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Summary

Cystic fibrosis (CF) is a serious autosomal recessive genetic disorder, which characterized by recurrent and
persistent respiratory infections. Many CF patients demonstrate strong but ineffective immune response with a
marked influx of inflammatory cells into the lung.

The purpose of our study was to examine the antiinflammatory effect of nimesulide the novel selective
cyclooxygenase-2 inhibitor. Fifteen CF patients (the mean age 11.9 years) were treated with basic therapy and
nimesulide in the daily dose of 3 mg per kg of the body weight. Inflammatory markers in the sputum samples
(neutrophil elastase activity, TNF-o. and IL-8 concentrations) and in peripheral blood (sensitivity of lymphocytes to
antiproliferative effect of glucocorticoids and plasma TNF-o. level) have been determined. During the six-month
period before the start of Nimesulide, most patients had experienced a decline in FEV1 and FVC. Following the
nimesulide treatment the lung disease progression became slower. The patients with poor lung function showed
an essential elevation of neutrophil elastase activity and decrease of TNF-c in their sputa. Authors postulate that
elastase activity elevation is associated with the destruction of neutrophils following the antiinflammatory treatment.
Decrease in plasma concentrations of TNF-o. as well as in the number of activated lymphocytes in peripheral blood
is an evidence of the systemic antiinflammatory effect of nimesulide.

Pesiome

Mykosucunaos (MB) — Tspkenoe ayToCOMHO-peLeccHBHOE HacneacTBeHHoe 3abonesaHie, XapakTepuayioLLeecs
NPOrpeccuBHbIM TEHEHUEM XPOHUYECKOro GPOHX0NEro4HOro NpoLiecca C YacTbIMU PeLUanBaMmn PecnnpaTopHoi
uHdekumu. Y MHorux 6obHbIX MB ¢ nprucoeavHMBLLEINCS ONMOPTYHUCTUHECKOW (0B5IMHO XPOHUYECKOM CUHErHOMHO)
nHbeKUmell 0TMeHaeTCs BbIPXKEHHBIN, HO ManoadPEKTUBHBIN UMMYHHBI OTBET, CONPOBOXAAIOLLMIACA MHTEHCUBHOM
MUrpaumen KneTok BocnaneHus B ferkue.

