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AHHOTauuA

MykoBucUMOO3 SABRSETCA  MyNbTUAKTOPU-
anbHbIM 3aboneBaHNEM CO MHOXECTBOM Mpo-
SBMEHUN, OTpaXalLwmx MopaxeHue abixa-
TeNbHOW, NULLEBAPUTENBHON, SHOOKPUHHON U
MOYENOMoBoN cuctemM. YuuTbiBasi 4acTtoTy M
pa3Hoobpa3une NposiBNEHU MyKOBUCLMO03a Y
nauMeHTOB B3POCIIOro Bo3pacTa, UM criegyeT
LMpe NPOBOAWTbL AMarHoCTUYecKkne mccnego-
BaHWs, HanpaBfieHHbIE Ha WX BbisiBNeHue. He-
3HaHWEe NN HeJOCTaTOYHOE BHMMaHUe K 0Co-
OEHHOCTAM TeyeHus 3aboneBaHus y OaHHbIX
NMauMeHTOB MOXET MPUBECTU K CEepPbe3HbIM
owmbkam B Tepanmu 60MbHbIX U Pa3BUTUIO TS-
XenbIX OCMOXHEHUN, B TOM Yncre TpebyroLmnx
Xupypruyeckoro nedenuss. B o63ope npepn-
CTaBrfeHbl pasnuuMsl HauMOHambHbIX peru-
CTPOB pa3sHbIX CTpaH N MHeHne aKcnepToB EB-
pPOMENCKOro KOHCeHcyca nNo MyKOBUCLIMAO3Y B
BELAEHUW MALMEHTOB C MYKOBUCLIMAO30M.

KnioueBble cnoBa: MyKOBMCLEO03, OCITIOXHEe-
HUA, KMMHU4YeCcKmne pekoMmeHgauunm

Abstract

Cystic fibrosis is a multifactorial disease with
variety manifestations that reflect defeat respir-
atory, digestive, endocrine and genitourinary
systems. Given the frequency and diversity of
CF symptoms in adult patients, they should
more widely conduct diagnostic studies aimed
at detecting them. Ignorance or insufficient at-
tention to the peculiarities of the course of the
disease in these patients can lead to serious
errors in the therapy of patients and the devel-
opment of severe complications, including
those requiring surgical treatment. The review
presents differences in national registers in dif-
ferent countries and the opinion of the Euro-
pean consensus experts of the cystic fibrosis in
the management of patients with cystic fibro-
sis.

Keywords: cystic fibrosis, complications, clini-
cal recommendations.

MykoBucungos (MB), wmnu  KUCTO3HbIN
pubpo3 ABNAETCS OOHUM M3 CaMbIX YaCTbIX
MOHOreHHbIX 3aboneBaHur, B Oonblueh cTe-
NneHn nopakarwllee eBponeondoB. B ctpaHax
EBponbl n CeBepHot AMepUKM pacnpocTpa-
HeHHocTb MB cocTtaBnsieT ot 1:2000 go 1:4000
HOBOPOXAeHHbIX. 1o AaHHbIM Meauko-reHeTu-
YecKoro Hay4Horo LeHTpa Poccuinckor akage-
MU MEAULMHCKMX Hayk n MuH3gpascoupas-
BuTUA Poccuickon ®epepaumm (PP) B Hawen
CTpaHe 4acToTa BCTPEYAEMOCTUM HMKEe —
1:8000-1:10 000 HOBOPOXAEHHBLIX, YTO Ya-
CTUYHO MOXET OblTb OOBACHEHO BMNUSIHUEM

CMeLleHWs CNaBsHCKON Y (OMHHO-YrOPCKOW No-
nynaumMm B xoge OPMUPOBAHUS PYCCKON
HapogHocTu [14; 43; 51].

C kaxabiM rogoM B MUpPE NPOUCXOAUT
yBENUYEHNE KONMMYECcTBa MNaLUMEHTOB B3POC-
noro Bo3spacrTa. o gaHHeIM M. Hodson (2007),
nmeetcs 50%-s1 BEpOATHOCTb TOro, YTO Nnauu-
€HTbl, JocTuriwme Bospacta 40 net, AOXUBYT
00 53 neTt, n 35%-9 BEpOATHOCTb JOCTUMXEHMS
umn 60 net [44]. Mo paHHbIM E.K. TnHTEp
(2013), ¢ 1991 no 2013 rog NPoOJOIMKUTESb-
HOCTb XW3HM NaumeHToB ¢ MB yBennyunack ¢
13 po 39 net ansa pernoHa Mocksbl 1 Nogmoc-
KoBb4, a anga Poccun B uenom — ¢ 10 go 25 net
[13]. B 2014 rogy pons Habnogaembix B PO
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naumeHToB ¢ MB crapwe 18 net cocraBuna
29,2%, Torga kak B Havane 1990-x rogos oHa
Obina He 6onee 10%. Camomy cTapLuemy na-
uneHty ¢ MB B 2014 rogy 6bino 64 roga [21;
26]. Ans npumepa, B CapaToBckor obnactu 3a
nocnegHve 20 net nNpouv3oLLno yBenudeHue
KonudecTtBa Habmnogaemblx 6onbHbIXx  MB
B3pocnoro Bospacta: B 1996 rogy nonsa naum-
eHToB cTapuwe 15 net coctaensna 10,0%, a k
2010 rogy ysenuuunacs go 48,4% [18].

YBenuyeHve nNpoaomKUTENBHOCTU XN3HU
MauMeHToB CTano BO3MOXHbIM OGrarogaps
psay akTopoB, TakuX Kak: BBeAeHWe HeoHa-
TanbHOro ckpuHuHra (8 P® ¢ 2007 roga), BBe-
OeHne MHOrOKOMMOHEHTHOW Tepanuu (noa-
OepXXaHne NeroyYHon yHKLMK, HYTPUTUBHOMO
ctartyca, 6opbba C OCNOXXHEHUsIMM), C NosiBe-
HMEM HOBLIX JIEKApPCTBEHHLIX NpenapaToB
(rnaBHBIM 0Opa3oM MHransAUMOHHBIX aHTUOKNO-
TMKOB, [JoOpHasbl anbda, 3aMecTUTENbHOMN
depMeHTHON Tepanuu NoSKeNyao4YHON xe-
nesbl, paspaboTka, a B nocnegHve rogsl v npu-
MEeHeHMne CpeaCcTB reHeTUYEeCKon Tepanumn), co-
BEpPLUEHCTBOBAHME METOAOB KuHEe3auTepanuu,
oTkpblTe reHa CFTR - Cystic fibrosis
transmembrane conductance regulator
(TpaHcMeMOpaHHbIN perynaTtopHbIn 6enok my-
KOBMUCLUMO03a), NPoBeAeHNe TpaHCnaHTaumm
nerkux n neyeHu, adpcpektmHas 6Gopbba c
OCroXHeHusamm [15].

BBegeHne HeoHaTanbHOrO  CKPUHUMHIA
(meTogoM onpeneneHns YypoBHS UMMYHOPEaK-
TmBHOro tpuncuHa (UPT) B cbiBOpPOTKE KPOBU
HOBOPOXAEHHbIX) MO3BOMMIIO paHbLUe, 4YeMm
Mpy YCTaAHOBMIEHWMM OMarHo3a Mo BbISIBMEHUIO
CMMMNTOMOB Ha3HayaTb Tepanuio, YTo B CBOH
oyepenb NPUBENO K YyYLIEHUO KavyecTea M
YBENUYEHUIO NPOAOIMKUTENBHOCTU XU3HU Na-
uneHToB ¢ MB, 0 Yem CBUOETENLCTBYIOT MHO-
roYnCrieHHble HabnAEeHNS U3 pasnnNYHbIX pe-
rmoHoB P® [20; 6; 29; 22].

