Cuncrtema Ha KoMmnJjieMmeHTa

42 BbNPOC

[ou. Munena AtaHacoBa, 4.0.
PwkoBoauTen cektop “buonornga”
MY-I1neBeH



Lllo e cuctema Ha KoMmnnemeHTa?

« BbunoxummyHa/eH3IMMHa Kackaga, nognomaratiia
(KoMnnemeHTUpaLwla) aHTuTenara ga , noyncrear’
naToreHUTe OT opraHu3ma.

* Lllo e eH3UMHA Kackaga? — nopeauLa oT eH3UMHMU
peakLuun, NP1 KOATO BCAKA NpeaxoaHa peakuus
aKTMBUpaA NMPAKO UM cnocoodcTBa 3a NPOTUYAHETO Ha
crnepBallaTa.

 [lpeaumcTiBa:

— MO3BOMABAT Mariko KONM4ecTBO OMONOrMYHO aKTUBHO BELLECTBO
[a npeans3BuKBa Cepuo3Ha peakums OT cTpaHa Ha opraHu3ma.

— MpeaocTaBAT Bb3MOXHOCTU 3a No-gobpa perynauus



OCHOBHW XapaKkTePUCTUKM

« HecneuudvyHa cuctema 3a 3awmTta - Yyact
BPOAEHUSA UMYHUTET

— KoHCTUTYyUTMBHA - HAMa cnocobHoCcTTa aa ce
aganTupa unu aa ce NpoMeHst B 3aBUCUMOCT OT
ycrioBusaTa

 bbp3 oTroBop

— N30bupaTtenHocT n TonepaHTHOCT KbM COBCTBEHUTE
aHTUreHU

— AKTMBaUuMaTa MOXe Ja ce OCbLLUEeCTBU OT aHTuTena —
yyacTBa B B NpoLiecUTE Ha NPUOOOUTUAT UMYHUTET

 B3ammopencrBa ¢ KOMMOHEHTUTE Ha NpPMACBUTUSA
NMMYHUTET



McTopus

OTkpuT npe3 1894 ot Jules
Bordet

N3passaBa ce B cnocobHoCTTa
Ha npeceH cepyMm ga
naupa Yy>xam KneTku

JlInTnyHata akTMBHOCT Ha
cepyma mnayesBa npu
3arpasaHeTo My go 56 C°
3a 30 MuH




OYHKUMN HA KOMMNNEMEHTa

% [lone3Hun 3a opraHmama:

« OncoHunsauyns n onocpeacreaHe Ha
doaroymnTosara

Takcuc Ha parounTn U aktuBaumndaTa nm
JTn3uc Ha BakTepmn N NHPEKTUPAHN KITETKN
“lNoyncrteaHe” Ha UMYHHU KOMMNNEKCH
“I'ouncteaHe” Ha anonNTOTUYHU KIETKU

vt ¢+ ¢ ¢

» BpegHu:

» Bb3naneHue, aHadunakcus




OnpeneneHus

» C-aKTuBaLW4A: npoMsaHa Ha KOMMOHEHTUTe Ha C, Taka
Yye Ja B3aMMoOdeWucTBaT C APYr KOMMNOHEHT

» C-dpunkcaumsa: nanonseaHe Ha C ot Ag-Ab Komnnekcu

» XEMOMUTUYHU eanHNLUMN (CH50): pa3spexagaHusa Ha
cepyma, nuampawin 50% ot nokputute c Ab
epUTPOLNTN B CyCNeHCUS

» C-MHaKTMBaAUWA: aneHatypauusa (TOMNMHHA HaW-
4eCTO) U B pesynTart, 3aryba Ha NIMTUYHA aKTUBHOCT

» KoHBepTa3sa/ecTepasa: npomeHeH C-KOMMOHEHT,
KOUTO JencTBa KaTo NpoTeonnuTuyeH eHsmm 3a gpyr C-
KOMMOHEHT




[lpOoTENHK OT cucTeMaTa Ha
KoOMnnemMmeHTa (HoMmeHKnaTtypa)

