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JledeHne pgopHason anbga ([lyabMo3uM) 3aHUMaET 0AHO M3 KIKOYEBbLIX MECT B 6a3MCHON Teparnunn MyKOBUCLMAO3a KaK
y AeTen, TaKk 1 'y B3pocbix naumeHToB. OgHaKo 3¢@eKTMBHOCTbL npenaparta 3aBUCUT OT MHOMMX Ba)XHbIX COCTaBJISIIOLMX,
Ha4yuHas oT NPaBuJIbHOIo ero Ha3Ha4YeHus 4o TOYHOro UCMOJIHEHNS BCEX NpaBuil rnpmema. B ctatbe yb6eanTesibHO noKalaHo,
4TO 3(PEKTMBHOCTb AOPHAa3bl alb(a 3aBUCUT BO MHOIOM OT pPaBn/IbHOro BbIMOJIHEHUSI KMHe3nTepanuu. [lTpuBogsaTcs pa3s-
JIMYHbIE paLMOHasbHble CXEMbl NpuemMa npenaparta B COYEeTaHUM C MHANBWAYabHbIMU BapuaHTaMu npoBeAeHNs 3aHATUI

KUHeauteparinun.

KnroyeBble cnoBa: gety, MyKOBUCLMAO03, JOpPHa3a anbda, nevyeHue.

MyKOBHUCLMAO3 OCTAeTCsd OAHMM M3 Haubosee Taxe-
NbIX HACNeACTBEHHbIX 3ab0seBaHUM, HO KOTOPOE CEeroaHs
ycnewHo neuuntca [1, 2]. 3ta coBpeMeHHas U dyHAaMeEH-
TanbHas NO3uLUMA COCTaBnsieT OCHOBY 6a3WCHOro0 noaxoaa
KaK B BOMpoOcax paHHen AMarHoCTUKK, TaK M Npu MeauLMH-
CKOW peabunuTaummM U couumanbHOW aganTtaumy nauueHToB
C MyKoBMCLMA030M. Co3aatoTCs HOBble MeAUKaMEHTO3Hble
npenapatbl, pa3pabaTbiBalOTCA HOBblE peabunTalMOHHbIE
nporpaMmbl, KOTOpble B 3HAYUTE/IbHOW Mepe MOBbICKIN
Ka4yeCTBO KM3HW 3TUX BOMbHbIX U YAYYLIMAN OOLLMIA NPOrHO3.
Heob6xoaMmo 06paTuTb BHMMaHWE KOIEr, 4To nevalb-
HbIM paKToM sBnsieTcs obliee 3abnyaeHMeM O TOM, YTO
MYKOBMCLMAO03 B Poccnn — 310 peakoe aBneHue! Buamumo,
noatomy B Poccuickorn degepalimm BMECTO CTaTUCTUHECKHU
[OJIKHOMO Yncna 60/bHbIX MykoBHUcumnao3om (8000) B cnu-
cKe yucnaumtesa Ttonbko 1300. MHorne 60nbHble HE BbiSiBE-
Hbl M HabnoaaloTcs BpavYaMu C pasnuyHbiMW 3aboneBa-
HUAMM, Hanpumep ¢ 6POHXUANTbHON aCTMON, XPOHUYECKUM
GMOPO3UNPYIOLLINMM allbBEOTUTOM, XPOHUYECKUM BPOHXUTOM

0.l. Simonova

Ha GoHe NOPOKOB pa3BUTUA BPOHXOB MM Ha POHE UMMY-
HOAEDULMTHOrO cocTosiHMSA. 3abbiBaeTca M TO, YTO YacTo
MYKOBMCUMAO3 UMEET «MacKu» B ¢dopme 3aboneBaHui,
KOTOpble MPOTEKAloT TaKXe W C pPasMyHbIMU MposBie-
HUSIMW  KULIEYHOrO cuHAgpoma. o AaHHbIM Halen Kiu-
HUKM (HU34 PAMH) 3a 2006-2009 rr., AMarHo3 «MyKo-
BMCLMAO03» Obll YCTAHOBNEH y AETEW, KOTOpble MHOrue
rogbl HaGnganucb KaKk GOSbHblE C TAMKENbIM TEYEHWEM
OpOoHXManbHOM actMbl (N = 4), peunanBUpPYIOLLMM BGPOHXK-
TOM W MHEBMOHMEN (N = 9), cCUHAPOMOM ManbabcopbLunm
(n = 3), uMppo3oM neyeHn (n = 2), NopTanbHON runep-
TeH3uen (n = 2), Ty6epKynesomMm (h = 5), XPOHUYECKUM
ranmoputom (n = 1). He cny4yaHO MyKOBMCLMAO3 CYMUTa-
€TCsl OAHUM M3 CaMbIX YaCTblX MOHOrEHHbIX 3a60eBaHuUN.
YacTtoTa ero HacnegoBaHus B Poccun [OBOSbHO BbICOKa
n coctaBngeT B cpeaHeM 1 cnydar Ha 2500-5000 HoBo-
poxaeHHbIX. Kaxkabi 20-1 pOCCUAHUH ABNSETCS HOCUTENEM
naTofIorMYecKoro reHa MyKoBMUcLMAO3a. Ycnexu AuarHo-
CTMKM M Tepanuu MyKOBMCLIMAO3a MO3BOMWMAN YBENUYUTb
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Dornase alfa: what effectiveness of medication depends on?

