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B o630pe npedcmasnenvl namobuoxumuieckue u MoNeKyIspHble MEXAHUIMbL 00PA306aHUSL MOKPOMbL Y NAYUEHINOE C MYKOGUCYU-
0030M, CEA3AHHbIC C NAMOYUIUOTO2UECKUMU 0COOeHHOCmAMU 3a60neéanus. [Ipueedensl cmamucmuyeckue Oantble no pacnpo-
cmpaneHHOCmu OaHHOU namono2uu 6 mupe u 6 Poccuiickoil @edepayuu. Paccmompervl Mexanusmvl 00pazo8aHiis MOKPOMbL U HA-
pyuienus pabomvl MyKOYUIuapHo20 annapama, npugoosiujie K HakonieHuIo 653K020 6POHX0-1€204H020 CEeKpema npu MyKOSUCYU-
oosze. [Ipedcmagienvl NPUHYUNDBL B3AUMOCES3U PEONOSUUECKUX CEOUCNE MOKPOMbL U (POPMUPOBAHUSL BOCHATUMENLHO20 NPOYeccd
6 I€CKUX C NPUCOCOUHEHUEM CONYMCMEYIowell Cneyu@uueckoll MUKpogropsl 8 OPOHX0-1€204HOI cucmeme y RAYUeHmos ¢ MyKo-
sucyu0o3om. Onucanvl B03MONCHOCIU OUOXUMUYECKO2O UCCLEO08AHUSL MOKPOMbL NPU OAHHOU NAMOLO2UL: ONpedeneHue aKmus-
HOCMU (hepmenmos (MUeronepoKcudasbl), COOEPI’CaAHUs UHSUOUMOPO8 NPOMeUHas (0.2-makpoenobyiuna u ol-aHmumpuncuna)
u nposocnanumenvhvix yumoxunos (IL-8 u TNFa), konyenmpayuu dxcenesa u scene3ocessviéaromux 6eixos (1akmogeppuna u
Geppumuna), umo oenaem GUOXUMUUECKOE UCCIE008AHULE MOKPOMbl OOCMYNHbIM, HEUHBAZUBHBIM, ObICMPLIM U MALO3AMPAN-
HbIM MenoOOM OUASHOCUKU, KOMOPbLU MOXCEM WUUPOKO NPUMEHAMbCS 8 KAYeCmee 6CNOMO2aAmMeNbHO20 1a60PamopHO20 Memood
UCCe006aHUS U 0den BO3MONCHOCHb UCTIONb308AMb IMU MEMAOOIUMbL 8 KAUeCmee OUASHOCMUYECKUX MAPKEPO8 Ol OYEHKU
MAANCECMU 80CNATUMENLHOZO U UHPEKYUOHHO20 NPOYECCA HUMICHUX ObIXAMENbHbIX Nymell U NPOSHO3A PA3UMIUS PECRUPATNOPHBIX
OCTIONHCHEHUIL Y NAYUEHMNO8 C MYKOBUCYUOO30M.
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The review presents the pathobiochemical and molecular mechanisms of sputum formation in patients with cystic fibrosis associated

with the pathophysiological features of the disease. Statistical data on the prevalence of this pathology in the world and in the
Russian Federation are presented. The mechanisms of sputum formation and disorders of the mucociliary apparatus, leading
to the accumulation of viscous bronchopulmonary secret in cystic fibrosis, are considered. The principles of the relationship
between the rheological properties of sputum and the formation of inflammation in the lungs with the addition of a concomitant
specific microflora in the bronchopulmonary system in patients with cystic fibrosis are presented. Describes the opportunities for
biochemical studies of sputum of patients with this pathology: determining the activity of enzymes (myeloperoxidase), the content
of proteinase inhibitors (a2-macroglobulin and o.1-antitrypsin) and proinflammatory cytokines (IL-8 and TNFa), concentrations of
iron and ferriferous proteins (lactoferrin and ferritin), which makes biochemical studies of sputum available, non-invasive, quick
and cost-effective method of diagnosis, which can be widely used as an auxiliary laboratory method and makes it possible to use
these metabolites as diagnostic markers to assess the severity of inflammation and infection of the lower respiratory tract and
predict the development of respiratory complications in patients with cystic fibrosis.
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MoxkpoTa — MaToJIoTH4YecKoe OTAeNsIeMoe, KOTopoe 00-
pa3yeTcs B HIDKHHUX JAbIXaTeNbHBIX MyTAX M3 TPaxeoOpOH-
XHaJBHOIO CEKpeTa B Pe3yNbTaTe BOCIAJICHUS UIH OBPEXK-
JICHHSI, XapaKTepHU3YIOIIeecs pa3IMIHbIM 00bEMOM, [IBETOM,
KOHCHUCTEHIIMEH, 3allaxoM, PEOJIOTMYECKUMHU CBOMCTBAMH.
