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COOEPHAHUE KYPCA

1. KnuHuuecKoe Teuenne MO, cragum 3abonesaHusa

MU/ oTHOCKTCA K rpynne NOSCHO-KOHEYHOCTHbIX MbILWEYHbIX AUCTPOPUIA XapaKTepU3YOLLNXCA
nopaxeHMem MPOKCUMaNbHbIX OTAEN0B BEPXHUX U HUMKHUX KOHEYHOCTEN. B 3aBMcMmocTtn ot
NporpeccMpoBaHnA CMMNTOMATUKK, BblaenawT 5 ctaguin MAL.

1 cTagma — beccumnToMHan (AOKNAMHUYECKan). Ha aTol cTaanmn gMarHo3 MoKeT bbiTb NOCTaBAeH
B CNy4yae onpeneneHns nosblleHHOM akTuBHOCTM KOK B KpoBM, HEOOBACHMMOM NOBbIWEHUN
YPOBHA TPAHCAMMHA3 AN HaNUYUsA cayYaeBs 3ab01eBaHMA B CEMeMHOM aHaMHe3se.

2 craguAa (paHHAAa ambynaTopHana) - PaAHHAA C COXPaHEHHOMW CcnocobHOCTbIO K
CaMOCTOATENIbHOMY MNepeaBuKeHuto. MNpu 3TON CTagmMn XapakTepHbl cnegyowme CMMNTOMbI:
HapacTalLWwan MblilevyHasa cabocTb, ObICTpan yTOMAAEMOCTb, YacTble NAfeHUA, UCMOIb30BaHME
npuema loBepca Npu Nogbeme M3 NONOXKEHUA CUOA U NeXKa, MU3AMEHEHWEe MOXOLKM Mo Tuny
KYTUHOM», XOXAEHME Ha HOCKAx, COXpPaHeHa CnocobHOCTb noabema Mo CTyNeHAMm,
ncesaornMnepTpodma MblLiL, FONIeHEeN.

3 cragua (nosgHAs ambynaTopHas) - MO34HAA C  COXPAaHEHHOW CnocOobHOCTbIO K
CaMOCTOATENIbHOMY NepeaBUKEHMI0 (OTMeYatoTca HapacTatowme TpygHOCTM npu xopabbe,
notepsa cnoco6HOCTU NOAHMMATLCA MO CTYNEHSAM U BCTaBaHMA C NONA).

4 cragna (paHHAs HeambynaTopHas) - pPaHHAS € YTPaYyeHHOM CNOCOGHOCTbIO K
CaMOCTOATENIbHOMY NepeaBuKeHUIo (nauneHT cnocobeH HeKOoTopoe BpemsA nepeaBuraTbCs
CaMOCTOATEeNIbHO, HO 6O/bLIYI0 YacTb BPEMEHU ANA nepeaBuKeHuA TpebytoTca cneunanbHble
cpencTBa), pa3BUTME CKOIMO3A., COXPAHAEeTCA ABUraTe/ibHaa akTUBHOCTb PYK

5 cragua (no3gHAa HeambynaTopHas) - NO34HAA C  YTPAyYeHHOM CcnocobHOCTbO K
CaMOCTOATE/IbHOMY NEePeABUNKEHUIO C OrpaHUYEeHMEeM W MOCTEMNEHHOM noTtepeir GyHKUUK
BEPXHMUX KOHEYHOCTEeM, TPYAHOCTAMM yAEPHKAHUA NONOKEHMA Tena.

2. Cocrasnawwme apdpeKTMBHOro yxoga n repanuv M

TeueHne ML y KaxKaoro KOHKpeTHoro 6oibHoro ¢ M/, 3aBUCUT OT COBOKYMHOCTU PaKTOPOB:
TUNA M PaCNOSIOXKEHUA MyTaLuMu, COOCTBEHHOM FeHeTUKM pebeHKa, BO3pacTa AMArHOCTUKM
3aboneBaHns, CTaHAAPTOB TepanuM M KayecTBa yxXo4a CeMbW (3HAHWUA, MPUBEPKEHHOCTb,
TepneHue, NOCTOAHCTBO, PecypcHOCTb). MeauumHcKkaa nomollb getam ¢ MAL Ha paHHMX
cTagmax 3aboneBaHnA, KOTOPbIM TONbKO MOCTaBUAM AMArHO3, KOTOpble MOMyT XOAWUTb - 3TO
npegynpexaeHve, npoduaakTUKa W 3amensieHMe  MNPOrpeccMpoBaHMA  OC/IOKHEHUN,
MAKCUMANbHO A0NT0e COXPAaHEHNE BO3MOMXKHOCTU K ABUMKEHMIO.

Ecan roBopuTb 0 cucteme yxoza, TO BbICTPAMBAETCA NMpPaMuaa NPUOPUTETHOCTM GAKTOPOB, B
OCHOBE KOTOPOW paHHAA AMArHOCTMKA. Cneayowmii ypoBeHb — COXPAHHOCTb KOCTHOW CUCTEMBI,
NPodUNAKTUKA U NeYeHMe OCTeonopo3a.

