[lnarHoCTnKa
3a001eBaHUIM Nerknx

BAJ1 - 6poHX0-anbBEOSNIAPHDIV NaBaXK
A - nedeH3nHbI

JINC - nunononucaxapug
MB - mykoBuCLIA03

ELF - BbiCTMRaOWNA SNUTENNIN

Obixaemble exe0HesHO Yenosekom 11-15°000 numpos 8030yxa codepxam Mupuadsl NOMeHYUAabHbIX namoze-

HO8, pa3HoobpasHvle 3azpA3HAIUUE 8ewecmad U NOMeHYuaabHble CMmuMyIamopsl 8ocnaneHus. B Hopmane-

HblX 300p08bIX J1e2KUX KUOKOCMb 8bICMUIAIOUWE20 3nUmesius cooepXxum pasHoobpasHvle 6esku u nenmuobl

8pOX0eHHOU UMMYHHOU cucmembl, obecneyusaroujue 3gpchekmusHyro aHMUMUKPOGHYI0 3aujumy. Smu 3aujum-
Hble 6esiKu umetom aHmubakmepuasnsbHele, GHMUBUPYCHeble U 8 pAde C/lyddes, 0axe aHmuzpubkossle ceoticmed. Cnekmp
AHMUMUKPOGHbIX 3¢hgheKmos makux coeduHeHul 00CMAamoYHO WUpPOK (om UH2ubUposaHusa 06pazosaHus 6UONIEHOK
00 npedomepauyeHus peniukayuu supycos). Kpome mozo, 3mu nenmu0sl U 6e/IKu U2parom 8axxHyo UMMYHOMOOYIUPYIO-
wyto postb. OHU Makxxe 808s1e4eHbl 8 BaXHeliuue NPoYeccel, makue KaKk 0NCOHU3ayus, obnezyarouds pazoyumos 6akme-
puli u 8UPYCco8 MAakpopazamu u MOHOUUMAamu. 3mu CoeOUHEHUS Mo2ym 8bICmyname 8 posiu Meouamopos 80CNAsieHus
U CNOCOBHbI c8A3bI8aMb 6akmMepuasibHble SHOOMOKCUHbI U CPG-momusbl. OHU MO2ym makxxe 8/1usMb HA SKCNPeccuto Mo-
JeKys1 adze3uu u 061a0ams AHMUOKCUOAGHMHOU U aHmunpomeasHoli akmugHOCMbHo.

Y NauMeHToB C XPOHUYECKON 6POHXONEroYHON NaTo-
norven obHapyXMBaeTCA YrHeTeHWE aHTUOKCUAAHTHOW
cucTembl Ha GpoHe aKTMBaLMU MEePEKNCHOTO OKUCIeHNA
NUNVAOB NPOMNOPLIMOHANBbHO TAXKECTN NaTONOrMyYeCcKoro
npouecca. OfHoBpeMeHHO Y 60NbHbIX HAabloaloTCA on-
peneneHHble N3MeHeHWs MNUAHOro 06MeHa, NPOosABNS-
olMecs yBenMyeHreM cofepaHusa [B-nmnonpotenios
1 runepxonectepuHemueit. Takxe o6HapyXeHbl NpsAMble
KOPpPenALMOHHbIE B3aUMOOTHOLLEHUS MeXay NpoayKTa-
MU NEPEKNCHOro OKUCIEHNA NUNULOB C HaNMyMem ocT-
podazoBbix 6ENKOB 1 BMOreHHbIMU aMUHaMM.

AHTVOKCUIAHTHaA CUCTEMa HaxoAnUTCA C 6UOreHHbl-
MW aMMHamMy B 0OPaTHOW 3aBUCMMOCTU. DTO NMPUBOAMUT,
C O[JHOW CTOPOHbI, K YTHETEHWNIO BbIPAaXXEHHOCTU MMYH-
HbIX, OCOOGEHHO KNETOUHbIX peakuuii, aucbanaHcy pe-
rynATOPHbIX CyO6nonynauuii, C Apyroi — K NpoBoKaLum
pa3BuUTUA anneprun, ¢ Tpetbel — K GYHKUMOHANbHBIM 1

[eCTPYKTUBHbBIM M3MEHEHUAM K/eTOK GpOHX0NeroyHonm
N PYrux CMCTEM OPraHM3Ma, C YeTBEPTOM — K pacCcTpoiC-
TBaM TECHO CBA3aHHOW C UMMYHHOW HENPOSHAOKPUHHON
perynaumm romeocTasa.