The treatment with dornase alfa (Pulmozyme) plays one of the key roles in basic treatment of cystic fibrosis as in children as in adult
patients. But effectiveness of this medication depends on different important constituents, starting from its proper administration, to
precise execution of intake rules. The article earnestly shows that effectiveness of dornase alfa in many respects depends on proper
fulfillment of kinesitherapy. Different rational schemes of drug intake combined with individual types of kinesitherapy exercises were
presented.
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NPOAOSIKMUTENBHOCTb XU3HU BGONbHBIX 3TUM 3a60seBaHUEM.
TpaanumMoHHO B Poccuu, K coxaneHuto, MyKOBUCLIMA03 NPo-
[IO/IKAEeT paccmaTpuBaTbCs KaK [eTcKas NnaTofiorus, XoTs
10151 B3pOcC/biX 60/IbHbIX B HAlleW CTpaHe Ha CErogHALWHUN
[leHb Bbipocna Ha 40% wn cocTaBuna B cpeaHem 27% oT BCex
cnyvyaeB 3a6oneBaHua [3].

Mpn MyKOBMCLMAO3€E NMOpaKaloTCsl BCE IKIOKPUHHbIE XKere-
3bl, OAHAKO BeAayllyld Poib B MaTOIONMYECKOM mMpoLiecce
UrpatT M3MEHEHUS, KOTOPbIE Pa3BMBAIOTCA MpPEXAEe BCEro
B OGpoOHXxoneroyHowm cucteme. Kak npaBuno, UMEHHO OHM
onpeaensioT TAXKECTb TeyeHns 601e3HM, NPOrHO3 U Ka4yecTBO
KWU3HM NauneHTa ¢ MyKOBUCLMAO30M.

XpoHuyecKoe BocrnaneHne B 6POHX0IErOYHOM CUCTEME NpPKU
MYKOBMUCLIM[03E XapaKTepPU3YeTCs WMCTOLLEHWEM MNepuLm-
JIMAPHOTO C/IOA MUAKOCTU B KJIETKaX 3nuTenus GpPOHXOB,
4YTO MPUBOAUT K HapPYLIEHUIO MYKOLMIMAPHOro TpaHcrnopTa
C 3a[lePXKKOKN ryCTOM U BA3KOW MOKPOTHI, KOTOpasa B rnocre-
aylolwemM 3acensercs natoreHHbIMM MWKpPOOpraHM3mamu
[4, 5]. XpoHunyeckas GaKkTepuanbHaa MHOEKLMSA cOMpo-
BOXJaeTcs MacCUBHOW HEUTPOOUIAOMUHUPYIOWEN BOC-
nanuTeNbHOM peaKuuen C BbICOKMMWM KOHLEHTpauMaMu
NPOBOCMNANNUTENIbHOIO LUTOKMHA: MHTEPSIENKMHA 8 N BbICBO-
60XKAEeHMEM U3 rpaHyn HeNTPodKUIoB GePMEHTOB, TaKMX Kak
3afnacrasa U muenonepokcuaasa [6]. Hentpodbunbl paspylia-
I0TCS C BbICBOOOXAEHUEM OO/bLINX KONMYECTB BHYTPUKIIE-
To4HOM OHK. Y 60/IbHbIX MYKOBWUCLMAO30M GPOHXManbHOE
otaensemoe coaeput ot 3 go 15 mr AHK B 1 Ma MOKpPOTHI.
Y nogaBnsiowero 4ucna 60MbHbIX HanMyne XPOHUYECKOMn
KOJIOHM3aLUMW NaTOreHHbIMWU GaKTEPUSMU U XPOHUYECKOE
BOCNafeHne CNU3UCTON [AblXxaTeNbHbIX MYTEN C BblpaxeH-
HbIM NpeobnagaHneM HENTPODOUNOB BbINIO AOKa3aHO NyTeEM
nccnenoBaHns GPOHX0aNbBEOSIAPHBLIX MPOMbIBHbIX BOJ
y AeTen pa3Horo Bo3pacTta U B3pOCbIX C MyKOBUCLMAO3OM.
JleyeHne MyKoBMCLMAO3a KaK y AeTew, TaK WU y B3POCIbIX
nauMeHTOB CKNadblBaeTcs M3 KOMIMIEKCA NeKapCTBEHHbIX
N HeMeAWKaMEHTO3HbIX BMAOB Tepanuu. OgHy M3 camblX
60MblUMX WM onpeensiowmnx NpobaeM npu MyKoBMUCLMAO3E
COCTaBNSIeT MyKOCTa3 — HaJuyue y GONbHOro BSI3KOrO,
TPYAHOOTAENAEMOro, MHOULMPOBAHHOIO OPOHXMaNbHOIo
CeKpeTa, KOTopbIA yXy[laeT BEHTUASALUMIO NIerKuX, cnocob-
CTBYET KOJIOHM3aLMK BGPOHXOB MaToreHHoOn MUKpodopon,
HapywaeT MyKOLMANAPHbIA TPaHCMOPT, Bbi3blBas MNOCTO-
SIHHble 0OO0CTPEHUs BPOHXONEro4yHoro npotecca. Moatomy
B KOMIMJIEKCHOM Jle4EHMU Hapsigy C pasfiMyHbIMUM BUAAMM
6a31CHOM Tepanum O4HOM U3 CaMblX BaXKHbIX COCTaBNSAOLLMX
ABNSETCA MyKONIMTUYECKANA Tepanus.

Mpn MyKocTase TPagMLMOHHO C MYKONIUTUYECKOM LEeNnbio
NPUMEHSAIOTCA cneaylolme rpynnbl MykonutuKoB: N-aue-
TUALMCTENHBI, aMBPOKCONTMAPOXI0PUAbI, KapBGOLMUCTEUHBI,
du3mnonornyecknn pacteop (0,9% NaCl), runepToHn4eCcKumn
pactBop (5—-20% NaCl) [7].

