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B 6a3ucHon Tepanun MyKoBUCUMA03a JOopHa3a ajbpa urpaet BaxKHylo poJib, 061a4as TPeEMS KITIMHUYECKUMMU dppeKTamm —
MOLLHbIM MYKOJIMTUYECKMM, MPOTUBOBOCMA/IMTE/IbHBIM U aHTMGaKTEPHUaIbHbIM. PaHHee BK/IOYEHUe npenapaTta v ero nocro-
SIHHBIA TPUEM B COCTaBe KOMITIEKCHOM 6a3UCHOM Teparnuu no3BoJIsSIeT NayneHTam ¢ MyKoBUCLMA030M BECTM aKTUBHbIN 06pa3
XKU3HU, C peaKMMN 060CTPEHUAMN BONE3HU, A/INTE/IbHBIMU PEMUCCUSIMU, CTAbUIIbHON QYHKLUMEN BHELIHEro AbixaHus. s
KynupoBaHus CMMNTOMOB rnpenapar Lesaecoobpa3Ho Ha3HavyaTb cpasy npu nocTaHOBKe AnarHo3a «MyKoBMCLMAO03» C Npo-
PUNAKTUHECKOM 1 J1e4EOHOM LIEJIbI0 XPOHMYECKOIro 6POHXNTa M XPOHUYECKOIO MOJIMMO3HOI0 naHcuHycuTa. 3peKTMBHOCTb
AOopHa3bl a/iba 3aBMCUT OT CTPOroro Cob0AEHUS NpaBul ee NCrob30BaHMs.

Knro4yeBble cnoBa: MyKOBUCLMAO3, XPOHMYECKME BPOHXO0/Er04HbIe 3a601€BaHUS, MyKOCTa3, A€TH, XPOHNYECKUI MaHCUHY-
CUT, NOJINMbI Hoca, 6a3ucHas Tepanusi, JopHasa ajboa, npaBuia NPUMeHeHUs rnpenapara, HebynansepHas Tepanums.

Mykosucumaos (MB) B HacTodlee Bpemsd CTaHOBMUTCA
BO BCEM MUpe He neanaTpu4yeckon, a TepaneBTUHECKOM
npobnemoi. Bce 6onblie NaLMeHTOB 61aronony4yHoO AOXKM-
BaloT A0 Bo3pacTa 18 fneT u nepexogsaTt nog HabnwgeHue
BO B3POC/yIO CETb — K TepaneBTy. B CBA3U C 3TUM U3MeEHS-
loTCS M 3aja4um neguatpa: Heo6xoaMMO He TOIbKO BOBpeMmS
NOCTaBWUTb MPaBW/IbHbIM AWMArHo3, HO U Nogobpatb addeK-
TUBHYIO 6Ga3nUCHYI0 Tepanuio, 6aarogaps KOTOpon pebeHoK
OyaeT xopowo cebs 4yBCTBOBaTb, 60/blle BPEMEHU MPO-
BOAMTb AOMa U B LLKOJIE, MEHblle — B G0NbHULE; CMOXET
BECTU aKTUBHbIK 06pa3 XU3HU U OblTb COLMANLHO MOJIHO-
LleHHbIM 471eHOM Hallero o6LlecTBa.

3a nocnegHue rofabl AOCTUTHYTbl 3HAYUTESNIbHbIE YCNexu
He TONbKO B 06/1aCTU MOHUMaHUSA NaTodU3UONOTrMYECKMUX

0.l. Simonova

OCHOB M TEHETUKM MYKOBUCLMAO3a, HO M pa3paboTaHbl

COBpeMeHHble cTaHfapTbl addeKTUBHOro neyexus [1, 2].

[Jo 5-15% 60nbHbIX cneunann3MpoBaHHOro cTaLuoHapa

nyfbMoHoNornyeckoro npoduna B EBpone coctaBnsor

naumMeHTbl C MyKOBUCLIMAO30M.

Komnnekc 6asucHon Tepanuu ans 6onbHoro MB MOXHO

pasfenuntb Ha 4Be COCTaBAsAoWME YacTh, Kaxaas U3 KoTo-

POV BaKHa U He3aMeHuMa.

1. JlekapcTBeHHasa Tepanus — 3aMecTUTeNbHasa Tepanus
depmeHTamMn NOMKENYAOHHON Kenesbl, aHTubaKTepu-
anbHas Tepanus, MyKONWUTUYecKas Tepanus, GpOHXOo-
NIUTUYECKasa Tepanus, NpUMEeHeHWe renaToTPOMHbIX
npenapaToB, BUTAMUHOTEPANUS, NeYEeHUE OCNIOKHEHNM
1 cUMNTOMaTMyecKas Tepanums.

