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I'naBa 1

ECTECTBEHHDIE 3ALLIUTHDIE CHJIbl
OPTAHU3MA: «BPO)KAEHHbIU UMMYHHTET»

OpraHoM UMMYHHOI CUCTEMBI sIBIIsieTCs JUM@OUIHAS TKAaHb, B KOTO-
pOii [IaBHbIE KJIETOYHbIEC IMOMYJISLMKU, y4aCTBYIOIIME B IOAAEpPXKAHUU
FeHETUYECKOrO MOCTOSIHCTBA BHYTPEHHEN Cpeabl opraHusma, — (aromu-
TUPYIOILYE, AaHTUTEHIIPEACTABISIOUINE KJISTKM U UMMYHOKOMIIETEHTHbBIE
JTUMQOIUTHI.

MMMyHHas 3a11Ta, OCyLIeCTBIsIEMast KJIETKaMKU CUCTEMbl UMMYHUTE -
Ta, BKJIIOYAET JBa B3aMMOCBSI3aHHbBIX KOMIIOHEHTa. boJiee npeBHMIT U3 HUX
CBSI3aH C BOCITAJMTEIBLHOUW peaklMel W peanm3yeTcs Ha 0a3e (yHKIIMO-
HUPOBAHUS CEHCOPHBIX M PELIENTOPHBIX CTPYKTYP, 9BOJIOLIMOHHO OTCe-
JIEKIIMOHUPOBAHHBIX JJIsI TOTO, YTOObI OTIMUUTH BOOOILE «4yXKO€», B BUE
BBICOKOKOHCEPBATUBHBIX MOJIEKYJ Pa3JUYHbBIX [IaTOTEHOB, OTCYTCTBYIO-
LUX Y MJIEKOITUTAIOIIMX, OT «CBOEro» [453]. DTy peakllMy BHITOIHAIOTCH
MPEeuMYIIEeCTBEHHO MakKpodaraMu 1 IeHIPUTHBIMU KJIETKaMU, OCYIIIeCTB-
JISIOUIMMM [JIaBHBIM 00pa3oM aHTUIEHIIpeACTaBisomue GyHKUUA, U
ciayxat GyHIaMEHTOM, Ha KOTOPOM pa3BePThIBAlOTCS 00Jice TOHKKME aHTU-
reHcrennuuecKue MpoLecChl, OCYIIECTBIsIEMble TUMMOUIHBIMU KJIET-
KaMU, CIIOCOOHBIMKM OOHAPYXUTh Majeillie OTIMYKS B MOJIEKY/ISPHOM
CTPOEHUM PA3JIMYHBIX AaHTUI€HHBIX CTPYKTYP, BKJIOUasl MaTOreHHbIE, OT
«CBOEro». B cooTBeTCTBMM ¢ pa3BUBAIOLIUMUCS IIPOLECCAMU U (PYHKLIMS-
MM, BBIIIOJHSEMbIMU 3TUMHU 3aIIUTHBIMU KOMIIOHEHTaAMMU, IIEPBbIIA U3 HUX
0003HAYaIOT KaK BPOXIEHHbBI MM eCcTeCTBeHHbIH MMMyHuTET (Innate
immunity), BTOpoif — KakK aJalTUBHBIA UMMYHUTET (Adaptive immunity)
WJIM KaK UMMYHHbI oTBeT (Immune response).

B ¢dusmnosnornueckux peakuusix OpraHu3Ma, HallpaBJI€HHBIX Ha IOMI-
JepXKaHue FeHETUYECKOro ITOCTOSIHCTBA BHYTPEHHEM Cpeibl OpraHu3ma,
BaXKHEUIIYIO pPOJib UIPalOT (aKTOpPbl €CTECTBEHHON PE3UCTEHTHOCTH,
JIeiiCTBME KOTOPBIX HAIIPABJIEHO Ha 3aLMTy OpraHu3Ma OT BHE- U BHYTPU-
KJIETOYHBIX MUKPOOPTaHU3MOB U IIPOAYKTOB MOBPEXAEHMSI COOCTBEHHBIX
KJIETOK. DTU (aKTOPhI BKIIIOYAIOTCS B 3aLIMUTY MITHOBEHHO I1OCJIE IIPEOI0-
JIEHU S BO30yAMTeIeM KOXHBIX MM CAM3UCTBIX 000I0YeK ¥ BHEAPEHMSI €ro
BO BHYTPEHHIOIO cpeay opraHu3ma. Mx BausHue IpoaoIKaeTcs B TeYeHUE
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BCero mepuoga 60opbObI opraHusMa ¢ MH@eKuei, Ho Hanboaee >3Pdex-
TUBHO IEUCTBHUE TaKUX (paKTOPOB pa3BMBAETCS B TCUCHHE TEPBBHIX 4 YaCOB
Iocjie BHEAPEHUSI MUKPOOa, KOTIA OHU SIBISIIOTCS MPAKTUYECKH CIUH-
CTBEHHBIMU 3alIUTHUKAMU OpraHu3Ma.