Lenbio HacTosiwein pabotel 6bn0 uccnepoBaHve y 6onbHbiXx MB npoTMBOBOCMANUTENbHOrO AENCTBUS
HUMECynMaa — HOBOIO CEeNeKTUBHOro MHIMBUTOPa LIMKNOOKCUreHasbl-2. Mccnenosaxue 6bi1o nposeneHo y 15 60nbHbIX
MB (cpeanuin Bospact 11,9 ropa). Y 9 GonbHbix (rpynna A) OTMEYeHbl TSXeNnoe TeyeHue BPOHXONEroYHOro
npouecca Ha GoHe XPOHUYECKON CUHErHOMHOW UHMEKUUM U HU3KUE nokKasaTeny (GpyHKUMM BHEWHEro AbIXaHus
(®BA). Y 6 GonbHbix (rpynna B) 3abonesaHue npotekano Gonee 6naronpusitHO M yHKUMS nerkvux Gbina
OTHOCUTENLHO CcoxpaHHa. MoMumo obuienpuHaToll 6asucHo Tepanium, 6oNbHbLIE EXEAHEBHO B 2 Npuema nonyyanu
npenapar HUMecynua B CyTo4Hon fo3e 3 mMr Ha 1 kr mMaccel Tena. Y 6onbHbIX 40 ¥ Yepes 3 u 6 Mec nocne Hayana
neyeHusi uccnepoBany Mapkepbl Bocnanewus. Mccnenosawus NpoBoAvAM B MOKPOTE (comepxaHue daktopa
Hekposa onyxoneit o (PHOw), uHTepneiikuHa-8 (MJ1-8), a Takke aKTMBHOCTb HEMTPOGDUALHOI 3nacTasbl) W.
nepudepu4eckoin KpoBu (HyBCTBUTENBHOCTL IMMBOLIMTOB K aHTUNPONUGEPaTUBHOMY AENCTBMIO FMIOKOKOPTUKOUAOB U
coaepxanve ®HOo). B TeyeHne nonyronosoro nepvoja, NpeawecTBOBABLUErO Ha3HAYEHUIO HUMECcYnuaa, Y
GonbluMHCTBA NauMeHToB HabnioAaNoCh YCTOMYMBOE CHIDKEHUE NoKasaTenei hyHKUMM BHeLLHero Abixanus (OMDB1
u OXEN). PerynsipHbiii npueM HuMecynuaa 6onbHbiMM MB conpoBOXAanoch 3aMmeaneHmemM NporpeccupoBaHus
GpoHX0Nero4YHoOro Npouecca v crabunusaumeit nokasareneit MBJ. Y 60nbHbIX rpynMbl A Tepanus HUMECYAUAOM
CONpOBOXAanach 3aMEeTHLIM MOBLILLEHUEM aKTUBHOCTU dnacTasbl B MOKPOTE, @ TaKKe CHUKEHUEM COAEepXaHUs
®HOq.. AsTopb! NoNaraioT, 4To HabNoAAEMOE MOBLILIEHME aKTUBHOCTU AN1acTasbl ABNSETCS CNeACTBUMEM AECTPYKLM
HenTpodunos Ha oHe NPOTUBOBOCNANUTENLHOW Tepanuu. CHuxeHue KoHueHTpaumm ®HOo. B nnasme, a Takke
YMEHbLUEHUE KONN4eCcTBa aKTMBUPOBaHHbLIX TMMPOUUTOB B Nnepudepuyeckon Kposu csu.qe‘renbcmym 0 Hanu4yum
CUCTEMHOro NPOTUBOBOCNANUTENLHOrO 3addekTa HUMecynuaa.
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HecreponnHbie npotHBoBocnammTe bibie cpeactsa (HITBC)
IIMPOKO HCIOJIL3YIOTCSI B MEAHLMHE NPH JIEYEHHH OCTPhIX
M XPOHHUYECKHX BOCMAJMTEJNbHBIX peakuui. TepaneBTH-
yecKui 3¢ eKxT npenapaToB 3TOH TPYyMIbl 06YCJIOBJIEH
TOpMOXKeHHeM UHKJIooKcureHassl (IIOI) — depmenTa,
KOHTPOJIUPYIOLIEr0 CHHTE3 NPOCTArJIAHAHHOB H TPOMGOK-
cana [8]. UsBectnnl 2 usopopmsl LIOT: KOHCTHTYTHBHAS
(LIOT-1), oTBeTcTBeHHast 3a 6a30BBIH CHHTE3 MPOCTAHO-
uoB, ¥ uHAywHGeabHas (LIOT-2). Unaykuus nocienxes
OCYILECTBJISIETCS B OTBET Ha CTHMYJISILHIO SHAOTOKCHHA-
MH ¥ /WIH NPOBOCNAJHTENbHBIME LMTOKHHAMH. 3amyck
cuntesa LIOI-2 perynupyeTcst TpaHCKPHIUHOHHBIM (hakK-
ropoM NF-kB, KoTophlii y4acTByeT B aKTHBALMM TE€HOB
pasHBIX TPOBOCHAJIMTENHBIX LHUTOKHHOB, B TOM YHCJE
reHoB (aktopa Hekposa omyxosei o (PHO«w) u unTep-
nerikuHa (MJI)-1B. HenaBuue ucciieioBaHHs OKa3alH,
4TO NpoTHBOBOCHanuTenbHOe AelicTBre HIIBC cBsizaHo ¢
npenorBpaieHreM aktuBauuu NF-kB u, kax caenctsue,
HapyuleHHeM 3Kcrpeccud rexa st 1IOT-2 [9]. HIIBC
06/1alal0T BbIpaXKEHHBIM MPOTHBOBOCHAJUTENbHEIM JEH-
CTBHEM, OHAKO MX JJIMTEeJIbHOEe NMPHUMEHEHHE MOBBILIAeT
PHMCK Pa3BUTHSA MENTHYECKHX A3B XKeJyaKa, HehpOTHIECKOro
CHHJPOMa, OCTPOTO MHTEpCTHUHMAJbHOrO Hedputa [3].
OTH noboyHble 3 (EKTH SABJIAIOTCH CIEACTBHEM HHTHOU-
uuu [IOI-1, OTBETCTBEHHOH 3a CHHTE3 MPOTEKTHBHBIX
npocTariaHauHoB [2].

