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CucremMa KoMILICMEHTA

— 3TO CNI0XKHbI KOMMNIEKC 6€1KOB CbIBOPOTKU KPOBU, KOTOPbIN ABAAETCA
OAHUM U3 KOMMNOHEHTOB HecneuuduuecKkoro UMMyHUTETa U aKTUBUPYETCA
no Tuny pepmMeHTaTUBHO-KaCKaa4HOMN peaKkuum

BuocuHTtes 6enKOB KOMNIEMEHTA NPOUCXOAUT B NEYEHU, SNUTE/IUN TOHKOTO
KULLEYHUKA, MaKpodarax KOCTHOro mo3ra u cene3éHku. CuHTes u
notpebneHune, TaKKe Kak U aKTUBaLUA U UHTMBULMA, HAXOL4ATCA B
nabunbHoOm paBHOBECUM.

CywecTByloT 3 NYTU aKTUBALLUU KOMMNIEMEHTaA:
» Knaccnueckum
» AnbTepHaTUBHbLIN

> JIeKTUHOBbIN



Cucrema koMimieMeHTa. ODyHKIHUH.

> WHUUMauma  daroumtoda  MUKPODOOB,  MeEUEHHbIX
6enkamun KomnaemeHTta

» CTUMYNALMUA BOCNANEHUA

> Bbl3blBaeT 1IM3UC MUKpoboB

> INMNMUHAUNA UMMYHHDBIX KOMMNJ1IEKCOB
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Cucrema koMimieMeHTa. ODyHKIHUH.
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KiiaccuyecKud MyTh aKTUBAIIUM.
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C3b and C3a fragments
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Cbb, C6,C7, C8and C9
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membrane attack

1..- complex




Kiaccnyecku nyTh aKTHBAIIUU.

CBA3biBaHUe AT C MynbTUBaNneHTHbIM Ar, cBa3biBaHue C1 c At

CeasbiBaHue C4 c kKomnaekcom C1lq n ummyHornobynmHa :

NMpoteonus C4 pepmeHtom C1r,S,;
KoBaneHTHoe cBA3biBaHue C4b c noBepxHOCTbIO Ar u AT

CeasbiBaHue C2 c C4;
npoTteonus C2 ana obpasosaHna C4bC2b (C3-KoHBepTasa)

Mpoteonus C3 C3-koHBepTa30M

CeasbiBaHue C3b c C4bC2b 1 nosepxHocTblO Ar

poteonus C5; nHuMumauyuma No3aHUX 3TanNoB aKTUBALLMU KOMNJIEMEHTA



Kiaccnyecku nyTh aKTHBAIIUU.

CeasbiBaHue C1 c Fc-yyactkamu IgM um I1gG.

» C1 ponxeH cBA3aTbCA C ABYMA Uan bonee yuyactkamum Fc ansa
AaKTUBAL MM KaCKaga KOMMJ1eMeHTa.

» Fc-yyacTtoK pacrBopumoro neHtamepHoro IgM He poctyneH gna C1
(A)

» MMocne cBasbiBaHua IgM c noBepxHOCTHbiMmU Ar popma AT meHsaeTcs,
obecneumnBan cBA3biBaHME 1 akTuBauuto Cl1.

» PactBopumblii IgG TaKXe He akTusupyer Cl, T.K. KaxKpan
monekyna IgG mmeet TonbKo oguH Fc-y4yacTok.

» [ocne cBA3bIBaHUA € NOBEPXHOCTHbIMU Ar FC-yuyacTKM HECKONbKUX

IgG cbauKkaloTCa U moryT cBA3biBaTb U aKtuBuposatb Cl.
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KiiaccuyecKud MyTh aKTUBAIIUM.

CsasbiBaHue C1 c Fc-yyactkamum IgM um I1gG.

L Soluble IgM (planar form)

L Antigen-bound IgM (staple form)
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Kiaccuyeckuu nyTh aKTHBAIIUH.

benkun Knaccuyeckoro NYTU aKTUBaALlUUN KOMMN/NIEMEHTA
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C1 (Clqr2s2) NHMUMnpyeT KNaccuuecKknii nyTb akTMBaLmum

Clq CsAa3sbiBaeTcAa ¢ Fc-yyactkom AT, cBA3aHHOrO C Ar, €
ANoONTOTUYECKUMU KNIeTKAaMM U C KaTUOHHbIMU NOBEPXHOCTAMM
Clr CepuHoBas npoteasa, pacuwennset Cls ana ero aktueauum
Cls CepuHoBas npoTteasa, pacwennsaer C4 n C2
C4 C4b KoBaneHTHO cBA3bIBAETCA C NOBEPXHOCTbIO MUKPOHOB nan
KNETOK, Ha KOTOPbIX HAX0AATCA AT U aKTUBUPOBAHHDbIN
KOMMN/1IeMEeHT