Scientific Center of Children’s Health, Russian Academy of Medical Sciences, Moscow

An important component of basic therapy in cystic fibrosis
(mucovyscidosis) in children: dornase alfa

Dornase alpha plays an important role in the basic treatment of cystic fibrosis, having three clinical effects: powerful mucolytic, anti-
inflammatory and antibacterial. Early drug inclusion and its permanent administration in the basic therapy allows patients with cystic
fibrosis to have an active life, with occasional illness recrudescence, long-lasting remissions, stable function of external respiration. The
drug is appropriate to prescribe as preventive and curative for chronic bronchitis and chronic polypoid pansinusitis immediately if the
diagnosis of «Cystic fibrosis» is established. The effectiveness of dornase alfa depends on strict adherence to the rules of its use.

Key words: cystic fibrosis, chronic bronchopulmonary disease, mukostasis, children, chronic pansinusitis, nasal polyps, basic therapy,
dornase alfa, the rules of administration, inhalation therapy.



2. HemeauMKaMeHTO3HOE NnevyeHne — KuHesuTepanus (cne-
UManbHas TeXHUKa ApeHa)ka O6poHXWanbHOro Aepesa,
TPEHUPYIOLLME YMPaXKHEHUs, 3NeMeHTbl CMOPTUBHOM
aKTUBHOCTU), AMeToTepanus, caHaTOPHO-KypopTHas pea-
6unutaums. NoapobHO AaHHble METOAbI Tepanun onuca-
Hbl B cneuunansHon nutepatype [1-3].

YacTblM 3abnyaeHueM Bpayen, KoTopble HabntogaloT

60nbHbIX MB, camunx nauMeHTOB W WX poauTenewn sABns-

€TCsi MHEeHWe, 4YTO A4S XOPOoLero caMO4yBCTBWS, KOHTPO-

N5 60N1e3HN U OOCTUMKEHWUS MONOMKMUTENbHbBIX pPe3ynsLTatoB

B TeyeHue 60/1e3HWU [OCTAaTOYHO TOJNIbKO MPUHUMATb OAHY

TabnieTKy W fenaTb OAHY MWHransuuio, 3aHumas naccus-

HYI0O MO3UUMIO. K coXaleHutio, 3aKOHbI MY/1IbMOHONOMMKU 3TO

onposepratot.

B ocHOBe MyKOBMUCLMA03a, Kakow 6bl GOPMbI U TIKECTH Teye-

HUWS OH HU Bblf, TEXUT MYKOCTa3 — CKOMNJIEHNE O4EHb BA3KOM

C/IM3N BO BCEX MPOTOKAX 3K30KPUHHBIX enes: B 6POHXO-

JIEFOYHON CUCTEME, MEYEHU, KULLIEYHUKE, NOLXKENYLO4HON

enese, NofoBbIX U NOTOBLIX Xene3ax. Mykoctad — natodu-

31ON0MMYECKOE ABMIEHUE, KOTOPOE Pa3BUBAETCH BCNELACTBUE

CNOXHbIX KOMMOHEHTOB.

B Hopme, npu 06bIYHOM COCTOSIHUW, KIMPEHC CAWU3KM Npes-

CcTaBfieT cobon 0CoObIM MPUPOAHBIN 3aLMUTHLIN MEXaHU3M,

Korfa B MOMEHT pecnupaTtopHOro anu3oga BblpabaTbiBae-

Masi B 60/blIOM KONMMYecTBe CnM3b aacopbupyet B cebs

BUPYCbl, BaKTEPUN U Apyrue MHOPOAHbIE YacTULbl C rnoche-

AYIOWMM yaaneHnem W3 AblXaTeNbHblX MyTen Mpu YUxaHuu

W Kawsne. HopmanbHble PeosiorMyeckne xapaKTepPUCTUKM

cnm3n obecneymBatoT IPPEKTUBHYIO paboTy pecHUT4aToro

3INUTENUS AblXaTeNbHbIX NyTeW. TaKkylo CUTyaLMIO MOXHO pac-

LleHNBaTb KaK MO3UTUBHbLIN MOMEHT [2, 4].