» C1l(grs), C2, C3, C4, C5, C6, C7, C8, C9
» paktopu B, D, Hu |, nponepanH (P)

» MaHo3a-cBbp3aBaly nektnH (MBL), cepuHoBM
npotea3n (MASP-1 MASP-2)

& C1 nHxnourtop (C1-INH, cepnuH), C4-
cBbp3BaLy npoteuH (C4-BP),

» C1 peuentop (CR1), npoTtenH-S (BUTPOHEKTUH)




AKTUBaLMOHHU NPOAYKTU Ha
KOMMNoHeHTUTe Ha C (HoMeHKnaTtypa)

AKTUBUPAHUTE KOMMOHEHTN 0OMKHOBEHO UMaT
XOPWU30HTarnHa YyepTa Hag o3Ha4vyeHuneTo: Harnp. Clgrs

[Tpn eH3nMHO pasuenBaHe, no-rofisiMara 4acT OT
nenTuaa ce CBbp3Ba 3a aKTUBALMOHHUS KOMMIEKC UMK
3a MeMbpaHaTa, a no-MankmsT ce ocBoboxdaBa B
MUKpocpeaara

[Mo-ronemute, MembpaHHO-CBbP3aHN NPOTEUHMN
OOMKHOBEHO ce benexart ¢ “b”, a ¢ “a” ce oTbenassa no-
Mankara vacTt (Hanp., C3b/C3a, C4b/C4a, C5b/C5a),
OCBEH C2 (no-ronsimata, MeMbpaHHO-CBbpP3aHa 4acT €
C2a; no-marnkarta e C2b)




[IbTNWaA 32 aKkTuBauUUA Ha

KOMIJ1IeMeHTAa
Knacu4yecku JlekTnHoB AnTepHaTUBEH
AHTUTANO- AHTUTANO- |
3aBUCUM He3aBUCUM
AxkTnBaumsa C3u
PopmupaHe Ha C5 KOHBepTa3a
|
dKTnBauud
Ha C5

Jlnsuc Ha aTakyBaHaTa uen




Knacunyecku noT

[ NnaBeH NbT 3a akTmBauua Ha C

AKTUBMpPA Ce C y4aCTUETO Ha:

- IgM

- 1gG3

- 1gG1

- 1gG2

Monekynute IgG TpsibBa ga ce cBbpXaT Ha
pasctoaHme 30 — 40 nm egHa OT apyra

Camo egHa monekyna IgM moxe oa aktmsupa
Cl!

3awo ?






Knacunyecku noT

PeTpoBupycu
Mwukonnasmu
TpnnaHo3omMu
E. Coli
Klebsiella

[TloBe4eTO MHPEKLUMO3HN areHTn aktmsupat C
No anTepHaTUBHUA NbT



Knacunyecku noT

1) PasnosHaBaula eguHuua: C1 KoMnnekc

— C1 nma 3 cybeaguuuum (Clqg, Clr, Cls)
- CBbp3aHu egHa ¢ gpyra ¢ Ca?t

- C1g pasno3HaBa Fc yyactbka u ce
CBbp3Ba

- Clr n C1s maTt eH3MHa akTUBHOCT

- AKTUBaUMATa ce n3pasdasa 1 B NpoMdaHa
Ha oopmMaTta Ha MOneKynmTe



Knacunyecku nbT

2) AKTMBaUMOHHA eguHMLa
— C4 ce koHBepTUpa go C4b
— C2 ce aktnBupa go C2a & C2b
— C2a un C4b ce cebp3Bat 1 obpasysaTt C3 KOHBepTasa

(C4 cBbp3aH C aHTUreH e No Bb3npuemyns 3a cBbp3BaHe ¢ C2b)

- C3 e oCHOBHa cbCTaBKa Ha cuctemaTta Ha C
(Bcsika monekyna C2a-C4b pasuensa 200 monekynun C3)