C4b cBasbiBaeT C2 ana pacwenneHusa nog, aemcrsmem Cls
C4a ctumynupyet BocnaneHue (aHapnNaToOKCUH)

C2 C2a — cepuHOBaA nNpoTeasa, ABAAIOLAACA aKTUBHbIM
KomnoHeHTom C3- u C5-koHBepTa3s
C3 C3b cBA3bIBaeTCA C NOBEPXHOCTbIO MMKPOOOB, Nocne yero
PYHKUMOHUPYET KaK ONCOHUH U KaK KOMNOHeHT C3- u C5-
KOHBepTa3

C3a ctumynupyet BocnaneHue (aHapnUNaTOKCUH)



AJIbTEPHATUBHBLIA NIYTh AKTHBAIMH.

ANbTEPHATUBHDLIM NYTb aKTUBALMM KOMMJIEMEHTA NPUBOAUT K
npoteonnsy C3 crabunbHomy npucoeguHeHuto obpasyloulero

NMPOAYKTA C3b K MMKpO5HOﬁ NOBEpPXHOCTU 663 y4yactna aHTUTEenN
Spontaneous

hydrolysis,
bacterialvirus FB = factor B
FD = factor D
l MAC = membrane attack
€ (C3 convertases complex

A




AJIbTEPHATUBHBLIA NIYTh AKTHBAIMH.

CnoHTaHHOe pacwenneHue C3

M'maponns n nHaktnsauma C3b s xknagkoun ¢ase

3b cBA3bIBaeTCcA C NOBEPXHOCTbIO MUKPO6a 1 cBA3biBaeT paKTop B

PacwenneHune ¢pakropa B pakropom D,
ctabunusauma nponepgmHom

PacwenneHue HoBbix monekyn C3, C3-KoHBepTasomn

C3b KoBanieHTHO CBA3bIBAETCA C KNETOYHOMU noBepxHocTbio u ¢ C3bBb,
obpa3ya C5-KoHBepTasy

Pacwennenue C5, HAYKUMA NO3AHUX 3TaNOB aKTUBAL MU KOMMJJIEMEHTA




AJIbTEPHATUBHBLIA NIYTh AKTHBAIMH.
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AJIbTEPHATUBHBLIA NIYTh AKTHBAIMH.

benku d/1IbTEPHATUBHOIO NYTU aKTUBALLUUN KOMMNJZIEMEHTA
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C3 C3b cBA3bIBaeTcA C NOBEPXHOCTbIO MUKPOOOB,
nocne yero PyHKUMOHUPYET KaK ONCOHUH U KaK
KomnoHeHT C3- n C5-KoHBepTas
C3a ctrumynupyet BocnaneHme (aHaPpmnNaTOKCHH)

dakTop B Bb - cepuHOBaA nporteasa, aKTUBHbIU
KomnoHeHT C3- n C5-KoHBepTas

dakTop D CepuHoBas nporeasa nAasmbl KpOBM,
pacwennsaet paktop B, Koraa oH cBA3aH ¢ C3b

MponepauvH ctabunusmpyer C3-KoHBeptady (C3bBb) Ha
NoBEepPXHOCTU MUKpPObOoB



JICKTUHOBBIA NIYTh NIYTh AKTUBAIUH.

3anycKkaetca B OTCYyTcTBME AT nytem CBA3bIBaHUA MUKPOOHbIX
NONANCAXAapUAOB K LUPKYIUPYIOLWLMM JIEKTUHAM, TaKUM KakK
NIEKTUH, CBA3bIBAOWUIA MaHHO3Y (Man maHHaH) (MBL), nam K
dukonnHam. 3T pacTtBopumble NIEKTUHbI NpeacTaBaAloT cobou
KonnareH-nogobHble 6enku, nmerowme CTPyKTypHOE CXOACTBO C
Clqg

JIeKTUHbI, KOTOpble ABAAIOTCA 6enkamu, CBA3bIBAOWMMMU
yrneBoAabl, BaXXHbl ANA BPOXAEHHOr0 MUMMYHUTETA, NOCKO/IbKY
OHM CNOCcobHbI pacno3HaBaTb LUMPOKUNA CNEKTP naTtoreHoB. [1Ba

KNacca KONNAreHoBOro /IeKTUHA - MAHHO30CBA3bIBAOLWNMA
nektmH (MBL) n ¢uKoamHbl - MOryT akKTUBUPOBATb CUCTEMY
KOMMNJIeMEHTa, KoTopa“ nepBoOHa4YaNnbHO 6bina

naeHTUPGUUUPOBaAHA KaK 3aBUCMMAA OT aHTUTen adpdPeKTopHasn
cucrtema.