B Hacrosmiee BpeMsi MOKpPOTa aKTHBHO MCCIIEIYETCs MPH
3a00JI€BaHMAX HIDKHMX IbIXaTeNbHBIX IyTeH pa3indHON
STHOJIOTHH C TIOMOUIBIO TPEUMYIIIECTBEHHO MUKPOCKOTIIYE-
CKOTO M 0aKTEepPHOJIOTHYECKOT0 METOJ0B HccienoBanus [1],
OJIHAKO ATU METOJbI SIBHO HEJJOCTATOUHBI JUIs KOMILJIEKCHON
OLIEHKH BOCIAJIUTENILHOIO IpoLiecca B OPOHX0JIETOYHOM CH-
creme. [lo pesymbratam uccienoBaHuid mepudepuaeckon
KPOBH TaKXe CJIIOKHO BBISIBUTH OCOOCHHOCTH 3a00JIeBaHUI
OpPOHXO-JIETOYHOM CHCTEMBbI, KOTOPBIE COMTPOBOXKIAIOTCS 10-
SIBIICHUEM B CBIBOPOTKE KPOBU META0OIMTOB, PA3ITUIHBIX 110
TIPUPOJIE ¥ KOJIMYECTBY, OJHAKO ITH IapaMeTphl 3a4acTyio
HMMEIOT OPUCHTHUPOBOYHBIN XapakTep U HE NAIOT 1IeTOCTHON
KapTHHBl BOCHAJIUTEIBHOIO Ipolecca B PECHUPATOPHOM
TpakTe. B cBsI3M ¢ 3TMM Bce damie B Hay4YHOW JHMTEpaType
MOSIBIISIFOTCSL Pa0OThI, MOCBSIICHHBIE HCIOIB30BAHUIO JI0-
MTOJTHUTENBHBIX METOIOB HMCCIIEAOBAHUS MOKPOTHI, B 4acT-
HOCTH OLIEHKE OMOXMMHYECKHX [1apaMeTPOB.

Oco0oe 3HaUYeHNE HCCIEeIOBAHNE MOKPOTHI MMEET IS
MAIMEHTOB ¢ MYKOBUCIHI030M, ¥ KOTOPBIX BEAYIIUMH Ha-
PYLICHUSIMHU SIBIISETCS MTOPAKEHUE JIBYX CUCTEM: OpOHXOIIe-
TOYHOH U NUILIEBapUTENbHOM [2]. B HacTosee Bpems MyKo-
BUCIU/103 (KKCTO3HBIN (prOpPO3) mpeacTaniser co00i 0HO
M3 CaMbIX aKTyaJbHBIX U HanOoJee 4acTO BCTPEYAIOIUXCS
Haclle/ICTBEHHBIX 3aboneBanuii. [To manHbIM BcemupHoii
Opranuzanuu 31paBOOXpaHEHUS €KETOHO B MUPE POXKIa-
ercst 40-50 ThIC. meTel ¢ MYKOBHCIH030M, TIPU 3TOM OIle-
HUTbH KOJIMYECTBO FeTEPO3UTOTHBIX HOCUTENEH MOXKHO TOJIb-
KO IIPUMEPHO — JIECATKH MUJUIMOHOB. PacpocTpaHeHHOCTh
3a00JIeBaHMs IIUPOKO BapbUPYeTCsl W 3aBHCUT OT Teorpa-
(huueckuX 30H U STHHYECKOW NMPUHAUIC)KHOCTH: MYKOBHUC-
1103 HanboJiee YacTo BCTPEYAETCS B CTpaHAX 3anajHoi
EBpomer u CeBepHoii Amepukw, coctasisist 1:2500-1:3000
HOBOPOXJIEHHBIX [3,4], HAMHOTO pexe B CTpaHax IOro-
BocTouHOM Aszum — npumepHo 1:400 000 [5,6]. B Poccun
pacnpoCTpaHEeHHOCTh MYKOBHCLMI03a HIKE, YeM B €BPO-
NeicKUX cTpaHax M OpUEHTUPOBOUHO cocTasiser 1:10000
HOBOPOXJIeHHBIX [7]. Taxke 00 aKkTyaJbHOCTH W MPHOPH-
TETHOCTHU MpobieMbl MyKoBHcLU03a B Poccuiickoit Dene-
palnuu TOBOPUT TO, YTO AaHHOE 3a00JieBaHHE BKJIIOYEHO B
HanmonanpHyo mporpaMMy 1o HEOHATaILHOMY CKPUHUHTY
B cooTBeTcTBHH ¢ [Ipnkazom Munsnapasconpassurus PO or
22.03.2006 1. Ne185 «O mMaccoBoM 00CIIeI0BAHIUH HOBOPOIXK-
JICHHBIX J€Teil Ha HacJeCTBEHHbIE 3a00JIeBaHUs», U AKTUB-
HO JMarHOCTUPYETCS BO BceX CyObeKTax cTpaHsl [8].

