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2. BpoxxgeHHbI UMMYHUTET

- Cuctema KomnnemeD

- MpodeccnoHanbHble daroumThbl
- NK-cells

- Bzaumopenctemne anemMeHToB

- BpO)K}J,eHHbII;I MMMYHUTET N BUPYCbI




Cuctema KoMnnemeHTa
«eCTb npobrnema»
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3apava:

Cuctema KoMnnemeHTa
BTOpON* py6exx 0B60pPOHbI

HyxHa GbicTpas u Besgecyllas 3awuTa.

- HET BPEMEHU Ha pa3bupaTenbCTBa KTO CBOW, KTO YyXOW.

- HET BpeMeHM Ha nepegucrnokaumio cun (TpebyroTcs Yachl)
- 3alMLaTh NOCTOSAHHO U NMOBCEMECTHO

PelieHue:

BaxHo:

Be3 pa3bopy 6uTb Bcex, CBOMM pa3aaTh 3aluUTy.

3awuTa ans cBoux — HeoTbeMnemas 4Yactb OpyXus.

*riepebili pybex — cpusuyeckuli bapbep

CucTtema KomMnnemeHTa

«npe3ymMmnumna BUHOBHOCTU»

KoHuenuus:

1.
2.

3aWnTUTL CBOMX.

OpraHunsoBaTb YMEPEHHbIN NOCTOSAHHbIA U MOBCEMECTHbIN
0bCcTpen «Ha BCAKWUN Cryyai».

. CosgaTb MexaHu3m 6bICTpOFO YCUneHua orHa, ecnu

obHapy»eH Bpar.

. icnonb3oBaTtb BCE BO3MOXHbIE cpeacTtea nopaxkeHua spara

. MoaaTb curHan Tpesoru, ecnm oGHapyxeH Bpar




CucTtema KomMnnemeHTa

1. «3aWmTUTL CBOUX»

Paccmompum no3sxe
(ko20a 6ydem sicHO om 4Yez20 3awuuw,ams)

CucTtema KomMnnemeHTa

OnsATb CroXHocTU

BHumaHue!

HasBaHus 6enkoB cucTEMbI, KaK, BMPOYEM, U CaM TEPMUH
«KOMMMNEMEHT» B0rbLLIOro CMbICIa HE HECYT.

'MaBHOE - Ha HUX HEe 3auMKNMBaTLCS (3peTb B KOPeHb!).




Cucrtema KomMmnnemeHTa
«KJIIOYEBOW 3J1IeMEHT»
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KntoueBoW aneMeHT cucteMbl kKonvremeHTta — 6ernok C3

KoHueHTpauus B nnasme — 1 mg/mL

BblpabaTbiBaeTcs B Ne4YeHu, kak 1 60nbLLMHCTBO GENKOB CUCTEMbI
KOMMneMeHTa

B nnasme cnoHTaHHO pacliennseTcsa Ha ABa pparMeHTa:
C3b (ocHoBHoM) 1 C3a (ManeHbKuin)

C3b KpaiiHe peakLMOHHO-CNOCO6eH, MOXET KOBaNeHTHO CBS3biBaTbCS
C aMUHO U r’MapoKCcunbHbIMU rpynnamu 0enkoB 1 nonmcaxapos

C3b rupponusyeTtca Boaomn B TeveHne 60 MKC, CTAHOBSICb HEAKTUBHbIM

CucTtema KomMnnemeHTa

2. O6cTpen «Ha BCAKAN criyyan»

CnoHTaHHoe
pacLuenneHve
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C3b KkpaiHe peakLMOHHO-CNOCOGEH,
WHakTusaums Hol MOXET KOBaNeHTHO CBf3biBATbCHA C
(rvaponus), ’ aMVMHO W TMAPOKCUMNbHBIMK TpynnaMu
oK. 60 mkc GenkoB M nonucaxapos, Hanpumep,
(e Ha NOBEepPXHOCTW MMKPOBOB (GakTepwii,
-~\_|"'1 BVMPYCOB W TA), Kak, BMpOYEM, U Ha

NOBEPXHOCTN CBOUX KITETOK.




CucTtema KomMnnemeHTa

3. YcuneHune «orHs»

dakTop B dakTop D Properdin
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CBsi3aHHbIN Ha noBepxHocTn C3b
— obpasyeTt C3-koHBEpTasy,
—_—— HanpaeneHHo pacuennsiowyio C3,
co3naBasi kackagHoe ycurneHve

CucTtema KomMnnemeHTa

3. YcuneHune «orHs»

dakTop B dakTop D Properdin
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®akTop D PacTtBopumasi npoteasa.

