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NPOTOKON BEAEHWA AETEN CO CMUHANNIbHOW MbILLEYHOW ATPODPUEN
B MEPUO/ OCTPbIX PECMTUPATOPHbIX 3AGO/IEBAHUN.

Ecnv nauMeHT ewe He MHTYBUPOBaH, C/leAyeT BbIMOAHATL CAeAyioWmMe NpoLeaypbl Kak MUHUMYM KaxKable
2-4 yaca, "M60 NpU HanMuMM OBUNBHOrO CekpeTa, yalle, No HeobxoammocTu. lNepeBopaumBaHue nNaLMeHTa
OCYLLECTBAATL NPU KaXka0M UnKe (c 6oKy Ha 6OK UM Ha CNIKHY), y4MTbiBaA AaHHbIE PETreHOBCKOro UCC/1eA0BaHNA:

1. OTkawnueaHune 4 umkna No 5 BAOXOB M BblAOXOB. YCTAHOBKM OTKAWAMBATENA - AaB/AeHWEe BAOXa Ha
3Ha4veHume oT +30 o +40cmH20 B TeveHme 1-2 ceKyHAbl, AaBaeHUe BblAoXa, cooTBeTcTBeHHO, 30 -40cmH20 B TeveHume
1 cekyHAbI M Nay3a NPOAONKUTENbHOCTLIO 1-2 CeKyHAbI. 3aTeMm:

2. CaHaumA BePXHUX AbixaTeibHbIX NyTel (n36eras, no BO3MOXKHOCTH, r/TyOOKOMN caHaUMK, TaK KaK 3TO MOXKET
NPUBECTU K OTEKY M YXYALIUTb CUTYaLMIO).

3. Mpy1 HAAUYNKN YAaCTUYHOTO UM MOHOTO KOANAMCca 40NN, UHTYBAUNSA MOXKET BbITb HENM36EKHOM, HO MOKET
6bITb 0O6paTUMON MpPWU HENPEPbIBHOW BEHTUAALUM B PEXUME ABYXYPOBHEBOW BEHTUAALMM C MNO3UTMBHbLIM
OaBneHnem B gbixaTenbHbix nyTax (BiPAP) (maBneHue 16-20 Ha 4-8) B KOMBUHAUMM C YacTbiM NPOBEAEHMEM
pecnupaTtopHoin ¢usMoTepanmn/NPUMEHeHN OTKALLINMBAIOLWMX METOAMK /IEYEHMSA, HaMPaB/EHHbIX Ha OYMCTKY
CeKpeTa M3 BEPXHUX AbIXaTeNbHbIX NyTEN.

4. [JononHUTeNbHAA KUCNOPOAHaA NoAaAepKa BO3MOXHA C ogHOBPeMeHHbIM ucrnonb3oBaHnem BiPAP,
OflHAaKo cneayeT msberatb nogaym kucnopoaa 6e3 BiPAP, Tak Kak 3To npmBedeT K 0C/1abneHuto pecnnupaTopHbIX
(ObIxaTenbHbIX) ycunuii, aTenekTasy M NOHUMKEHHOMY BblAENEHUIO YINIEKUCNOro ras3a. Ecnum gbixatenbHble ycunms
C/IMLLKOM TAXebl, C YacTOTOM cepAeyHbIX COKpaweHMn Ha 10-20% Bbllie UCXOAHOM YacTOTbl, MHTYDAUMA MOXKET
6bITb HEM36EKHOW M TOraa IyudLLle NPOBOAMUTL €€ ynpexaatowmnm obpasom.

5. Bo Bpemsi 601€3HN NaLMeEHTbl UCKAOYUTENBHO YS3BUMbl B OTHOLIEHUW Pa3BUTUA AEKOMMEHCAUUn BO
BpemMs pecnupaTopHbIX npoueayp. B atom cnydae moryT 6biTb Mosie3Hbl A0-NpoueaypHas runepBeTuasuma c
NMOMOLLbIO MacCKM W AbixaTeNbHOro mewka (AmOy), a TakkKe [ONOMAHUTE/NIbHAS Mofadva KMUciopoda vyepes TpyoKu
OTKal/MBaTena Bo Bpemsa npoueaypbl. CneayeT 6biTb FOTOBbIM K MHTYHaLMKN NPU HEOBXOAUMOCTU; TaKMe NaLuUeHTbI
MMeeT NOBbILEHHYIO MPeAPanofoKEeHHOCTb K MOAB/IEHUIO Bara/ibHOro CMHAPOMa B OTBET Ha CTPECC, KOTOPbIN MOXKET
6bITb AOCTAaTOUYHO HbICTPO 06pPaTUM, NPU NPEKpPaLLEHMM AEeACTBMA Bbi3BaBLUMX €ro GaKTOPOB MU HEMeAIeHHOM Noaaun
KMCNOPOAa Yepes Macky AN MeLoK Uan 6e3 HUX.