Brnepeble B 1994 1. Ha pbiHke B CLUA nosBuaca HOBbIV
MYKONIUTUYECKUIM npenapaTt gopHasa anbda (Mynbmosum,
®. XoddmaHH-J1a Pow J14., LLiBenuapus), KOTopbii 6bi1 nep-
BbIM MEAMKaMEHTO3HbIM CPEACTBOM, CreLmanbHo pa3pabo-
TaHHbIM 4S19 Tepanuu mMyKoBucumao3a. B Poccun gopHasa
anbda ycnewHo npumeHsietcs yxe 6onee 10 net. o 2008 r.
[lopHa3a anbda MMena orpaHuyeHne Ha NpMMeHeEHMe Mo BO3-
pacTy ans aeten mnagwe 5 net. B Hos6pe 2008 r. npenapat
npowen nepepernucTpaumio, B pedynbraTe Yero B UHCTPYKLMK
N0 MPUMEHEHMIO MOSBUCS OYEHb BaXKHbIM AN MPAKTUYECKMX
neanaTpoB MyHKT: pa3pelleHo NpUMeHeHMe JopHa3bl anbda
C OCTOPOXHOCTbIO y AeTen Mnagwe 5 net. 1o 4ano BO3MOXK-
HOCTb NneanatpamMm NPUMEHUTb npenapar y AeTen mnafuero
BO3pacTa C NepBblX AHEN NOCTAHOBKMU AMArHo3a, 4To O4YeHb
Ba)XHO B Lensx NpodunakTUKn 0B60CTPEHUI XPOHUYECKOro
GPOHXONEro4YHOro npouecca U crabunmadaunm COCTOSHUS
601bHOr0. 370 TEM 60NEE BAXKHO, TAK KAK M3BECTHO, 4YTO YEM

paHblle MocTaBfAeH AMarHo3 v HavaTa 6asncHaa Tepanus
MYKOBMCLIMA03a, TEM Ny4lle NPOrHo3 3a6oseBaHus.
PaznuyHbiM cBoMCcTBaM [AopHa3bl anbda, 0COBEHHOCTAM
dapMaKOKMHETUKM M MeTOAaM BBEAEHWUS MpenapaTa NocBs-
LLEeHO MHOXECTBO Hay4HbIX TPYAOB KaK 3apybeHblX, Tak
1 0TeYecTBeHHbIX aBTOPOB [8—14]. COGCTBEHHbIM ONbIT TEpa-
MUK C NPUMEHEHMEM AOPHa3bl anbda y AeTel ¢ MyKOBUCLIM-
[I030M B HallelN KIIMHUKE ABNSETCS TaKKe MONOXKUTENbHbIM.
[eTn Xopowo NepeHoCHAT MHransuuum ¢ AOopHa3oM anbda.
lMo60o4Hble peaKLnn B BUe OCUNIOCTM ronoca Mbl OTMETUIN
JIMWb Yy HECKONbKUX MaLMeHTOB. B fanbHeWwem 3T CUM-
nTOMbl “cyea3nun. B cpegHem Bpems uMHransaumm 1 amnynbl
(2,5 mn) npenapata Ha KOMMPECCOPHOM Hebynansepe Tuna
MNMAPW Typ6o bon coctaBnsetr 10—-15 MUH, 4TO GU3NOIOTrMY-
HO U He AocTaBAseT AMCKOMbOpTa NauUeHTy.

KnuHnyeckne HabnogeHWs MOKas3biBatoT, YTO MpPU OTMEHE
npenapaTta MOXeT pa3BUBaTbCA Tak Ha3blBaeMbIM «CUHAPOM
OTMEHbI», KOrAa B Te4EeHUE HECKOTbKMX AHEN Y 6ONBHOMO YCU-
NIMBAETCA MYKOCTa3, 3aTPyAHSEeTCs ApeHark 6POHXManbHOro
[epeBa, yxyAllaeTcs camMo4vyBCTBME, MOSIBASIETCS OfbllIKa,
CHUXaloTCH noKasaTtenu GOyHKLUMKM BHeLWHero Abixanus [11].
lNMono6Hoe cocTosAHWe cnefyeT nNpeaBUAETb, Ha3Ha4YMB 3apa-
Hee aKTUBHYIO KUHe3UTepanuio U Apyrue MyKONUTUKH.
Oco6oe BHMMaHWe Konner cnegyetr o6paTuTb Ha TO, 4ToO,
NOMMMO MYKOJIMTMYECKOIO AENCTBMS, AOpHa3a anbda obna-
[a€eT elle ABYMS HE MeHee BaKHbIMW HEMYKONIUTUYECKUMHU
addeKTamu: NPOTUBOBOCMNANIUTENbHLIM U aHTUOaKTepUanb-
HbiM. KaK noKa3blBaeT Halla MnpaKTuKa, K CoXalleHuio,
3TOT KOMIMJIEKCHbIM NpenapaTt Ha3HavyaeTcs BpadyaMu TONbKO
JIMWb C MYKOAUTUYECKOW Lenbto. HenpaBuabHoe mnoHWMa-
HWE KOMMIIEKCHOIO BO3AENCTBMSA AOPHA3bl anbda NpuBoaAUT
K YacCTblM TaKTUYECKUM OLMOKaAM M CHUXKEHUIO 3PDEKTUB-
HOCTM Tepanuu. Bpauun, HasHayas 3TOT npenapaT TOJIbKO
NWWb KaK MYKOJIUTUK, MOCne Mojay4eHuUs XOopolero pas-
Kuxatowero addeKkta 4yepe3 HEeCKONbKO [AHEW OTMEeHSIoT
npenapat, TEM camblM UCK/O4as NPOTMBOBOCMAIUTENbHOE
M aHTMOaKTepuanbHoe ero Bo3aencTeme.

