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MEXAHM3MBbI BPOHXHUAJIBHOM OBCTPYKIIMM Y BOJTBHBIX
MYKOBHUCIIHJIO30M

TocyaapcTBEHHbIIt HayYHBIit LIEHTP MyIbMoHOMorul Munsapasa Pocenn,
Jletckas roposckas GoasHuia Cs.Onbru, CaHkr-IletepOypr

BRONCHIAL OBSTRUCTION MECHANISMS IN PATIENTS WITH CYSTIC FIBROSIS

L.A.Jelenina, M.E.Faustova, E.K.Dotsenko, T.V.Bulgakova, A.V.Orlov, V.A.Goncharova, L.A.Vishniakova,
T.E.Guembitskaya

Summary

Complex examination of physical and chemical features of bronchial secretion in 42 children aged from 5
to 15 years suffering from cystic fibrosis revealed a significant increase of visco-elastic properties of pathologic
bronchial secretion, an increase of biological active substances content as well as a marked imbalance of
proteinase-inhibitory system depending on the etiology and activity of lung infectious process.

Pe3wome

KOMMNEKCHOE UCCAEN0BaHME (UBUKO-XMMUYECKVX CBOICTB GPOHXMANBHOrO cekpeTa y 42 AeTei, GonbHbIX
MYKOBMCLA030M, B BO3pacTe oT 5 A0 15 neT BbiSIBUNO 3HAYUTENILHOE MOBLILIEHUE BA3KO-3N1aCTUHECKUX CBOWMCTB
NAaTONOrMYECKOro CEeKpeTa B BpOHXax, yBenvuyeH1e CoAepXaHns GUonorniecki akTMBHbIX BELLECTB U BbIpaXXeHHbI
ancbanaHc NPOTEMHA3OMHIMOBUTOPHON CUCTEMBI B 3aBUCUMOCTW OT STMONOTUMU 1 aKTUBHOCTA UHPEKUMOHHOIO

npouecca B nerkux.

Bey1iiM 3BeHOM aToreHe3a GPOHXHaJIbHOH OGCTPYK-  BSISKOCTH GPOHXHAJLHOTO CeKpeTa H MOBBLILIEHHS €ero
LMK Y GOJBHBIX MYKOBHCLHAO30M SIBJSI€TCS HapylleHHe  OCMOJSIPHOCTH H3-3a eHETHUYECKH 06YyCJIOBJIEHHOTO Hapy-
MYKOLUHJIHAPHOTO KJIHPEHCa 3a CYET PE3KOro yBeJHYeHHs  LICHHS (YHKLUHH XJIOPHAHBIX KaHA/OB, BCJEACTBHE Yero
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AHHOHbl XJIOpA 3aJepXHBAIOTCS B KJETKE, YCHJHBAIOT
aGCcopOLHIO HATPHS M BOJIBI, BEICYLIHBAsK CJIM3b, MIPOAYLH-
pyeMyio SK30KPHHHBIMH >Kejie3aMH. BsA3Kkuii GpoHXHa/b-
HBIA CeKpeT GOJIBHOTO MYKOBHCLHAO30M TOPMOSHT JABHXKE-
HHE pEeCHHYeK OpPOHXHMAJIBHOTO SMHTEJNHs, YTO IMpensT-
CTBYET INpOLECCy CaMOOYHIIEHHsT OPOHXOB, CIOCOGCTBYET
pOCTy maTOreHHO¥ (JIOphl, Pa3BHUTHIO XPOHMYECKOTO HH-
(eKUHOHHOro BOCMAJHTENbLHOrO NpoLecca B JErKHX H
NPUBOAHUT K elle OosbllieMy YXYAUIEHHIO GPOHXHAJIBHOM
npoxoaumoctH [6,13].

