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Pesiome

B cTaTbe onmcaHbl MEXaHU3Mbl Pa3BUTUS MyKOCTA3a M NMOPAXKEHWS NIETKMX NP MyKOBUCLMAO3€E. PacCMaTpmBatoTCs BUAbI MyKONUTHYeE-
CKOW Tepanuu, 3HaYeHUe MHrafsLMOHHOW Tepanuu. ABTOpbI NPeacTaBunn COBCTBEHHYIO KNACCUBUKALIMIO MYKOAKTUBHbBIX CPEACTB.
ObcyxaaeTcs NpUHUMN AENCTBUS, NPEUMYLLECTBO U 3D(EKTUBHOCTb MYKOAKTUBHOIO Mpenapata Ha OCHOBE MOJMEKy/bl MaHHWTONA
no pe3ynbrataM MHOMOLEHTPOBbIX PAHAOMU3UPOBAHHBIX KIMHUYECKUX UCCIEL0BaHMM, B T. Y. MPOBEAEHHbIX Y leTel ¢ MyKOBUCLMAO-
30M. [TpencraBneH COBCTBEHHDBIM OMbIT MPUMEHEHUS MaHHWTONA Ha 6a3e [BbY3 «Mopo3zosckas [AINKb [13M» 1 npoeneHHbix 42 BIDA-
TEeCTOB Ha ero NepeHoCMMOCTb, U3 HKX 38 TeCTOB NMPOMAEHO YA0BNETBOPUTENbHO. [1peacTaBneHbl pasnyHble KIMHUYECKUE NpUMEPbI,
[LEMOHCTPUPYIOLLME Heyaady B MPOXOXKAEHUM TecTa Ha NepeHOCMMOCTb BBMAY HApacTaHUs NMPU3HAKOB AblXaTebHOM HEL0CTaTOYHO-
CTU (NOSIBNEHUE OBILLKM), NPUMEP MOBTOPHOMO NPOXOXAEHWUS AAHHOMO TeCTa CrnycTs 8 MecsUeB C YAOBNETBOPUTENbHbIMU pe3yibTaTa-
MW, pa3BUTME KPOBOXapKaHbs Y MauMeHTa, Habaoaawerocs B nylbMoHonornyeckoM otaeneHnn @OrAY «HMULL 3popoBbs aetein»
MuH3apasa Poccuun. OnucaH cnyyai npuMeHeHns AaHHOTO npenaparta y NoApocTka, Npy 3TOM Nocsie BBEAEHWS K UMetoLLeics 63a30Boii
Tepanuu MHranaLMii MaHHMTONa 3aUKCMPOBaHa OTYET/IMBAS NMONOXKMUTENbHAS AMHAMMKa NokasaTenei no dnoymetpumn: OOB - 74%[,
(3HaunTenbHBIM NpMPOCT Ha 14%). TaknM 06pa3oMm, aBTOPbI GTMETUM, UTO MaHHUTON 3 dEKTUBEH Y IeTEN C MYyKOBMCLMAO30M CTapLie
6 NeT, ero NpUMEHEHWEe XapaKTepW3yeTCs XOpOLUe KOMMAAEHTHOCTbIO M OBLLEei NpUBEPXKEHHOCTBIO K Tepanuu BBUAY YyLobCTBa
MCMOMb30BAHMS: OTCYTCTBUS HEOBXOAMMOCTU B LOMONHUTENbHbIX TEXHUYECKMX CPECTBAX A5 MPOBEAEHNS UHTaNsLMM B BUAE pacTBo-
pOB BHE AOMA M 3KOHOMMW 06LLero cBOHOAHOrO BpeMeHW. BaxHoe 3aMeyaHue, OTMeYEHHOEe aBTOPaMM, 3aK/OYaeTcs B TOM, YTO
BIDA-TecT cneayeT NpoBOAUTL B COCTOSIHUM MOHOM KSIMHMKO-N1abopaToOpHOM PEMUCCMM ANS NOMyYeHUs 0ObeKTUBHBIX Pe3Y/bTaToB.
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Abstract

The article describes the mechanisms of mucostasis and lung damage in cystic fibrosis. Types of mucolytic therapy and impor-
tance of inhalation therapy are considered. The authors presented their own classification of mucoactive agents. The principle of
action, advantages and efficacy of mucoactive drugs based on the mannitol molecule are discussed based on the results of
multicenter randomized clinical trials, including those conducted in children with cystic fibrosis. The authors present their own
experience in the use of mannitol at the Morozovsky Municipal Children Clinical Hospital and 42 BIDA tests for its tolerability, of
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which 38 tests were passed satisfactorily. We present various clinical cases demonstrating the failure of a tolerance test due to
increased signs of respiratory failure (dyspnea), an example of a repeat test 8 months later with satisfactory results, the develop-
ment of hemoptysis in a patient seen in the pulmonology department of the National Medical Research Center for Children’s
Health. The case was described in an adolescent, and after mannitol inhalation was added to the existing basic therapy, there was
a clear positive trend in flowmetry: FEV1-74% (a significant increase of 14%). Thus, the authors noted that mannitol is effective
in children with cystic fibrosis over 6 years of age; its use is characterized by good compliance and general adherence to therapy
due to convenience of use: no need for additional technical means to perform inhalation in the form of solutions outside the
home and saving overall free time. An important observation noted by the authors is that the BIDA test should be performed in
complete clinical and laboratory remission to obtain objective results.
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BBEOEHWME

MykoBucumaos (MB) - 3T0 MOHOreHHoe HacneacTBeHHOe
3aboneBaHue, nepefaeTcs Mo ayTOCOMHO-PELLECCUBHOMY TUMY,
XapaKTepu3yeTCs MOpaXeHWeM BCEX 3K30KPWUHHBIX Xefes
opraHu3ma. MB oTHocuTCS K peakum/opdaHHbIM 3aboneBaHu-
M WM 4acTo BCTpedvaeTcs cpeau Hux. [Mpu MB nopaxatorcs
MHOIMe OpraHbl M CUCTEMbI OPraHU3Ma: MPeX/e BCEro OpraHbl
[bIXaHWS (NErkue u BEPXHUE AbIXaTeNbHble MYTH), KeNyLo4YHO-
KMLIEYHbIM TPaKT, NeyeHb, MOMLKEeNyL04Has Xenesa, NoToBble
1 nonosble xenesbl [1]. MB conpoBoXaaeTcs yrpoxaroLwmmm
COCTOSIHUSIMM U OCNOXHEHMSAMK (NCeBRO-bapTTepa cMHOPOM,
KMLLEYHas HernpoxXoAMMOCTb, MYKOBMCLMA0-aCCOLMUPOBAH-
HblA OMabeT v Ap.) U UMeeT Hepeako KOMOpbuaHbIe CoCTos-
HMS C APYTMMU TSHKeNbIMKU natonoruamu. [NporHos onpegensiet
npexne BCEro COCTOSHUE U MYHKLMOHMPOBAHME [blXaTesb-
HOM CUCTEMbI, MeYeHM U NOLKENYA0HYHOM XKenesbl.