6. Ecnm nHTybauma Heobxogmma, BaXKHO MOMHWUTb, YTO Y TAKMX MALMEHTOB YACTO MMEKOTCA KOHTPAKTYpbI
Ye/IOCTU, YTO CYLLLECTBEHHO YCOXHAET NpoLeaypy.

MpPOTOKON HYTPULMOHHO NOAAEPHKKU:

CornacHo obLWenpuHATON NpPaKTUKe, Ha Bpemsa Hab/ilogeHuA 33 TaKUMM NauueHTamm Bo Bpemsi 601e3HY,
KOPMJIEHMA MNPEKPaLlaloT B CBA3W C MOBbIWEHHbIM PUCKOM acnupauuu, Ha TOT C/yyai, ecanm noTtpebyetcs
3KCTpeHHanA MHTyb6auma. OgHaKo, 3anacbl 6e3XKMPoBOIM Macchbl Tena AAA MOOMAM3ALUNM SHEPTUN Y TAKUX NALUEHTOB
MWHMMAaNbHbI; B KaTaboM4ecKoM COCTOSHUU BbICTpee HacTynaeT yToMeHWe, U NPU HeAO0CTaTOYHOM NMUTaHUU OHU
6onee noagepKeHbl aLMa03y.

1. ECv OXMnOaeTca, YTo BO3AeprKaHMe OT NpMema NuLLM npoasamTcs bosee WecTn 4acos, PEKOMeHAyeTcs
YCTaHOBWUTb HEMpepbiBHOE MNWTaHME 4yepe3 Ha30elHaNbHbIM 30HA, C WCMNO/Ab30BaHWEM 3/eMEHTapHOW Wan
NIerkoycBanMBaeMol CMeCH, CogeprKalLen NPOTeUH.

2. Ecnv MHTY6auma npecTaBaseTcs HeM3beXKHOM, a PUCK acnMpaLLMm OLLEHMBAETCSA KaK BbICOKUI, TO cneayeT
YCTaHOBUTbL Nepudepruyeckoe MAM NOMHOE MNapeHTepasbHOe NUTaHue cocTosulee M3 AekcTposbl 10-15% u
aMWHOKMCAOT U3 pacdeTa 1,5 r/Kr maccbl Tena/cyT) ¢ BUTaMUHAMMU U 31eKTpoauTamu. MoKeT MCnoab3oBaTbCA
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WHTpaAunuaHas nHdy3sma, oaHaKo KaNoOPUMNHOCTb 3a CHET IMNNAO0B He A0NXKHa npesbiwaTb 15-20% o1 0buwero yncna
Kanopui.

3. Cnepgyet usberaTb NUTaHWA, COCTOALLENO TOMbKO M3 AEKCTPO3bl U 31EKTPOAUTOB 6€3 aMUHOKUCAOT B
TeYeHne NPoAOIKUTENbHbIX MEPMUOAO0B BPEMEHM, TaK KaK 3TO YacTo MPUBOAMUT K TMNEPIIMKEMUN U aLMA03Y.

Ona nHTY6UpOBaHHbIX NALMEHTOB, CeAyeT BbINONHATbL Caeaylowme npoueaypbl Kak MUHUMYM KaxKable
yeTblpe 4aca. [aumeHTa cneayeT nNepesBopaumMBaTb MPU KaxKAOM UMKNe (C BOKy Ha 60K WAM Ha CNUHY),
COOTBETCTBEHHO AaHHbIM PETFEHOBCKOIo UCCNEA0BaAHUA:

1. MHTepnynbMOHapHaA NepKYCCUOHHAA BEHTUIALMA NerKuX; n ganee:

2. OTKawnmeartens - 4 uMKna No 5 BAOXOB U BblAOXOB: AaBaeHue Ha Bgoxe +30cmH20 B TeueHune 1 cekyHAbl,
pasneHune Ha Bblgoxe 30cmH20 B TeyeHMe 1 ceKyHAbI M May3a NPOSONKNTENbHOCTbIO 1-2 cekyHAabl. U ganee:

3. CaHauusA sHAOTPaxeaibHON TPYOKM U AblXaTeNbHbIX NyTel.

I'Ipmmeanme: OTKaW/iMBaTe/lb MOXKET NPUMEHATBCA NO Mepe HeOGXOAI/IMOCTI/I C nocne,u,ylou.l,eﬁ 3Hp,0Tpaxeaanoi/'1
caHau,mei/’l AnAanomouwm B yaaneHnm MOKpOTbl U3 HUXHUX AblXaTe/1IbHbIX I'IVTEVI.

IKcTy6UpOBaTh, KOrAA NALMUEHT:

1. AdebpuabHbIN (HET NOBbILEHHOM TeMMepaTypbl Tena);

2.He TpebyeT AONOAHUTE/ILHOTO KUC/I0POAa;

3. PeHTreH rpyaHol KNeTKM MOKa3biBaeT OTCYTCTBME aTesleKTasa Uanu MHGUALTPATOB;

4. MNMpuem npenapaTos, YrHETAIOWMX AbIXaTeNbHbIX LEHTP Bbln NpekpaleH Kak MUMHUMYM 24 Yaca Hasag,
(MmeliTe B BMAY, YTO K TaKMM NpenapaTam OTHOCATCA U ATuBaH, Bepces, Bannym v ux npovssoaHsble);

5. Heo6xo4MMoCTb B caHaUMM MOKPOTbI U3 AblXaTeNbHbIX NyTei 6113Ka K FpaHnLLEe HOPMbI.

3KcTybMpyiTe C NepeBoAOM Ha HenpepbiBHOE BEHTU/IMPOBAHME C MOMOLLbIO Ha3a/1IbHOM KaHIO/IM UM MacKuK
yepes BiPAP (6e3 KMcnopogHOW NogaepKn Uam ¢ nogadyen MUHUMANbHOM [03bl), C YCTAHOBKaMU: MO3UTMBHOE
nasneHue Ha saoxe (IPAP) 12-20, no3uTusHoe gasneHue Ha Bblaoxe (EPAP) 3-6, Mcnonb3ya perMm CNOHTAHHOTO
OblXaHWA. Mcnonb3yiTe peXuMm CMOHTAHHOTO CUHXPOHU3UPOBAHHOrO AbixaHua (Spontaneous/Timed) c
rapaHTMPOBAHHON MMHMMaNbHOW 4YacToTol AbixaHua (backup rate), ecan NaUMEHT He MOXKET MHULMUMPOBATb
camocToATeNbHbIN BAOX ¢ BiPAP. MlapaHTMpoBaHHaAa MMHMManbHaa 4actota (backup rate) y naumeHToB AaHHOM
rpynnbl 3a4acTylo Bbllle, MO CPaBHEHMM C NAUMeHTaMn 6e3 HeipoMbileyHbIX 3aboneBaHnit. NcnonbsyiiTe AaHHbIE
OKCMMETPUM B KayecTBe MHAMKATOPA K NPUMEHEHWUIO SKCMMPATOPHOM NoaLepKW, NOCTYpPasibHOro ApeHarka U
dusnoTepanmumn rpyaHoOM KNeTku.

Mocne aKkcTy6auunn nposoanTe cneaytolime Npoueaypbl Kak MUHUMYM KaxKable YeTblpe Yaca:

1. dnsnoTepanma rpygHoOMN KNETKU AN MHTEPNYIbMOHapPHaA NEPKYCCUOHHAA BEHTUNALMA NETKUX; U fanee:

2. OTKawnueaTesnb - 4 uMKNa No 5 BAOXOB 1 BblAOX0B: AaB/ieHne Ha Baoxe +40cmH20 B TedyeHune 1 cekyHabl,
pasneHue Ha Bblaoxe 40cmH20 TeyeHue 1 ceKyHAabl M Nay3a NPOAOIKNTENbHOCTLIO 1-2 ceKyHAbI: 1 fanee:

3.MocTypanbHbI ApeHax (nonoxkeHue TpeHaeneHbepra) B npegenax 15 MUHYT, o mepe NepeHoCUMOCTH, U
hanee:

4. MpumeHeHne oTKawnmeaTtena, 4 uMKna no 5 BAOXOB U BblAOXOB, C YCTAHOBKAaMM, KaK ONMUCAHO Bbille B
NyHKTe 2.

OTKawnuneaTesb MOXKeT 6biTb UCMNOb30BAH NO Mepe HafobHOCTM He Yale yem Kaxable 10 MUHYT gns
OYMCTKU CEKPETA M3 HUNKHUX AbIXaTeNbHblX NyTel. Mcnonb3yinte OTKawAMBaTe/lb HEMEANEHHO NPWU NageHuu
KUCNOPOAHOWM caTypauum Huxe 94%.
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Otnyyante OT Mcnonb3oBaHua BiPAP B TeyeHwe AHA, Mo mepe nepeHocumocTu. Uenb  gobutbes
ncnonb3osaHma BiPAP 4yepe3 HOCOBYO MaCKy TO/IbKO BO BpemMA CHA, WAW CHU3UTb MNPUMEHeHue A0
npeaLecTsoBaBLIEro MMHUMAIbHOMO YPOBHA MCNO/Ib30BaHUA.

MpU YyMEHbLUIEHMM KONMYECTBA CEKpeTa, HauyMHalTe CHUXKATb YacToTy NPOBEAEHMA OMUCAHHbIX Bblle
npoueayp O4MUCTKU AblXaTe/IbHbIX NyTEeN, CTPEMACH 40BECTU A0 4 pa3s B AEHb U1 MEHbLLE.

HyTpMUMOHHaA noadepyKKka npu conyTcTBylOWMX 60ne3HAX/B KaTabo/nMYecKoM COCTOAHWKU ABAAETCA
KPUTUYECKM BaXKHOM! He AonycKaiTe Bo3aeprKaHWe OT eAbl A/1A NALMEHTOB CO CMMHAIbHOM MblLLeYHOM aTpodumen no
nepBomMy TMMy Ao/blue 6 4acos, a ANA NALMEHTOB CO CMWHAMbHON MbIlWEYHON aTpoduMeit No BTOPOMY TUMNY UK
NaLMeHTOB C UHbIMM HEMPOMBILIEYHbIMM 3a601eBaHUAMM AonbLue 8-12 Yacos.

MaumeHTol co CMA nmetoT NnpuobpeTeHHble AedeKTbl OKUCNEHUA KUPHbBIX KUCNOT M HONBLLIMHCTBO U3 HUX
nmeloT pedsIOKC, 3amensieHne 3BaKyauUu COAEPKMMOTO KenyaKa, aBTOHOMHYIO KeyAOYHO-KULIEYHYIo
OMCOYHKUMIO, yXyallatowyoca Bo BpeMa 6one3HU: peKoMeHAyeTca Hemen/ieHHas YCTaHOBKA HenpepbiBHOrO
NUTaHWA Yepes Ha30eloHabHbIN 30HA, NAOC\MUHYC Noagep:KKa NepudpepruyeckMm napeHTepasbHbIM NUTAHUEM:
AeKkctposa 10-15%, aMMHOKMCAOTLI M3 pacdeTta 1-2 r/Kr maccbl Tena/cyT, 1, No NoKasaHWUAM, WHTPaAUNUAbI, He
npesblwatowme 10-15%.

MocnedHuli pa3z ob6Hosnanocsy 11/2007. NModzomosneHo Mapueli LLipom, dokmopom meduyuHsl (Mary Schroth, M.D.) , leduampuyeckas
nysAbMoHos102uUS, YHUsepcumem BuckoHcuHa, u KampuH [xc. Ceoboda (Kathryn J. Swoboda), YHusepcumem KOmeoi. AbanmuposaHo u3 Bach JR
etal, Spinal muscular atrophy type 1: a noninvasive management approach. Chest 2000; 117:1100. faHHb1l 0oKymeHm npedcmasasem coboli
mosnbKo pekomeHOayuu. Moxanylicma, NPOKOHCYAbmMupylimece ¢ 8AWUM 8pAYOM 8 OMHOWEHUU KOHKPEMHbIX 801IPOCO8 O MOM, KOK 3mu
pekomeHOayuu Mo2ym fpuMeHAMbCA K 8aM uau sawemy pebeHKy. [Tpu 803HUKHOBEHUU KOHKPEMHbIX 80MpPocos no 0aHHOMY OOKyMeHmy
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