B nocnenHee BpeMst CO3aHbl CeIeKTHBHBIE HHTHOHTOPHI
LIOT'-2, He oka3blBalOLIHE TOOGOYHOrO AEHCTBHS Ha MOUKH
v xeaynok. K mnpenapartam 3TOH Tpynmbl OTHOCHTCS
HHUMeCYJIHA, 0OJajlaloNMi TaAKHM XK€ aHaJbre3HpyIoLnUM
¥ POTHBOBOCNAJIUTENbHLIM 3((HEKTOM, KaK U KJIaCCHUeCKHe
HIIBC [5]. ITomumo usbupatesnsHoro nogasaenus LIOT-2,
HUMECYJIMA 3allMllaeT TKaHH OT MOBPEXMAAIOIIEro new-
CTBHSI CBOGOAHBIX pajuKaioB u npoteas [4]. [Tono6Hoe
(hapMaKoJIOTHUECKOEe JIeHCTBHE OCOOEHHO MpPHBJIEKATENBHO
TpH JIeYeHHH XPOHHUYECKHX BOCHANHTEJBHBIX COCTOSIHHH,
TPH KOTOPLIX NpeobJafiaeT HHPUIbTPALHUS HEUTPOhHIaMH.
K Takoro pona 3aGosieBaHHSIM OTHOCATCSI, B YaCTHOCTH,
thopmer MB — Ts1)KeJs10ro ay ToCOMHO-PeLleCCHBHOTO Hac/Ie]l-
CTBEHHOro 3a60JieBaHus, TpoTeKalolne ¢ HHHEKIHOHHO-
BOCIAJIUTEJIbHBIM MOPaXKEHHEM GPOHXOJIETOYHOH CHCTEMBL.
Bosnbrele MB, Kak npaBuiio, CTPafaloT pelHaMBHPYIOLIHMU
pecnupaTOpHLIMH HH(EKLUHAMH, MPOTEKAIOIKMH B hopme
OPOHXHMTOB, OGPOHXHOJMTOB W NMHEeBMOHMH. Bocnanuress-
HBII mpoluecc B Jierkux 6GosbHoro MB xapakrepusyercs
OypHOH BOCHA/MTEJIbHOH peakuuel, cOmpoBOXAAIOLIeHCS
TIOBBILIEHHON MPOAYKLHEH IPOBOCIATUTEBHEIX LIHTOKHHOB
M BBIPa)KEHHOH HeHTPO(HIbHON HH(HIbTPALUEH.

Llesbio Hallero MCcieloBaHUsl ObIO H3y4YEeHHE Tepa-
MEeBTHYECKOr0 H MPOTHBOBOCIANHTENLHOrO 3 (heKTOB HH-
Mecysuaa y 6oabHbx MB.

Hccnenosanue nposoauiock y 15 GosbHbix (cpeauuit
Bo3pact 11,9 rona). lnarnos MB cTaBuiicst Ha OCHOBaHHH
NMOBBILLIEHHs] KOHLEHTpaluy xjaopuaos (>60 MM /a1) npu
NPOBENIEHHH TOTOBOH NMPOOLI U THIMUYHOH KIHHHYECKOH
KapTHHB. Bepuduxauus AuarHosa NmpoBOAHJACh NYTEM
oOHapyXeHHsI MyTauui B oboux amnensix reHa CFTR.
Ouenky Taxkux nokasaresneii PBJI, kak dopcupoBaHHas
)Ku3HeHHasi eMKocTb Jierkux (PXKEJI) u o6bem opeu-
poBanHoro Bhioxa 3a 1 ¢ (O®B)), npoBoaMIM Ha OCHOBE