BarkHOWM cocTaBastoWwen HagNexallero yxoaa ABAAeTca exxeaHeBHas pusmyeckasn Tepanma. 310
yX04, 3a CycTaBaMW — COXpaHeHWe obbema ABUMKEHWN, npeaoTBpalieHne GopmupoBaHuMA
KOHTPaKTyp. TpeTb pgeTer MNpeXaeBPeMeHHO TepsAlT CnocobHOCTb  XoAWTb  M3-3a
$GOpPMMPOBAHNA KOHTPAKTYp B FOIEHOCTOMNHOM CycTaBe U gedopmaunmn ctonbl. KOHTPaAKTypbI -
He 00s3aTeNbHbI aTPUOYT 3aboneBaHWA, 3TO CNeACTBME HEMPaBWIbHOTO yxo4a WAWU €ero
oTcyTcTBMA. ExXeaHeBHaa ¢u3myeckasa Tepanua no3BoAAeT u3bexaTb ITUX OCNOXNKHEHWUMH,
rnasHoe, YTobbl BpayuuM 3HaAM U 0By4MAn poauTeNel, a CEMbU B EXXeAHEBHOM PEXMME MHOTMe
rogbl NPOBOAWIM TaKMe NpoLeaypbl AOMA. ITO BaXKHO U ANA COXPAHHOCTM PaboTbl pyK.
COXpPaHHOCTb MbILWL, - yYXOAUT B NPOLUIOE NapaAnurma yxoaa, B OCHOBE KOTOPON MaKCMManbHoe
cbeperkeHne cun pebeHka M muHUMYM asukeHune. “No use is disuse”. [lokasaHo, 4To OT
HEUCNONb30BaHMA MbIWL, HAcTynaetT ux aTpoduAa. Heobxoamma ymepeHHas perynapHas
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¢duM3nyeckana aKTMBHOCTb — Oe3onacHble BMAbl cnopTa — 6acceliH W 6e3HarpysoudHble
BE/IOTPEHAXKEPbI, OHU CTAaBUAN3UPYIOT COCTOAHUE AETEN U COXPAHAIOT UX MbILULLbI.

«3010TbIM CTaHgApTOM» Tepanun M/ B HacToAWee Bpemsa ABAAKTCA KOPTUKOCTepouabl. M3
OByX, pednasakopT — npenapaT Bblbopa, 6onee 3pdeKTUBHbIN M 6e3onacHbl, Yem
nNpeAHN30/10H. [JONONHUTENbHO K NPEAHU30/I0HY, COXPAHAET ele ABA roAa ambynaTopHOCTH,
npu ero npueme MPaAKTUYECKM He GOPMUPYETCA CKOAMO3, TPEOYHOLWUIN XMPYPruyeckoro
BMeLaTeNbCTBa, /ydle 3awmuaer cepaue v nerkme. CepbesHble aprymeHTbl npu Bbibope
npenapara.

MpodurnakTMKa KapaAMOMMONATUM WU pPa3BUTUE AbixaTeNbHOW cuctembl. C NOBCEMECTHbIM
BHEeApPEHNEM PecnMpaTopHOM NOAAEPKKN, NPOAOKNTENbHOCTb KN3HM BOIbHBIX YBEANYMIACH
npumepHo Ha 10 NneT, HO OCHOBHOM MPUYMHOM CMEPTU MONOAbIX B3POCAbIX CTAHOBMUTCA
cepAeyvHas He40CTaTOYHOCTb.

MpuxoaAwan K nauyeHTam B HacTosiLLee BPemsA NaToreHeTMYecKkasa Tepanua MoKa He MOXKeT
3aMEHUTb CYLLLECTBYIOLLYIO CUCTEMY YXO4a U MAaKCUManbHO 3pPeKTMBHA He BMECTO, a BMeCTe CO
CTaHAapTaMu yxoaa 3a 6onbHbiMn M. FeHOTepanua ceiyac 3TO MPEKpacHas BULIEHKA Ha
TOpTE HagaexKalero yxoaa 3a 6onbHbiMmn ¢ MAA. O6 3TOM A0NXKHbI 3HaTb U BpPayu, U poaUTENN.