3TUONATOrEHE3 MYKOBUCLUUAOO3A

B stnonatoreHese MB onpenensiowyo poib UrpatoT MyTa-
UMW B reHe TpaHCMeMOpaHHOro perynstopa MyKOBMCLMAO-
3a (MBTP), npuBoasme k oedekTy XN10pHOro KaHana, KoTopbii
pacnonoXeH Ha anukanbHoW MembpaHe cin3eobpasyroLmx
knetok. MBTP nokanusyeTcs B 3nMTennanbHbIX KneTkax abixa-
Te/bHbIX MYTeR, CIIOHHBIX M MOTOBbIX XKene3ax, MoAKenynou-
HOM Xene3e, XenyeBbIBOAALLMX NYTAX, KULLIEYHMKE, CEMSIBbIHO-
CAWMX NPOTOKAxX M NpeactaBnseT coboi TpaHCMeMOPaHHbI
6enok, angwowmnca ATM-3aBUCMMbBIM  XJIOPHBIM  KaHaIoM.
Hapywenune dyHkumn MBTP Bbi3biBaeT 6nokagy TpaHcnopta
MOHOB X/10pa W yBeNnyeHne abcopbunm MOHOB HATpHs Yepes
anuTenuansHble HaTpueBble kaHanbl (ENaC), kotopble conpo-
BOX[AKOTCSA yCuneHnemM peabcopbumm BoAbl Yepes anukalb-
HYl0 MeMBpaHy anuTenuanbHbIX KNETOK. B AbIXxaTenbHbIX myTax
3TO NPMBOAMT K 06€3BOXMBAHMIO BPOHXMANBHOTO CEKPEeTa, T. €.
CryLLEeHUIO CIM3M BO BCEX MPOTOKAX M ee HaKOMIeHMUIO.

XusHeyrpoxatolwme n3MeHeHUs NPOMCXOAAT NOCTeneH-
HO B BpoHX0NeroYHon cucreme. NaTonormyeckm BO3HMKalk-
lwee HapylleHue MYKOLMAMAPHOro KAMpEeHCa M Kak cief-
cTBMe GOPMUPOBAHME TYCTOMO M BA3KOrO CekpeTa npuBOasT
K 3aKymnopke MenKuX AblXaTeNbHbIX NyTeil, pa3BMBaeTcs Tak

Ha3biBaeMbli MykocTas. Ob6e3BoxeHHas OpoHXManbHas
CNn3b 9BNSETCS MAEaNbHOM Cpefon ANnsg KONoHM3aumMm narto-
reHHbIMW BakTepuaMm, KOTopble B BPOHXO0ErOYHOM CekpeTe
60/bHbIX NOABNSOTCS Y>KE C paHHero Bospacra [1].
[NpucoeguHeHne pecnUPaTopHOM WMHMEKUMU SaBASETCS
K/IO4EBOM TOUKOM MaToreHe3a, U NporpeccupytoLlee rHoMHoe
nopaxeHue Nerkux onpeaensieT TaKecTb cCocTosHna y 90-95%
naumeHToB ¢ MB, 4TO [OMKTYeT MOMCK HOBbLIX MOAXOAOB,
HanpaBneHHbIX Ha NoAaepXXaHue QYHKLUMM Nerkux B Makcu-
MaNbHO HOPMasbHOM COCTOSIHMU. B HGopbbe € MykocCTa3oMm
BEAYLYK pO/b MrpaeT MofHoueHHoe GYHKUMOHMPOBAHUE
MeXaHM3Ma CaMOOYMLLEHWUS PeCcnupaTopHOro TpakTa (T. e.
MYKOLWAMAPHBIV KIMPEHC), KOTOPOE HaPYLLAETCs NPU KaXA0M
HOBOM pecnupaTopHOM 3nm3o4e 3aboneBanns Ha GoHe Xpo-
HWYECKOro BOCMANEeHNs CIM3UCTON AbIXaTeNbHbIX MyTeN.

OCHOBbI TEPAINNN MYKOBMNCLNA03A

YunuTtbiBas ponib AernapataumMum OpOHXMANbHOM CAU3K
B natoreHese MB, neyenne 3T0ro 3aboneBaHus B MepByto
oyepe/pb HanNpaBAEHO HA PA3XMKEHWUE CEKPETA U ynyJlleHue
LpeHaxa 6poHxoB [2, 3]. ApeHax LbixaTenbHblX NyTei nawu-
eHToB ¢ MB sBnseTcs nepBoovepesHON 3agadven, Npu 3TOM
B CYLLECTBYIOLWMX PYKOBOACTBAX OMMCAHO HECKONbKO N0A06-
HbIX METOLO0B feyeHus [4]. ITO HanpaBneHWe Ha3blBAETCS
KMHe3uTepanus, T. €. METOAbI OUMLLEHUS ObIXaTENbHbIX NyTei
C MOMOLLbI PecrnupaTopHON TeXHUKKU AbiXaHuus [5]. Apyrum
HanpaBneHWeM, AOMOMHSAWMUM KUHE3UTepanuio, SBNSETCS
MCNONMb30BaHWE MpenapaToB MYKOIUTWMKOB, AENCTBUE KOTO-
PbIX HANPaBEHO Ha pa3xmkeHne BPOHXMANbHOTO CekpeTa.

bnaropaps coBpeMeHHbIM LOCTMXEeHMSM Tepanum MB
BbKMBAEMOCTb MALUMEHTOB 3HAYUTENbHO MOBBILLAETCS, NpU
3TOM OOMbLMHCTBO M3 HWMX OOCTWUraKT 3penoro Bo3pac-
Ta [6-9]. MeonaHa BbKMBAaEeMOCTM naumeHToB C MB
B Poccuickon ®Pepepaunm no AaHHbIM Pernctpa 2019 .
cocrasuna 33,8 roga [10].

