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OcHOBHbIE COKpalleHUus

MBJ1 — WCKyCcCTBEHHAA BEHTUNALMA Nerkux

BAC — 6oKoBOI aMnoTpodUYECKUIl CKIepo3

MEJl  — »U3HEeHHaA eMKOCTb JIerknx

KLLC — KWCNOTHO-WeEeNo4YHoe COCToAHME

MOOA — wMblwedvHas guctpodua JoweHHa

HMBJT — HenHBa3MBHaA UCKYCCTBEHHAA BEHTUNALMA JIETKUX
CMA — cnuHanbHaA MbllweyHana atpodua

NCK — nuKoBaA CKOpPOCTb KalwiA

OMHEJ1 — dopcmpoBaHHaA MU3HEHHAA EMKOCTb JIEMKMX



BBepeHue

WNcryccTBeHHaA BEHTUNAUMA NTEerKuMx Ha gomy (c nomolbtio HUBJT nnn
xpoHunyeckan VBJ1 yepe3 TpaxeoCcToMy) LIMPOKO UCNONb3yeTCA B MUpe AnA
MOBbILLEHNA KavyecTBa U3HM U NPODUIAKTUKN BTOPUYHBIX OCIOMHEHUN
OCHOBHOro 3abosieBaHus y NaLMEHTOB C HEMPOMbILEYHBIMU BOMIE3HAMM.
Tak cnoxumnoch, 4To B Poccumn pecnupaTopHyto NoAAepHKY Ha AOMY 3TUM
naLuMeHTaM OpraHM3yloT U OKa3blBAOT Bble3[Hble C/yKO6bl NaninaTUBHOM
noMoLim.

B Poccumn MHorme getu ¢ HelpoMblleYyHbiMU 3a601eBaHMAMM, HyHaa-
olMeca B pecnupaTopHON NogaepHKe, JMLEeHbl BO3MOKHOCTU MonyyaTb
ee Ha AOMy M3-3a OTCYTCTBWA rOCyfapCTBEHHOro GpUHAHCMpoBaHuA, de-
druMTa KBAaNMMPUUMPOBAHHBIX KAAPOB, OTCYTCTBMA LLEHTPOB pecnupartop-
HOV nofaeprKku. JInwb HebonblOK Kpyr cneuMannctoB B Poccumn Bnage-
eT BOMpOCaMM HEMHBA3MBHOW BEHTUNALMU U XpoHmnyeckon MBJ1 Ha gomy
y MauMeHTOB AEeTCKOro Bo3pacTa C HelpoMbllleYHbIMK 3ab0neBaHUAMU.
KTo-To 13 neTen HaxogMTCA B OTAENEHMAX peaHUMaLINMN U UIHTEHCUBHON Te-
panuu, He UMes BO3MOMHOCTU 0byYaTbCs, UrpaTh, KPYrNOCYTOYHO BUOETb
CBOWX POAHbIX U B/IM3KKX, HE UMesA HopMasbHOTo AeTcTBa. KTo-To nepese-
[leH B NaniMaTuBHbIe OTAE/IEHNA, KOTOPbIE TaKMHe He A0/HHbl OblTb MECTOM
NMOCTOAHHOIO MPOXMBaHMA NaumeHToB Ha VIBJl. KTo-To nepernn octpyto
rMMNOKCUIO FOIOBHOIO MO3ra, TaK KaK CBOEBPEMEHHO He 6biIn ANarHoCTU-
pOBaHbI AibIXaTe ibHble HAapyLUeHUs, He Obifia KBaNPULMPOBAHHO Ha3Haye-
Ha pecnupaTopHas noagepKa, pebeHoK nocTpanan B pe3ynbraTe oCTpo
OblXaTe/IbHOM HeJOCTaTOYHOCTMW.

Halua 3agaya Kak cneumanucToB U OTBETCTBEHHbIX B3POC/IbIX — opra-
HM30BaTb NepeBo AeTei U3 60/bHULL U XOCMMCOB AOMOM, BEpPHYTb AeTel
poauTenaMm, a poauteneii, 6abylek, aedyliek, bpaTbeB U cecTep — Heus-
/1e4YMMO 60/IbHBLIM JeTAM.

domawHaAs VIBJ1 no3sonAaeT pebeHKy U MOJIOAOMY B3POC/IOMY C HeWl-
pPOMBbILLEYHBIMY 3a60/1€BaHUAMU MeHbLLEe 60MeTh, TaK Kak CHUXKaeTcA Ya-
cToTa MHOULMPOBAHUA BHYTPUOONBHUYHBIMU U BHEBGOSMIBHUYHBIMU WH-
derunamMn, obyyaTbca B WKOAE WAM Mofyy4aTb npodeccuto (04HO Wau
LAVCTaHUMOHHO), TOTOBUTBCA K CAMOCTOATE/IbHON B3POC/ION *MU3HU, pabo-
TaTb, UMeTb Apy3en U 3aBOAUTb CEMbIO, MMETb KayecTBO MMU3HU, HUYEM
He ycTynatoliee HalleMmy.
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B 2019 rogy rocynapcTtso BbinycTuAo delepasibHblii NepeyvyeHb Meaun-
LMHCKOro obopynoBaHUs 4118 UCMOMIb30BaHMA Ha foMy. K cyacTblo, B Hero
BOLU/M BCe annapaTtbl A4 pecnnpaTopHOr NOALEPHKMN U pacxodHble MaTe-
puanbl K HAM 4A opraHvM3auun n nposegexHua gomawHer NBJ1 (HenHBasms-
HOW 1 Yepe3 TPaxeocToMy).

Bawemy BHMMaHUo npegnaraetcsa nocobue no gomMaluHein BEHTUAALUN
JIErKKX, HAaNMCaHHOEe O4HMM M3 OCHOBOMOJ/IOMHUKOB U BeAYLMM SKCMEePTOM
B 3Tol obnactu B Poccun, KaHa. men. Hayk B.A.LLUTabHuMuKmMM. A yBepeHa,
YTO OHO ByAeT Mosie3HO B NPaKkTUYecKol paboTe MeanUMHCKUX crneumanm-
CTOB, paboTaloWwmx C NauMeHTaMn C HelMpoMblleYHbIMU 3ab0neBaHNAMM
KaK B CTauMoHape, Tak 1 ambynaTopHo.

Cassa H.H., KaHO. meod. HayK,

doyeHm PHUMY um. Mupozosa,

dupekmop no memodudecKoli pabome
bnazomsopumenvHozo ¢poHOa pazsumus
nannuamusHoli nomowu «Jemcrull nannuamus»



1. OcHOBHbIE HeMpOMbILIeYHble 3a601eBaHUA
y AeTel U NOAPOCTHKOB: 0CO6EHHOCTU K/IMHUYECKOM
KapTUHbI U NPOrHo3sa

HelpomblweyHble 3aboneBaHnsa — 3To reTeporeHHas rpynna 6onesHen
C Pa3/IMYHbIM TeYeHWeM 1 NPOrHO30M. HacTb 3abosieBaHUi XxapaKTepusy-
eTCA reHeTUYeCKON NpeapacnofioHEeHHOCTbIO, ApYrve e UMelT Cnopaau-
YeCKUI xapakTep. XapaKkTepHbIM NpPOsB/iIEHNEM HelipoMbllleyHoro 3abone-
BaHWA ABMAETCA NMporpeccupylowan MbllleyHas cnabocTb, YTO NpUBOAUT
K GOpMMPOBaHUNIO XapaKTePHbIX KIMHUYECKMX NPOABNEHUN, TAKMUX KaK Ha-
pylleHvne MOXOAKM C NoTepen BO3MOMHOCTU XOMAEHMA, HEBO3MOMHOCTb
CaMOO0O6CNYHMBAHNA, HAPYLLIEHWE TNTIOTAHUA C HYAaCTbIMU acNUpaLUAMK, Ha-
pYLUEHUE PEYN C HEBO3MOMKHOCTbIO MOSTHOLLEHHO 06 aThCs.

DM1
17%

FSHD
9%

™
4%

CMD
3% %

LGMD
16% SMA
14%

Puc. 1. AKTyanbHOCTb 1 reTeporeHHOCTb HeMpoMbIlleYyHol naTonorun. Pacnpepenexne
HO30/10TUIi B MEXOYHAPOAHOM PErncTpe HelipoMmbllleyHbix 3aboneBaHuii, DMD —
MbllweyHan auctpodua [dowerHHa, SMA — cnuHanbHas MbllweyHana atpogus, BMD —
MbllleyHan auctpoouna bekkepa v gpyrve dopmel (Mo AaHHbIM Rodger S. et al.

The TREAT-NMD care and trial site registry: an online registry to facilitate clinical
research for neuromuscular diseases. Orphanet ) Rare Dis. 2013 Oct 23;8:171).
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OpHMM 13 BeaylWMX HapyLlweHW y NaLMeHTOB C HEMPOMbILEeYHbIM 3a-
6oneBaHveM fABfAeTCA CNabocTb AbIXaTeNbHOW MYyCKynaTypbl, KOTopas
NpMBOAWUT K MpobneMam C OTKAL/IMBAHWEM W K [blXaTeNbHOW HepocTa-
TouHoCTU. MMpu pasBUTMM HelpoMeblleyHoro 3aboneBaHus B nepuop po-
cTa pebeHKa, KaKk npasuno, GopMupyeTca TAXKeNbll KMGOCKOANO3, KOTO-
pbli BHOCUT AOCTATOYHO BECOMYIO JIEMTY B HapyLeHue AbixaHuA. OCHOBHaA
npuYMHa neTanbHOro Ucxoga — 0CTpaA AbixaTeflbHaA HeA0CTaTOYHOCTb,
CBA3aHHaA C WHdeKuMen AbixaTeNbHbIX MyTern Ha ¢GOHe 3aCTOA MOKPO-
Tbl, WIN [EKOMMEeHCaLMA XPOHUYECKON AblXaTeflbHOM HefoCTaTOYHOCTU
Ha ¢oHe HapacTatLlei MblleyHoW cnabocTu. Y naumMeHToB C MUOAUCTPO-
dMAMU 1 MUNoONaTUAMK TaKKe GOPMUPYETCA CUHAPOM XPOHUYECKON cep-
[le4YHOW HeJOCTAaTOYHOCTH, YTO YyTAMKENAET TeYeHne AbixaTeIbHOM HeJoCTa-
TOYHOCTU N MOMET TaKMHe ABNATLCA NPUYNHOW NeTanbHOro ncxoaa.

HeobxoAMMOCTb reHeTUYecKoro MoATBEPHAEHUA AMarHo3a cCBA3aHa
C pa3HbiMM BapvaHTamMy TEYEHWUA HepOMbILLEYHOr0 3aboneBaHnA y pas-
HbIX NauMeHToB. TaknuM 06pa3om, Bpay cMoXeT chbopMnpoBaThb NporpaMmy
HabnogeHus 3a NoKkasaTenAMM ObiXxaHWsA U BOBPEMA HavyaTb pecnupartop-
HYI0 NMOLLEPHKY.

1.1. CnMHanbHaA MbiweYyHaA atpoduA

CnuHanbHaA MblweyvHan atpodua (CMA): 04HO 13 caMbIX YaCTbIX BPOXK-
LeHHbIX 3aboneBaHnin U camoe YacToe 3aboneBaHNe Cpean BPOMKAEHHBIX
HeMpoMblILIeYHbIX 60/1e3Hel. XapaKkTepulyeTca nporpeccupylollein rube-
/b0 MOTOHENPOHOB CMWHHOIO MO3ra U BTOPWUYHOW aTpoduelt cKeneTHoWn
MyCKynaTypbl. Hacnegyetca ayTOCOMHO-peLecCcMBHbBIM CMOCOOOM Hace-
foBaHuWA. Pa3Hble aBTopbl BLIAENAT OT TPexX 40 AecATu dpeHoTunos 3abo-
nesaHuA. Yawe Bcero roBopAaT o Tpex Tunax CMA — |, Il uaun Ill. Tun BbicTas-
NAETCA COrNacHO AOCTUMEHMIO YKa3aHHbIX MOTOPHbIX HaBbIKOB. Hanpumep,
VN | He 4OCTUraeT HUKAKMX HaBbIKOB, TUN |l JOCTUraeT BO3MOMHOCTU CH-
aetb, Tun lll — cToAaTb. Pasnuune Tunos CMA cBA3aHO C KOIMYECTBOM KO-
nuii reHa SMN2, XoTA TeCHol CBA3M HET, HO, KaK NpaBuso, 4eM 6osblie Ko-
nuii reHa, Tem 6onee «MArkuii» BapmuaHt CMA ¢dopmupyeTcs.

Tun | CMA xapakTepu3syeTca paHHUM HadvasioMm (0T poxaeHua 0o 6 me-
cAueB), TakMe MauMeHTbl He MOryT CaMOCTOATENIbHO CUAeTb, AbIXxaTeslb-
Hble HapyleHWsa ObICTpO MpUBOAAT K AOblXaTeslbHOM HefoCTaTOYHOCTY;
6e3 pecnMpaTopHON MOAAEPHKM TaKMe NAUMEHTbl HE [OMUBAOT [0 ABYX
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net. Tun Il CMA xapaKkTepu3yeTcs 6osee no3gHUM febroToM 3aboneBaHus.
Kak npaBunio, cMMNTOMbI NPOABAAIOTCA B BO3pacTe oT 6 MecAueB Ao 1 roaa,
naumeHTbl ¢ TUNoMm Il MoryT cupeTb 6€3 NofaLepHKNU, HO HE MOTYT XOAUTb.
[ebioT abixaTenbHbIX pacCTPOUCTB NPUXOAUTCA Ha Bo3pacT oT 5 Ao 15 ner,
6e3 pecnvpaTopHOli NOALEPHKN HEMHOTME AOXKMBAIOT L0 B3POC/IOr0 BO3-
pacTa, Ha GoHe pecnnpaTopHO NOAAEPHKKN MPOrHO3 MOMKET OblTb OTHOCU-
TeNbHO HopMasbHbiM. Tun Il CMA umeeT 6onee no3gHee Havano, nepeble
CMMNTOMbI MPOABAAITCA NOC/Ne rofa U CTaplle, Kak NpaBuo, y Taknx na-
LMEHTOB COXpaHeHa CrnocobHOCTb X04UTb, MPOrHO3 6osiee 61aronpuUATHEIN,
Yy HEKOTOPbIX MaLNeHTOB COXPaHAETCA CNOCOBHOCTb XOAUTb LO MOMKMUIIOro
BO3pacTa.

