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'Y Meanko—-reHeTuyeckuii Hay4Hoiit ueHtp PAMH, MockBa

ykoBucumaos (MB) — camoe 4acToe HacneaCTBEHHOe

3aboneBaHue cpeau nuu, 6enoi pacel, 6€3 CooTBeT-
CTBYIOLLEN Tepanum NpPUBOASLLEE K PAHHEMY fleTallbHOMY
ncxony. MB — 3aboneBaHve C ayTOCOMHO—PELECCUBHbLIM
TUMOM HacnenoBaHus, 06yCcroBIEHHOE MOHOTEHHOM MyTa-
UMen 1 xapakTepusyloleecs MopaxeHneM 3K30KPUHHbIX
XEenes XXN3HEHHOBAXHbIX OPraHOB U CUCTEM.

YacTtota MB 3HaunTesibHO BapbupyeT B 3aBMCUMOCTU
OT 3THUYECKOW MPUHALANIEXHOCTN 1/Unu reorpadunyeckon
30Hbl U konebnetcsa ot 1:600 (BpetaHb, ®paHuns) oo
1:400000 (cTpaHbl Oro—Bocto4yHom A3un) [1,2]. B HacToS-
wee Bpemda B Poccuiickom ueHTpe MB Ha yyeTe coctouT
1760 GonbHbIX, a Npeanonaraemoe 4ncno 6onbHbIX MB B
P® - okono 12000. CpenHsis NpoaoIXNTENBLHOCTb XU3HU
37X 6OJbHBIX B Pa3BUTLIX CTpaHax cocTaensna B 1969 roay
14 net, B 1990 — 28 net, B 1996 roay — 31 roa, B 2000 -
32 ropa; B PP oHa 6bina B 1997 rony 16 net, a B 2001
roay — 24 ropa [2,3]. Mo gaHHbiM J. Dodge, pacyeTHble
3HAYEHNSA CpeaHen 0XnoaemMomnm NPoaOSIKUTENIbHOCTU XN3-
HK1 60nbHbIX MB, npeBbiwatoLme 50 net ons POXAEHHbIX B
2000 rony B BennkobputaHuu, BeIMMSAAT O4eHb peanucTny-
HbiMn [4]. Bo BCceM Mupe B nocnegHue rogbl oTMevaeTcs
pocT uncna 6onbHbIXx MB noapoCTKOBOro, HOHOLLECKOro
BO3pacTa M B3POCHbIX, YTO CBUAETENbCTBYET O MOCTEMNEeH-
HOI ero TpaHcdopmMaumn n3, 6e3ycnoBHO, ¢paTanbHOro 3a-
6oneBaHNs 4EeTCKOro Bo3pacTa B XPOHUYECKYO NaToNormo
B3POCI/bIX.

len CFTR (cystic fibrosis transmembrane conductance
regulator — MyKoBUCLMO03HbI TpaHCMeMOpaHHbIV peryns-
TOP MPOBOAMMOCTU), MAEHTUOULMPOBAHHLIN B 1989 . un
pacronoXeHHbIn Ha OJIMHHOM MJ1Ie4Ye XPOMOCOMbI 7 B obna-
ctn 31, oTHocuTcs K cynepcemeinctsy ATdD-cBs3bIBalO-
LMX NMPOTENHOB N ABNSIETCA TPaHCMeMOpaHHbIM GENKOM.
OH pacnonoxeH Ha MOBEPXHOCTU OOMbLUMHCTBA 3MNUTENM-
abHbIX KNETOK, GYHKUMOHMPYET Kak UAMM—-3aBucumMbIi
XJIOPHbIA KaHam, a Takke y4acTBYEeT B perynsaumm opyrmx
VMOHHBbIX kKaHanos [1].

Ha cerogHsLlWHM oeHb BbisiBneHo 6onee 1300 myTtaumin
reHa [The Cystic fibrosis Genetic Analysis Consortium,
CFGAC. http://www.genet.sickkids.on.ca/cftr], oTBeTcT-
BEHHbIX 3a pa3BUTUE CUMNTOMOB MB, 13 KoTOpbIX 60Jb-
LWWHCTBO SBASIOTCA PEAKMMU UAN AaXe YHUKalbHbIMU
[2,5,6,7]. B Poccun Hanbonee 4acTo BCTPeyatloTcs creayto-
wue MB mytaummn: F508del (52%), CFTRdele2,3(21kb)
(6,3%), N1303K (2,4%), 2184insA (1,8%). 2143delT
(2,0%), W1282X (2,7%), G542X (1,9%), 3849+10kbC-T
(1,5%), R334W (0,7%), S1196X (0,5%), Ho 0b6Las nons MB
MyTauuii, nOeHTUOULNPOBAHHBIX Y POCCUNCKMX BOJbHBIX,

COCTaB/ISIET BCEro OKOJI0 75% Bcex 06CnenoBaHHbIX My-
TaHTHbIX XpomMocom [1,2].

MykoBucunaos ripoTreKkaeT ¢ coYyeTaHHbIM HapyLue-
HUueM yHKLNN OpraHoB AbIXaHUs v NMULLleBapUTesIbHOM
cucTeMsl, renatobunapHori CUCTeMbI U YPOreHNUTasb-
HOro Tpakta. Bo3HMKHOBEHVE BONbLUMHCTBA KINHNYECKNX
NposiBNeHNn 3a60/1IeBaHNS CBSI3aHO C MPOAYKUMEN cekpe-
TOB MOBbILLIEHHON BA3KOCTU N M3MEHEHHBIMU PUINKO—XU-
MUYECKMMW CBOMCTBaAMWU: YBEJIMYEHUEM KOHLEeHTpauun
3/1EKTPONNTOB 1 BENKOB B PA3/INYHBLIX CEKPETAX NPU YMEHb-
LeHn BOAHOM dadbl. OTOT MEXAHU3M JIEXUT B OCHOBE ABYX
CEKPETOPHbIX aHOMaNuN, xapakTepHblx onsa MB — BbiICOKOM
KOHUEHTPauUun 3NeKTPOSIUTOB (HaTpud, xiopa v T.4.) B No-
TOBOW XMOKOCTU U CeKpeTe psaa ApYyrux CUCTEM U Bblaene-
HUN OYEeHb BA3KOIr0 MyLIMHA BCEMU CIIM3UCTBLIMUN Xene3amun
OpraHusma. 3aTpyaHeHME OTTOKA BA3KOrO CekpeTa BeAET K
€ro 3acTol C nocienyllwmmMm paclUMpPeHneM BbIBOAHbLIX
MPOTOKOB Xene3, atpoduren XeneamcTton TkaHu, nporpec-
cupyowmm purbposom [2,8].

Onpepensiowmm B KIIMHMYECKON KapTUHE MYKOBUCLIA-
[03a SBNSETCH XPOHMYECKUIA BPOHXOJIErOYHON MpoLEecc,
KOTOPbI HEPEZKO NPOTEKAET C Pa3HOM CTENEHBIO 0OCTPYK-
UMK gbixaTenbHblx nyTen [1,2,8,9].