OfHaKo, Korga BA3KOW CNM3KU CKanjanMBaeTCd MHOro, U OHa

3acTaMBaeTcs AUTeNlbHOe BpeMs B AblXaTe/lbHbIX MNyTAX,

HapyLlatoTcd GU3Monorniyeckne MexaHM3Mbl ee aBaKyaLuu,

6/10KMpyeTcs paboTa pecHUTYaToro annaparta U pa3BuBa-

eTca MyKocTas. Yepes HeKOTopoe BPeEMS MPUCOEeUHSETCS

BTOpPUYHaa MUKpodaopa, U npoLecc nepexoguT B Xpo-

HUYECKYIO cTaauto. ITO sBNeHWe ycyrybnseT AnuTesnbHbIn

OTEK C/IN3UCTOMN 060/104KM GPOHXOB M MOCTOSAHHbIN BPOHXO-

cna3m. MNpoayKuma BA3KOro CeKpeTa yBelMynBaeTcs ele

6onbwe. Mpn MyKOBUCUMOO3E CTEHKM MENKMX GPOHXOB
yToNWaTcs B TpU pa3a (3To 60/blle, HEM MPU XPOHUYe-

CKOM GpPOHXUTE Yy KypuiblimKoB!). BeicTpo dopmupytoTes

Andbdy3HbIM NTHEBMODUOPO3 U y4aCTKU NMHEBMOCKIEPO3a.

Takum 06pa3om pa3BUBaETCs Tak Ha3blBaeMbl MOPOYHbIV

KPYr MOpa*KeHWs Nerkoro npu XpoHWYeCcKOM OpoHXxone-

rOYHOM MnpoLiecce: MyKocTa3 — OOCTPYKLUMSA AbIXxaTeNbHbIX

nyTem — KOJIOHM3aunsa GaKTepusaMn CAM3nCcTon 060104-

KW AblXaTefibHbIX NyTeW — XPOHWYecKoe BocnalieHne —

MyKocTa3s [5].

Y 60NbHbIX C pa3iMyHbIMK 3a60/EBAHUAMN NIETKMX pa3Has

CTeneHb NPosiBNeHUs MyKocTada. MaKcumanbHO 3TO sBfe-

HWEe MpeAcTaBNeHO MpPU MYKOBMCLMAO3E: MOKPOTa OYeHb

BA3Kas, TPYAHO OTAENsdeTcs Npu Kawne u apeHaxe. [pu

OTCYTCTBMWM alEKBATHOrO ApPEHaxa MOKpOTa CKanjinBaeTcs

B [bIXaTe/lbHbIX NYTAX rogamu, co3aaBas NOCTOAHHbIN pe3ep-

Byap AN9 ovara uHdeKumun. Baskas cnnsdb B BUAE MNOTHbIX

NPo6OK MOPOM MOMHOCTBIO OBTYPUPYET AblXaTeNlbHble MyTH,

6/I0KMPYS MOJSIHOLEHHYID BEHTUASALUMIO, Fra3000MeH U Kpo-
BOOOpalleHne B Jerknx. Yem 6onblie o6bema nero4yHom
TKaHW BbIK/IIOYEHO M3 ra3oobMeHa M3-3a MyKoCTasa, TeM
CTeneHb AbIxaTe/lbHOM HefoCTaTOYHOCTM y 60/IbHOTO 6onee
Bblpa)keHa [3, 5].

Mpu MyKOBMCLMAO3€E BarKHO ObICTPO NOCTaBWUTb NPaBUbHbIV
AMarHo3. Yem paHblle Ha4yMHaeTcs fevyeHue, Tem nydue
nporHo3. Ho ecnu 3a6oneBaHne NPosSBMAOCH B pAHHEM BO3-
pacTte, 3Ha4YuT NpoTEKaTb OHO BYAET TAXKeNee U arpeccUBHEN
(megnatpaM cnefyet NOMHUTb, YTO Yy TaKWUX AeTer naTtonoruye-
CKME M3MEHEeHUs BblparkeHbl sipye). KawneBon (3aWwuTHbIN)
pedneKkc HecoBepLIEHEH, BEHTUNALMOHHbIE Koatepanu
He cdOpMUPOBaAHbI, AMAMETPbl GPOHXMON OYEHb ManeHbKue
(1 MM 1 mMeHee!). JleyeHne ManeHbKUX AeTen npeacraBnser
6onblne TPYAHOCTU HE TONbKO B MNfiaHe noabopa npenapa-
TOB, HO U1 C NCUXOJIOFMYECKON TOYKM 3PEHMUS.

CnepyeT noHMMaTb, YTO KOMMJIEKC MEANMKAMEHTO3HOW Tepa-
MU JOSIKEH COCTOSATb U3 Pa3HOHAMpPaBIEeHHbIX NEKapCTBEH-
HbIX CPEeACTB, KOTOpble HEO6XOAMMO MPUHUMaTb OAHOBpE-
MeHHO. JlekapCTBEHHbIE NpenapaThbl 1 UX 103bl Nog6upatoTes
WMHAMBUAYaNbHO B 3aBUCUMOCTHM OT BO3pacTa 60/1bHOMo U CTe-
neHu nposineHns 6one3Hn. OgHUM NeKapcTBOM B AaHHOM
CUTyaLuuun He 06OMNTUCD.

