepexoe BO B3pOCIYIO KU3Hb ONMPEAEIUTe AJis ceOsl )KenaeMblil ypOBEHb HE3aBUCHMOCTH,
Y BUJIBI PECYPCOB U MTOMOIIIH, KOTOPBIE MOT'YT BaM IMOHA00UTHCS 17151 00€CTICUeHUS
ONTUMAIBHOTO YPOBHS CAMOCTOSTENILHOCTU. B Mitajiiem Bo3pacte exxXeIHEBHYIO TOMOIIb BaM
MIPEIOCTABIISAIA CEMbS, B3POCIIbIC MAIIMEHTHI YACTO MPEANOYUTAIOT HAHUMATh 00CTYKUBAIOIITUN
MEPCOHAJ CO CTOPOHBI. ACCUCTEHTHI B IIKOJIE TIOMOTYT C TUTUEHOM, MPUEMOM THUIIIH,
MepeMEIICHNEM, a TaKkKe 0a30BBIM MEIUIIMHCKUM YXOJI0M. ATEHTCTBA HAJIOMHOT'O
00CTyXKUBaHUS MPEOCTABISAIOT KBATM(DUIIMPOBAHHBIE YCIYTH 10 00Jiee TPOJBUHYTOMY YXOY.
V3HaiiTe y crienuanucTta o HepBHO-MBIIIEUYHBIM 3a00JIEBAaHUSIM O JIOCTYITHBIX BapUaHTaX.

BBuny 3anyranHoi 1 yacto ¢pparMeHTUPOBAHHOM CUCTEMBI TOMOIIM UHBAITUIAM, BAM MOXKeT
noTpeboBaTbCA KOHCYIbTUPOBaHMWe IO PUHAHCAM U TpaBaM Ha JIbroThl. HepBHO-MBIIIIEUHAs
KOMaH/1a [0 YXO/y, 1 B 0COOEHHOCTH COIHANIbHbIE paOOTHUKH, CMOTYT TMOJICKa3aTh BaM O
JIOCTYIIHBIX B BallIe CTpaHE MporpaMmax COlHaibHON MOAAEPKKUA. C 3TUM BOIIPOCOM MOMKHO
Tak)Ke 00pPaTUThCA K 0OBEMHEHHIO MAIIMEHTOB WM KOHCYIbTAIIMOHHOE OIOPO.

Ecsin BbI Kej1aeTe sKUTh CAMOCTOSTEIbHO, PACCMOTPHTE CJIeAYI0le BAPUAHTHI:

e BamuMm 10MOM MOXET OBbITh JIOM Balllell CeMbH, CTyIeHYECKOE 0OIIEKUTHE BO BPEMS
yueOBbl, CIICIIMAIbHO OPraHU30BAHHBIM UHTEPHAT, JIUOO JIOM/KBApTHUPA C COCEIOM 10
KOMHATe Uin 0€3;
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e B mensx obecrieueHus JOCTYITHOM Cpeibl, BallleMy IOMY MIPHUIETCS IPETEPIeTh HEKOTOPHIE
n3MeHeHUs (MPOKOHCYIBTUPYHUTECH C IKCIIEPTAMH T10 TIOBOJTY BAIlIMX MPaB, HCTOYHUKOB
(MHAHCUPOBAHUS U BHJIOB BCIIOMOTATEILHOTO 000pYy10BaHUs ). MOTYT IIPEIOCTaBISATHCS
I'PAaHTbI Ha an06peTeHHe 060py,Z[OBaHI/I$I JJI JIi € OTrpaHUYCHHBIMU BO3MOKHOCTAMU U
Jpyrue BUIbI oMoInu. bosipiie nadopmarmm mo ccpiike
https://www.musculardystrophyuk.org/;

® Bam l'IOTpe6yeTC}I ImoMomib 110 yxXoay U OCymeCTBJICHUTIO HOBCGI[HCBHOﬁ JCATCIIBHOCTHU

(JIMYHBIN MEAUIIMHCKUN KOHCYJIBTAHT, CEMEMHBIN YXO/, JOCTYITHOCTh MEIUIIMHCKUX
pabOTHUKOB, (pUHAHCUPOBAHUE).