CoBpeMeHHble MeTOAbI NNeYEHUS AOMKHBI 4EMOHCTPUMPOBATL
3P PEKTUBHOCTb Y AAHHOW KaTeropuu 601bHbIX. bblNo NokazaHo,
4TO pacnbleHHbIR 7% rMNepTOHUYECKUA pacTBOP NOBAPEHHOWM
CONU yNnyylwaeT QYHKUMIO NErkUX M yMeHbLUAeT YactoTy o6o-
CTpenus y naumenTos ¢ MB [11, 12]. OaHako ero npuMeHeHue
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MMEET OrpaHUYEHUs M3-33 MIOXOM MEPEHOCUMOCTU UK CHU-
XEHHOW NpuBepxKeHHOCTV BonbHOro K Tepanuu [13-16].

MHransuMoHHas Tepanus C NOMOLLbK KOMMNPECCUOHHOIO
Hebynansepa HeceT B cebe HEKOTOpble HeyLobCTBa U CIOX-
HOCTU. PacrbineHune yBenunymnsaeT 06LLy0 Harpysky Ha 60b-
HOro B TEYEHWE [HA M3-33 ANWUTENbHOrO BPEMEHMW UHrans-
LMK, a TakkKe BCerga ecTb pUCK MUKPOBHOrO 3arpssHeHus
cobcTBeHHOro Hebynaisepa [17-19].

Mockonbky BpeMs npuMema v KoImM4ecTBO 1eKapCcTBa Bu-
SeT Ha MPWBEPXEHHOCTb NALMEHTOB K Tepanuu, CHMXeHue
Harpy3ku Ha obbeM NeyeHus UMeeT peluatollee 3HaYeHue
npu pa3pabotke HOBbIX, bonee 3PPEKTUBHBIX U YAOOHbIX,
MeToLO0B neverns MB [17].

POJIb MAHHUTOJIA

OZHMM M3 anbTepHaTUBHbIX BApMAHTOB CPeau MyKOAUTU-
KOB SIBNSIE€TCS MOMEKyNa MaHHUTONA (PUCYHOK) — MYKOAKTUB-
HOe TMNepoCMOTMYECKOe CpeacTBO, KOTOPOe 3adepXKuBaeT
XMAKOCTb HA NMOBEPXHOCTU AblXaTeNbHbIX MyTEN, TEM CaMbIM
M3MEHSAS BA3KOYMNpYyrme CBOMCTBA CIM3M U YBENMYMBAS KIU-
peHC MyKoumnuapHoi camsm [20, 21].

MaHHWTON SBNSETCS NPeacTaBUTeNIeM M3 rPynmbl caxap-
HOro cnupTa, 06bIYHO MCMONb3YeTCs B Ka4eCcTBe HU3KOKano-
PUMHOrO MOACNACTUTENS WAM NEeKAapCTBEHHOrO CpeacTBa.
B 06blyHOM MeanULMHCKON MPaKTUKE NMPUMEHSETCS KaK Auy-
peTnyeckoe CpeacTBo, NpPU OTeke MO3ra, Npu MOBbILLEHMM
BHYTPWINA3HOMO MNKW BHYTpUYepenHoro AasneHus. B EBpone
HasHavaeTcs npu Mykosucumaose ¢ 2011 r.

MaHnuTon (Bponxmton, AO «feH Unau») B BMAE Cyxoro
MOpOLLKa, 3akK/IOYEHHOrO B Kancyny, BBOAAT 2 pasa B AeHb
C NMOMOLLbIO CreumanbHoro HebobLWOro NOPTaTUBHOIO MHra-
NnaTOpa, KOTOPbIA NPWMBOAMTCS B [EMCTBME COBCTBEHHBIM
IbixaHueM. [penapaT Ucnonb3yeTcs B KA4YeCTBE AOMONHEHUS
K CTaHAAPTHOMY KOMMIEKCHOMY JIeYEHMIO MPU MYKOBMCLMOO-
3e, BK/t0Yas AOpHa3y anbda U MHraNALMOHHbIE AHTMOMOTUKM,
ANs ynydwenns QyHKUMm nerkmx y B3pocibix ¢ MB. OTmeyeHo,
YTO NEPEHOCHMOCTb M KOPOTKOE BpeMs BBefeHMst bpoHxuTtona
(NpUBAM3NTENBHO 5 MUH B KAMHUYECKMX WCCIEeLOBaHMSX),
KOMBMHaLMK BbllLEeYyKa3aHHbIX MPenapaToB M YCTPOMCTB Npu-
BOLSAT K CHUXXEHMIO BpEMEHM NleveHUs, NOTEHUMANBHO YyY-
LWas NPUBEPXKEHHOCTb K MYKOAUTUKAM [22-25].

YnydweHve ruapartauum OpIXaTenbHbiX NyTeR U BblBeAEHMS
CM3KU U3 NETKMX SBNSETCS OCHOBHOW TEPaneBTUYECKOM LLeNbio
NOAAEPXAHNUS/BOCCTAHOBNEHNS AbIXaTeNbHOM byHKLMM [26, 27].

Mpu BAOBIXAaHWM MaHHMTONA CO3AAETCA OCMOTMYECKUM
rpafMeHT, KOTOPbIA obneryaet ABMXEHUE BOAbl B MPOCBET
[bIXaTeNbHbIX NyTeH, TEM CaMbiM YBEIMYMBAS 0OBEM XMIOKO-
CTM Ha MOBEPXHOCTU [ObIXATENbHbIX MyTEN U yNy4llas BbiBe-
neHue camsn [18, 28].

Takxke B HacTosilLEee BpeMsi npenapaT MaHHMTOA UCMNOb-
3yeTcs B KayecTBe 6POHXMaNbHOIO NPOBOLMPYIOLLErO Cpes-
CTBA MpPU M3MEpPEeHWW TMNeppeakTUBHOCTM AObIXaTeNbHbIX
nyten [29, 30].

bbino mokasaHo, YTO UHrANALMOHHBIM MaHHUTON 3dbdek-
TMBEH Y NALMEHTOB He TOMbKO C MB, HO U C BpOHX03KTa3aMm
[31, 32]. UccnepoBaHue 2-i $asbl NPOAEMOHCTPMPOBANIO, YTO
MHTANSILMOHHbIA MaHHUTON, BBOAMMBIN B TeYeHWe 2 Heq, yayy-
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PucyHok. Xumndyeckas dopmyna MaHHuTona: C6H8(OH)6
Figure. Chemical formula for mannitol: C6H8(OH)6

CH,OH
HO ————H
HO——1——H
H————OH
H ————— OH
CH,OH

waet QyHKUMIO nerkmx y naumeHtos ¢ MB [31]. Mccnenosanune
2-1 a3bl onpeneneHns Lo3bl LONONHUTENBHO NPOLEMOHCTPU-
POBaJO, YTO MHIANSLUMOHHbIM MaHHMTON B fo3e 400 Mr uHrans-
LMOHHO 0becrneymBaeT ONTUManbHbIM HBanaHc Mexay 3ddek-
TUBHOCTbIO, 6E@30MaCHOCTbIO 1 NPOCTOTOMN BBEAEHUS [32].