Llesbio paboThl SIBHJIOCH KOMIJIEKCHOE H3YYEHHE Me-
XaHH3MOB OPOHXHAJIbHOH OOCTPYKUMH Yy GOJBHBIX MYKO-
BHCLIHJI030M Ha BBICOTE HH(EKIIMOHHOTO Mpoliecca B JIETKHX,
KOTOpOE BKJIIOYAJIO HCCJIEIOBAaHHE PEOJIOTHYECKHX CBOHCTB
H psila OHOXMMHUYECKHX KOMIMOHEHTOB MOKpOTHI: GeJika,
3J1acTasbl, Ol-aHTHTPHUIICHHA, THCTAMHHA, CEPOTOHHHA.

Peosiornyeckue CcBOHCTBA MOKPOTBHI ONMPEAENSIHCH C
TMOMOILbIO KOMMBIOTEPHOTO aHaJIH3a Npolecca YTOHYEHHS
KalHJUISPHOH HMTH MOKPOTHI NPH IOMOLIH yCTPOHCTBA
Peotecrep [2]. KonTposnpyembiM napameTpom siBIsIach
YIpYroBsi3kasi XapaKTepHCTHKA XHAKOCTH — BpeMsi pe-
JIaKCallHH, onpejieleHHe KOTOPOro MO3BOJISIIO KOCBEHHO
OLIEHHBATh BO3MOXXHOCTH MYKOLUHJIHAPHOrO KJIHPEHCa Co-
Jep>KHMOro 6pOHXOB B IHHAMHKE GPOHXOJIETOYHOrO MPo-
uecca y 60JbHBIX MyKoBHCLHA030M [3].

dnacToNUTHYECKAsE aKTHBHOCTb MOKPOTHI OMpesesi-
Jlach CreKTpooTOMeTpHYECKHM MeTooM [5].

CuasioBble KHCJIOTHI B MOKPOTE ONpeAesiIiCh 10 Me-
tony I'ecca dotomerprueckum crnocobom [7].

Iasi onpenesieHHst KOHUEHTPALMH OL1-aHTHTPHIICHHA
MCIIOMb30BAJICS METOJl paKkeTHoro asekTpodopesa [1].
Jlnsi 06bEKTHBU3ALMH MOJNYYEHHBIX Pe3yJbTaTOB KOHLEHT-
palllio 3H3WMa PacCUMTHIBAJIH Ha COAepXkaHHe OesKa B
aHaJM3HpyeMoi npobe, KOTOPBIH ONpeAessiii 0 METOAY
Jloypu.

BrorenHble aMHHBI HCCIIEIOBATHCH (DITIOOPHMETPHYECKHM
metoziom [8]. B ocHoBy aTOro MeTona nonoxeHo o6paso-
BaHHe (hJII0OPeCUUPYIOIHX KOMIIIEKCOB THCTAMHHA C Op-
TO(TaJIeBBLIM aJIbJETHAOM H CEPOTOHHHA C HUHTHAPHHOM.

Marepuajiom IS HCCJEIOBaHHS CJIYXKHJA YTPEHHSS
MOKpOTa GOJIbHBIX MyKOBHCLH030M, KOTOpasi 06pabatsl-
Bajlach 1o Metoly, paspaboranHomy Bo BHUH nyabmo-
Hosoruu [9].

B pesysbrare HecsieioBaHHst BI3KO3/1aCTHYECKHX CBOHCTB
MOKPOTHI 42 GOJIbHBIX MYKOBHCLHMJ030M B BO3pacTe OT 5
1o 15 net GO YCTAHOBIIEHO, YTO BPEMS peslaKCalliu ee
HHTH H3MEHSJIOCh B 3aBHCHMOCTH OT (hasbl TeyeHHs
BOCIMAaJIMTEJILHOTO npouecca B Jjerkux (taba.l).