MpoBoasi aHKETMPOBAHWE W OMNPOC MALMEHTOB, Mbl OTME-
TUAW, YTO HeKoTopble GONbHble AENalT WHransuuio aop-
Ha3bl anbda TONMbKO, KOrga «COYMTYT HY)HbIM» WM KOraa
naumneHTy «3axoTenoch OTKaWAATLCS». HEKoTopble NnauneHThl
N UX poauTenu oxugatoT apdeKT cpasy nocne UHranauuu
W, HE MONy4YMB €ro, pa3oyapoBbIBAOTCA M CaMOCTOSTENbLHO
OTMEHSIIOT npenapat. XoTd UMEHHO ANWTeNbHas U MOCTOSH-
Hasa Tepanua AaeT CTOMKWW KIMHU4YecKun addekT. MHoraa
npenapat Ha3Ha4yaeTcsa B BWAE pPa3/IMYHbIX BapuaHTOB
HeOBOCHOBaHHbIX «KypcoB» TO B TeyeHue 1 mec C nepe-
pbIBOM Ha Mecsu, To no 3 pa3a B Heaento U T.4. MNogobHble
OLIMGBKM Mbl HEPEAKO BCTPEYaEM Ha NpaKTuKe, 4To ABNsSeTCs
abCoJIIOTHO HeJonyCTMMbIM, TakK KaK HapylwaeT Bce dap-
MaKOJ/IOrMYyeCKMe KOMMJEKCHbIE CBOMCTBA [0pHa3bl anbda
N NPUBOANT K HEIDDEKTUBHOCTM MPOBOAMMOWM TEpanuu.
OTBeT Ha npenapaT, Kak U Ha No6ON APYyron, y Kaxaoro
60/1bHOrO MHAMBMAYyaneH. [Auckyccun Ha Temy «Kak npa-
BW/IbHO MNpUHMMaTb AopHady anbda? [o KuHe3uTepanuu
UM nocne?» B MMpe MHoro. M3y4datotcs npu4mHbl Heahdek-
TUBHOCTM MpenapaTta U Mepbl MO WMX NPEOoAOoNEHUIO, CpaB-
HMBAIOTCA pPa3UYHbIE PEXWUMbI NevyeHns, 3PDEKTUBHOCTb
C YYETOM KMHEe3uUTepanuu, pasfnyHble MeTodbl AOCTaBKM
(BapmaHTbl HebynanzepoB). MHeHWs cneunannucToB pac-
XOAATCS, HO B IOGOM Cllydae Kaxkaas Teopusi NogKkpennseTtcs
Hay4yHbiM 060CHOBaHWeM [8]. N yxKe XOpoLwo U3BECTHO, YTO
Tepanusa ¢ NpuMMeHeHMeM [opHa3bl anbda Hepas3pbiBHO
CBfi3aHa C BbINOJIHEHWEM YCI0BUI KMHE3UTEPANUKU, KOTOPYIO
LOMKEH NPOBOAMTL Nevallin JOKTOP UM KUHe3UTepanesT.
Ha ocHOBaHWKM CO6CTBEHHOrO MHOMONETHErO OMNbITa M ONbITa
3apyGeXHbIX KOMer Mbl npegnaraeMm cnegyowmin noaxon
K Ha3Ha4yeHuto JopHa3bl anboa:
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B nomouwb Bpauy

® CTPOro BbIMOMHATL OCHOBHblE YKa3aHWs WMHCTPYKLIUK

no MeAnUUHCKOMY NPUMEHEHMWIO;

® C y4eTOM WHAMBMAYyaNlbHbIX OCOBGEHHOCTEM MNaLMEH-

Ta (KAIMHMYEeCcKass KapTuMHa, 3MOLMOHaNbHbIM CTaTyC
N XapaKTep, PexuM AHSA) COCTaBWUTb WMHAMBWAYyaNbHYLO
CXeMy MHransunm gopHasbl aibha COBMECTHO C KUHE3W-
Tepanuven.

[Mpy HEeBbLINOMHEHUU 3TUX MpPaBW/I aKTUBHOCTb MNpenapa-

Ta 3HAYUTENIbHO CHWXKAEeTCs, YTO B LIEJIOM CKa3blBaeTcs

Ha 3P HEKTUBHOCTM GA3NCHOIO NTEYEHNUS:

1) npuHMMaTbL JopHa3y anbda NOCTOAHHO, eXXeJHEBHO;

2)  WHranauuun NPoBOAWTb B GMKCMPOBAHHOE BPEMS CYTOK;

3) uMHransuuio npenaparta Ha4yMHaTb NOC/e NEerkoro oTKalu-
nMBaHusa, Nnbo nepen KuHeauTepanuen, nMbo nocne
KUHe3uTepanuu;

4) ucnonb3oBatb AopHa3dy anbda TONbKO C MOMOLbIO
COBPEMEHHOro KOMMNPECCUOHHOI0 Hebynansepa;

5) He cMmelmBaTb U/UNK pa3BOAUTb AOPHA3Y anbda C apy-
TMMK flekapcTBaMu, B TOM 4ucrie ¢ GU3MONOrMYECKUM
pacTBopom;

6) XpaHuTb nNpenapat ciegyet B XONOAWIbHUKE (MpU TeM-
nepatype ot +2 ao +8°C);

7) He HarpeBaTb aMnyny nepef MHransuMen, 4oCTaToyHO
15 MUH nofepxaTb ee Npyu KOMHaTHOW TeMnepatype;

8) npuMeHATb AopHady anbda cpasy nocne BCKPbITUS
amnynbl;

9) WHTepBan MeXay MHranaumen gopHasbl anbda 1 gpyrux
NeKkapcTB (aHTMOMOTUKOB, MIIOKOKOPTUKOMAOB) AOSIKEH
COCTaBNATb He MeHee 1-2 v;

10) BO BpeMs MHranauuu gopHasbl anbda NPoBOAMTL Npa-
BWJ/IbHbIM PECNUPATOPHbIM MaHeBP.