JIOJDKHBIX BeJqMuMH. Jlns uccienoBanust ObLIH OTOOGPaHbI
6onbHBle MB crapure 5 sert, umeroue OIKEJI u OPB,
>40%. Y4uHTHIBasi BO3MOXHbIE OCJIOXKHEHHS CO CTOPOHBI
XKeJYJIOYHO-KHIIEYHOro TpaKTa, B IPYNNy He BKJIOYAIH
AeTel ¢ UMPPO30M IeYeHH, aKTHBHBIM TeNaTHTOM, 13BEH-
HOH 6OJIe3HBIO, 9PO3UBHBIM IaCTPUTOM M 330(harutom. B
COOTBETCTBHH ¢ mNokasarteasMd PBJ] GosbHble GBUIH
pa3OHTHl Ha 2 rpynmbl: rpymnna A — GOJIbHBIE CO CHHXKEH-
HOH pyHkumed Jerkux (PIKEJ u OPB<70%) u rpynna
B — OGosbHbIE C OTHOCHTENBHO COXPAHHOH (YHKUHEH
nerkux (PXKEJI u OPB;>70%). IMomumo GasucHOI
Tepanuu (MUKpochepHuecKue NaHKpeaTHueckue (hepMeH-
Thl, MYKOJHUTHKH, OPOHXOJHTHKH, aHTHOHOTHKH NPH 060-
CTpeHHH GPOHXOJIETOUHOTO MpoLecca), 6oMbHbIE eXKeHEBHO
nostydasin HuMecyaua B fpose 3 mr/xr (cyTounas nosa
flenusach Ha 2 npuema). MccieioBaHusl TPOBOAHMJIH B
TeyeHue 6 Mec 10 Havyasa mpHeMa npenapara u crycrts 3
u 6 Mec mocJsie HasHauYeHHUs! penapaTa. Y GOMbHBIX HCclle-
noBasu nokasatenn PBJI, a Takke coGHpalH MOKPOTY H
Gpamy KpoBb M3 BeHbl. B JKHAKOH (hpakumu MOKpPOTHI
HCC/IeloBAIH aKTHBHOCTh HEHTPOHJILHON 3/1acTasbl, a Tak-
xe coziepkanre PHOo u UJI-8. O cucremHoM addexre
HHUMECYJIH/Ia CYIHIIH 110 U3MeHeHHUIo KoHueHTpauui PHOo
B IJIa3Me, a TaKXKe 0 KOJHYECTBY aKTHBHUPOBAHHbLIX JIHM-
(houuToB B neprdepuyecKoi KpOBH, MJIsi YEro OLeHHBAJIM
YYBCTBHTEJbHOCTD KJIETOK K aHTHIPOJH(EepaTHBHOMY AeH-
CTBHIO TJIIOKOKOPTHKOMAOB. C 3TOH LENBbIO JHM(OLKMTEH,
BhIJIeJIEHHBIE H3 NepH(epHYECKOH KPOBH, CTHMYJIHPOBAJIH
¢buTOreMarrJIIOTHHHHOM ¥ HHKYOHPOBAJM B MPHCYTCTBHH
Pa3JHYHbIX KOHIEHTpPAUMH AeKcameTa3oHa. MHTeHCHB-
HOCTb NpoJiHepaTHBHOrO OTBETA OLEHHBAJIH IO BKJIOYE-
HuIo "H-THMHAKHA. Pe3ynbTaThl BhlpaXkajid B BHIE BeJH-
ynnst Ah [1,7]. TTonoxuTtenbuble sHauenus Ah cBueTe N b-
CTBYIOT O BHICOKOH CTEMEeHH PEe3HCTEHTHOCTH JHUM(OLHTOB
K JIEHCTBHIO IVIIOKOKOPTHKOMOB, T.€. O HAJHYHH 3HAYH-
TEJIbHOrO KOJHMYECTBA AKTHBHPOBAHHBIX KJETOK Cpeau
JumounToB nepudepruueckoi kpoeu. Uepes 6 mec Tepa-
NHH HUMECYJIH/IOM IPOBOAHJICS aHKETHBIH onpoc 60Jib-
HeIX MB 1 ux pomureneit 06 ahpekTHBHOCTH U Gesonac-
HOCTH MpHMeHeHHs npenapaTa. CTaTHCTHUECKHH aHaINu3
TMOJIYYeHHBIX Pe3yJbTaTOB MPOBOAUJICS C MIOMOLILIO Hema-
pameTpHueckoro kputepust Buikokcona. Hacrosiiee uc-
cJieNoBaHKe NMPOBEJIEHO ¢ Of00PEHHST DTHUECKOH KOMHCCHH
npu Pecny6/aHKaHCKOH JETCKOH KIHHHYECKOH GOJIbHHIE
(Mocksa).