Memiarope  (XemorakcHdeckune Anrunvikpobuere
BOCHATCHHA |[MeXHATOPEL BelecTEa
e —— LL-3T/CAP-18 me¢e@mon:  maduoc
XENTOKHHET b-me ermnmz LL3T/CAP-18  ramsnporermoc
o boch A2
0 oty deppoc  SP-A, SP-D
SLPI ABH0HETR METTIHIET

Ponb 3nuTenusa gbixaTenbHbIX NyTell B 3aliMUTe OpraHn3ma
ot nHdekumii (no Bals, Hiemstra, 2004)
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CprK'rypa, aHTIIIMIIIKpOﬁHaﬂ n nMMyHomMoAaynupylouwasa akTUBHOCTb aHTI/IMI/IKpOGHbIX 6enkoB n nen'mn,os'

MynbmoHapHbIN AHTUMMNKpOGHasa WmmyHomopaynupylowasn
Benok CTpykTypa NCTOYHUK aKTUBHOCTb aKTMBHOCTb U Aip. CBONCTBA
JNaktodeppuH  KenesocsAsbiBato- BropuuHble cneuyu- BaktepuuymnaHas, 6aktepu- CeasbiBaeT JINC v MoXeT npegoTspa-
LLWIA FIMKONPOTENH, dunyeckue rpaHynbl ocTaTMyecKan akTUBHOCTb, LaThb CenTnyeckui Wwok. CAsbiBaeT
80 kfa HeTpodunoB, 3nu- MHrMbrpoBaHue obpazoBaHua  CPG-MOTVBbI. AHTUOKCMAAHT. [poKo-
TeNnanbHble KNeTkn 6uonneHok, aHTUrpnbKoBas, arynaHT. CTuMynupyeT rpaHysonoas.
NOACAN3NCTON aHTMNapasuTapHasa 1 aHTUBM- AHTHONYyX0NeBan akTMBHOCTb
PYCHaA aKTUBHOCTb
SLPI He rnukosunupoBaH-  Makpodaru, anuTe- BaktepuuymnaHas, 6aktepmoc- CunbHbIN MHTMOUTOP NpoTeas
Hblld 6enok, 11,7 kfla  nnanbHble KNeTku, TaThyeckas, aHTUBMPYCHaA (anacTasa HeMTPOPUNOB, KaTeNncuH
HeTpodubl AKTUBHOCT G, TPUNCUH, XMIMOTPUMNCKH, XUMa3bl).
MHrnbmpyet JINC-nHAayLMpoBaHHYto
NF-kB akTuBauuio. ATTeHyvpyeT nynb-
MOHapPHblIii PeKPYTUHT HEeTPOGUIOB B
Mopensax cencuca. Yxyawaet LTA n JINC
MHAYLIMPOBaHHYIO SKCMPeCcuio npo-
BOCNaNNUTENbHbIX FEHOB B MOHOLMTaX
1 MaKpodarax.
Jnzounm DepwmeHT, 14 k[la BTopuyHble cneum- BakTepuumaHas, 6aktepuocta-  HeT cBefieHwii
dunyeckue rpaHynbl TUYecKan akTUBHOCTb
HeiTpodunos, snu-
TeNnnanbHble KNeTkn
NOACAN3NCTON
LedeH3nHbl Mentugpl, 3-5 kMa A3ypodunbHbie BakTepuumaHas, 6aktepuoc- MwuToreHHas akTMBHOCTb. XeMoaT-
rpaHy/bl HENTPOPUIOB  TaTUUeCKas akKTUBHOCTb. AHTU-  TpaKTaHTbl. CTUMYNALUA aKTUBaLMK 1
1 anuUTennanbHble rpubKoBas, aHTUNapasuTapHas  AerpaHynALmumn TyYHbIX KneTok. CTumy-
KNeTKU Nerknx 1 @aHTUBMPYCHAsA aKTUBHOCTb. NALNA 1 BbICBOOOXKAEHNE XeMOKNHOB
HeTPOdUNOB U MOHOLMTOB. YyacT-
BYIOT B 3MUTENManbHOIi penapaumm
nerkux nyTem ycuneHua nponudepa-
LMW 3NUTENNANbHBIX KNETOK.
LL-37 Mentua, Tpebytowmii  BTopuyHble cneuyu- BakTepuumaHas, 6aktepu- CHwxaet cnHTe3 TNF-a makpodaramu,
NPOTEONINTNYECKOTO  pUYECKMe rpaHy bl ocTaTUyecKas akTUBHOCTb. cTmynupoBaHHbiMK JITNC, n MoxeT
BO3AENCTBYA ANA HenTpoduNoB, 3nn- AHTUIPUOKOBAA U aHTUBMPYC-  OTBEYaTb 33 MUrPaLMIO KIETOK UM-
BbICBOOOXKAEHUA TeNnnanbHble KNeTkn HaA akTUBHOCTb. MYHHOIi CUCTEMbI B CaiiTbl BOCManeHus
GyHKLMOHaNbHO NOACAN3NCTON 1 UHeKumu. Perynauna skcnpeccum
3pesnoro aHTMMUK- XEMOKWHOB HelTpodunamm n Mak-
po6Horo nentuaa podaramu. Moaynmpyet skcnpeccuio
LIMTOKMHOB. Perynauuna aHruorexesa.
BPI Benok, 55 klla lMepBUYHbIE FpaHynbl BakTepuumaHas, 6aktepuoc- MHrnéuposaHue CD14-3aBucrmoii
HeiTpodunos TaThyeckasa akTUBHOCTb. [leiic-  aKTMBaLM KNEeTOK SHAOTOKCMHA-
TBYET KaK OMCOHUH, ycunmBaetT  Mu. VIHrMbupoBaHue aHrmoreHesa.
HeTPodUNbHbIN GparoumnTos. OnCoHUH.
KonnektuHbl:  JIumonpoTenmHOBbIN MHeBmouwTb Il TG, KntoueBble oncoHmHbI, obner- O6a 6ernka (SP-A v -D) moryT moaynu-
cypdaKkTaHTbl  KOMMIeKC Knetkn Knapa valowye dparountos baktepuit poBaTb GYHKLMM NeNKOLNTOB
AunD (SP-An 1 BUpycoB. bakTepuuymnaHan,
SP-D) 6aKTepuocTaTnyeckas
AKTUBHOCTb. AHTUTPUOKOBaA 1
aHTUBMPYCHaA aKTUBHOCTb.
Jlakto-nepok- ~ MepmeHT dnuTenuii AbixaTesnb- BaktepuumnaHas, aHTUrpun6-