MapannenbHO HEO6XOAMMO OCYLLECTB/IATE MEPONPUATUA
MO OYULLIEHWNIO BPOHXMANBbHOIO AepeBa OT BA3KOW U MHOULMU-
POBaHHOM MOKPOTbI, MHA4Ye ee CKoMneHne NpuBeaeT K BO3-
HWKHOBEHMIO MOPOYHOr0 Kpyra: MyKocTa3 — BOCManeHne —
MHOMUMpPOBaHWe. PasopBaTb 3TO 3BEHO BO3MOXHO TOJIbKO
C MOMOLLbIO KUHE3UTEPAMUMN.

Mpn HebnaronpusaTHOM TeyeHue 60/e3HM CaMOo4vyBCTBUE
pebeHKa cTpajaeT: HapacTaeT MNCUXONOrMYECKUA AUCKOM-
dopT; cTaHOBUTCA NPOGIEMATUYHBIM 0OLLEHNE CO CBEPCTHU-
KaMu, MocelleHne WKOoMbl U By3a, BO3HUMKaAET MHOXECTBO
npo6nem. KayecTBO MU3HWM TaKUX NaALMUEHTOB 3HAYUTENBHO
yxyawaetcs [6]. MHBanuansaumus pebeHka ¢ MB npoucxoaut
0Y4eHb ObICTPO, Y HEKOTOPbIX 60JIbHbIX MPOLLECCHI NMHEBMO-
Gnbposa GoOpPMUPYIOTCA MPaAKTUYECKU C POXKAEHUSA. ITOMY
Cnoco6CTBYIOT OCOBEHHOCTU Pa3BUTUS OETCKOro OpPraHus-
Ma: y30CTb AblIXaTe/bHblX MyTEN, MEHbLWWA O0O6BbEM rNajKon
MYCKyNnaTypbl, HECOBepleHHas KonnaTtepasbHas BEHTUNS-
LUns, rMnepniasng Xenesnctomn TKaHu, KpaHe BA3KUIN 6pPOoH-
XWasibHbIM CEKPET, HECOBEPLUEHCTBO KallneBoro pedrnekca
W CIOXKHOCTU NPOBEAEHNS APEHAXKA Y MAaLMEHTOB B MAajLlen
rpynne [7].

Bopbba c MyKocTa3oM siBASeTCA BedylLMM 3BEHOM B KOM-
niexkcHon Tepanuu MB: npexzae Bcero, aTo MyKonuTU4yecKas
Tepanusa u KuHesutepanus.

Mpu MyKoBUCLMA03€E U3 HeDEPMEHTHbBIX MYKOSTMTUKOB MPK-
MeHsTCa nponM3dBoaHble N-aueTununcTenHa, amMbpoKcona
rmapoxaopuaa u KapéouuctenHa. O6bIYHbIN PU3NONOIrU-
yeckun (0,9% NaCl) nnn runeptoHmnydeckun (5—-7% NaCl)
pacTBOpbl 06MafaloT TaKXKe XOPOWWM pasxuKalowmnMm
apdeKToM.

N3 MyKOIUTUKOB MNPOTEONUTUHECKOTO (EPMEHTHOro npo-
ncxoxaeHua ana Tepanum MB paspelueHa TOnbKO Aop-
Hasa anbda ([Mynbmo3uMm, «d. XodpdmaHH-J19 Pow J1T4.»,
LBenuapua). Takne pepmeHTbl, Kak TPUNCKUH, XUMOTPUICHH,
yXKe He UCMOJIb3YIOTCH, NOCKONbKY NevYebHbln addeKT OT Ux

Y
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NPUMEHEHUA MWHWMANEH B CpPaBHEHWWU C BblPaKeHHbIMU
onacHbIMKM MOBGOYHBIMW peaKkUMsMU (Nero4yHble KpoBoTe-
YEeHUs M KpoBOXapKaHMWs, GpOoHXOocnasMm, anfiepruyeckue
peakumn).

[JopHaza anbda 3aHUMaeT ocoboe MecTo cpeau npe-
napaTtoB rpynnbl MykonuTukoB [RO5CB]: kpome MouHO-
ro MYKONMTUYECKOro CBOMCTBA o6GfiafjaeT ABYMS BaHbl-
MU KIMHUYECKMMKN 3ddeKTaMn: NPOTMBOBOCHANUTENbHbLIM
W aHTMGaKTepuanbHbIM. lpenapaT npeactaBnseT ocoboe
XMMUYECKOE BELLECTBO M OTHOCUTCA K (pepMeHTHbIM (Npo-
TEONIUTUHECKUM) MyKOUTHMKaM [4, 8], 4TO U SBNSETCA OCHO-
BaHWeEM [15 ero NpUMeHeHns B KayectTse 6a3MCHOM Tepanuu
B MOCTOSIHHOM pPeXnme C MOMEHTa MOCTaHOBKW AMarHosa
«MyKoBMCLMAO03».