Oco6€eHHO B NepBoe BpemMs HEO6XOAMMO TECHO KOHTaAKTUPO-

BaTb C MALMEHTOM W €ro POAUTENSIMU, MHTEPECOBAaTbCS, KaK

[IeNCTBYET npenapart, Kak NePeHOCUTCA MHTansLums, CKOIbKO

BpEMeHM 3aTpavyMBaeTCs Ha npoueaypy, Korga HacTynaer

abdeKTMBHOE OTKalwnMBaHMe? OTBeyass Ha 3TU BOMPOCHI,

Ta6nuuya 1. MHransuus gopHasbl anbda no cxeme 1 pas B AeHb

MOXHO NpeasoXuTb 601bHOMY Hanbonee 3apOEKTUBHYIO
CcXeMy neyeHus (tabn. 1).

Co cnoB MOAPOCTKOB, MYKONUTMYECKMM 3DDEKT AOpPHa3bI
anbda HaACTONbKO CWUMbHbIA, YTO MOXHO MO4YYBCTBOBaTb
Cpa3y B MOMEHT MHransilmu, Kak MOKpoTa pas3XKuxKaeTcs
M «HaYMHaeT ABuratbCs» NO AblXxaTenbHbiM MyTAM. Takue
naumeHTbl AO/MKHbI NpuxoanTb B 3an JI®K u genatb Ape-
HaXK cpasy nocne MHranauuu, 4Tobbl ycrneTb MakCMMasbHO
OYUCTUTb JIEFKME OT Pa3XKMIKEHHOro ceKpeTa. Y HeKOTOpbIX
60JIbHbIX MYKONUTUYECKUI 3DDEKT HacTynaeT nosxe (4epes
30 MWH, Yac nnu aBa), v Torga Heo6Xo4MMO 3aHATUE KMHE3N-
Tepanuen NpoBeCTU UMEHHO B 3TO BpEMS.

Ecnv MOKPOTbI HEMHOFO M MyKOCTa3 He BblpaKeH, TO UHra-
NAUMI0 JopHa3bl anbda MOXHO cenaTb Nnoc/e KMHe3uTepa-
nuu, 4yTo6bl NPenapaTt 3ageprKanca Hagonro B AblXxaTeNbHbIX
nyTaX M OKa3as CBOe NPOTMBOBOCNANIUTENbHOE U aHTUOaKTe-
puanbHoe fencTBue.

OdDDEKTUBHOCTL AOPHA3bl anbda 3aBUCUT OT MHOMUX daK-
TOpoB. MHOOPMUPOBAHHOCTb U 06Pa30BaHHOCTb NaLMEHTa
M ero poauTenen No TEOPETUYECKMM BOMpocam Tepanuu
[aHHOro npenapaTta, co3HaTeNbHasa MOTMBaLUMSA Ha HEobXo-
[MMOCTb JaHHOr0 BMAa NeYeHUs, MOHMMaHWe BCEX MEXaHU3-
MOB AENCTBMSA Npenapata — BCE 3TO O4EHb BaxHble GpaKTo-
pbl ycnexa Tepanuu. Jllo6as nHranaymsa Tpebyet ot 60/1bHOro
TeprneHusl, cTapaHusa, akkypaTHOCTW. [o3aTomy Aaxke nno-
X0€ HacTpoeHue U, 0COBEHHO, MI0X0e CaMOYyBCTBME MOryT
HapywaTtb npouecc nevyeHusi. O4eHb BaXKHbIM MOMEHTOM
ABNSETCSH NPaBUIbHOCTb BbINOMHEHUS TEXHUKWU WUHTansuuu:
pecnupaTopHbIM MaHeBp, Bpems npoLeaypbl 1 ap.

«A ecnu y 601bHOrO Kuwe4yHaa dopma MyKoBUCLMAO3a?
Hapno nvu emy npvHuMaTh gopHasy anbda?» — CnpocUTe Bbl.
3T0 0o4YeHb Ba)KHbIM Bonpoc. MccnegoBaHnsa MoKasbiBatoT,
YTO NMpW TaK Ha3blIBaeMoW KuWeYyHoM popmMe MyKOBUCLMAO-
3a B C/IM3UCTOM BPOHXMANbHOro AepeBa TaKKe NpomucxoanT
BOCManuTeNbHasa peakuusa W MNOCTENEHHO pas3BMBaeTcH
XPOHUYECKUI GPOHXMT, KOTOPbLIM paHO MAKM MO3AHO MPOsi-

BapuaHT 1 (MOKpoTa B yTpeHHHUe Yachl)

BpoHxoannataTop (pacTBop 4yepes Hebynanzep)

[dopHa3a anbda

MNepen OeTCKUM cadomMm, LWKOOW,

Y1po

KuHeauTepanus (gbixaTenbHas ruMHacTUKa, ApeHax)

MHCTUTYTOM, paGoTon

MHransumns aHTM6MoTMKa (4epes3 1 4 nocne gopHasbl anbda)