B pesyabrate aHanM3a NOJYYEHHBIX AAHHBIX GBLIO
YCTaHOBJIEHO, YTO BpPeMsi peslakCallid HHUTH MOKPOTH Ha
BBICOTE MaHH(ecTHOro o6ocTpeHus paBHsock 0,073 cex
1 GbuIO npuMepHo B 1,5 pasa Bblllle, YeM NpPH BSIOTEKY-
mem oboctpeHun — 0,047 cek (p<0,05). [TonyuenHbie
JlaHHBIE CBHIETE/ILCTBOBAJIH O NMOBLILIEHHH BSI3KOCTH MOK-
POTHl Ha BBICOTE MaHH(ECTHOrO0 06OCTPEHHSI GPOHXOJIe-
FOYHOro Mpollecca, 4To MOATBEPXKAANOCh KIMHHUECKHMH
naHHbIMH (HH3Kasi 5peKTHBHOCTb IKCMEKTOPALHH, OC-
JabieHue ABIXaHHS W MP.), CHHXXEHHEM IoKasaTeJefi
(GYHKUHOHAJIBHBIX HCcJefoBaHUM Jerkux (cm. Tabua.l).
Ha BricoTe ManHbecTHOro 060cTpeHHst B MOKpPOTE GOJLHEIX

MYKOBHCLHIO30M OMNpeje/syiock GoJble Geska, yeMm y
AeTed ¢ BSUIOTEKYIIHM HH(EKUHOHHBIM MPOIECCOM B
nerkux (p<0,001). IapamienbHo ¢ MOBHIIEHHEM conep-
XKaHHs O6eJika pesKo MOBBILLIAJICS YPOBEHb CHAJOBBIX KHCJIOT
(p<0,001). Ilps MaHH(bECTHOM OGOCTPEHHH GPOHXOJEroY-
HOTo Tpollecca ypoBeHb 3jacTtasbl B 6,5 pasa npesbiman
TaKOBOW IMpPH BAJIOTEKYLeM GPOHXOJIErOYHOM Ipolecce
(p<0,001), mpumepHo To e cooTHouenue (7 pa3) Habuiio-
Aajoch M MpPH aHaji3e YPOBHEH O-aHTHTPHIICHHA B
MOKpOTE MalMeHTOB B pa3jiiyHble (asbl 3a60JeBaHHS
(p<0,001). IosnyyeHHble NaHHBIE CBHAETEJNBLCTBOBAMH O
BBIpaXK€HHOM MECTHOM BOCMAJMTEJNbHOM IPOLEcce U 3Ha-
UHTEJIbBHOM M3MEHEHHH OHOXHMHYECKHX XapaKTEepPHCTHK
OpOHXHaJILHOTO CEeKpeTa, YTO CYILIeCTBEHHO Hapylliajo
ero (hpusHuecKHe CBOHCTBA, MOBLILIAJIO BA3KOCTb M CIIO-
CoGCTBOBaJIO (hOPMHPOBAHHIO M IPOrPECCHPOBAHHUIO 06-
CTPYKTHBHOIO CHHIpOMa B 6poHxHasnbHOM aepese [9,10].

V3BECTHO, UTO CHHTE3 OL|-aHTHTPHIICHHA MOXXHO pac-
CMaTPUBATh KaK JIOKAJIbHYIO 3alHTHYIO PEaKIHMIO, TaK KaK
OH SIBJIIETCS OCHOBHBIM HHTHOHTOPOM 3J1acTa3bl HEHTPo-
¢usoB M nporenHas GaKTepHANBHOTO MPOHCXOXKACHHS,
BLI3BIBAIOLIMX AECTPYKUMIO TKaHH Jjerkoro [17]. B HacTo-
silllee BpeMsl CYLIECTBYET TEOPHsl, COIIAaCHO KOTOPOH B
PasBUTHH XPOHHYECKHX OOCTPYKTHBHBIX 3ab0JieBaHHH
JIETKHX OCHOBHYIO pOJIb MrpaeT aucbajiaHc B CHCTEMe
NpoTeHHa3bl—HHrHOHTOphl. HapacTanue nporeonntHueckoi
aKTHBHOCTH B OPOHXMAJIbHOM CTEHKe H MpocBeTe 6poHXa
MPHBOJHT K NPOTEHHOJIH3Y MeMOpaH KJETOK M X pelen-
TOPHOM CHCTEMBI, YTO COMPOBOXKAAETCS] H3MEHEHHeM (hyH-