K coxaneHuto, BCTpeyatoTcsa cuTyalmMm, Koraa Bpayu, HasHa-
Yyas gopHady anbda TOIbKO NWlWb KaK MYKONUTUK, nocne
Noy4YeHUs XOpollero pasxuxatowero adpdeKkra 4vepes
HECKONbKO AHEN OTMEHHAIOT npenapart, TeM caMbiM UCKJIIO-
Yyas ero NpoTMBOBOCMaNUTENbHOE W aHTUbaKTepuanbHoe
Bo3jencreune. OWMBOYHO He Hal3HavaTb fJopHaly anbda
npu M301MpoBaHHOM Kuwe4vyHon dopme MB. Bo-nepsblix,
M3011MpoBaHHbIX dopm npu MB He GbiBaeT. [TaTonornyeckune
npoLecchl Ha CIM3nUcTon 060/104KE BPOHXMANIBHOIO AepeBa
passuBatoTcs npu MB paHo, 3240710 0 NOABIEHUSA PECTU-
pPaToOpHbIX CUMMTOMOB M anob6. Bo-BTOpbIX, YeM paHb-
e HaydMHalT NPOBOAMTL NPOodUNaKTUYECKME Meponpus-
TUS, TEM MEHbLLE pPa3BMBaETCA OCMOXHEHWN. B-TpeTbux,
npu MB Bcerga npucyTCTBYET XPOHWYECKUMM MAHCUHYCUT,
BMIOTb 4O Pa3BWUTUSA MOSMMOB, NO3TOMY paHHEe Hal3Haye-
HWe AopHasbl anbda TakKe BaXKHO And NPObUNaKTUKK ero
060CTpPEHUN. B-4yeTBepTbiX, MaKCMMasbHbIN KIMHUYECKUN
addeKT OT Tepanuu npenapaTtoMm HacTtynaet 4yepes 1 mec
HenpepbIBHOro NpMemMa, No3ToMy OoLeHUBaTb ero AencTene
crneflyeT He paHblle 3TOro CpoKa (M He TOPOMnUTLCHA ero
OTMEHSATL!).

XpoHuyeckoe BocnaseHne B OPOHXONEro4yHoOW cucteme
npu MB XxapaKTepusyeTcsi UCTOLLEHMEM MEPULUIMAPHOro
C/I0S WIOKOCTU B KJIETKax anutenns 6poHX0B, YTO MPUBO-
OWUT K HapyLWeHWIo MyKOUMIMapHOro TpaHcnopTa C 3afep-
KOW TYyCTOM M BA3KOW MOKPOTbI, KOTOpasi B MOCAeaylolem
3acenseTcsd NnaTtoreHHbIMKM MUKpoopraHnamamu [9, 10].
XpoHu4yecKaa GaKTepuanbHas MHOEKLMA COMpoBOXLaeTcH
MacCUBHOM BOCMNaUTENbHON peakumnen ¢ JOMUHUPOBAHUEM
HEMTPODUNOB, BbLICOKUMWU KOHLEHTpaLMAMKU NpoBOCMau-
TENbHOIO LUMTOKMHA — WHTepnenkuHa (IL) 8 u BbICBOOOXK-
[EHWEM W3 TrpaHyn HEUTPOPUIOB Takux GEpPMEHTOB, KaK
anactasa U Muenonepokcuaasa [11]. Hentpodunbl paspy-
LaloTCH C BbICBOOOXAEHWEM OOMbLIUX KOMMYECTB BHYTPU-
Kneto4yHon AHK. Y 60nbHbIXx MB 6poHXxuanbHoOe otaensemoe
coaepxut ot 3 go 15 mr AHK B 1 ma moKpoTbl. Hannuyume xpo-
HUYECKOM KONOHU3aLUMKW NaTOreHHbIMU GaKTEPUAMU U XPO-
HU4YeCcKoe BOCManeHne CIN3UCTON 0BO0MOYKM AblXaTeNbHbIX
nyTeN € BblpaXeHHbIM npeobnagaHneM HenTpohuios 6bino
[loKa3aHo NyTeM UccnefoBaHuUa 6POHX0anbBEONAPHbIX NPO-
MbIBHbIX BOJ Y MOAaBASAOWEro 4yucna 60nbHbIX JeTel pas-
HOro Bo3pacTta (B TOM 4ucie mnagle 6 Mec) n B3pPOC/bIX
faxe c nerkum TedyeHnem MB u HopmanbHOW yHKLMEN
BHelHero AblxaHus. Pe3ynbtathl UcCnefoBaHWA LoKasanu,