AxTUBMpYeT cBA3aHHbIN ¢ C3b chakTop B

Properdin Crabunuavpyet C3 koHBepTa3y Ha NoBepXHOCTH
MukpoboB, o6pasysi komnnekc C3bBbP




Cucrtema KomMmnnemeHTa

4. YHNYTOXAaTb Bpara noobiMK cpeaocTtBamu
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Cucrtema KomMmnnemeHTa

5. «[lopaTb curHan TpeBormn»

AxTMBauuA BocnanuTenbHbIX NPOLIeCcCoB
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Microbe
Recruitment and Destruction
activation of of microbes

leukocytes by C5a, C3a||by leukocytes

« C3a u Cha (1, B MeHbluel cTenenun, C4a) aBnsoTCS xemoaTTpakTaHTaMu

» C3a 1 Cha eLLé Ha3biBalOT aHadunaTokCHaMu, T.K. MOTYT BHOCUTb
CYLLECTBEHHbIN BKNag B pa3BUTME aHaduUnakTuyeckoro LLoka




Cuctema KomMmnnemeHTa:

«KMNPOMEXKYTOYHbIE UTOTN» A A Garoyvos =i X
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CucTtema KomMnnemeHTa

«Kpusble» npasuna

BonbLlnHCTBO BenkoB «BGOeBO» YacTW CUCTEMbI KOMMIIEMEHTa Ha3blBalOT
bykBow «C» 1 Homepom (C2, C3 ... C9).

HO! EcTb 6enkun «Bx», «D» 1 ap., npuyém 6e3 Homepa,

a ecTb Ha3BaHua Clq, Clr, Cls, T.k. C1 oka3asncsi KOMMIeKCoM 3TUX Tpex 6enkos.
Kpome Toro ectb Ha3BaHusa Tuna MBL, MASP1 n T.4.

YacTb 6enkoB cUCTEMbl KOMMIIEMEHTA UCXOAHO NPEACTaBNAET HeaKTUBHYHO opmy, 1
ONs akTvBaumm TpebyeTcst «OTLUENUTb» OT HUX HeBONbLLON parMeHT.
dparmeHTbl 0603Ha4atoT GykBamm «a» u «b»: C3 -> C3a (MeHbLumid) u C3b (GonbLuwii).

Mopsaok undp TONbKO 3anyThiBaeT.
Hanpumep, peanbHble nocrnenoBaTenbHOCTU CODbITUIA BbIFMAAST TakK:
C3, B, D, Properdin, C3, C5, C6-9 wnn  C1, C4, C2,C3, C5, C6-9

HekoTopble 6enku cucTeMbl KOMMNEMeHTa 06pa3yoT KOMIMEKCHI.
OO6bI4YHO OHM 0603HaYaTCA Tak:
C4b + C2a=C4b2a wvnn C3b + Bb = C3bBb

HekoTopoe BpemMsa Ha3ag pewmnu nepemmeHosaTtb C2a B C2b, a C2b B C2a (4t0
nornyHo). B 2-x kHurax 2005r.(u Bo Bcex paHee) C4b2a, B ogHom — C4b2b




Cucrtema KomMmnnemeHTa
«YpapHas cuna»

C3-koHBepTasa C5-koHBEpTa3a

dopmumposaHne MAC-komnekca

Inflammathon

vl

Call
Iysis

wompes [MAC|
"maBHoe opyxue - 6enok C9 (10-16 cybbeanHuL, B KOMNIeKce)

MepdopuH (perforin), koTopbin ncnonesyetcsa T-kunnepamu (CTL) un
knetkamn NK siBnsietcs romonorom 6enka C9




Structure of the MAC in cell membranes.

A. Complement lesions in erythrocyte
membranes. The lesions consist of holes
approximately 100 A in diameter that are
formed by poly-C9 tubular complexes.

B. For comparison, membrane lesions
induced on a target cell by a cloned CTL
line. The lesions appear morphologically
similar to complement-mediated lesions,
except for a larger internal diameter (160
A). CTL-and NK cell-induced membrane
lesions are formed by tubular complexes of
a polymerized protein (perforin), which is
homologous to C9.

C. A model of the subunit arrangement of
the MAC. The transmembrane region
consists of 12 to 15 C9 molecules arranged
as a tubule, in addition to single molecules
of C6, C7, and C8 a and y chains. The
C5ba, C5bB, and CB8B chains form an
appendage that projects above the
trans membrane pore.