cnpasa HbIX MyTen KOBas 1 aHTUBMPYCHasA
aKTUBHOCTb
CCL20 XeMOKMH CO CTPYKTY-  DMUTENuii AblxaTeNlb- BbakTepuumaHan akTBHOCTb CrumynupyeT murauuio B-knetok,

poi, cxogHoii ¢ HBD
(B-nedeH3nHamm
yenoBeKa)

(no Rogan et al., 2006 ¢ gononHeHNAMM)
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HbIX NyTen

NPOTUB rPamMOTPULIATENbHBIX
6akTepnii

He3pesibiX AeHOPUTHbIX KNeTOK 1 nony-
nagmun T—ﬂl/lMd)OLlI/ITOB namAaTun

° Cm. rnaBy
«IHOOreHHble
AHTUMMKPOOHbIE
nenTuabl v 6enKkm»,
cTp. 367
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JNakTodeppuH (Lf)

AHTUMUKPOOHaA M MMMYHOMOAYNMPYIOLWAn aKTUB-
HoCTb Lf cxemaTtruecku npefcTaBneHa Ha pucyHke. boiio
NMoKasaHo, Uto 6poHxo-anbBeonApHbIi nasax (BAJT) na-
LIMEHTOB C KUCTO3HbIM GUOPO30OM NPV HAIMUMKN aKTUB-
HOV UHbEeKUMN Pseudomonds COOEPKUT 3HaUUTENbHO
MeHble Lf, yem BAJT Taknx 60nbHbIX 6€3 aKTUBHOWN WH-
dekuyun Pseudomonas. Takoe cHUKeHue ypoBHs Lf npu-
BOAWT K YXYALIEHUIO CMOCOBHOCTM NpeaoTBpaLlate 06-
pa3zoBaHue Pseudomonas 61onneHoK.

MynbTndyHKUMOHaNbHbIe CBOCTBa NakTopeppuHa
(no Rogan et al,, 2006)

*HIV‘ oMV Candida
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STUTEII
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CeKpeTopHbIi NHIMGUTOP NpoTeasbl
nenxkouutos (SLPI)