YTO BOCMNAaNeHNEe B HUKHUX [bIXxaTeSIbHbIX NMYTAX Ha4YnMHaeTcs
Ha paHHWX 3Tanax NaToNorMYecKoro npouecca B NErkux,
T.€. 3300 [0 NOSIBIEHUSA KIMHWUYECKOW CUMMTOMATUKW.
BbicBo6oauBwasaca AHK o6nagaer cBOMCTBOM MNOBbILWATb
BA3KOCTb CEKpeTa [AblxaTefbHbIX MyTeW, YTO CYLECTBEHHO
HapywaeT ApeHaxk 6poHxoB. BHOBb pa3BuBaeTcs MHOEK-
LS, BHOBb B OTBET BblGpachbiBaeTCH OrPOMHOE KOMYECTBO
HenTpodmnos n obpasyeTcs eLle 6osbliee Konnyectso AHK
[12, 13]. PazB1BaeTCsA NOPOYHbIA KPYr, pa3opBaTb KOTOPLIN
BO3MOXHO, TONbKO pacwenus AHK, TeM cambiM nNoHW3uB
BA3KOCTb MOKPOTbl. ATUM CBOMCTBOM M o6nafjaet JopHa-
3a anbda. OHa [JeNCTBYET KaK MONEKYNApHble «HOXHULbID,
KaK 6bl «pa3dpeszasn» nnwHo JHK, cogeprallytocs B ryctom
MOKpOTE, BbICTUNAOWEN AblXaTefibHble MyTU 60/bHbIX MB,
YTO BEAET K ee Pas3KMKEHUIO 1 yay4leHU0 OTXapKMBaHuS.
370 ele 04Ha NpUYMHA Ha3HavaTb AOPHaA3Yy anbda Kak MOX-
HO paHblUe.

lpotnuBOBOCNanUTENLHOE U aHTUOaKTepuanbHoe [encTBue
[lopHa3bl anbda OCHOBAHO Ha CHUXEHWUU KOHLEHTpauuu
anactasbl M IL 8 B MOKpPOTE; YMEHbLIEHUWN JONN HENTPODU-
N0B, YPOBHSA HeNTpoduabHON anactasbl U IL 8 B XnAKOCTH
OpPOHX0aNIbBEONAPHOro faBaxa; BJIMAHUM Ha O6MOodPUIbM
MYKOWAHOW CUHErHOMHOW ManoyKW; MOHWUKEHUN YPOBHSA
MaTPUYHbIX METaNIONPOTENHA3 B MAKOCTU BPOHX0abBEO-
JIAPHOrO NlaBaka, T.€. YMEHbLIEHUN AECTPYKTUBHOIO KOMMO-
HeHTa JIEr0O4YHOW TKaHW Npu BocnaneHuu [14, 15].

[JopHasa anbda ycnewHo npumeHsetca ¢ 1994 r. B CLLUA
M cenyac BblMyCKaeTca B KOAMYeCcTBaX, AOCTATOYHbIX ANS
notpebHocTen Bcex 60MbHbIX MB [7, 8]. lNpenapaT ogobpeH
YnpaBneHnem no KOHTPOJIIO KayecTBa MULLEBbIX NMPOAYKTOB
n nekapcTBeHHbIX cpeacts CLUA (FDA) B KadvecTBe NeKap-
CTBEHHOrO npenaparta.

[JopHasa anbda coaepxunt GochopunmMpoBaHHyO MMUKO3K-
IMPOBAHHYI0 PEKOMOMHAHTHYIO AEe30KCUMPUOOHYKeasy |,
UK Tak HasbiBaemyto anboda-AHKa3zy (ToyHyto Konuio npu-
poaHoro yenoseyeckoro ¢pepmeHTa AHKasbl), nony4yeHHyto
C NOMOLLbIO PEKOMBUHAHTHOW TexHonormn. [lopHasa anbda
npeacraBnsieT co60n CTEPWSIbHbIM, NPO3payvHbln, 6ecuBeT-
HbI pacTBOP AN MHraiasiyMOHHOro MPUMEHEHUS, C KOH-
ueHTpaumnen 1000 EA/mn (1 mr/mn), npu atom 1 EA/Mn
no leHeHTexy paBHa 1 Mr/ma. YKadaHHas KOHLEHTpauus
6efika UCXOAUT TONbKO M3 COoAepXaHusa 6e3BOLHOro Moju-
nenTuia u He BKIOYaET BECOBOIO KOJIMYECTBA COAEPKaLLMX-
€Sl B pacTBOpeE yrnesofos nnn docodaTos.