M3MeHeHNs1 coO CTOPOHbI GPOHXONENOYHON CUCTEMBI
BbISIBNAIOTCA YXE NPU POXOEHUN WU B MEPBblEe Hemenun
Xn3HU pebeHka B BUAE rmneptTpodun noacimsancTbiX Xe-
nes, o6CTPyKLMM NPOTOKOB U rnnepnia3vnm 60KanoBuaHbIX
KJIETOK TPAxeun 1 KpynHbIX 6pOHX0B. K ApyriM paHHUM npo-
SIBIEHNSIM OTHOCUTCS OCTPasi U XpoHMYeckas NepnbpoHxXm-
oNnaApHasa MHPUNbTPaUMUA BOCMANUTESIbHBIMU KIeTKaMu.
Pe3ynbratom aTux paHHUX U3MEHEHU sBnsieTcs 06Typa-
s nepudeprnyeckmx ObixaTeNbHbIX NyTen. Baskuii 6poH-
XManbHbIi CEKPET, NPeACTaBNSAOLLMI COOOMN O4EHb KOHLLEH-
TPUPOBaHHbBIN MEPEHACHILLIEHHbI PacTBOp, elle Oonblue
TOPMO3UT OBVXEHNSA MAaTOSNIOMTMYECKN U3MEHEHHbIX PECHU-
yek anuTennst GPOHXOB, 8 KOMMOHEHTbLI CEKPETA JIErKO Bbl-
nagarT B 0Cafok. B pesynbrare HapyllaeTtcsa MexaHu3m
camMoouuLLEeHns BPOHXOB. ATO cnocobCTBYEeT POCTY NaTo-
reHHOW GJIopbl U Pa3BUTUIO BOCMNaNeHns, OPOHXNONNTOB U
OpOoHXMTOB. B TeueHne nepBoro roga XXn3Hu Unm nosgHee,
4acTO Mocne BUPYCHON MHEKUUn, cHmxawwen apdek-
TMBHOCTb JIOKaJIbHbIX MEXAHU3MOB NPOTUBOMUKPOOHOI 3a-
LWMTbl, B HAXKHWE OTAESbl PECNUPATOPHOrO TpakKTa NPOoHMKa-
€T 60J1bLLIOE KONMYECTBO Pa3/INYHbIX MATOreHHbIX MUKPOOOB
[1,10,11].

Y 60/bHbIX MYKOBMCUMAO30M CNn3b (B TOM 4ucne u
C/IN3b PECNMPATOPHOro TpakTa) CYLWeCTBEHHO MEHSAeT
CBOU OU3NYECKME N XUMUNYECKNE XapaKTePUCTUKN. BA3kni
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QK nvnbmoHonoruA

CEKpPET AbIXaTeNbHbIX NyTeN COAEPXUT MOBbLILLEHHOE KO-
yecTBO MyUMHOB, JHK 1 6enka, 4TO Bbi3biBAET 3aKyNOPKYy
OPOHXOB 1 HapyLLIAET NPOLECC CamMooUnLLLeHNs nerkmx [12].
maBHbIM nctoyHmkom AHK aBnaioTca pacnagatowmecs no-
nMMopdHOSAepHbIE HEWTPpobUIbl, a Takke MUKPOOHbIe
areHTbl, 0c0B6€eHHO P. aeruginosa, KOTOpbIe CKarnjanBaloTCcs B
OblXaTesbHbIX NyTSX B OTBET Ha XPOHMYECKYI0 BakTepuarib-
HYI0 MHPEKLUMIO.

[nsa 6onbHbIX MB xapakTepHa nonnmMop@HOCTb Natore-
HOB 1 onpeaenieHHas Bo3pacTHas 3aKOHOMEPHOCTb UX NOosA-
BNIEHVS: Yy AEeTel nepBbiX 3—X NeT XU3HM Yalle BCero n3
MOKPOTbI BbiceBaeTcs Staphylococcus aureus, ¢ Bo3pac-
TOM MPOUCXOAUT MocnenoBaTesibHas KONoHM3aums GpOoH-
XuanbHOro gepesa Haemophilus influenzae, Pseudomonas
aeruginosa, Burkholderia cepacia, Stenotrophomonas mal-
tophilia, Flavimonas oryzohabitans, a Takxe Alcaligenes
xylosoxidans, Klebsiella pneumoniae, Enterobacter sp.
JaHHble naTtoreHbl YyTSXeNaT TeyeHne BGPOHXONero4YHoro
npouecca B pesyfbrate BblpaboTKM MyLIMHA, U3MEHEHUS
peosioru MoKpoThl, AucbanaHca Kak MecTHOro, Tak 1 06-
wero MMMyHUTETa, OTINYATCA TPYOHO NpenckasyembiM
KIIMHMYECKNM TEYEHMEM U MOIMPEINCTEHTHOCTBIO K aHTU-
6unoTtukam [1,2,8,10]. MonHaa apagukauns BO3OyauUTenNs
npakTUyeckn HeBo3MoxHa. OObiMHO gaxe adppeKTUBHOEe
Jle4yeHe No3BosNSeT TOJbKO JiMLb YMEHbLUUTbL CTENEHb 00-
ceMeHeHunss 6PoHXMaNbLHOro Aepesa.

Aspergillus fumigatus BbiCEBAaeTCA M3 MOKPOTbI Mauu-
eHToB ¢ MB poB0osibHO 4acTo. KnuHnyeckon opmort aTom
rpMBKOBOI MHGEKLIMY SBNISIETCS annepruyeckunii 6poHxone-
rOYHbIV acneprunnes, YyactoTa ero pas3smTns y naumMeHToB C
MB BapbupyeT 0T 5 00 15%.

BakTepunanbHble areHTbl 3anyCckaloT BOCMANTENbHbIN
MPOLLECC, XapakTePU3YLWNINCA MaCCUBHOM NMHOUABTPaUM-
e HenTpodunamu. MNMpueneyeHne HENTPODUIOB B Jleroy-
HYI0 TKaHb 00YCNOBNEHO BbICOKMM ypoBHEM MJ1-8 — ocHOB-
HOrO xemMmoaTTpakTaHTa ajs HEMTPODUIOB, YPOBEHb KOTO-
poro B MokpoTe 1 >XXBAJT 6onbHbIXx MB B 30—100 pa3 npesb-
LaeT aHasiorMyHble 3Ha4eHNs B CbIBOPOTKE KPOBU, YTO CBU-
DeTenbCTBYET 0 NpeobnafaHnm nokanbHoOro cuHtesa MJ1-8
B oyare BocnaneHus — B nerknx. Mobunmsaumst Hentpobu-
JI0B NPEeVMYyLLLECTBEHHO B CPEAHNE U MESIKUE OTAEbI AblXa-
TENbHbIX NYTEN NPeACTaBNseT cCobOM KIOYEBOM OTBET MaK-
poopraHu3ma Ha 6akTtepuanbHoe BTopXeHue. Mpu rnbenu
Nnofi— N MOHOHYKJIeapHbIX $arouMToB BbICBOOOXAAETCS
60sblUOE KOMMYECTBO 3H3MMOB (d9nacTasa, katencuH G,
npoteasa lll, konnareHasa, xenatnHasa, GakTop akTmBa-
UMM nna3MrHOreHa), OKCUOaHToOB (CBOOOAHbBIE paavKabl,
Muenonepokcuagasa), umtokmHos (PHO-a, UN-1, UJ-4,
Nn-6, NJ1-8, nenkotpueH B4, 3HOOTOKCKH), KOTOPbIE CMO-
COOCTBYIOT pPa3BUTUIO «PECMNPATOPHOro B3pbiBa», paspy-
LWAOT 9N1acTuH, GUOBPOHEKTUH U OpYrne CTPYKTYpHble 6en-
KW aNUTENUS ObixaTesNbHbIX NyTel, 4TO cnocobcTByeT dop-
MupoBaHuio 6bpoHxoakTtasos [1,8,10,13,14,15].