YacTto MOXKHO BCTpeTuTb crefytowee onucaHue: Tun Il — cunbHbIN,
Tmn | — cnabbiii. [laHHble BapuaHTbl 0TOOparkaloT MPOMeXHyToYHble Mo-
3uumn Mexay Tunamm CMA, HanpuMmep, Korga pebeHoK MoMXeT cuaeTb,
HO TOMbKO C NMOAAEPHKKOW CMMHbI (Cnabbili Tun 1) uam XoauT, HO TOMBKO C XO-
AyHKaMmu (cnabbid Tun ). B nocnenHen peaakummn KIMHUYECKUX PEKOMEH-
daunii no CMA 6bi10 NpeasioxkeHo yWTU OT AelCTBYIOLLeN Knaccudpukra-
UMM no TunaM. BMecTo cTapon cucTeMbl pacno3HaBaHMA TUMNOB, COrMacHo
NYYLWMM OOCTUTHYTbIM MOTOPHbBIM HaBblKaM, NaLuVMeHTOB pa3fenAlT Mo ux
TekylleMy ABUraTtesibHOMYy CTaTyCy Ha He cuAA4ymx (non-sitter), cuaA4vmx
(sitter) n xopaunx (walker). aHHasa Knaccudumrauma 6onee ynobHa, Tak Kak
onucbiBaeT TeKyllee coCcToAHMe nauneHTa. [na kaxgoro Tuna CMA 6bina
npeanorKeHa cBOA NporpaMMa HabloAeHna v MeauLMHCKOV NOMOLLM.

1.2. Mbiwe4Hbie auctpodum (JdoweHHa, bekkepa)

MbiweyHasa auctpodpusa JioweHHa (ML) — 3To BporKAEHHOE MblLIeY-
Hoe 3aboneBaHue, KOTOpoe XapaKTepulyeTca NOCTeNeHHoW rnmbenbto Mbl-
LWeYHbIX KNeTOK BC/IeACTBME OTCYTCTBUA B HUX benka guctpoduHa. Tun Ha-
CNlefoBaHNA — peLecCUBHbIN, X-CLenseHHbli, 60/1et0T TOIbKO MasbunKMy,
LeBOYKM ABNATCA HOCUTeNAMM 3aboneBanus. nsa M/ xapaKkTepHbl Kak
AblXxaTeflbHble HapyLWeHUA, Tak U cepeyHad HeJoCTAaTOYHOCTb. TeyeHue
3a6oneBaHuA Nporpeccupylollee, Kak NpasBuo, NepBble CUMMNTOMbI MOSAB-
NIAIOTCA B NepBble rofbl *U3HKU, K NOAPOCTKOBOMY BO3pacTy NauMeHT Te-
psAeT BO3MOXHOCTb X0A4UTb, K 13-14 rogam dopmupyeTca AbixaTeflbHas
HegoCTaTo4yHOCThb. be3 pecnupatopHol NogdepHKku CMepTb HacTynaet
B Bo3pacTe 16-20 ner.
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CoBpeMeHHble K/IMHUMYECKME pekoMeHfaumu TakxkKe pasgenvnn MO
Ha HeCKoNbKko cTaauih. BoigenawT nAte ctagui passutua MAJ: nocum-
NTOMHasA, PaHHAA U NO34HAA aMbynaTtopHan, paHHAA M No34HAA Heamby-
natopHan. PaHHAA ambynaTopHas cTaAuWa XapaKTepu3yeTcs BO3MOMKHO-
CTbl0 X0ANTb € GOpMUPOBAHMEM CNeUNPUYECKON MOXOAKN, NALNEHT MOXKET
NOAHATLCA MO NEeCTHULE, eMy AOCTYMHbI OCHOBHble BUAbI GU3NYECKOW aK-
TuBHOCTK. Mo3aHAA aMbynaTopHan CcTaausa OTIMYAETCA OT paHHel 6onee
Bblpa*KeHHbIMU ABUraTeNIbHbIMU HapyleHuAMKn, GopMupyeTca runepnop-
003, NaUMeHT He MOXEeT CaMOCTOATE/IbHO NpeoJosieTb eCTHULY, BO3MOMK-
Hbl Nafenua. MauneHT ¢ paHHe HeaMbynaToOpHOW CTaanen CuanT B KOMs-
CKe, HO BO3MOKHO CaMOCTOATE/IbHO 006C/yHUBaHNE — MPUEM MULLM, MUTbE
WuarocTu. MNMauneHT ¢ no3aHen HeaMbynaTopHOW CTafavelt CMAUT B Kpec-
J1e ¥ HE MOXKeT CaMoCToATe/IbHO cebs obcnyRmneaTb. Kak npasusno, neboT
pecnupaTopHbIX PaCcCTPOMCTB COBMNaAaeT C MepexooM K HeaMbynaTopHo
CcTagun. B coBpeMeHHbIX peKoMeHaaumaAxX NpeasioxKeHa cxema HabnoaeHus
N pecnMpaTopHON NOAAEPHKN HA KarA0W M3 YKa3aHHbIX CTaAnn.

MblweyHasa auctpooua bekkepa — MbllweyHaa guctpodua c ropasno
6onee 6naronpuATHbIM TeyeHeM. B LieNloM HapylleHUs XOHAeHUA U Abl-
XaHWA BCTpPEYAEeTCA Y TakUX MALMEHTOB 3HAYMTEIbHO MO3MKe, KaK NpaBu-
/10, BO BTOPOV NOJIOBMHE *U3HW. [Togxoabl K Tepanum MOryT He OTANYaTbCA
oT naumeHToB c M.

1.3. [pyrue HelipoMblleyHble 3a601eBaHnA

CnexkTp HeMpoMbIWEYHOM naTofornM 4YpesBbldaHO pa3HoobpaseH
M He OrpaHNYMBaETCA CMMHANBHON MbllleYHOl aTpodren N MbllleYHOR Anc-
Tpodueli [ioweHHa. CywecTBYOT COTHU ApYrux, bonee pedKux BapnaHToOB
MbILLEYHBIX AUCTPOobUn, MMONaTUiA M 6one3Hel ABUraTeIbHOro HerpoHa. Mx
OMArHoCTuKa 6onee TpyaHAsA U BKIOYAET reHEeTUYECKOe KOHCYbTMpOBa-
HWe, ocMOTp HeBponora, SHMI, 6uoncuto Mbiwl, MPT Mbilw U gpyrue uc-
cnefoBaHuA. B uenom mMuonatMn 1 BpOMAEHHbIE MbllleyHble UCTpodum
npoTekatT 6onee 6naronpuaTHo, 4eM CMA, ogHaKo HEKOTOpble BapUaHTbI
MMOMaTUM MOryT 6bITb cpaBHUMbI co CMA | Tuna.
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2. OcHOBHbIE NOAXO0AbI K AUArHOCTUKE AbiXaTe/ibHOMU
HEe[O0CTATOYHOCTU NMPU HEMPOMbDbILLEYHbIX
3a6oneBaHMAX, BAXXHOCTb NPOAKTUBHOIO noagxoaa

OpixaTenbHanA HeJOCTATOYHOCTb — 3TO HECMOCOOHOCTb NoAAepHaHuA
a[leKBaTHOro ypoBHA MapLMasbHOro AaBjeHUA KMcaopoaa v (BO3MOMKHO)
YINIeKNCIOro ra3a B apTepuanibHON KPOBMU.

CylwecTByeT HECKOMIbKO KNaccuduKauni abixaTebHOM HeJ0CTATOUHO-
ctn. OcTpana/xpoHuyeckan n octpan Ha doHe xpoHuyeckon. OcTpas dop-
MUPYEeTCA B TeYEHNEe HECKONIbKMX MUHYT, 4acoB, AHEN U XxapaKkTepu3yeTca
Han4MeM aumposa UM ankanosa. XpoHnyeckana AbixaTeNbHasa HeJocTa-
TOYHOCTb GOPMUPYETCA B TEYEHME HECKONIbKUX Hedefb, MecALeB Uan eT
N XapakTepu3yeTcA HOPMaJsibHbIM ypoBHEM pH, HO M3MeHeHueM ypoBHA
HCO; n BE. TaKke y naumeHTa ¢ XpPOHUYECKOW AblXxaTe/IbHON HeJoCcTaTou-
HOCTb0 MOXKeT ChOPMMUPOBATHLCA 3MM304 OCTPON, KoTopas byaeT xapakTe-
pu30BaTbCA U3MEHEHMEM KaK ypoBHA pH, Tak n yposHa HCO5 n BE.

[pbixatenbHan HeJOCTATOYHOCTb TaKMKe pas3jesfiAeTca Mo Tunam: Abixa-
TeNbHaA HeJoCTaToOYHOCTh | TMNa (rMnokcemmyeckas) u Il Tuna (rmnepkanu-
yeckan). | TN xapaKTepusyeTcA rMNOKCEMUEN C HOPMabHbIM WU HU3KUM
ypoBHeM PaCO,, Il Tun xapaxkTepu3yeTca rmnokceMmen ¢ NoBbILLEHHBIM YPOB-
Hem PaCO.,. | Tun gpiIxaTenbHON HeJOCTATOYHOCTU CBA3aAH C MOPaXEHNEM aflb-
BEOJ M BCTPeYaeTCA NpU MHEBMOHUW, aTeslekTase, lerouHom ¢pubpose, MHO-
raa npu améuseme. Il TMRN CBA3aH C HapyLWeHWeM BEHTUAALMM IEFKMX 1 Yalle
BCEro BCTPEYAETCA Y MALMEHTOB C XPOHWYECKOW 06CTPYKTUBHON 60M1e3HbIO
NErkux, OXnpeHneMm, CKoSIM030M U HEMPOMbILLEYHBIMU 3a60/1eBaHNAMM.

[ns HellpoMblleyHblXx 3a60neBaHUi XapaKTepHO MeAJjleHHoe pa3Bu-
THe XPOHNYECKOM BEHTUNALMOHHON AblXaTe/IbHOM HeJOCTaTOYHOCTHU C 3Nu-
30[laMu1 OCTPON AbixaTeSIbHOM HeEJOCTATOYHOCTU BO BpeMA MHPEKLMOHHbIX
3aboneBaHuii.

2.1. MNaToreHe3 AabixaTesibHOW HEAOCTATOYHOCTHU
Npy HeMpOMbILLEYHbIX 3a60oneBaHMAX

MaToreHes AbixaTeNbHOM HEAOCTATOYHOCTH CBA3AH C MPOrpeccupyoLLen
MblleYHoN cnabocTbio Ha GoHe TeyeHWA OCHOBHOro 3aboneBaHuA. BmecTe
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C ABuUratesibHbIMU HapyLWEeHNAMU Y NaLMEHTOB HApacTaloT AblxaTeSlbHble Ha-
pyweHua. YacTo B KIMHUYECKMX pEKOMEHAALMAX UCMOJIb3YeTCA IKCTpanona-
LMA ABUraTeNIbHbIX HApYLUEHUA Ha AbIXxaTeflbHyto naTonoruto. Hanpumep, na-
umeHT co CMA, KOTOopbIi He MOXET cMaeTb 663 NoAAepHKN, BCceraa HyKaaeTcs
B pecnvpaTopHor noggepke. Maunent ¢ M/, y KoToporo ewe coXpaHeHo
XOMIEHVE, KaK MPaBuJIo, He HyXaaeTcA B ucnonb3oBaHum annapata HABJI.

Mo Mepe nMajeHus MbilleyHoW GYHKLUM M HapacTaHuA cnaboctu Abl-
XaTesbHbIX MbIWL Yy MaUMEHTOB OTMEeYaeTCA yMeHblLUeHWe rnokasaTtenen
HKU3HEHHON eMKOCTK nerkux (MEJ) n dopcrpoBaHHON HU3HEHHOW eMKOo-
ctu nerkux (OHEJ). Ha doHe nageHna nokasartenen CnMpoMeTpun y nawm-
EHTOB HabnoaaeTcs cHUKeHNe 3GPEKTUBHOCTM Kallnf, YTo, Kak NpaBuo,
cBA3aHOo C bosiee HU3KMM 06 beMOM BAOXa (EMKOCTb BAoXa), bosee cnabbiMu
MblWwLamMu Bblgoxa. CHUMKEeHWe faHHbIX NokasaTenei NpMBOAUT K npobre-
MaM C OTKALL/IMBAHWEM U K CHUMKEHWIO MHTErpasibHoro nokasatens addekx-
TMBHOCTM Kawia — NUKOBOW ckopocTu Kawnsa (MCK).

Co BpemMeHeM y naumeHTOB GOPMUPYIOTCA AblxaTe /lbHble PacCTPONCTBA
BO cHe. BHavane, Kak NpaBuo, 3TO KPaTKOBPEMEHHbIE 3NM304bl AecaTypa-
LMK, HEKOTOPbIE N3 KOTOPbIX CBA3aHbl C 06CTPYKTUBHbBIM anHO3, MO3Ke Npu-
COeAMHATCA 3NU304bl A4SIUTENIbHOMO NaAeHnA caTypauun — rmnoBeHTUNA-
umA. HacTo rMnoBeHTUAALMA coYeTaeTCcA C gecatypaunamu. B ganbHenwem
TMNOBEHTUNAUMA MEepPeXoanT M3 CepuM HOYHbIX 3MM3040B B MOCTOAHHbIV
HOYHOW deHoMeH. Bcrope y Takmx maumeHToB GopMupyeTCcA AHEBHAA Obl-
XaTesibHasAs HEeOOoCTATO4YHOCTb, OyeT OTMEeYaTbCA Ha/MyMe TUMOKCEMUM
W ryunepranHumM OHeM, B COCTOAHUM MOKOA. He cyliecTByeT OOHO3HAYHbIX
[aHHbIX CMUPOMETPUN, KOTOpble MOrM 6bl NpefckasaTb Takue 3nM3onbl
Y HEPBHO-MbILEYHbIX 60J1bHbIX. [10 AaHHBIM HEKOTOPbIX UCCEA0BAHUN, Abl-
XaTesfibHble paccTpoicTBa BO CHe MoryT ¢opmupoBaTtbcA npu HEJT Huke
50% OT AONMHbIX, @ AHEBHAA AblXxaTe/lbHaA HeAOCTATOYHOCTb MOXKeT dop-
MupoBaTbCA Npu nageHnn MEJT HUKe PU3nonornyecknux HopM AbixaTesb-
Horo o6bema. Hanpumep, -KEJT — 600 mMn y naumeHTa c Becom Tena 70 Kr.

KpoMe onucaHHbIX Bbille HapyLleHWi, CBA3AHHbIX C NafeHUeM noKasa-
Tenen GYHKUMM BHELLUHEro AbIXaHWA, Y NaUneHToB MoOryT GopMUpOBaTbCA
3NM304bl OCTPOI AblXaTe/IbHOW HeA0CTATOYHOCTHY. Yalle BCcero Takue anu-
304bl CBAA3aHbl C OCTPON UHDEKLMEN BEPXHUX U HUMHUX OblXaTeNbHbIX My-
Teli. B Takoi cuTyauum pesko yBeNMUMBAETCA HArpy3Ka Ha AblXaTe/lbHbll
annapar BCiefcTBue cieayowmx GakTopos:
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2. 0CHOBHbIE MOAXOAbI K ANATHOCTUKE IbIXATENbHOW HE[JOCTATOYHOCTH
MPU HEHPOMBILIEYHBIX 3ABOIEBAHMUAX, BAXXHOCTb TIPOAKTUBHOTO MOAXOAA

+ yBEIMYEHMe TemMrepaTypbl TeNa;
* Cy*KeHue npocBeTa 6POHXOB;
+ GOpMUpOBaHME MOKPOTHI.