B 4BYyX HeLaBHMX MOYTU MAEHTUYHbIX, PAaHAOMU3NMPOBAH-
HbIX MYNABTULEHTPOBbLIX ABOMHbBIX CNenblX KOHTPOAMPYEMBbIX
B MapannenbHbIX rpynnax WMCCNefoBaHUax 3-i dasbl Obinu
n3yyeHbl 6€30MacHOCTb U 3PPEKTUBHOCTb MHIANALUA MAHHU-
Tona y naumentoB ¢ MB 3a 6 mec [22, 33]. [MauneHTbl nepen,
BK/IOYEHMEM B UCCNef0BaHNe 0053aTeNbHO MPOXOAMAN Yepes
TeCT Ha MNEepeHOCMMOCTb MaHHMTONa (MakCMManbHas [03a
400 ™). B panbHevweM nocie paHAOMM3ALMKU B OTHOLLIEHUK
3 : 2 naumneHTbl nonyyanu 400 Mr MaHHUTONA MM KOHTPONb-
Hbli npenapat 50 Mr MaHHWTONA ABaXAbl B A€Hb AUTENbHO-
CTbto 26 Hep, Oba nccnenoBaHMs UMENU TakKe OTKPbITYHO Basy,
BO BPEMS KOTOPOM MaLMeHTbl NONyYanu MaHHUTON AOMNOAHU-
TENbHO B TeyeHMe 26 Hen. u bonee. B muccnenoBaHus Obinu
BK/IIOYEHbl MaUMeHTbl C MOATBEPXKAEHHbIM AuarHo3oM MB
M YCTaHOB/EHHbIM 00beMOM (OPCUMPOBAHHOIO BblAOXA
3a 1 ¢ (O®B,) B npenenax 30-90% (CF301) n 40-90% (CF302).
MMauMeHTbl NPOJOMKANU paHee HasHaYeHHyK Tepanuio
33 UCKNIOYEHMEM UHTANALUMIA C TMNEPTOHUYECKUM PACTBOPOM.
[epBUYHBIM pE3yNbTaTOM B 06OMX UCCNEA0BAHUSX CTYXKMN
nokasartenb OMB, [33]. B kauecTse KpUTEPUEB SOPEKTUBHOCTH
OLLeHMBANUCb TaKKe BEC MOKPOTbI NOCNE MHIaNSALMKM MaHHWUTO-
Na M 4acToTa NeroyHbix 060CTpeHuit. MNoarpynnsl aHanuM3npo-
Ba/INCb B 3aBUCMMOCTM OT NMPUMEHEHUS MHIANALMIA LOPHA3bI-
anbda, 6e30MacHOCTb OLEeHMBanacb Ha OCHOBE MOBOYHbIX
3bdekToB 1 nabopaTopHbix Nokasatenei. Bcero ong uccneno-
BaHMs ObiN0 CKpuHMpoBaHo 390 nNauMEHTOB, M3 KOTOPbIX
341 paHpomMusnpoBaHbl nMBO  ONS  OCHOBHOM  rpyn-
nbl (207 yenosek), b0 NS KOHTponbHOW (134 uyenoseka).
B uenom 141 naumeHT 13 ocHosHOM rpynnbl U 102 naumeHTa
M3 rpynnbl KOHTPONS 3aKOHYMAU 26-HeaenbHOe UCCIefoBaHue
[BoMHOM cnenoi dasbl [33]. Bcero 130 naumeHToOB M3 OCHOB-
HOM rpynnbl U 94 K3 rpynnbl KOHTPONS COMMACUANCL BOWTU
B OTKpbITyl0 a3y u nonyyann 400 Mr MaHHMTONA ABaXIbl
B neHb. Oba 3Tana MccnefoBaHMs MPOLEMOHCTPUPOBANU
[LOCTOBEPHOE y/yylleHne GYHKLUMM Nerkux (no nokasarensm
O®B, n OXEN): 108,46 mn (p < 0,001) ana nccnenosaHus
CF301 v 85,94 mn (p = 0,038) ans nccnegosanuna CF302 coot-
BETCTBEHHO. [lpn AnuTeNnbHOM nNpMMeHeHuM npenapata
MaHHuTOon (6onee 26 Hepn,) (YHKUMS NErkux yBenmymnacb
Ha +99,5 M1 B OCHOBHOW rpynne N0 CPaBHEHWUIO C KOHTPO/b-



Hon rpynnoi (p < 0,001), oTHocuTeNnbHOE WM3MeHeHne B %
cocrasuno +4,72% (p < 0,001). DocrosepHbiit npupoct ODB,
COXPAHSANCA B TeYeHUe BCeM cnenoi ¢asbl, Npu 3TOM U3MeHe-
HMS| COXPAHSMC U NOCE BXOXAEHUS NALMEHTOB B OTKPbITYO
a3y (26 Hepn,), 4TO yKa3bIBAET Ha MPOSOHIMPOBAHHbBIN Xapak-
Tep LeiCTBMS MaHHUTONA. [ToKa3aHo, YTO B3pOC/ble NaLMeHTbI,
nonyyasLlume BpoHXMTON, BEMOHCTPUPOBANN 3HAYMMOE YMEHb-
LIeHWe prCKa TIeroYHbIX 060CTPEeHMI BO BpeMs 26-HeaeNbHOM
[BOMHOM cnenoi ¢asbl Nnpotve rpynnsl kKoHTpons 0,76 (95 Cl
0,51-1,13). MobouyHble ABAEHUS OTMEYaNNCh B 0benx rpynnax
M HOCWNIU XapaKTep Nerkux Uam CpefiHe-TSXKENbIX U Yalle BO3-
HmKanu B ocHoBHoW rpynne (15,5 u 9,0%). Cepbe3Hbie noboy-
Hble 3P deKTbl BO3HMKaNM Heyacto (3,4 1 1,5% cootBeTcTBeH-
HO). M3 pecnupaTopHbix xanob Havbonee 4acTo OTMEYEHbI
KaLLenb, KpOBOXapKaHbe 1 60nb B ropne.