SLPI akcnpeccupyeTca Makpodaramu, HeliTpodurna-
MU 1 3NUTeNIMeM CNM3ncTbiX. Hapagy ¢ naktopepprHom
1 nusoummom, SLPI asnaetca oaHum 13 Hanbonee Bax-
HbIX 6eJIKOB CMCTEMbI BPOXKAEHHOW MMYHHOW 3alyMTbl
B PecnMpaTtopHbIX CceKkpeTax. 3HaunTenbHOe cofepXa-
Hue SLPI MoxHO 06HapyxunTb B BAJT 1 B Ha3anbHbIX CeK-
peTtax. C-TepMuHanbHbIn gomeH SLPl obnagaet coic-
TBaMW UHrMOGMTOPa CEpPUHOBbLIX NpoTenHas. OH urpaet
Ba)KHYIO MPOTEKTOPHYIO POJb NPOTUB 3NacTasbl, BbICBO-
6oxpatolenica B calnTax MHPEKLUMOHHOro BOCMaseHus
npu perpaHynauumn Hentpodunos. SLPI Takxe wnHru-
6upyeT KatencrH G. B gononHeHne K aHTMNPOTEa3HoM
aKTUBHOCTY, SLPI umeeT BaxkHble aHTMOAKTEpPUANbHbIE,
AHTUBMPYCHbIE Y aHTUBOCNANUTENbHbIE CBONCTBA.

SLPI uyBcTBUTENEH K NpOTea3aM. Paclwenutb 1 nHa-
KTuBMposaTtb SLPI moryT KaTencuHbl B, L n S. AHanu3
06pasuUoB Xugkoctu BbicTunatowero snutenua (ELF),
NOJyYeHHbIX OT MALMEHTOB C SMPU3EMO BbIABUIT B HAX
NPUCYTCTBME aKTUBHOIO KaTencmHa L n pacwenneHHo-
ro SLPI. bbino nokasaHo, YTO CEpPUHOBbIE U LUCTENHO-
Bble nNpoTeasbl, Npogyunpyemble nNpu acTme, rae B Ka-
yecTBe ajsiepreHa BbICTynaeT Knew, AOMaLIHeN MNbliu,
pacwennaT SLPl n moryT yBennumsatb BOCIPUMMYN-
BOCTb K MUHOEKLUMAM Y 3TUX NaLMEHTOB.

AedeHsuHbl (AP)

Hanbonee BaxHble cBoncTBa [ npuBepeHbl B
Tabnuue. MoBblweHHbIN ypoBeHb HNP1-3 06Hapyxu-
BaeTCA y NauMeHTOB, CTpafalolmxX pas3nnyHbIMA BOC-
nanuTenbHbIMK 3aboneBaHUAMYN NErKUX (MHEBMOHUS,
KNCTO3HbIN $pMOPO3, NaHOPOHXMONNT, OCTPbIA pecnu-
PaTOPHbIN ANCTPECC CUHAPOM, XPOHUYECKUI BPOHXNT,
nanonaTMyecknin nybMoHapHbln Gpubpo3s). MokasaHo,
yto a-[1¢ yuyacTByiOT B naTtoreHese 3Tux 3abonesaHui.
OnpepeneHune KoHueHTpauuy HNP1-3 y nogo6HbIx na-
LMEHTOB MOXeT ObITb MOJSIe3HbIM UHCTPYMEHTOM Ans
OLIEHKU TSXECTU N aKTUBHOCTU 3abonesaHua. HNP1-3
MOTYT UrpaTb BaXkHYl poOJSib B MatoreHese Tybepky-
ne3a, a X ypoBeHb B Mnasme MoXKeT 6biTb Mone3HbiM
MapKepoM TaxecTu 3aboneBaHUA 1 yXyaLeHna nynb-
MOHapHoOn ¢yHKLMN. Kpome TOro, M3BeCTHO, 4YTO a-
[ BHOCAT cepbe3Hblll BKNaA B MpoLecc penapauum
nerkux, bnarofaps ycuneHuio nponvbepayum snute-
NVanbHbIX Knetok lNpepgnonaraetcs, uto a-A¢ moryT
TaKXe UrpaTb onpefesieHHy0 posib B NaToreHese paka
nerkux. Bce tpu nseectHbix B-Ad (HBD) 6binn Takxe
06HapyXeHbl B NErkunx.

KarenuuyngunH LL-37

LL-37 B fONONHEHNE K aHTUMUKPOOHOI aKTUBHOCTMN
UrpaeT BaXKHYI0 POJib B MPOLIeccax BOCMANeHUA 1 pemoge-
NNPOBaHNA TKaHen. OH CTUMYNPYeT aHrMoreHes, UHAy -
pyeT nponundepaumrio NeroyHbIX SNUTEMaNnbHbIX KNETOK,
YCKOPAET 3aKpbITie paH 3NUTENUA AbIXaTeNbHbIX MyTelw,
CTUMYNPYET BbICBOOOXIEHME LUTOKUHOB (Hampumep,
IL-8) n murpaumio Knetok. [NokasaHo, YTo onpepeneHve
KOHUeHTpayuu LL-37 aBnaeTca nonesHbiM MapKepom ak-
TUBHOCTY 3a60N1€BAHUIA 11 BaXKHO AN1A MPOrHO3a Npw NHeB-
MOHWY, CapKouao3e, KNCTO3HOM ¢urbpose. LL-37 Takxke
cnocobeH HenTpanuzosatb JIMNC, reTepononnumepsl rpa-
MOTpULaTeNbHbIX 6aKTepuiA, KOTOPbIE aCCOLMMPOBaHHbI C
OopraHn4YecKkown nbinbio. iHaye roBops, OH BaXkeH B naTore-
He3e pa3/IYHbIX PeCcnMpaTopPHbIX 3aboneBaHN, Bbi3biBa-
€MbIX OpraHNUYeCcKow Mblfbto, BKHOYAA TOKCUYECKUIA CUHA-
POM OpraH1YecKkon MblIN 1 XPOHNYECKME OOCTPYKTUBHbIE
3ab0neBaHUA Nerkux (acTma, annepruyecknii anbBeonnT).