MPUHATL BHYTPb MYKONUTHK

Yepes 30 MUH — BGpoHXoaunaTaTop (pacTBop Yepes Hebynansep)

Beuep

KuHeauTepanus (gbixatenbHas rMMHacCTUKa, ApeHax)

3a 24 p0cHa

MHransiums aHTMGMOTUKA

BapuaHT 2 (MOKpoTa B Be4epHue 4achl)

MPUHATL BHYTPb MYKOMUTUK

Yepes 30 MUH — GpoHXxoaunaTaTop (pacTBop Yepes Hebynansep)

MNepen OeTCKMM CafoMm, WKOMOW,

YTpo

KuHeauTepanua (gbixaTenbHas rMMHaCTUKA, ApeHax)

MHCTUTYTOM, paboTon

MHranauua aHtMbnoTuka

MPUHSATL BHYTPb MYKONUTHK

Yepes 30 MUH — GpoHxoaunataTop (pacTBop Yepes Hebynansep)

Beuep [dopHa3a anbda

3a 240 cHa

KuHesutepanus (abixatenbHas rMMHacTUKa, ApeHax)

MHransuuns aHTM6MoTMKa (4epe3 1 4 nocne gopHasbl anbda)

lNpumevarne.

Ecnn MOKpOTbI y 601bHOMO Mano UK MPaKTUYECKU HET, TO MHranaumMm JopHasbl anbda MOXHO genatb JHEM.
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MeHble 6oAeTb!
Aerye XuTtb!
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o [ocTroBepHo yayumaer ¢pyHKUIMIO BHELIHETO AbIXaHHUS'
o Cuuikaer puck BO3SHNKHOBeHHS HH(EKUIHH JbIXaTeAbHbIX MyTeH>

e YMeHbIIAeT BOCIAA€HHE CAH3HCTOH 060A0uUKH 6POHXORB’

Cuu:xaer o6cemenennoctb Mokpotnl St.aureus u Ps.aeruginosa*

[J. M. Quan et al. Journal of pediatrics. 2001; 139: 813-820], 3[K. Paul et al. Am J Respir Crit Care Med 2004, vol.169: 719-725],
2[J. M. Quan et al. Journal of pediatrics. 2001; 139: 813-820], ‘[Kanpanos H. U. u ap. Myxosucumaos. Metoanueckue pexomenaarmu. Mocksa, 2005]
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B nomouwb Bpauy

BUTCH KJIMHMYECKN. [TOITOMY MMEHHO C NpodUNaKTUYEeCKOM
TOYKM 3PEHUSA, C NPOTMBOCNANUTENIbLHOMW W aHTMGaKTepU-
anbHOM LEeNblo TakKMM MauveHTam AopHasa anbda TaKxe
nokasaHa. Yem ponblue 6ygeT COXpaHATbCH cTabuibHas
cuTyaums B OGPOHXMANbHOM AepeBe, TEM Jydlle NPorHo3
y nauueHTa [8].

HekoTopble aBTOpbl OTMEYaloT XOpolWwy 3ODEKTUBHOCTb
[lopHa3bl anbda Npu ABYKPATHOM ee BBEAEHUM B CYTKM
[15]. CoctaBnas nporpaMmy 3aHATUM B TakKOM cllyyae, Mbl
peKOMEHIYEM NaLMeHTY CiedyIoLLy0 CXeMy Tepanuu: yTpo —
[opHasa anbda (KaK MyKONUTUK) — 3aTeM KUHEe3UTepanus;
BTOpas NMONOBUHA AHS — KWHe3uTepanus — 3aTeM WHra-
Nnaumns gopHasbl anbda (Kak NpoTMBOBOCHANUTENbHbIN Npe-
napart; Tabn. 2).

[opHasa anbda ycnewHo NPUMEHSETCS U NPU APYTrMX XPOHU-
YeCKMx HecneumdUyeckux 3aboneBaHnUsaX JIErKMX, KOTopble
COMpPOBOXAAIOTCA XPOHUYECKUM GaKTepuasbHbIM Bocnasne-
HMEM B [AbIxaTeNbHbIX MYTAX, BblpaXEHHbIM MYKOCTa30M,
TPEOBYIOLMM PasKUKEHNUS MOKPOTbI U 06NeryeHmns ee oTKall-
nuBaHus [16].

Hawwn HabniogeHns nokasanu, 4To NpW HalMyYUK acTMmaTu-
4YECKOro cuHapoma y pebeHKa ¢ MYKOBUCLMOO30M WHOraa
BO3HMKaeT Heobx0AMMOCTb B OTMeHe npenapara. Mpenapar
cnefyeT TaKKe OCTOPOXKHO Hal3HavaTb AeTdM C anfiepru-
YECKMMU MPOABAEHUSMU, @ TaKKe Korga MyKOBWMCLMOO3Y
COMyTCTBYET AMArHo3 «6poHXManbHas actMar.

[JopHa3a anbda Xopowo COBMECTMMa C APYrMMU Meam-
KaMeHTaMW, Hanpumep € aHTMOGUOTMKamuK, GpoHxoaunaTta-
TOpamu, TNIOKOKOPTUKOMAAMU, aHanbreTukaMu UM Apyrumu
MyKONUTUKamMK. OgHaKo HeobxoauMmo cobnogatb MHTepBan
B 1-2 4 Mexay MHranaumMsmu gopHasbl anbda u Apyrumu
MeAMKaMeHTamMM, 4Tobbl He HapywuTb GepmeHTaTUBHbIE
CBOWCTBa Npenapara.