JIEKTMHOBBIN MYyTh MyTh AKTUBAIIMH.

Lectin Pathway
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JICKTUHOBBIUA NIYTh AKTHUBAIINH.

benkun neKTMHoOBOro NYTU aKTUBALUUN KOMNJ/1IEMEHTA
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MaHHOo30- ArrntoTUHUH, ONCOHUH, PUKCALUA KOMMNIEeMEHTA
CBA3bIBAIOWMUN NEKTUH NIEKTUH U3 CEMENCTBA KOJIJIEKTUHOB
(MBL)
M-ficolin (ficolin-1) ArrnioOTUHUH, ONCOHUH, PUKCaLMA KOMNIEMEHTA
Benok, cekpeTupyembiii akTUBUPOBaHHbIMMU MaKpodaramm
L-ficolin (ficolin-2) ArrnioOTUHUH, ONCOHUH, PUKCaLMNA KOMNIEMEHTA
benokK nnasmbl KPOBU
H-ficolin (ficolin-3) ArrnitoTUHUH, ONCOHUH, PUKCALUNA KOMNIEMEHTA
benokK nnasmbl KPOBU
MASP1 O6pasyetr Komnaekc c MASP2 1 KonnekTMHaMmu unm
dukonnHamm n aktusmpyetr MASP3
MASP2 O6pasyet KOMNAEKC ¢ NeKTUHaMM, 0Co06eHHO ¢ PUKoNnHOM-
3
MASP3 CBA3bIBAETCA C KONZIEKTUHAMU UNN PUKONIMHAMU U

MASP1; pacwennsaer C4



Classical pathway Lectin pathway
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IMo3auue YTanbl AKTUBAIIMUA KOMILJIEMEHTA.

benku NO3AHUX 3TANOB aKTUBAaLUUU KOMIMJ1IEeMEHTa

C5 C5b uHUUMKMpyeT accoumauymio
membpaHoaTtaKkytouwero Komnaekca (MAC)
C5a ctrumynupyet socnaneHme (aHapnNOTOKCUH)

Cé6 KomnoHeHT MAC: cBa3biBaeTca ¢ C5b u
npucoepuHsaet C7

C7 KomnoHeHT MAC: cBa3biBaeTtcsa ¢ C5b,6 n
BCTPaMBaETCA B IMNUAHbIe membpaHbl

C8 KomnoHeHT MAC: cBsAi3biBaeTtcsa ¢ C5b,6,7 u
UHUUUMpPYeT CBA3bIBaHME U noanmepusauuio C9

C9 KomnoHeHT MAC: cBa3biBaerca ¢ C5b,6,7,8 n
nonaumepusyetca ¢ obpasosaHuem membpaHHOMU
nopoil



Peryasinusl CHCTEMbI KOMILJIEMEHTA.

C1-nHrmnburtop (C1 InH)

dakrop |

®dakTop H

C4-cBA3blBAOLUMA
6enok (C4bP)

MembpaHHbIH
KO(daKTOpHbI 6enok
(MCP,

CD46)

daKTop, YCKOpAOLWUA
pacnag (DAF)

CD59

Clr, Cls

C4b, C3b

C3b

C4b

C3b, C4b

C4b2;,,
C3bBb

C7,C8

UHrMbutop cepmHOBbIX NpoOTeas; CBA3bIBAETCA C
C1r n Cls u BbiTeCHAET UX U3 KomnaeKca ¢ Clq

CepuoBas nporeasa; pacwennsaet C3b u C4b,
ucnonb3dya ¢akrop H, MCP, C4bP nnu CR1 Kak
KodaKTopbl

CeasbiBaet C3b u BbiTecHseT bb
Kodakrtop ana pacwennenna C3b ¢pakropom |

CeasbiBaet C4b u BbiTecHsaeT C2
KodakTop ana pacwennenna C3b ¢pakropom |

Kodakrtop ana pacwennenna C3b ¢pakropom |

BbiTecHAeT C2b ns komnnekca c C4b u bb us
Komnnekca ¢ C3b (auccoumauymna C3-koHBepTas)

bnokupyert ceasbiBaHue C9 n npeporspaiyaer
obpasosaHme MAC