3. O6wan n pyHKUMOHaNbHAA OLEeHKA coCcToAHUA 6onbHbIX MAA

B ocHoBe BeaeHuAa naumeHtoB ¢ ML nexaT cuctematmyeckme BOCMPOM3BOAMMDIE
NccNefoBaHMA COCTOAHWS HEMPOMbILEYHOM cucTembl. BaxkHO, 4TOObl TakMe uccnegoBaHUA
npoBOAUNM CNeunanbHO 0byyeHHble cneyuannctoel no MAA. YTobbl oNTMMM3MPOBATL CXemy
obcnegoBaHM M M3beKaTb  MOBTOPHbIX TecToB, C 6OONbHbIM  A0/MKHA  paboTaTtb
MYNbTUANCUMNANHAPHAA KOMaHAa, CNeuuanncTbl KOTOPON B3aMMOLENCTBYIOT APYr C APYrOM.
Hoselwune wunccnegoBaHMa MNOKasaAM  LEHHOCTb MWHUMMAAbHBLIX  KAWMHUYECKU 3HAYMMbIX
pa3nnMunii, nNpeacKasaTeNbHOM UEHHOCTM pe3ynbTaToB  CTAHAAPTHbIX  YHKUMOHANbHbIX
nccnegoBaHMM M gManasoHa ONTMMANbHOIMO OTBETA Ha BMELLATENbCTBO, T.e. MOATBEPAMAM
BaXXHOCTb MCNO/b30BaHNA CTaHAAPTU30BAHHbIX METOA0B OLEHKN PYHKLMOHANBbHOIO COCTOAHMUA
Ha MPOTAMEHMWU BCEN XMU3HW NaumeHTa. HoBble KpUTepuM OLLEHKM NOMOraloT B BeAEHUM
B3POCAbIX NALUMEHTOB, YTPATMBLUMX CNOCOOHOCTb K CaMOCTOATENIbHOMY MepeaBUMKEHMUID, YTO
elLle pa3 NOATBEPKAAET BAaXKHOCTb OLLEHKWU KJAMHUYECKUX MOKa3aTesiell B TeYeHUEe BCEM KU3HU
naumeHTa.

MHoronpopunbHoe peabunutaunmoHHoe obcnenoBaHWE BKAOYAET M3MEPEHWE aMNAUTYAbl
MacCUBHbIX ABUXEHUI, onpeaeneHne cnocobHOCTM MblLWL, K PACTAMKEHMIO, OLLEHKY MOJIOXKEeHMEe
Tena u cnocobHOCTM K BbIMPAMIEHUIO, OLLEHKY CUbl MbllL, GYHKLMOHAbHBIX BO3MOXKHOCTEN,
KayecTBa XW3HW, a TaKXKe TOro CTeMeHM YyyacTMa naumeHTa B MOBCeAHEBHbIX BMAAX
aeatenbHoctM. K cneunannsmpoBaHHbIM  GYHKLMOHANbHBIM TECTaM OTHOCATCA OLEHKa
NaTTepPHOB AOBWXEHWM M pAL CTaHAAPTHbIX TecToB, cneunduyHblx pgna MAL v apyrux
HelpombilweYyHblx  3abonesaHuit.  OCHOBHbIMM  MeETOAAMMU K/IMHUYECKOM OLLEHKMU
OYHKLMOHANbHOTO  COCTOSIHMA  MALMEHTOB, COXPAHAKOLWMX CMOCOOHOCTb nepenBMraTbCA
CaMOCTOATENIbHO, CNYXKAT LWKana cnocobHOCTM K camocToaTeibHOMY nepeasukeHuto North Star
(North Star Ambulatory Assessment — NSAA) M ¢yHKUMOHANbHble TeCTbl Ha BPEMSA; WX
HeobxogMmo NPoBOAUTb KaxKable 6 mecaueBs. MccnepgoBaHua no wkane NSAA u TecTbl Ha Bpems
NO3BONAKT BbIABNATD MUHUMANbHbLIE KAMHMYECKM 3HAYUMMbIE PA3AMYMA U MNPOrHO3MPOBATL
M3MEHEHMA  MOTOPHbIX  GYHKLWIM,  Ba)KHble  ANA  OTC/EKMBAHWUSA KIMHUYECKOro
nporpeccMpoBaHuna 3ab6oneBaHnA U OLEeHKN 3PPEKTUBHOCTU Tepannu.

B KnMHW4YecKol npaKkTuke GYHKUMOHANbHbIE M3MEHEHMA CAeayeT NPOrHo3MpPoBaTb C y4eToM
BO3MOXHOCTEN NaumeHTa (CNocOOHOCTM K NepeaBUMKEHMUIO) OrpaHUYEHUI, NPUCYLLUX TeCcTam,
OCHOBAHHbIM Ha YCUAWNU, BAMAHMA Ha pe3y/ibTaTbl 3TUX TECTOB CKENETHO-MbILIEYHOW NATONOTUM
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(HanpuMep, KOHTPAKTYp) M reHeTUdeckux GakTopoB. TecTbl, KOTOpble MO3BONAIOT
NPOrHO3MpoBaTb  rpsAAylMe U3MEHEHMA, MOMKHO  MCNONb30BaTb AN COCTaBAEHMA
3abnaroBpemMeHHOro naaHa MomoOLLM, BK/OYAA BMeELUATE/NIbCTBA, COOTBETCTBYHOLWME CTEMNEHM
HapyLleHWi, NOAroTOBKY 060pyA0BaHMA, KOTOPOE MOXKET NOHAZ06MTbCA B byayLueMm.
®YHKUMOHANbHAA OLEHKa BK/IOYAET TaKMKe BbIMNOJHEHME MOBCEAHEBHbIX OEUCTBUN W
noTpebHOCTb BO BCMOMOraTe/lbHOM 060pyA0BaHMM U TEXHUYECKMX CPEeACTBax peabunutauuu.
CyLLecTBYHOT M Pa3INYHbIe MHCTPYMEHTbI OLLEHKM KauyecTBa KU3HU NaumneHTa.