HoBbIM cTUMYyOM NS fanbHenwWwero pas-
BMTUSA NaTOreHeTMYECKOro HanpasneHns B re-
yeHun MB sBunacb paspabotka B 1992 rogy
HOBOrO MYKONUTMYECKOro Npenaparta AopHasbl
anbta. [opHasa anbda (Mynbmo3nmv®,
Roche, WWBenuapusa) — npenapaT, CO34aHHbIN
crneumanbHO ONs MyKONMMTUYECKOW Tepanuu
MB, npeactaBnsiet cobon reHHOMHXEHEPHbIN
MYKOJUTMK, KOMUIO YerioBeYeckoro doepmeHTa
Ae30KCcnprnboHykneaasbl, KOTopbIn dparmMeH-
TMPYeT ANWHHbIE Uenu [e30KCMpuboHykne-
noHoson kmcnotbl (OHK), BbicBOOOXAAOLLM-
€Csl N3 paspyLUeHHbIX A4ep HenTpoguioB, U
yny4llaeT peorniornyeckme CBOMCTBa MOKPOTHI.
Kpome MyKonMTM4eckoro, OH TakKe okasblBaeT
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npoTuBOBOCMAanNuTEenbHOe U aHTnbakTepuanbs-
HOe OEeNCTBME 3a CYET CHUXKEHUS KOHLEHTpa-
LMW  MHTepreknHa-8, HenTpodunbHon ana-
CTasbl, BAUSHUSA HAa MYKOUOHYIO CUHETHOMHYIO
nanoyky, CHUXeHUS YPOBHS NpOoTenHa3s B Xna-
KOCTM BpOoHX0anbLBEONAPHOro naeaxa, To ecTb
YMEHbLUEHNS] [OECTPYKTUBHOIMO KOMIMOHEHTa
Niero4YHon TKaHW Npu BocnaneHun. NokasaHo,
YTO MPUMEHEHME MNyNbMO3MMa ANUTENbHO-
CTbIO AaXe B ABE HeJenu oKasbiBaeT MosioXu-
TenNbHbIA KNMMHUYECKUI 3P PEKT C ynyyLleHnem
nokasatenen OPB1 (o6bem hopcnpoBaHHOroO
Bblgoxa 3a 1 cekyHay), nokasaTtenen npoxoau-
MOCTU nepudepunyecknx goixatenbHbIX NyTen,
a Takke CHMXaeT cMepTHOCTb Ha 15% [5; 49].
CnycTa HekoTopoe BpeMsi OT Havana ero uc-
Nnonb30BaHWUs y AeTeln, NOSBUNUCL YKasaHust
Ha ycnelwHoe npuUMeHeHWe [OaHHOro npena-
paTta y B3pocnbix naumeHTos [30].

Ewle ogHMM BaXKHbIM 3Tanom B hopMmpo-
BaHUK nNpeacTaBneHns 06 atom 3abonesaHum
saBnseTca kaptuposaHue B 1985 rogy reHa MB
(Ha oNMHHOM nneye 7 XPOMOCOMbI), a TaKkke
ero ngeHtudgukaums B 1989 roay v BoisBneHme
Hanbonee 4actom MyTauuu, nNpPUBOASALLEN K
pa3BuTUIO AaHHoro 3abonesaHus — delF508
(oeneunsa Tpex Hykneotnaos B 10 ak30He, Npu-
BOASLLANA K NoTepe ocTaTka peHMnanaHvHa B
508 nonoxeHun mornekynbl ©Oenka), Takke
Ha3BaH OernKoBbI MPOAYKT AaHHOrO reHa —
CFTR. Ha cerogHaLWHWA AeHb B 3aBUCUMOCTU
OT MexaHu3Ma, Hapywatuwero QyHKUMo
6enka, mytaumm reHa CFTR nogpasgensioT Ha
naTb knaccos [40].

— Knacc | (HapyweHue cuHTe3a 6enka
CFTR) — myTauuu, pesynbTaToM KOTOPbIX SB-
nseTcsa HapyweHue TpaHckpunuun MPHK (Mu-
TOXOHAPWanbHONW  PUOOHYKNEUHOBOW  KUC-
notel). K aTomy Knaccy oTHOCATCSA MyTauum ¢
Hanbonee cepbe3HbiMU (PEHOTUNNYECKUMU
NPOSIBNIEHUAMMU, MOCKOMNbKY CUHTE3 DYHKLMO-
HanbHO akTMBHOro 6enka CFTR nonHoCTbio
HapyLUEH.

— Knacc Il — HapyweHue cospeBaHus
6enka CFTR. MyTtauum npuBOAsT K Henpa-
BUITbHOMY CBOPa4MBaHUI0 MOMEKyIbl 6enka u
HapyLleHWio ee TpaHcrnopTa K anukarbHOW
mMeMbpaHe kneTku. B pesynbtate nponcxoant
perpagaumna CFTR-monekyn B aHgonnasmartu-
YeckoM peTukynyme: mornekyna 6enka He fo-
CTUraeT anuTenuanbHOM MembpaHsbl.

— Knacc Il — HapyweHue perynsaumu
XINOpPHOro KaHana. MyTauumm aToro kracca npu-
BOAAT K cMHTe3y 6enka CFTR, koTopbI TpaHc-
NopTUPYeTCst K KNETOYHOW MembpaHe, HO He
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oTBevaeT Ha ctumynsauuio UAM® (umknunye-
CKOro afjieHo3nHMoHoocgaTa), UTo NPUBOANT
K HapyLLEeHUIO perynsauumn XropHoro KaHana.

— Knacc IV — HapyLlueHne npoBoAMMOCTH
XNopHoro kaHana. K atomy knaccy B 6onbLuen
Mepe OTHOCATCH MUCCEHC-MyTaLmKn, pacrnono-
»KEeHHble B MEMBpaHOCBSA3aHHbIX JOMeHaX. ['eH
CFTR, cogepxawmm 3TM myTauuu, Kogmpyet
NPOTENH, KOTOPLIN HOPManbHO TPAHCMNOPTUPY-
€TCS K KNeTOYHOM MembpaHe 1 NpaBUIbHO OT-
BEYaeT Ha CTUMYNSLMIO, HO FreHEPUPYET MOHK-
XXEHHbIN XNOopHbIM noTok. MyTaumn knacca IV
NU3MEHSIOT MOHHYK0 NPOBOAMMOCTbL XITOPHOro
KaHana n TakuMm obpas3oM yMeHbLIaT BpeMs
OTKPbITUS KAHAINOB M MOHHbINA MOTOK.

— Knacc V — cHwkeHne konudectBa
dyHKumMoHanbHoro 6enka CFTR. K knaccy V
OTHOCATCS MyTauuu, MpU KOTOPbIX MPOAYLMPY-
€TCS MOHWKEHHOE KONMMYECTBO HOPMAarlbHOro
TPaHCKpUNTAa, UM CHUXaeTCs YpOBEHb (DYHK-
UnoHanbHoro 6enka, MnyM NOHWXEH YPOBEHb
TpaHcnopTa monekyn 6enka CFTR. Mytauum
3TOr0 Kracca HapyllialT MexaHu3m cnnau-
CVHra, n TpaHCKpunTbl 0bpasytoTcs Kak B pe-
3ynbTate abeppaHTHOro, Tak U HopMaribHOro
cnnancuHra.