MoKpoTa y NauMeHTOB C HelpoMblleYHbIMM 3a60/1eBaHUAMU OTXO-
onT nnoxo BcneacTeue nagenus MNCK, uto ycyrybnaeT ObixaTesbHy He-
LOCTATOYHOCTb, YBE/IMYMBAET HArpy3Ky Ha AblxaHue U NpuBoauT K dop-
MUPOBaHUIO aTtenexkTasa u/unm NHEBMOHMW. N304 OCTPON AbIXaTeNbHOWM
HeJOCTATOYHOCTU MOXKET U3MEHUTb XPOHOJIOTUID Pa3BUTUA AblXaTesbHbIX
HapyLUEeHWA 1 cpa3y NPUBECTM NaLMeHTa B OTAENIeHNe peaHnMaLmn, HeCMo-
TpA Ha OTHOCUTESIbHO PaHHIOK CTAZMI0 Pa3BUTUA OCHOBHOMO 3a60/1€BaHMA.

A =

) \

100

SNIP (omH:z0)

Age (years)

Puc. 2. Mapgenne nokasatenen cunbl AbixaTeIbHOW MyCKynaTypbl Y NaLMEHTOB
CO CNMHANbHON MbllleyHow aTtpodueli Il Tna (YepHble 3aKkpatueHHble) u 11l Tuna
(He3aKkpalueHHble). N3 Khirani S., Colella M., Caldarelli V., Aubertin G., Boulé M., Forin V.,
Ramirez A., Fauroux B. Longitudinal course of lung function and respiratory muscle
strength in spinal muscular atrophy type 2 and 3. Eur ) Paediatr Neurol. 2013
Nov;17(6):552-60.

MoMUMO ONUCaHHbIX U3MEHEHWI, TEHYEHNE HEPBHO-MbILLEYHOMO 3abone-
BaHMWA OC/IOXKHAETCA pa3BnTreM gedopMaLmm rpyaHON KIETKM U NO3BOHOY-
HMKa. Yalle BCero npuMxoauTCA UMETb efo C KMPOCKONMO30M pa3fIM4yHOWM
Bblpa*KEHHOCTU. Y HEKOTOPbIX NALMEHTOB (Yalle NpU MbllLeYHON AncTpodum)
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dopMuMpyeTCA rMnepaopao3 Ha ypoBHE MOACHWUYHOIO OTAENa NMO3BOHOYHM-
Ka. Y apyron yactu nauneHtos (CMA 1 pegkne GopMbl MMOMATUMN U MblLLEY-
Holi anctpoodun) dopmMmupyeTca BopoHKoobpa3sHaa gedopmauma rpyaHoi
KNEeTKK, pexe — KunesugHasa gedpopmauus. Bce 31n cocToAaHua ycyrybna-
0T CTeneHb HapyweHUA GYHKUMM BHELWHEro AbIXaHUA U MHOrAa ABAAIOTCA
rNaBHON NPUYNHON GOPMMPOBAHMA AblXaTe/IbHOM HeJ0CTAaTOYHOCTMW.

2.2. [lnarHocTtuKa abixaTe/ibHOM HEQOCTAaTOYHOCTU
Nnpy HeMpoOMbILLeYHbIX 3aboneBaHNAX

MpoaKTMBHbLIVA NOAX0A ABAAETCA OCHOBHBLIM MPUHLMMIOM AMArHOCTUKK
[bIXaTebHOM HeJOCTATOYHOCTHM Y HEMPOMbILLIEYHbIX 60/1bHbIX. CyTb AAHHOMO
nofixofia 3aKk/lo4aeTcA B KAk MOXHO 6oee paHHen AnarHoCcTUKe AblxaTesb-
HOM HeJoCTAaTOYHOCTU C MCMONb30BaHMEM BCEX AOCTYMHbIX NMPeaMKTOpPOoB
(baKkTOpOB, NOMOratWmMx NpeckasaTth) AblxaTe/IbHOW HeJOCTAaTOHYHOCTM.

2.2.1. Uusa3usHan duazHocmuKa (aHanu3 KLUIC)

3010TbIM CTAaHAAPTOM AMArHOCTUKM AbIXaTeNbHOW HefoCTaTOYHOCTU
ABNAETCA aHa/M3 rasoBOro cocTtaBa apTepuasibHon Kposu. [nA npose-
LeHUs aHann3a Heobxoaum 3abop KpPOBW U3 Jly4EBOW apTepuu U Hemen-
NeHHbI aHanM3 B crneyunanbHoM npubope. JaHHbl MeTon obnagaeT ps-
[IOM HefoCTaTKOB: OH 60NIe3HEHHDbIN, TEXHUYECKWU TPYAHbIN, O1A aHann3a
TpebyeTcs TEXHUKA, KOTOpas Masio AOCTYMNHA A5 aMOyNaToOpPHON CyHObI.
Kpome 3Toro, AaHHbI aHanU3 BblIABAAET Wb NO3AHWE, EKOMMEeHCMPOo-
BaHHble CTaauu AbixaTefIbHOM He[OCTATOYHOCTU, KOrAa MMMOKCEMUA U TU-
nepKanH1A BbiparKeHbl U HOYbIO, M AHeM. HecMOTpA Ha TpyAHOCTb U Maso-
[OCTYNHOCTb, AAHHbIV METO/ MOMHO UCMOJIb30BaTb KaK B CTauMoHape, Tak
1 B aMbynaTopHbIX ycaoBuAX. 1A aHanm3a B KIMHMKE UCMOMb3Y0T CTauu-
oHapHble R C-ananm3aTtopbl, Ha oMy — nopTaTtusHbin RULC-aHanu3saTop,
KOTOPbIN He TONbKO MoXKeT npoBoauTb KLLC-aHanu3, Ho n ABnAeTCcA nopTa-
TUBHOM BUOXMMUNYECKON CTaHLMEN.

2.2.2. HeuHsa3usHasn duazHocmuKa (KanHomempusl,
nysibCOKCUMempus, cnupomempus u 0p.)

KanHomeTpvm (HEVIHBa3l/IBHaFI ONarHoCTnKa YpOBHA  YIJIEKNCIO-
ro ra3a) ABNAETCA XOpOLUEVI a)'leepHaTVIBOVI MHBA3NBHOMY WN3MEpPEHUIO
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2. 0CHOBHbIE MOAXOAbI K ANATHOCTUKE IbIXATENbHOW HE[JOCTATOYHOCTH
MPU HEHPOMBILIEYHBIX 3ABOIEBAHMUAX, BAXXHOCTb TIPOAKTUBHOTO MOAXOAA

npu KL C-aHanu3e. [1nA HeMHBa3MBHOW AMAFHOCTUKM MCMNONb3yeTCA Ype-
CKOMKHbI KanHoMeTp. [laHHbI Nprbop Mo*KeT paboTaTb HeNpepbIBHO GUK-
cupyAa AaHHble n dopmupya TpeHA ypoBHA PtCO, B TevyeHne OnnTenbHO-
ro BpeMeHu (Hampumep, Houbto). TakMM obpa3oM, Npubop MOAXOAUT KaK
AN1A KOPOTKUX n3MepeHuin ypoBHA PtCO, (HanpuMmep, Ha NpueMe), Tak 1 4nA
ANIMHHBIX (HANpUMep, HOYbl0 BO BPEMSA CHA).

MpoBeneHVe HOYHOW KanHOMETPMMU ABNAETCA OOHUM U3 Hanboree Tou-
HblX MeTOLOB AMArHOCTUKU PaHHUX MPOABJIEHUI AblXxaTeslbHOW HepocTa-
TOYHOCTW, TaK KaK BblABMAET paHHWe CTaAuWU FMNOBEHTUNALUN, KOTOpble
dbopmMupytoTCca nuwb Bo BpeMsA rayboKkoro cHa. K HegocTaTkaM JaHHOro Me-
ToAda cnefyeT OTHECTW [OPOroBU3HY 060pyAOBaHUA M PaCXOLHbIX MaTepu-
anoB, a TakXHe npobnembl ¢ PYHKLUMOHUMPOBAHMEM, CBA3AHHbIE C TPACKOW
npubopa npu TpaHCMOPTUPOBKE ero K 601IbHOMY AOMOIA.

Bk
Puc. 3. BHelwHWii BUA 04HOrO M3 BapMaHTOB YPECKOMHOMO KanHoMeTpa
(MnnocTpauma ¢ caita NpousBoAMTESS)

HouHasa nynbcokcuMeTpusa ABsAeTCA bonee JOCTYNHLIM CNOCO60M Au-
arHocTuKu. [1nA AMarHoCTUKM UCnoNib3yeTcs Noboi Npubop, Ha3biBatoLWMACA
«HOYHOW MYNIbCOKCUMETP», C BO3SMOMHOCTbIO KPYrNIOCYTOYHOM 3anmncy noxa-
3aTenei. JaHHbIli Npubop obnagaeTt 60Mbluei UCKPETHOCTbIO 3anncy UH-
dbopMaLmMm B NaMATb (HE pere 0HOro CobbITUA B 2 CeKyHAbI), 6oNbLLel ToY-
HOCTbIO U3MepeHnA, NaMATbIO N NMPpOrpaMMHbIM O6ECI'IE‘-IeHVIEM aonAa aHanm3a
N MHTepnpeTauun aaHHbix. CyllecTByeT HECKO/bKO NPeaoHKeHnii Ha pbiHKe.

HouHan nynbCOKCUMETPUA ABNAETCA OOHUMM M3 YaCTO BbINOJIHAEMDbIX
nccnenoBaHun anA HEVIpOMbILUE‘-IHbIX nauneHToB. Ee 0CHOBHbIM OOCTOMH-
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CTBOM AB/AETCA AelleBM3HA W BO3MOMHOCTb MPOBOAUTb UCC/Ie[0BaHUA
y NauneHToB /1060ro Bo3pacTa v BbIABAATb U3MEHEHUS HA PaHHen cTaanm
3aboneBaHus. K HegocTaTkaM ciieflyeT OTHECTU HU3KYK CneundUYHOCTb
MeTo[a — BbIfIB/IEHHbIE U3MEHEHUA MOTr'yT COOTBETCTBOBATb HE TOJIbKO -
NOBEHTUALMKN, HO N APYIrMM OblXaTelbHbIM PacCTPOMCTBAM BO CHe, Hanpu-
Mep pa3/INYyHbIM BaprMaHTaM anHo3. Kpome Toro, HoOYHaA Ny/IbCOKCUMETPUA
perucTpupyeT CHUMeHWe Kucopoda, KOTOpoe, Kak MpaBuio, noAsnseT-
CA MO3)Ke pa3BUTUA rMnepranHuMm y naumeHTa. M3 nokasarenen, Kotopble
OLIeHMBAIOTCA MPU HOYHOM NYSIbCOKCUMETPUM, CliedyeT 06paTUTb BHUMaHue
Ha cnepgyowme:
+ CpeaHAA caTypauus;
+ Bpems, Korga catypauma 6oina Huke 88%;
 CpeHAA ANMTeNbHOCTb AecaTypaumu;
s MHOEKC JecaTypauun (MMeeT OrpoMHOe 3HayeHue Mnpu AMarHoCcTu-
Ke BO3MOMHOI0 arnHo3, HO OrpaHNYeHHOe 3HayYeHne Npu NpoBeaeHUn
HOYHOW NyNbCOKCUMETPUN).

I [farta/Bpems Tecta OkcumeTpun 18.09.2013 16:26:08 3anuce = 2(s) - lecarypaums >= 4% - Wccneosanue [lecatypaum 4 - 40(s)

60
16:39:44 22:39:44 04:39:44 10:39:44

Puc. 4. PesynbtaT npoBefeHVA HOYHOWM Ny/IbCOKCUMETPUM Y MaLMeHTa
C rMNoBeHTUNALMEN BO CHe (M3 apxvBa aBTopa)

CnupoMeTpuA, Kak U HOYHAA MNY/bCOKCMMETPUA, ABNAETCA OA4HUM
M3 OCHOBHbIX METOLO0B AWArHOCTUMKU COCTOAHWUA AbIXaHWA Yy MaLMEHTOB
C HelpoMblleYHbIMU 3aboneBaHuAMKU. [nA npoBefeHWA CnMpoOMeTpuu
MOHO BOCMOJ/Ib30BaTbCA KaK CTaLMOHAPHbIM CMUPOMETPOM, TaK U nepe-
HOCHbIM. OCHOBHble MOKa3aTesin, KOTOopble OLEeHMBAETCA Mpu Cnvpome-
Tpun, — 310 HKEJ1 n ®HKEJL. Jnsa namepeHusa 3Tux nokasaTesnei TpebyeTtca
MaHeBp CMOKOWHON U GOPCUPOBAHHONM CMMPOMETPUN COOTBETCTBEHHO. [1nA
NPOCTOTbl NCC/TIEA0BAHNA MOMHO OrpaHUYUTbHCA CMOKOMHOW CMMPOMETpU-
ell, Tem bonee 4To GoOpCUPOBAHHAA CMIMPOMETPUA HE BCerga AoCcTynHa AnA
BbIMOJIHEHWA HENPOMbILWEYHbIMU 60/IbHbIMU. ECnin BbIMOMHEHbI ABa uccie-
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MPU HEHPOMBILIEYHBIX 3ABOIEBAHMUAX, BAXXHOCTb TIPOAKTUBHOTO MOAXOAA

AoBaHMA, TO NCTUHHbIM NOKa3aTesieM ABMNAETCA 60nbWNIA B a6CONOTHOM
3Ha4YeHnu.

[lnAa ToYHOW OLEeHKM NoKasaTenen Heobxo[MMo yKasaTb BO3pacT, Mo,
pOCT ¥ BEC, ITHUYECKYIO NPUHAANEHKHOCTb NALMEHTA, KPOME TOro, PEKOMEH-
LyeTCA NPOBOANTDb €XKeAHEBHYI0 KaNIMOPOBKY U KOPPEKLMIO Ha TeMMepaTy-
py B MOMeELLEeHUM, ecav Npubop 3To He AenaeT aBToMaTuyecku. M3mepe-
HVe pocTa 6biBaeT Npo6sieMaTUYHbIM Y HElipOMbILLEeYHbIX 60/1bHbIX. B Takom
calyyae peKoMeHAyeTcA U3MepATb MPAMYK CarKeHb, UM OANHY pa3maxa
PYK OT CpefHero nasblia 04HOV pyKM [0 CpefHero nanbla apyrow.