Tabnuuya 1

Buoxumuyeckuii coctas U BA3KO3NacTUYECKUe CBOMCTBA
MOKPOTbI Y 60JIbHbIX MYKOBMCUUA030M B 3aBUCUMOCTU OT
Xapakrtepa Te4yeHuss UHPEeKUMOHHOro BOCNauTebHOro
npouecca B fierkux

Ocrpoe socnanexue Bsnovexyuiee socnanexve

n
3yvaemble napameTpsl n=20 n=22

Bpems penakcaumm
HUTU MOKPOTBI, CEK

Benok, mr/mn
CwuanoBsble KUCNoThl,

0,073+0,006*
8,83+0,916**

0,047+0,006*
2,27+0,101**

ycn. eq. 155,0+23,0** 46,2+11,4**
Onacraasa,
HMOMb/MN*MWUH 176,8+20,3** 27,7+6,8**

O1-aHTUTPUNCUH,

mr/n 279,0+59,96** 37,87+8,47**

F'neramMuH, MKkMonb/n 0,70+0,23 0,51+0,065
CepOoTOHWH, MKMOSIb/N 7,40x1,56* 1,73%0,50*
Okcnekropauus

MOKPOTbI He apdpektuBHa Mano addekTmsHa

XapakTtep MOKpOTbl  Cnu3ucTo-rHoHas  CAMaucTo-rHonHas

XapakTtep AbixaHus Peako ocnabnexo OcnabnexHHoe
XKEN, % OT ponXHbIX 58,9+6,7* 74,9%6,5*
O®B1% OT BONXKHBIX 52,7+8,9* 72,4£7 4*

MpumMmeyaHue. * — pasnuius focTosepHsl npu p<0,05,
** — npwu p<0,005.

e R




Tabnuua 2

Buoxumuyeckue nokKasaresnum MOKpPOTbI 60nbHbIX
MYKOBMUCLUO030M Ha BbiCOTE oﬁocrpeuuﬂ B 3aBUMCMMOCTH
OT 3TUOJNIOrUYU MHPEKLMUOHHOrO0 BOCNAaNIUTENIbHOro
npouecca B nerkux

HecuxerHoiHbie
wHpekuun
(ocTpoe Teuexue)

CuHerHonxas
uHdekuus
(ocTpoe TeueHue)

BroxMMUYECKUe noxasarenu

Benok, r/n 10,4+0,363* 6,45+0,332*
Cwanosble KUCNOTbI, YCN. en. 182,0+£20,0* 122,0+£22,0*
3nactasa, HMONb/MN.MUH 235+34,2** 44 8+9 5**
011-@HTUTPUNCUH, MF/n 306,0+62,3* 117,7+28,0*
rucTtamMuH, MKMONb/n 0,70+0,12 0,65+0,21
CepoTOHWH, MKMONbL/N 7,90+1,24 7,33%+2,84

Bpemsa penakcauun HUTU

MOKPOTbI, CeK 0,055+0,0073* 0,092+0,010*

MpumMmeyaHwue. * — pasnuina aoctosepHsl npu p<0,05,
** — npu p<0,005.

