CUCTEMA KOMINVIEMEHTA

Kommnement mpencraisier coboit cucremy u3 40 ¢GyHKIIMOHAIBHO CBS3aHHBIX MEXIY COOOM
TUIa3MEHHBIX 0enKoB, CIOCOOHBIX K [10CJIEZI0BATEILHOMY
AKTUBAIlMOHHOMY  KackaJly ¢  KOHEYHBIM  Hecmenupuueckum
UTOTOKCUYECKUM (MUKpoOMLIMAHBIM) 3¢ ¢dexkrom. Hapsay ¢ kuHuH-
KaJUIMKPEUHOBOM, CBEPTHIBAOLIEH U (UOPUHOIUTUYECKONH CUCTEMaMHU
KOMILJIEMEHT BXOIUT B COCTaB MeracucreMbl Xaremada. B 1898 r. C.
Bordet, Oynymmuii HoGeneBckmit maypear (1919), ycranoBwi, 4TO
CBIBOPOTKA MMMYHHM3UPOBAHHOTO >KMBOTHOTO in Vvitro o0janaer siBHBIM
OakTepronuTHIecKuM 3(hPEeKToM, KOTOPBIH OTMEHSETCS MPOrpeBaHUEM
no 56°C wnm mpocToil HemenbHOW sKcmo3unuei. [lozgHee ObLTO

YCTAaHOBJICHO, YTO 3TO CBSI3aHO C OCOOCHHOW IUIa3MEHHOW CHCTEMOM
0EJIKOB, KOTOPYIO Ha3BAJIM «KOMILJIEMEHTOM» - C.

CucremMa KOMIUIEMEHTA BKJIFOYAET S5 TPYIIIT OCIKOB:
1. berxu-akmusamopul (nauanvhsie komnonenmst): Clqrs, C2, C3, C4
2. Benxu koneunoil nocredogamenvHocmu (mepmunaivhvle komnonenmst): C5, C6, C7, C8, C9
3. @axmopwl anbmepramusrnozo nymu akmueayuu: D, B, P (mponepaun)

4. DBenku-uneubumopvl u 6enxu-unakmugamopwl: Gakrop I, kapbokcunentunasei, C4b-
cBs3biBaromuii Oenok (C4bp), S- Genok (ButponektuH), Cl-unrudbutop (C1-INH), daxtop H,
DAF (CD55), nporextun (CD59 ), MCP (CD46) u ap.

5. Peyenmoput k 6eaxam xomnaiemenma: CR1 (CD35), CR2 (CD21), CR3 (CD11b/CD18), CR4
(CD11c/CD18), C5aR (CD88) u ap.

OCHOBHBIMU q)YHKHI/IHMI/I KOMIIJICMCHTA SIBJIIFOTCS .

1) wmukpoOunuaHas (10 OTHONICHHIO K OaKTepHsM, BUpycam, Tpubam u
MPOCTEUIINM),
2) OHKOJIMTHYECKas,
L] 3) ydacTue B BOCHAIUTEIBHBIX PEAKIIUsX,
4) aktuBanus GparonurTosa,
5) B3auMOJENCTBUE B IPYTHMMH IUTa3MEHHBIMH CHCTEMaMH METaCUCTEMbl XareMaHa,
6) y4acTtue B peryisiii UMMYHHBIX OTBETOB.

bruocuHTe3 OETKOB KOMIUIEMEHTAa MPOUCXOAUT B TIEYCHH, JIHUTEIWW TOHKOTO KHIIECYHHUKA,
Makpogarax KOCTHOro Mosra u cene3éHku. CHHTE3 U NMOTpebeHHe, TaKkKe KaK U aKTHBALUs U
WHTUOHIINS, HAXOJSTCS B JIAOMIIHOM PAaBHOBECHU. B HEKOTOPHIX CITydasx MOJHIIEITHIHBIE IS
onHoro komnoHeHTa (C1 u C8) cuHTe3upyroTCs pa3aesibHO U cOOUparoTCs 1Mo100HO0 OMHAPHOMY
OPY)XHIO HETIOCPEJICTBEHHO TMepe CeKpemuen. Y Iutofa CHHTEe3 ONKOB KOMIUIEMEHTa
perucTpupyercs ¢ 6-i Heslenu, a HUTOIUTUYECKas akTUBHOCTh — ¢ 10-if Henenu.

Cucrema KOMITJIEMEHTa MOKET aKTUBUPOBATHCA 10 HECKOJIBKUM ITYTSIM, TJIABHBIMU U3 KOTOPBIX

SIBIIIIOTCS  KJIACCHYeCKHH U aﬂbTepHaTHBHbIﬁ. B nponecce aKTUuBaAllMM KOMIIOHCHTLI




KOMIUJIEMEHTa pacHICTUISIIOTCS Ha (parMeHThl, Oonee KpymHBIA W 0ojiee MEIKHH. OTh
(dparMeHThl 00J1a1al0T OHOJOTMYECKOW aKTHBHOCTHIO, BbI3biBasg Ooyib (C2a), oték (C4a),
noiepxkuBas BocnaneHue (C3a, C5a), aktusupyst daromuros (C3b), ctumynupys xemorakcuc
HeiitpopuioB (Ba). B koHIe Kakaoro myTd akTHBaLuM oOpa3zyercss MeMOpaHaTaKyROLIHid
xomiuieke (C5b6789...9), koTopelii mpoOypaBiarBaeT MeMOpaHbl KJICTOK-MHUIICHEW, Hapylas
OCMOTHYECKOE PAaBHOBECHE IIUTOILIA3MbI U MEXKKJIETOUHOU CPEIbI.