OLHMM M3 NoCNeaHuX SBASETCS WUCCNefoBaHUe, BbiNon-
HEHHOe B NeguMaTpuMyeckow MONyasuMM  MaLMEHTOB.
92 pebeHka M noapocTka B BO3pacte 6-17 net nonyyanu
400 Mr MaHHUTOMA MM Nnauebo ABaXKabl B AE€Hb B TEYEHUE
8 Hep., 3TOMy NpeawecTBoBan 8-HeaenbHbl KOTMbIBOYHbINAY
nepuof. [MokasaHo, YTo neroyHas QyHKUMS [LOCTOBEPHO
YNy4yllaeTcs B OCHOBHOM rpynmne, 4acTtoTa BO3HWKHOBEHMS
noboyHbIx 3ddekToB Hbina 0AMHAKOBOM B 06enx rpymnax.
[penapat xopoLo NepeHoCHUTCS U B OCHOBHOM rpynne oTMe-
4eHo 25% CHWXeHWe 4acToTbl 060CTpeHns bonesHu [34].

Ha tepputopun Poccuiickoit @epepauunm npenapart 6bin
3apernctpupoBaH B ceHTabpe 2016 r. Bbino nposegeHo
MccnefoBaHWe Mo MpPUMEHeHWI0 npenapata MaHHuToN
(TH BponxuTon) y naumeHtoB Poccuiickoir Pepepauuu.
Llenbto HabnopatenbHOro OAHOLEHTPOBOMO MCCIen0BaHUS
KNMHUYeCckon 3DDEKTUBHOCTU U NEPEHOCMMOCTU MAHHUTONA
SBMNIACh OLLEHKA OMblTa MPUMEHEHMS YKa3aHHOro nNpenapara
y NauMeHTOB AeTckoro Bo3pacta ¢ MB B go3e 400 mr 2 pasa
B AeHb B TeyeHune 8 Hel. B MockoBckoM pervoHe. B 2018 .
Ha ba3e oTaeneHms MykoBmcLmMao3a MoCKOBCKOrO 061acTHO-
ro KOHCYNbTaTUBHO-AMArHOCTMYECKOr0 LEeHTpa AN [LeTei
npoBefeHO 2-MecsyHoe uccnefoBaHne 3OdeKTUBHOCTH
M NEepeHOCHMOCTU MHFANSLUMOHHOTO MaHHUTONA Yy [LeTe.
Kputepusamu BKNOYEHUS B UCCNELOBaHME SBMIOCH yCMell-
HOE BbINOIHEHME NALMEHTOM cTaplue 9 feT C NOATBEPXKAEH-
HbIM AMarHo3oM MB TecTa Ha NMepeHOCUMOCTb UHFANSLMOH-
HOro MaHHuTona (npenapat bpoxxuton) — Bronchitol Inhaled
Dose Assessment (BIDA). Mpu oueHke AMHaMWUKM OCHOBHbIX
nokasarenen QyHKUMK BHewHero AbixaHus (OMB, - obbem
dopcupoBaHHoro Bblgoxa 3a 1-to ¢, OXEJ/1 — dbopcrpoBaHHas
YKM3HEHHAs eMKOCTb JIETKMX) OTMEYEHbl JOCTOBEPHbIE U3Me-
HeHus B TeyeHue 1-ro M 2-ro Mec. HabnaeHNS, HECMOTPS
Ha [OCTAaTOYHO BbICOKME MCXOAHbIE MOKAa3aTenu GYHKUUK
NEerknx U HEenpoLOMKUTENbHOCTb UCCNenoBaHMs. Ha doHe
NPUMEHEHNS MAHHWUTONA 3HAYMTENBHO COKPAaTUIOCh BpeMS
MHFanAUMM No CpaBHEHUIO C NPOBOANMbIMU paHEE MHIrana-
LMW pacTBOPOB MYKONUTUYECKMX NpenapaTos [35].

Ha 6a3e IbY3 «Mopososckas AINKE O3M» 3a nepuop
2020-2022 rr. npoeeneHo 42 BIDA-tecta Ha nepeHocu-
MOCTb NIeKapCTBEHHOrO npenapata bpoHxuTton (MaHHwTON),
M3 HUX 38 TeCToB MpOWAEHO YLOBNETBOPWUTENbHO. YeTbipe
TecTa He NPOMAEHO: Yy 3 AeTelt 0TMeYanacb pBOTa, Y OAHOIO
pebeHka - nageHue nokasartenein GAoyMeTpun.

NPUMEPDI BIDA-TECTOB

MpuMep NpoBeaeHUs TecTa Ha NepeHOCHMOCTb MaHHKUTO-
na co cHuxeHnem O®B,.

MaunenTtka AKB, 14 net. [OuarHo3: «MykoBucCuMAO03,
NEroyHo-KMWeYyHas GopMa, TKenoe TeyeHwe [reHoTun:
F508del/F508del]. XpoHWYeCKMUIA THOMHBIA BPOHXMT.
XPpOHUYECKMIA NONMNO3HbINA NAHCUHYCUT. XPOHMYECKas NaHK-
peaTMyeckas HeLloCTaTOMHOCTb TSXKENOM CTENEHMU.

MHOXeCTBEHHbIE  ABYCTOPOHHME  GPOHX03KTa3bl.
BenkoBo-aHepreTnyeckas HeLOCTAaTOYHOCTb  TsXenas.
DopmMupyoLLMiCca Grbpo3 neyeHn».

boin npoeenéH BIDA-TecT Ha nepeHoCMMOCTb nekap-
CTBEHHOrO npenaparta bpoHxuTon (MaHHMTON) ANS NPUHATUS
peleHus o BBeLEeHUM ero B 6asnCHYH Tepanuio.

37an 1: ncxoaHbie nokasatenn O®B, - 41%/, OXE/ -
49%[0 v Sp0O, - 97% no npuema Ha4anbHOM A03bl.

J7an 2: uHransuma bporxutona B gose 40 mr (1 kancyna
40 mr). SpO, - 95%.

371an 3: uxranauus bponHxutona B fo3e 80 Mr (2 kancynbl
40 mr). SpO, - 95%.

J7an 4: nuranaumns bpoHxutona B fo3a 120 mr (3 kancy-
nbl 40 Mr). SpO, - 93%. O®B, - 28%[ (0,82 n).

[anbHeiwee npoBedeHue TecTa ObI10 NPEKPaLLEHO
BBMAY HapacTaHMs NPU3HAKOB AblXaTeNbHOM HEA0CTaTOYHO-
CTM (nosiBneHue oaplwku). PelueHo 6610 He NOBTOPSATH TecT,
YUUTbIBAS TSKENOE TeyeHMe OCHOBHOro 3aboneBaHus U To,
YTO PUCK PA3BUTUS OCSTOKHEHMIA NPEBBILLIAET NOMb3Y OT Neve-
HWS Y AaHHOTO pebeHka.