— Knacc VI - oTHoCUTEenNbHO HOBbLIM Knacc
MyTauun 6bin onmcaH J.Zielenski. Bkntovaet
MyTauum, npuBoasiLume kK cuHtedy denka CFTR
CO CHWXEHHOWN CTabUNbHOCTBIO B pesynbraTte
notepn C-koHueBbIX 70—98 aMWHOKMCINOTHBIX
ocTtaTkoB. lMoHWXeHHas OGuonornyeckas cra-
OMNBHOCTb YKOPOYEHHbLIX MyTaHTHbLIX MOMEKYI
CFTR npuBoauT k peHoTuny MB.

Mcxooa n3 aTnx gaHHbIX BUAHO, Yto MB
nepewuen us paspsaga gaTanbHou eTCKon na-
TONOrMM B XpoHU4eckoe 3aborneBaHne B3pocC-
NoW rpynnbl NauMeHToB. JleTanbHOCTb NauneH-
TOB OT 3TOro 3aboneBaHuUst B AETCKOM BO3-
pacTe Ha JaHHOM 3Tane XOTb M Cry4YaeTcsl, HO
HOCWUT XapakTep €AVMHUYHbIX Cry4aeB, U BO-
NpOCbl A0XNBAHUS, NeTarnbHbIX OCIOXHEHU 1
TEPMUHAmNbHbIX COCTOSIHUIA CMECTUNNCL Ha
B3pPOCNbIA MEpPUOA, YTO CTaBUT HOBblE BO-
npocbl nepes Bpadamu B3pOCHbIX creLuarb-
HOCTen, onpeaensst He0O6XoaUMOCTb N3YYeHUst
BO3PAaCTHbIX aCMeKTOB AaHHOW NaToMormu.

OcobeHHOCTN TeuyeHus 3aboneBaHus un
BeAeHNs1 BOMbHbIX MYKOBMCLUUOO30M B3pOC-
noro Bo3pacta. Bcex B3pocnbIx NauueHToB C
MYKOBMCLMO030M MOXXHO YCIOBHO pasgennTb
Ha [OBe rpynnbl: NauuMeHTbl, OOXMBLUME [0
B3pOCIIOro Bo3pacTa, y KOTopbIx 3aboneBaHue
pa3Buocb M ObINO ANArHOCTUPOBAHO B OeT-
ckue rogbl 1 6onbHbIE C NO3OHUM Pa3BUTUEM
3aboneBaHua [25]. C coBpeMeHHbIX MO3nuun
3TO CBSA3aHO C HOCUTEITbCTBOM MYTaHTHbIX re-
HoB. pn 3TOM, rOMO3UroTbI MO MSATKMM MyTa-
UMM MnKM KOMMayHAbl — Tshkenas u Msirkas

MyTaumsi UMetoT B0orblLUe LWaHCOB OKa3aTbCH B
OaHHou rpynne. Crny4auv no3gHen AnarHoCTUKK
obycnoBneHbl Msarkov mytauuer B reHe CFTR,
y OaHHbIX naumeHToB MB MOXeT ObiTb BbISIB-
fieH cnydarHo, rogamm npoTtekas nog pas-
HbIMW «Mackammny.

Mo paHHbiM T.E. emOuukon u coaBT.
(2013), B 9,5 % cnyyaeB 13 225 npoaHanunsu-
POBaHHbIX MaLWEHTOB OTMEYEHO Mo3aHee
ycTaHoBneHue amarHosa MB. OTmeueHo, 4To
YyeM no3xe NpomcxoauTt MaHudectaums MB,
TeMm bonee GnaronpuUsiTHbIM TEYEHNEM Xapak-
Tepusyetcs 3aboneBaHwe, TeM NO3gHee
HacTynaeT AeKOMMeHcauusl no BpoHxoneroy-
HOW CUCTEME W MopaxeHue OpPYrnx OopraHos.
[19].

ObpauaeT Ha ceba BHUMaHne Heobxoau-
MOCTb BKMoveHnss MB B andbdepeHumansHo-
ONarHOCTUYECKUI psg Npy BeiSIBNEHUM cneny-
FOLLIMX COCTOSIHMI UM CUMMTOMOB CPeau rpymnn
pucka no MB, 4TO MOXeT NOMOYb YCTaHOBUTb
AunarHos naumeHTam B3pocroro Bo3pacTta [15;
48].

KnuHnyeckas kapTuHa TeveHns MB asnsa-
eTCs OTpaXeHneM NoNMopraHHoOro NopaxXeHus
N ABNAETCA ApKMM MPUMEPOM COOTBETCTBUS
PEHOTUMMYECKOTO U FeHOTUMUYECKOro Mpo-
dunsa naumeHTa. Hanbonee geMoHCTpaTMBHO
3TO COOTBETCTBUE BblpaXkaeTcsi B (OYHKLNOHU-
pOBaHWM NOKENyOoo4HOW xenesbl. Y 6onb-
WwnHcTBa nauneHToB ¢ MB oTmevatoTca pas-
HOW CTeneHn HapyLUEeHUs SK30KPUHHON DYHK-
umen nooxenyaovyHom xenesbl, HO BblAENsoT
okorno 10-15% nauuneHToB, y KOTOpbIX 3Ta
PYHKUMSA COXpaHHa U faxe, B psiAe Criyvyaes
He TpebyeT npuema naHkpeaTUdeckux dep-
MeHTOB. [Mpy 3TOM OTMEYEeHO, YTO Yy NnauueH-
TOB C HEHapyLLEeHHON (PyHKUMEN Noaxenyaoy-
HOW Xene3bl UMeeTCH Mo KpanHen Mmepe ogHa
myTaums 1V, V 1 VI knaccoB (Tak Ha3biBaeMble
«MSArkMe» mytaumm). A Nnpy HanuMumMm AByX My-
Tauun |, 1l n 1l knaccoB («TsXKenble» MyTaLun)
B FOMO3MIOTHOM Wi KOMMayHOHOM COCTOSHMM
BCerga CyllecTByeT naHkpeaTudeckas Hedo-
cTatoyHocTb. [54; 61]. VmetoTca ykasaHus o
TOM, YTO Ha pa3Hoobpa3sne KIMHUYECKON Kap-
TUHbI nauueHToB ¢ MB okasbiBaeT BnusHuE
pag Opyrux reHetTudeckux paktopoB, OTMMY-
HbIX oT reHa CFTR [56].

Bce BapuaHTbl KIUMHUYECKOrO TeYeHust
MB, B TOM 4ncrie B 3aBUCMMOCTU OT FreHeTnYe-
CKOro npocuns nauueHTa HalwnmM oTpaXKeHue
B Hambornee akTyanbHOW Ha CErogHsILLHWN
OeHb Knaccudukaumm, onybrnvkoBaHHas B
2016 B mMaTepumanax HauuoHanbHOro KOHCeH-
cyca no MB [16]. [laHHasa knaccudumkaums oT-
pakaeT HaKoMseHHbIN B Hallen ctpaHe (Pabo-
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Yyasa knaccudmkauma mykosucumaosa. Payune-
ckun C.B., KanpaHos H.U., 2000) n mexagyHa-
pPOAHbIV ONbIT Knaccudukaumm MB:

Beuay obLIHOCTM naToreHeTU4ecKux me-
XaHM3MOB, NPOsBMNeHUS 3aboneBaHns y oeTen
N B3POCMbIX MPUHUMNNANBEHO HEe OTNUYaloTCs,
1 NonynsaumMsa NauueHToB Takke NpeacTaBnseT
cobon HeoQHOPOAHYIO rpynny, CPEAN HUX NMe-
0TCS MAUUEHTbI Kak C MaroCMMMTOMHbBIM Teve-
Huem MB, TaK 1 C ApKO BblpaXXeHHbIMWU KITUHW-
YeckMMU npu3Hakamu 3aboneBaHud. [lpu
39TOM, MOXHO BbIOENUTb HEKOTOpble OCODEH-
HOCTW, XapakTepHble B BonbLUen cTeneHn ons
B3pOChnbIX naumeHTos ¢ MB.

