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AccucrenTt Camans /J1.C.

Teuenne mueBMOHHUH Yy AeTerd co CMA 1 Tumna.

] SMN2

BBenenmue —

CnunanbsHas Mbliiednas arpodust (CMA) — 3To Tskenoe HeHPOMBIIIEUHOE 3a00JIeBaHKE, HMEIOIIEEe ayTOCOMHO-PELIECCUBHBIN THIT HACIEI0OBaAHMUS,
COMPOBOXKAIOIIECEC JIeTeHepalreil anb(a-MOTOPHBIX HEHPOHOB B MEPEHUX POrax CIIMHHOTO MO3ra, KOTOPOE MPUBOAUT K MPOrPECCUPYIOIIEMY MPOKCUMATILHOMY
napajn4dy U MbIIIEYHOU ciadocTu. HacTtoTa BCTpeyaeMOCTH cOCTaBisIeT | ciydait Ha 6-10 ThICS Y HOBOPOXKICHHBIX.

o1 Gensa SMN Genea SMN

B 3aBrcuMoOCTH OT BO3pacTa JACOIOTHBIX MPOSBICHUN KIMHUYECKUX CUMIITOMOB 3a00JI€BaHUS 1 MAaKCUMAJIbHOM JOCTUTAaeMOM ABUTaTEIbHON (DYHKIMH (C MOCIEAYIOIIUM €€ PErpecCOM) BBIJCISIOT
caenyromue Tuibl CMA:
CMA 0 tuna — peanu3ainus KJIMHAYECKUX CUMIITOMOB 3a00JICBaHUS TPOUCXOIUT BHYTPUYTPOOHO M IMIPUBOAUT K THOEJIH IJI0JIa aHTEHATAJIbHO WJIA B TIEPBBIC JIHU, HEJICJIH TTOCJIE POXKICHUS;
CMA 1 tuna — peanuzainus KJIMHUYECKUX CUMIITOMOB 3a00JIEBaHUS IPOUCXOJUT B BO3pACTE MallieHTa 10 6 MECSIIEB;
CMA 2 turna — peanu3aius KJIMHUYECKUX CUMIITOMOB 3a00JIEBaHUS TPOUCXOUT B BO3pacTe MalydeHTa ¢ 6 10 18 mecsles;
CMA 3 turma — peanuzaius KIMHUYECKUX CUMIITOMOB 3a00JIEBaHUS IPOUCXOUT B BO3pACTe MallieHTa cTapiie 18 Mecsles;
CMA 4 tuna — peanu3anus KJIMHAUYECKUX CUMIITOMOB 3a00JICBaHUS IPOUCXOIUT y MAIIMEHTOB cTapiie 18 jer.

@
@
CMA 0 Tuna ‘ A 4 TMna
Bospacr maundecraummn:  Bospacr manmdecraupm:  Bospact manndecTaumm: Bospact manndectayum: Bospact manudecTaupm:
AO POXAEHHA A0 6 mecaues 6-18 mecaues RETCKMiA/NOAPOCTKOBLIA NOAPOCTKOBYLIA/83POC/bIN
MaKCMMaNbHaRA MOTOPHAR MakcumansHan MOTOpHaR  MaKCUMANbHAA MOTOPHAR  MaxCMMaNbHAA MOTOPHAA QYHKUMA:  MaKCMMaNbHAR MOTOPHAA QYHKUMA:
dYHKUMA: OTCYTCTBYET YHKUMA: yaepKaHue GyHKumA: Cnaerne x0Ab6a; GyHKkuma momer BuiTe KaK 1 y 300p08bIX MOASH
ronossl/non3anne yTPauena Npu NPOrpeccMposannm
3abonesarnn