Ta6nuua 2. MHransiums gopHasbl anbda no cxeme 2 pasa B A€Hb

Oco60€e BHMMaHWeE cnegyeT 3aoCTPUTb Ha TOM, YTO GONbHbIM
MYKOBUCLMAO30M W APYTMMWU XPOHUYECKUMU 60SIE3HAMM
JIErKMX NPOTMBOMNOKa3aHbl Ntobble cpeacTBa, NogaBnsiolime
Kallenb (B 4aCTHOCTH, NpenapaTbl ¢ J06aBIEHNEM KOAENHA),
KOTOpbIE CMNOCOOCTBYIOT HapacTaHUIO MyKOCTasa, YTaxenaoT
TeyeHne 3aboneBaHns ¢ pa3BUTUEM OCNOXHEHUN. [ToaToMy
fopHady anbda TakXe Henb3s Ha3HayaTb OJHOBPEMEHHO
C NPOTUBOKALWIEBLIMM MpenapaTamu.

[ns popHasbl anbda, Kak U 41 BCEX MYKONMTUKOB, BaXKHO
cobnofaTh PeXuM npuema B Te4eHue AHA: NocneaHu npu-
€M He J0o/mKeH 6blTb No3Xe YeM 3a 2 yaca [o cHa! Tak KaK
HacTynawLwmnm MyKonnuTUieckun adpdeKT coBnageT ¢ Yacamu
HOYHOrO CHa, Korga pebeHOK GaKTUYECKU 3aHUMAET ropu-
30HTaIbHOE APEHAXKHOE NOJIOXKEHME B KPOBATH, YTO 0ObIYHO
NPUBOAMT K MPUCTyNam My4YnTEbHOro HOYHOIO Kallns.

Ana abPeKTMBHON MHranuMmK AopHa3bl anbda paspeliaeTcs
MCMONb30BaTh TOJIbKO KOMMPECCUOHHbIE IXKET-HEBYNan3epbl
Takoro tuna, Kak Hudson T Up-draft Il/Pulmo-Aide, Airlife
Misty/Pulmo-Aide, moaudukaumm Respigard/Pulmo-Aide
unn Acorn Il/Pulmo-Aide. JopHa3y anbda MOXHO BBOAWUTb
[KeT-Hebynan3epom,/KOMNPECCOPOM MHOrOPa3oBOro Mnob-
3oBaHua Tuna Pari LL/Inhalierboy, Pari LC/Inhalierboy unu
Master, Aiolos/Aiolos, a TaKXe 3NeKTPOHHbIM Hebynanle-
pom PARI eFlow®rapid (MHHOBaLMOHHAA cucTeMa), KoTopble
[OCTaBNgaT npenapart B opraHM3amM 60/bHOr0 B 6GUOXMMMU-
YeCKM HEU3MEHEHHOM Bue. YNbTpa3ByKOBble HeGynansephbl
He NoAXoAdaT Ans BBeAeHMS AOPpHa3bl abda, MOCKObKY OHM
MOIYT MHAKTMBMPOBATb NpenapaTt WaK Bbi3BaTb HEAOMYCTH-
Mble UBMEHEHWS B CBOMCTBaxX aspo30/1.

[Mpn Ha3Ha4vyeHun JopHasbl anbda, Kak U APYrnux MyKOUTU-
YeCcKuMX npenapaToB, HEOGX0AMMO B 06513aTe/IbHOM NopsaKke
obecneynTb NauMeHTy NOJIHOLEHHbIW ApeHaK 6POHXManbHO-
ro AepeBa C MOMOLLbIO CreunanbHbIX AblXxaTeNbHbIX YMpax-

BapuaHT 1 (MOKpoTa B yTPeHHHUe 4Yachbl)

MPUHATE BHYTPb MYKONIUTUK (MHAUBUAYANIbHO)

Yepes 30 MnH — 6GpoHxoaunaTaTop (pacTBop 4Yepes Hebynansep)

YTpo [opHa3sa anbda

MNepen AETCKMM CafoM, LWKOOW,
MHCTUTYTOM, paboTom

KuHeauTepanus (abixatenbHas rMMHacTUKa, IpeHax)

MHransumns aHTM6MoTMKa (4epes3 1 4 nocne gopHasbl anbda)

MPUHATL BHYTPb MYKOSUTHK

Yepes 30 MnH — GpoHxoaunaTaTop (pacTBop Yepes Hebynansep)

Beyep KnHeautepanus (4blxaTenbHas rMMHaCcTUKa, ApeHax) 3a 24 p0cHa
JAopHa3a anbda
MHranaumsa aHTM6noTnKa

BapuaHT 2 (MOKpoTa B B€4epHHUe 4achbl)

MpUHATE BHYTPb MYKONUTUK (MHAMBMAYaNbHO)

y Hepes 30 MMH — GpoHxoannaTaTop (pacTBop Yepes Hebynansep) Mepesa AETCKUM CafioM, KOO,

e Kunesutepanus (abixatenbHas rMMHacTUKa, JpeHar) MHCTUTYTOM, PaGoToi

MHranauua aHtTMbnoTnKka

JeHb [ocne nerkoro oTKalWNMBaHUA — MHransauus gopHasbl anbdpa Mocne wKonbl
MPUHATE BHYTPb MYKONIUTUK (MHAUBKUAYANIbHO)
Yepes 30 MnH — 6GpoHxoaunaTaTop (pacTeop 4Yepes Hebynansep)

Beuep [JopHa3sa anbda 3a 24 10 cHa

KuHeauTepanus (abixaTenbHas rMMHacTUKa, ApeHax)

MHransumns aHTM6MoTMKa (4epes3 1 4 nocne gopHasbl anbda)




HEHWN, BMOBpPOMAccarka, OTKaWIMBaHUA (METOAbl KUHE3U-

Tepanuu) [17]. Tpn 060CTPEHUU MHDEKLUK AbIXaTeNbHbIX

nyten Ha ¢oHe nevyeHus OopHa30oM anbda NpUMeHeHue

npenapata MOXHO MNpPOAo/MXaTb 6e3 KaKoro-nMbo pucka
ans 60n1bHOro. Ba)KHO MOMHMWTb, YTO MaKCMMasbHbIA KK-

HUYecKun adbdeKT Tepanuu aopHason anbda HacTynaet

yepesd 1 Mec HernpepbIBHOro npuvemMa, noatomy oLeHuBaTb

JencTBMe npenaparta cneagyetr He paHblie 3TOro CpoKa

W He TOPOMUTbLCH €ro OTMEHSATH.