Muenus ponuteseit 06 3h(HeKTHBHOCTH MPHMEHEHHS
HUMeCYJIH[a pacrpefieJHIuch caeayomuM obpasom: 11
cudTany npenapar 3pdekTuBHbIM, 1 — HeahHeKTHBHBIM
1 3 3aTPYAHHJIHUCH JaTh ONpeleNIeHHbIH OTBET. B TeueHue
TNOJIYrOJIOBOrO NMEPHOMa, MpPEeAIeCTBOBABUIErO Ha3Haue-
HHIO HHMeCYJH/a, GOJLIIHHCTBO MalMeHTOB AEMOHCTPH-
poBaJIM YCTOHYHBOE CHHXKeHHe rokasartejed ODPB; u
@®XKEJI. Konrposs PBJI, nmpoBeneHHbl yepes 6 mec
rocJie HayaJia peryJisipHoro rnpuema npernapara, rokasal,
4TO IPOrpecCHpoBaHHE JIEFOYHOIO Mpolecca 3aMejiH-
J0Ch. DTO OCOGEHHO 3aMeTHO B rpymnme A, rae orpuua-
TesibHas AMHaMuKa nokasarened OPB| u OXKEJI cmenn-
Jachb Ha IoJIoXKHTeJbHYylo. B rpynne B MoXHO Gblio
HabJo/laTh aHANIOTHYHbIE H3MEHEHHS!, OJIHAKO MOJyYEHHbIe
pasiuuus OblJIH CTaTHCTHYECKH He3Hauumbl (puc.l).
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Puc.1. MNokasarenu ®B/ 3a 6 mec no 1 Yepes 6 mec nocne Havana npuema
HUMecynuaa.

a — OB®y: py »=0,06; p3 4=0,28; 6 — DXEN: py 5=0,006; p 4=0,42.

CBHIETENILCTBOM MECTHOTO NMPOTHBOBOCHAIHTENbHOTO
ahdeKTa HHUMeCYJHAa SBJASeTCS 3HauHMOe CHHXEeHHe
conepxxauusi PHOo B MoKkpoTe GOJBHBIX Ipynnel A, B
TeyeHHe 3 MeC peryJisipHO MOJy4aBIIMX 3TOT Mpenapar
(puc.2). B MoKpoTe GO/IBHBIX OTMEUYEHbI TaKXe 3aMeTHbIE
HHAMBHAYyaJbHBIE KosieGaHus conepxkanust MJI-8, onHako
Tepanust HHIMEeCYJIHIa He oKasbiBajla CyLIeCTBEHHOTO BJIHS-
HHSl Ha KOHIEHTPALHIO 3TOr0 LHTOKHHA.

Jlo Hauasa Je4yeHHs] aKTHBHOCTb 3J1aCTasbl B MOKpOTe
OOJIBHEIX OOeWX IpyMN CTATHCTHYECKH He pasjidvaliack.
OnHako nocJjie Kypca HUMeCYJHAa y GOJbHBIX rpynnsl A
OTMEeYaJIoCh XapaKTepHOe MOBHIIIEHHE aKTHBHOCTH HEHT-
poduibHON 3aactasel (puc.3). B To e Bpems y Bcex
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Puc.2. Konuentpauus ®HOx 8 mokpoTe 6onbHbix MB B npouecce nevexus
HUMECYNUAOM.

ToMKM COOTBETCTBYIOT OTAENLHLIM HAONIOAEHUAM. MOPU3OHTaNbHBIMKU NMHUAMK 0603Ha-
“eHbl Meauans!; Py »=0,05.
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Puc.3. AKTUBHOCTb HEHTPOUNLHOM 3nacTassl B 06pasuax MoKpOTbl GONbHBIX
MB, neueHHbIx HuUMecynuaoM (pg,5=0,06; pg,6=0,01; pg 6=0,002).

6GOJIbHBIX, KOTOpble MPUHUMAaNH HUMecCyJauz 6osiee Mody-
rojia, 3TOT MoKa3aTesb 0OHAPYKHUBAJ BEIPAXKEHHYIO TEH-
JIeHIMIO K cHmXeHHIo (puc.4).