AnnapaT cnMpoMeTpuu BbigaeT pe3ynbTaT B abCOMOTHbIX 3HaYeHUAX
M B MpoueHTax oT JO/KHbIX. Korga oueHMBalOT NoKa3aHuA K BEHTUIALNK
WM K UCNOSIb30BaHMI0 OTKALLMBATENA, TO Yalle npuberarT K UCNoIb30-
BaHMWIO MPOLIEHTOB OT AOJI*KHOI0; KorAaa OLeHMBAeTCA AMHAMMKa COCTOS-
HWA, NpuberalT K UCMOoNb30BaHUO 0benx BennyYuH. B npakTuyecKkoit pa-
6oTe ynobHO MCNOMb30BaTb NOPTATUBHLIN CMIMPOMETP, KOTOPLIA coveTaeT
CNUPOMETPUIO C GYHKLMEN HOHHOW NMYNIbCOKCUMETPUN.

HecoMHEHHbIM [OCTOMHCTBOM CMMPOMETPUN ABAAETCA O0OBEKTUBU-
3aums npobsieM C AbIXaHWEM M OLEHKA MporpeccupoBaHus 3aboneBaHus.
CnvpoMeTpus — 3TO HeJOpPOroW, yAo6HbIN, MOPTaTUBHBIA CNocob AMarHo-
CTUKRU HaprJEHMVI OblXaHWUA. K HeAoCTaTKaM OTHOCUTCA HU3KaA cneuun-
¢bUYHOCTb — cHUrKeHne obbema HEJT BcTpeyaeTcs He TONbKO Npu Helipo-
MblLIEeYHbIX 3a60/1eBaHMAX, HO U MpPU OMUPEHUW, CKONMOo3e, 3aboneBaHnAX
TKaHW nerkux. KpoMe 3T0ro, MeToa HefOCTYNEH ANA BbINONHEHUA OETAM
Maafwero Bo3pacTa, naumMeHtTaMm c bynbbapHbIM M nceBAo6YNb6APHBIM
CUHOPOMOM, fIMLLAM C HapyLlWeHWeM CO3HaHWA U NpobieMamMn B KOrHUTHB-
Hon cdepe. MMpaBUNBHOCTb U3MEPEHNUA 3aBUCUT OT orepaTopa U UCMONHU-
Tena. [Mpu HapyLweHNAX NpOTOKONA TecTa BO3MOMHKHbI KaK NCeBAOHOPMaSlb-
Hble, TaK U NCeBAOMATONIOMMYECKIME pe3ybTaThl UCCIEA0BAHMSA.

MeauKaMeHTO3HbIe MPO6bI (OPOHXONUTUYECKUIA TecT, BPOHXOKOH-
CTPUKTOPHbIV TECT) UMEIOT OFpaHNYEeHHOE UCMOJIb30BaHME B AMArHOCTUKE
HapyLEeHUA ObIXaHWA Y HEMPOMbILEYHbIX NaunMeHToB. VX npuMeHeHne BoO3-
MOMHO A5 ANArHOCTMKM CONYTCTBYIOLEN aCTMbl.

NMuroBana ckopocTb Kawnsa (MCK) — cneumanbHbll TECT ANA OLLEHKN
3pbEeKTUBHOCTU KawnA, UCMONb3YeTCA Y HEMPOMbILWEYHbIX NaLUEHTOB Mo-
MVMO OLIEHKU CMUpOMETpUYecKnx nokasatesnen. [JaHHbii nokasatenb Ao-
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CTaTOYHO MNPOCT AJIA U3MEPEHUA: NaUNEeHT OO/IHKEH MAaKCMMAIbHO CU/TbHO
NOKaLWNATb B CMMPOMETP BO BpeMA MpPoToKona GopCcMpoBaHHON CIMpoMe-
TpUK UK oTAeNbHO B NMKdnoymeTp. EAnHMLA n3MepeHnA NMKOBOW CKOPO-
CTW Kawna — A/MuH. [Npy BbINOAHEHUN CNMPOMETPUM AaHHbIV NoKasaTtenb
6yneT n3MepeH B JI/cek (M3HaYaIbHO MoKa3aTe b B NPOTOKo/e byaeT Ha3bl-
BaTbcA MNCB unu PEF), ona nepesoaa B N1/MWUH NOJSTyYEHHBIN pe3ynbTaT Hy K-
HO YMHOXWTb Ha 60. Npo HOpMbI MMKOBOI CKOPOCTYM Kalw A ByAeT CKa3aHo
HUKe.

OOHVMM 13 pedKO MCMNOJSb3yeMbiX NMoKa3aTenen ABAAETCA MaKCUMalb-
HOe MHCNUpaATOpHOe AaBjieHue Ha Bpoxe u Bbigoxe (MIP n MEP cooT-
BETCTBEHHO). VI3MepAlOTCA AaHHble MoKa3aTesM B CaHTMMeTpax BOAHOMo
ctonba. Kak v ons cnupomMeTpuun, Npu N3MEpeHnn Cusbl AblIXaTeNbHON My-
CKynaTypbl MOHO BOCMO/Ib30BaTbCA KaK CTaLMOHAPHbBIM, TaK U MOpTaTUB-
HbIM NprMbopoM. HenocpeacTBEHHO U3MepAs CUY AblXaTebHbIX MbILLL, Mbl
MOMEM CyauTb 0 BAWAHMM 60MEe3HN HaNpAMYIO HA AblXaTefibHble MbIlULbI.
OCHOBHbIM NpenMyLLecTBOM AAHHOMO MeToda ABAAETCA HernocpencTBeH-
Hoe u3MepeHue GYHKLMKU OblXaTeNbHbIX MbIWL; BMECTe CO CMMPOMeTpuei
Mbl MoslydaeM fdaHHble 0 QYHKUMKU AblXaTeNlbHbIX MbIlWL. TakuM 06pa3om,
B CJIOXKHOW KJIMHWYECKON CUTyaLuW, Mbl MOMKEM OMpefenunTb BKAaL cna-
60CTN OblXxaTeNbHOM MYCKynaTypbl B GpOpMUpPOBaHME pecTpuKkumu. [aH-
HbIi MOAX0[ O04YeHb yA06eH y NALMEHTOB C HelipoMblleYHbIM 3a60/1eBaHU-
€M 1 CKONIMOo30M, 0cobeHHO nepep onepaumen No KOppeKUUM NCKpUBIEHUSA
NMO3BOHOYHMKA.

M3 ocTaBlwIKMXCA METOLOB CreayeT yNoMAHY Tb KanHorpadwuio (M3mepe-
HMe napumasibHOro AaBMeHUA YINIeKNCIOoro ra3a B BblAblXaeMOM BO34yXe).
[aHHbI MeToA LWMPOKO pacnpocTpaHeH B aHecTe3nosiornm n obuiei pe-
aHMMAaTO/Or MK, U ABMAETCA XOPOLIO 3apeKoMeHA0BaBLIUM ceba MeToaoM
MOHUTOPWHra. Ero npuMeHeHne npu HelMpoMblLleYHbix 3a60/1eBaHUAX orpa-
HU4eHHo. Bo-nepBbix, ero nokasarenm MOryT OT/IM4aTbCA B NIy4LLYIO CTOPO-
HY MO CpaBHEHWIO C UCTUHHBIM ypoBHeM PaCO,; BO-BTOpbIX, 3MM304bl anHO3
[OMIKHbI conpoBoxkaaTbcsa nageHmeM PetCO,, Toraa Kak yposeHb PaCoO, by-
net pactu. B uenom Mbl He pekomMeHgyeM KanHorpaduio B KayecTBe pyTUH-
HOro cnoco6a OLEeHKN HapyLLIEeHWA AbIXaHWA Y HEAPOMBILIEYHbIX MALUEHTOB.
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3. HemuBa3suBHan MCKYCCTBEHHAaA BEHTUNALMUA
JIErKux: ocHOBHOE€ OGOPVAOBaHHe

HenHBa3unBHaa nckyccTBeHHaa BeHTUNAuna nerkmx (HUBJ1) — 31o me-
TOAMKA MpOBEAEHUA pecnupaTopHOW noadep:KKu 6e3 co3gaHuAa WCKyC-
CTBEHHbIX AblXxaTeflbHbIX NyTel. [1A npoBeAeHUs BEHTUAAUUKU TpebyeT-
€A cneumnanbHblii Npubop ¢ GyHKUMEN HEMHBA3UBHOW BEHTUIALMUN NIETKUX,
cneumanbHana MacKka v yBnaKHWTeNb. AKTyasbHbIM NapamMeTpoM npubopa
ana noMawHen HUBJ1 aBnseTcs ero nopTaTMBHOCTD (HU3KKIA BeC) Ans yaob-
CTBa NepeMeLleHna NnauneHTa c annapaTom.

YcnoBHo Bce annapathl VIBJT MOXHO pa3genutb Ha cnefytowme rpynmbl
(B.A.lUtabHuukmin, H0.B. CaBBa):

1. CraumoHapHble annapatbl MIBJ1. OcHoBHoOW perkum paboTbl — MHBa-
3uBHaA BeHTUNALMA, dyHrumA H/BJT npeactaBneHa B BUAe 4OMNOHU-
TefbHON onumn. PaboTaroT ¢ KUCTIOPOAOM M BO34YXOM BbICOKOI0 AaB-
nexHua (0T UEHTpPanM30BaHHOM 6ONbHUYHOM cMcTeMbl nogayn). Ectb
MollHaA 6atapen. [locTaToyHo MaccuBHbI npubop. [Ons ncnonib3o-
BaHWA Ha JOMY He MPUro4eH.

2. MopTatusHble annapatbl NBJ1. IMeloT persunmMbl BEHTUAALMK Yepes
TpPaxeoCTOMUYECKYI TPYORY U MacKy. MIMeloT He MeHee 4-5 peu-
MOB BEHTUNAUUKN. HeKoTopble UMET AOMONHUTENBbHYIO OMNUMIO BEH-
TUAALMKM C WCNONb30BaHMEM MyHAWTYKA. MoryT paboTatbh C Kuc-
NOPOAOM HU3KOro [AaBfieHuA (0T KWCNIOPOAHOr0 KOHLEeHTpaTopa,
KucnopoA nogaetcA B annapat VBJ1), HekoTopble Take MoryT noa-
K/II0YATbCA K UCTOYHUKY KMUCIOpo4a Mo BbICOKMM AaBnieHneM. Mime-
0T BCTPOEHHYI0 6aTapeto. MoryT paboTaTb C BHELWHWMU yBNAKHUTE-
NAMUW pa3NnyHbIX Npou3BoanTesnen. JJoCcTaTo4HO KOMMNAKTHbI, UMeT
HebonbLoW Bec (4o 7-8 Kr). iHcnvpaTopHoe AaBfieHWe, KaKk nNpasu-
no, He 6onee 65 cM BoA. cT. [purogHbl ANA UCMONb30BAHUA HA AOMY
1 BHe goma.

3. MNopTaTtusHble annapatbl HUABJT Tuna BiPAP. ViMeloT pernmbl BeH-
TUNAUMW TONbKO Yepe3 MacKky. Kak npasuio, MelT 40 5 pexnumMosB
BeHTUAAUUK. MoryT paboTaTb C KWC/IOPOAOM HU3KOMO [aBNEHUs
(0T KMCNOPOAHOIO KOHUEHTpPATOpPa, KMCI0po4 NoAaeTcA B KOHTYp/
MacKy 4epe3 creumanbHbii agantep). MHcnnpaTtopHoe paBneHue
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[0 40 cM Bog. CT. HekoTopble UMetoT BCTpoeHHyto 6aTapeto. Micnonb-
3yI0T CBOWM COOGCTBEHHbIN yBRarkHMTeNb. ObnafaT MasbiM BECOM
1 pa3mepamu (8o 5 Kr). MpuroaHbl 41A MCNOMb30BaHMA Ha AOMyY. BHe
[oMa (Hanpumep, ANnA NPOrysok) — TOfIbKO NpU Hanu4uMmn 6aTapeu, Ko-
TopanA 4YacTo MAET KaK AOMOMHWTENbHASA ONUMA Npu NpuobpeTeHun
annapata H/BJI.

. Annapatbl HUBJ1 gna Tepanuu anHos Tuna CPAP. HeakTyanbHbl Ana

naymneHToB C HEVIpOMbILIJE‘-IHbIMVI 3abo1eBaHAMMU.

Puc. 5. BHewHuii Bug ogHoro u3 annapatos VIBJ1 gna gomawHern BeHTUnALMM
(4epe3 TpaxeocToMy UM Macky)



4. UnTtepdeiic ANA MACOYHOW BEHTUNALIUM JIETKUX:
oco6eHHOCTH Bbi6opa MacKu

Bbibop MacoyHoro uHTepdeiica fABNAETCA K/OYEBBIM MOMEHTOM
npu nogbope annapata HUBJI. UHTepdeiic ans MacoyHol BEHTUAALUN —
3TO crewumanbHas NIacTMKoBaA MacKa C CUIMKOHOBBIM 060KOM U 31aCTUY-
HbIMW 3acTexkamu. CylwecTBYIOT pa3Hble TUMbl MAaCOK — pPOTOHOCOBbIE,
HOCOBbIE, KaHIOJIbHbIE M MOJIHOMMLEBbIE. [lepBble MOKpbIBAIOT NNLLIb 06/1aCThb
HOCQ, BTOpble — POT M HOC. 3TO CaMblii YaCTbI BapuaHT Macku gna HYBJIL.
bonee peakne BapnaHTbl — 3TO HOCOBbIE KaHIOAW, NOHOMMLEBAA MacKa
(NoKpbIBaeT BCe NUL0), pOTOBAA Macka C HOCOBbIMU KaHonAMKU. Cpeam po-
TOHOCOBbIX MAaCOK TaKe BbIAEA0T MaCKM € 1060BbIM yNopoMm U 6e3.

HocoBble MacKu sBnawTCcA Haubonee nonynAapHbiMn cpegn naumneH-
TOB U Bpaqe|7|, O0HAKO BO MHOIMX cniydyadax nx He npeannaratoT naumeHTy, n3-
Ha4a/lbHO CHUTAA, YTO UX 3CID¢EHTMBHOCTb 6y,EI,ET HM3KOW. K HECOMHEHHbIM
npenmMyulectesamM cnengyeTt oTHeCTU NpPoCcToTY UCNONb30BaHUA, HU3KNIN BecC
M Manyto njiowab KOHTaKTa C KOM<el, BO3MOXHOCTb 4/1A NaumeHTa pa3ro-
BapuBaTb; K HeAOCTaTKaM — HEBO3MOMHOCTb MCMNOJIb30BaTb NPV 3a/10eH-
HOCTU HOCa, YTe4YKn 4epes poT. BoNbWMHCTBO OETCKMX MAaCOK — HOCOBbIE.