MyKoBUCIHI03 SBISETCS HACIEICTBEHHBIM ayTOCOMHO-
pereccuBHBIM 3a00JIeBaHUEM, B ITHOJIOTHH KOTOPOTO JISKUT
myTtanus rera Cystic Fibrosis Transmembrane conductance
Regulator (CFTR), kogupytoriero TpaHcMeMOpaHHbIH pery-
JIATOp MyKOBHCHH03a. CIIECTBUEM 3TOTO SIBIISIETCS ITOpa-
JKEHUE DK30KPHHHBIX KeJe3 AbIXaTelbHbIX IyTel, OpraHoB
MUIIEeBapeHns (B TIEPBYIO OYepelb MOKETYI0YHON Kelle-
3bI) U YPOTEHHTAIBHOTO TPAKTA, YTO NPUBOAUT K PA3BUTHIO
TSDKEJIBIX OCIIOKHEHHH, M, HECOMHEHHO, YXYIIICHHIO Ka-
yecTBa xu3HH [9,10]. IMeHHO MOATOMY BO3HHKaeT HEOO-
XOIMMOCTH CBOCBPEMEHHON M Kaue€CTBEHHON TMArHOCTHKH
3a00JIeBaHMs € TOCIEAYIOIINM TPOBEACHUEM aJeKBaTHOM
Tepanuu, peadUIUTalul U COLHMAJbHOM ajanTaluu, 4TO
TaKXkKe aKTyaJIbHO B 9KOHOMMYECKOM IUIaHe, TaK KaK HeTOoY-
HOCTh JIMArHOCTHKK W HEpaIoOHalIbHAs JieueOHas TaKTHKa
MPUBEAYT K JIMIIHUM 3KOHOMHYECKUM 3arparam, a 1o OT-

BIOCHEMISTRY

HOUICHUIO K TMAIMEHTy — OCIIOKHEHUSIM, MHBAJIWAU3ALNH,
jeTtagbHOMYy Hcxony. OCHOBHOM NPUYMHON CMEPTHOCTH
OOJIBHBIX MYKOBHMCLMIO30M SIBJISIETCS AbIXaTelIbHAsl HENO-
crarouHocTh [11], pa3BuBaromiascs Ha (OHE TUTEITBHOTO
BOCHAJICHUSI, BBI3BAHHOTO crieluduueckoi (Gropoit u oco-
OEHHOCTSIMU MOKPOTBHI.

MokpoTa y JaHHBIX TAllHCHTOB THOWHASI, TYCTOW KOHCH-
CTEHIINH, PA3IIUYHAs 0 00BEMY U TPY/IHO OTEIsIeMast, 9eEMy
croco0cTByeT psiji PakTopoB. MONEKYISIPHO-TEHETUIECKHIE
0COOEHHOCTH 3a00JIeBaHUS XapaKTEPU3YIOTCs, B IEPBYIO
odepeqb, HapylIeHHeM palOoThl crenuduyeckoro Oenka-
nepenocuunka 3ekTposuToB Cystic Fibrosis Transmembrane
conductance Regulator (CFTR). B Hopme 3TOT Oenok siBisi-
etrcst HAM®-3aBHCHMBIM XJIOPHBIM KaHAJIOM, OIIOCPEJOBaH-
HO PETYIHPYIONUINM padoTy JPyruX HOHHBIX KaHAJIOB, B TOM
yucie 1 Harpuesoro [12]. OgHako y malueHToB ¢ MyKOBHUC-
uuao3oM Benenactsue mytanuu rena CEFTR pabora nanHoro
Oenka HapyIIeHa, YTO MPHUBOIUT K HAKOIUICHWIO M30BITOY-
HOTO KOJIMYECTBA MOHOB XJIopa B KieTke. [lanee 3a noHamu
XJIOpa B KJIETKY YCTPEMIISIOTCS HOHBI HATPUS, SBISIOLIHECS
OCMOTHYECKH aKTHBHBIMH IEKTPOIUTAMH, YTO 00YCIIaBIIH-
BaeT YCHJIEHHOE BCAChIBAaHHE BOJIBI C MOBEPXHOCTH KIIETOK
1 MEKKJIETOUHOTO IIPOCTPAHCTBA, U, KaK CIIEJCTBUE, TPOHUC-
XOIUT cryIieHue cekperta [13]. Bsizkuii cexper crnocoOCTBy-
€T 3aCTOI0 MOKPOTHI U ee OaKkTepHalbHON KOHTaMUHALUH,
pa3BUBaETCs BOCTAJICHHE, B OTBET HA KOTOPOE B JbIXATEIb-
HBIC MYTH TAaLUEHTAa MOCTYNaeT OONbIIOE KOJINYECTBO HEil-
tpodunos. [lpu nereneparu HEHTPOPHUIOB BHICBOOOMK 1A~
€TCsl 3HAYUTENIbHOE KOJIMYECTBO HYKJIEUHOBBIX KUCIIOT, 4TO
Takke OOYyCIaBIMBACT IOBBIIICHHYIO BS3KOCTH MOKPOTHI
y HanueHToB ¢ Mykosucuuaozom [14]. Ilpu xpoHnueckom