B KknuHM4Yeckom KapTMHE C BO3PaACTOM
npeobnagatolee 3Ha4YeHe NpUHMMaeT naTo-
norvs GPOHXONEero4YHom CUCTeMbl, C HapacTa-
HUEM SABNEHNIA XPOHUYECKOTO THOMHO-00CTPYK-
TMBHOMO OpoOHXMTa C pacnpoCTpaHEHHbIMU
OpoHxoakTazamn. CyLleCcTBEHHbIA Bknag B
YyXyOWEHNE COCTOSHUSI  ObIXaTeNbHOW  Cu-
CTeMbl BHOCUT TOT hakKT, YTO y B3pOCHbIX Na-
LUMEeHTOB OoTMevaeTcs Gonee 4Yactoe No cpas-
HEHMIO C EeTCKMM BO3pacTOM MHULMPOBaHNE
AblxaTenbHbIx NyTen P. aeruginosa, a Takke B.
Cepacia [15; 3].

OAHMM 13 3HaYUMbIX KPUTEPUEB BbhKMBA-
€eMOoCTK Yy B3pocnbix 6onbHbix MB saBnsietcs
HYTPUTUBHbLIN cTaTyc. [NokasaHo, YTO Npu CHK-
XXeHuun ungekca maccol Tena (MMT) Ha 1 kr/m?
puck cmepTn yBenunyueaetcs B 1,42 pasa. Npu
HabnogeHun B3pocnbix nauneHtoB ¢ MB
HeoOXOAMMO MOMHUTE O BO3MOXHOCTU siBre-
HWsi anMMEeHTapHOro mapasma B Buge gedwu-
unta xmpa u OenkoBOW HeJoCTaTOYHOCTU
Aaxe Ha ooHe HOpMarnbHbIX 3HAYEHUIN Macco-
pocToBbIx NapameTpos [17]. UamepeHne MT
N KOHTPOJ1b 3a ero AMHaMMKON Heobxoamm onsi
aflekBaTHOW OLIEHKUN CTENeHN TsxecTn 3aborne-
BaHWA 1 onpefenexHns nporHosa MB.

Kak yxe oTme4vanocb, GOMbLIMHCTBO BO-
MPOCOB C Pas3BUTUEM TSKENbIX OCITOXHEHWUN
MB 1 cMepTHOCTM NaUMEHTOB NepPeaBUHYIOCH
Ha B3pOCIibli BO3pacT U aiBnsieTcsa cepon oT-
BETCTBEHHOCTW CMyXObl MOMOLUWM B3POCHbIM
6onbHbIM MB. Y cneunanuctoB B3pOCIIOro
ueHTpa MB gnst paboThl ¢ TakMMy NaumeHTamm
nmeeTcs Gonblue pPecypcoB, 3HAHWMA U BO3-
MOXHOCTM CTaLMOHApHOro obecneyeHnss u
MEXCUCTEMHOrO  B3ammogencteud. Takxke
CTOMT 06paTuUTb BHUMAHME 1 Ha pasHuLy B u-
HaHCUPOBaHMN B3POCIbIX U AETCKUX LEHTPOB
MB, Tak Kak Ha B3pOCHbIX NauneHToB Tpeby-
eTca Oonblle CpeAcTB Ha JleKapCTBEHHOE
obecneveHve n obcrnenosaHne. ITO CBA3AHO
C Tem, 4YTO 4YacTb MpenapaTtoB paccyuTbiBa-
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€TCs Ha KunorpaMmm macchl Tena, K 6onbLnH-
CTBY TPaAMUMOHHbIX aHTUbakTepuarnbHbIX
npenapaTtoB pas3BMBaEeTCA pPE3UCTEHTHOCTb,
pacTeT KONMMYeCcTBO OCMIOXHEHUN Y 3TUX Nauun-
€HTOB, YTO TaK Xe onpegensieT Heobxoawu-
MOCTb CBOEBPEMEHHOro nepexofa BO B3pOC-
nyto ceTb [28]. B cBa3n ¢ aTum ocoboe BHUMa-
HWe OOIMKHO ObiTb OOpalleHO Ha MOMEHT ne-
pexoda nauueHTa u3 LEeTCKOW ceTn BO B3pOC-
nein LeHTp MB, a Takke Ha COTPYAHNYECTBO
OBYX LLeHTPOB J0 Hayana nepexoga. Perynap-
Hble BCTpe4yn Opurag NOMOLLM M COBMECTHbIE
NPOTOKOMbI CrNagdaT npouecc nepexoga nns
NauneHToB 1 MUHUMU3UPYIOT NEPEMEHDI B Nne-
YyeHun. B PO Takon nepexoa AormkeH ObiTb 3a-
BepLleH k 18 rogam, nepuog ¢ 16 oo 18 nert
sABnsieTca nepexodHeiM. B npaktuke EBponeit-
CKMX CTpaH nepexon aeten ¢ MB B BospacTte
okono 17— 19 net [52].

OpHol u3 akTyanbHbIX Mpobnem, oco-
6eHHo Npu paboTe ¢ naumeHTamm NOApPOCTKO-
BOrO ¥ B3pPOCIOro Bo3pacTa SABMASETCH HU3KUN
YPOBEHb KOMMMaeHca, YTO XapakKTepHO Ans
BCEX XPOHMYECKMX 3aboneBaHnii B CpPaBHEHWN
C OCTpbIMK, a 4YacTble peunamBbl AOMOSHK-
TENbHO CHWXAT YPOBEHb MPUBEPKEHHOCTU K
neyeHuto. HecmoTpsi Ha ycoBepLUEHCTBOBA-
HMEe CUCTeMbl fNevyeHus MyKoBucCLMao3a, pas-
paboTKy HOBbIX 3((EKTUBHBLIX JEKapCTBEH-
HbIX CPEACTB, CODNIOAEHME pexnma fneyeHus
OCTaeTcs OAHOW M3 rNaBHbIX Npobnem Ans
OaHHbIX NaumeHToB. Mo AaHHBIM pPas3nNUYHbIX
€BpPOMNENCKNX unccneoBaHu, nNPoOBEOEHHbIX
Ha OCHOBaHWM aHanm3a 3NeKTPOHHbIX MOHUTO-
PWHIOB, MOBTOPHOW BbIMMCKX peLenToB, CO-
ongeHne pexnma neyeHnst Haxoaunocb B
nHTepBane ot 67% Ansa nepoparnbHbIX aHTU-
onotnkoB ao 31-53% Ansa MHransiLMOHHbIX aH-
TMBbnoTukoB, 53-79% AN MYKOMUTUYECKUX
cpeacts n 41-72% [nsi runepToOHNYECKOro co-
nesoro pacteopa [23]. Ans npeogonexHus gax-
HOM npobnembl eBponenckuMKn  cneumnanu-
ctammn (Alexandra L.Quinttner, Adrianne N.
Alpern et al) Hanbonee addekTMBHOM Npu-
3HaHa NauUMeHT-LEeHTPMPOBaHHAsA NHTEPaKTUB-
Hasi MoJenb MepCOHanM3MpoOBaHHOIMO M COB-
MECTHOroO feyeHuss — cobniogeHns pexuma
neyeHusl. U"Torom gaHHOM METOAMKUN ABMSIETCS
COBMECTHO paspaboTaHHoe cornaileHue (no-
BELEHYECKNA KOHTPAKT), KOTOpOEe npeaycmar-
puBaeT cxemy neyveHusl, yCTpavBaloLLylo na-
LUWeHTa, faeT eMy oLyLleHne KOHTPOns v no-
BbllLAeT MNpPUBEPXEHHOCTb NnevyebHon npo-
rpamme [10]. Heobxoanmo obecneunTtb Henpe-
pblIBHOE W NocnefoBaTenbHOe NneveHve faH-
HbIX naumeHToB. Ecnu coctosiHne GonbHOro
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CTabunbHO, MHTEPBAN MeXay MNaHoOBbIMU BU-
3UTaMu He JOMXeH npesbillaTh 3 MecsueB. Bo
BpeMs MraHoOBOro BU3UTa crnefyeT OUeHUTb
NpPaBWUMbHOCTL BLIMOMHEHNS MaLMEHTOM Bpa-
YebHbIX Ha3Ha4YeHWn, AMHAMUKY ero CamoYyB-
CTBWSI, MPaBUITbHOCTb MPOBEAEHMS METOAWK
KMHe3unTepanuu, perynsipHo NpoBoanTb oby4e-
Hne BonbHoro. lNporpamMmma akTMBHOIO neve-
HUSA B3POCHbIX 6ONbHbBIX JOJMKHA ObITb HaNpaB-
fieHa Ha yMeHbLUEHNE BbIPpaXXEHHOCTU OCHOB-
HbIX ()aKTOPOB puCKa neTanbHOro ucxoda npu
MB [11].