BpoHxoakTasbl npy MB urpaioT 60/1bLLUYI0 pOsb B NaTo-
reHese 6poHxmanbHon 06CTpyKLMU. CTEHKN BPOHXa NCTOH-
YyeHbl 1 MOAATNBLI; HA BOOXE OHU PACTArMBAIOTCS, @ Ha Bbl-
[OXe CnajalTcs U yBENNUYMBAOT GPOHXMANbHYIO 06CTPYK-
umio [8,10]. XpoHunyeckoe BOCManeHMe PecnmpaTopHOro
TpakTa nNpuBOAUT K GOPMUPOBAHUIO FMMNEPPEAKTUBHOCTU
B6pPOHXManbHOro Aepesa, KoTopasi 3aMeTHO YXyLlaeT Teve-
He MB 1 0CNnoXHSAET ero nieyeHve.

2 PYCCKUM MEAULMHCKUWI XXYPHAJ

Monaranun, yto npn MB BocnaneHune saBAseTca cneact-
BMEM XPOHUYECKON nHdekumn. OgHako COBCEM HEOABHO B
nccnenosaHun Verhaeghe C. ¢ coaBT. U3 benbrum 6bi510 Bbi-
ABJIEHO [OCTOBEPHOE TMOBbILLEHWE YPOBHA MpoBOCnaan-
TenbHbIX 6ENKOB B NErkMX NJ0L0B C MyKOBUCLMA030M, HTO
[oKa3blBaeT BO3MOXHOCTb BOCNasieHns, npeaLecTsyoLLe-
ro nHdekumm [16].

XpoHu4yeckoe BocnaneHne Hems3bexHo BeOeT K noBpe-
XOEHUIO JIErOYHbIX CTPYKTYP. B OTBET Ha BOcnaneHmne CTeH-
K1 OBPOHXOB pearnpyroT YTONLLEHMEM U YBESIMYEHMEM YMCNa
rMaZikOMbILLEYHbIX KNETOK GPOHXOB, npuyem B OosbLuel
CTEMNeHN 3TO BbIPaXEHO B Nnepudepuryeckmx bixaTenbHbIX
nyTsx. YTonueHne cteHkn 6poHxXoB y 601bHbIX MB B KOHEY-
HOW cTagmm 60ne3HM ObISIo BbipakeHo Oosblle, YeM Yy acT-
MaTnKOB, YMEPLLUMX B aCTMaTM4eCkoM cTaTyce [2].

PecnupatopHas anneprus y 6onbHbix MB BcTpevaeTcs
BecbMa 4HacTo — B 48-60% cnyyaes [8]. B Hawux Habnoae-
HUSIX acTMaTtuyeckue nposineHus 6binn y 1/3 60MbHbIX
[1,2,10]. Mbl He pacnonaraem [oOKa3aTenbCTBOM TOrO, H4TO
y Bcex aTnx 60sibHbIX BPOHXOCMNa3M MMEN anepruyeckyto
npupoay. Y MHOMX N3 HUX OH BO3HMKa B nepuog, obocTpe-
HUS BOCMaNUTENBHOIO npouecca, y 4,5% nerten — B TepMu-
HanbHoU daze nHeBMOHUN. Y 16,0% 6onbHbIX acTMaTuye-
CKMIA CMHOPOM OTMeYasiCa Kak B aHaMHe3e, Tak U B KIIMHN-
YeCKOM KapTMHE MOopaxXeHns OPraHoB AbIXaHUs; MHOIVe 13
3TNX GONbHBLIX ObINN HafNpaBfeHbl B KIWHUKY C MepBOHa-
YyasibHbIM AMAarHo30M PE3UCTEHTHOW K Tepanumn 6poHxmanb-
HOW acTMbl. Y 4,8% 60JbHbIX BbISBIIEHBI FPYOblEe U3MEHEHNS
OpoHxoB. Y 11,2% peTeit acTMaTUYECKUIA CUHAPOM SABNSASI-
ca daKTNYeCkn eOUVHCTBEHHbIM MPOSABIEHUEM MATONOMMU
OpraHoB ApixaHus. MIMeHHO y 3TuX BOMbHBbIX MOXHO OblSIO
OTMEeTUTb Haubonee 6GnaronpusaTHoe TedyeHue OOJIe3HMU.
CornacHo uccnegosaHusm Van Asperen P.P. 1 gp., ncnonb-
30BaBLnX M-xonnHob6nokaTopbl U 3,—aApPeHOMUMETUKMN B
NMPOBOKALMOHHbIX Npo6ax AJ1si BbiSBIIEHS OPOHXOPeaKTMB-
HOCTM C MOMOLLbIO TMCTaMUHa, B €ee MHOYKUMN UrpatoT PoJib,
no KpanHen mepe, 2 MexaHn3Ma: BarycHblii pednekc OpoH-
XOKOHCTPUKLUMN, ABASIOWNIACA CNEeLCTBUEM MOBPEXAEHUA
AbIXaTesbHbIX NyTEN B pedyfibTate XPOHNYECKOro Bocnasnm-
TeNbHOro npouecca, a Takxke cneunduyecknin MMMYHHbIN
ctatyc 6osbHbix MB [17]. B nonb3y nepBOi MPUYUHbI
M.E. Hodson oTmeuvaerT, 4TO ecnu yacTtoTa atonum Obixa-
TenbHbIX NyTel y 60nbHbIX MB He oTnnyaeTcs oT obLieno-
NMyNSUMOHHOW, TO TakoW aspoanfiepreH, kak Aspergillus
fumigatus, rpaeT CcyLecTBEHHO 60JbLLUYIO POJb B yBENYE-
HUM VMMYHHOWM PEakTUBHOCTWU. ABTOP MPMBOAUT OAHHbIE,
YTO AblXxaTesbHble NyTM 57% naumeHToB MB KONOHM3KMpPO-
BaHbl JAHHbIM MATOreHOM. OTO MOATBEPXAEHO MOJIOXU-
TENbHLIMU KOXHbIMU NMpo6amMu, a Takke YPOBHAMMU CreLm-
dnueckunx IgE, 1gG, IgM k Aspergillus fumigatus [8].

XopoLLo U3BECTHO, 4YTO Yy 60sbHbIX MB B yCcrnoBusix Ha-
pYLUEHMS MYKOLMIMAPHOIO KnMpeHca 0B6CTpyKuus Hapac-
TaeT, 4TO BefeT K MHTeHCudukaumm nHOEKUMOHHOro npo-
uecca 1 GOPMUPOBAHMIO MOPOYHOro Kpyra: 06CTpyK-
una—-nHdekumMa—BocnanseHne ¢ noBpexXaeHUeM TKaHel
nerkux (puc. 1). KnMHNM4ecknm rnposiBIEHNEM MOPOYHOIro
Kpyra iBAISETCA Nporpeccupylollee CHMXeHne @OyHKLUMO-
HaNbHbIX NokasaTesien ObIXxaHus.