BOCIMAJICHUU Yy manueHToB ¢ MykoBucuunozom JJHK neii-
Tpo(pHUIOB MOXKET HAKAIUIMBATHCA B JOCTATOUYHO OOJIBIIOM
KOJIM4YecTBE — OT 3 70 14 MI HyKJIEWHOBBIX KHUCIOT B | Mi
MOKpoTHI [15]. OOpazoBaHue BsI3KOH MOKPOTHI M Hapylle-
HUE PadOTHl MYKOLMJIMAapHOTO KIMpPEHca co3gaeT Omaro-
MIPUSATHBIC YCIIOBUS JUIS KOJOHHU3AIUH MUKPOQIOPOii, 4TO B
KOPOTKHIA TIEPHOJ] MOXKET IMTPUBECTH K PA3BUTHIO MHDEKIUH,
KoTOpas ele 0oblle ycyryOIsieT TeYeHHEe MaToJI0TnIeCKo-
ro mpouecca B OpOHXO-JIETOYHOM CHCTEME y MalUeHTOB ¢
MYKOBUCIMI030M [16]. DopMupyercst OUH U3 «IIOPOUHBIX
KPYTOB»: B OTBET Ha MPUCYTCTBUE MUKPOOPTaHH3MOB B MO-
KpOT€ YBEJINYMBACTCS KOJMYECTBO HEUTPODHUIOB U IPYyTUX
AQHTUOAKTEPUAJIbHBIX KOMIIOHEHTOB, HO MX KOHEUHAas aKTHB-
HOCTh CHMYKAETCS M3-32 MOBBIIICHHOHN BSI3KOCTH MOKDPOTEHI.
JIOTIONTHUTENBHO CTOUT OTMETHTB, YTO MUKpOQIIOpa JbIXa-
TEJIbHBIX MTyTeH MalMeHTOB ¢ MyKOBUCLIMI030M OTJINYAETCS
cnenuUIHOCTBI0O M pazHooOpaszueM. B mepByto ouepenp
CTOUT OOpaTHTh BHUMaHHWE Ha BO30ymUTENeH, MpeIcTaB-
JSIOIIUX YIPO3y AJsl )KU3HU 3TOM TPYNIbl MAlUEHTOB —
Pseudomonas aeruginosa w Burkholderia cenocepacia. Otn
MHUKPOOPTaHU3MBI OTHOCATCSI K rpyrie HedhepMeHTHpyro-
mux rpamorpunarensHbix oakrepuit (HOI'OB), nurensHO
MEPCUCTUPYIOT Yy MAaLMEHTOB C MYKOBHCIHI030M U MPOY-
LUPYIOT META0ONUTBI, BIUAIOIINE HA Pa3BUTHE 1aTOJIOTHYe-
CKOTO TIpoIiecca B ABIXaTENbHBIX My TAx [17].

J1J1s OLICHKH CTETeH! MaTOJI0THYeCKUX U3MEHEHHH, 00y-
CJIOBJICHHBIX BO3JEHCTBHEM MHUKPOOPTraHU3MOB Ha OPOHXO-
JIETOYHYIO CHCTEMY Y MALUEHTOB C MYKOBHCLHUI030M IIpO-
BOJIMJICSI PsiJl MICCIICJIOBAaHUN aKTHBHOCTH (DEPMEHTOB B MO-
Kpote. B wactHOCTH, B 04HOI 13 paboT OBLIO MOKAa3aHO, YTO
AKTHUBHOCTb MHUEJIONEPOKCHa3bl B MOKPOTE y MALMEHTOB €
MB 3HaunTENBHO BBINIE, YEM B TPYIIIIE CPaBHEHUS 3710pPO-
BBIX JIAII, TIPH 3TOM yCTaHOBIICHA MPsiMasi KOPPEISIHOHHAS
3aBUCHMOCTb MEXKJIy KOHLEHTpauued IaHHOro QepMmeHTa
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U TSKECTBIO BOCHAJCHHs. Takke OTMEYCHO JOCTOBEPHOE
MOBBIIICHAE YPOBHS MHEJIONEPOKCHAA3bl NpPU HaTHYHH
Pseudomonas aeruginosa, 410 MOXET CIy)XKUTb MapKepoM
CUHETHOMHOW WH(EKIIMA U JIOTIOJHHUTEILHBIM KPUTEPUEM
OIICHKH TSKECTH BOCIIANCHHS Y MAIUEHTOB ¢ MYKOBHCIIH-
no3oMm [18]. HecomuenHo, nanubiii cnenuduyeckuit dep-
MEHT HEHTPO(UIOB UMEET OJHO U3 KIIIOUYEBBIX 3HAYCHUH B
TEUEHHE BOCMAIUTEIHLHOTO Ipoliecca, T.K. OH 00JanaeT He
TOJIBKO BBIPAKCHHON OaKTEPUIUIHONW aKTHBHOCTBIO, HO H
y4acTBYET B Pa3BUTHUH OKCHJIATUBHOTO CTpecca U CBOOOIHO-
paluKaJIbHOTO [TOBPEKACHUS JIETOUYHON TKaHU, CTUMYIIUPYS
00pa3oBaHue aKTUBHBIX (DOPM KHCIOPOA U rajioreHos [19].