Ha myTtu mpoHUKIIIero B opraHu3M MUKpPoOa CTOSAT ABE MOIIHBIC Mpe-
rpansl: KJICTOYHBIC (TKaHeBBIe MaKpodaru, HeMTpouIbl, €CTeCTBEHHBIC
kuitepable Kietkn — EKK) u rymopansubie (IgG-anTuTena, KOMILIe-
MEHT) (aKTOPhl €CTECTBEHHOI pe3ncTeHTHOocTH. K dakTopaM ecrecTt-
BEHHOW PE3MCTEHTHOCTU OTHOCST TaKKe MUKPOOMIIMIHBIC SK30CEKPETHI
(bakTepUIIMIHBIC KOMIIOHEHTHI CJTFOHBI, COJISTHASI KMCJIOTA XKeyaKa, TUTH-
YecKHue MUINeBapuTeIbHbIe (PepPMEHTH KUIICUHUKA U 1Ip.), OCTIKN OCTPOi
¢as3pl 1 ApyTHEe OpTaHU3MEHHBIC CTPYKTYPhI U CYOCTAHITAN.

1.1. T'YMOPAJIbHBIE ®AKTOPbDI

Cpenn ryMopaiabHBIX (DAKTOPOB, YYaCTBYIOIIMX B IPOTUBOMUKPOOHOM
3allMTe, BaxKHAasl pOJib NMPUHAIJIEKUT CUCTEME KOMIIJIEMEHTA, BIIPOYEM,
TakK Xe KaK ¥ B peajln3alliy OTAEIbHBIX 3 (HEKTOPHBIX MEXaHU3MOB 03I~
HEro MMMYHHOI'O OTBETa. DTa cHUcTeMa BKJIIoYaeT okoyio 30 B3amMomeit-
CTBYIOIIMX OEJIKOB IJIa3Mbl KPOBU M PELIENITOPOB KJIETOYHOM MTOBEPXHOCTH.
B tabanie 1 mokaszaHbl OCHOBHBIE KOMIIOHEHTHI CUCTEMBI KOMITJIEMEHTA, B
TabsunIEe 2 — KJIETOYHBIE PELENTOPHI IJIST STUX KOMITOHEHTOB.

DYyHKIMKU cUCTEMBI KOMITJIEMEHTAa MHOTOO0Opa3HbI. Psi KOMITOHEHTOB
CHCTEMBI KOMILJIEMEHTA XapaKTepusyeTcs: (hepMEHTATUBHBIMKA (PYHKIIM -
MU ([IpoTeasbl), APYrUe BLIIOJIHAIOT UHbIEe GYHKIIMU: CBSI3bIBAIOTCS C MUK-
pobamMu M KJIETOYHBIMU MEMOpaHaMM, C KOMIIJIEKCAMUA aHTUT€H—aHTUTE -
JIO, aKTUBHAPYIOT TYYHBIE KJIETKH, O0ECIEYMBAIOT Pa3BUTHE COCYIMCTBIX
peakuuii BocrajeHus, nepdopainio MeMOpaH OaKTepUaabHBIX KJIETOK,
OIICOHU3UPYS] MUKPOOBI (CBSI3bIBAHME KOMIIOHEHTAa CHUCTEMBI C MUKPO-
OOM U PELENTOPOM [Jisi KOMIIOHEHTA Ha KJIETKE), aKTUBUPYIOT GYHKIIUU
¢arouuToB. B HOpMe, ITPM OTCYTCTBUM pacrajga COOCTBEHHBIX TKaHEH U
MHUKPOOHOTIO 3apaxXeHWs, CUCTEMa KOMIIJIEMEHTAa HaXOIUTCSI B TTOKOSI-
meMcst coctosHuu. OmHaKo NpU 3ampoce, BbI3BAHHOM OITpeIeIeHHBIMU
pasapaXnTeaIMUA, CUCTEMA KOMIIJIEMEHTAa aKTUBUPYETCS TPEMSI BO3MOXK-
HBIMU MYTSIMU — KJIACCUYECKUM, aJIbTEPHATUBHBIM U JEKTUHOBBIM, UTO,
10 CYTH, IPEACTaBISIET COOOI MEPBYIO JIMHUIO aKTUBHON 3alIUTHI [TPOTHUB
MHOEKInN.
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OcCHOBHbIE KOMIIOHEHTBI CHCTEMbI KOMILIEMEHTA