MccnepoBaHe (yHKUMM BHeLWHero AbixaHus (PB)
ABNAETCH OLHUM U3 BaXHbIX METO40B OnpefesieHns Tsxe-
CTW NOPaxXeHnsi OpraHoB ApixaHus y 6051bHbIX MB 1 oLeHKM
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abPEeKTUBHOCTU NMPOBOAMMON Tepanuun. [uarHoctmnyeckas
LeHHOCTb uccnegosannsa MBI Bo3pacTaeT npu obcneno-
BaHUN oeTein ctaplie 5-8 net. O6bIYHO Y 6OJbHbLIX PAHHEr O
Bo3pacTta napameTpbl @B (OXEN n OPB,) ocratoTcs
HOopMasbHbIMU. HayanbHble O0O6CTPYKTUBHbIE W3MEHEHUS
006yCoBEHBlI 32CTOEM MOKPOTbI, OTEYHOCTBIO BO3AYLLHbIX
nyTen, BOCNaJIEHNEM U UHTEHCMBHOW NPOAYKLMEN BA3KOro
cekpeta. ODB,; aABnseTca paHHUM K Hanbonee YyBCTBU-
TenbHbIM Noka3aTenemMm Hapywenus OB/, 6naronaps He-
CNOXHOCTU 1 CTaHAapPTM3auuu ero BbinosHeHus. Mo mepe
NPOrpeccMpoBaHNs XPOHNYECKOr0 BPOHXONIErOYHOIO NpPo-
uecca OTMEYaeTcss CHUXeHne obbema (HOopPCUPOBaHHOMO
Bblgoxa 3a 1 cekyHay (O®PB;), XM3HEHHO EMKOCTU NIErkux
1 GOPCUPOBAHHON XU3HEHHOW eMKOCTW nerkux. VIx cra-
OUNbHOE CHUXEHME CBS3AHO C OECTPYKLMEN MapeHxXnMb
nerkux. ViccneposaHue B/ no3BONSET OLUEHUTb YPOBEHb
peakumn 6GPOHXOB Ha NMpUMeHeHne BPOHXOAUNaTaToOpPOB U
BbISIBUTb MaUWEHTOB, Y KOTOPbIX MX HadHa4veHne byaeT ad-
dexTuBHbIM. Mpu ncecnegoeaHun OB y 60nbLLIMHCTBA
60/1bHbIX OBHapyXxunBaeTcss KOMOUHaLns OOCTPYKTUB-
HbIX U PECTPUKTUBHbBIX HapyLUeHUIA, [N PAHHErO BbISIB-
JIEHVS KOTOPbIX B NOCNeaHee Bpems 3apybexHble ccneao-
BaTeNV NpennaralT NCMO0Ib30BaTh BbICOKOYACTOTHYK KOM-
nbtoTepHyto Tomorpaduio (BKT) nerkmx [1,18]. Mpwu cpas-
HeHuu ¢ nokasaTtenamu OB BKT okasanack 6osiee 4yBCT-
BUTENbHOW, B YaCTHOCTU, A9 BbISIBIEHUS CTPYKTYPHbIX Ha-
pyLUEHWI (YTOJLLEeHNE CTEHOK BPOHXOB, KNCT, OPOHX03KTa-
30B 1 atenekTtasos) [18].

M3BeCTHO, 4TO YyeM paHblue HadaTta Tepanua MB, Tem
JlyyLle NporHo3 3ab60osieBaHns 1 Ka4eCTBO XU3HU BGOJIbHOrO.
0653aTenbHbIMN COCTaBASIOLMMN KOMIMJIEKCHOIO NeYeHNs
6onbHbIX MB siBnsitoTcs: nedyebHas duakynstypa (busmorte-
panus, KNHe3nTepanus); Myko— 1 6poHxonmnTuyeckas Tepa-
nus; aHTUMUKPOOHas Tepanus; pepMeHToTepanus npena-
paTamMu NOOXKEeNya04YHOM Xenesbl; BUTaMMHOTepanus; ane-
TOTEPaNuUs; Ne4eHne ocnoxHeHmmn MB.
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Puc. 1. Cxema HapyLueHnst GYHKUMN BPOHXO0SIErOYHOM CUCTEMb
y 60/bHbIX MyKOBUCLNA030M

MmyJibiMioHOJ10rn4

Tepanus o6¢cTpykTMBHOIo cuHapoma npu MB Bkito-
YaeT NPUMEHEHNE MYKOJIMTUKOB U BPOHXOPaCLUNPSIOLLMX
cpencTB ¢ 06a3aTenbHOM KMHe3npanuven, a Takke rnpoTu-
BOBOCHMaNNTENbHbIE MNpenapaTtbl, BkjoYas aHTUOMOTUKN,
CTEPOMIHbBIE N HECTEPOUAHbIE TOPMOHAsbHbIE CPEACTBa,
Makponuabl 1 ap.

KnHesutepanusa, OCHOBHOW LEeNbio KOTOPOW ABASETCS
ouvLeHne OPOHXManbHOro AepeBa OT BA3KOW MOKPOTHI,
GrnokupytoLLeii 6poHXM 1 NpegpacnonararoLwei K MHekum-
OHHOMY MOPAXEHUIO NErkux, SBASETCA OOHUM U3 Mano3a-
TPaTHbIX, HO BXHbIX U CITIOXHbIX KOMMOHEHTOB Tepanuu Npu
MykoBucuuao3se. PerynapHas kmHesntepanus noMoraeT He
TOJIbKO J1Ie4UTb 0B0CTPEHMS XPOHNYECKOro 6POHX0NEr04HO-
ro npouecca, Ho 1 npenynpexaatb ux [1].

B Halwem ueHTpe NPUMEHSIOTCHA ayTOreHHbIN ApeHax,
dnatTep-Tepanus, akTUBHbIA UWKIT ObIXaHUS, OPEHAXHbIE
nonoXxeHus Tena, knondmaccax, xapduHr, gbixaHue ¢ rno-
JIOXUTENbHbIM AABMEHNEM HA BbIAOXE, APEHAX C MOMOLLBIO
duKCUpyoLLE NEHTBI, 3aHATUS HA TMMHACTUYECKNX MSHax
N MUHU-6aTyTe, TPEHVPOBOYHbIE YNPAXKHEHUS, UHIansum-
OHHAs pecnupaTopHas TEXHWKA, AblIXaTeNbHbIE UrPbl, Y-
paXHeHUs1 Ha paccnabneHne 1 KOPPEKLMIO rPyaHON KneT-
KU, 9NIEMEHTbI CnopTa 1 NOABWXHbIE Urpbl. CneagyeTt oTMme-
TUTb, YTO A0 HACTOSILLEro BPEMEHM HET A0KA3aTENbCTB SB-
HOro npeuMyLLLecTBa Kakoro—To OAHOr0 U3 BbllleyKa3aH-
HbIX METOLOB.

B cTaumoHape 3aHaTUS NPOBOAATCS WHOMBUAYANTbHO
vwnu B rpynne no 3-5 geten; exengHesHo; 1 vnm 2 pasa B
OeHb; yeped 1 yac nocne 3asTpaka unu 3a 1 yac go obena;
BEYEpOM: 3a 2 yaca A0 CHa; B cpeaHem no 45 MmuH. B po-
MAaLLHUX YCJIOBUSIX Mbl PEKOMEHAYEM MPOBOAUTbL 3AHATUA
1-2 pasa B geHb no 15-30 MUHYT, B 3aBUCUMOCTM OT 00LLe-
ro coCTosIHUSA pebeHkKa.

Llenecoobpa3Ho kKOMOMHMPOBATbL pa3Hblie MEeTOabl Ku-
He3uTepanum, NoAdmpaTb X MHANBUAYANLHO C y4eTOM 06-
LLLero COCTosiHUS BONBHOr0, XapakTepa 1 CTeNeHn nopaxe-
HUs GPOHXOJIErOYHOIO0 NpoLiecca, PyHKLMM IErKnX, caTypa-
umm O,, UMEIOLLMXCHA OCNOXHEHU, a Takke Bo3pacTa pe-
OeHka, ero nNcrMxo3aMOoLMOHaNbHOr0 cTaTyca, YPOoBHS 06LLel
dun3myeckon paboTOCNOCOBHOCTN U APYrnx OCOBEHHO-
cTeil. Kak npaBwio, 4eM MeHblLue BO3pacT pebeHka, Tem
naccuBHee MeToabl KnHesmtepanuu. 1o mepe pocta pe-
6eHka BBOAATCH bonee apPeKTUBHbIE aKTUBHbIE METOAMKN
(Tabn. 1).