Ewe ogHUM BaXHbIM acrnekToM >K13HU
B3pocnbIX naumeHToB ¢ MB, kOTOpbI Takke
CTOMWT UMEeTb B BUAY cheLmanucTam, 3aHnmato-
LWMMCS OaHHbIMU GONbHLIMK, SBMAETCS BO-
MPOC CeKCyanbHOro M PenpoayKTMBHOIO 340-
poBbsi. [lpy ycrnoBuM OOCTAaTOMHO WMHTEHCUB-
HOW Tepanuu, CHWXEHUSA BbDKMBAEMOCTM Ha
oHe GepemMeHHOCTU y naumeHTok ¢ MB He
NMPOUCXOAMT U, criegoBaTenbHO, Npu onpege-
NEHHbIX YCMNOBMKAX, OHa BO3MOXHA. XOTH XeH-
WnHbl ¢ MB MMeloT aHaToOMMYeckn Hopmarb-
Hble PENPOAYKTMBHbIE NMYTN U HOPMasbHYHO No-
NoBYK (PYHKLMIO, HECKONBKO YYaCTKOB >XEH-
CKMX MOMOBLIX MyTerh MopaxeHo AedeKkTHbIM
oenkom CFTR. JlMwb mManas 4acTb XeHLMH
(okorno 20%) MMeeT CHWKEHHYI0 AeTOPOOHYIO
dyHKUMI0 unu 6ecnnogne. Myxckue nonosbie
Nyt Hambonee 4yBCTBUTEMbHbI K MyTaLuu
CFTR n okono 94% myx4nH ¢ MB 6ecnnogHbl
B CBSI3M C aHOMaIlbHbIM CTPOEHWEM Me30OHe-
dpuyeckoro yyacrtka nosfoBbIX nyten. Bos-
MOXHO HacTynneHne 6epeMeHHOCTM C NpumMe-
HEHMeM BCMOMOraTesibHbIX PenpoayKTUBHbIX
TEXHOMOrMm (MMKPOXMpypruyeckas acnmpawms
crnepMaro3ougos M3 anvaMauMMmuca unu ce-
MEHHUKa U ONnoA4OTBOPEHME oouumTa in vitro)
[12]. Ana onpegeneHns pucka poxaeHus pe-
6eHka, 6OMNMbHOr0 MyKOBMCLMOO30M, HEobXxo-
OMMO NMPOBECTU FreHeTUYECKOE UccregoBaHue
Oyayuero oTua pebeHka, Tak kKak B cilydae Bbl-
SABMEHMS Yy HEro myTtaummM MyKOBUCLMO03a,
puck poxaeHusi 6onbHoro pebeHka cocTaBuT
50%. OcHOBHbIMWM hakTopamu, Onpenensio-
WmMKn HebnaronpuaTHBIA NPOrHO3 AN ncxoga
6epeMeHHOCTN Yy 60MNbHON MYKOBUCLIMAO30M,
ABNSATCSA:

— cHmxeHne O®B1 <60% OT JOMKHOrO;

— HWU3KUA HYTPUTMBHLIA CTaTyc nauu-
eHTKn, npubaeneHve GepemMeHHOM B Macce
Tena meHee 4,5 kr; HeobxoaMmo yunTtbiBaTh
BO3pacTawLme aHepreTnyeckme 3arpaTtbl Oe-
PEMEHHOW >XEHLLUMHbI (ZOMOSNTHUTENBHO OKOJO
300 kkan B CyTKM) 1 MepeBOAUTb MALMNEHTKY Ha
BbICOKOKANOPUINHYIO OWETY C NPOAOSHKEeHneM
3amMecTUTENbHON (hepMeHTHOM Tepanuu;

— NerovyHas rmnepTeHsuns;

— Hambonee 3Ha4YMMbIM (HaKTOPOM, KOTO-
pbI BAUSIET Ha NOKa3aTenu BbHXKMBAaeMOCTU Y
XKEHLLUMH, MO MHEHMI0 HEKOTOPbIX Uccnenosa-
Tenen aBnseTca MHPUUUPOBaHWE AblxaTerb-
HbIX nyTen Burkholderia cepacia. Npn Hanu4um
OLHOTO M3 3TNX (PaKTOPOB COXpaHeHue bepe-
MEHHOCTM ONacHO AJ151 XKU3HWU MaTepu 1 pa3Bu-
Tns nnoga [69].

OcobeHHOoCTM hmsnornormyeckon aganta-
umm K OBepemeHHOCTW, yBenu4yMBaroLme
Harpy3ky Ha CUCTEMbI OblXaHWUHA, KpoBoobpa-
LLeHWs1, TpebyloLme yBENMYEHNs 3HepreTnye-
CKWX 3aTpaT opraHu3Ma matepw, onpegensoT
HeOOXOAMMOCTb 3HAYUTENbHOIO paclUMpeHns
nporpamMmbl fiedeHust 3TON rpynnbl GOMbHbIX.
Bo Bpema OGepemeHHOCTM HeoOGXooumMO B
fonbLuen cTeneHn ucnonb3oBaTh Npenaparol,
BBOOUMBIE MWHransiUMOHHLIM NyTeM JledeHue
cchepuyecknmn  cbepmeHTaMmm  HeoBXxoaAMMO
NPOAOIKUTE, YBENNYUB A03Y, COOTBETCTBEHHO
BO3POCLLEMY Karopaxy nuwu. BaxHeim aBnsi-
eTca MNpoJOoSPKEHME KMHe3uTepanuu, OfHako
hu3myeckas Harpyska He JomKkHa BbITb Makcu-
MarnbHON, TaK Kak Ha YOHE MOHMXKEHNSA OYHK-
LUMoHanbLHOro obbema nerkux U MoBbILEHMS
noTpebnexHns kucrnopoga CyLlecTByeT onac-
HOCTb pPas3BUTUS KUCIOPOLHOro ronoAaHust
ansa nnopa. Poapl cnegyet BecTu Yyepes ecte-
CTBEHHble pogoBble NyTu. [Mpu npoBedeHUU
KecapeBa CEYEHUS1 BbICOK PUCK MH(EKLMNOH-
HbIX OCIIOXXHEHWU, HapyLUeHNs BPOHXMAaNbHOro
OpeHaxa 1 ycuneHns 6poHxmarnbHOM 00CTpyK-
unn. HeobxoammocTb BegeHUs pPOAoOB NyTeMm
KecapeBa CeYeHWs BO3HUKAET NpU Hanuium
CMOHT@HHOrO MHEeBMOTOpakca B aHaMHese,
AblXxaTenbHON HegOCTaTOYHOCTM CO  CHUXe-
HMeMm caTypauun Hwxke 92%, nokasaTtenen
YyHKUMU BHelwHero abixaHus meHee 50% ot
OOIMKHbIX BENMYKH [12].