TPAHCIIOPT

[TpoOnembl ¢ epeBIKEHUEM MOTYT HETaTHBHO CKa3aThCsl HA Ballleii HE3aBUCUMOCTH,
NOJy4eHUH Tpodeccu 1 00pa30BaHUs M BOBJICYCHHUH B )KU3HB o01IecTBa. CrienuainucTsl U3
Balllell HEPBHO-MBIIIIEYHOW KOMAH/IbI TI0 YXOY JIOJDKHBI paccKa3aTh BaM O Criocodax
0e30MacHOTo NePeIBIKCHUS, BKIIIOYAS:

e He3zaBucumoe BOXJI€HHE TPAHCIIOPTHOTO CPEACTBA C MOAU(PUKALIMECH;
o  Moaudukanus TpaHCIOPTHOTO CPEJICTBA CEMbHU;
e OOuIeCTBeHHBII TPAHCIOPT.

JIMYHBIE B3AMMOOTHOIIEHUA

o Tlognep)kaHue oOLIECTBEHHBIX CBSI3EH SBIsIETCS HEOOXOIUMBIM YCIIOBUEM BaIlIETO
300pPOBbA, 6HaFOHOHytII/ISI U Ka4yeCTBa KU3HU.

o I/IHOF[[a YCTAHOBJICHUC JIMYHBIX CBsI3€H ¥ BOBJICUCHHUE B JKH3Hb O6HIGCTB3, MMPOUCXOOUT
MEHEee eCTeCTBEHHO U TpeOyeT ycuiuid. CyliecTByeT MHOKECTBO 00bEIMHEHHI
MOJIPOCTKOB U B3POCIBIX C MBIIIEUHOU qucTpodueil J(romenHa — ux MOXXHO HailTH,
CBSI3aBIIUCH C KPYIHBIMH HHULMATUBHBIMU OpraHu3anusMu. ColuanbHblil paboTHHK,
BO3MOJXHO, TOXEC CMOXECT MPCAJIOKUTb BaM BCTYIIUTH B KaKyIO-JII/I6O O6HICCTBGHHYIO
OpTraHHU3aINI0 Ha BHIOOP.

e Bormpoc ycTaHOBI€HHSI pPOMAHTUYECKUX U MHTUMHBIX OTHOLLIEHUH SIBIISIETCS TPUOPUTOM
y MHOTHX Ntofei, )usywmx ¢ [iowerHom. O0cykaaiTe BOIPOCH pPOMAHTHYECKUX
OTHOILIEHHH, CEKCyallbHOW OpUEHTAIIMH U Opaka ¢ OJIU3KUM APYrOM HIIM IOBEPEHHBIM
YWIEHOM ceMbU. BO3MOXHO, OHU MOJICKaXKYT, Kak U30exKaTh Mperpaj B pa3BUTUU
B3aMMOOTHOIIEHUH U CTaTh aKTUBHBIM Y4aCTHUKOM OOIIeCTBEHHOM xu3Hu. becena ¢
KeM-1100 U3 Ballel HEPBHO-MBIILIEYHOMN TPYIIIIBI TAKXKE

TaK¥Ke MOKeT ObITb NONE3HbIM.

e Bo Bpems odepeHOro aM0ynaTopHOro IprUeMa Uik YaCTHOTO MOCELIEHUs T0KTOpa,
oOcyxnaiiTe ¢ KeM-TM00 U3 Ballleil HepBHO-MBIIIEYHON KOMaHbI BOIIPOCHI
MacTypOalny, CeKCyaJIbHbIX OTHOIIEHUH C MAPTHEPOM, POKJICHHUS M BOCIIUTAHUS JAE€TEeN U
Jpyrue nuuHble TeMmbl. Eciin Bam 1 BalieMy naptHepy HeoOXOAUM COBET, MOMpooyiite
00paTUTBHCS K CEMENHOMY KOHCY/IbTaHTy UK TepanesTy.