KUHOHAJIbHOH aKTHBHOCTH PeleNnTopoB KJIETOK pecrnupa-
TopHbiX opraHoB [12]. Kpome Toro, orpaHuyeHHbI# Mpo-
TEeMHOJIM3 MeMOpaH KJETOK CONPOBOXKAAeTCsl BHICBOOOXK-
JleHHeM GHOJIOrHYeCKH aKTHBHBIX BewecTs — BAB (ruc-
TaMHHA, CEPOTOHMHA H /Ip.), KOTOPbie HEMOCPEACTBEHHO
M yepe3 peleNnTOpPHYI0 CHCTeMy AEHCTBYIOT Ha IJIajiKHe
MBILLIIGI GPOHXOB, BhI3bIBasi GPOHXOCMA3M, a TaKXKe runep-
CEKpPELHIO CJAH3HUCTHIX XKeJse3, YTO HMeeT 3alMTHBIH Xa-
pakTep W HanpaBJIeHO Ha 3JHMHHALMIO AaHTHUTEHOB H3
AbIXaTeJbHBIX NyTeH. B pasnvuHble ¢asbl aKTHBHOrO
BOCMaJIeHHsl Y GOJIbHBIX MYKOBHCLM030M KOHLEHTpaLHs
rucTaMMHa B MoKpoTe Kojebamach ot 0,70 po 0,51
MkMostb /a1 (cM. Ta6a.l), B TO BpeMsi KaK COAEpKaHHe
cepoToHHHA 6blIO B 4 pasa Bhllle y GOJBHBIX B MepHoje
MaHH(becTHOro o6octpenusi (7,40 u 1,73 mMkmoub/ ).
Bbicokasi KOHUEHTpALKsl CEPOTOHHHA B MOKPOTE GOJIbHBIX
B MepHOJ MaHU(ecTHOro 060CTPeHHS, C OHOH CTOPOHHI,
BEPOSITHO, 0OYCJIOBJIEHA BbIPaXKEHHOMH JlerpaHyisilie KJie-
TOK — JIeNO CEPOTOHHHA B YCJIOBUSIX THIIOKCHH W THIIEp-
kanuuu [15], a ¢ Apyroit — CHHXEHHBIM (hepMEHTaTHBHEIM
KaTaG0JM3MOM 3TOrO aMHHa B JIETKUX OOJIbHBIX MYKOBHC-
LIMII030M, TJl€ OH IMIaBHBIM 06pa3oM HHakTHBHpyeTcs [4],
B OTVIMYHE OT HHAKTHBALMH FMCTaMHHA, KOTOpPasi B OCHOBHOM
MPOHCXOJHUT B CJAM3HCTOH TOHKOrO KHIIEYHHMKA, MEUEHH,
noykax, KoxXe W, B MEeHbllIeH CTeNeHH, JIETKHX.

[Ipu aHanuse GHOXHMHYECKHX MOKa3aTesiel H peoJio-
IMYEeCKMX CBOMCTB MOKPOTHl Ha BBICOTE OOOCTpEHHSI B
3aBUCHUMOCTH OT 3THOJIOTHH HH(EKIUHOHHOro npouecca B
JIErKHX OBLJIH MOJy4YeHbl laHHble, TPHBEIeHHbIe B Ta6J.2.

HecmoTpsi Ha HeGoublIOe YHCJIO HabMoJeHHH, OBLIO
YCTaHOBJIEHO, YTO NMPH CHHETHOHHOH HH(EKLUHH B JIETKHX
BCe MccleflyeMble HaMH OGHOXMMHYECKHe MOKa3aTesH MOK-
pOTHl OBLIM BhILIE, YeM NPH CTaPHIOKOKKOBOM 1/ Hu
reMouJIbHOM M NHEBMOKOKKOBOM MpOLEcCax B JIETKHX
(HecuHerHofiHble HHpeKUHH). OCOGEHHO Pe3KO yBeNHUH-
BaJICSl ypOBeHb 3JacTa3bl, KOTOPBIH B O pa3 MpeBbillall
KOHLIEHTpALMIO STOTO SH3UMa B MOKpPOTE JleTeH, He HMeB-