Tak Kak gopHa3sa anbda aBnsgerca GepmeHToM, Heo6Xx0aNMO
CTporo cob6nofaTe npaBufia ero ucrnonb3oBaHua! BaxHo
NMOMHWTb, YTO MpenapaT npeactaBnseTr co60M BOLAHbIN pac-
TBOp 6€3 6ydepHbIX CBOMCTB U HE AOIKEH Pa3BOAMTLCHA UK
CMeLLMBaTbCS C APYrMMU NeKapCTBEHHbIMU CPeACTBaAMU UK
pacTBOpamMu B EMKOCTM Hebynan3epa: CMEWNBAHNE MOXKET
NPUBECTU K HexenateNbHbIM CTPYKTYPHbIM W/Wan OYHK-
LMOHaNbHbIM U3MEHEeHUAM [opHa3bl anbda WAn Apyroro
KOMMOHEHTa cmecu. Hanbonbluero n ctabunbHOro adhdpexTa
yAaeTcs JOCTUYb TOJIbKO MPU NOCTOSHHOM €XKeJHEBHOM Mpu-
MEeHeHMW npenapara u perynsapHoM MnpoBeLEeHUN KUHE3UTe-
panun. ONTMManbHOE BPeMSs CYTOK ANs NPOBEAEHUs UHra-
NnauMn gopHasbl anbda BblOGMpPaeTCs WHAMBUAYaANbHO AN
Kaxaoro 60/bHOro B 3aBUCMMOCTHM OT pPeXUMa AHSA U OTAbIXa



naumeHTa, HO Bcerga CTporo B O4HO M TO e BPEMS, C Y4ETOM
24-4acoBoro gencTBug npenapara [3, 7].

CTaHgapTHas Ao3a Ans OAHOM MHransuuu o6bl4HO COCTaB-
naet 2500 E/] (2,5 mr) npenapata (1 ogHogo30Bas amnyna)
1 pa3 B CyT (MHOrAa y B3POCAbIX B TSXENblX clyvyasx —
2 pasa B [ieHb) Yepes cnelmanbHbli KOMMPECCOPHbIA HEBY-
nanzep. Bce copepxmnmoe oaHOW amnynbl cnegyet nepe-
NUTb B eMKOCTb Hebynansepa. [na npoBeaeHns UHransaumm
¢ nomouibio metoankun MNMAPU CuHyc notpebyeTtcs LOMONHU-
TeNbHO elle OAHa amnyna B [eHb.

OrpaHuyeHnit Mo BO3pacTy ANa NPUMEHEHWs npenapaTta
HeT. [pn Heo6Xo0aAMMOCTHM Tepanuio AopPHa30M anbda MOXKHO
HaynHaTb pebEHKY C POXKAEHMUS.

MpoBOANTL MHransauMK cneayeT TONbKO C MOMOLbIO AXKeT-
Hebynansepos Tuna MAPU Mactep, MAPU Typ6o Bon (N, S
n SX), NAPU HOHnop Bon (N n S), NMAPW CuHyc ¢ pacnbinute-
namu Trna J11, J1L, nan 1L, CMPUHT, a Takke MOXHO UCMnosb-
30BaTb 3NEKTPOHHbLIN HeBynansep membpaHHoro tuna PARI
eFlow rapid (MHHOBauMoOHHasa cwucTtema). [JoKazaHo, 4TO
C NOMOLLbID 3TUX NPUOOPOB MOXHO AOCTaBWUTL NpenapaTt
B OpraHuam 601bHOr0 B OUOXMMUYECKU HEUZMEHEHHOM
BuAe. YNbTpa3ByKOBble Hebynanadepbl He NoAXoAdAT ANs BBe-
aeHus MynbMo3rMa, NOCKONbKY OHWM MOTYT MHAKTUBMPOBATb
npenapaTt Uan Bbl3BaTb HEAOMYCTUMblE UBMEHEHUSA B CBOWM-
cTBax aspo3ons.

A3dbdeKTUBHOCTb M 6€30MacHOCTb Tepanumn gopHa3on anbda
[lOKa3blBaeTCH ANUTENbHBIMU HabNOAEHUAIMM 3a 60bHBLIMK
KaK B Hallewn cTpaHe, Tak 1 3a pybexom [14, 16, 17].

Ha nocnegHem EBponenckom KoHrpecce no MyKoBUCLIMAO3Y,
KoTopbIv Nnpoxoamn B lam6ypre (2011), 66110 OTMEYEHO YyY-
lweHne BbixXuBaemocTn nauneHtos ¢ MB B CLUA 3a nocneg-
HWe roabl, 6narogaps KOMMJIEKCHOW 6a3ncHOM Tepanuu
(puc. 1). AKTUBHOE BK/ItOYEHWE AOpHA3bl anbda B 6a3UCHYI0
Tepanuio 60nbHbIX MB B 1995 r. Hapsay ¢ vHranauMamu
AHTUOMOTUKOB 3HAUYUTENBHO YMEHbLUMIO CMEPTHOCTb TaKMx
nauueHToB (puc. 2). Y ocobo TsxKenbix 60/bHbIX C MOKa3a-
TenaMmn obbema GopcMpoBaHHOIO BbligoXxa 3a 1 ¢ MeHee
30% BbIXXMBaeMoCTb yBenndunacb ¢ 1,2 o 5,3 net Ha poHe
aKTUMBHOW Tepanuu gopHa3ou anbda U MHransaumMm Tobpamm-
umHa (puc. 3) [18].