bakTepuunAaHbIN 6eN0K, NoBbIWAKLWNI
npoHuuaemoctb (BPI)

Moka3aHo, uto BPI, KoTopbI BbICBOOGOXKAAIOT B JIErou-
HYI0 XWAKOCTb HEMTPOUIIbI, UTPAET OUEHb BaXKHYI0 POSb
B 3IMMMHALUN MHBA3UBHbIX MATOreHoB. Y MauueHToB,
cTpajatoLwyx 3a6oneBaHMAMM CAMOI Pa3HON STUONOTNK,
TaKMMK KaK KUCTO3HbIN Gpnbpo3, fedpununt TpaHcnopTepa
(TAP) nnu BocnanutenbHble 3ab0neBaHMA KULIEYHUKA,
BbIABNAIOTCA cneymduyeckne aHtutena K BPl, kotopble
MOTYT HeWTPanM30oBaTb AHTMMUKPOOHYI AKTUBHOCTb

[pynna komnaxum «brnoXumMak»



sTOro 6enka. Bce ynomaHyTble 3aboneBaHuA XxapakTepu-
3yl0TCA XPOHUYECKM WAu Npody3HbIM BO3AENCTBMEM
rpamoTpuLaTenbHbIX GakTepuii MAM SHAOTOKCUHOB Ha
opraHu3m. Mo pagy oueHok Ao 91% 60MbHbIX KNCTO3HbIM
$unbpo3om rmetoT aHTUTeNa K BPI. Y Takmx nauueHTOB
3TO, B CBOW ouepefb, obecrneuymBaeT ycnoBus, 6naro-
npuATHble A4nA obpasoBaHuA GronneHok P. aeruginosa.
MokasaHo, UTo B NOAOGHBIX ClyYasix yPOBEHb aHTUTEN K
BPI KoppenupyeT c KonoHu3auuen P. aeruginosa n nos-
pexaeHunem nerkux. O6umne cBeaeHus o 6Gronornyeckomn
aKkTMBHOCTY BPI npuBegeHbl B Tabnuue.

Cyp¢akTtaHTHbI 6enok D (SP-D)

SP-D npuHagneXxuT K KonnareHoBOMy Mojcemenc-
TBY MIMKONPOTEVHOB M KaslbLUN-3aBUCUMBIX NEKTUHOB
(konnekTuHoB). SP-D npepacTaBnseT coboii 6enokK, cocTo-
AWM n3 3 cyobeanHuy ¢ M.m. 43 kfla, KoTopble CBA3aHbI
cBoumy N-KoHuamu. Kaxpas cybbeamHumua cocTouT 13
Nno KpamHen mepe, YeTblpex AUCKPETHbIX CTPYKTYPHbIX
LOMEHOB: KOpOoTKOro N-TepMMHanbHOro, OTHOCUTENbHO
INVHHOTO KOJIIareHOBOro, KOPOTKOro ambunaTnieckoro
cBAsbiBatowero nentmaa n C-KOHUEBOro AoMeHa, pac-
no3Hatowero nektuH C-tuna (CRD).