2 Ehiandar 2005, Aldsas & Lichiima: Caflubar and Mo ufar [ S coam
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Perynatopbl akTuBauum KoMmnriemMeHTa
1. PacwenneHune C3b

Factor |
MCP
nnm

CR1
. Proleolyms .
oi C3b

MCP — Membrane cofactor protein, CR1 — peuentop C3b, C4b, iC3b

Factor |

Factor H '
[ . Cab

@ Proteolysis m
of C3b
=§> > ﬁ
P

Perynatopbl akTuBauum KoMnriemMeHTa
2. NHrnbuposaHmne C3-koHBepTa3bl

%Factor H
[cal

DAF

DAF — Decay accelerating factor, CR1 — peuentop C3b, C4b, iC3b
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PerJ'IFITOpr adKTnBauum KomnriemMmeHTa
3. NHrmbuposaHne MAC-komnnekca

1. MpepoTBpalleHne
noBpexaeHnn

2. Jlokanusauus
«ypnapa»

CucTtema KoMnremeHTa;:

«MPOMEXYTOYHbIE UTOTU» A barouyos &
o
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Cuctema KomnriemeHTa:
HanpaBneHHbIN 3anyck

HanpaBneHHbI 3anyck — ABe BO3MOXHOCTMU:
1) CneunuyHbIN CNYCKOBON MEXaHU3M

2) CneundunyHble METKM N YHUBEPCASbHbIN
CMYCKOBOW MexaHM3M, pacrno3HatoLWwmi 3T MeTKU

Cuctema KoMmnniemeHTa:
HanpasneHHbIN 3anyck

MBL (Mannose-binding Lectin) - cneumMdnyHbIin CnycKkoBOM MEXaHN3M

MBL — npyHagnexuT kK cemencTsy konnektuHos (Collectin),
cobupaeTcs U3 2-6 MOHOMEPOB, KaXabli U3 KOTOPbIX COAEPXKUT
collagen-like doparmeHT 1 lectin gppacverHm
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Cuctema KomnriemeHTa:
MBL - crneumduYHbIN CryCKOBON MeXaHU3M

MBL cneuudmyHo cBsA3bIBaeTcs C
yrnesogamu, HanpumMep MaHHO30M,
XapakTepHblMM ANsi  MOBEpXHOCTEN
MUKPOGOB. [MokasaHo CBsi3biBaHWE C
Candida albicans , Bupycamm Takumm

heli:

™ i .

I = =1, kak HIV u influenza A, co MHorMmmM

g 1’,,;. ey bakTepusmn, Brodas Salmonella n

Pl LR -'|t"-‘_’:I N

o ST Streptococci , a Takke napasutamu -

Ry iAo giilion Seraes . .
] I Leishmania v gp

Figurs? 11 bnrarsbialeg B 15 Belard Suwron 26028

Cuctema KomnriemeHTa:
MBL - crneumduYHbIN CryCKOBOW MeXaHU3M

MBL-Associated Serine Proteases: MASP-1 n MAPS-2.
O6pa3sytoT komnnekc ¢ MBL. AKTUBMPYHOTCS MpU M3MEHEHUM KOHGopMaLmn
MBL BO Bpems crneumdnyHoro cBasbiBaHna (MMHUMYM ABa canTa).

Figure 2-24 Immuncbiology, &le. (€ Garland Science 2005)
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Cuctema KomMmnnemMmeHTa:
«Lectin pathway»
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Cuctema KomMmnnemeHTa:

CreundunyHbie METKU 1 YHUBEPCanbHbIN CMyCKOBOW MEXaHU3M,
pacno3Halo LM 3TN METKU

C-peakTuBHbIl 6enok
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Cuctema KoMmnnemMmeHTa:

CreundunyHblie METKU 1 YHUBEPCanbHbIN CMyCKOBOW MEXaHU3M,
pacrno3Halo LM 3TN METKU

IgM — aHTuTena

.\lg-chartv06.swf

Cuctema koMmnnemMmeHTa
«romosnorm»

Clqg - romonor MBL
Clrn Cls - romonorm MASP1 un MASP2

C4 - romonor C3
C2 —romonor B
C4BP — romonor ¢akTtopa H

n TA.
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Tpl/l nyTn aktuBauum KoOMniemeHTa

'-F\| AnbTepHaTMBHbIA | E | JlekHoBbI | i | Kmaccuueckuit

1. CessbiBaHvie 6enkos Micinise

KoMnriemMeHTac |
NoBepPXHOCTLI0 MUKpo6a il.aj-faé L MBL

WM aHTUTenamm = %I

"F
e— —
2. dopMUpoBHUE e H
C3-KoHBEpTa3bI Mc A T o
L ]mwnas
3. Pacwennenve C3

(obpa3oBaHue kackana) |

4. dopMMpoBHUE
C5-koHBepTasbl

A @4—5 :

ummlum

)

5. 3hpeKkTOpHbIE CTARMM aKTUBALUU CUCTEMBI KOMMIIEMEHTA
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