Ta6bnuua 1. MeToguKu KnHesurtepanum
(chbnsnoTtepanmmn) 6POHXONEro4YHON CUCTEMbI
Ans 60NbHbIX MYKOBUCLIMAO30M B 3aBUCUMOCTHU
OT BO3pacTa

Bo3spact
MeToauka flauuexTa

(ropbi)

0-3/3-9| >9

duanoTepanus rpyaHON KIeTku + | + +
AKTUBHBIA LMK AblXaHus - + +
AyTOreHHbIN ApeHaX - | - +
PEP + + +
BubpaumorHas PEP - | + +
BHyTpuneroyHas nepkyccuoHHas BEHTUAALMS - | = +
BbICOKOYACTOTHAS OCUMNNALNA TPYLHON KNETKM + + +
YnpaxHeHns + | + +
+ MoxeT He noaxoAuTb HEKOTOPbLIM NauneHTam
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QK nvnbmoHonoruA

KnHesuntepanus, Hapaay ¢ GU3nN4eCKMMmn yrnpaxHeHms -
MW N 3aHATUSAMYM CNIOPTOM, NOAOEPXKMBAET XOPOLUYIO GU3n-
4eCKYI0 aKTMBHOCTb UM MOBBILLAET KA4ECTBO XN3HU BOSbHbIX
MYKOBMCLMO030M.

[MpymeHeHne MyKoONMTUYECKMX NpenapaTos HarnpasJie-
HO Ha pa3xuxeHne GPOHXMANBLHOro CeKkpeTa 1 nogaepxa-
Hne apPeKTUBHOro oYULLLEHMS BPOHXMANBLHOIrO AepeBa OT
BSI3KOW MOKPOTHI Npy MB. Hale apyrvx mbl Ha3Ha4em cne-
ayouie MykonmTuyeckue npenaparsl: JlopHasy ansda, T1-
0J1bl, aMOPOKCONTNOPOXSIOPUA.

1. Twonbl, cnocobHble CBOMMU CyNb@ruapuibHbIMU
rpynnamMmm paspbiBaTb NPOYHblE ANCYNbOUAHbIE CBA3M Ma-
TONOrMYeckn BA3KOro rend MokpoTtbl: N-auetunumctenH
(MCNoNb3yeTCsa NHFANALUNOHHO, BHYTPb U BHYTPUBEHHO, Bbl-
nyckaeTcs B BUAe rpaHyn, Tabnetok, NOpoOLLKOB, pacTBO-
poB, NpuMeHsieTca n3 pacdeta 30 mr\kr\cyT B 2-3 npuema).
AueTunumnctenH obnagaeT He TOJIbKO MYKOJIUTUHECKUM
[eiCTBMEM, HO U ABASIETCA BbIPAKEHHbIM aHTUOKCUAAHTOM.

2. CtumynaTopbl BeIpaboTKM NIero4YHoro cypdakraHTa:
aMBpPOKCONTNAPOXTOPUL, (ncnonbadyetcs BHYTPb
1-2 mr\kr\cyT. B 2-3 npuema 1 BHyTpMBEHHO 3—5 Mr\Kr\cy-
T., BbiMyCKaeTCcs B BuAe cupona, TabneTtok, pacTBOPOB 4SS
B\B BBeAeHus). AMBpokcoarngpoxiopus, noMMMo CTUMY-
naumm BbipaboTku cypdakTaHTa, AenoiMMepusyeT Morse-
KyJibl MyLIMHA, YCU/TIMBAET aKTUBHOCTb MepLaTelbHOro anm-
Tenusi, obnagaet NPOTMBOBOCMANUTENbHBIM U UMMYHOMO-
OyNpYoLWUM OEeNCTBEM.

3. HopHaza anbda (Mynbmosum, «P.XodppmaHH-JIa
Pow Jita.», LUBernuapusi) — reHHO—MHXEHEepPHbI MyKOJIN-
TUK, NPeacTaBnsoWMii coboi PeKoMBUHAHTHYIO YenoBeye-
ckyto [IHasy.

Kak yxe 6bl10 yKka3aHo Bbille, BbICOKas KOHLEHTpauus
JOHK, B ocHOBHOM HelTpodunbHoi (a y 60nbHbIXx MB oHa
[OCTUraeT, No OaHHbIM PasHbIX MCTOYHMKOB, OT 3 oo 15
MI/MJ1 MOKPOTbI) CYUTAETCSH OLHUM U3 OCHOBHbIX aKkTOPOB
HaKOMIeHNa NaTosIorM4eCKN BA3KOro MHOULMPOBAHHOIO
cekpeta 6poHxoB. B 1988 roay komnaHuen «JkeHeHTek
MHk.», CLUA, Bxopswiei B rpynny KomnaHuii Poul, 6bina
KJIOHMPOBaHAa 1 BOCMPOM3BeAeHa No PEKOMOUHAHTHON Tex-
HOJIOMMM TOYHAsA KOMUSA MPUPOLHOro 4esIoBe4eckoro gep-
MeHTa [lHa3bl, KOTOPbLIN pacwennseT BHekneTouHyo JHK.
C 1993 ropa npenapat Myabmoaum («P. XobdmaHH-T15
Pow Jlto», LWBenuapus), paspaboTaHHbIl cneumanbHo s
neyeHus 605bHbIX MB, yCrneLwHo npyMeHsieTcsl BO MHOMMX
cTpaHax mupa. OH npeacTaBaseT coboi OYULLEHHbIN pac-
TBOP PEKOMOMHAHTHOM 4eN0BEYECKON A,E30KCUPUOOHYKIIE-
asbl 1, BbipabaTbiBaeMblii NOAXKENYA04HHOM Xene3on n apy-
rmMmn TKaHamu. JopHasa anbda Bbi3blBaeT rmaponns BHe-
kneto4yHo AHK B rHOMHOI MOKpPOTE BO0JIbHbIX, YTO 3HAYN-
TeNIbHO CHWXAET ee BA3KO3/1lacTUYeCcKke CBOMCTBA U yIyuy-
waeT MyKOLMINAPHBIA KIMpeHC. [MynbMO3nM pekoMeHay-
eTCs NPUMEHATL OAMH Pas B CYTKM B OHO U TO € BPEMS, B
nose 2,5 Mr B 2,5 Mn Ha nHransumio. Ero He cneayet HM ¢
YyeM CMELUMBATb, a MHransaumMm npoBOANTbL Yepes KoMrpec-
COpPHbIN nHranatop. Jetam paHHero sospacta [lynbMo3nm
VHranupyeTcs Yepes INLEBYIO MaCKYy.

Hawuy mMHOronetHme KAMHUKO—-QMYHKUMOHANbHbBIE Ha-
6nopeHus 3a 108 605bHBIMU, €XEeAHEBHO MOJyHaoLWMMN
MynbMo3uM B 03e 2,5 Mr/CyT., AoKa3anu ero BblCOKYHO 9d-
dekTmBHOCTbL [1,9,18]. Bonee TOro, 6GbLIIO NMokaszaHo, YTO
MyneMo3nM  MOXET NPUMEHATbLCA Yy OO0MbHbIX BCEX
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BO3PACTHbIX rpynn (camomMy mnaglemy nauueHTy, Hadyas-
wemy Tepanuio MNMynbMo3umMom, 6bi10 3 Mecsaua) 1 nNpu -
OO0l TAKECTN TeyeHuss BPOoHXoNero4YHoro npotecca. MNpu-
4yeM HanbonbLMii 3 dekT Obln BbISIBNEH Y AETEN B BO3pac-
Te po 5 net: MPU yBenuuunncs Ha 4%; yactoTta pecnmpaTop-
HbIX 3NN3040B cokpaTunack Ha 38%; ONNUTENbHOCTb KYPCOB
BHYTPUBEHHOW aHTUOaKTepUanbHOW Tepanum yMeHbLUN-
nacb Ha 35%. MNpu cpaBHUTENBHOM NU3y4eHNN 3D DEKTUBHO-
ctn MNMynbMo3rMa B TeHeHUE 2 NET Mbl BbISIBUNIU, HTO 60b-
Hble MB, nonyyatowme JopHady anbda B KOHLE Uccneno-
BaHWS1 UMENU AOCTOBEPHO JyHLLINE KINHUKO—YHKLMOHAb-
Hble nokasartenu (Macco—pocTtoBoi nHaekc (MPU), ODB;,,
®XXEJ, yacToTa pecnupaTopHbiX 3NU30A0B U ANUTESb-
HOCTb KypCOB BHYTPUBEHHOW TEpanuu), 4em naumeHThbl, He
nony4yaswme MNynbmosnm (p<0,05).