PoToHOCOBble MacKU He MeHee NMOoNynApHbl Y Bpayen 1 y nauneHToB.
K npeumyliectBamM cregyeT OTHECTM UX pa3Hoobpasue, CHUXKeHWe yTeu-
KM 32 CYeT 3aKpbiTUA pPTa; K HegocTaTkaM — 6oMbLWON BEC U FPOMO3A-
KOCTb, HEBO3MOXHOCTb NauNeHTy FPOMKO FroBopuTb. Kpome Toro, ana ge-
Tel He CyleCcTBYeT cneunanbHOM MoAenn poTOHOCOBOM Macku. BapuaHT
C ynopom Ha 1106 MeHee ynobeH, Ho 6onee 3¢ deKTMBEH B NnaHe Nnpodunak-
TUKWN Yy TEUKMN.

KaHlonbHaA Macka npeacrtasndeT coboii Macky, KoTopasa BCTaBnA-
eTCA BHyTpb Hoca. Takyl MacKy Bcerga cieayeT NpensoXuTb naumeH-
TaM C NPoNeRHAMU Ha nepeHocuLe. K corkasnieHunto, Takana Macka He MOMKeT
yaepaTtb 6onbluoe gasneHune (6onee 25 cM Bof. CT.) M MO3TOMY He BCceraa
MOMKeT BbITb UCMONb30BaHa B Tepanuu.

MonHonuueBasa MacKa NnosIHOCTbIO MOKpbIBaeT N1LO — OT /16a Ao noja-
6opofKa. Takme ABNAETCA afibTEPHATMBHLIM BapuMaHTOM MpU pPasBuUTUK
nponexHelt Ha nuue. OCHOBHBIM HEOCTATKOM fABsAETCA 6osblWwan yTevka
npv NpoBeAeHUN BEHTUAALNUN.
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PoToBasa MacKka ¢ HOCOBbIMM KaHIOIAMU ABNMAETCA peAKNM BapuaH-
ToM, ob6nagaeT NperMyLLeCTBOM Ha3asibHbIX KaHI0/b, @ NpobaeMa yTeukm
N30 pTa pelaeTca yCTaHOBKOW POTOBOWN MAaCKMW.

Y BCcex Npou3BoAuTeNeil pecnupaTopHoro obopynoBaHnA cyllecTeyeT
HEeCKO/IbKO BapMaHTOB MAaCOK, MHOTME U3 KOTOPbIX OT/IMYAKTCA HE TOMb-
KO TUMOM U/ pa3MepoM, HO U UHAMBUAYASbHBIMKU 0cobeHHoCTAMU. B Ko-
HEYHOM UTOre OMTMMAJIbHBIM pelleHneM AA KIMHUKK byaeT npuobpeTte-
HME KaK MOHO 60/bLUEro YMcia pasfiMiHblX MacoK ANA UHAMBUAYAIbHOMO
nonbopa Ana Kaxaoro nauneHTa.

Kpome pasgeneHnA Ha BbllleyKa3aHHble TWMbl, cywecTByeT GYHKLMU-
OHaJ/lbHOe pa3jefieHne Macok Ha vented (BeHTUAMpPyemyio) 1 non-vented
(HeBeHTUAMPYEMYIO):

«Vented Macku OTIMYAOTCA Hanu4meM 6enoro Mpo3payHoro Hocu-
Ka. CyTb JaHHOM Macku B TOM, YTO BblJOX BO34yXa OCYLECTBAAETCA
yepes crneumnanbHbie MUKPOOTBEPCTUA Ha MacKe.

« Non-vented Macku oTan4alTCa HaNM4YMeM CMHEro HocMka. B gaHHoMm
C/lyvae BblAOX OCYLLECTB/AETCA Yepe3 KNanaH Bbl4oxa KOHTypa anna-
pata MBJI1. Non-vented Mmacka npegHa3HayeHa gna nposegenns HMBJ
B CMTyaummn, Korga annapart ncnonb3lyetca B perkume VIBJT c KoHTypoMm
N KNnanaHoM A/1A NepeKtoveHns BAoXa M BblAoXa.

Puc. 6. OguH 13 BapnaHTOB AETCKOWM Ha3asibHOM MacKku ansa nposedenva HVBJ
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5. [ipeHa)X MOKpPOTbl KaK HeOTbEM/IeMaA 4YacTb
pecnupaTopHOi NoAAEpPIKKU: METOAbI U NPU60PDLI

HaKk roBopw/ioch BbllLe, M0 Mepe NporpeccupoBaHnA HEMPOMbILLIEYHOI O 3a-
6oneBaHNA y NaLMeHTa OTMEYAeTCA MAAEeHMEe He TOMbKO MoKasaTtesnen cnu-
poMeTpun, Ho U 3GEKTUBHOCTM Kalna. HapylleHve Kalna npyMBoaMT K 3a-
CTOI0 MOKpOTbl M K Pa3BUTUIO MHEBMOHWM, YTO MOXET ABMATbCA NMPUYNHON
OCTPOW AblXaTe/IbHOW HEOCTATOYHOCTU U MPUBOAUTD K JeKOMMNEeHcaLum Xpo-
HMYecKol. Mcnonb3oBaHve annapara OTHalIMBaTeNAa ABNAETCA eAUHCTBEH-
HoWi MepoW NpodUNaKTUKN Takmx 0b6ocTpeHuii n 3¢ beKTUBHON Mepoli nedeHus
pa3BMBLLENCA OCTPOM U XPOHMYECKOW AblXxaTe/IbHOM He[oCTaTOYHOCTU. Henb3A
roBopuTb 06 3PPEeRTUBHON BEHTUAALMM 63 MCMOIb30BAHMA OTKALLMBATENA
C NpaBW/IbHO NOA06PaHHLIMU perruMamMu. Bce ycunus no HacTpolike annapa-
Ta HVBJ1 6yayT HanpacHbl Npy NEPBOM CEpbe3HOM 3MU30/e 3aCTOA MOKPOTHI.

CyulecTByeT HECKONIbKO CMoCOb6OB APEHMPOBAHUA MOKPOThI: MEXaHuye-
CKMe U py4Hble. MocnegHne MeHee 3G deKTUBHbI, HO 6onee LOCTYMHbI.

5.1. Mpubopbl ANA MEXaHNYECKOro APEHNPOBAHUA MOKPOTDI

Cpeon MexaHuW4yeckux crnocoboB ANS HeMpOMbIEYHbIX MaLMEeHTOB
Ha nepBoe MEeCTO BbIXOAUT MexaHW4Yeckuii nHcypnaTop-akcybaTop, KOTo-
pblii Yalle Ha3blBalOT NPOCTO OTKawMBaTeNb. [puHUMN paboTbl Npubo-
pa 3aK/ilo4aeTcA B Pe3KOM Nnepenage Mexay NofoHuTeIbHbIM AaBNeHNEM
Ha BAOXe M OTpuULATeNbHOM AaBfeHUMU Ha Bblgoxe. OgHU oTKalMBaTenu
MUMEIT BO3MOMHOCTb NMOACTPaAnBATLCA NOA AblXaHWe NaLMeHTa U CUHXPO-
HM3MPOBaTb BAOX MaLMeHTa C HavyasioM rnpouecca OTKAWIMBaHWA, Apyrue
OTKALMBATENIM UMEIOT TaKNE JOMNOHUTESIbHbIE OMLMU, KAK BO3MOMCHOCTb
paboTbl B perkMMe NepryccnoHepa uamn paboTbl C BUOPOKMIETOM.

Puc. 7. OavH 13 BapraHTOB MexaHW4eCKoro MHcydnaTopa-aKkcypnaTopa (oTKalumsaTens)
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AnbTepHaTMBHBLIM NPU6OPOM ANA APEeHUPOBAHNA MOKPOTHI ABNAETCA an-
napaT nepryccuoHep. [pvHuMn paboTbl JaHHOro npubopa — BbICOKOYA-
CTOTHblE KonebaHWA, KoTopble NepefatloTCcA B AbIXaTe/bHble NyTW Yepes cre-
uManbHbll npubop — ¢asnTpoH. B pe3ynbtate dpopMupyeTcs gaBneHue
B 6oniee MesIkMx AbIxaTesbHbIX NyTAX U obecrneyvBaeTcAa bonee BGbICTpbI
K/IMPEeHC MOKPOThLI. B LenoM cnepyeT ckasatb, YTO CMELMANnNCTbl He PeKo-
MeHIyloT pyTUHHOE UCNoMb30BaHWe AAHHOMO Npubopa y HENPOMbILLEYHbIX
60/1bHbIX, HO AaHHbIM NMPUMOOPOM MOXHO BOCMOSIb30BATHCA B AOMOSIHEHUE
K OTKaLLvMBaTe o, NpU NPOTMBOMOKA3aHUAX K OTKALLIMBATESt0 MW NPU He-
3¢ PeKTUBHOCTU NOCNedHero (HanpyMMep, Npu Konnance ropTaHn Ha BblAo-
xe). lMepKyccmoHep XopoLLo 3apeKoMeHoBan cebs B Cliyvae 06CTPYKTUBHBIX
3aboneBaHuii Nerkux (HanpyMMep, y NauneHToB C MyKOBUCLMO030M).

Ewe oguH annapat — N8 BHELWHUX OCLMANALWA TPYOHON KNEeTKU —
UrpaeT orpaHUYeHHy posib B APEHUPOBAHUU MOKPOTbI Y HEMPOMbILLEYHbIX
nauneHToB. MNpuHUMN ero paboTbl — BHeLHWE KonebaHUa rpyAHON KNETKY,
KOTopble GopMUPYET CreLmanbHbIA HUIET C KOMIMPECCOPOM.

AcnvpaTop MOKpPOTHI (3/1IEKTPOOTCOC) — 3TO BarKHbI NpMbOp As caHa-
LMW BEPXHUX AblXaTebHbIX MyTel, HO OH He MOXeT 3aMeHNTb COBPEMEHHbIe
Npuo6opbl A/1A OTKAW/IMBAHNA, TaK KaK 6€3 MOCTOPOHHEN NOMOLLM NPaKTU-
YeCKU HeBO3MOXHO BBECTU TPYOKY B Tpaxeto.

5.2. Py4yHble MeTOAbl PEHMPOBAHNA MOKPOTDI

K py4HbiM MeTonaM ApeHWpOBaHWMA MOKPOTbl ClefyeT OTHeCTU WUC-
nosib3oBaHue MewkKa Amby (Breath Stacking), py4Hble KOMMApeccun rpyaHoi
KJIETKK, coYeTaHue 3TUX ABYX METOZO0B.

C nomoulbio MelwKa AMBY MaUMeHT MOXKeT CAeNliaTb MAaKCMMASbHO ly-
60KMI BAOX, COOTBETCTBEHHO YBEMYMB 06beM Bblfoxa. [Insa AaHHON MeTo-
VKM HeobxoaMMa xopoluas Koornepauusa ¢ naumeHTom. Bapociomy nayuen-
Ty TpebyeTcs 2-3 HaKaTua MelwKa AMOY AA NMOMHOMO PacKpbITUSA JIEMKUX.
YcnnuTb BbIAOX MOXHO, CAABAMBAA FPYAHYIO KNETKY B NepegHe3adHeM nan
B OOKOBOM pa3Mepax. TaKKe MOMHO OCYLWeCTBATb CAAB/IEHVE HMBOTA
W HanpaBiATb TONYOK Ha AnadparMy (4To-To Bpode MaHeBpa Xanmamxa).
[na coyeTaHua 3TuUX ABYX METOLOB MoTpebyeTcA ABa Ye/loBeKa — OAUH
ObILWT C NOMOLLbI MelKa AMby, BTOPOI NPOBOAMT KOMIMPECCUIO FPyAHOM
KneTku. Y HekoTopbix annapatoB HVBJT ecTb dyHKuusA 6onee riaybororo
BLIOXa, KOTOpasA MOMET 3aMEHUTb BAOX MelKoM AMOy, B TaKOM cjlyvae oT-
KaluMBaHMe MOMeT OCYLLeCTBAATLCA C MOMOLLbI OQHOMO Yesl0BeKa.
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6. UcKyccTBeHHaA BEHTUNALMA JIErKUX yepes
TPaxeocToMy Ha AOMY: ocob6eHHOCTU o6opyaoBaHuA
U opraHvsaumm

[nAa npoBeaeHnA NCKYCCTBEHHOM BeHTURALMKN nerkmx (MBJ1) yepes Tpa-
XeocToMy TpebyeTcsa 6onee CI0XHHbIN HAbop 060pyAOBaHNA U PACXOAHBIX
MaTepu1anos.

Annapat UBJIL. MNperge Bcero Tpebyetca Hanmume npubopa ¢ GpyHK-
umen VIBJT yepes tTpaxeoctomy nnmn VIBJT yepes tpaxeoctomy+HWBJI. [aH-
HaAa dyHKUMA nopgpa3ymeBaeT 24-4aCoBYI0 BEHTUIALMIO U HafMume cre-
LMasibHOrO KjanaHa Bblgoxa A/1A BblBeAEHMA BO34yXa, KOTOPbIN NauneHT
BblgbIxaeT. KpoMe Toro, npubopbl C KOHTYPOM BLOXa W BblJ0OXa MOTYT MO-
HUTOPMPOBATb NMOKa3aTeNM JIEFrOYHOW MeXaHUKN. Y npubopos 06A3aTesIbHO
npucyTCTBYET MollHan 6aTapes Ha HECKOJIbKo YacoB becnepeboiiHoli pa-
60Tbl. HenatenbHo, 4yTobbl annapat MBJ1 6bin nerkum (He 6onee 5 Kr), Mo-
6VNbHBIM (415 MPOTY/IOK Y TPAHCMOPTUPOBKM 6O/IBHOIO), KOMMAAKTHBIM, Ma-
NOWYMHBIM U 06/1ajaN MHTYUTUBHBIM MHTEpdEncoM.

Kpome annapata VBJ1 ona geTten mnapwero Bo3pacTa 06A3aTesbHO,
a AnA cTapliero Bo3pacTta XefaTenbHO HanynMe akTUBHOIO YBAAXHUTe-
nAa. ONTMManbHO MCNOMb30BaTb YBAAMHUTENb C BHYTPEHHEW NMHUER no-
forpeBa KoHTypa, ocobeHHo y AeTei B Bo3pacTe fo 1 roga. [inAa 6onee
CTapLlumx AeTen n AN1A B3pOC/ibiX MOXHO M0JIb30BaTbCA NACCUBHBLIM TEMJI0-
B/1aro06MeHHbIM GpUNLTPOM.