HabntogeHne B3pocnbix NAUUEHTOB C My-
koBucumgosom TpebyeT ocoboro noaxoda B
BMAY YXyALWEHWs C BO3pacTOM MokKasaTernen
NerovYHon OyHKUUK, NpucoeanHeHnsa aTtunmy-
HbIX WHEKUUK, pasBUTUS MEXCUCTEMHbIX
OCMNOXHEHWN. Y NauMeHToB C BO3pacTOM NosiB-
NATCS HOBbIE acneKTbl XU3HM (BONPOCHI pe-
NPOAYKTUBHON (OYHKLUUKN, 3MOLMOHASbHbLIE U
coumarnbHble 0cOBEHHOCTH), KOTOpbIE TPebyoT
0coboro BHMMaHus 1 NpaBUNbLHOrO noaxoaa
OT CcrneumanucToB B3POCIOro LeHTpa MyKOBUC-
unaosa, YTo onpenensieT BaXHOCTb CBOEBpe-
MEHHOrOo nepexoaa naumeHTa n3 4eTCKON ceTu
M HeobXoOUMOCTb MOHMMaHUS B3POCHbIMU
crneunanucTamm cneundukn gaHHoro 3abone-
BaHWSA y B3pOCOW rpynmbl NALUEHTOB.

HekoTopble OCNOXHEHMS MyKOBMCLMO03a
y naumMeHTOB B3pOCHOro Bo3pacrta. HecmoTpsi
Ha BCe OOCTWKEHWS B NieYeHnn n HabnogeHum
nauveHtoB ¢ MB, c Bo3pacToM oTMme4vaeTcs
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yBenuYeHne 4acTtoTbl creundurdeckux ans
B3pOCNOro Bo3pacTa OCIIOXHEHWUN, TakuxX Kak
nHeemoTopakc, M3C[, octeonopos, npuco-
efuHeHue rpmbkoson cropsl [4; 7].

Octeonopo3 (Mnm «BonesHu KocTu npu
MB» no onpepeneHutio cornacuTensHOM Ko-
muccum no EBponerickomy KOHCeHcycy) —
ocrnoxHeHne MB, 4YacTtoTa KOTOPOro y B3poc-
NbIX NauMeHToB yBenuumeaeTcsa Ao 50-75% no
CcpaBHeHMto ¢ getckon nonynsumen (20-50%).
MoxeT paccmaTpuBaTbCsl Kak HEOTbeMIieMoe
ocrnoxHeHne MB, accouummpoBaHHOE C B3pOC-
nexHvem naumenTos [41]. K pa3sutuio gaHHoOro
OCNOXHEHWs!, yunTbiBasi cneunduky naumeH-
ToB ¢ MB, MmoxeT npuBoauTb Lenbin pag dak-
TOPOB, TaKWUX Kak: MOBbILLIEHWE KOCTHOW pe-
30pbuMn Ha poHE UMMYHONOrMYECKMX Hapy-
LUEHWUA, BbI3BAHHbIX XPOHWYECKMM BOCManu-
TenbHbIM MPOLECCOM; HEeJOCTaTOK BUTaMWHA
D, ButamuHa K, kanbuus, He CKOppeKTUPOBaH-
HblI OOMONTHUTENbHBIM €ro NpUeMoM; Hedo-
CTaTOYHbI Habop KOCTHOM MaccChl B 4ETCKOM U
NMOAPOCTKOBOM BO3pacTe; HU3KME nokasaTtenu
MHAEeKca Macchbl TENa; B page cry4yaeB HeKoTO-
pas 3agepkka NoroBOro CO3peBaHns; nonyye-
HWe KopTukocTepougHon Tepanuu; M3CL; ru-
noanHamus; MnOCTTpaHCMNMaHTaLMOHHOE pas-
BUTWE, B TOM YmMcCne Ha (boHe MMMYHOCYNpec-
CVBHOW Tepanuu; rMnoKcus 1 rmnepkanHms Ha
doHe XpOHMYECKOM AblxaTerbHOW HeaocTa-
TouHocTH [37; 31]. CnopHbIM siIBNSieTCA BNuUs-
HWE reHeTMYeCcKoro Npocuna u ponu MyTaumn
B reHe CFTR Ha pa3BuTne octeornoposa [66].
KnnHnyeckaa kapTuHa octeonopo3a npu MB
CXOfHA C KIacCUYeCKMMM NPOSIBIIEHNSIMU OaH-
Horo 3aboneBaHus n BkoYaeT B cebsi nepe-
NOMbI, pa3BMBaOLLNECS MPU HE3HAYUTENBHON
TpaBme, Hecneumduieckme 6onum, ¢ nokanmaa-
unen B obnacTtn NOSICHUYHOro oTAena no3Bo-
HOYHMKA, YMEHbLUIAKLWMeCss B MOMOXeHUU
nexa.

Ewe ogHum ocnoxHeHnem MB, yactoTa
KOTOPOro y nauneHToB cTapile 18 neT Bbille,
YyeMm y oeTer 1 NoApOCTKOB, ABMNSIETCS MHEBMO-
Topakc. [JaHHOe COCTosiHME pa3BMBaeTCs Npu
HanMuMM aMU3eMaTo3HOro B3OYTUSA NErkux
n3-3a paspbiBa cyonneBpanbHbix 6ynn. Bepo-
SATHOCTb €ro passuTus obycrnoBneHa He
TONbKO BO3PacTOM NauueHTa, HO U COCTOS-
HMeM GPOHXONEro4YHON CUCTEMbI, KOHTPONS ee
neveHus. Yalle Bcero nHEBMOTOPAKC BO3HU-
KaeT y NauMeHTOB CO creayllyMn aHam-
HeCTUYECKMMM [aHHbIMU: ©Gonee BblpaXeH-
HbIMW OBGCTPYKTMBHBIMU HapyLLEeHNAMM (OKOJO
75% naumeHToB C pa3BUBLUUMCH MHEBMOTO-
pakcom umenu O®PB1 meHee 40% oT gormx-
HOro), HanMynem XpPOHWYECKOW CUHErHOWHON