Ha ¢oHe tepanun NynbMO3MMOM CHU3MNACb CTEMEHb
obcemeHeHns MOKpOThI St. aureus v P. aeruginosa. MNpotu-
BOBOCManNuUTesibHoe aencraeme Nynbmo3nma npm HEMykKoua-
HON dOpPME CUHENHOMHOM MHPEKUMN XapaKTepn3oBasoChb
CHUXeHMeM cogepxxaHus 6enka n HemTpoduIbHON anacTa-
3bl B MOKPOTE U YMEHbLLUEHVNEM MPU3HAKOB BOCMaJIEHNS B
nepudepnyeckomn KpoBm B BUAE AOCTOBEPHOIO NOBbILLIEHNS
YyBCTBUTENBHOCTN MMM OLIMTOB K aHTUNPONNPEPATUBHO-
My OEeNCTBUIO AekcamMeTa3oHa Yy OO0MbHbIX NepBOM rpynmbl
(p=0,02), a Takxe OOCTOBEPHbLIM MOBbILLEHMEM NPOTUBO-
BOCMNaNUTENIbHOro oTBeTa NMM@OounTOB nepndepmnyeckon
kpoBu Ha PTA (p<0,05) npy MyKOUAHOM CUHErHOMHOM UH-
dexkunm [10,19].

Mpu HazHayveHun Mynbmo3uma y 29,7% peteir Gbin
BbIsiBIEHbI NOO0OYHbIE 3 DEKTLI B NepBble 2 HeAENN OT Ha-
yana Tepanuu: dapuHruT -y 9,6%, napuHrut — y 13,3%,
puHopes —y 3,2%, runeptepmus —y 1,6%, 6poHxocnasm —
y 4,8% 605nbHbIX. TeM He MeHee BONbLUMHCTBY 3TUX 60JIb-
HbIX MynbMO3UM He OTMeHsINU, T.K. Yy 70% 13 H1X noboyHoe
[elncTBME KyNUPOBAOCh CAMOCTOATENBbHO B TeYEHME 2 He-
nenb. KatamHecTuyeckne knvHudeckue HabnogeHus (60o-
niee ABYX NeT) CBUAETENbCTBYIOT 06 OTCYTCTBMM NOBOYHbIX
ahPEKTOB U HexXenaTeNbHbIX SABAEHUA Mpu OJINTESIbHOM
npumeHeHuun Mynbmo3drma [19]. B ¢BS3M € 3TUM Npu Ha4va-
ne npumeHeHus MNynbMo3nma TpebyeTcs ero NpobHoe Ha-
3HaYeHne A9 onpeneseHns nepeHoCcMMoCTU N KIIMHUYe-
CKOW 9P DEKTUBHOCTHU (B TEYEHWNE ABYX HEOESb).

Ecnun cpaBHmBaTh 3O@PEKTUBHOCTb PA3J/INYHBIX MYKOJIN-
TUYECKNX MpenapaToB y naymveHtoB ¢ MB, To No AaHHbIM
Sun F. n3 Kanapgpl (puc. 2), CHUXeHme BI3KOCTU MOKPOTHI (in
vitro) 6bino0 Gonee BblpaXXeHO Mof BO3OENCTBUEM Ha Hee
JopHasbl anbda, a He N-aueTunaumcTemHa nnv Gusnonoruv-
4eCKOoro pacTesopa, NpMMeHseMbIX B BUAe MOHOoTepanun. B
TO X€ BpeMsi HanbosbLUIMIA MONOXUTENbHBIA MYKONUTUYE-
ckunin acpdekT ObIn BbISBAEH NPU OA4HOBPEMEHHOM BO3A4EM -
CTBMM Ha MOKpOTy [opHadbl anbda n N-auetunnunucrenHa
[20].

Takum obpazom, JopHa3a anbgpa ([Mynbmo3um) —
€4AUHCTBEHHbIA U3 MYKOJINTUYECKUX MnpenaparoB, KO-
TOPbIA AeCTBYeT Ha BCe TPU 3BeHa NMOpPOYHOro Kpyra
MyKoBucumago3a (006CTpyKUMo, MHDEKLMIO, BOCNaneHue):
NPEBOCXOANT ApYyrve MyKOJIMTUYEeCKMe CpeacTsa rno BAns-
HUIO Ha BSA3KO3M1aCTUYECKNE CBOMCTBA MOKPOThI, 06naaaeT
BbIP2XEHHbIM MPOTUBOBOCNANNTENBbHBIM 3DdEKTOM, CHU-
aeT obcemMeHeHHOCTb MOKPOThLI St.aureus v P.aeruginosa,
ynydwas nporHo3 3aboneBaHus. Ba3oBbIM MyKOSIUTUKOM
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cnepyeTt cumtatb [opHasy anbda, HazHa4Yaemyio BCEM
6onbHbIM MB cpasy nocne yctaHoBneHus anarHosa. Cne-
[yeT OTMETUTb, YTO B COYETAHUN C APYITMMN MYKOJIUTUKAMU
KIMHU4ecknii apdekt JopHasbl anbda MOXET yCunmBaTtb-
CS: UMEHHO 3TO Mbl 0ObIYHO 1 MPaKTUKyeM B Nepuog 060cT-
peHus BPOHX0IEro4YHOro npoLiecca.

B nocnegHee Bpems nosiBUNINCL PaboTbl aBCTpanuvii-
CKMX Y4YEHbIX, YKa3blBaKOLLME HA ONPEAENEHHbIA MyKOAUTU-
yeckuit adpdekT rmneptoHnyeckoro pacteopa NaCl (3-7%)
[21]. OgHako oTMevaeTCs HENPUATHBIV BKYC, pa3apaxato-
Lee fgelicteme Ha 6poHxM 1 Bosbluas 3aTpaTta BPEMEHN Ha
npouenypsbl (4 pasa B AeHb).

Mpu MB, ocobeHHO y AeTei Mnaalero Bo3pacTa, Jyac-
TO BbIIBNSIETCS 06paTMMOe Cy>XXeHne 6POHXOB, KOTOPOE Ur-
paeT BaXHY pOsib B Pa3BUTUN 0OCTPYKUMN. XPOHUYECKOE
BOCMaNeHVEe pecnmpaTopHOro TpakTa NnpueBoamT Kk GopMu-
pPOBaHUIO rMNeppeakTMBHOCTM BPOHXMANIbHOIO AepeBa, KO-
Topasi 3aMEeTHO yXyALUaeT TedeHne 3ab0sieBaHNs N OC/IOX-
HAeT ero nedyeHue [22]. OBGLWHOCTb NMaTOreHeTUYeCKnx
3BeHbeB MB 1 6poHXManbHOM acTMbl (Hannyve obCTpyK-
LN, XPOHNYECKOr0 BOCMANIEHMS U TMNEPPEAKTUBHOCTN Abl-
XaTenbHbIX NyTEN), a Hepeako (No HaLWMM AaHHbIM, Yy 29%,
no 3apy6exHbiM — 00 48%) 1 codeTaHne aTnx 3aboneBaHui
npegnonaraT BO3MOXHOCTb MCMOJIb30BaHNSA HAPSAAY C My-
KONMUTMYECKON U aHTMOaKTepuasbHOW Tepanueit NpoTUBO-
BOCMaNINTENbHbIX 1 BPOHXOCNAa3MOJINTUYECKMX NMPOTUBOAC-
TMaTUYECKMX CPeACTB Y 60bHbIX MB.