OpHuM M3 TNoKasaTesled CHCTEMHOro NeHCTBHS HHMe-
cymuaa siBasieTcss uaMeHeHwe KoHueHTpauun PHOo B
nyasme nepudepuyeckoi KposH. Kax BHAHO W3 TabJHLbL,
y GONBHBIX Tpynmsl A mpocieXHBaeTCsl TEHAEHUHMS K
CHHXXEHHMIO YPOBHS 3TOTO LIMTOKHHA, OJJHAKO 3TH H3MEHe-
HUSl cTaTHCTHYecKH He sHauuMmbl (p=0,076). B 1o xe
BpeMsi ToJbKO y 1 U3 7 GosbHBIX HAGJI0AAJIOCH MOBBILIE-
Hue ypoBHs PHOo.. Bo3aMoxHO, B 3TOM Cilyyae Mbl HMeeM
JeJI0 C OCOOBIM THIIOM peakUHH HMMYHHOH CHCTEMb
GOJMIBHOTO Ha HUMeCYJHJ, 06yCJOBJIEHHOH MOJABJIEHHEM
nponykuuu IT'Es. B pesyabrate npopykunss ®HOw 6y-
JIET YCHJIHBATbCS [IOT. [Tocsie uckoueHHs1 3TOro GoJb-
HOTO M3 aHasM3a cHHXeHHe cofepxxanus PHOw B kpoBH
GosbHBIX Ipynnbel B npuo6peTraeT BHICOKYIO CTENeHb 3Ha-
yumocTH (cM. Tabauiy).

Ente oHHM Ba)XXHEIM CBHAETENBCTBOM CHCTEMHOTO 3¢h-
(hexTa HUMeCyJH/Ja SIBJSETCS MOBBILIEHHE YYBCTBUTE/b-

AKTHBHOCTb 9/18CTa3H,

4501 en/mr Genka
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Puc.4. Peaynbtatel gnutensHoro Habniopexus (Gonee 6 mec) 3a uame-
HEHUSIMU aKTUBHOCTU HEMTPOPUNLHOA 3nacTasbl 8 MOkpoTe BonbHbix MB,
noNy4aBLnMX HUIMECYNNA,

Kpusbie cooTeercTayioT onpeaeneHHoMy 60nLHOMY.
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Bonee YyBCTBUTENbLHLE
(noxoswmnecs) nuMdouuTsl

Bonee pe3aucTeHTHLE
(aKTMBMPOBAHHBIE) AUMOUNTH

Yepea 6 mec

[ Ao nauana nevenus [Z] Yepes 3 mec

Puc.5. YyscTBUTENbHOCTE NMMMGBOUMTOB nNepudepuyeckon KpoBU K aHTu-
nponudepaTBHOMY AeACTBMIO iekcameTasoHa y 6onbHbix MB. Peaynbrartel
npeacTasneHsl B BUAE CPEAHNUX 3HAUEHUIA BennuuHbl Ah. Bee 6onbHbie Gbinu
paszeneHbl Ha 2 NOArpynnbl B COOTBETCTBMM C BENNYUHON WCXOAHOrO
nokasarens Ah; pg 6=0,045.

HOCTH JIHM(OLMUTOB NepHdepHuecKod KPOBH K aHTHIPO-
AH(epaTHBHOMY JISHCTBHIO MMIIOKOKOPTHKOHIOB (pHc.5).

Yayumenue nokasateieit PBJI y GosbHBIX rpynns A
COMPOBOXKAAJNOCH 3aMETHHIMH H3MEHEeHHsIMH JlabopaTop-
HBIX M1apaMETPOB, XapaKTepH3YIOLIMX TeYEHHE BOCIMAJIH-
TeNbHOTO Tpouecca in situ, — KoHuentpauxun PHOo u
aKTHBHOCTH HeHTpoduibHOH 3jacrtasbl. Ilpu stom Ha-
6aiofiaiach, Ha TepBbIH B3IV, MapajiokcalbHasi KapTHHa,
Korfa Ha ¢ouxe cHuxenus ypopHs P®HOo. nporcxomut
3HauMMOoe TOBLIILEeHHe TPOTeasHoH akTHBHOCTH. CrienyeT
JlyMaTh, YTO HHTEHCHBHAs IPOTHBOBOCTIANUTE bHAS U / HlH
aHTHOaKTepHa/bHasl Tepanusl MOJAaBJseT MPOAYKLMIO MPo-
BOCTIAJIMTENIbHBIX LIUTOKHHOB, CJIyXKaIlKX (pakTopaMu BbI-
YKHBaHHS ISl HEHTPOHJIBHBIX JIeHKoUHTOB. Takum o6pasoM,
TNOBBILLIEHHE aKTHBHOCTH 3JIacTa3hl fBJISETCS, [10 HalleMy
MHEHHIO, pe3yJbTaTOM MaccoBOH rHOesH HEeHTPO(HIIOB,