4. dusunyeckas Tepanua M peabuautauMa KaK OCHOBa NpeaynpexaeHua pasBuUTUA
MHBANMAU3UPYIOLWUX OCNOXKHeHun MO 4

Ona MAOO xapakTepHa nporpeccupylowan AereHepaums MbllWL, M MbllleYyHaa ci1abocTb,
nocTypanbHas KOMMEHCcaUMA, PUCK NPOrpeccupytowmx KOHTPaKTyp M aedopmaumm mbiwl, a
TakKe OYHKUMOHANbHble HapylWweHWs, Bbl3BaHHble HEAOCTAaTOYHOCTbIO  AUCTpodMHa.
YcoBepluieHCTBOBaHME MeTogoB nomowm npu MAL npuBeno K npogneHuto nepuoga, Ha
NPOTAXEHNUN KOTOPOro MauMeHTbl COXPaHAT CMOCOOHOCTb CaMOCTOATENbHO MepeaBuraTbhbes,
CHUXEHUIO PACMNpPOCTPAHEHHOCTM TAMKENbIX KOHTPAKTyp M gedopmaumit (B Tom 4ucne
WHBAaNMAM3UPYIOLWEro CKOAMO3a), a TaKXKe MNO3BO/INAO NauMeHTam AOoNblle COXPaHATb
®YHKLMOHANbHYIO aKTUMBHOCTb M y4yacTBOBaTb BO BCEX aCMeKTax XM3HW. B nposegeHuu
peabuNnUTaALUMOHHbIX MEPOMNPUATUIN Y4aCTBYIOT BPauu, CNeunannctbl no Gusmyeckon Tepanuu,
aproTepanesTbl, oroneabl, CNeunaancTbl NO U3rOTOBAEHUIO OPTE30B, @ TaKMKe MOCTaBLUUKU
MeaULMHCKOro 060pya0BaHMA AJIMTENbHOMO NO/Ib30BaHMA.

[ns npoBeaeHna peabunntaumm HeobxoAMMO NOHUMATL NAaToNOrMYeckue npoueccol npu MAA,
NnaTOKMHE3MO/Iorni0, TeyeHMe 60e3HM M ee nporpeccupoBaHue. Cneumanunctbl AOJKHbI
OPMEHTUPOBATLCA Ha MHAMBUAYANbHbIE LeNn U 06pa3 KM3HM NAUMEHTA — B 3TOM C/ly4ae Yy HUX
6yAeT BO3MOMKHOCTb ONTMMU3MPOBATL KAuyecTBO MKM3HW 6O0JIbHbIX HA BCEM ee MPOTAXKEHUMU.
OueHKa no Bcem Kateropuam MexkayHapoaHon KnaccudmnKkaumm GyHKLUNMOHAIbHOTO COCTOAHMSA,
OrpaHMYEeHNN Xu3HedeATenbHocTn M 3a0poBba (International Classification of Functioning,
Disability and Health — ICF) ¢ MOMeHTa NOCTAaHOBKM AMarHo3a Ha NPOTAKEHUM }KU3HU NAUMEHTA
M NPUHATME YNpeXxAalWmx Mep MO03BOJUT CBECTU K MWUHUMYMY PUCK KOHTPAKTyp MU
aedopmaunin, ytpatbl GYHKLUMNA, HapyWeEHWA LEeNOCTHOCTU KOXW, Oonen, AblxaTeNbHbIX W
cepaeyvHo-cocyanCTbIX PAcCTPOMCTB.

YnpaXHeHMA Ha pacTAXKEeHWe MbIWL, M NoAAeprkaHue MNOABUMHOCTM CYyCTaBOB MNO3BOJIAKOT
npeaynpeantb UAM MUHUMU3UPOBATb KOHTPaKTypbl U agedopmauumn. OrpaHnyeHme obbema
OBVXKEHWUI B CycTaBax, MOCTOAAHHOE NpebbiBaHMEe B CTAaTUHECKOM MOJIOKEHUN, ANCOANAHC MbiLL,
OKPYKaloWMX CyCTaB, a TakKe ¢MOpPO3Hble M3MEHEHWs B MbIWLAX NPUBOAAT K CHUNKEHWUIO
PaCTAXMMOCTU MbILILL M K KOHTPAKTYypam CyCTaBOB.

dusmyeckan Tepanus u peabuantayma — 3To OCHOBA Haa/1eXKallero yxoga 3a 6oabHbiMu ¢ ML,
06 3TOM [JO/MKHbI 3HAaTb CeMbUM UM MeOMUMHCKME CMNeumannctbl. ITO KarKAoAHeBHas
MHoronetHAs paboTa, npexae Bcero, cembl. MeaMKM MOryT OLEHUTb COCTOAHWE, 3a4aTb
BEKTOP ABWMKEHWS, COCTaBUTb CMMUCOK npoueayp M obyuntb, HO obA3aTeNbHa KaXK4oAHEeBHas
pabota cembu. Heobxoammo BcemepHO MoaAep*KUBaTb CEMbM C TEM, YTOObl OHU MOHUMANM
HEeobX0AMMOCTb eXeaHeBHOW PaboTbl ¢ pebeHKOM M Aenann HasHayeHHble npoueaypbl 6e3
ownboK.