- Makpodrarnte nmart peuentopu 3a C3 no
NOBLPXHOCTTA CU

- AKko C3Db ce cBbpxe Ha pasctodHue 40 nm oT
C4b-2a ce dopmmpa C5 KoHBepTasa






Knacuyecku noT

3) MembpaHHO aTakyBaLll, KOMIMMEKC
- C5 koHBepTasaTa pasuensa C5 Ha Cha & C5b
- C5b ce cBbp3Ba KbM KreTb4yHaTa MeEMOpaHa

- Co,C7,C8 & C9 ce cBbp3BaT nocnenoBaTernHo
(He ca eH3nMKn)

- C9 nonumepusunpa n obpasysa TpbbOBMOHA
nopa B KrneTb4yHaTa MeMOpaHa

- HactbnBa untonuaa.
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KOMMOHEHTU Ha Knacn4deckms

NMbT
C1 komMnnekc I I




Knacnyecku noT
ObpasyBaHe Ha C3-KoHBepTa3a

Ca*t




Knacuyecku nbT
ObpasyBaHe Ha C3-KoHBepTasa

o

C4b2a e C3 KoHBepTa3a




Knacuyecku NbT
ObpasyBaHe Ha C3-KoHBepTasa

R

Ca'"

C4b2a3b e C5 KoHBepTa3a;
[loBexxga na obpasyBaHe Ha
MeMOpaHHO-aTaKyBaLl
Mg** KOMMeK




AnNTEpPHATUBEH MbT

e Pillemer 1957 .
* [lo-cTap eBONMOLIOHHO
e He e Heobxoanmo Ab 3a akTuBauudaTa

KOMMNOHEHT!

S
10,



CnoHTaHHa C3 akTuBauus

ObpasyBaHe Ha C3 KOHBepTasa

-

v

KomnnekcbT C3iBb nma MHOro KbC nosy>XmeoT



C3-akTmBauud
amMmnnudpunkaunoHHa
bpumMka

AKO ce reHepupa CrnoHTaHHO
C3b He ce paspyluaBa

- MOM



C3- aKkTnBagus
amMmnnudpurkaLnoHHa
bpumka




C3- akTuBauug
aMmnnndukaymMoHHa
bpnmMKa
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C3-aKkTnBagns
amMmnnudurkaunoHHa
bpumka
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C3-aKTnBauus
amMmnnudunkaunoHHa
bpumka
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[lerpagaumsa Ha CNOHTaAHHO
nony4vyeHua C3b

h 4 o |

o

-




C3b ctabunusauua v
C5 aktnBauusa

C3b Hamupa A 4

aKTMBaToOP
(NpOTEKTOP)

CtabunHa C5 KoHBepTa3a Ha

dlITePHAaTUBHUA NDBT




peryriaund Ha KrietTb4Harta

I T el bl

C3 stablized




[1Ba nbTa Ha C5-

KOHBepTa3aTta
C5-koHBepTasa Ha C5-koHBepTasa Ha
Knacuyeckus n AnTepHaTUBHUA MbT

JlekTnHOBUMA NbTULLA




MaHo3a-cBbp3aH JIEKTUHOB NbT

e HaWn-KbCHO OTKpPUT
 Cnep aktnBmpaHe Ha MASP - KaTo Knacu4yecku nbT
» He e HeoOxoaumo Ab 3a akTuBauuaTa

KoMnoHeHTHn
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MaHo3a-cBbp3BaLy

JIEKTUNH

. 4

JNlekTMHM — BenTbuwy,
CBbp3BaLLM 3axapuaHu
OCTaTbLM C BUCOKA
cneunduyHocTt. Urpaar
pons npu
pasno3HaBaHeTo Ha
KNETKN 1 Aap. 6enTbyHn
Monekynu. Hanp. HaKou
BUPYCWU M3nosnssaT
NEeKTUHU 3a ga ce
NPUKPENAT KbM
KreTkaTa-
FOCTOMPUEMHUK

MaHo3a-acouunpaHa
ecTepasa — aBa
KOMMOHEHTA



MaHo3a-CBbp3aH NEKTUHOB MbT

. ' C4b2a e C3 koHBepTasa,;