B aJITHHATHOH muieHKe (6HoduibMe), SBISIOUENACS TPOLYK-
TOM JKH3HENEeATENLHOCTH CHHErHOHHOM nasouku (Pseudo-
monas aeruginosa), KOJOHU3UPYIOLIEHCS HA SMHUTEJHH
6pOHXOB Y BCeX GOJbHBIX rpynmbl A. AHanoru4Has Kap-
THHa HabJofajsack HaMH U paHee. Tak, aHTHOHOTHKOTe-
panusi 060CTpeHHH GpPOHXOJIeroyHoro mnpouecca y 6oJib-
HeIX MB ¢ juiMTesibHOM mepcucTeHuMed P. aeruginosa
NPUBOAM/IA K 3aMETHOMY MOBHIIIEHHIO aAKTHBHOCTH 3J1ac-
Tassl B MOKPOTe Ha (hOHe BBIPAaXKEHHOTO KJIMHHYECKOro
YJIydLlIeHHs] fl 7). nuTessHoe HabuojieHKe 3a GOJBHBIMH
(6omee momyrona) mokasalo, YTO TOBHILIEHHE aKTHBHOCTH
3/1aCTa3bl HOCHT TPaH3HTOPHBIH XapakTep (cm.puc.4), uto
BIIOJIHE YKJa[blBAaeTCsl B HAllW MpeACTaBJeHHs O Xapak-
Tepe 3Toro (heHoMeHa.

HecmoTpss Ha TO 4TO Bce OOJIbHBIE 0OCJEN0BANHCh
HAaMH B MIEPHOJ| KJIHHHYECKOH PeMHCCHH, Koria GoJibliast
yacTh MPHU3HAKOB, YKA3bIBAIOLIMX HAa Ha/lH4He BOCIHAJIH-
TEJILHOTO TpoLecca, ClaGoBbIpaXKeHbl HIIH BOOOILE OTCYT-
CTBYIOT, HaM yJaJiochb OGHApY>KHTh CHCTEMHBIH POTHBO-
BOCHAJNUTENbHBIH 3(dekT HuMecyauaa. MHTeHCHBHOCTD
npolecca BocnajleHus!, MPOTEKAIoIero B JIOKajbHOM 04Ya-
re, MOXXHO OLIEHUTh MyTeM H3MePEeHHS YYBCTBUTENbHOCTH
JUMPOLHUTOB MeprepHyecKoi KPOBH K aHTHIPOJHdepa-
THBHOMY JIEHCTBHIO IVIIOKOKOPTHKOHAHBIX ropmoHoB [1,6,7].
H3BecTHO, UTO JAeKcaMeTasoH TopMo3uT cuHTe3 MPHK
aas W2, Y aumdouuToB, aKTHBHPOBAaHHBIX B ouare
Bocrianenus, MPHK nns WJI-2 yxe cuHTesnpoBaHa H
KJIETKH, TaKHM 00pa3oM, CTAHOBATCH PE3UCTEHTHHIMH K
AHTHNPOJH(EPATHBHOMY NEHCTBHIO TIIOKOKOPTHKOH/IOB.
[IpuBeneHHbIE JaHHBIE MOKA3bIBAIOT, YTO JIEUEHHE HHUME-
cymunom GosbHBIX MB, MHMGOLKMTE KOTOPHIX PE3HCTEH-
THBl K aHTHIPOJIH(EepaTHBHOMY AEHCTBHIO JeKcaMeTaso-
Ha (Ah>0), npHBOAMT K 3HAUHMOMY NMOBBILIEHHIO YYBCTBH-
TeNBHOCTH KeToK (cM.pHc.4). DTH pe3ysbTaTsl yKa3biBa-
10T Ha TMO3WTHBHBIE M3MEHEHHS] B oyare BOCHAJIEHHS B
aerkux. CieflyeT HMeTb B BHJly, UTO HMEHHO 3TOT oyar

Tabnuuya
MameHeHue KoHueHTpauun ®HOw (Hr/mn) B nnasme 6onbHbix MB B npouecce nevyeHus HUMeCynmaom
Mpynna A Mpynna B
he A0 NeYeHn yepes 3 mec vyepes 6 mec & RO NeveHua yepes 3 mec yepes 6 mec
GonbHOro GonbHOro
1 1,44 0,46 0,36
2 1,20 0,57 0,57
3 217 0,71 1,08
4 : (0 43 0,28

6 0,98
T 0,86 0,97 0,76
M+m 1,22+0,53 0,85+0,52 0,87%0,42 Mzm 1,39+1,14 1,49+0,91 1,42+1,04
1,34+0,46" 0,67+0,22" 0,67+0,33*
p 0,20 0,11 P 0,88 0,97
0,009* 0,02*