MaumeHt AXA, 11 net. narHo3: «MyKOBMCLMA03, NEFOYHO-
KuweyHas  ¢dopma, TaxKeNnoe  TeyeHue  [FeHOTUN:
W1282R/c.850del]. XpOHMYECKUI THOWHBbIA BPOHXMUT.
XPOHMYECKUI MOMMNO3HbIM NAHCUHYCUT. XpOHUYECKAs MaHK-
peaTlyeckasl HeAOCTaTOYHOCTb TSKEOW CTEMNEHM.

MHOXeCTBEHHblE [BYCTOPOHHME BPOHX03KTA3bI».

PesynbtaT BIDA-TECT Ha NEpeHOCUMOCTb NEKAPCTBEHHOIO
npenapata bpoHxuTon (MaHHMTON):

3tan 1: ucxopHble nokasatenu ®BL: O®B, - 81%/[,
®XE/T - 85%[. SpO, - 99% no npvema HadvanbHOM A03bl
npenapara.

J7an 2: uHransuma bponxutona B gose 40 mr (1 kancyna
40 mr). SpO, - 97%.

J7an 3: uHranaumsa bpoHxumtona B go3e 80 mr (2 kancynbl
40 mr). SpO, - 97%.

OpHaKo NauMeHT MoXanoBancs Ha TOLHOTY M MO3bIBbI
K peote. OT ganbHenwero nccnenoBaHna otkasancs. PelweHo
6b110 MCCnenoBaHWe NPUOCTAHOBUTD.

Yepes 8 Mec. ¢ cornacuga nauneHta BIDA-TecT 6611 nosTo-
PEeH, KOTOpbIi 6bl1 NPOMAEH YAOBNETBOPUTENBHO.

3t1an 1. ucxopHble nokasatenn ®BA: O®B, - 102%[,
®XE/T - 113%[. Sp0, - 99% a0 npuema HayanbHOW A03bl
bpoHxwuTona.

J7an 2: nHranaumsa bponxutona B go3a 40 mr (1 kancyna
40 mr). SpO, - 99%.

J7an 3: uHranaumsa bpoHxutona B go3e 80 mr (2 kancynbl
40 mr). SpO, - 97%.

Stan 4: nuranauma bponxutona B go3se 120 mr (3 kancy-
nibl 40 Mr). SpO, - 97%. O®B, - 100%/.
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J7an 5: nHranaumns bpoHxutona B fo3se 160 mr (4 kancy-
nbl o 40 mr). SpO, - 97%. O0B, - 97%]1.

B nynbmoHonornyeckom otneneHnn ®OIAY «HMUL, 3p0-
poBbsi [neTei» MwuH3gpaBa Poccun 3a nepuon c anpens
2019 r. no uonb 2022 r. BIDA-TeCT Ha NepeHOCMMOCTb Havasb-
HOWM [03bl MaHHWTONA npoBedeH 45 naumeHtam c MB. Bce
nauMeHTbl N0 AaHHbIM MoKasaTenein hbnoymeTpumn u nsmepe-
HWS NYNbCOKCUMETPUM TECT BbIMONHUAN YAOBNETBOPUTENBHO.

OpHako y 1 maumenTkn 10 net Ha doHe mMHrangaumi npe-
napaTtoM B MOMeHT npoBeaeHus BIDA-Tecta oTMeYanoch Kpo-
BOXapkaHbe (06vemM MeHee 2 mn). Ee gmarHos 6bin cienyto-
wmit: «kKncTo3sHei dubpos (MykoBmcumnaos), [reHotun F508del/
CFTRdele2,3(21kb)], nerouHo-kuweyHas dopma, cpeaHe-
TSKENoe TeyeHue. XpoHUYeckuii BpoHxuT. Uununapuueckue
BGPOHX03KTa3bl BEPXHEW M CpeaHen [onei npaBoro Nérkoro.
XPpOHUYECKMIA NONUMNO3HbIA PUHOCUHYCUT. XpOHUYECKas NaH-
KpeaTnyeckas HefoCTaTOYHOCTb TSHKENOW CTeneHu Ha ¢doHe
WHranaumMi npenapatoM B MoMeHT npoBefeHus BIDA-Tecta
O0TMeYanocb KpoBOXapkaHbe (06beM MeHee 2 mn)». PaHblue
CMMNTOMa KPOBOXapKaHbs Y AeBOYKM He Bblio. M3 aHamHe3a
60/71€3HN M3BECTHO, YTO HEOHATaNbHbIN CKPUHUHI HE NPOBO-
omncs — fnesoyka pogmnack B CHI. B Bo3pacte 2 net, yuntbiBas
KMHWUYECKYIO KapTUHY, MO M/ Bblil 3anofo03peH MyKOBUCLM-
[103. [laHHbIX 0 NpoBefeHUM MOTOBOrO TecTa B MeAULIMHCKMX
[LOKyMeHTax HeT. [1poBefeHO MONeKynspHO-reHeTuyeckoe
obcnenoBaHve, BoisieneH reHotvn [F508del/CFTR dele 2,3(21kb)].
B 7 neT B CBSA3M C NepBMYHbIM BbICEBOM Pseudomonas aeruginosa
npoBeaeHbl KypCbl aHTUCMHErHOMHOW Tepanuu B MHIansaumsx
pacTBOpPOM TOBPAMULIMHOM M KOAUCTMMETaTa HaTpus. o aaH-
HbiM pnoymeTpun y pebenka ODB, - 90%[, OXE/ - 94%[,
yTo sBngetcs Hopmon. 1o pesynstataM NyyeBbiX METOLOB
obcnepoBaHua: TunmuyHas  KT-kapTMHa MyKOBMCLMAO3a.
Mpu3HaKK XpoHMYeckoro BpoHxuTa. LnnnHapuyeckmne 6poH-
X03KTa3bl BEpPXHEN W CpefHen [oner npaBoOro nerkoro.
Jnm3on KpOBOXapKaHWs Obln pacLeHeH HaMK Kak peakuus
Pa3apaxXeHUs CIU3UCTON Tpaxeo-OpOHXMAnbHOro Aepesa
B MOMEHT 060CTpeHMs OCHOBHOrO 3ab0oneBaHums.

Bcem octanbHbiM 44 naumeHtaMm bponxuton AO «leH
Mnau» (MaHHMTON) BbIN pEKOMEHA0BAH B KaYecTBe AONO/He-
HWUS K Ba3MCHOW Tepanmu B aMByNaToOpHbIX YCIOBUSX.