[Momumo mMuenonepokcuaasbl HEUTPOPHUIIBI CEKPETUPYIOT
PSR pa3MYHBIX MPOTEMHA3 — HEUTpadMIbHYIO 371acTasy,
KOJIIareHasy, MaTPUKCHBIC METAJUIONPOTCHHA3bI, HEUTPO-
(UITbHBIC KATEIICUHBI, MPOTENHA3y-3, H30BITOYHBIA CHHTE3
KOTOPBIX pa3pyllaeT dIacTUH, YTO MPUBOIUT K JECTPYKIIUH
ME)KaJIbBEOJISIPHBIX NEPETOPOIOK € MOCIENYIOMUM (OopMH-
poBanueM (pudpoza. Kpome 3TOro nmoBsIieHHass aAKTHBHOCTb
9IIaCcTa3bl M KOJUIAreHa3bl MPUBOAUT K THIIEPCEKPELIUH CITH-
3M W HapyLIEHHIO pabOThl MPOTEUHA3HBIX MHTHOUTOPOB -
ol-niporeaznoro nHruOMTOpa M 012-Makpornodynuna [20]. B
JIOTIOJTHEHHE K BBIIIECKA3aHHOMY CTOUT OTMETHTh, YTO II0-
MHUMO HJIOT€HHBIX POTEHHA3 HEUTPO(PHUIOB BaXKHYIO POIIb
B Pa3sBUTUHU BOCHAJICHUS y MALMEHTOB ¢ MYKOBUCIIHI030M
UIpaloT NPOTEONIUTHYECKHE (DEPMEHTHI, BbIpaOaTbiBaeMble
cnenuuuecKkuMu OakTepradbHbBIMUA BO30ynuTensMu. [lo
JTAaHHBIM OTEYECTBEHHBIX aBTOPOB /10 83% IITaMMOB CHHET-
HOWHOM NaJIOUKH, BBIAEJICHHBIX M3 MOKpPOTHI y MalUEHTOB
¢ MYKOBCITHJIO30M 00JaJalli BBIPAXKCHHON MPOTEONTUTHYC-
CKOM aKTHBHOCTBIO, Pa3iKIIKasl KEIATHHOBBIN CTOJIOUK BCe-
ro 3a 24 4, ocransHble 17% paciuernisiig *KelaTuH B Tede-
Hue 7 cytok [21, 22].

B HOpMe aKTHBHOCTH MPOTECOJUTHYCCKHX (DEpMEHTOB
TUTa3MBl M CITU3UCTBIX CEKPETOB PETYIUPYETCsl 2 OCHOBHBI-
MU 3HJIOTCHHBIMH AHTUIIPOTEMHA3aMH — ol-mpoTea3HbId
UHTHOUTOp (0l-aHTUTPUTICHH) M 02-MaKpOrIoOy uH. ol-
MIPOTEA3HBI HHTUOUTOP IO CBOCH CTPYKTYPE SIBISICTCS TITH-
KOITPOTEMHOM, OCHOBHOH (DyHKIIMEH KOTOPOTO SBISETCS UH-
ruOMpoBaHKe dIacTa3bl. BBUIY cBoero HeOONIBIIOro pa3me-
pa — MonekyisipHast Macca 50 k1A — MoJexyIbl 3Toro 6enka
¢B000/1HO TU(DGYHIUPYIOT U3 TUIa3Mbl B TAKHHU, B YaCTHOCTH
B JIETKHE, YTO MOXKET UCIIOJIB30BaThCsl B KaUeCTBE MapKepa
BOCIIAJICHUS U TOBPEXXCHNUS JIETKUX IIPH UCCIICIOBAHUH MO-
KpoThl [23]. 02-Makpon1oOyJIHH B CBOIO OUepe/lb SBIAETCA
TaKKe TIIMKOIIPOTEHHOM, HO UMEET 3HAYUTEILHO OOIbIIUE
pa3mepsl (MonekyisapHasi Macca Oenka 725 k/la) u siisercst
Oonee yHMBEpCAJIbHBIM MHTHOUTOPOM — MOJABISET aKTHUB-
HOCTh TIPOTEHHA3 OCHOBHBIX KJIACCOB: CEPUHOBBIX, THOJIO-
BBbIX, KHCJIBIX, METAJUIOCOACPIKAIIUX, PETYIUpys CHHTE3
TOPMOHOB U IIUTOKWHOB, T€MOCTa3, BOCIAIUTEIbHBINA OTBET