[na Tepannun o6CTPYKTMBHOIO cuHapoma npu MB uc-
nosb3ylTcs GpOoHXOpacLIMpsomMe npenapartbl Tpex oc-
HOBHbIX KJIAaCCOB NI€KAPCTBEHHbLIX CPEACTB: [,—arOHUCTHI,
aHTUXONIMHEpPrmnyeckne npenapartbl U TeodunavHbl. CTaH-
OapTHble OpoHxoamMnaTaTopbl Ha3HavdaloTcsa 6oNbHbIM MB
Mo TOW Xe CXeme, KOTopas MCMOMb3yeTcd npu Tepanuu
OPOHXMANBHOM acTMbI.

MccnenoBaHusa nocneoHux neT nokasanu, 4To f3,—aro-
HUCTbI 06/124a10T WMPOKNUM CMEKTPOM AENCTBUSA: OPOHXO-
avnatupylowmin addekT (Bo3aencTame Ha B,—penentopbl
rmagkon MycKynaTypbl); aHTuanneprumieckmn apoexr (no-
[aBnslOT BbICBOOOXAEHME TMCTaMMHA, VHAYLMPOBAHHOIO
OeNCcTBMeM asiepreHa); BAMSIOT Ha QYHKUMIO anuTenus
OPOHXOB (PErynMpyoT ABUXKXEHNE PECHUYEK, YIYHLLAIOT MYy-
KOLWMJIMAPHbIN TPAHCMOPT).

Jlo HepaBHEro BpemMeHn B KayecTBe BpoHxoamiaTaTo-
POB MCMNONBb30BANNCH TOMBKO [3,—arOHUCTbI KOPOTKOrO Aei-
CTBUSI, KOTOPble HEOOXOOMMO WHranMpoBaTb Kaxable 4—6
4yacoB Ans noanepXxaHnst 6GPOHXOB B pacLUMPEHHOM COCTO-
AHUK. [osgBMBLUMECS HA PbIHKE [,—arOHUCTbI NMPOSIOHINPO-
BaHHOr0O AelcTBMS obecneymBatoT GPOHXOANNATUPYIOLLNIA
addeKT B Te4YeHne 12 4acoB 1 0Ka3bIBAKOT BblPaKEHHOE Mo-
JNIOXUTENbHOE BO3AENCTBME Ha DYHKUMIO Nerkux. Anntens-
HO AeNCTByIOWME Bo—arOHNCTbI CHUXXAIOT rmnepuHON[aumio
Nerknx, 3aluLaT KNeTKU CAn3UCTON 060M04KM Abixa-
TeNbHbIX MyTEN, NPOSABAAIOT aHTUHENTPOMUIIbHYIO aKTUB-
HOCTb. [InUTEeNbHOE NPUMEHEHWE, B YHACTHOCTU, CallbMOTe-
pona B Te4yeHne roga He NpUBOAUT K CHUXEHMIO BPOHX0NN-
Trnyeckoro addekTa npenapara. MIMelTcs OaHHbIE O TOM,
4TO CasIbMOTEPOJ1, HEe OKa3biBas NPSIMOro AeNCTBUS Ha Bak-
TepuanbHylo ob6ceMeHeHHoCTb P. aeruginisa n H. influen-
zae, CHUXaeT NHOYLMPOBAHHOE VMU MOBPEXAEHNE anuTe-
nna apixaTenbHbIX nyTen (in vitro) [23].

CoBpemMeHHas KOHUEeNUUs NOpaXeHUs erkux npu My-

MYJIbMIOHOJ1IOINA |

KOBUCUMA03€E CBUOETENBbCTBYET O POSIY YPESMEPHOIO VM-
MYHHOrO OTBETa OpPraHn3mMa B MOBPEXAEHNN NTIErO4YHON TKa-
HW. B nocnegHwe roabl 605bLUE BHUMAHWS yaoenseTcs npo-
TMBOBOCNANUTENbHbIM NpenapatamMm. OCHOBHbIMU ABASIIOTCS
rMIOKOKOPTUKOUABI MECTHOIO Y CUCTEMHOIO AENCTBUS, HE-
CTepouaHble NpoTMBOBOCNanuTenbHble cpeactea (HMNBC),
a B nocnegHee Bpems U Makponuabl. EanHoe MHeHne o
CXeme npoTuBOBOCNaNMUTENbHON Tepanun npu MB eLe He
chHopMMpoOBaHO.

MexaHn3mM npoTMBOBOCMNASINTENBLHOW aKTUBHOCTU [J110-
kokopTukocTepounaos (FKC) octaeTcsa npegMeToM Hay4YHbIX
nccnepoBaHuii. C 1989 r. Mbl NpUMEHSIEM anbTepPHUPYIO-
wme Kypcbl npepgHusonoHa (0,3-0,5 mr/kr/cyt., 4depes
OEeHb), 4TO yny4aeT GYHKLUMOHASbHbBIE U KITMHUYECKUE No-
Kazatenun y 60MbHbIX NPU AUTENIbHOM MPUMEHeHUn (psg,
OOonbHbIX nosyyatT npeaHu3onoH 6onee 15 net). Kpome
TOro, KOPTUKOCTEPOUAb!I BCE elle OCTalTCHA npenaparom
BblOOpA MPU NEeYeHUU annepruyeckoro GPOHX0NIerOYHOro
acneprunnesa (nepopanbHO 7 napeHTepanbHO
1-2 mr/kr/cyT. onga npegHudonoHa) [10].

MHranaumoHHble rmiokokopTukoctepounabl (UIFKC) nme-
10T NPEMMYLLLECTBA, KOTOpble 06ECNEeYMBalOT UX BbICOKYIO
3ODEKTUBHOCTL N MUHMMAIbHOE CUCTEMHOE LENCTBUE:
BbICOKOE CPOACTBO K PELenTopam, BblpaXeHHas MeCTHada
NPOTUBOBOCMANNTENbHAsA aKTUBHOCTb, Bonee HU3KMe (nNpu-
mMepHOo B 100 pa3) TepaneBTUYECKME [03bl, HU3Kas
OMOA0CTYNHOCTb (4TO MO3BOMSIET CBECTM K MUHUMYMY MO-
O04YHOE CUCTEMHOE AENCTBIME).