KIMHUYECKUIA MPUMEP SDDEKTUBHOCTU
U BE3OMNACHOCTU NPUMEHEHUNS MHITANALUA
MAHHUTONA (POHXWTOJ)

PebeHok HabntopaeTcs C AmarHosoM: «MykoBucumaos/
KncTosHbin dubpos [reHotun: F508del/R334W], Taxenoe
TeyeHue. XpOHUYECKMIA OBCTPYKTUBHbIA BPOHXMT. LiunuHapu-
yeckMe W MeloTyaTble OpOHXO03KTasbl C ABYX CTOPOH.
XPOHUYECKMI NOAMMO3HBINA MOANCUHYCUT. XPOHUYECKUIA NaH-
KpeatuT. [lbiIxaTenbHas HeA0CTaTOYHOCTb 1—2- CTENEHU».

AHaMHe3: «HeoHaTanbHbIM CKPUHWHI HE MpPOBOAMICS,
pebeHok 2003 r.p. InarHo3 MyKOBMCLMA03 BNepBble 3amno-
[lo3peH B 12 neT,koraa npu o6cnenoBaHMm B CBS3M C NOBTOP-
HblMW OBpoHxuTamm B KnunHmyeckom ueHTpe [lepBoro
MOCKOBCKOrO roCyAapCTBEHHOIO MeAWLMHCKOrO YHUBEPCH-
TeTa uMenn M.M. CeyeHoBa Ha KT K BbIsiBNeHbI pacnpocTpa-
HeHHble OpOHX03KTa3bl, MNoTOBass nNpoba COMHUTENb-
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Has (70 n 74 mmonb/n BbinonHeHa B POKB ®rAOY BO
PHAMY umenn H.M. MNMuporoea MuH3appasa Poccun). B 14 net
nauneHTka 6bina MPOKOHCYNbTMPOBAHA B TOpPaKajbHOM
otaeneHun ANKb nmenn H.®O. ®unatoBa, roe pekoMeHn0Ba-
Ha KOHCY/bTaLMa reHeTuKa, cneumanucta no MykoBucuUMao-
3y, NpY NPOBefEeHNM reHeTUYecKoro obceqoBaHNa AMarHo3
6bln1 NoATBEpXAEH, BbigBNeHbl 2 MyTauun B reHe CFTR:
F508del/R334W, nosTtopHas notoeas npoba 8 MOKALA -
94 wmmonb/n. MNaHkpeaTnyeckas 3nactaza 1 kana 6onee
500 MKr/r — coxpaHHas GyHKUMS NOLXKENYA0YHON XKene3bl.

HabntopaeTrca B MeAUKO-reHeTu4eckoM otaenexdmnn Nby3
«Mopo3zosckas OTKB O3M» c 14 net, 6a3ucHyo Tepanuio
nosyyaeT B NMOMHOM OBbeMe: ypcoAe30KCMXoNeBas KncioTa
1000 mr, BUTaMMHbI B BO3PaCTHOM [O3MPOBKE, B Ka4yeCTBe
MYKONUTMYECKOM Tepanuu: npenapat [lopHa3a-anbda uHra-
nauMoHHo 2,5 mr 1 pa3 B AeHb. Ha3HauyeHHble MHransgumu
C 7% pacTBOPOM HATpWs X10puaa MaUMEHT He BbIMOMHSAN
BBMAY HU3KOM KOMMIAEHTHOCTH (M3-3a He0bX04MMOCTHM Tpa-
TUTb MHOTO BPEMEHM Ha WMHrangauMio Yepes KOMMpPEeCCUMOH-
Hbl Hebynarsep). B CBA3M C XPOHUYECKMM BbICEBOM
Pseudomonas aeruginosa B TeyeHue nocnegHux 5 net nony-
yaeT aHTMbBakTepuanbHbI Npenapat KonuctumertaTa HaTpus
no 2 MAH ef, 2 pasa B A€Hb MHIaNSLMOHHO.

OuHamunka OB/

2019 r.: O®B, - 48%[, ®XEJT - 79%/1.

2020 r.: O®B, - 55%[, ®XE/T - 78%].

B 2021 r. 6bin ycnewHo nposeneH BIDA-TecT Ha nepeHo-
CMMOCTb 1eKapCTBEHHOrO npenaparta bpoHxuTon (MaHHWTON):

Jtan 1: MicxopHble nokasatenn OB[: O®B, - 60%[,
OXEN - 79%[0, SpO2 - 97% no npuema HayanbHOW A03bl
bpoHxuTona.

37an 2: uHranaums bponxutona B fose 40 mr (1 kancyna
40 mr). Sp02 - 97%.

J7an 3: uHranaumsa bporxwutona B fo3e 80 Mr (2 kancynbl
40 mr). Sp02 - 95%.

J7an 4: nuranaumns bpoHxutona B go3e 120 mr (3 kancy-
nibl 40 mr). SpO2 - 96%. ODB, - 57%/.

J7an 5: uHranaums B go3e 160 Mr (4 kancynbl no 40 mr).
Sp02 - 97%. OB, - 56%/l.

Yepes 4 MecC. NNaHOBbIN OCMOTP NALMEHTKM Ha POHe BBeaEe-
HWS LONOMHWUTENBHOIO MYKONMTUYECKOTO NpenapaTa bpoHxuton
(MaHHUTON) COrNACHO MHCTPYKLUMKM K NpenapaTy B go3e 400 mr
2 pa3sa B AeHb. B TeyeHne 4 mMec. oCHOBHas HasmcHas Tepanus
ocTaBanach 6e3 n3meHeHu. 3adMKCMpOBaHa BNepBble Nono-
XWUTeNbHas AMHaMuKa nokasatenei no OBO: OOB - 74%[,
(3HaumTenbHbIM NpupocT Ha 14%) n OXEN - 91%/[. bbina
OTMEYeHa TakXKe XOopowas KOMMAAEHTHOCTb K npenaparty
1 06LLas NPUBEPXKEHHOCTb K TEpanmu BBUAY yA00CTBa MCMNONb-
30BaHMs bpoHxWTONA: OTCYTCTBUS HEOBXOAMMOCTM B A0MON-
HUTENbHbIX TEXHUYECKMX CPEeACTBaX AN NPOBEAEHNS UHIaNg-
LMU B BMAE pacTBOpPOB BHE AOMa M 3KOHOMMM 06LLEero CBo-
604HOro BpEMEHH, a TaKKe XOopollee CaMOYyBCTBHE.