[24]. Oman U3 ocHOBHBIX (YHKIMU 02-MaKporIoOynnHa
MIPY BOCIIAJIMTEILHBIX 3200I€BaHHUSIX HIKHHUX JIBIXaTSITHBIX
myTeil — 00pa3zoBaHue OEIKOBO-TUTAHTHBIX KOMIIEKCOB, JIH-
raHJaMU KOTOPBIX SIBJISIOTCS MEIMATOPbl BOCHAJICHNS U UH-
rubupoBaHe HeHTpoUITbHON dracTa3bl. MeXaHW3M UHTH-
OMpOBaHMUS COCTOUT B 3axBaTe (pepMEHTATHBHOM MOJICKYJIbI
0.,-MaKpOII00yJIMHOM, IIPY 3TOM SH3UM TEPSET CIOCOOHOCTh
THIPOJIM30BaTh KPYIMHbIE OCJIKH, OZHAKO COXPAHSET aKTHB-
HOCTB 110 OTHOIIICHHIO K HU3KOMOJICKYJISIPHBIM CyOCTpaTam.
[Ipu sToM 0OpasoBaHHEe OEIKOBO-THI'AHIHBIX KOMIUIEKCOB
02-MakponoOyIiMHa ¢ MEAUATOPaMU BOCIIAJICHHUS, TUTOKH-
HaMH, (pepMEHTaMM OCYILECTBIsAETCA Onaropaps HalIU4HIO
Y 0.2-MaKporI00yJInHa TPEX CAUTOB CBA3BIBAHUS PETYISATOP-
HBIX JIMTAHJIOB: INEPBbIA CBA3BIBACT MOHBI IIUHKA; BTOPOM
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NPUCOEANHSCT LUTOKUHBI, TOPMOHBI, U OaKTEpUH; TPETHH
3axBarbIBaeT nporeoiuTndeckue pepmentsl [25]. ITokasza-
TeJIb YPOBHSA 0.2-MaKpOIIOOyJIMHA B MOKPOTE MOXET OBITH
WCIIOJIB30BAH B KAYE€CTBE KPUTEPHUS aKTHBALINN IKCCYIATHUB-
HOTO BOCMAJICHUs, MHIYLHUPOBAHHOTO OaKTepHaIbHON WH-
(exmueld, a TakKe MoKazaTesaeM XPOHUYECKOTO BOCIAICHUS
B JIBIXaTCIbHBIX MyTsAX. TakuM 00pa3oM, MOMHUMO OICHKU
AKTHBHOCTH TPOTCOIUTHYECKUX (DEPMEHTOB B TUATHOCTH-
YEeCKHX LENAX B MOKPOTE Y MAllMEHTOB ¢ MYKOBHUCIHIO30M
U APYTHMH 3a00JI€BaHUSAMHU LIE€IecO00pa3Ho Uccie0BaTh U
WHTUOUTOPHI MPOTEHWHA3, KOTOPBIC TaKXe OYIyT SBIATHCS
MapKepamH TsDKECTH BOCTIAICHHS B JISTOYHOU TKaHU.

AKTHUBHOCTb MPOTEOTUTUYECKUX (EPMEHTOB SBISETCS
IOpsSMBIM KPUTEPUEM IIPH OLIEHKE BOCIHAJEHUs, O00yClIOB-
JICHHBIM pa3pylleHHEeM HEHTPO(HIOB TpU OaKTepHaIbHOM
nHpekunu. OIHAKO ClIeAyeT YYUTHIBAThH, YTO BOCHAJICHHE
- 9TO MHOTo()aKTOPHBIN MpoLecCc, U B HEM MPUHUMACT aK-
TUBHOE y4acTHe PsiJi MapKEepPOB U MEAUATOPOB 00OCTPEHUS
BOCTAJICHUSI, B YaCTHOCTH TPOBOCHAINUTEIbHBIE INTOKUHBI,
B ocHOBHOM nmpeacTasineHHsle IL-8 u TNFa [25]. dns na-
IIUEHTOB C MYKOBHCLUI030M TPHUITEPOM IJISl YCHJICHHOTO
CHHTE3a JJAHHBIX MEIMATOPOB BOCIIAJICHUS SIBIISIETCS TIEPCH-
cTupyromas HHOEKIs, BEI3BaHHAs yalle Bcero Pseudomo-
nas aeruginosa u Bo30ynutensimMu u3z Burkholderia cepacia
complex.