OrpaHuyeHne ApiXaTeNbHbIX ABUXKEHU U GUOPO3HbIE M3MEHEHUA B MeXKpebepHbIX MbILLAX
CHUXKAIOT MOABUMMKHOCTb TPyAHOW KneTKu. MopaeprkaHMe naccMBHOrO obbema ABUMKEHUN,
pacTaXKeHue Mbilwl, noAAeprkaHMe MNOABUMHOCTU TPYAHON KNeTKM Wu  BunatepasibHOM
CUMMMETPUM NO3BONAIOT ONTUMU3NPOBATb ABUMKEHUA U MOJIOKEHWE Tena, NPoaAnTb Bpems, B
TEYEeHMEe KOTOpOro naumeHT crnocobeH CamoCTOATe/NIbHO MepeaBuraTbCa, npeaynpeaunTb
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Pa3BUTME KECTKMX KOHTPaKTyp M gedopmaumii, noagepxate GpyHKuMo abixaHuA. OKasaHue
NOMOLWM MPU  HApPyWEHMAX CO CTOPOHbI OMOPHO-ABUraTeNbHOrO annapata TpebyeT
KO/NINEKTMBHOIO MNOAX0Za C Y4acTMEM CMeumanncTtoB No HEeMpPOMBbILWEYHbIM PacCTPOMCTBaM,
dU3NYeCKMX TepaneBTOB, 3ProTepanesToB, CNELMANUCTOB-PeabuAUTONOrOB M  XUPYProB-
opTonezos.

5. OcobeHHOCTU peabunmuTauMoHHbIX MepOnNPUATUIA Ha pa3HbIX cTaguax passutua M4
B mexayHapoaHOM npakTuKe peabunvTonor — OCHOBHOM Bpady, paboTalowmii ¢ 60bHbIMM
MA/L Ha Bcex cTaamax NporpeccnpoBaHna 3abonesaHuAa. MeHsaeTca xapaKktep peabunutauumu.
Echv BHauyane 3aboneBaHMA OCHOBHOM aKUEHT Ha MPOAJEHUM CnOCOBHOCTM XO4UTb M
du13nMyecKom pa3BUTMM, TO KOrga MOAPOCTOK CaaUTCA B MHBANMAHOE Kpecno, 3To paboTa ¢
pyKamu, 4tobbl nNpoannTb UX OGYHKUMOHMPOBAHWE, MNO3ULMOHMPOBAHME B KONACKE MU
BepTMKanmsauma. Ha 6Gonee no3gHux cTaguax 6one3Hn Ha NepBblid NAAH  BbIXOAUT
pecnupaTopHas peabuantaums.

6. PerynapHaa ymepeHHas 6e3onacHas ¢pusnMyeckana akTUBHOCTb

PeabunmMTonorn HasHayvatoT ynparkHeHus, Heobxoaumblie NPU MaNoNOABUMKHOM 06pase KU3HM.
CneumnanunucTbl KOHTPOMPYHOT BbIMO/IHEHUE YNPAXKHEHUIM M NMOMOralOT MX BbINONHATL. CheayeT
nsberaTb ynpaxKHeHWM, BbI3blBAOWMX IKCLEHTPUYECKME COKPALLEHMA MblIWL, YNPaXKHEHUN ¢
BbICOKMM COMPOTUB/IEHMEM W CUAOBbIX HArpysok. PekomeHAoBaHbl CcybMaKcMManbHble
a3pobHble HarpyskuM, ocobeHHO Ha paHHWUX cTaguAx 3aboneBaHUA 6e3 nepeHanpaKeHus U
neperpysok, ¢ A0CTaTOYHbIM OTAbIXOM. C camMbiX PaHHWUX CTaAMIi, C COXPaHEHMEM CMocobHOCTH
K NepeaBuKeHuto, U Aanee Nno mepe ee NporpeccMpoBaHUS HACTOATE/IbHO PEKOMEeHAyeTcs
niaBaHWe. TPEHMPOBKN Ha BENOTPEHaXKepe PeKOMEHAOBAHbl KaK BapMaHT CybMaKCMMaibHOM
a3pOOHOIM Harpysku; Mo Mepe NporpeccnupoBaHua 601e3HM MOMKHO NPOAOAXKATb 3aHATUA Ha
BENOTPEHAXKepax C NoAAEepPKKOM M MCNONb30BaTb pPOOOTM3MPOBAHHbIE KOMMAEKCHl ANA
peabunutaummn. Ytobbl Pusnyeckas aKTUMBHOCTb Oblna 6e30MacHOi, MOXKHO WMCNO/b30BaTb
BCnomoraTtesibHoe 060pyA0BaHME U TEXHONOTUMN.