Y peteri BeCoM OT 5 Kr 40 22 Kr *KeflaTe/IbHO UCMO0JIb30BaTbh KOHTYP Au-
amMeTpoM 15 MM, y feTel BeCOM 0 5 KF — KOHTyp AvameTpom 10 MM, y ge-
Tei BecoM bofiee 22 KIr — KOHTYp AvameTpom 22 mM. Annapat UBJ1 non-
YEH MMETb BO3MOMHOCTb pab0TaTh C KOHTYpPaMM pa3HbiX [UAMETPOB.

[nAa naumeHTOB C HOBLIM 1 6/y annapaToM 06s3aTesibHO UCMO/b30BaTb
aHTMbaKTepuanbHble GbunbTpbl B KOHTYpe VBJI.

Y naumeHTa OO/MKHbI 6bITb B HA/IMYUM KaK MUHWMYM OfHA CMeHHas
TpaxeocToMMU4yecKan Tpy6Ka v elle ofHa, Ha pa3mep MeHbLie. 1A cMe-
Hbl TPAXeOCTOMMUYECKOM TPYOKM Bcerga [Ho/KeH OblTb OOCTYMNEH aHe-
cTe3npylowWwnii refib (Mpy anneprm Ha NNAOKAUH MOXKHO BOCMO/Ib30BaTh-
CA MMLEPUHOM), By 1 MPOBOAHMK, HAOOP aHTUCENTHUKOB U NEPEBA30YHBIX
MaTepuanos.
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Y naumeHTa AoKeH 6biTb B JOCTAaTOYHOM KoMyecTBe HAbop pa3HbIxX
CaHaUMOHHbIX KaTeTepoB, KaK KPYyMHbIX, TaKk U MEeNKKX, U3 pacyeta Mu-
HUMYM 1 Ha JeHb ONA TPaxeoCTOMbl M KaKk MMHUMYM 1 B AeHb AnA Hoca/
pTa. ONTManbHo 6paTb pacyeT Kak MUHUMYM 30 WTYK Ha MecAl Ans Tpa-
Xe0CTOMbl U Kak MUHMMYM 30 WTYK Ha MecAl Ana Hoca/pta. AnAa nauwm-
€HTOB TaKMe HeobXxoaMMo UMeTb Habop GUILTPOB M3 pacyeTa 1 Ha [eHb,
M-06pa3Hble NnepexoAHVKM U3 pacdeTa 1 B HEHAE/0 U KOHTYPbl U3 pacyeTa
1 Ha 28 gHen.

Heobxoamnmo obycTponTb 6bIT AOMA C y4eTOM noTpebHOCTen naumeH-
Ta, NpopaboTaTb OrUCTURY NepeaBUMKeHWA Mo KBapTUpe (KynaHue, npuem
nULLKM, NepecTuaaHune, BbIXo4 Ha ynuuy). HenaTefibHO pacnosioxeHue pac-
XOOHbIX MaTepuanosB Mo NMOHATHOMY BCEM MPUHLUMUMY COPTUPOBKK (Hampu-
Mep, Mo TUNYy 1 GyHKLUN).

KpoBaTb foni*KHA ObITb pacnosfioxeHa B LIEHTPe KOMHaTbl, YTOObl Kak
MWHUMYM C TPEX CTOPOH Obl/1 LOCTATOYHO YAO06HbI JOCTYN, *KenaTelbHo —
dyHKUMOHabHAA C 3fiekTponpuBoaoM. CrieayeT NpoBECTU KaK MUHUMYM
BOCEMb PO3ETOK AJ/1A MauMeHTa, MenaTefbHo cefaB TakK, YTobbl nonHan
Harpyska He BblbrBaia Nnpobku B fome.

JononHutenbHoe o6opyaosaHue ana UBJ1 Ha gomy: o6s3aTesibHO
LOJIHO 6bITb 1B acnupaTopa (04WH U3 KOTOpbIX JOMIHKEH ObITb MOpPTaTUB-
HbIi C aBTOHOMHOW 6aTapeeii AN1A CNOb30BaHNUA Ha yuue), MewoK AMby,
Hebynansep 1 nepexofHUKN Ans KoHTypa VIBJ1, npyKpoBaTHbIN Ny/bCOKCU-
METP U Ny/IbCOKCMMETP AJ1A NMPOry/ioK, OTKALNBATE b (*enaTenbHo). He-
NaTesibHO UMeTb UCTOYHMK HGecnepeboiHOro NUTaHWA (MHBepTOp C 6baTape-
eli) ana pabotbl 060opynoBaHUA 6€3 BCTPOEHHOr0 aKKyMynATopa B C/y4vae
nepeboeB C 37IeKTPO3HEpruen (acnupaTop, KOHLEHTPaTop KUC/aopoaa, He-
bynaisep, yBNarKHUTEb).
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7. Moka3aHuA ANA HaYaNa HEeMHBa3UBHOM
BEHTU/IALIMM JIErKUX: YCTOABLUMECA NOAXOAbI
M COBpPEMEHHDbIE PEeKOMEHAALUMN

Mpex e yeM NepenTun K NoOKa3aHUAM K Havyasly HEMHBA3WBHOW BEHTUNA-
uunu nerkmx (HUBJ1), cnepgyeT yka3atb Ha HEKOTOpble 0COBEHHOCTU HaYana
camon npoueaypbl H/BJI.

Y nauueHToB Mnajwero Bo3pacTa Havyano HEMHBA3VWBHON BEHTUAALMUN
MOKeT 6bITb TPAaBMUPYIOLUM OMbITOM, MO3TOMY C/leyeT BHUMATE/IbHO OT-
HeCTUCb K CUMNTOMaM NaLMeHTa U MOMHUTb, YTO HA afanTauuto K annapa-
Ty MOXKeT 6bITb NoTpaveHo 6onee Hedenu. Heo6Xo0A4MMO HAaYMHATH BEHTU-
NALMIO KAK MOXHO paHblue. Eciv pelleHve o Havane BEHTUAALUM NPUHATO
NMo3[HO, TO HeraTMBHAA peakuus Ha anmnapaT MOMKET HAHEeCTU CyLeCTBEH-
HbIli Bpe[ NaLueHTy, TaK KaK OH He bydeT nosyyaTb HeobXxoauMon emy pe-
CNMPATOpPHOI NOALEPHKKN BOBPEMS.

7.1. O6wme Kputepum gna Hadvana HABJ1 npy HelpoMbILLEYHbIX
3a6oneBaHuAX

HerHBa3uBHyO BEHTUNALMIO IErKUX CleflyeT NpeanoK1UTb BCEM NaLu-
EHTaM C AMarHo30M HelpoMbIWeYyHoro 3aboneBaHnsa Npyu HaAMuuK ciegy-
OLNX KpUTEpPUEB:

« ®HEJT <50% nnm MIP <60 c™M Boa. CT,;

« PaCO, > 45 MM pT. CT., AHEM B COCTOAHUM MOKOA;

« CHueHne Sp0, <88% B TeueHue bonee 5 MUHYT NoapAa.

[aHHble pekoMeHZauuu 6binyM ony6nuKoBaHbl B KypHane «Chest»
B 1999 roay, n [0 CMX NOp BO BCEM MUpe Yalle BCero OpUeHTUPYIOTCA Ha HUX
Npu OLLeHKe MoKa3aHui K BeHTUNAuuu. N com gaHHbIX peKkoMeHaaunn As-
nAeTCcA MpocToTa M AOCTYMHOCTb OCHOBHbIX METOAO0B AMArHOCTUKK. Mu-
Hyc — npuBA3Ka K KWC apTepnanbHoOi KpoBuW, YTO ABNAETCA AOCTATOYHO
No34HMM MNpOABMEHMEM [ObIXxaTe/lbHOM HeJoCTaTO4YHOCTU U He Bcerga [o-
CTYMHO y geTen.

B 2010 rogy HemeuKMM 06L1eCTBOM MybMOHOOMOB ObIN BbINYLLEHbI
KNMHMYeCKne peKoMeHAaL M1 Mo AbixaTeslbHOW HegocTaTouHocTu. B pa3sge-
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ne «HelipombileyHble 3aboneBaHUsA» ObIIN NpeanoKeHbl cnegyolme pe-
KoMeHaauuu:

« PaCO, = 45 MM pT. CT.

« HouHas runeprantua PaCO, = 50 mm pT. cT.

» JHeBHana HopMaKanHua n pocT PtCO, Ha = 10 MM pPT. CT. HOYbIO.

« bbicTpoe 1 3HaunTenbHoe nagerHue HREJ.

« Mepen onepauueit c 06wWMM Hapko3oM n HEJT <60%.

« bepeMeHHOCTb.

« OfblWKa B NOKoe (KaKk naniMaTuBHaA Mepa).

JTo nepBble peKoMeHAAUMK, rae 6bif10 peleHo 0TKa3aTbCA OT HOYHOW
Ny1bCOKCMMETPUM B MoNb3y 6oriee [OPOroi UpECKOMKHON KaMHOMETpUw.
[eAcTBUTENbHO, HOYHAA MYSIbCOKCUMETPUA HE MOXET OT/IMYUTb TMMNOBEH-
TUMALMIO OT APYroro BapuaHTa AblXxaTeslbHOM HEJOCTATOYHOCTU. VIMEHHO
MoBbILLIEHWE NapLMUabHOr0 AABEHNUA YINIEKUCIOro ra3a ABMAeTca 0CHOB-
HbIM MPOABNEHNEM [bIXaTe/IbHOW HEeAOCTATOYHOCTM Y MaUWEHTOB C Hein-
poMbilleYHbIM 3aboneBaHneM. M3 apyrux OOCTOMHCTB cieayeT 0TMeTUTb
CHuKeHue ypoBHa PaCO, go ypoBHaA 45 MM, C KOTOPOro Heo6Xo0AUMO Hauu-
HaTb BEHTUAALNIO NErkux; HE06X0ANMOCTb BEHTUAALUM NPU 6epeMeHHOCTH
M BO3MOMHOCTb Ha3HAYNTb BEHTUIALMIO NMPU BbICTPOM NPOrpeccupoBaHnm
3abo0n1eBaHusA elle A0 ero Havana.

JaHHble pekoMeHZauuM yHMBEpCa/bHbl. VIMM MOXHO MONb30BaTbCA
B C/ly4ae HeyTOYHEHHOro HelpoMbllweyHoro 3abonesanua. [1na Takmx Ho-
3onoruid, kak CMA, M, BAC, pa3paboTaHbl creynanm3npoBaHHble peKo-
MeHAaLMN, KOTOpble YUYNTHIBAIOT 0COBEHHOCTM KarkAoro 3aboneBaHus.

7.2. Noka3aHnA n npoTusonokasaHva anAa Hayana HNBJI
Npu oTAENbHbIX COCTOAHUAX U BUAAX HEMPOMbILLIEYHbIX
3aboneBaHum

AnAa nauuMeHTOB €O CNUHa/NIbHOW MblweyHoi aTtpodueirn (CMA),
npexne Yem NpuHATb pelleHne 0 BEHTUIALUN, HeobXoOANMO MOHATb, K Ka-
KOM TUNy OTHOoCUTCA nauumeHT. BoigenatoT Tpu Tuna CMA: non-sitter, sitter,
walker, To eCTb He CcUaAYUn, CUOAYUIA 1 Xo0OA4YNM NaumeHT. [JaHHaA oueHKa
BbIMOJIHAETCA HA MOMEHT oCMOTpa.

[Ons nauneHToB, Y KOTOPbIX COXpaHeHa CMoCcoOGHOCTb XoAWUTb (TWn
walker), Kak npaBusio, He TpebyeTcA pecnMpaTopHO NOAAEPHKHU, UCMOSb-
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7. NOKA3AHWA ANA HAYANIA HEWHBA3SUBHOW BEHTUAALMMN NETKNX: YCTOABLUIMECA NOAX0AbI U COBPEMEHHBIE PEKOMEHAALMN

30BaHMe OTKalLAMBATeNA TOIbKO MpW NafeHUn noxkasaTena NUMKOBOW CKO-
pocTv KawnA. [1na naumMeHToB, KOTOpble HE XOOAT, HO KOTOPbIE MOTYT CUAETb
caMocToATeNbHO (TUn sitter), o6A3aTeNibHbIM ABAAETCA UCMO/Ib30BaHNE OT-
KalnuBaTena He3aBMCUMO OT NoKasaTesien Cunbl Kawna. VMicnonb3oBaHue
HVBJ1 — cornacHo nokasaHuaAMm, npeactaBfeHHbIM Bbiwe. [11A nauneHTos
Tuna non-sitter o6A3aTesibHbIM ABMAETCA UCMOJIb30BaHNE N OTKalLMBaTe-
nAa, n HUBJ1, He3aBMCMMO OT NOKa3aHWM AblXaHUA.

Ona naymeHnTtoB ¢ MA /[ Heobxoanmo onpenenuTb cTaguto 3abonesa-
HuA. CywecTByeT 5 cTaguii: 1-A — gocMMnToMHaA (6e3 KIMHUYECKMX Npo-
asnenuit M L); 2-A — paHHAA aMbynaTopHas (NaUMeHT MOXKeT XOAUTb,
3a6vpaTbCA Ha eCTHULY, eCTb U3MEHEHWUs MOXOAKM); 3-A — Mo34HAA aMby-
natopHan (MauMeHT NoXo XoANUT, eCTb U3MEHEHME 0CAHKN, NALNEHT HE MO-
HeT 3abpaTbCA Ha NleCcTHULY); 4-9 — paHHAA HeambynaTopHaaA (MauneHT
He XO[UT, HO MOXKeT 006CyHRMUBaTh cebs); 5-A — No3aHAA HeaMbynaTopHas
(MAUMEHT He XOAUT U He MOXKET 0b6CyHMBaTb Cebs).

OpHOBpEMEeHHO ¢ pa3BuTUeM 3abosieBaHUsA pa3BMBAETCA AblXaTebHaA
HeOCTATOYHOCTb U 3aCTOM MOKpOThIL. Kak npaBusio, y NnaumMeHToB C amby-
NaTopHoOV cTafuel He TpebyeTcA NpoBefeHNA PecnMpaTopHO NoAAEPHKM
WM OTKALLIMBAHUA MOKPOTHI. Y NaLMEHTOB C paHHel HeamMbynaToOpHOM cTa-
Lnen TpebyeTcA oLeHKa NnokasaTesiei AbixaHua, 415 onpefeNieHus nokasa-
HWI K pecnupaTopHoli NoAAepHKKe U OTKALWIMBAHUIO COTMIACHO 06LLEeNpUHSA-
TbIM NMOKa3aHNAM. TaKkKe MOX¥HO BOCNo/b30BaTbCA n3MeperHemM HEJT nan
OHEJI. PekomeHayeTcAa ncnonb3oBaHue oTkawnueatena npu HREJT nan
npvt @HEJT Hnyke 50% oT AoNHHbIX, pekoMeHayeTcA ncnonb3osanHve HVBJI
npu MEJ1 vnu npu ®HEJ HuKe 40% oT 4ONMHbIX. [N naumMeHToB Ha nNo3a-
Hel HeaMbynaToOpHON CTaAnW peKOMEeHAYeTCA Ccpa3y NpUCTynaTh K UCMOSb-
30BaHuio oTKawnmeatena n HABJI.