MpenapaT xopoLo COBMECTUM C APYrMMW MeAMKaMeHTaMu
(aHTMBMOTMKaMu, GpoHxoaunaTaTopamMu, MIOKOKOPTUKOMUAA-
MW, aHanbreTukamu v ApyrumMmu MyKoIMTUKaMu), 4To aABnseT-
€Sl HEM36EKHbBIM B KOMMIEKCHOM JIEHEH UM,

Oco6oe BHMMaHue cnegyetr ob6bpaTuTb Ha TO, 4YTO 6OMb-
HbIM MYKOBMCLIMA030M NPOTUBOMOKa3aHbl Nto6ble CPeAcTBa,
nofasnsiolme Kawenb (B YaCcTHOCTW, Npenapartsl ¢ go6aBne-
HMEM KOoJeWHa), KOTopble yCyryensatoT MyKOCTas, YTaKensoT
TeyeHue 60/1e3HU C pa3BUTUEM OCIOXKHEHUN.

Mo HaWWM AaHHbIM, HeXenaTeflbHble peaKkuuu (HesHauu-
TeNbHble ABNEHUS GpapuHrnTa U U3MEHeHMe ronoca, MHoraa
NIAPUHIUT M KOXHas CbiNb C 3yAOM WM 6Ge3 Hero), NpuBea-
lIKEe K MOSTHOMY MpPeKpaLleHUIO leyeHus JopHa3oi anboa,
Habl04anuChb PefKo, YTO corflacyeTcsd ¢ pesynsrtatamu 4py-
rMx uccnegoBaHun [8, 13].

Heob6xoanmo cobntofaTb NPaBUIbHYIO TEXHWKY WMHransauuvm
npenapaTtomM 1 B 0683aTe/IbHOM nopsake o6ecneynTb naum-
€HTY NOMHOLEHHbIN ApeHark 6poHXManbHOro gepesa ¢ NomMo-

Puc. 1. BbiXXMBaeMoCTb 60/1bHbIX MyKOBUCLIMA030M B CLLIA
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Puc. 2. BnuaHue gopHasbl anbda B COCTaBe KOMMIEKCHOW Tepanuu
Ha CMePTHOCTb 60/IbHbIX MyKOBUCLIMA030M B CLLIA
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Puc. 3. BbiXXMBaeMOCTb TKenbiX 60/1bHbIX MyKOBUCLMAO30M
Ha doHe Tepanuu gopHa3ow anbda 1 TO6paMULIMHOM (KpUBbIe
BbXXMBaeMoctTh KannaH—Menep)
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0Gy4yeHue oby4alouux — o6pa3oBaTesibHble NporpaMmmbl A8 poauTenen

b0 cneuunanbHbIX AblxaTe/bHbIX YNparKHeHWn, Bubpomac-
caxa, OoTKal/MBaHua (MeToabl KuHesuTepanuu) [3, 5, 7].
Mpn 060CTPEHUN NMHDEKUMIN AbiXxaTeNbHbIX NyTen npumMeHe-
HWEe AopHa3bl anbda MOMXKHO NPoAoKaTb 6€3 Kakoro-nMbo
pucKa ans 601bHOro.

lpenapaT oKa3blBaeT BblpaXeHHOEe TepaneBTUHECKOe BO3-
[IeNCTBME B KOHCEPBATMBHOM TEPANMU XPOHUYECKOIO MOMU-
MO3HOro CUHycKTa y 60MbHbIX MB [19-22]. C aToM Lenblo cne-
[yeT MCNoNb30BaTb AOMNOMAHUTENbLHO ele 1 amnyny (2,5 wmr)
NS MHranaumm ¢ nomollbto npuéopa NMAPU Cunyc [23].
Taknum o6pasom, [lyNbMO3UM BbIMONHAET BaHYlO posb
B 6a3UCHOM Tepanuu 60NbHbIX MyYKOBUCLIMAO30M, HE TOJb-
KO B KayeCcTBe MOLLHOMO MYKOJIMTUHECKOro, HO U NPOTUBO-
BOCMaaUTENbHOrO M aHTMbaKTepuanbHOro cpeacrea. Ero
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