7. KoppeKuusa abixaTenbHbIX HapyLIeHUIt Ha pa3HbIX CTaguax 3abonesaHua

OCNOXKHEHMA CO CTOPOHbI OPraHOB AbIXaHWA ABASIOTCA OCHOBHOM NPUYMHOM 3a601€BaemMoCcTu U
CMepTHOCTM naumeHToB ¢ MAA. K TakMM OCNOMKHEHUAM OTHOCATCA CNaboCTb AblXaTeNbHOM
MYCKynaTypbl, 06pa3oBaHne CAU3UCTbIX NPOBOK B AbIXaTeNbHbIX MYyTAX, aTeNeKTa3 /Ierkoro,
NMHEBMOHMA U AbIXaTeNbHaa HeAOCTaTOYHOCTb. [pPU OTCYTCTBMM NedYeHUA BO3HUKAET PUCK
TAXENOW OAbIWKK, ANUTENIbHOW FOCNUTaAN3aLMM M3-3a aTeNIeKkTasa Nerkux Uam NHEBMOHUM, a
TaKKe CMepTM BCNEeACTBME OCTAHOBKM [AbIXaHWA WAM  HapPYLWEHUs CcepaedvHoro puTma,
BbI3BaHHOrO pecnuMpaTopHbiMu npobiemamu.

Ynpexgalowmii noaxon K nedyeHUo npenycmatpusaer HabnwogeHue 3a QyHKUMOHANbHbIM
COCTOSIHUEM AbIXaTe/IbHOM MYCKYNaTypbl U CBOEBPEMEHHbIE YMPa)KHEHUA Ha «PaCTAXKEHUE»
NEerkux, MOMOLLb B OTKALUIMBAHUKU, UCKYCCTBEHHY BeHTUaaumto nerknx (HUBJ1) B HouHOe
Bpemsa, a B Aa/ibHElLEM — BEHTMAAUUIO B AHEBHOE BpemA. 3T OCHOBHble BMAbI Tepanuu
MOTYT YMEHbLUUTb PECMnMPaTOPHbIE OC/NOMKHEHMA, MOBbLICUTb KayecTBO KM3HM U YBEAUUYUTb
BbI)KMBAEMOCTb.

Peanusauma pekomeHaaumnii U pyKoBOACTB MO KOPPEKUMWN AbIXaTeNbHbIX HapylleHui Tpebyet
yyacTMa MeEXAUCUMNANHAPHOM KOMaHAbl, B KOTOPYI BXOAAT BpayuM obwein npakTuKu,
Ny/bMOHO/IOTM (MK, KaK B HEKOTOPbIX CUCTEMax 34paBoOXpaHeHuA, ¢u3MoTepanesTbl) U
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CNeuManncTbl NATPOHAXKHbIX CAYXKO. ITU cneumanucTbl NPOBOSAT MUCCAeAoBaHUE GYHKUUK
NErkux, OLEHKY CHAa, HAYMHAKT M NPOBOSAT YNPAKHEHMA HA «PACTAKEHUE» NIETKUX
(pacnpasneHve anbBeon), obecneyeHUto OTKAL/IMBAHUA C MCNOJb30BAHMEM MAHYaNbHbIX
NPUEeMOB M OTKaWAMBATENsA, HEMHBA3UBHYIO U MHBA3MBHYIO BEHTUIALMIO C TPaxeoCTOMMUEN.
Mpu BbibOpEe ONTMMANBbHOM TAKTUKU OENCTBUIMA B OTHOLIEHMWU AblXaTeNbHbIX HaPYyLUEHUN
HeobxoAMMO y4MTbIBaTb COCTOAHME APYrMX CUCTEM OPraHoOB, OCOHBEHHO cepaeyYHO-COCYAUCTOM
CUCTEMDI.

8. OpToneauuyeckne meponpuaTUA

CywectByeT BbI6Op pa3/IMYHbBIX BCMOMOraTe/lbHbIX CPEACTB M CPeacTB nepeaBUKeHUsa, B TOM
yncne oprte3oB 'roneHb-ctona" KM "KoneHo-roneHb-ctonma", 3TANHOrO  rMMNCOBaHWUS,
NPUCNOCobNeHnin ana BepTUKANM3aLUUKW, a TaKKe Kpecen-KaTasloK C  Py4YHbIM UM
aBTOMaTUYECKMM YynpaBieHnem. B HacTosuwee Bpems ANA NOAAEPMKAHMA MOABUMKHOCTU
NauyeHToOB B BEPTUKA/IbHOM MOJIOKEHUM BCE Yallle BMECTO opTe30B "KoJieHO-roJsieHb-cTona"
NCNOJIb3YyOT MOTOPU30BAHHbIE Kpecna-KaTasiku ¢ GyHKUmMel BepTukanusaumm (stand-and-drive
motorised wheelchairs). XoTa B page cny4yaeB NpuMeHeEHNE TakKMX OPTE30B LiesiecoobpasHo, nx
cneayeT paccMaTpMBaTb CKOPee KaK TepaneBTUYECKUM, a He QYHKLMOHA/IbHbIN MHCTPYMEHT U
MCNonb3oBaTb B AOMNO/HEHME, @ HE BMECTO MOTOPM30BaHHbIX Kpecen-katasnok. Kpome Toro,
CYLLECTBYET MHOMECTBO TEXHOJIOTMYECKMX HOBMHOK, KOTOPble MOTYT CyLLECTBEHHO MOMOYb B
noaaep*KaHum GYHKLUMOHANbHOM aKTUBHOCTM NaLUMeHTa.