Tabauua 1

DyHKIUA

O06o3HaueHusd

CBsi3bIBaHME C KOMIIJIEKCOM aHTUT€H—aHTUTEO

Clq

Cas3pIBaHME C MEMOpaHOIi 6akTepUil U ONICOHU3ALUS K ParouTosy

C4b
C3b

IIpoTteassl, ak TUBUPYIOIIKE NPYTHE KOMIIOHEHThI CUCTEMBbI ITyTEM
pacierieHu st

Clr

Cls

C2b
Bb
D

Menuatopsl BocriajieHus (IerpaHyasiius TYYHbIX KJIETOK,
COCYIMCTBIC peaKIlnu)

C5a
C3a
C4a

Komrieke 6e1koB aTaky Ha MeMOpaHy (repdopaiius MeMOopaHbl
KJIETOK-MMIIEHE)

CSb
C6
C7
C8
C9

KommiemenTtperynupytomnive 6eKku (MHTUOUTOPHI aKTUBALIU U,
010KaTOPbl AKTUBHOCTH)

Clinh
C4bp
CR1
MCP
DAF
daktop H
daxkrop 1
dakrtop P
CD59

IIpumeyanue: Clinh (ot Cl-inhibitor) — unruo6utop komnonenra Cl; MCP (or Membrane

cofactor proteolysis) — MeMOpaHHBIN KodakTop nporeonmusa, OeJOK,

CBSI3bIBAIOII U A

komnoHeHT C3b, uto obecreumBaeT AOCTYNHOCTb KoMmmioHeHTa C3b s aerpaganuu
npoteasoit — akTopom I; DAF (ot Decay accelerating factor) — ¢dakrTop, ycujmBaoumi
paciiernjieHue, 0eJ0K MeMOpaHbl KJIETOK MJCKOMUTAIONINX, YCKOPSIOIINNA Aerpagaluio
(mHakTHUBauuo0) KomrnoHeHTa C2b; H — ¢pakTop H —cbhiBopoTOUHas npoTeasa, qerpaaupy-
fomast komnoHeHT C3b; ¢pakTop I — nporeasa, nerpaaupyioiniasi KomrnoHeHTbl C3b u C4b;

daxTop P (nponepauH) — crabunusatop akTuBHOTO Komriekca C3b/Bb;

CD59 — 6enok

MCM6paHbI KJIETOK MIJICKOIIMTAOIINX, Hpel’[ﬂTCTBy}OLL[]/Iﬁ JIU3UCY COOCTBEHHBIX KJIETOK,

BBI3BBAHHOMY KOMITJIEMEHTOM.
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Tabauya 2

Kaerounbie peuenTopsl 1A KOMIIOHEHTOB CUCTEMbI KOMILJIEMEHTA

Peuentop | CeaspiBaemslii | Dkcnpeccus peuern- O deKT cBA3bIBAHUSA
KOMIIOHEHT TOpa Ha KJIeTKax
KOMILIEMEeHTa
CR1 C3b, MOHOLIUTHI, CrocoOCTBYyeT pa3pylie-
(CD35) C4b, Makpodaru, HUI0 KOMITOHEHTOB C3b 1
1C3b HEUTPODUIIHI, C4b. OricoHM3MpPOBaHHBII
203UHOMUITHI, daronuTo3. AKTUBALIUS
donnmukynsipabe B-mumdonurtos. Tpancmopt
NEHIPUTHBIE KJIeT- | UIMMYHHBIX KOMIIJIEKCOB Ha
KU, B-numdouuTsl, | 3puTpouuTax
SPUTPOLUTHI
CR2 C3d, Donnukynspaeie | KOMITOHEHT Kopelen-
(CD21) C3dg, JNICHIPUTHBIC KJIET- | TOPHOIO KOMIIJIeKCa st
C3bi, Ku. 3penbie B-nuMm- |anTureHa Ha B-numdonu-
EBV GOoLUTHI Tax. Peuenrtop ans Bupyca
DnureitHa-bapp
CR3 C3bi MOHOIUTHI, OncoHu3MpOBaHHBIN (aro-
(CD11b/ Makpodaru, nuTo3. Hedarouutupyemoe
CD18) HeUTpoOUIHI, CBSI3bIBAHUE KOMIJIEKCOB
TPaHYJIOIUTHI, aHTUTeH—aHTUTENO Ha HOoJI-
bomuKynsIpHbIe | TUKYISIPHBIX TIEHAPUTHBIX
NEHIPUTHBIE KJIeT- | KJIeTKax
ku, EKK
CR4 C3bi TkaneBble Makpo- | OMCOHU3MPOBAHHBIN daro-
(CDl1¢/ daru, IeHAPUTHBIE |LIATO3
CD18) KJIETKH
ClgR Clq Makpodaru, CBs13bIBaHNI€ UMMYHHBIX
(xomnmareHo- MOHOLUTHI, B-TuM- | KoMIIIIeKCOB
nopooOHas ¢GouuTel, TPOMOO-
4acThb) LIUTHI, SHIOTETN I
Peuenrop | C5a Makpodaru, Tyuy- |AKTuBauus Makpodaros.
st C5a HBIE KJIETKWN Jerpanyasiius U akTUBAIIU S