Ona nayneHToB c 60KOBbIM aMUoTpodpuUecknm ckneposom (bAC)
TaKM¥e CylWwecTBYOT cBoM noaxoAbl AnA Havana HVIBJI. Tpu cHuxeHun
OHEJ1 Huxe 80% OT OOMMHbBIX U NPU HANMYUM CUMNTOMOB FMMNOBEHTUNA-
umMn unm odbiwkn cnepyet npegnoxuntob HUBJI. Takxe HUBJ1 cnepgyet uc-
nonb3o0BaTb BCeM Npu cHukeHnn OHEJ] HurKe 50% 0T JOMMKHBbIX.

Ons opyrux, 6onee pefkux, HO30M0MMIA He CYLWECTBYET CreumanbHbiX
peKkoMeHaaumni, no3ToMy nokasanua ana HUBJ1 n oTkawnmusatena moryT
OblTb OOLMMM COrNAcHO MPUHATBIM peKoMeHAaUUAM Mo BEHTUNALUU Hel-
POMBbILLEYHbIX MALMEHTOB.

29
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OTpenbHo cnepyeT paccMOTpeTb MOKasaHUA ANA BEHTUAALUM
npu ocTpo AbixaTe/ibHOW HegocTaTouHoCcTU. MeTog Beibopa pecnupa-
TOPHOW NOAAEPHKN NPU OCTPON AblXxaTeNbHON HegocTaTouHoCT — HNBJI.
Cnegnyet Bcerga nonpobosate HUBJ1 nepen nHTy6aumein n UBJ. Kaxabii
3Nn304 MHPEKUMOHHOro 060CTPEeHNA MOXHKET NOTPeboBaTh NCMOJIb30BAHMA
oTKawnmesaTens.

Mokasanua ana HVIBJ1 npu ocTpon AbixaTenbHOM HeJOCTaTOYHOCTU:

« Ph < 7,35 n PaCO, > 45MM pT. CT.

+ Mnpekc Pa0,/FiO, < 200.

+ OapllWwKa B Nokoe (CybbeKkTUBHOE OLWyLLEHNE AbIXaTebHOMO ANCKOM-
dopTa).

« TaxunHo3 6onee 30 AbiIXxaHWii B MWHYTY, UCMONIb30BaHWe BCroMora-
Te/IbHOW AblXaTeNlbHON MyCKyNaTypbl.

« [MapagoKkcanbHoe AbixaHue.

MpoTtuBonoka3sanusa ana HUBJ1 v nokasanusa gnsa UBJ (c uHtybaume
WK C YCTAHOBKOM TPaxeoCTOMbI):

« LLlok nto6oit 3Tnonorum.

- Homa, He cBA3aHHaA C rmnepKanHuen.

+ MoKpoTa, KoTopanA He caHMpyeTCA C MOMOLLbIO OTKAlLAMBaTeNA.

« KnnHnyeckan cMepTb.

» HeaddpeKTMBHOCTD UK HenepeHocumMocTb HABJI.
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8. OcHoBHbIe NoKa3aHuA anAa gautenbHou UBJ
yepes TPaxeocToMy Ha flOMY

B otnnune ot HUBJ1 gna gnutensHon goMaluHen VIBJ1 yepes TpaxeocTo-
My He pa3paboTaHo YeTKUX KpUTEpUeB A1A HaYana BeHTunAumu. MNpu Heil-
pOMBbILIEYHbIX 3260/1€BAHMAX CYLLECTBYET TPU CLieHapus nepesoja Ha Anu-
TenbHyto BJ1 yepe3 TpaxeocTomy.

CueHapui 1 — HanMyMe NpOrpeccupyloLero HeMpPoOMbILLEYHOro 3a-
6oneBaHuA ¢ GopMUpoOBaHMEM AbIXaTe/lbHON HeJocTaTouHOCTH. MaumeHT,
cornacHo nokasaHuam, nepesoantca Ha HMBJT n HaxoguTcA Ha Hel HeKo-
Topoe BpeMs. [locTeneHHO No Mepe NporpeccMpoBaHus 3aboneBaHus y na-
uneHTa dopmupyeTcs Bce 60/blan NOTPeObHOCTb B HaxoxaeHun Ha HABJI.
BHavane 370 ToMbKO HOYb. [1OTOM HEKOTOPOe BpeMA OHEM W Ho4blo. 3a-
TeM 60/blIan YacTb CYTOK U, HAKOHELL, KPYr/I0CyTOYHAA Maco4yHasa BEHTU-
nAauna. BMecTe ¢ BpayoM nauMeHT MOXeT NPUHATL pelleHne, Koraa, Ha Ka-
Kux napameTtpax HWBJI, oH nepeligeT Ha MHBA3UBHbIN CNOCO6 BEHTUAALUK
yepe3 TpaxeoCToMy. TakuMm o06pa3oM, MepBoe MoKa3aHue K ANIMTesIbHON
MBJ1 yepe3 TpaxeocTtoMy — HapacTaHue notpebHocTn B HVBJ1 B TeyeHue
CYTOK, PUCK 24-4aCOBOW BEHTUNALUMN.

CueHapuil 2 — nauMeHT C NPOrpeccupyoLiMM HeMPOMbILLEYHBIM 3a-
6oneBaHueM, MUHys ctaguio HUBJI, B CBA3M C OCTpOW AblXaTeNIbHON He-
LOCTAaTOYHOCTbBIO MOMaAaeT B peaHuMaLmio, MHTybupyeTca n nepeBognTCA
Ha WBJI. Mocne ctabunmsaumm COCTOAHMA HEOAHOKPATHbIE MOMbITKA OT-
NlyY4EHUA He NPUBOAAT K YCNexy, U NAUMeHT He MOMET OblTb AeKaHyInpo-
BaH No pAgy npuuvH. NpuHumMaeTca pelweHne o npogomkeHun VIBJ1 B go-
MaLHUX ycoBuAxX. Taknum 0bpa3om, BTopoe noxkasaHue K gnutensHoi UNBJ1
yepe3 TPaxeoCTOMy — HEBO3MOMHOCTb oTny4deHua ot MBJ1 y naumweHTa
C MPOrpeccupyoLLMM HEMPOMbILLIEYHBIM 3260/1EBaHMEM.

CueHapui 3 — y nauyMeHTa arpeccuBHbIi BapuaHT HEMPOMBbILLIEYHO-
ro 3abonesaHus, Hanpumep BAC unm CMA (tvn 1). MaumeHT namn ero poa-
CTBEHHUKM BMeCTe C BPa4voM MpuHMMAIOT pelweHue o anutenoHon VBJI
yepes TPaxeoCTOMY KaKk O MPMOPUTETHOM BUAe NoMoLM naumeHTy. B nna-
HOBOM MoOpAJKe NaLMeHTy yCTaHaBMMBAETCA TPaxeocToMa M HauyMHaeTCA
NBJ1 0o pasBuTuA TAMENbIX U CEPbe3HbIX AblXxaTeflbHblX pacCTPOMCTB. Ta-
KMM 06pa3oM, TpeTbe MoKasaHuwe K anutencHoli VIBJ1 yepes TpaxeocTto-
My — 3TO 3apaHee NpuHATOoE pelleHne o gnutenbHon NBJI.
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9. NMNepesopn c UBJ1 Ha HUBJ

HWBJ1 ABnsieTCsA 04HMM M3 CNoco6oB As 0T/Iy4eHus naumMeHTos oT VBJI.
Mpexpe Bcero cnegyet 0603HaunTb TepMuHonoruio. CyluecTeyeT ABa Ba-
pnaHTa otny4enuna ot VBJI:

* OT/IyY4eHNe 1 NepeBoA Ha MONHOCTbIO CAMOCTOATE IbHOE AblXaHue,
* OTNy4eHune n nepesog Ha HNBJI.

B maHHol rnaBe Mbl byaeM paccMaTpuBaTh TOJIbKO BapuaHT nepeBoda
Ha HUBJI.

Moka3aHuA K nepesogy Ha HUBJI (Tak Ha3biBaeMbili «[lpoToKkon
3KcTy6auumn», No AaHHbIM J. Bach):

+ HopmanbHasa TeMnepaTtypa Tena v ypoBeHb JIENKOLMTOB.

« HeBO3MOMKHOCTb AbllwaTb afeKBaTHO Npu ypoBHe PS HuKe 7 cm.

« KEJ1 <20%.

« PaCO, = 40 MM nNpu NMKOBOM JaBnieHunn < 35 cMm, B pexkum A/C ¢ f —
10-13 B MUH.

+ SpO, > 95% npu Fio2 — 0.21 B TeyeHue 6onee 12 yacos.

« Bce ann3oanl gecartypaunn yxogAaT npun ncnob3oBaHM OTKaW/IMBaA-
TenAa nnn caHauun.

e [MaumeHT B CO3HaHMK 1 coTpyoHu4aet 6e3 ncnosnb3oBaHMA cenaTtmB-
HbIX NpenapaToB.

« BocnanutenbHble MHGUNLTPaTHI Ha pPeHTreHorpamMme paspellarTca
UNN pa3peLLmnsnch.

« Mpv cayBaHWM MaHKeTbl TPAXeoCTOMUYECKON TPYOKM eCTb peub.

[na nepesoga Ha HVBJ1 pekomeHA0OBaHO BOCNOb30BaTbCA CleAylo-
WMMK NapamMeTpamu:

« [locTaTouHbIV ypOBEHb pecnnpaTopHon nogaepHku Ha VIBJI.

« icnonb3oBaHwve oTKalwnmneBaTena c napametpamu +40/-40 cm.

+ YoaneHue Ha3oracTpasibHOro 30HAa.

« MepeBog Ha V A/C c 10 800-1500 mn unun P A/C c naBNeHNEM He HUHKe
18 cm, f 10-14.

+ Micnonb3oBaHue HeCKONMbKUX MHTePdENCOB — Macka, MyHIOLWTYK.
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9. MEPEBOA C UBJ1 HA HUBJ

Mo cytu, nepeson Ha HWBJI o3HayaeT npofosiKeHne pecrnmpaTopHoOn
NnoAdep*KKK, HO yiKe He yepe3 TpyOKy, a Yepe3 Macky. ObaszaTeNbHbIM yC-
JIOBMEM OT/lyYeHUA ABJAETCA MOJIHAA KOMMeHCaunA AblxaTeslbHbIX pac-
CTPOWCTB Kak Ha ctaguun MBJ1, Tak n Ha ctaguv HUBJ1. na 3Toro npegnara-
eTCA UCMO0JIb30BaTb PEUM NPUHYANTENIbHON BEHTUNALUN C AOCTATOYHBIM
YPOBHEM pecnupaTopHOn noaaepHkn. bes opeHnpoBaHMA MOKPOTbI OTAY-
YyeHue NPOCTO HEBO3MOMHO, TaK YTO UCMONb30BaHME OTKAaLLMBATENA TaK-
e ABnsAeTcsa obA3aTenbHbIM Npu oTiydYeHnn. CnegyeT NOMHUTL, 4To HUBJI
He ABNAETCA ONTUMAJ/IbHBIM CNOCOBOM pecnUpaTopHO NMOALAEPHKN U B He-
KOTOpbIX cuTyaumax (Hanpumep, CMA | Tuna) MoxkeT ycTynaTb no 3¢ dex-
TuBHOCTU VIBJ1 yepes Tpaxeoctomy. OQHAKO 3T0 BOBCE He 3HaunT, 4To HVBJI
He MoXeT 6bITb ncnonb3oBaHa npu CMA | Tuna. B onpefeneHHbIX KIMHUYe-
CKUX cuTyaumsax nepesod Ha HUBJ1 MoxeT bbiTb 6osiee NpaBUibHbIM Bapu-
aHToM, 4yeM npogomxerHne VBJ1 yepes TpaxeocTomy.

CnepyeT paccMoTpeTb HECKOJIbKO CLeHapueB OT/IyYEeHUA U nepe-
Boga ¢ UBJ1 Ha HUBJI.

CueHapuin 1 — naumeHT ycrnewHo oTayyYaeTcA oT annmapata WBJI,
HO Yy Hero coxpaHAeTcA 24-yacoBafa 3aBUCMMOCTb OT annapata WBJI,
M OH BblHy*AeH 24 yaca AbllwaTb C MOMOLLbI0 MacKku. B Takon cutyaumu,
€C/I HEeBO3MOMXHO ybpaTb 3aBucMMocTb 0T annaparta VBJT menukameH-
TO3HO (HanpvMep, BbIIeYUTb OT MHEBMOHMUM), MALMEHT AOJIFKEH 0CTaTbCA
Ha 24-4aCcoBOW BEHTUIALMM Yepe3 MaCKy uav nepenTu BHOBb Ha VBJ1. B Ka-
yecTBe afbTepHaTuBbl 24-yacoBor HVBJT MOMHO nNpeanouTb OHEBHYIO
BEHTUAALMIO Yepe3 MyHAWTYK. [laHHaA MeToamKa He ycTynaeT no 3¢pdek-
TMBHOCTU MACO4YHOW BEHTWUIALMU, HO OCBOBOMAAET NauMeHTa oT Heobxo-
AVMOCTW OHEBHON BEHTUNALMKN Yepe3 Macky. HouHaA BeHTUAAUMA foMKHa
BCe paBHO MPOBOANTLCA YEPE3 MACKY.

CueHapuii 2 — noc/ie OTyYeHUA NaLMeHT MOMKET [bllaTb KaKoe-To
BpeMA 6e3 annapara, 6e3 ofbILKK 1 HapyLeHWin razoobmeHa. [laHHas cu-
Tyauma 6onee 6naronpuATHan. B TakoM c/iyyae nauMeHT 0CTAeTCA TOMbKO
Ha pecnupaTopHO NoAAEepHKKe BO BPEMA CHA, AHEM MaLMEHT TOSbKO MoJib-
3yeTcs OTKaWIMBaTeneM.
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Puc. 8. OgHO U3 yCI0BWI YCNELHOMO OTYYEHNA — CO3[aHMe repMEeTUYHbIX AblXaTesbHbIX
nyTew, ucnonb3osaHue “Tracheostomy retainer kit” ana BpemMeHHOro 3aKpbITHA
TPEXOCTOMUYECKOro 0TBEPCTUA 1 obecneyenna sddperTraHon HUBJI
(3 apxvBa D. Koehler, Fachkrankenhaus Kloster Grafschaft)
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10. NMannuaTuBHaA U cMMINTOMaTU4YECKana NoMoLb

B naHHOM pasnene ™Mbl 6bl XO0Tenm 06cy,£l,l/ITb BOMPOCbI NPUHATUA peLle-
HNA N Bbl60pa COOTHOLWEHNA NanIMaTuBHOro U KypaTMBHOro B cy,u,b6e na-
LUMNEHTA, a TaKkMHe O6chJ,VITb pPOJib NpenapaTtoB CUMMNTOMATUYECKON MOMOLLN.