Yepes nonroga npu ovepefHOM MNIAHOBOM OCMOTpe
ObIN10 OTMEYEHO YXYALIEHWE COCTOSHWS MaLMeHTa, yBenuye-
Hue o6beMa MOKPOTbI M3-3a CMEHbl COCTaBa MUKPOOMONOru-
YeCcKoro noceBa MOKpOTbl — NeEPBMYHOrO BbiceBa Burkholderia
cepacia. OgHaKo, HECMOTPS Ha 370, Ha GoHe Has3mMcHoW Tepa-
MMU C NOCTOSIHHBIM Y4acTUEM AOMNONHUTENBHOMO MYKOIUTUYE-



ckoro npenapata bpoHxuton (MaHHuTOn) B Ao3e 400 mr
2 pasa B AeHb B TeYEHWE Nocieayowmx 8 Mec. 3adurKcMpoBaH
NpUPOCT AaHHbIX Gnoymetpun Ha 7%: ODB - 67%[ (2,12 n),
@OXEN - 86%[ (3,06 n).

AKTYAJIbHAA KNNACCMOUKALUA
MYKOAKTUBHbIX CPEACTB

B 2017 r. 6bina onybnmkoBaHa Knaccubukaums MyKoak-
TUBHbIX CPEACTB COMNACHO MHEHMIO akcnepToB. OgHako Mone-
Kyna MaHHWTONA B TO BpeMs He Oblna OTpaxeHa B Tabnu-
Le [36]. B Poccuu npenapat Haxoamncsa B npoLiecce perncrpa-
LMK, XOTa Monekyna fo/mkHa Bbina 3aHATb CBOE MeCTo B pas-
[lene «oTxapkuBatoLme cpeacTea». Mol npeanaraem yaobHyo
Ans paboTbl KNaccMdurKaLmMio MyKOAKTUBHBIX CPEACTB B Neau-
aTpuM C YY4ETOM MOMEKYNbl MaHHWUTONA (mabauuya).

BbiBO/bl

Taknum obpasom, npenapat bpoHxuTon GesonaceH ang
[leTeit C MyKOBMCLMA030M, HA4YMHas € BO3pacTa 6 NeT, n npocT
B MPUMEHEHUU. MOXHO BbIAENUTb HECKONbKO BaXKHbIX
MOMEHTOB AN Bblbopa bpoHxuTONa ANs HasHayeHus ero
NauneHTy C MyKOBMCLMLO30M.

bponxuton Bxoaut B cnmcok XXHBJ/1C ¢ 2019 r. Mpenapat
MOXHO MPUMEHNATb KaK anbTEPHATUBHbIN MYKOAUTUYECKMIA
rpenapar B C/ly4yae HenepeHoCMMOCTU APYTMX MYKONUTUKOB
WK, YTO OYEHb BAXKHO, B COCTaBe BA3WMCHONM Tepanum MyKo-
BMCLMA033 JOMNONHUTENBHO, HE OTMEHSAS ApYrMe MyKOAWUTU-
K. BaxkHbIMM MmpeuMylLecTBaMu npenapaTa SABASKOTCA ero
NekapcTBeHHas dopMa B BULE CYXOro NOpOLUKa, 3aK/THYeH-
HOrO B Kamncy/ny, npefHa3HAYeHHY [ WMHransaumu, 4to
He TpebyeT [LOMONHUTENbHOIO XPAaHEHWS B XONOAMbHUKE
M CNeuLManbHOro SOPOroCTosLWero KOMNpecCMOHHOro Heby-
nan3sepa. 3To AenaeT naumneHTa He3aBUCUMbIM OT 3N1eKTpuYe-
CKOW pO3€eTkM, AAeT BO3MOXHOCTb MyTewecTBus M Honblue
cBobofHOro BpemMeHu. Ha MHransaumio bpoHxutona naumeHt
TPAaTUT MUHWMMYM BpPEMEHM, YTO MO3WUTMBHO CKA3blBAETCA

Ta6nuuya. Knaccndumkaums MyKOaKTUBHBIX CPeACTB ANS neau-
aTpUYeCcKoW NpakTUKK

Table. Classification of mucoactive agents for pediatric
practice

HedepmeHT (MepmeHTbI
Mpou3sozHble * TUNEPTOHNYE-
CKue pacTBopbl
LMCTeNHa | BasULMHA MOBapEeHHO
+
conv rEBE%LeHKeC:IMHH +
* auemmn- llopHasa- |« MaHHuTON 6
LIUCTEMH | aMBpOK- anbha |+ cexperomotop- Canbbyramon
* kapbo- | con Hble CpencTsa
LMCTeNH | Bpomrek- * rBal(eHe3NH
* 3pgo- CHH
CTenH

Ha KayecTBe xuM3HW. [Mpoueaypa MakcMManbHO YyooO6Ha
B MPUMEHEHWW: MOPTATUBHOCTb, TMIMEHA — OLHOPA30BOE
YCTPOMCTBO M 3aMEHa MHrangatopa Kaxzable 7 LHew.

O deKTMBHOCTb NpenapaTa BbIpaXkaeTcs B LLeIOM B yyy-
WweHun nokasartenerd ®BL u ypexeHun uncna obocTpeHuii
H6poHxonero4yHoro npouecca. bpoHxmTon npegHasHaveH ons
NauMeHToB C MYKOBMCLMAO030M, Yy KOTOpbIX MMEEeT MecTo
HEenepeHoCMMOCTb MKW HeOoCTaTouHas 3G EKTUBHOCTb AOP-
Ha3bl anbda, a TakKe B HEKOTOPbIX C/Ty4asix peKOMEHAOBAHO
COBMECTHOE MCMOoMb30BaHMe 2 npenapatoB [37]. 3aHaTus
KMHe3uTepanuel c npumeHeHneMm bponxutona (AO «leH
Mnau») ctaHoBaTCH 60nee 3¢deKTMBHLIMM B MNaHe ApeHaxa
[bIXaTeNbHbIX MyTeN.

BpoHxuton BKkAoYeH B HauMOHaNbHbIA KOHCEHCYC
no MykoBmucumpo3sy ¢ 2019 r, a TakKe NPONMCaH B KINHKUYE-
CKMX pekoMeHaaumsx kak oT 2016 1., Tak 1 B HOBbIX, 0T 2021 .

CnenyeT yunTbiBaTh, UTo BIDA-TECT fOMKEH NPOBOANTLCS
B COCTOSIHMM MONHOM K/IMHUKO-NabopaToOpHOM peMuccmm
nauueHTa, YTobbl MONYYUTb UCTUHHBIE Er0 Pe3ynbTaThl.
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