Pucynok 1. OcrosHvie heHomunvl CNUHAILHO-MbIULEYHOU ampoguu

Tun I 3a0oneBanus sBIAETCA HAMOOJEE TSKEIIBIM, Ha €ro JIOJII0 MpuXoauTcsa okoio 60 % 6onbHbEIx CMA. 3a0oneBanue xapakTepu3yeTcsi paHHUM HayajoM ¢ Je00TOM B Bo3pacte 110 6 Mec. JIeTanbHOCTh OT
JbIXaTeJIbHON HEJIOCTATOYHOCTH Yallle BCEro HACTYIaeT 10 TOCTUKEHUS 2-JIETHETO Bo3pacTta. [lanmeHTsl He (OpMUPYIOT MOTOPHBIX HABBIKOB B COOTBETCTBUM C BO3PACTOM (HE yIEPKUBAIOT I'OJIOBY, HE
MOJAHUMAIOT TOPC, HE MEPEBOPAUNBAIOTCA, HE CUIAT 0€3 MOAAEPKKH). JIJIsl HUX XapaKkTepHa MPOKCUMalIbHAasi CHMMETPUYHAs MbIIIIEYHas cJIad0CTh, OTCYTCTBME MOTOPHOIO pa3BuThs. COXpaHHOCTh Auadparmel B
COUETaHUHU CO CJIA0OCTHI0 MEXPEOSPHBIX MBIIII] IPUBOJAT K KYIOJI000pa3HOMl AedopMaliuu rpyJHOM KJIETKH C MapaloKCaJIbHBIM «OPIOIIHBIMY TUIIOM JbIXaHUs, KOT/Ia peOCHOK HANPSTaeT MBIIIILbI )KUBOTA, a HE
rpyau (anadparmMa CUIbHEE U UCTOJb3YEeTCA KaK OCHOBHAS MBIIIIA MIPU JIBIXaHUM U TSHET TPYAHYIO KJIETKY BHU3). HaOmronatoTcst JUCKOOpAMHAIIMSA [NIOTAHUS U COCAHMS, BHI3bIBAIOIIIUE HAPYIIICHUE JIBIXaHUS,
MPUBOJIAIIECE K PAa3BUTHIO XPOHUYECKOTO aCIIUPALIMOHHOIO CUHApoMa. JlpIxarebHas HEAOCTAaTOYHOCTh Y nmanueHToB co CMA 1 tuna o0yciioBiieHa C1a00CThIO JIbIXaTEIbHBIX MBbIIIII, HEA()(PEKTUBHBIM KaIILIEM U
HapyIIEHUEM JbIXaHus BO cHe. C1a00CTh AbIXaTEIbHBIX MBIIIII, ONpeaeisieMas Kak HECIIOCOOHOCTh HAXOASAIIMUXCS B COCTOSIHUM TTOKOS JIbIXaTeJIbHBIX MBIIIIL CO3/1aBaTh HOPMAJIbHBINA YPOBEHb JABJICHUS U
CKOPOCTH IMOTOKA BO3/lyXa IIPH BXOJI€ U BbIJIOXE, BCTpedyaeTcs yacTo. JlucOananc Mexay Harpy3Koil 1 BEHTUJIALIMOHHONW €MKOCTBIO JIETKUX MPUBOJUT K MBIIICUHOU aTpo(Puu U IbIXaTeIbHOW HEAOCTATOYHOCTH, A
TaK»Ke€ K TUITOBEHTUJISLINHU, KOTOpasi CIIOCOOCTBYET Pa3BUTUIO TSXKEJIOW TMIOKCHUM, OBBIIIICHUIO YPOBHS YIJIEKMCIIOTO ra3a B KPOBU U MOJIABICHUIO aKTUBHOCTH JIbIXaTEIbHOTO IeHTpa. DopMupoBaHue
XPOHUYECKOTO CUHJIPOMA aCIUpPalMKU U TUIIEPIPOAYKIIMS MOKPOTHI BBI3BIBAIOT HAPYIIEHHNE MYKOIIUIMAPHOTO KJIMPEHCa B OPOHXUAIBLHOM JIEPEBE C MOCIEIYIONUM BOZBHUKHOBEHUEM CHUHIpOMa
TUIIEPPEAKTUBHOCTH OPOHXOB, (HUOPO3a M PUCKOM MOBTOPHBIX OaKTEPHATbHBIX MH(EKIIMHI, YTO 3HAYUTEIIBHO YXY/AIIAeT Ka4eCTBO KM3HU U CHIDKAET €€ MPOJ0JKUTEIbHOCTD.

Heaps ucciienoBanud

AHaIM3UpPOBaTh U CUCTEMATU3UPOBATh UMEIOIIUECS JIUTEPATYPHBIE U KIMHUYECKHUE JAHHBIC U MPEACTABUTH OOILINE PEKOMEHALINU IO PECHUPATOPHON TEPANTUU U TPOPUIIAKTUKE PA3BUTHS OCIOKHEHHUM Y
NAlMEHTOB CO CIUHAIBHO-MBIIIEYHOM aTpodueli 1 tumna.

