CUCTEMA KOMIVIEMEHTA

KommiemeHT mipeacraBisier coboit cucremy u3 40 (yHKIMOHAIBHO CBS3aHHBIX MEXAY COOOM
IUTa3MEHHBIX OEJKOB, CIOCOOHBIX K IOCJIEN0BaTeIbHOMY aKTHBAllMOHHOMY KacKaly C
KOHEYHBIM HecTenu(PpUIeCKUM IUTOTOKCHYECKUM (MUKpoOunuaaeiM) 3ddexrom. Hapsmy c
KUHUH-KAJUIMKPEMHOBOM, CBEPTHIBAIOMIEH M (PUOPUHOTUTHYECKOW CHCTEMaMU KOMILJIEMEHT
BXOJIUT B cOCTaB Meracuctembl Xaremana. B 1898 r. C. Bordet, Oynymuit HoGeneBckuii naypear
(1919), ycranoBwWII, 4TO CHIBOPOTKA UMMYHHU3HPOBAHHOTO KUBOTHOTO in Vitro 00iasaeT SBHBIM
0aKkTepUOIUTHUECKIM d(PPEKTOM, KOTOPBIM OTMEHSETCS MporpeBaHueM 10 56°C uiau nmpocTou
HelenbHOM Skcno3unuen. [lozmHee OBUIO YCTAHOBJIEHO, YTO 3TO CBSI3aHO C OCOOEHHOI
IUIa3MEHHON CUCTEMOM OEITKOB, KOTOPYIO Ha3Balld «KOMILJIeMeHTOM» - C.

CucreMa KOMIUIEMEHTA BKIIOYAET 5 TPy OCTKOB:
1. benxu-akmusamopwl (Hauanvrvie komnonenmst): Clgrs, C2, C3, C4
2. Benxu koneunoil nociedogamenvHocmu (mepmunaivhvle komnonenmst): C5, C6, C7, C8, C9
3. @akmopwi arbmepuamurno2o nymu akmugayuu: D, B, P (mponepaux)

4. DBenku-uneubumopvl u 6enku-unakmugamopwl: ¢akrop I, kapOokcunentunasei, C4b-
csi3piBarommii 6enok (C4bp), S- Genok (BurponekTHH), Cl-uaruburtop (C1-INH), dakrop H,
DAF (CDS55), nmporextun (CD59 ), MCP (CD46) u ap.

5. Peyenmopul k 6enxam xomniemenma: CR1 (CD35), CR2 (CD21), CR3 (CD11b/CD18), CR4
(CD11c/CD18), C5aR (CD88) u ap.

OCHOBHBIMHA (1)YHKIII/I$IMI/I KOMIIJIEMECHTA ABJIAIOTCS

1) mukpoOHIMaHAs (1O OTHOIICHHIO K OaKTEpUsIM, BUpycaM, TpubaM U MpOCTEHIINM),
2) OHKOJHTHYECKAs,

3) yuactue B BOCHAIUTEIBHBIX PEAKIUIX,

4) axtuBanus (arouuTosa,

5) B3auMojeHCTBHE B JPYTMMH IJIA3MEHHBIMHE CUCTEMaMHU MEracHCTEeMbl XareMaHa,
6) ydacTue B peryssiiiii HMMYHHBIX OTBETOB.

buocuHTe3 OenKkoB KOMIUJIEMEHTa IPOUCXOIUT B TIEUYEHU, DMUTEIUU TOHKOTO KHUIICYHHKA,
Makpoarax KOCTHOTO Mo3ra U cene3€Hku. CHHTe3 M MOTpeOJIeHHe, TaKKe KaK M aKTUBAIUS U
WHTHOUIUS, HAXOAATCA B JaOUIILHOM PaBHOBECHU. B HEKOTOPBIX Cllydasx MOTUNEHTHIHBIE LIEMH
oanoro kommoHeHTa (C1 u C8) cuHTe3upyroTCs pa3AesibHO U COOUPAIOTCS TTOJJ00HO OMHAPHOMY
OPY)KHIO HEMOCPEACTBEHHO Tepel cekperuei. Y 1ioga CHUHTe3 OENKOB KOMIUIEMEHTa
peructpupyertcs ¢ 6-i HeJenu, a IUTONUTHYECKast aKTUBHOCTh — ¢ 10-i Hegenu.

CucreMa KOMIUIEMEHTa MOXKET aKTUBUPOBATHCS TI0 HECKOJIBKHM ITYTSIM, TJIABHBIMH M3 KOTOPBIX

SBIISTIOTCSl KJIACCHYECKHH ¥ aJbTepHATHBHBIA. B Tmporecce akTWBaluM KOMITOHEHTHI
KOMIJIEMEHTA paclIeIUIAIoTC Ha (parMeHThl, Oosiee KpymHBIH M Oonee Menkuid. OTu
(dparMeHThl 00J1a1al0T OMOJOTMYECKOW aKTHBHOCTHIO, BbI3biBasg Ooyib (C2a), oték (C4a),
noanepxuBas Bocrianenue (C3a, C5a), akruBupys ¢parountos (C3b), crumynupys xemorakcuc
HelitpopuioB (Ba). B KoHIe Kakaoro myTH akTHBAaLUH 0Opa3zyercss MeMOpaHaTaK YOI
komiuieke (C5b6789...9), koTopelii mpoOypaBiarBaeT MeMOpaHbl KJICTOK-MHUIIICHEH, Hapyuias
OCMOTHYECKOE PaBHOBECHE IIUTOILIA3MBI U MEXKKJIETOUHOU CPEIbI.