MpwumeyaHue. BonbHble, 06HapyxvBLKe nosbiueHne yposHa GHO B xoae NeveHnsi HUMECYNNAOM, BbiAENEHbI CepPbIM;
* — 3HayeHus, Nony4eHHbIe nocne ucknioyeHus 6onbHoro Ne 5 (cM. TekeT).
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SIBJISIETCS] TJIABHBIM HCTOYHMKOM AKTHBHPOBAHHBIX JIHM-
¢ounros. Cunxxenne konuentpaunn PHOw B nepudepu-
YecKOH KPOBH TaKXe OTpaX{aeT CHCTEMHBIH MPOTHBOBOC-
NaJMTeJbHBEIH 3((HEeKT TepanHu HUMECYJIHIOM.

B b1 B O 11 BI

1. Perynsipusiit npueM HuMecyaupaa GosbHEIMH MB co-
TNPOBOXKAAETCS 3aMeJl/IeHHeM INPOrpecCHpOBaHUsI Xpo-
HHYecKoro 6pOHXOJIErOYHOrO Mpolecca.

2. HccnenoBanue MapKepoB BOCHAJIEHHS O3BOJISIET 06-
HapYXHTb KaK CHCTEeMHbIH, TaK H MECTHBIH MPOTHBO-
BOCHAJMHTEJIbHBIH 3 (eKT HUMEeCYJIHAA.

3. Yayuumenue (yHKUHH JETKHX MOXKET COMPOBOXIAThCS
CYIIECTBEHHBIM MOBHIIEHHEM aKTHBHOCTH 3JIaCTasbl
B MOKpPOTE, OJHAKO TaKoe NOBLILIEHHE HMeeT, Kak
MPaBHJIO, TPAH3HTOPHBIH XapaKTep.
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KPOBOTEYEHMA U3 BEPXHUX OTIENOB ITUIIIEBAPUTEJIBHOI'O
TPAKTA Y BOJIbHBIX MYKOBHCIIMI030M, OCJIO)KHEHHBIM
IIUPPO3OM NNEYEHHU U ITOPTAJIbHOM T'MITEPTEH3UEN

Orenenne Mukpoxupypriu cocynon PIIKB;
Ornen MeannmHcKoit reHetukn PAMH, Mocksa

BLEEDING FROM THE GASTROINTESTINAL TRACT IN CYSTIC FIBROSIS PATIENTS WITH LIVER CIRRHOSIS
AND PORTAL HYPERTENSION

M.N.Sukhov, N.l.Kapranov, N.Yu.Kashirskaya, A.V.Drozdov, A.V.Kobiatsky,
S.Yu.Semykin, T.Yu.Kapustina

Summary

From 455 Cystic Fibrosis patients 10.2% has liver cirrhosis. In Russia we were the first to introduce surgical
means of treatment for portal hypertension in CF patients with liver cirrhosis. Sclerotherapy and portal venous
shunting are used if variceal haemorrhage occurs. It was shown that all of them were palliative manipulations:
portocaval shunts provided good control of portal hypertension but intensified liver failure, sclerotherapy did not
prevent a recurrence of bleeding. In the future liver transplantation will be introduced for Cystic Fibrosis patients

in Russia.

Pesiome

M3 455 aktueHO Habniopaemblx GONbHBIX MyKOBUCUMAO3OM LMPPO3 NEYeHu AvardoctuposaH y 10,2%.
OCHOBHOM NPUYMHON, BbI3bIBAIOLEH HEOBXOAUMOCTL aKTUBHOrO 3HAOCKONMYECKOro-UAu XUPYPruyeckoro sme-
waTenscTea y IeTein C MyKOBUCLIMA030M, OCNIOXHEHHBIM LIMPPO3OM NEYEHY 1 CUHAPOMOM MOPTANLHOMN runNepTeHauu,
06bIMHO ABNKETCH NULLEBOAHO-XENYA0YHOE KPOBOTEYEHUE UNU yrposa ero BO3HUKHOBEHUs1. ABTOpaMu nokasaHo,
HTO BCE UCMONL3YEeMbIe METOAbI — LUYHTUPYIOLUME Onepaumuu unmn CKNeposupoBaHne — SBNAI0TCS NanfuaTMBHbIMM.
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