Marepuajbl 1 MEeTOIbI

AHanu3 JUTepaTypHBIX JAHHBIX M UCTOPUM Pa3BUTHUS peO&HKa, cTpagaroiiero CMA 1 turma.

Pesyabrarhl

[To pe3ynpTaTraMm U3y4eHHs JTUTEPATyPHBIX TAHHBIX U MPAKTUYECKUX PEKOMEHIALNMI MO BeIeHUIO nannueHToB co CMA B HacTosIIee BpeMsi UMEIOTCA CIEAYIOIINE PECITUPATOPHBIE TPOOIIEMBI:

 JluckoopUHAIMS KAIIUIEBOTO U TJI0TATEIbHOTO pe(IIeKCOB, 3aTPYIHSIONIAs BaAKyallul0 MOKPOTHI U3 JIbIXaTEJIbHBIX MyTEH
e [MNOBEHTUIALIMS JETKUX C HAPYIIEHUEM Tra3000MeHa

* Bropuunasa nedopmainusi rpyaHON KIETKH

* PemonenupoBaHue OpOHXOB

* HapylieHre MyKOLIMJIMAPHOTO KIIUPEHCA

* PenuauBupytoire pecnuparopabie HHOEKIINU

Pecnupamopnas mepanusa y oonvnvix CMA.
JI1s1 perieHus IpoOIeM ¢ OTXOKISHUEM MOKPOTBI M AbIXaTeIbHBIMUA HAPYIIEHUSIMH HEOOXOIUMO:

1. IIpoBoauTh JbIXaTeIbHYIO TUMHACTUKY C MEIIKOM AMOY.
[TariuenTam co CMA 1100010 TUIIa PEKOMEHIYeTCs €KEAHEBHO MPOBOAUTD YIpaKHEHHUs ¢ MelkoM AMOy. ExxeqneBHo nenaercs 10 200 [MUKI0B B TeUeHUE JHS (HaYMHAasl ¢ HECKOJIBKUX ITUKJI0B, Hanpumep 5—10, u
nocreneHHo J10Bojs 10 200 B aeHb). B pesynbrare paboThl MelikoM AMOY O0JIbIe BO3AyXa MOCTYIAET B JIETKUE, JIETKUE PACTPABIISIIOTCS, YAyUIIaeTCs ra3000MeH. YIIyUlllaeTcsi CaMO4yBCTBHUE, COH U
paboTocrocoOHOCTh maruenTa. Kpome Toro, Mmemok AMOy OMOXKET OKa3aTh MEPBYIO JOBPAYECOHYIO TTOMOIIb B CJIy4yae BOSHUKHOBEHUSI SKCTPEHHOM CUTyalluu (OCTAHOBKA JIBIXaHHMS, 3aKYIIOPKA JAbIXaTEIbHBIX
yTel MOKPOTOM, CIIIOHOM MU €7101).

2. Ilomorarh ¢ oTX0XJIeHuEM MOKPOTHI. [Ipu c1aboM Kalie uiv npu ero OTCyTCTBUU €CTh BO3MOXKHOCTD YIYUIIUTh 3BAKyallMi0 MOKPOTHI U3 JIETKUX C MIOMOIIBIO PYYHBIX TEXHUK OTKAIILJIMBAHUS B
COUYETaHUHU C UCIIOJIb30BAaHUEM MelIka AMOY, MEXaHUYECKOTO OTKAILJIMBATENS 1 AJIEKTPUUYECKOTO acluparopa (BaKyyMHOI'O 3JI€KpPOOTCOCa).

3. IIpoBoaUTH PEryIspHYIO JUArHOCTUKY COCTOSIHUS JBbIXaTEIbHOM CUCTEMBI (KalTHOMETpHs/KamHoTpadusl, MyJIbCOKCUMETPHS, CIUPOMETPHUS).