Ty6UHcpopm 2017 Tom 1 Ne 2

MHEKUUKM, XPOHMUYECKOro WUHMUUMPOBaHUS
Burkholderia cepacia, BbICEBOM M3 MOKpPOTHI
nauveHta Aspergillus spp. nnu passutuem
ABJ1A, nonyyeHMeM 3SHTEpanbHOro NUTaHWs,
npeawecTByOLMM MaCCUBHBIM KPOBOXapKa-
HbeM [65]. CTpyKTypHOe yxyALleHne n uameHe-
HMEe OUHaMWKU BO3AYLLIHOTO MOTOKa B NErknx
b6onbHbIX MB paccmatpuBaloTca B KadecTBe
OCHOBHbIX Mpegpacnonararowmux (akTopos,
HO KpOME TOro MCMoNb30BaHWe npenapaTtos B
WHransiuMoHHON hopMe U HEVHBA3MBHOMW BEH-
TUNAUMM  C  MONOXUTENbHBbIM  AaBlieHNeM
TaKke MOXET YBENUYUTb PUCK MHEBMOTO-
pakca. Inu3og NHeBMOTOpPaKCca ABMSETCA He-
BraronpuATHLIM NPOrHOCTUYECKNM (HaKTOPOM,
yBenuynuBaeT pUCK NneTanbHOro ncxoaa B Teve-
Hue 24-30 mecsaueB nocne ero pasBuUTUs, Cy-
LeCTBEHHO yXxyAllaeT gYHKUUOHanNbHbIE MO-
KasaTenu, peuname Bo3amoxeH B 50-70 % cny-
yaeB [64]. B 2003, a 3atem n B 2010 rogax
British Thoracic Society onybnukosano pyko-
BOACTBO MO BegeHuto nauneHtoB MB ¢ nHeB-
MOTOpPaKCOM U He oTaensana nevyebHyr Tak-
TUKY OT NoaobHbIX naumeHToB 6e3 MB. Bbino
NpeanioXeHo MPUMEHEHME  XUPYPrUYECKOro
BMeLLaTenbCTBa (MNEBPIKTOMMUS) Aaxe nocne
nepBoro anuM3ofa y naumeHToB ¢ GonbLinm
ob6bemMoM Bo3ayxa B MrieBparibHOW MonocTu 1
npu peunauee gaHHOro ocnoxHeHua. [nsa na-
uneHToB ¢ HebomnbWwMM 0OBEMOM MHEBMOTO-
pakca, ¢ 0eccMMNTOMHbIM TEYEHMEM BO3-
MOXHa BbbKuOaTenbHas TakTuka WM OpeHu-
poBaHWe nneBpanbHoOM nonoctun [42]. MMpwu
3TOM CheuManucTbl, NPOBOASALINE NErOYHYHO
TpaHcnnaHTaumo y naumeHtoB ¢ MB oTme-
YatoT NpoBefEeHNE XMMNYECKOTO NeBpoaesa n
NNeBP3KTOMUN B aHMHe3e, Kak HebnaronpusaT-
Hble dakTopbl Ans BO3MOXHOCTM Oyayuien
TpaHcnnaHTauuu, roBops O HeobGXOAMMOCTU
bonee wapguero nogxoda € UCNonb3oBa-
HMEeM ApeHUPOBaHMUSA NneBparbHON NONOCTU C
MeAJIeHHbIM pacnpaBfieHNEM NErkoro u 06 nH-
OMBUOyanbHOM MOAXOAE K KaXZoMy Cry4aio
[59].

MykoBucLNO03-3aBUCUMBbIN caxapHbIi
avnabet (M3CL) aBnseTcs NO3gHUM OCIOXHe-
Huem MB, passuBatoLLMMCH BCeacTBme Hapy-
LEeHMs CTPYKTypbl OCTpoBKOB JlaHrepraHca
NOPKENYAOYHON >Keneabl, BO3HWUKAOLWEro 3a
cueT pmbpo3sa 1 XKNPOBOro NeEPepPOXKAEHUS xe-
nesbl, BCMEACTBME YEro npucoeauHsieTcs ee
3HOOKPMHHAA HeooCTaToOYHOCTb. YacToTa ca-
xapHoro guabeta npu MB konebnetca ot 2,5
00 32 %, nNpu aTOM OTMEYaeTCcsa yBENMYeHne
BCTPEYaeMOCTU C BO3pacTOM NaumeHToB [45;
58]. MepBbiMn nposienenamu M3CL y naum-
€HTa MOXeT ObITb MOSBNEHWE MoNuauncuu,
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nonvypuu 1 notepu Beca. BoamoxeH gebioT
caxapHoro guabeta npu ob6OCTPEHUN OCHOB-
Horo 3aboneBaHusi, Ha OHe KOPTUKOCTEPOUA-
HOW Tepanuu, NPy BbICOKOYINEBOOHON HYTpU-
TMBHOW nogaepxke, 6epemeHHocTn [47]. Ons
naumeHtoB ¢ M3C[ He o4YeHb XapaKTepHbl
MUKPOLUUPKYNSTOPHbIE OCMOXHEHUS, HO Teue-
HMe caxapHoro gnabeta n ypoBeHb MOKO3bI
KOppenupyoT € yXyALweHneM nokasaTenen ne-
FOYMHOM  PYHKUMM W NPOJOITKUTENBHOCTLIO
XM3HU naumeHTos [14]. B Tepanun nauneHToB
¢ M3CJ[] MOXXHO OTMETUTb HECKOMNbKO OCHOB-
HbIX NPUHLMMNOB: HENPUEMIIEMOCTb ANeTuYe-
CKMX pekomeHaauun [69]; poctmxeHune uene-
BbIX YPOBHEW MMUKEMMUN 3a cHET nogbdopa [03
WHCYNWHA; NPUMEHEHNE CaxapOCHWKaLLMX
npenapaToB He pekomeHaoBaHo [38].

OaHum 13 cneuncmyecknx ana  MB
OCINOXHEHWN, ¢ DOMbLLEN YacTOTOM BCTpeYato-
Luxca y nauueHTos ctape 18 net asndaercs
anneprmyecknii GPOHXONEroYvHbIN acneprus-
ne3 (ABJ1A) — obycnoBneHHoe rmnepvyBCTBU-
TenbHOCTbIO K Aspergillus spp. 3abonesaHve
nerkmx, KOTopoe OCMOXHSIeT TedeHue poHo-
BOM NaTonorum n cnocobcTByeT Nporpeccunpo-
BaHWUIO OblXaTenbHOW HegocTaToyHocTu [33].
Mo paHHbIM HauuwoHanebHOro peructpa Poc-
cuinckon depepaumn B 2014r. yactota ABJA
coctaevna 1,4%, B TOM 4ynicne y B3pochbix na-
uneHToB 2,3% [21]. MNaumeHTbl ¢ MyKOBMCLM-
J030M MoABEpXeHbl BbICOKOMY PUCKY pa3Bu-
TS MOpaXeHWNn, BbI3BaHHbIX rpubammn poaa
Aspergillus B cBS131 ¢ HapyLleHnem MyKoumnm-
ApPHOro KNUPEHca M ANUTENbHbIM HaxoXae-
HMeM MHranupoBaHHbIX cnop Aspergillus spp.
B AbIXaTenbHbIX NYTAX NauueHTa, a Takke C
TEM, YTO ryctas Cnu3b AbiXaTeflbHbIX NyTewn
nauneHToB ¢ MB aBnsieTcs ngeansHomn cpeaon
AN pa3MHOXeHNs rpubkoBbIX KneTok [53; 35].
Knaccudyeckas kaptuHa ABJIA (nosiBneHme nH-
dunbTpaToB B NeErknx, 6poHxoakTasos, ¢op-
MupoBaHne nOpPO3HbLIX M3MEeHeHUN, 6onn B
rpyoHon KneTtke, BPOHX00OCTPYKTUBHLIN CUH-
OpOM, nuxopagka, KpoBOXapKaHbe, MNpOAyK-
TMBHbIA Kawenb C TEMHbIMA CIU3UCTbIMU
npobkamy B MOKpPOTE, CBUCTALLME XpUMbl B
nerkmx nNpu ayckynbTaumm) coBnagaroT C npo-
ABNeHnaAMn 0b6oCTpeHnsa BPOHXONEro4yHoro
npoLiecca npu MyKoB/UCLMA03€e, YTO MOXET 3a-
TPYAHUTb ANArHOCTUKY AAHHOIO OCMNOXHEHUS Y
nauueHToB ¢ MB [32; 39]. JleyeHune naymeHTOB
c ABJ1A n MB Takke npegcraBndeTt onpeae-
FIEHHYIO CITOXHOCTb M OTNIM4aeTcs OT Noaxoda
K Tepanun ABJIA 6e3 MB. MoKoKOpTUKOCTE-
pouabl (FTKC), aBnsowmecs BaxXHENLLMM arie-
MeHTOM B niedeHnmn ABJIA, MoryT GbITb OnacHbI
y 6onbHbix MB n3-3a pucka oGoCTpeHus uH-
hEKLMOHHOIO npoLecca U ycuneHus pocta
rpubkoson pnopbl. PeleHne, no MHeEHUIo