TYYHBIX KJIETOK

IIpumeuanune: CR — Complement receptor type 1, 2 u 1.1.; EBV — Bupyc Dnreiina-bapp.
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AnbTepHaTUBHBIN NMyTb Knaccuyeckun nytb J1eKTUHOBbLIV NyTb
=z Y MBL
< ct MASP-1
C1
C3b«—B N cir MASP-2
C1s
MASP-3
C3bB<«—D
>—C1qf232
C3bBb«—P
C4|C2 C4|cC2
—] An Knaccu —] Kn
C3 ] "Ca'omeprase. 3+ C3’onmeprase €3+ c3Sommeprasa
(C3bBb) /\ (C4b2a) /\ (C4b2a)
C3a C3b ! C3a C3b ! C3a C3b !
An Kn Kn
MB On |C5 Guseprasa MB On | coiomeprasa | MB  ON | Colonmeprasa
(C3bBb3b) (C4b2a3b) (C4b2a3b)
C5
C5a Cbb
M B

C5b,C6,C7,C8,C9
MK

Puc. 1. Cxema akTuBaMu GEJIKOB CUCTEMbl KOMIJIEMEHTA IO KJIACCUUECKOMY, ajlb-
TEPHATUBHOMY U JIEKTUHOBOMY Ty TSIM:

CI—C9 — komnonenmul cucmemvl Komnaiemenma, B — coieéopomounwiii ghakmop B;
MB — meduamop eocnansenus (anaguaramoxcun); On — onconun; MK — membpanoama-
kyrowuil komnaexkce, MBL (Mannan-binding lectin) — mannancesasviearowuii aeKmum;
MASP-1, -2, -3 (MBL-associated serine protease-1, -2, -3) — accoyuuposannas ¢ MBL
cepunosas npomeasa-1, -2, -3. [loscnenus ¢ mexkcme