KoMbBUHMpOBaHHbIE npenapaTbl 4S9 WHransuMoHHOro
BBeAeHus, cogepxawue B csoem coctase 'KC n B,—aroHu-
CTbl) OJINTENBHOrO OENCTBUS NOSBMINCH B MEAULMHCKON
NnpakTuKe Heckosnbko NeT Hadan. Cpean Hux — “CepeTM.u,®
MynbTuamnck® B no3uposke 50/100, 50/250 MKr Mo casb-
MOTeposly U GIOTUKA30H NPonuoHaTy, a Takke “Cumbu-
KOpT Typ6yxanep®» B no3uvposke 4,5/80 n 4,5/160 mkr no
dopmoTepon pymapart gurngpaty u éyaecoHunny. Komou-
HUPOBaHHbIE NpenapaTbl ABAATCSA Hanbornee NepcnekTmB-
HbIMW CPEeACTBaMU B JIeYeHUM BOJIbHLIX XPOHUYECKOW 06-
CTPYKTUBHOWM 6one3Hbio nerkux (XOBJ1). Mcnonb3osaHue
3TUX npenapaToB 06iagaeT UenbiM PagoM OOMOSHUTENb-
HbIX NpenMyLLecTB — 06a npenapara nonagatT Ha OOHU 1

MpuMeyaHme: [OCTOBEPHOE OTAMYKE OT * — 0 NleYeHUs;
# — KOHTPONb; T — Ppu3snonornuecknin pacteop; # — N-AueTununcrenH

0,0

~02 < ¥ -65

-0,4 * f [-40

8logG*
—+

-0,54

T
8
BA3K0aNacTU4HOCTb MOKPOThI

-0,8 4

-1,0 1 .10

Konporn
(HKy6aums)

Ouavonorudeckuit  [lopHasa anbpa  N-auetwnuvctenH  [lopHasa anbca +

pacTsop (200 HM) (100 puM) N-aueTnnumcTenH
(MrikyGauus (100 HM/50 M)

+ Avcbcpyams) TNeveHve

Puc. 2. YnydweHne BA3KO31ACTUYECKMX CBONCTB MOKPOTbI
JopHason—-anbda n N-auetTmauncTenHom
[SunF, Tai S., Lim T, et al., 2002] [20]
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LMK nmynbmoHonorna,

Te Xe y4acTku Cnmn3ucTon ob6onoyku, 6narogaps 4emy Mo-
ryT nyylle B3aMMoOencTBoBaTh APYr C APYyrom, obecneyn-
BaIOT JIYYLLYIO NPUBEPXKEHHOCTb BOJIbHBIX K JIEYEHNIO, @ UX
NCNOJIb30BaHNe 0OX0ANTCH AELUEBIE.

Makponugbl (B 4aCTHOCTU, TMOJIyCUHTETUYECKMe
14—-4yneHHble (KNAPUTPOMULMH, POKCUTPOMULMH) U
15—-4neHHbIe (a3UTPOMULMH) NPON3BOAHbIE 3PUTPOMULLIMHA
A.) B COBPEMEHHbIX NCCIef0BaHMAX pacCMaTpPUBalOTCS Kak
noTeHuuasnbHble MMMyHOMOAYNATOPLI. VX npoTtnBoBocna-
JINTEJSIbHOE Y UMMYHOMOZLYMpPYIOLLee OeNCTBNE CBA3bIBA-
0T CO CMOCOOGHOCTBIO BAUSATL HA XEMOTaKCUC HENTpodu-
JIOB, BO3LENCTBOBATb HA BbIPAa®OTKY MPOBOCMANUTENBHbIX
LMTOKMHOB, YBEINYMBATb SHAOMEHHYIO NPOAYKLUMIO HOKO-
KOpPTUKOMAOB, 06/1afaTh aHTUOKCUAAHTHOW aKTUBHOCTLIO
[14].

B Hawem ueHTpe MB 55 60nbHbIM B BO3pacTe 6-17 net
C XPOHNYECKOI CUHEerHOMHOM nHdekumen Hapsaay ¢ 6asunc-
HOW Tepanueli Gbn Ha3HaYeHbl Makponnasl B cybTepanes-
TUYeckmx go3ax. KOHTponbHy rpynmny coctaBuav 60sbHble
TOrO Xe BO3pacTa U TAXEeCTU COCTOoAHUS. OHM nonyyanu
Tonbko 6a3ncHyto Tepanuio MB, a 0OCHoBHas rpynna — ewe
M KNapuTPOMULUMH B 03e 250 Mr yepes aeHb B TedeHne 12
MeCSALEB UM a3nTPOMULUMH B 0o3e 250 Mr yepes3 2 gHA Ha
3-1 B TeyeHne 18 mecsues. Pe3ynbtarbl NPOBEAEHHbIX UC-
criefoBaHuM Nokasanu, 4To AJINTESbHbIA NPUEM MasbIX 003
MakpoaNLOB 3aMesISeT NPOrpeccMpoBaHne XPOHNYECKO-
ro 6pPOHX0NIero4Horo npouecca y 6osbHbIX MB, 4TO N03BO-
NSeT pekoMeHaoBaTbh X 60nbHbIM MB ¢ XPOHMYECKOWN KO-
JNIOHN3ALMEN CUHETHOMHOM Mano4vkom [24].

MB — xpoHuyeckas naTonorus, NO3TOMY NauneHTbl Hy-
XOATCA B aKTUMBHOM OWCMAHCEPHOM HabnoOeHUN 1 He-
NPepbLIBHOM Tepanun B TeYeHne BCEN XU3HWU. JleyeHne
60/1bHbIX MB npeanoyTuTensHo NpoBOANTL B CHELMannau-
pOBaHHbIX LeHTpax. Tepanus MB He orpaHuynBaeTcyd pam-
KamMu MeMKaMeHTO3HOro neyveHns: 6onbHbIM MB TpebyeT-
CS KOMIMIeKCHasa MeanLUMHCKas NOMOLLL NPY akTUBHOM y4a-
CTUW He TOJIbKO Bpayen, HO U MeANUMHCKUX CeCTep, ANETO-
JIOroB, KMHE3UTEPANeBTOB, NCUXOJIOrOB 1N COUMalbHbIX pa-
60THMKOB. CnenyeT Takke akTMBHO BOBNEKaTb B MPOLLECC
nie4yeHns 06oux poauTenen naumeHTa n odyyarb Nx Heob6Xxo-
OUMbIM HaBblkamM NnomMoLLm 6onbHOMY pebeHky. B psae cny-
YyaeB HeobxoaMMa reHeTMyYeckast KOHCYbTauus poguTenei
1 Opyrmux 6:nM3KmMx poACTBEHHUKOB 60bHOro MB.

MaumeHTbl ¢ MB HyXZal0TCsA B YaCTbIX NOBTOPHbLIX 00-
cllefoBaHUSAX C LENbI0 CBOEBPEMEHHOIO BbISABJIEHUSA
OCNOXHEHUI 3a60/1EBaHNS 1 CBOEBPEMEHHOW TepanesTu-
YeCKOoM M\MNN XMPYPrnu4eCKOn MUX KOppPeKLmUn, No3BONHI0-
el NpenoTBpaTUTL HeobpaTMbIe NOCEACTBUS TaKNX OC-
JIOXXHEHWUN.

JaHHble nuTepaTtypbl 1 Halwn cOO6CTBEHHbIE Haboae-
HUS CBUOETENbCTBYIOT O 3aMeJIEHNN TEMIMOB POCTa Cpes-
Hel NPOAOIKUTENBHOCTU XU3HN 60NbHbIX MB, 4TO AMKTYET
Heob6Xo0OMMOCTb MEPUOANYECKOro MepecMoTpa cTaHaap-
TOB JIEYEHUs, a TaKxke cTpaTternn n TakTUK1 okasaHus me-
ONKO—COoUMasnbHOM MOMOLLUM AAHHOMY KOHTUHIEHTY 607ib-
HbIX [1,2,8,10].
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* HOCTOBGPHO CHMJKA€T pUCK BOSHUKHOBEHHUA  ° HOCTOBCPHO yaydiiaceT (I)YHKHI/IIO BHEIIHETO

MHQEKIVI IbIXaTe/TbHBIX ITyTeir Ha 34%* noixanus (OIKEJ na 5%, OOB, Ha 6%)"
+ CHmKaeT 06CeMeHEeHHOCTh MOKPOThI * YMeHbIIaeT BOCIIa/IeHUE CIM3UCTOM
St. aureus u Ps. aeruginosa' 060109k 6poHXOB"’

* YBenmmuuBaeT MHIEKC Macchl Tea Ha 10,8%! ¢ IToBbImnIaeT Ka4ecTBO >KU3HU!
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