1. Knaccuyeckmii — 3amyckaercs IHUPKYIMPYIOIIMMH UMMYyHHBIME Komiuviekcamu (LIUK), B
coctaB KOTOpbIX BXOAUT IgM wmnm IgG m anTUreH. DToT MyTh Takke MOXeT 3amyckaTbesi CPb,
MaHHO30-CBSA3BIBAIOIINM JIEKTUHOM (JIEKTUHOBBIH 1yTh), cypdakranTHeIMU Oenkamu SP-A u SP-
D. Knaccuyeckuit myTh uMeeT 00JbIIOE 3HAU€HUE B 3(PPEKTOPHBIX PEAKIHIX €CTECTBEHHOTO U
a/IalITUBHOT'O UMMYHHTETA.

C1 umeer CIOXHYIO "TIOJIBIAHOMOMIO0HYI" CTPYKTYPY U COCTOMT M3 10 pa3HBIX MOJICKYJ: 6
Clg, 2 Clr u 2 Cl1s. OOpazoBanue LMK wmenser koH(popManuio BXOAAIMX B HErO
UMMYHOTJIOOYTMHOB, KOTOpble (ukcupyror Cl(g, 9To MPUBOAUT K BBICBOOOXKICHHUIO MOJICKYJI
Clr u nmpuobpererHno uMH (GepMeHTaTUBHBIX CcBOHCTB. CyOctparamu st Clr sBusitorcst
moutekyisibl C1s, koTopbie BeicBOOOXkAatoTCs M3 ClQrs u Takke mpuobOpeTaroT (hepMeHTaTHBHBIC
cBoiictBa. Cybcrparamu uist C1s sBisiroTcst komnoneHTs! C2 u C4.

W3 cxeMbl akTHBAIIMOHHOTO KacKaJa KOMIUIEMEHTa BHJAHO (CM. HHXKE), YTO KIIIOUEBBIMH IS
KJIACCUYECKOTO ITyTH SIBIISIOTCS 1Ba ()epMEHTA - KOHBEPTA3bl:

C4b2b — konBepTasa | kimaccu4eckoro myTH;
C4b2b3b — xonBepTasa Il kiraccuyeckoro myTH,

a KOHCYHLBIM ITPOAYKTOM - MeM6paHaTaKaIOIHHﬁ KOMILJICKC.

2. AnbTepHATHBHBIH — 3amyckaercss OakrepuaidbHbIMU Jnnononucaxapugamu (JIIIC),
JeHaTypupoBaHHbIMU Oenkamu, IgA, IgE, HekoTopbIMu JekapcTBaMu, KJIETKaMHU, IPOTENHA3aMU
(mpoTenHa3HbI MyTh). AJIBTEpHATHBHBIM IyThb HMeeT OOJbIIOE 3HAYCHHE B PEAKIMAX
€CTECTBEHHOI'0O UMMYHHUTETA.

JIIC wu pap. MHMLMATOPBI JAHHOIO IYTH BBI3BIBAIOT BbICBOOOXKAeHME u3 C3 ucxomHOro
"zamyckaromiero” konmuuectBa C3b. C3b cmsaswsiBactcs ¢ ¢daktopom B (oTHOCsmEerocs mo
HEMEHKJIATYpe K aKTHBAaTOpaM allbTepPHATHBHOro nytu) B Komiuiekc C3bB, xortopeiii ciayxut
cyOcTpaTom aiisi APYroro akTHBATOpa - MOCTOSHHO IHUPKYIUpYIomeld Moiekynsl D, nmeromei
(depMeHTaTUBHBIE CBOMCTBAa. B panpHeimem B mporecce ajlbTepHATUBHOIO IyTH 00pa3yroTcs
JIBa KJIIOYEBBIX (PEPMEHTA - KOHBEPTA3bl:

C3bBb — xonBeprasa | anbTepHaTHBHOTO TYTH;
C3bBb3b — kouBeprasa Il abTepHATHBHOTO MYTH,

a KOHEUHBIM MPOJIYKTOM, KaK BUJHO M3 CXEMbl aKTHUBAIMOHHOTO KacKaja, TakKe SBISETCS
MeMmOpaHaTakaromuii komiuieke. Poib (akropa P (mporepanHa) 3akiodyaercss B CTaOMIH3aIUH
AKTUBHOCTH KOHBEpPTa3 aJbTepHAaTHBHOrO MmyTH. VM3BecTHo, dYro OH oOnamgaer u
HEMMOCPCACTBCHHBIM MI/IKpO6I/IHI/II[HI)IM I[efICTBHCM.
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Perynsiius KomMIieMeHTa OCYIIECTBISETCS 32 CYET KOPOTKOTO CPOKa >KU3HH (PparMeHTOB U C
MTOMOIIbIO OEIKOB-MHTUOUTOPOB U OEIKOB-UHAKTHUBATOPOB.

C HacneZCTBEHHBIMH Je(PEeKTaMu KOMIJIEMEHTA CBA3aHbl HEKOTOPbIE O0JIE3HU: HAC/IEACTBEHHBIN
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
ne(eKThl MOTYT acCOIIMUPOBATHCS C TOBBIIICHHOM YYBCTBUTEIBHOCTHIO K Neisseria
meningitidis.
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