psga aBTOpPOB, 3aKM4yaeTcs B WUCMNONb3OBa-
Hum TKC npu BbISIBNEHUM BbICOKOrO YPOBHS
IgE, Bblpa’xeHHOM BPOHX006CTPYKTUBHOM CUH-
Opome, a Takke B NPUMEHEHUN Nyrnbc-Tepanuu
'KC n ncnonb3oBaHum NpenapaToB, NOKPbITbIX
KnwedHopacTBopumon obonovkon [1; 34].
Ponb aHTUMMKOTUYECKNX CPeaCcTB B NeYeHUU
ABJ1A He 0o KOHLa onpederneHa, y nauMeHToB
¢ MB npenapatom Bbibopa SBNsSeTCs1 BapuKo-
Hasorn, bnarogapsi CBOMM BOAOPacTBOPMMbIM
CBOWCTBaM, XOpOLUEN MNEepeHOCMMOCTU U ero
NONOXUTENBHOMY BMUSIHUIO Ha AMHAMUKY
BGpoHX000CTPYKTUBHOrO cuHgpoma [36; 70].
Mpn aToMm, YacTo BCTpeyvatoLlasics y nauuex-
TOB KOSOHU3aUMS AOblXaTenbHbIX MyTen rpu-
6amu poga Aspergillus no gaHHbIM psga yye-
HbIX He KoppenupyeT ¢ passutnem ABJTA unu
OPYrX NPOSIBIIEHUI acneprunnesa, 1 nedyeHme
npu BbiceBe Aspergillus N3 MOKpOTbI naumeH-
TOB HE PEKOMEHO0BaHO [62].

BbicOKkOM 4acTOTOM BCTPEYaeMoCcTu BO
B3pOCNON NONynsAUunM XxapakTepmnsyeTcs Takoe
ocnoxHeHne MB, kak CUMHOPOM AWCTanbHON
WHTeCTUHanbHon obcTpykumm (CONO) (akBu-
BaneHT MekoHweBoro uneyca). OH BCTpeva-
etcs y 2% peten mnaguwe 5 net, y 27% 6onb-
HbIX B Bo3pacTe cTaplue 30 net, 7-15% 6onb-
HbIX Bcex Bo3pacTtoB [55]. COMO onpeaensioT
Kak: coyeTaHume 6onu B XuBOTe, Nanbnupye-
MOW yBENUYEHHOW CNenow KULIKWA, YaCcTUYHOM
UM NOMNHON 06TypaLnn BA3KUM KULLIEYHbLIM CO-
OEPXKMMbIM UIeoLekanbHoro oTgena Kuweu-
HuKa [46]. [py HeTsKenom COCTOSHWMM XOpOo-
Wnii 3 dEKT MOryT OKasaTb NakTynosa n/unm
N-aueTunuucTemH, Has3Hadyaemble 4epe3 poT
2-3 pasa B feHb. Tsbkenas obCcTpykums ¢ pas-
BUTMEM nonHoro BapuaHta COUWO sasnsetcs
nokasaHueMm K rocnutanunsaumm, TwatenbHoOMy
HabMnAeHNI0 3a 3MNEKTPOSNUTHBIM U BOAHBIM
GanaHcom, NpoBefeHN0 BbICOKOOCMOSISIPHbIX
knuam. B Poccun gna nogobHbIX knuam uc-
nonb3yetcs 20% pacteop N-aueTunuuctenHa,
3apy6exHbIMU aBTOpaMu peKOMEHZOBAHO MC-
nonb3oBaHWe nonuatuneHrnmkons. [lonHoe
OYULLIEHME KMLUEYHMKA OT pekarnbHbIX Macc
MOXET NoTpeboBaTh HECKOMNBbKUX OHEN; XUPYP-
rmyeckoe BMeLlaTenbCTBO crnegyeT npeanpu-
HUMaTb TONbKO B Cny4asx HeobpaTtumon 06-
cTpykumun. [57; 15; 14].

Pa3BuTME OCNOXHEHUN ABNSAOTCA HEOTb-
€eMIIEMOI COCTaBMAILLEN B3POCHEHNs nauu-
€HTOB C MYKOBMCLMA030M. YUnTbIBaAs MNONMOp-
raHHbIN XapakTep NoOpaXeHUn npu gaHHOM 3a-
boneBaHuUN, MEXONCUUMIIMHAPHBIA NOAXon B
paboTe C faHHbIMM NauMeHTamn Heobxoaum,
0COBEHHO MpUX PasBUTUN OCIIOXKHEHUIN. YacTb
M3 HUX SABMSAOTCS MNOTEHUManbHO Yrpoxato-
LWMMUW XKM3HU NauMeHTa n TpebyloT NpuHATUA
3KCTPEHHBIX MEP, B TOM YNCIIE XNPYPrNYECKOro
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BMellaTenbCcTBa, 4YTO 0ObAcHseT Heobxoau-
MOCTb MOHUMaHWS NPUPOAbI AaHHbLIX COCTOSI-
HWW, KIMMHUYECKNX NPOSIBNIEHNA, METOA0B NPO-
UNAKTUKA U NeYeHus.

Takum oOpasom, cyulecTByllMe Moa-
XOAbl K ANArHoCTUKE OCITOXHEHUI MYKOBUCLU-
4032 y B3pOCIbIX MAaUUEHTOB OCHOBaHbl Ha
cTangaptax EBponenckoro obuiectBa MyKo-
BMcLMO03a U Ha cOBCTBEHHOM OnbiTe paboThl
OEeTCKNX LIeHTPOB MyKoBucUMAo3a. HesHaum-
TenbHble pas3nNnyns B OTEYECTBEHHbIX U EBPO-
Nnencknx noaxogax B AMCMAHCEPHOM Habno-
JEeHUM NaLUMeHTOB U BbIABIIEHUU OCITOXHEHWIA
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3aKI4aTCa B pasnnMYyHoOn OOCTYMHOCTU Bbi-
COKOTEXHOMOrnM4yecknx metogoB obcnegosa-
HUA ANg BCEX LEHTPOB MYKOBUCLMA03a.

CnoXHOCTU BbISIBMIEHUS OCIOXHEHUA Y
B3pOCIbIX MALNEHTOB C MYKOBUCLMO030M 00Y-
crnoBneHbl crneundurkon TeyeHus 3aboneBa-
HWU4, 3aTpyaHsoLWen nposeaeHusa anddeper-
LnaneHOWM ANarHOCTUKN MeXOY NPOsiIBNEHNAMU
N OCINOXHEHUAMN 3aboneBaHus 1 B psge cny-
YyaeB C HeJOCTaTKOM 3HaHMA O BO3MOXHOCTU
pa3BuTMS NOOOGHBLIX OCMOXHEHWUA W OMarHo-
CTMYECKOWN TaKTMKe, YTO OTpaXeHOo B MnpuBe-
OEHHbIX KMMHUYECKNX NpuMepax.
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