WCTOYHUKOM ITUTOKMHOB TIPU BOCHAJICHUH B JICTOYHOM
TKaHH SIBJISIOTCS SMUTEIHAIbHbIC KICTKA PECIUPATOPHOTO
TpakTa, TuMQpounThl U Makpodaru. IL-8 sBrseTcs: HUTOKHU-
HOM O€JIKOBOW HPUPOIBI U CIY)KUT BaXKHBIM 3BEHOM B I1a-
ToreHe3e MB, MOCKOJIBKY 3TO OIMH M3 OCHOBHBIX XEMOAT-
TPAaKTAHTOB, CTUMYJUPYIOLINX JABHKEHUE HEUTPOPHIIOB U3
nepudepruuecKoil KpoBU B OPOHXU U JIETKUE U CLIOCOOCTBY-
FOIIME UX aJIT€3UH K KIIeTKaM; KpoMme 31oro IL-8 akTuBupyer
CHHTE3 MPOTECOTUTUICCKUX (DEPMEHTOB M OKCUJIAHTOB, (POP-
MUpYs €lIe OJIMH «IOpOYHbIN Kpyr» [27]. bakTepuanbHbie
(baKTOpBI NMATOr€HHOCTH, TaKUe KaK JIMIIONOINCAXapUabl U
MYKOWIHBIE K30MOJIICaxapuabl TPaMOTPUIIATEIbHBIX Oak-
TEpUil CTUMYIUPYIOT Makpogard Ha BBIPaOOTKY IPYyroro
BaXXHOTO NpoBocnanurenasHoro meauaropa — TNFa. an-
HBII LIUTOKUH aKTMBHUPYET 00pa30BaHUE EPEKUCH BOAOPO-
Jla ¥ IPYTHX CBOOOJHBIX PAJIMKAIOB HEUTpodmiamu, a Tak-
JKe SIBIISICTCS MHIYKTOPOM CHHTE3a HHTEpJICHKUHOB. Takum
00pa3omM, 1o MHEHHIO PsiJia aBTOPOB, POPMHUPYETCST AOMOJ-
HUTEJbHBIN «IIOPOYHBIN KPyT» BOCHIAIMTENIBLHOIO Mpolecca
npu MB. D1r mopounsie Kpyru 4epe3 yBeIndeHHEe CHHTE3a
npoBocnaynTeNbHbIX UTOKMHOB IL-8 m TNFa ctumynu-
PYIOT IPOHUKHOBEHHE HEUTPO(HUIOB B OYaru BOCHAJICHUS,
MPOLYIHUPYIONMX OOJIBIIOE KOJMYECTBO AIIACTAa3bl M JPYTUX
MPOTEOIUTHUECKUX (PEPMEHTOB. DTH (DEpMEHTHI, a TaKxke
MEePEKUCH U OKCHIAHTBI CIOCOOCTBYIOT TIOBPEKICHHIO KIle-
TOK JIETOUYHOH TKaHH, YTO, B CBOIO OYepe/Ib PUBOIUT K BbI-
CBOOOXK/ICHUIO M aKTHUBAIIMW IUTOKUHOB M MPUTOKY HOBBIX
HelTpoduos [27,28].

Takxe B mociegHee BpeMs Bce OOJblle BHUMaHHS YJie-
JISIeTCS UCCIIeIOBaHUsAM OOMEHa XkKeJie3a B MOKPOTE U JIeroy-
HOW TKaHW y MAIMEHTOB ¢ MyKOBUCHHI030M. Tak, B pabo-
Tax 3apyOeXHbBIX W OTCUECTBEHHBIX ABTOPOB OTMEYACTCS
3HAYUMOCTbH OIPE/ICIICHN TIOBBIIICHUS CONIEPKAHU JKese3a
U KeJIe30CBA3BIBAIOLINX OEJIKOB B MOKPOTE y NAIlUEHTOB C
MYKOBHUCITHI030M ¥ BO3MOXHOCTB HCITOJIb30BAHMUS TAHHBIX
METa0OJIUTOB B Ka4eCTBE CIIEU(PHUECKIX MaPKEPOB HH(]EK-
unoHHOro BocnaneHus [29]. [Ipu 3Tom B kauecTBE OCHOBHOM
MIPUYMHBI TIOBBIIIICHUS ATHX TIOKa3aTesIel paccMarpuBaeTCs
KOHTaMHuHanus pecnuparoproro tpakra HOI'OB, B wactHo-
CTH 0COOCHHOCTH MeTabonu3ma Pseudomonas aeruginosa u
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Burkholderia cepacia. JlanHHbIM MUKPOOPTaHU3MaM KEJIE30
JKU3HEHHO HEOOXOIMMO, TOCKOJIIBKY OHO BXOAUT B COCTaB
JIBIXaTeNbHOM 1MTOXpoMokcuaasel [30], u obecrieunBaeT