1. Kinaccuveckuii — 3amycKaercsi MUPKYIUPYIOIIUMH HMMYyHHBIMH Komiuiekcamu (IIUK), B
coctaB KoTopblX BxoauT IgM unu IgG u anturen. OToT myTh Takxke MoxeT 3amyckarbcsi CPB,
MaHHO30-CBS3bIBAIOIINM JIEKTUHOM (JICKTHUHOBBIN MyTh), cypdakTtanTHbIMU Oenkamu SP-A u SP-
D. Knaccuueckuii myts umeer 0oipiioe 3Ha4yeHHE B 3(PPEKTOPHBIX peakusiX eCTECTBEHHOTO H
aJaTUBHOTO UMMYHUTETA.

C1 umeer clOXHYI0O "TIONBIIAHONOIOOHYIO" CTPYKTYpY B COCTOMT m3 10 pa3HBIX MOJEKYI: 6
Clg, 2 Clr u 2 Cls. Oo6pazoBanne I[UK wmeHseT koHpOpMamMiO BXOIAIUX B HETO
UMMYHOTJIOOYTUHOB, KOTOpble (ukcupytorT ClQ, 4TO MPUBOIUT K BBICBOOOXKIACHUIO MOJEKYI
Clr u npuobperenuro uMH ¢GepMeHTaTUBHBIX cBoicTB. CyOctparamu st Clr sBusitorcs
monekyisl C1s, koTopeie BeicBoOOXkmatoTcst u3 C1lQrs m takke npruoOpeTaroT epMeHTaTHBHBIC
cBoiictBa. Cyoctpatamu ans C1s sensitores komnonentsl C2 u C4.

M3 cxeMbl aKTHBAallMOHHOTO KacKaJa KOMIUIEMEHTa BHAHO (CM. HIDKE), YTO KIIFOUEBBIMU JUIs
KJIACCHYECKOT0 MyTH SBISIOTCA ABa (EpMEHTA - KOHBEPTA3bl:

C4b2b — konBepTasa I kimaccu4eckoro nyTH;
C4b2b3b — xouBepTasa Il kmaccuyeckoro myTH,

a KOHEUHBIM IIPOJIYKTOM - MeMOpaHaTaKaro1i KOMILJIEKC.

2. AnbTepHATHBHBIH — 3amyckaercss OakrepuaidbHbIMH Junononucaxapugamu (JIIIC),
JIeHaTypuUpoBaHHbIMU Oenkamu, IgA, IgE, HeKoTopbIMU JIeKapCcTBaMU, KJIETKaMH, IPOTEUHA3AMU
(mpoTevHa3HbI 1yTh). AJIBTEPHATUBHBIA IyTh HMMEET OOJIBIIOE 3HAYEHHUE B PEAKLUAX
€CTECTBEHHOT'O0 UMMYHHTETA.

JIIC wm np. uMHUOMATOPBI JAHHOTO IYTH BbI3BIBAIOT BbICBOOOXIAeHHE M3 C3 HCXOAHOrO
"zamyckatomero” komuuectBa C3b. C3b cBsseiBaetcst ¢ aktopom B (oTHOCsmIerocst 1o
HEMEHKJIATYype K aKTHBaTOpaM ajbTepHATHBHOrO nyTH) B Komruiekc C3bB, xoTopblii ciyxuT
cyOcTpaToM A APYroro akTHBATOpa - MOCTOSHHO LHUPKYIUpyroled Moiekyiasl D, nmeromein
(depMeHTaTUBHbIE CBOMCTBA. B nanpHelieM B mpoliecce albTepHATHUBHOIO MYTH 00pa3yroTcs
JIBa KJIIOYEBBIX (pepMEHTa - KOHBEPTa3bl:

C3bBb — xonBepra3za I anbTepHaTHBHOTO MYTH;
C3bBb3b — konBepTasa Il anbTepHaTHBHOTO MYTH,

a KOHEUHBIM IPOJYKTOM, KaK BHJHO M3 CXEMbl AKTHUBAI[MOHHOTO KacKaJa, TaKKe SBISETCS
MeMOpaHaTakaroumii komiieke. Poib ¢dakrtopa P (mpomep/auHa) 3aKir04aeTcsi B CTaOMIN3AINH
AKTUBHOCTH KOHBEpTa3 ajJbTepHaTHUBHOrO MmyTH. M3BectHo, uYro oOH oOnazaer wu
HEMOCPECTBEHHBIM MUKPOOULIUAHBIM I CTBHEM.
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Perynsiiust KomIieMeHTa OCYIIECTBISETCS 32 CYET KOPOTKOTO CPOKa >KU3HH (PparMeHToOB U C
MTOMOIIbIO OEIKOB-MHTUOUTOPOB U OEIKOB-UHAKTHUBATOPOB.

C Hacne[CTBEHHBIMU Je(pEeKTaMU KOMIUIEMEHTa CBA3aHbl HEKOTOPBIE OOJIE3HU: HACIIEICTBEHHBIH
anruoneBporuueckuil oték (mepuuut C1-INH), mapokcusmanbHas HOYHAs TeMOTJIOOMHYpUs
(medpunur CD59 u DAF), CKB- momoOHble CHHIPOMBI, TeMOTUTHYECKAsT aHeMus (JAeUImnThI
pa3MYHBIX KOMIIOHEHTOB M PEryISITOPHBIX OenkoB). CuuTaercsi, 4TO KOMIUIEMEHTapHEIE
nedekTel MOrYT acCOLMHpPOBAaThCS C TOBBIIICHHOW YyBCTBUTEIbHOCTBIO K  Neisseria
meningitidis.
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