SP-D cnHTe3MpyioT 1 CeKpeTUpytoT ABa TuMa Hepec-
HUTYATbIX SNUTENMNANbHBIX KNETOK B Nepudepuyecknx abl-
XaTenbHbIX NYTAX: anbBeonApHble KneTku Il Tuna n kneTkm
Knapa. OH TakxKe 3KcnpeccmpyeTca B pasfiMuHbIX SnuTe-
NNaNbHBIX KNeTKaxX B »KeNy[OYHO-KULIEYHOM M MOYero-
noBom TpakTtax. B nerkux SP-D npuHumaeT yvyactue Bo
BPOXAEHHOM MMMYHHOM OTBETE Ha BfbIXaeMble MUKPO-
OpraHu3Mmbl 1 opraHuyeckme aHTureHbl. SP-D cBA3biBaeTcA
C NOBEPXHOCTHBLIMU FMIMKOKOHbIOraTaMn PasfinyHbIX MUK-
POOpPraHr3MOB 1 OfIrocaxapyaamu, aCCoLMNPOBAHHbBIMMN
C NOBEPXHOCTbIO LIENOro pAfa OpraHNYecknx aHTUreHoB.
3T0T 6eNoK YCUNMBaeT OMCOHMN3aLMI0 MUKPOOPraHN3MOB
1 OrpaHNYMBaeT BOCNANUTENbHbIN OTBET B JIETKNX.

bblo nMokasaHo, uto aKkcnpeccua SP-D moxeT 6bITb
cBA3aHa ¢ pagoM 3aboneBaHunn: KNCTO3HbIM GrbpPO30M,
OCTPOWN MHTepCTULManbHoW nHeBmoHmen (ARDS), acT-
MO, GPOHXO-NEroYHON AWCMNNa3unen, asbBeoNAPHbIM
NPOTEMHO30M U T.N. XpOHMYEeCcKoe BOCManeHue CBa-
3aHO C 3ameTHbIM geduumTtom SP-D. UccnepoBaHua Ha
»KUBOTHbIX MPOAEMOHCTPUPOBANN YBeNIMYeHMEe YPOBHA
akcnpeccum SP-D B cnyyasax cunmkosa u runepokcumm (y
KpbIC) TaKXe Kak 1 npu ceepxakcnpeccun WJ1-4 vnn vk-
Ba3un NHOEKLNOHHbIX areHToB (y MblLLeN).

XemokuH CCL20

CCL20 nmeeT cxofjHble CTPYKTYpPHble 1 GYyHKLMOHaNb-
Hble CBOWCTBaA ¢ B-¢ yenoeKka. ITOT XeMOKMH CUHTE3U-
pyIOT SnuUTeNranbHble KETKN AblXaTeNbHbIX NyTen 1 Hell-
Tpodwunbl. BocnanutenbHble yutokuHbl (U1-13 1 TNF-a)
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perynupytoT skcnpeccuto 3toro 6enka yepes NF-kB nyTb.
CCL20 obnagaeT aHTUMUKPOOHOW aKTUBHOCTBIO NMPOTUB
LIMPOKOTO CreKTpa rpamoTpuratenbHbix 6aktepuii. Mo-
KasaHo, uTo BAJ1 naumneHToB ¢ KMCTO3HbIM GprOPO30M CO-
OepXunT BblcoKme KoHueHTpaumm CCL20 no cpaBHeHMio ¢
HopmaJsibHbiM BAJI.

Clara Cell Protein (6enok knetok Knapa -
CEeKPeTOPHbIX KNEeTOK OPOHXMNONbI)

Bbenok knetok Knapa uenoseka (CC16, CC10, yte-
pornobuH, moyeBoi 6enoK 1 UM cekpeTopHbI 6enok
Knetok Knapa) npuHagnexuT K cemencTBy ceKkpeTorno-
61HOB U ABNAETCA 6eNTKOM, CEKPETUPYEMbIM HEPECHNTYa-
TbIMK KneTKamu 6poHxmon. CyliecTBytoT ybenutenbHble
JaHHble O ero UHMMOUTOPHOWN aKTUBHOCTY B OTHOLIEHWN
dochonunasbl A2, a TakKe O VIMMYHOMOAYIUPYIOLLNX
CBOWICTBaX [faHHOro 6esnka, BKouYas WHrMbrposaHue
nepefayn CUrHanoB raMmma MHTepdepoHa 1 perynaumo
Th1 vs. Th2 numdouutoB. ITOT 6eNoK 6bin NpeanoxeH
B KauecTBe MOTeHUManbHOro neprdepuinHoro mapke-
pa pecrnmpaTopHOro 3NMUTENIMaNbHOrO MOBPEXAEHUA 1
6poHxmnanbHomn gncdyHKuMW. HaumHas ¢ 1994 r. perynsp-
Ho coobuanocb o npucyTcTBum CC16 OgHOBPEMEHHO B
cbiBopoTKe 1 BAJL. lMoBbiweHne KoHueHTpauum CC16 B
CbIBOPOTKe 06bIUHO KOppenvpyeT C BO3pacToM, BO3aelc-
TBMEeM acbecTa, XJIOPUCTOro a30Ta U 030Ha, CAPKOVA030M
N WHTEHCUBHOW WCKYCCTBEHHOW BEHTURNAUMEN Nerkmnx
C MONOXUTENbHbIM AaBlieHneM B KoHLe Bbigoxa (PEEP).
MoHmxeHne ypoBHaA cbiBopoTouHoro CC16 Habnopaetca
nocre pesekuuy nerkux, y pabourx, nofBepraroLmnxcs
BO3[ENCTBMIO KBapua (KpemMHe3ema), KypwibLUKOB U
npu actme. CHuKeHne KoHueHTpauyum CC16 Takke noka-
3aHO B aMHMOTMNYECKON XMAKOCTY NMIOLO0B, CTPAAAIoLLNX
OT NyNIbMOHaPHOW rMMMNonasuu, Bbi3BaHHON PasfnyHbIMU
MexaH3mMamu (aradparmanbHas rpbixa, anabetnueckas
deTonatua, cuHapombl TepHepa m [ayHa). Okaszanoco,
yTto HakonneHne CC16 B NneBpanbHOM BbINOTe CBA3aHO
c anddysnert sToro 6enka 13 nerkunx, KOTopble Npu Kap-
ANanbHO-NNEBPaNbHOM 3acToe cofilepaT BbICOKMI ypo-
BeHb CC16.