Jlo unTyOanuu Tpaxeu Kaxasie 2—4 yaca, 1100 yaile Npy HAIMYUKU OOUIIBHOTO CEKPETa:
1. IToBopauuBath namueHTa ¢ 00Ky Ha OOK WJIM HA CIIUHY.
2. Mcnonb30BaTh OTKAILIABATEb.
3. Canuposars BJIIT (n30eras, mo BO3MOXKXHOCTH, INTYOOKOM CaHAIIUM).
4. Ilpu arenekTa3upoBaHUM (PEHTIeH) — IM00 uHTyOamusa Tpaxeu, 1160 HUBJI B pexxume (BiPAP) B koMmOuHanuu ounctkoit BJIIT.
5. Cnenyet uzberarb uncypdisiuu kuciopona 6e3 BiPAP, Tak kak 3To npuBeaeT K 0CIA0JIEHUIO JbIXaTeIbHBIX YCUINMI, aTeJIeKTa3y U MOHWKEHHOMY BBIJICJICHHUIO YIJIEKUCIIOro ra3a. Eciiu pazBuBaetcs Tsokenas
onplika, Taxukapaus 10—20 % Bblllle UCXOHOM, MHTYOALMIO JTYYIlle BHIIOJIHUTh YIIPEKIAIOIIUM 00pa3oM.
6. OOecrieunTh AbIXaTEIbHYIO MOAAEPKKY: HEeMHBa3UBHasl BeHTU LM Jerkux (HUBJI), unBazuHas BenTuisiuus jgerkux (MBJI), peaHnManioHHbIE MEPOTIPUSTHUSI.

[Tepexon na HUBJI noskeH ObITh MJIaHOBBIM M CBOEBPEMEHHBIM MPU MEPBBIX CUMIITOMAX JbIXaTeIbHBIX HAPYIIICHUM.
JnurensHoe Bpems namuentam co CMA HUBJI ny»xHa yaiiie BCero ToJIbKO HOYBIO.

Bormnpoc 06 ycTaHOBKe TpaxeocToMbl U niepeBojie nanureHTa Ha MBJI peiiaetcs B ciiyyae HapacTaHUs JbIXaTebHbIX HAPYIICHUH U HEBO3MOXKHOCTHU UX Koppekiuu. [IpoBenenne peaHuMaImoOHHbIX
MEPONPUATUN U UCKYCCTBEHHA BEHTUJIALMS JIETKUX HA3HAYAKOTCS 110 MEAUIMHCKAM TTOKA3aHUSIM.

B xadyecTBe aHTMOAKTEPUATILHON TEpAi NPUMEHSIETCS KOMOMHAIMA aHTUOAKTEPUAIBHBIX MIPENApaToOB MIUPOKOrO CIEKTPa, C MPEUMYIIIECTBEHHBIM aKIIEHTOM Ha IPaMOTpUIIATENbHYIO (PI1opy.

BBIBOIbI

Jlns yBemyeHus NpoAOIKUTEIbHOCTH KU3HU auueHToB co CMA pecnupaTopHyo Tepanuio He0OX0AMMO HauMHATh HA PAaHHUX 3Talax ¢ aKIEHTOM Ha YJIy4llI€eHHe MYKOIWJIMAPHOTO KIMPEHCA U CaHAllUU
JbIXaTeNIbHbIX yTel. JluTenbHas pecnuparopHasi KOMIIEHCALMS U OTCYTCTBUE OaKTEPUATIbHBIX OCIOKHEHUH CITOCOOCTBYIOT YIIYUIIIEHUIO KaYeCTBA )KM3HU NalueHTa. PekomeHiyeTcs HaOIoeHe U BeICHUE
NalMeHTa MYJIbTUIMCUUILUIMHAPHON OpUrajioil CieuaInucToOB: HEBPOJIOTa, YJIbMOHOJIOra, FaCTPOIHTEPOIIOra, peadruaInuToIora ! JIp.

Baxkuunauus onsa nayuenmoe co CMA
Jlns maruenToB co CMA 1 Tuma pekoMeH1yeTcsl TPOoBe/ICHHE BAaKIIMHOMPOMMIAKTUKYA M0 MHIMBUYyaIbHOMY IpadMKy B COOTBETCTBUM ¢ HallmoHaIbHBIM KaJleHAapeM BaKIIMHAIIUY C IPUMEHEHHUEM
MTHEBMOKOKKOBOM BaKIWHBI. JIeTIM 10 IBYX JeT s npeaynpexaeHus 3adoneanus PC-supycHol nHdeKIMe MOXKET MPOBOANUTHCS BaKIIMHAIMS MpenapaToM IlanuBuzymad.
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