BoAu Ao obpasyBaHe Ha C5
KOHBepTasa




JInTnyeH NbT — pa3pyLllaBaHe Ha
MemMOpaHaTa Ha npuuenHara Knetka

[enctBneto Ha C5 KOHBepTasa
OgoBeXxaa OO akTuBaLUs Ha

NMnT™muyHnga NouT




KOMMOHEHTU Ha NUTUYHUNA NBT

C7
C6

C8




C5-akTmBauugd Ha
NMINTUYHUA NbT




AcembrnnpaHe Ha NUTUYHUS
KOMMJ1EeKC




BMbKBaHe Ha NMUTUYHUSA KOMMSEKC B
KneTbyHaTa MmembpaHa




PasrpaxpaHe Ha
Clars




buonorn4yHm cBonCTBa Ha
NPOAYKTUTE Ha aKkTuBauusa Ha C

[TpoayKTu Buonornyxu Perynauuns
CBOWCTBA
C2b
(I'IpOKI/IHI/IH) eﬂ,eM Cl'INH
C3a HerpaHynauns Ha Kapbokcu-
(aHadpunatokcuH)  MacToOUUTU; yBenn4eHa Nentuaasa-
cbaoBa B (C3-INA)
MPOMNYCKIIMBOCT;

aHadaunakcus




buonormyHm cBomMCcTBa Ha

NPoAYKTUTE Ha akTuBauusa Ha C

[poayKTH BronornyHu Perynauus
CBOWCTBa
C3b OMNMCOHU3aUUS; doaktTopn H & |
(OMCOHMWH) daroymTHa
aKkTuBaums
C4a kato C3, HO (C3-INA)

(anadpunarokcuH)  no-cnab

C4b

ONcoHMn3auus; C4-BP,

(OMCOHMWH) doarouunTosa doakTop |




buonormyHm cBomMCcTBa Ha

NPOAYKTUTE Ha aKkTuBauusa Ha C

[poayKTH BronornyHu Perynauus
CBOWCTBA
Cbha AHadunakTuyeH KaTto Kapbokcu-
(xemotakcuueH  C3, HO NO-CUJSIEH; nentuaasa-
dakTop) [Mpuenunya n aktmeupa & C (C3-INA)
PMN, HeyTpodunHa
arperauusi, cTumynauyms
Ha OKCUOATUBHUSA
MeTaboNN3bM
C5b67 XeMOTaKCcuc, CBbp3Ba ce NnpPoTenH-S

N KbM OpYyrn memopaHu




bunonornyHn eeKkTn Ha
Cba

1. neutrophil 2. neutrophil
activation adhesion

3. neutrophil emigration
and chemotaxis

smooth muscle | '

contraction

and increased
vascular

permeability

5. mast cell

4. monocyte
degranulation

activation




OncoHnzauus n darountosa

opsonization binding phagocytosis

complement phagocytic cell

bacterium




[eHn 3a KomMnoHeHTuTe Ha C

Chromosome 6p - HLA

A B C TNF C2 Bf HSP70 DR DQ/DX DP

Direction of genetic trinscription

= C44 CYP2IP C4B cYe2l

S’ T KTT T KTK 3
Figure 1 - Schematic representation of human major histocompatibility com-
plex class III.



JTabopaTopHU TECTOBE
basnpaHn Ha KOMMNOHEHTUTE

Ha C

He e Heobxoanmo doopMupaHeTo
Ha peLlueTka



MeTton

— Ag ce cMecBa C TeCTMpaHus cepym 3a aa cebpxe Ab (ako nma)

Peakumna cBbp3BaHe Ha
komnnemeHTa (PCK)

— J[lobaBsa ce ctaHOapTHO Konun4vectBo Ha C

— [lobaBAT ce eputpounTn, NOKpUTK ¢ Abs

— Orlpenenﬂ ce CTelrneHTa Ha XeMoJin3a

Ag

NoA(g

Tectupan

cepym