Mwuenonepokcugasa (MPO)

MPO wurpaet cepbesHylo ponb B MHOYKLUM MOBPEX-
JeHVs Nerkux npv pasnuuHblx 3aboneBaHusx. M3BecTHo,
yTO XKMaKocTb ELF 6onblimMHCTBA NauUMeHToB C uamnonaTu-
YeCKMM NynbMOHapHbIM GUOPO30M COLEPXKUT BbICOKME
KoHUeHTpauuy MPO 1 BocnanuTenbHbIX KNeToK, KoTopble
CaMOMpPOKV3BOJIbHO BbIAENAIOT 3HAUMTESIbHOE KONMMYEeCTBO
H,0,. MokazaHo, uto yposeHb MPO 3HaunTeNIbHO NOBbILIEH
Y HE[JOHOLLEHHbIX AieTeN C GONbLUEN CTEMEHbIO HE3PENOCTH
WA y TeX, y KOro pa3B1BaKOTCA XPOHMYECKIe 3aboneBaHuaA
Nerkux.
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* Nudopmauuio o
mapkepax HCE n
SCC cm. B rnaBe
«OHKOMapKepbI»,

cTp. 208

®e CM. rasBy

«Mapkepbl BOCMa-
NeHnA 1 oKCnaa-
TUBHOTO CTpecca»,

93

cTp. 355

al-antutpuncut (al-AT)

HepoctaTtouHocTb copepxaHua al-AT °° B opraHus-
Me OTMeyaeTcs Npu amdrseme Nerkmx B paHHeM LEeTCKOM
BO3pacTe u y B3pocnbix. [Tpn HegocTaTke a1-AT umeet
MECTO CHWKeHMe 3aluTbl CIM3UCTBIX OPOHXMANIbHOIO
epeBa M JIerOYHOWN MapeHXMMbl OT MOBpPEeXKAatoLero
JEeNCTBMA MPOTEONIUTMYECKMX (HEPMEHTOB, OCBOGOX-
JAWKNXCA 13 NTENKOLMTOB U MUKPOOHbBIX KNETOK Mpwu
NMOBTOPHbIX 3MM30[ax BOCMaNeHUs. TN «U30bITOYHbIE»
bepMeHTbl MOryT MPMBOAUTL K MOBPEXAEHWIO 3NacTu-
YeCKUX BOMIOKOH, UCTOHYEHMIO 1 Pa3pbiBy anbBeonsap-
HblX Meperopofok. HacnepctBeHHbin peduumnt al-AT
MMeeT ayTOCOMHO-PeLeCCUBHbBIN XapaKTep HacnefoBa-
HuA. Mpn guddepeHuranbHOM AnarHose cnepyet oTiu-
YyaTb BTOPUYHYIO 3MdU3eMy, Pa3BMBLLYIOCA BCeACTBME
XPOHNYECKNX OBCTPYKTUBHBIX 3a60neBaHnn nerkux, ot
nepBUYHOW BPOXKAEHHON. [epBrnyHaa smdrizema nerkmnx
06ycnoBneHa HacneacTBEHHbIM febuumtom al-AT.®

Komnanua «buoXumMak» npeanaraert TecT-cuctembl g gua-
THOCTUKM MyKoBUCUMA03a meToaom [LIP.