AJTBTepHATUBHBIN MyTh aKTUBAIlUM CHUCTEMBI KoMmIraeMeHTa (puc. 1)
MHULMKUPYETCSI CHOHTAHHBIM paciierieHueM KoMoHeHTa C3 uiin B pe3yJib-
TaTe ero B3auMO/EICTBUSI CO CrieMMUIESCKUMU caxapaMy Ha IIOBEPXHOCTHU
rnaroreHa. DToT crocob caMoakTUBaL MU MOJIeKYJibl C3 00pa3HO Ha3bIBAIOT
«3aBelecHHBIM MOTOpOM». PaciieruieHue C3 compoBOXIaeTCss 00pa3oBaHUEM
koMmIoHeHTOB C3a u C3b. Moekyna C3b BbITIONHSIET QYHKIIUUA OTICOHWHA
U, Oyay4u KOBaJIEHTHO CBSI3aHHOI ¢ MUKPOOOM, HEKOBAJIEHTHO CBSI3bIBAET
CBIBOPOTOYHbIH (hakTop B, KOTOPHIi CTAHOBUTCSI CYOCTPATOM [JIsI CEPUHO-
BOIi IpoTteasbl — Oeska D cucteMbl KomiieMeHTa. @akrop D pacuiensiet
daktop B Ha dparmenTsl Ba u Bb. ®akTop Bb ocTaeTcd cBsI3aHHBIM C
koMmIioHeHToM C3b Ha OBEPXHOCTU MUKPOOA U 00pa3yeT aKTUBHbBIIA KOM-
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niekc C3bBb, B koTopoM (pparmeHT Bb sABaseTcss akTUBHO# npoTea3oii, a
caM koMIieke C3bBb npeacraBaser coboit C3-KoHBepTa3y ajabTepHATUB-
HOTO TyTH, ToMosiornaHyto C3-kKoHBepTase (C4b2a) KracCMYeCKOro MmyTu
akTUBaLMM cucTeMbl KoMIieMeHTa. Kommiaeke C3bBb crabunusupyercs
Ha MeMOpaHe CHIBOPOTOUHBIM OenkoMm P (mpomepanH). DTO MPUBOAUT K
MacCHBHOI HapaboTKe KoMmmoHeHTa C3b, CBSI3BIBAIOMIETOCS C MUKPOOOM 1
BHOBB BOCITPOM3BOISIIETO YKa3aHHBIN MyTh aKTHUBALIMU CUCTEMBI. bosee
Toro, komryieke C3bBb, mpucoenunsisa monexyny C3b (popmupyeTcss KoM-
nekc C3bBb3b), sBnsercs aktuBHo# C5-KOHBepTa30ii, 00ecreunBalomei
pacuiernyieHue komnoHeHnTa C5 no ¢dparmentoB CSa u C5b. Crenyet oT™Me-
TUTH, 4TO (pparmeHT C5a, kKak 1 pparmMeHT C3a, aBasgercd aHa(pUIaTOKCU-
HOM — aKTHBHPYET TYYHBIC KJIIETKH (CEKPEINIO CONEeP:KMMOTO TpaHyJI) U
ITagkue MBI (cokpaineHue). Kpome toro, ¢pparmeHT C5a akTUBUpYeT
MOHOIIMTHI M HEUTPODMIIBI, a TaKXKe SKCIPECcCUIo Ha (aromuTax perer-
TOpOB JJisT KoMIoHeHTOB kKoMIieMeHTa — CR1 u CR3. Ilon BansgaueMm
dparmernTa C5b B peakLiMio BCTYNAIOT KOMIIOHEHTHI KomiiemeHnTa C6, C7,
C8 u C9. Peakmms 3aBepinaercss oOpa3oBaHHUEM MeMOpaHOATaKYIOIIETO
komiuiekca C5b, C6, C7, C8, C9, nepdopupyiolero MmeMopaHy MUKpoba u
BBI3BIBAOIIETO €ro JIM3UC. 3aKTIOUNTEIbHBIC TAlbl aKTUBAIIUN CUCTEMBI
IIPOTEKAIOT CIEHYIOIINM o0pa3oM: MojeKynaa CS5b cBSI3bIBaeT KOMITOHEHT
C6, komrureke C5b6 nipucoeannsier komnoHeHT C7. Yepes ruapodoOHbIi
nmoMmeH komroneHTa C7 kommieke C5b67 BcrpamBaeTcs B pochoaunmumi-
HbIi Oucioir Mukpoda. K komruiekcy C5b67 ruapodoOHBIMU JOMEHAMU
npuctpanBaiorcs kommnoHeHTsl C8 u C9. ®parment C8B xommonenta C8
npucoenuHsieTcst K mojiekyisie C5b, a dparment C8oy BcTpauBaercs B hoc-
onununnHeii Oucnoit kiaerku-mutieHu. [1pm atom dparment C8ay kara-
nusupyet 10—16 mosekyn C9, B pe3yibrare 4ero o0pa3youiics oJIuMep
dopMupyeT Hecmaaarourecs Mopbl B MUKPOOHOIT MeMOpaHe.
Krnaccmueckuit myTh aKTUBAIlMM CUCTEMBI KOMIIJIeMeHTa (CM. puc. 1)
WHUIIMHAPYETCS KOMIUIEKCoM aHTureH-aHTHTeNn0 (IgM, IgG), KoTopwiid
cBsa3beiBaeT pparmMeHT Clg KommoHeHTa Cl Ha MOBEPXHOCTU MUKPOOA, HO
He B pactBope. Kommonent Cl coctouT u3 BocbMu (pparmentoB — Clr,
Cls u mectu monekyn Clq, mpolecc aKTUBAIlMA WHIAYIIUPYETCS TTPUCO-
eqnHeHWeM He MeHee aByx moiekyn Clq xk Fc-¢gparmeHTamM MMMYyHOT-
JIOOyJIMHA KOMILIeKCa aHTUTeH—aHTUTEeI0 U aKTuBanueil mporeasnsl Clr,
oTmierustioneit or komnoHeHTa Cl cepuHoByIo 1IpoTeasy Cls. DTu paHHUE
STambl aKTUBAIlMM CHUCTEMBI KOMILJIEMEHTa COITPOBOXIAIOTCS 0Opa3oBa-
HHEeM aKTUBHOTO KOMIIJeKkca aHTureH—aHTtuteno—Clqr,S,, cepmHOBas
ImpoTeasa KOTOPOTO pacHIeIlIsieT KOMIIOHEHT CUCTeMBl KoMmIuiemMeHTa C4