wux Ps.aeruginosa (p<0,001), BMecTe ¢ TeM ypoBeHb
OL]-aHTHTPHIICHHA Y JleTel C CHHerHoHHoH HHpekuHeH
Obl1 TOJMBKO B 2,6 pasa Bblllle, YeM Yy MalHEHTOB C
HECHHETHOWHBIMH HH(EKUHUSAMH B JIeTKHX. BrisiBIeHHOe
COOTHOLIEHHE HHTHOUTOP—TIPOTEHHA3a y IeTeH C CHHETHOM-
HOI HHbeKurer cocTaBasiio 1,3; a npu APyrux HHGeKLH-
OHHBIX areHTax — 2,6; YTO CBUAETENLCTBOBAJO O AHCOHa-
JIaHCE B NPOTEHHA30-HHTHOMTOPHOH CHCTEME H, BEpOsiT-
HO, SIBJASJIOCh MOCTATOYHO HEHCTBEHHBIM MeXaHH3MOM
M3MEeHEeHHS! BSA3KOCTH INPOAYLHPYEMOro GpOHXHAJBHOTO
CeKpeTa BCJIEACTBHE YCHJIEHHSI MPOIECCOB NPOTEOJH3a
[9] y naunenToB ¢ cunerHoitHoi uHpexuuei. [locaennee
MOATBEPXKAAJIOCH Pe3yJbTaTaMH HCCJIEOBaHHSI BpeMeHH
pesakCalMH HUTH MOKPOTHI, TaK KaK MpPH CHHErHOMHOMH
uHpekunu oHo pasHsiioch 0,055+0,0073 cek (ot 0,1 10
0,038 cek), a npu APYr¥xX MH(EKUHSX B JerKHX, BbI3BaH-
HblX H.influenzae, S.pneumoniae, S.aureus, cocraBas-
a0 0,092+0,010 cex (ot 0,135 no 0,052 cek), p<0,01.
[TonyueHHble JaHHbIE MOATBEPIKAAIOT CBEIEHHUS O CIOCO6-
HOCTH Ps.aeruginosa pas3XuKaTb MOKPOTY 3a cYeT je-
MOJIHMEPH3aLHH MaKpPOMOJIEKYJI B CHJIY BbIpaXK€HHOH aK-
THBHOCTH COOCTBEHHBIX MPOTEOJHTHYECKHX (PepMEHTOB
MHKpoOa.