Bonpeku pacnpocTpaHeHHOMY MHEHUIO, YTO Bpayy AOCTaTOu-

HO TOMIbKO Ha3HaYuTb JIEKAPCTBO B BMAE MHranauuu, cylie-

CTBYIOT OObEKTUBHbIE U CYObEKTUBHbLIE NMPUYUHDBI, OT KOTOPbIX

3aBUCKUT 3DODEKTUBHOCTb AaHHOM Ne4ebHOW npoueaypbl.

Bo MHOrom oHa onpefensieTcs npaBUbHOCTbIO BbINOJHE-

HUSA PEecnupaTopHOro MaHeBpa, NO3TOMy nepel HavyalioMm

Tepanuu gopHa3on anbda Heo6xoaMMo 06Yy4MTb NauMeHTa

HeKOTOpbIM 06a3aTeNbHbIM NpaBunam [17, 18]. Mpu npose-

JEHUU WHranaumMu cnegyet MakCMManibHO COCpPefoTOYUTLCS

Ha npouenype, Henb3s OTB/IEKATbCA, Hanpumep caywarb

MY3blIKY, CMOTPETb TEIEBMU30P, YMTaTb U T.4. IPDEKTUBHOCTb

WMHIransiuMm MOXXHO NOBbICUTb, €CIM BMECTO CTy/la UCMO/b30-

BaTb 6O/bLIOV FMMMHACTMYeCKM Mad. Npu aToM npoueaypa

CTaHOBUTCA 3DPEKTUBHOM U HEYTOMUTENIbHOM, YTO OYEHb

BaXXHO 4719 60NbHOro, MOCKOJIbKY MHranaumm Heo6xoaMMo

NPOBOANTb KaablV A€Hb B TEYEHWE BCEW HU3HW.

OnTMManbHO BpemMsa WHranaumMmM gopHasbl anbda AO0MKHO

coctaBnatb 10-15 MwuH. lNpaBuabHOE NpoBeAeHWe MWHra-

nAauMM nNpenapata ABASETCH TEXHUYECKM U MCUXOSIOTMHYECKHM

CNOXHOW paboTon, O0COGEHHO AN MaNeHbKWMX MNaLMEHTOB

N TAXeN060/1bHbIX. [103TOMY OCHOBHas 3ajava MHranauum —

Nony4YnuTb MaKCcMManbHbIM TepaneBTUYECKUI IOPEKT C MUHU-

MYMOM PU3UYECKUX M 3IMOLIMOHAsIbHbIX 3aTpaT 60/IbHOro

1 3@ MaKCMMasbHO KOPOTKMIM CPOK. [paBuna nHranaumu:

e OO/IbHOW CHAOMUT Ha CTyne C KPENKOW Omnopow CrUHbI
Ha CMWHKY CTyna, CMMHa [OO/MKHa OocTaBaTbCsd MPSAMOW
BO BpPeMs BCEW UHIransiumu;

° ievyn paccnabneHbl M onyweHbl BHU3, BCE TEN0 paccna-
6N1€eHo;
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e feTanu ofexAabl (PE3WHKM, MNOSAC, 3acCTEXKU U ap.)
He AO0/IXKHbl CAaBMBaTb XMUBOT;

°  MYHAWTYK HeGynansepa cneayeT AepxaTtb rnyeboKo BO PTY,
Kpenko 06xBaTuB ero 3y6amMu 1 rybamu, A3blK HaxoauTcs
noA MyH/LWTYKOM W HE 3aKpbiBaEeT ero 0TBEPCTUE;

e y fAeTer Mnajwero Bo3pacTta MHransauus npoBoAUTCS
Yyepes CUIMKOHOBYIO MacKy;

® B[OX Me[NIeHHbIN, CMOKOWHbIN, TNyOOKUK, Yepe3 poT
Ha cYyeT «0AMH—ABa—Tpwu» (y AeTen mMnagwero Bo3pac-
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Taknm o6pasom, lynbmMo3uM (gopHas3a anbda), obnagas

OCHOBHbIM MOLLHBIM MYKOJIUTUYECKMM 3PDEKTOM M 2 AOMNOS-

HUTENbHBIMU: MPOTUBOBOCMANNUTENLHLIM WU aHTUGaKTepUanb-

HbIM, SIBASIETCA KOYEBbIM Npenapatom B 6a3ucHOM Tepa-

MUK NpU MyKOBMCLMAO3E Yy NALMEHTOB B Nt060OM BO3pacTe.

Kaablh 601bHOM MYKOBWCLIMAO30M [O/MKEH MNPOBOAWTb

Tepanuio, BKAOYaloLLyto AopHagy anbda, cpasy nocsne nocra-

HOBKM AnarHo3a Kak ¢ n1e4ebHOou, TaK 1 C NpodUnaKTU4eCcKon
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