9. MepBUYHAA N HEOTNIOXKHAA NOMOLLb

MepBMYHYIO MOMOLLb OKAa3biBAlOT, KaK MpPaBWAO, BpPayu, MenCcecTpbl M BCMOMOTraTe/bHbIN
MeANLMHCKMA NepcoHan co cneumanmnsaumner B 061actm negnatpmum, CEMENHON MeAULINHBI U
BHYTPEHHUX bOonesHen TakoW MEPBUYHBbIA MEAUUMHCKUA KOHTAKT PEKOMEHAYETCA Kak
AOCTYMHbIA, CEeMEeNHO-OPUEHTUPOBAHHbIN, obecneunBaloWMA  HENPEPLIBHOCTb  OKa3aHUsA
NMOMOLLM, KOMMIEKCHbIN, KOOPAMHUPOBAHHbLIA, cocTpaaaTtesibHbin U 3OPEKTUBHLIN B
KY/IbTYPHOM OTHOLIEHUU. TN MEeANLMHCKNE PABOTHUKN AN YUpEXKOEHUA A0NXKHbI paboTaTh B
NapTHEPCTBE CO CMELMANMCTOM NO HeMpOoMbIWeYHbIM 3ab601eBaHUAM, KYPUPYIOWMM AAHHOTO
nauueHTa. Bpay namn cotpygHuK yupexaeHna nepBUYHOM NOMOLLM YaCTO OKa3blBAaeTCA NepPBbIM
MeAULMHCKMM paboTHMKOM, KOTOpOMY ceMbsA coobuwaeT o cBoem H6ecnokoncTse nNo nosoay
MblWeYHoM cnaboctn pebeHKa; MMEHHO OH 3anycKaeT NpOoLecc, KOTOpbl NpMBOAUT K
anarHoctuke MAA. CoobuwaTe cembe 0 noao3peHun Ha ML 4acto NPUXoAUTCA Bpady Wan
COTPYAHMKY Yy4ypexaeHua nepBuyHoi nomowm. O BO3MOXKHOM auarHose MUAL cnepyet
coobuwaTtb NPAMO, HO C COYYBCTBMEM, MOMHA O TOM, YTO 3TU OOCYXKAEHMA C MeaMKaMM Ha
pPaHHWX 3Tanax 3a4altoT TOH TOMY, KaK MauMeHTbl U UX POACTBEHHMKU ByayT pearmpoBaTb Ha
nocTynamLy MHPOPMALUIO B XO4Ee BCEro MpoLecca AWMArHOCTUKU. Bpay uam coTpyaHuk
yyperKaeHmMa nepBUYHOM MOMOLWM AO/MKEH MAKCMMAZbHO WMCMNOAb30BaTb BO3MOMHOCTb
YCTAHOBUTb MPOYHblE WU A0BEPUTE/IbHbIE OTHOWEHUA C cembelr BonbHoro pebeHka. Takue
OTHOLLEHMA MOTYT CTaTb UCTOYHMKOM CTO/Ib HEOOXOAMMOMN CTabUNIbHOCTM U NOAAEPHKKN, KOrAa
naumMeHTam NpuMAaeTcs B3aMMOLEMNCTBOBATb CO MHOXKECTBOM OTAE/IbHbIX BPaYen-cneLmanncTos
M  CNeuManmM3vpoBaHHbIX Yy4YpekaeHuin. Bpay nepBMYHON MNOMOWM [O/KEH 3HaTb O
AOCTUTHYTOM 6narogapA COBPEMEHHbIM METOoZaM JIEYEHUA 3HAYUTENIbHOM YBEIUYEHUU
NPOAONKUTENBHOCTU KU3HM ¢ MO/, 4To6bl He co3A4aBaTb Yy POACTBEHHMKOB YPE3MEPHO
NeccMmMCTUYECKOro NpeacTaBeHUA O NepCrneKkTMBax pebeHKa.