KoHueHTpanus THCTaMHHA W CEpPOTOHHHA B MOKpOTeE
Ha BbICOTE 0OOCTpPEHHSs He OTJIMYaJach Y fIeTeH C CHHer-
HOMHOH M HECHHErHOMHOH 3THOJIOrHeH BOCHAJIHTEbHOTO
npouecca B Jerkux (cM. Ta6s.2). IMosnyyeHHble AaHHBIE
yKa3blBaJ¥ Ha BBIPaXKEHHOE MECTHOe BOCHalleHHe, H
CBHETEJIbCTBOBAJIH O CIIOCOOHOCTH MHKpo6oB (Ps.aeru-
ginosa, H.influenzae) cuuresuposats ructamus [14,21],
a TakXe BBICBOOOXKJAThb €ro U3 6a30(HUJIOB H TYUHbLIX
KAETOK MMMYHHBIM H/HJIM HEHMMYHHBIM, B3aUMOJEH-
CTBYSl ¢ MeMOpaHHBIMH JeKTHHamH, nyTamd [19]. Ias
TIOATBEPXKAEHHS CNIOCOOHOCTH CHHETHOHHOH U reMOoHIb-
HOH masioyek in vilro CHHTE3UpPOBaTb THCTAMHH OBLIO
BBITIOJIHEHO OMpeflesieHHe YPOBHS 3TOr0 aMHHa B KYJIbTY-
paJbHBIX CpejlaX, Ha KOTOPBIX BhIpalllMBa/JIMCh AaHHbIE
MaToreHsl, C AOTOJHHTENbHBIM BBEIeHHEM B Hee THCTHAHHA.
Tak, npu uccaenoBanuu 33 wramMmoB H.influenzae, Buine-
JIEHHBIX Y GOJIbHBIX MYKOBHCLHA030M, OblJIO YCTAHOBJIEHO,
yTo 19 M3 HUX HEe CHHTE3HWpPOBAa/JH T’HCTAMHH H3 THCTHAH-
Ha, a 14 obnaganu 3Tod crnocobHocThio. CpeaHsisi KOH-
LeHTpaUMs THUCTaMHHA, NPOAYUHpPYeMOro OaKTepHSIMH,
coctaasiia 94,5 mxmoas /a1 (ot 13,3 1o 229,5 Mkmodb / 1).
[Tpu duooprMeTpHYECKOM aHa/H3e KYJbTypajbHbIX Cpel,
Ha KOTOpbIX BblpallliBajuch 36 wrtammoB Ps.aeruginosa,
6bLJIO BBISIBJIEHO, 4TO 24 M3 HUX 00J/1aflajii CMOCOOHOCTHIO
CHHTE3HPOBaTh THCTAMMH, CPeflHSISi KOHLEHTpAalHs ero
cocrasasna 20,8 mxmoas /a1 (ot 0 o 107,5 Mrmous /).
[TosryyeHHble NaHHBIE OATBEPXKAAIOT MATOrEHETHYECKYIO
poJib onpe/eeHHbIX WTaMMoB H.influenzae B dopmupo-
BaHUH OGPOHXOOOCTPYKTHBHOrO CHHApPOMA IPH MYKOBHC-
LIM03€ 33 CYET U3MEHEHHSs! YpoBHeH OHOreHHBIX aMHHOB
B Jerkux. HecMoTps Ha BbLISIBJEHHYIO B OMNBITAX in vitro
OTHOCHTEJIbHO HEBBICOKYIO CIOCOGHOCTbL Ps.aeruginosa
CHHTE3HPOBATh THCTAMMH, YUHTHIBas JVIHTEJNbHOCTD TEKY-
LLIEr0 XPOHHYECKOro BOCMaJIeHHs B JIErKHX, 00yCJIOBJIEH-
HOro JaHHbLIM BHIOM MAaTOreHOB, a TaKXkKe MacCHBHOCTb
o6ceMeHeHHs! ICEBIOMOHAIaMH JIbIXaTeJIbHbIX My TeH, HeJlb3sl
TaK)Ke HCKJIIOUHTH 3HAUeHHE ITOr0 MHKpPOOpraHWsMa B
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(hopMHPOBAHHH GPOHXOOGCTPYKTHBHONO CHHAPOMA 3a CYET
MOBLILIEHHSI YPOBHSI OHOJIOTHYECKH aKTHBHBIX BEILECTB.
Takum obpasom, cam ¢axkT oGHapy)KeHHsI pasjHuui B
ypoBHe BAB B MoKpoTe y GOJIbHBIX MYKOBHCUHAO30M H
MX OJIHOHAIPaBJIEHHOCTh B 3aBHCHMOCTH OT (ha3bl Bocna-
JIEHHSI H BHJIa TATOr€HHOTO BO30OYAUTE ST CBHAETENbCTBYIOT,