Kunbe

* Pemnte, rie BB XOTUTE KUTh
(moM Barei ceMbU WK TIe-TH00
emie)

» Baecute MogubUKaIMA 115
obecrnieueHus: 0€30MaCHOCTH K
JIOCTYITHOM CpeJibl

* lcnionb3yiiTe ciomorareibHble
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COIII(laJ]beIe B3aUMOCBS3H

* Pa3pabaTpIBaliTe HABBIKH
OpTaHU3AINHA OOIICHUS
(HazHavanTe BCTPEUN)

¢ JloOmuBalTEeCh JKEIAEMOT0
YPOBHS HE3aBUCHMOCTH

Housing

* Examine where to live
(family home vs elsewhere)

* Modify home for
accessibility ond safety

* Use assistive technology
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O0pa3oBaHue u padoTa

» PanHee m1aHupoOBaHME OyayIIeH
npodeccun

* OOyueHwne yepe3 HHTEPHET WIn
OUYHOE

* Y3HaiiTe 0 mporpaMmmax O4HOTO
00y9eHUsT AJIs1 JIF0JIeH ©
OrpaHHYCHHBIMH BO3MOYKHOCTSIMH
» OOpaTHTeCh K
poQOpUEHTAIMOHHBIM Pecypcam

MoJionoii
YeJI0BEK

¢ M1

TpaucnopT

* CtpemuTech K HE3aBUCHMOMY
BOJK/ICHHIO C MOJU(DUKAIHAMEI
TPAHCIIOPTHOTO CPEACTBA

* Moauduuupyiite aBTOMOOHIIb
Ballel CeMbH

* HccnenyiiTe BO3MOKHOCTH

HCIIOJIF30BaHMS OOIIECTBEHHOTO
TpaHCIIOpTa

ExxenneBHbIN yX01

* Mlmute MCTOYHUKH
(uHAHCHPOBaHUSA, (POHIBI H
nocobus

» Hanumaiite u 00yuaiite mepcoHay
JUTS JIMIHOTO yXO0/a

* Y0eauTech, YTO y YICHOB BalleH
CEeMbH UMEETCS BPEMSI JIJISI OTIbIXa
* [TomymaiiTe 0 HEOOXOAMMOCTH
OIIEKYHCTBa

MeaunmHCKHI yX011

* [Iepexon ot neguatpa K
CICIIHAKCTY TI0 3a00JIeBaHUSIM
B3POCIIBIX

* B eHTpe oka3zaHus yxona Ternepb
HE CEMbsI, @ OTAENIbHBII ITAllHEHT

* V3HaliTe 0 BUaX MOCOOH miis
pa3HBIX BO3PACTOB

* [TomymaiiTe 0 HEOOXOAUMOCTH
COCTaBJICHUS TOBEPCHHOCTH Ha
NPUHATHE MEIULIIMHCKUX PELICHUN

Pucynox 15. Ymo cnedyem npuname 60 GHUMAHUE NPU NEPEXOOE 60 E3POCTYIO HCUZHD

3AK/IIOYEHUE

Haz[eeMcs[, 4TO JaHHOC PYKOBOJACTBO 6y,[[eT CIIY’KUTb BaM OpUCHTHUPOM B BCACHUHN MBIIIEYHOMN

nuctpoduu Jromenna. [lomHnTe, 4TO BBI BCETIa MOKETE OOPATUTHCS K TTIOMOIITH

WHUIUATUBHBIX I'PYIII, HCHTPOB 10 HCPBHO-MBIIICYHBIM 3a6OH€BaHI/I5[M, a TaKX€ 4JICHOB CCMbU

U Ipy3€H KOTOpble HAaXoAATCA 34eCh, YTOObI NOAAEPKATb BAC., HO 3TO TO/IbKO Nepsbliii war.. [IpocuTs 0

MOMOIIH TSHKEJ0, HO ATO CaMbli TPYAHBIN Mepsbiit war. Bbl HE OIMHOKU B 3TOM NyTELLECTBUMN..
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[MepeBon «PykoBoaCTBa AJIsl CEMbU» Ha PYCCKHIA sI3bIK ObLT BINOJHEH Pogurensckum [Iposkrom B
Poccun (Parent Project Russia) u MyMio Fund, okoHuarenbHas peakiiis JOKYMEHTa BBITIOHEHA TIPU
noanepxkke Okcansl [loropemnosoit (MccnenoBatensck Lieatp Mermeunoit J(uctpoduu xona Yonrona
(The John Walton Muscular Dystrophy Research Centre), Hetokacti, Benukoopuranusi).
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