MannnatmBHaA NOMOLb AeTAM UM MOMOAbIM B3POC/IbIM OKa3blBaeTCA
NpY HAJIMYUKN OrPAHNYNBAIOLLLENO HU3Hb UIN YTPOKAIOLLEr0 HU3HN Nporpec-
cvpylolero Heusneyumoro 3aboneBaHuA C LeNblo YyylWeHNA KavecTsa
HU3HW U CHUMKEHWA BbIpaXeHHOCTU CMMMTOMOB. BKNlouyaeT MegnUMHCKYIO,
NcUxocoLmanbHyo 1 AYXOBHYIO MOMOLLb NaLMEHTY, a TaKkHe ConpoBoMae-
HVe BCeX YNeHOoB ceMbM. [auneHTaMm, HyKAQOLWMMCA B NaNIMATUBHON NO-
MOLLYM, pecnupaTopHas NoaAepHKKa MOXKeT 6blITb PeKOMEHA0BAHA, eC/IN OHA
yAydlaeT KayecTBO *WU3HW, U He pekoMeHAdoBaHa, ecan VIBJ1, npoanesan
MW3Hb, yCyrybnaeT cTpaaaHuna naumeHTa. MannmaTvBHaA NOMOLLb MOMeT
Ha4YMHaATbCA C MOMEHTA YyCTaHOB/eHNA AMarHo3a Heusneunmoro 3abonesa-
HMA N OKa3blBaTbCA HapALY C KypaTUBHbLIM JleYEHNEM.

PecnupaTopHan nogaepKa npy HelipoMbllleyHblX 3a601eBaHNAX Yalle
BCEro yayyluaeT NporHo3, MHOrAa 3Ha4YMTeIbHO, NPY 3TOM OAbllKA KaK CUM-
NMTOM MOMKET COXPAHATLCA M CHUMKATb KAYeCTBO HU3HU 6onbHOro. PelleHne
o Havane VBJ1 yepe3 TpaxeoctoMy u HUBJI npu HelipoMblweyHbIx 3abone-
BaHWUAX [OIMKHO NPUHUMATBCA KONJIErNasibHO C YYETOM MOoMKenaHuin pebeH-
Ka 1 cemMbM, cTagum 1 NporHo3a 3abonesaHus.

MannvatuBHas nomollb Npu paboTe C HeVpOMbIWEYHBIM MALUEHTOM
L0/*KHA 0653aTeNIbHO BK/OYATh:
1. UHpopmmpoBaHue o 3ab6onieBaHNM 1 NPOrHo3e.

2. CocTaBneHve MHAMBUAYANBHOIO MjaHa BeAeHUA naumeHTa MynbTu-
ONCUMNAINHAPHOM KOMaHAO0M 1 MPUHATME peLeHNn OTHOCUTE/TIbHO Be-
OEeHVA B TEPMUHABHOW CTAaAWM U B KOHLLE MU3HMU.

. OueHKa BeayLWMx CUMATOMOB Y NaLMeHTa.
. Ha3HauyeHne n KoppeKUunsa CMMNTOMATUYECKON Tepanuu.
. MoMolLb B TEPMUHANIBHOM COCTOSHUW U NPU YMUPAHUW.

O U~ W

. NMomowb ceMbe nocne CMepTU NnauneHTa B nepmno ropeBaHuA.

NHpopmupoBaHme o 3ab60neBaHMM — 3TO CaMblil NEPBbIA U BarKHbIN
war, Nocjie KOTOPOro BO3MOMHO AasjibHelillee MapTHEPCKOEe OTHOLLEHue
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MeM Yy BPayoM M NaUMeHTOM (ero 3aKoHHbIMU NpeacTaBuTenamu). Jna no-
BblleHNA 3QPEKTUBHOCTU MHGOPMUPOBAHUA PEKOMEHAO0BAHO WCMONb30-
BaTb npoToKkonbl “SPIKES” nan “BREAKS” (npu 3TOM A0MHHbI y4MTbIBATHCA
BO3pACTHbIE U UHTENIEKTYa IbHble 0C06EeHHOCTYN NaumneHTa). bes nHpopmu-
poBaHuA o cBoeM 3abo/sieBaHNM NAUMEHT (ero 3aKOoHHble NpeacTaBUTENN)
He CMOeT NPUHMMaTb pelleHns, B TOM YNC1e B OTHOLLIEHUWN OKa3aHuWA na-
IMATUBHOWM NOMOLLN.

K pelweHuaM, NpuHMMaeMbIM MALMEHTOM (Ero 3aKOHHbIMU MpefcTa-
BUTENIAMU), OTHOCAT, HanpMMep, Bblbop OMNTUMANIbHOFO BapuaHTa pecnu-
patopHoi nopaepxku (UBJ1/H/BJ1/ansTepHaTUBHbIE METOAMKM) U ONTU-
MasfibHOr0 BapvaHTa CUMMTOMaTWYEeCKOoW nomolun (obneryeHve OfbILIKK
W OpYrux TArOCTHbIX CUMNTOMOB, HanpuMep, C UCNofb30BaHMeM MOpbUHa,
6eH30aMa3enuHoB, Apyrux npenapartos). Camoe rnaBHoe B MHbopMupoBa-
HWM MO 3TUM ABYM METOAAM — NOAPOOHO paccKkasaTth O NJCax U MUHyCaXx,
MoKasaHusAX M NpOTUBOMOKA3aHUAX, 06rOBOPUTH BCE BO3MOMHblE CUTya-
LUK, KOr4Q MOMKHO OyAeT NpuUbErHyTb K HUM (HanpuMmep, TAXKenan rnHeBs-
MOHMA: roCNMTanM3aLmna B peaHnMaLmio uaM cumMntToMaTyeckan nomMoLp),
OTBETUTb HA BCE BOMPOCHI.

CuMnTOoMaTu4ecKkana Tepanua HasHavaeTcA ANA YIydlWeHUA KayecTBa
MU3HU NaumneHTa. B paboTe MOryT MCNonb30BaTbCA CreuuasibHble WKasbl
L7171 OLLeHKM KavyeCTBa *MU3HU U BbIpAXKEHHOCTH CUMMTOMOB. [Npn Heobxoau-
MOCTW Ha3Ha4vaeTcA OAMH WM HECKOJIbKO MpenapartoB, KOppPUrMpyeTca ux
[103a B 3aBUCHMOCTM OT HaM4umA *Kenaemoro 3pdexTta n pa3Butna nobou-
HbiXx 3P deKToB.

I'Ipw pa3BuTun TepMMHa)’IbHOVI ctagmun 3a60/1eBaHMA Ha nepeoe MecCTo
BbIXOAWUT NanMaTuBHaA nomoullb. Hacto TDE6yETCFI rocnutanmn3aumAa B Xo-
Cnnc, oKa3aHue MyﬂbTVI,ElMCLI,MI'IﬂMHapHOVI nomow. MakcMmanbHoO OONro
NCcnosib3yeTcA HemHBa3nBHOe BBe4EHNE NIeKapCTB.

B nepmnon ymMmmpaHmA BO3MOXHO BBeeHME NpenapaTtoB NMPOTOKOJ/Ia KOM-
¢dopTa NyTeEM HenpepbiBHOrO MOAKOMHOIO WMAN BHYTPUBEHHOrO TUTpPOBa-
HUA (MopduH, b6eH30AMa3enuHbI), NMPOBOAATCA MHrANALMN GBpOHXOpacwu-
pAloLWMX npenapaToB.. MauneHTy NOCTENEHHO YMEHBLIAIT PecnmMpaTopHYo
noAaeprRry, yBenuumarT dparumio kuciopoda. lNocne cMepTh € ceMbel
obsA3aTenbHO NpoBoaMTCA paboTa, KOTopas Ha3biBAETCA FOpeBaHUEM, YTO-
6bl ceMbs He YyBCTBOBasa cebAa 6POLLEHHON U OJMHOKOW, 0COBEHHO B nep-
BbIli rof4 noce yxoAa pebeHKa n3 Mu3Hu.
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10. NANIMATUBHAA U CUMNTOMATUYECKAA NOMOLLb

OcHoBHoW npenapar A1 KOpPEKLMN OAbILKN U ANCIHO3 — 3TO MOPOUH.
CrapToBble [03bl, KOTOpbIe UCMOJIb3YITCA AN1A 06/1erYeHns oAbIWKN Y Held-
POMBILLIEYHbIX NALMEHTOB, 06b14HO B 10 pa3 MeHbLUe [103bl AN1A aHaIbre3uu;
npu He3dPeKTUBHOCTM A03a MOXKET yBenuumBaTbca Ao 30-40% oT obe-
360/MBaloLLeN, paccunTaHHOW C y4yeToM Beca v Bo3pacTa. OnTuMasbHO
MCNo/b30BaTb HeUHBa3MBHble popMbl MopdurHa. OcHoBHON 3 deRT Mop-
bUHa B TaKo 036 — 3TO CHUMEHMWE OLLYLIEHUA HEXBATKM Bo3ayxa (Kop-
peruMA ANCMIHO3) U CHUXKEHWE YacToThl AblXaHWA 6e3 pa3BUTUA COHIMBOCTH
WY yrHeTeHWA AblxaTesbHOro ueHTpa. JonosHMTeNbHO MOMKHO UCMOMb30-
BaTb 6eH30AMa3ennHbl (Hanpumep, nopasenam), ux 3GPeKT — yMeHblUeHne
TPEBOMHOCTU, KOTOpPAA YaCTO BCTPEYAETCA NpU oAblIWKe U AMCNHO3. KpoMme
3TOro, Iopa3enamM MOXKeT KynNnpoBaTb U NPodUNaKTMpPoBaTb NPUCTYMbI Na-
puHrocnasma.

BpemMsa Hayana nannvaTuBHOM MOMOLLM MPU HEpOMbIlWeYHbIX 3abone-
BaHMAX OMpeAenAeTcA 3anpocoM nauueHTa U CeMbU W MOABNEHUEM CUM-
NTOMOB, KOTOpPble HEBO3MOMHO KOHTPOJIMPOBATb C MOMOLLbIO pecnupaTop-
HOWM MOAAEPHKKM UM CTaHAAPTHOM MeAMKaMeHTo3Hon Tepanuu. B Poccun
BCe leTV C HepOMbILLEeYHbIMY 3a60/1eBaHNAMMU, HYKAAOLWMECA B pecnmpa-
TOPHOW NoAAEepHKe, OTHOCATCA K HYKAQOWUMCA B OKa3aHMM nannvaTue-
HOM NOMOLLMN.
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3aKnoueHue

MaumeHT ¢ HelipoMblleYHbIM 3ab0neBaHMeM paHo UK No3aHo byaeT
HY*[1aTbCA B NpOBeAeHMM pecnvpaTtopHon nogaepku (MBJ1yepes Tpaxeo-
ctomy unn HMBJI), B ucnonb3oBaHuy OTKALLIMBATENA U B OKa3aHuu nas-
nmatuBHom nomMown. [na onpefeneHna TaKTUKN BeAeHNA NaLNEHTA OYEHb
BarKHO YCTAHOBUTb BW[ HeMpOMbILLEYHOro 3abosieBaHnA, MHorAa As 3TOro
TpebyeTcs CIOHOE reHeTUYeCcKoe ucciefoBaHne  Mopdosiornyeckas xa-
paKTepUCTUKA MbIWLbl. 3HAHMA 0 AMArHO3€e MOMOKET onpefennTb BapuaHT
TeyeHus 3ab6051eBaHUA U MPOrHO3.

MNMocne nocTaHOBKM AMarHo3a Heob6Xo4MMO NMPOroBOPUTbL C NALMEHTOM
(ero 3aKoHHbIMU NpeAcTaBUTENAMMU) 0COOEHHOCTU 6oMe3HM M 06 bEMbI OKa-
3blBAEMOV MOMOLLM, B TOM YnUC/e PECNUPATOPHOW U NananaTusHon. Mauum-
EHTY [O/I*KHa ObITb NpeasioxeHa UHANBUAYabHAA NporpamMma Habnwoge-
HMA 32 NapamMeTpaMm AblXaHuA C NPOBeAeHVEM perynapHbiX He0bXoAUMbIX
dYHKUMOHAbHBIX MCCIef0BaHMIN ANA paHHEN AWArHOCTUKU AblXaTebHbIX
HapyLlleHnii Ha GoHe KIMHMYEeCKoro 6/1aronoyyma (MpoaKTUBHBIV NOAX04).
Mpu HaNMUMK NoKa3aHWin NALUMEHTY AOKEH ObITb MPeaNorKeH O4UH U3 Ba-
PUAHTOB pecnMpaTopHOWN MOAAEPHKM N OTKALLIMBATE b.

B cnyyae pa3BuTMA KPUSUCHBIX CUTYALUN U YXYALLIEHUA COCTOAHUA Na-
LUMEHT MOXeT ObITb FOCMUTANIM3NUPOBAH B KJIMHWUKY, rOe eMy OOJHHa Npo-
BOAMTbCA pecrnupaTopHasa MoAJeprkKa U OOoJSiKeH 6biTb MCMONb30BaH OT-
KalwnumeaTesb. B KarkaoM nofobHOM ciiyyae AOJHKHbI ObiTb NpeanpUHATDI
nonbiTKkK nepesofga Ha HWBJI. MaumeHT nepeBognTcA Ha anutenbHyto VIBJI
yepe3 TpaxeoCTOMY TO/IbKO NPU HEOAHOKPATHbLIX HEYAAYHbIX MOMbITKAX OT-
nyyenua ot VIBJI.

MannuatuBHaA NOMOLWb AETAM U MOMOAbIM B3POC/IbIM HauyMHAET OKa-
3bIBaTbCA C MOMEHTA YCTaHOBEHMA AnarHosa (Hanpumep, npy CMA1) nan
Ha CTaduu nepBbiXx CUMNTOMOB (Hanpumep, M1[]), KoTopble He KOppuru-
pyloTCA CTaHAApPTHbIMKU noaxoAamu. MNanamaTtneHaA NOMOLLb, B TOM Yncie
B KOHLE *KM3HW, MOMKET OKa3blBaTbCA CreumanMcTamm Bble34HOW CNyH6bl
Ha JOMY UK CTALMOHAPHO B AETCKOM NajiMaTUBHOM OTAeNeHUMN (AETCKOM
xocnuce).
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