padoty pHOOHYKICOTHIPEAYKTA3bl, KaTaAIU3UPYIOIIeH MO-
JTMMEPU3AlMI0 MOHOHYKIICOTHJIOB TIPH CHHTE3€ HYKIICH-
HOBBIX KUCIOT. [Tomumo atoro Burkholderia cepacia cno-
cOOHA CMHTE3UPOBATH C IIOMOLIBIO XKeJle3a crenuduyeckue
(hakTOphI 3aUTEl — (eppUTeMbI, KOTOPBIE MPEIOXPAHSIOT
0aKTepUaIbHYIO0 KJIETKY OT BO3ICHCTBUSI aKTUBHBIX (OpPM
KHCIIOPOZIa ¥ TIEPEKHUCH BOJIOPOJia, BhIpaOaThIBAEMON HEW-
tpopunamu [31]. OgHAKO KOIUYECTBO Kelle3a B MOKPOTE
HE3HAYHTENFHO, 4 €r0 MCTOYHUKHU HEJIOCTYITHBI JUTS OaKTe-
PHi, T.K. HAXOASATCS BHYTPH KJICTKH U CBSI3aHBI C OEJIKOBBIM
komItoHeHToM [32]. [ToaroMy Uit BBICBOOOXKICHHUS JKeje3a
13 JIeno, HarpuMmep (peppuTrHHa, HEKOTOPble MUKPOOPTaHU3-
MBI TIPOAYIHPYIOT TPOTEONUTHYECKHE (epMeHThI [33] un
HCTIONIB3YIOT crieniruueckne GpakTopbl MaTOreHHOCTH — CH-
nepodopst [34]. TIpu 5TOM ecTh JAaHHBIE O BO3MOXKHOCTH
MHOTHX OaKTepHi HCIOJB30BaTh HE TOJBKO COOCTBEHHBIC
(romonoru4dHbie) cuaepodopsl, HO U cuaepodOpsl, CHHTE-
3UpyeMble MHUKPOOPraHW3MaMH JPYTHX BHIOB (I€TepoIIo-
TMYHBIE), YTO CBUAETEILCTBYET 00 3BOJIIOLHMOHHO CIOKHUB-
mmMcest cumounose [35]. Tak ske oHUM U3 BHIIOB MHKPOOHO-
r0 MEKBHUJIOBOTO B3aMMOICUCTBHS SBISCTCS KOHKYPEHIHS
3a JKeJIe30, O YeM CBHUIETEIbCTBYIOT pabOoThl, MOCBSAIICH-
HbIE MCCIIEIOBAaHUIO METabolnu3Ma CUHETHOMHON HajlouKku
W MHKpPOOPTaHU3MOB U3 Burkholderia cepacia complex B
JIBIXATENbHBIX MyTAX MAllMEHTOB C MYKOBHCHIHIO30M [36].
PesynbratoM akTUBHOTO MeTa0oIM3Ma MUKPOQIIOPHI SBIIS-
€TCsl MOBBIIICHUE YPOBHS JKelie3a M JKeJIC30CBsI3bIBAOIINX
OenkoB, Onarojapsi KOTOPOMY MOSIBJISIETCS BO3MOXKHOCTD
OLIEHUTH THKECTh BOCHAIUTEIBHOrO Tpouecca. Takxe B
HEKOTOPBIX NPOBEAECHHBIX UCCIEIOBAaHUAX OTMEYAETCs Mps-
Masi KoppeJsinust ypoBHsI (peppUTHHA 1 JTakTOo(eppHHa C Te-
YEHHEM BOCIIAJICHUS 1 MACCHBHOCTH KOHTaMHUHAIIMH OaKTe-
puanbHoit dropst [37,38].

Takum o00pa3oM, OMOXMMHYECKOE HCCIEJOBAaHHE MO-
KPOTHI, SIBJISISACH HOCTYIHBIM, HEHHBA3WBHBIM, OBICTPBIM H
MaJIo3aTPAaTHBIM METOIOM JHATHOCTHKH, MOXET IITHPOKO
MIPUMEHSATHCS B KAUECTBE BCIIOMOTaTeIbHOIO METO/a OLIEH-
KM TSXKECTH BOCIAIMTEIILHOTO U HH(EKIIMOHHOTO IIpoliecca
HWKHUX JIBIXaTeNbHBIX MYTEH U POTHO3a Pa3BUTHS PECITH-
PaTOPHBIX OCIOKHEHUH y MAIIMEHTOB C MYKOBUCIIHIO30M.

duHaHcupoBaHue. Vcciedoganue ne umMeno CHOHCOP-
CKOIL NOOOEPIHCKU.

KonguaukT naTepecoB. A6mopul 3asa61410m oo omcym-
cmeuu KOH@IUKMA UHMepPecos.
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