C OJIHOH CTOPOHBI, O IVIYOOKOM HapylIeHHH MeTaboJu3Ma
OHOTeHHBIX aAMHHOB B JIETKHX, Y€MY CMOCOOGCTBYET CHH-
XKeHHe rnpoueccoB KaraGosusma BAB [4,11] 3a cuer
MeTaboJIMYECKOro alua03a, HMEIOLEro MecTo ¥ GOJIbHBIX
MYKOBHCIH030M B MEPHO/ 000CTpeHHSI 6POHX0JIErOYHO-
ro mpouecca, a, ¢ APyrod CTOPOHBI, GHOr€HHbIE aMHHBI
MOTYT OKa3bIBaTh BJIHSIHHE HA BOJHO-3JIEKTPOJHTHBIN GajlaHc,
Hapywasi TpaHcrnopT HoHoB Na u Cl yepes kieTouHyio
MeMOpaHy, YTO NPHBOAMT K 00€3BOXKHBAaHHIO OPOHXHAJIb-
HOro cekpeTa NnpH MykoBucuunose [15,18] u ycyry6user
UMelolHecs: HapylleHHs: GPOHXHAIBHON MPOXOAHMOCTH.
Ha ocHoOBaHHH MOJIyYeHHBIX HAMH Pe3yJbTaTOB HCCJIeN0-
BaHHH PEOJIOTHYECKHX CBOMCTB M OHOXMMHYECKHX MOKa-
3aTejiell MOKPOThl OGOJIbHBIX MYKOBHCLHIO30M, Aa)ke ¢
YyYETOM HEOAHOPOAHOCTH H3ydaeMoro cybcTpara, CJOXK-
HOCTH TPaKTOBKH TNOJIyYEHHBIX NAHHBIX H3-3a pasHOHall-
PaBJIEGHHOCTH BJIMSIIOIIHX HA COCTOSIHHE COAEPXKHMOTro
OpoHXOB (DaKTOPOB, MOXXHO BBICKA3aTh NPEANONOXKEHHE
0 3HAYHMTEJbHBIX HapyIIEHHSX XHMHUYECKOro cocTaBa GpoH-
XHaJIbHOTO COJePXKHMOro, 0COOEHHO B aKTHBHYIO (hasy
BOCNAJIEHHSI H NPH CHHErHOWHOM HH(EKLHH B JIETKHX, YTO
CYLIECTBEHHO H3MEHSJIO ero (pH3KOJJIOHAHbBIE CBOMCTBA,
YBEJIHUHBAJIO BSI3KOCTb H 3aTPYAHANO MYKOUHJIHAPHBIH
KaupeHc. Hesb3s MCKIIOYHMTB, YTO BHISIBJEHHBIH AucOa-
JIAHC B CHCTeMe MPOTeHHa3bl—-HHTHOMTOPHI CIIOCOGCTBOBAJ
NPOrpeccHpOBaHHIO OOCTPYKTHBHBIX H3MEHEHHH B JIETKHX
3a CYET HapyLUeHHs 3J1aCTHYECKOH apXHTEKTYphl ajibBe-
OJISIPHBIX cTeHOK. OGHapYyKeHHble pa3/IHuHsi B KOHIIEHT-
pauun BAB B MokpoTe oTpakalu XapakTep H TNIyGHHY
nopakeHHH MeTaboHUecKHX (QYHKLHME JIETKHX H YKa3bIBaJH
Ha MX BaXXHYIO poJib B naToreHese 6pOHXO0OCTPYKTHBHOTO
CHHpoMa y 60JIbHBIX MyKoBHCLHA030M. [Tocaentee yxya-
waeT H 6e3 TOro samMeVIeHHbIH MYKOLHJIHAPHBIH KJIHpPEeHC
H BJIeYEeT 3a COOOH XPOHH3alHI0 HHPEKUHOHHOro BOCMa-
JIMTEJIbHOTO npoliecca, o6pasoBaHHe “MOpoYHOro Kpyra”
TKaHEeBOro MOBPeXNEeHHS U Pa3BHTHE B KOHEUHOM HTOre
BbIpaXK@HHOH TOTaJIbHOH OOCTPYKIHH BO3LyXOHOCHBIX Ty~
TeH M JbIXaTeJbHOH HEeNOCTATOYHOCTH, NPHBOASIIEH K
rubesin GosbHBIX. BMecTe ¢ TeM yToOuHeHHe H 3HaHHe
CJIOXKHBIX MEXaHH3MOB NPOrpecCHPOBAHUS OOCTPYKLHH Y
GO0JIbHBIX MYKOBHCIHA030M MO3BOJHUT BKJIOYATh B CXEMbI
JIEYUEHHs] PSl MpernapaToB, HanpaBJeHHbIX Ha HCMpPaB-
JIEHHEe BBLISIBJIEHHBIX Ne(eKTOB.
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