MecTHoe oOTAeneHuMe HeoT/NIOXKHOM MOMOLLUM MOKeT He o6nagatb onbitom paboTtbl C
nauyeHtamm ¢ MAA [Ana onTMManbHOrO OKa3aHUA HEOT/IOKHOM MNMOMOLWM MeAULMHCKUE
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PabOTHUKM [O/KHbI MMETb XOPOLUYK MOATOTOBKY MO BOMPOCaM, OTHOCALLMMCA MMEHHO K
HEeOTNOXHOM nomowm nmuam ¢ MA/J. 9To KacaeTca B TOM YMC/ie BONPOCOB BOMNPOCHI BeAEHMA
PecnMpPaTopHbIX, KapaMONOrMYecKMX, OpPTOMenUYEecKUX W XUPYpruyecknx npobnem (B T.u.
BOMPOCbI NEPesioMOoB, aHecTesuM W cepauuu), NPUMEHEHUSs  TNOKOKOPTUKOUAO0B W
Ha4NOYE€4YHUKOBOM HEL0CTaTOYHOCTH, BbI3BAHHOW ANUTENbHBIM NPUMEHEHMEM CTEPOUAOB.

10. HeiiponcuxonorMyecKkan oueHKa U NCUXO0NOrMYecKkasa NoMoLLb

HeobxoaMmOCTb HanpaBAEHUA Ha HEMPOMNCUXONOTMYECKYIO OLEHKY CleayeT PacCMOTPETb yiKe
npu ycTaHOBNAeHUM pauarHosa MUAJL, HO Koraa pasBuTMe pebeHKa HayMHaeT BbI3biBaTb
6ecnokolicTBo, Takoe obcrenoBaHWe Aenaetcs O0COOEHHO Ba)KHbiM. Helponcuxonor —
KAMHUYECKUIA  MCUXONON, UMEKLWMNI crneumanbHy0 MNOoAroTOBKY UM OMbIT  NPOBEAEHUS
dopmann3oBaHHOro 06CcNeA0BaHMUA  KOTHUTUBHBIX W MCUXONOTMYECKUX YHKUMK. [yTem
HabnlogeHMA U NPOBEAEHUs CTaHAAPTU3UPOBAHHbLIX TECTOB HEMPOMNCUXONOT MOMKET OLEHUTb
KOrHUTUBHOE Pa3BUTME pebeHKa, ero HaBblkn B yyebe (MM TOTOBHOCTb K LUKOJIE ANA AETen
MAafiLero Bo3pacTa), coumnanbHoe GYHKLMOHNUPOBAHNE, SMOLMOHANbHYIO aAanTUPOBAaHHOCTb U
CNocobHOCTb perynnposaTh cBoe nosegeHue. BcectopoHHee obcnenoBaHMe NO3BONSAET AaTb
MHAMBMAYANN3NPOBaAHHbIE peKomeHZauun. Heliponcuxonoram cnegyeT B COTPyAHMYECTBE C
ceMbeli pa3paboTaTb NaaHbl AENCTBUM, KOTOPbIE 3aTEM MOXKHO OydeT peanv3oBaTb AOMa U B
wKone. [loBTopHOoe o06cnegoBaHME MOMKHO NPOBOAMTL Yepe3 Kaxaple 2-3 roga Ans
MOHUTOPUHIa Nporpecca B pa3BuUTMM pebeHKa U OTK/IMKa Ha NpoBeAeHHbIe BMELIaTe/IbCTBa, HO
yacto obcnepoBaHMe OblBAaeT HYXKHO MNPOBECTU, €CAN Cay4vaeTca peskoe ¢YHKLUMOHaNbHOoe
NU3MeHeHWe, BO3HMKAIOT HOBble MOBOAbI A8 6ECNOKOMCTBA UM NPOUCXOANT KAKON-TO BaKHbIM
nepexoz B HOBbII CTATyC AOMa UAW B LUKOJIE.

MauMeHTbl U YNeHbl UX CeEMEel NoABEPKEHbI MOBbILEHHOMY PUCKY AENPeccum U TPEBOXKHOCTH,
0CO6EHHO B MOMEHTbI 3HAYUTE/IbHbIX U3MEHEHUN B OPraHM3aLmMm NOMOLLM M yxoda No mepe
nporpeccMpoBaHua 3aboneBaHusA. [pynna MNo OKa3aHUIO NOMOLWM MPU HENPOMbIWEYHOM
3a60/1eBaHNUM AO0/IXKHA BK/IOYaTb KAMHMYECKOro cneuuanucta B 061acTM  MCUXMYECKOTo
340poBbA (T.e. Ncuxonora, NCUXMaTpa, COUMANbHOrO PaboTHMKA MAM NCUXMATPUYECKYHO
MeACcecTpy), MMeLWEero cneumanbHyo NoaroToBKY W ONbIT OKa3aHMA MOMOLM CEMbSAM U TNLAM
C XPOHMYECKMMWU 3ab60/1€BaHUAMM WAM HEBPONOTMYECKUMU HapylleHUAMU pas3sutma. MNpu
Ka*KAOM NOCELLEHUN KNMHUKM HEMPOMbIWEYHbIX 3ab0n1eBaHN cneayeT NpoBOAUTb CKPUHUHT
601bHOMO B OTHOLIEHUM NCUXMYECKOTO 340POBbSA U KAYECTBA KU3HM.
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