Mykosucuymnpos (MB)

MB - Haubonee uyacTo BCTpeualoujeecsa MOTeH-
LnanbHO neTanbHOe HacneAcTBeHHOe 3aboneBaHue.
Yactota MB coctasnaeT npumepHo 1 Ha 2500 y nwuy,

eBponeonaHon pacbl. HocntenbCcTBO reHa 3Ton 60-
Nle3HN BOBCe He pefkocTb: 1:25 — 1:30. 3T0 ayTOCOM-
HO-pelleccMBHaA HacsieAcTBeHHaa 6GonesHb; OTBeTC-
TBEHeH 3a Hee reH 6enka CFTR, pacnonoXeHHbIl B
Xpomocome 7 (B HacToAllee BPEeMA KIOHMPOBaH).
Bbenok CFTR ¢pyHKLMOHUPYET B KauecTBe XJIOPHOTO Ka-
HaJla B KJIeTOYHOI MembpaHe 3nuTeNnnanbHbIX KNeTok,
BbICTUNAIOWMX BbIBOAHbIE MPOTOKMU MOAXKENYAOUYHOMN
Kenesbl, KNWeYHnKa, 6pOHX0NEroYHomn cnMcTemsl, ypo-
reHuTanbHoro Tpakrta. Ceyac y»e XopoLlo U3BECTHO,
4YTO NPOHMLAEMOCTb anunKanbHOW MeM6paHbl AN no-
HoB Cl- npu MB cocTtaBnfeT 1/15 oT HOpMasbHOM, B TO
BpeMA Kak NpoHnLaeMocTb ana noHos Na* ysennueHa
noytn B 4 pasa. OTO BbI3blBaeT HapPyLEHNA NOHHOIO
TpaHcnopTa B anuKanbHOW MembOpaHe KNeToK 3K30K-
PVHHBIX OpraHoB. Mi3meHeHHaa cekpeuua ClI- n rune-
pabcopbuma Na* B pecnmpaTopHOM 3NuUTeNun NpruBo-
ANT K N3MEHEHMIO SNEeKTPOJIMTHOIO COCTaBa CekpeTa,
K ero gerugpartauum u CryleHunio, HapyLeHno MyKo-
LUIMApHOTO KIIMPEHCa, peunansupyolemy nHduum-
POBaHUIO [bIXaTeNbHbIX MyTel, 4eCTPYKLMM GPOHXOB
N 3NacTUYECKOW CTPOMbI NErkux, K nporpeccupyio-
LeMY CHUXEHUI0 BEHTUNALMOHHON GYHKLMM Nerkux,
K BblJeNeHNI0O aHOMaNbHOIO N FyCTOro cekpeTta B Abl-
XaTeflbHble MNyTU. BblpaXXeHHOCTb CMMMATOMATMKN B
pa3nnyHbIX opraHax Becbma BapuabenbHa y pa3sHbixX
nayneHToB. ¥ 80% 6O0MbHbIX OXMAAeMas NPOAOIKU-
TENbHOCTb KN3HW cocTaBnsAeT 6onee 20 neT.

MHOOPMALIUA ANA 3AKA3A

KaT. N2 [Mpownssoaguntenb HanmeHoBaHue, KonnyecTBo/ynakoBKa

HK317 HBT Anbda-gedeHsuH 1-3 (HNP1-3), 192

HK314 HBT BakTepuumaHbI 6enokK, NoBbiWatoLWmii NpoHnuaemocTs (BPI), 192

416-5230 Orgentec AHTuTena K BPI, 96

HK329 HBT JlakTodpeppuH, 192

HK316 HBT CeKpeTopHbI MHIMOUTOP NpoTenHasbl nenkountos (SLPI), 192

HK321 HBT LL37,192

HK324 HBT MPO, 192

194-0591 BioVendor CypdakTtaHTHbIN 6enok D (SP-D), 96

191-0222 BioVendor Benok knetok Knapa (Clara Cell Protein), 96

DM3A00 R&D CCL20/MIP-3q, 96

473-6750 Immunodiagnostik al-aHTUTPUNCYH, 96

420-10 CanAg HenpoH-cneyndurueckasn eHonasa (HCE), 96

800-10 CanAg AHTUreH NAI0CKOKNETOUHON KapumHomsbl (SCC), 96

F9946 Pronto Pronto CF Euro-1, mykoBucumpos (F508, G542X, R1162X, W1282X, N1303K,
1717-1(G>A)), 24

F9901 Pronto Pronto CF Basic, mykoBucumpo3 (F508, G542X, W1282X, N1303K, 3849+10Kb), 24

F9920 Pronto Pronto CF Open, mykoBucuungos (S549R, G85E, D1152H, W1089X, 1717-1(G>A),

405+1G>A, Q359K/T360K, 4010 del TATT), 24x4

[pynna komnaxum «brnoXumMak»





