Cucrema
KOMNZ1eMeHTa




OtkpbiTaa B 1986 r. XMionem bopae KaK KOMMOHEHT
BPOXXAEHHOU MMMYHHOU cuctembl, Cuctema KomnnemeHta 6bina
HasBaHa M onpegeneHa Tak Monom dpanxom 3a cnocobHOCTb
"pononHATb", "nomorartb", "ycunusartb' aHTMOaKTEpPUANbHYIO
3alUUTY, OCYLLECTBAAAGMYIO aHTUTeNnamu, obpasyowummuca npu
aKTUBaLUun aAanTUBHOMU WMMYHHOM CUCTeMbl
(cneunanusuposaHHbIMM MapKepamum Kotopou aAsaAloTca T-
numdountbl n B-numdouuntol).

Cuutaerca, YTO OHa coCTOUT U3 npumepHo 30 nanasmMeHHbIX
6enKoB, CMHTE3MpyemblX B MEYEHU U CBA3AHHbLIX C KAETOYHOMU
mem6bpaHoOM, KoTopaAa cnocobHa 3anyckatb 3pPeKTuBHbIE
BOCNa/UTENIbHbIE WU LUUTO/IMTUYMECKME MMMYHHbIEe peaKuum,
Hanpas/ieHHble NpPoOTUB MUHPEKUUOHHDbIX areHToB (6akrepuin,
BUPYCOB, NApa3snToB).

1870-1961

N

1854-1915




 CucTéMa KOMNAEMEHTa — KOMMAEKC 3aWUTHbIX OenKkos,
NMOCTOSIHHO MPUCYTCTBYIOLWMX B KPOBMU.

* 3TO KackagHaa cucTtema MpPoOTEeOIUTUYECKUX DEePMEHTOB,
npeaHa3sHa4YeHHasa AnA rymopasibHOM 3almTbl OpraHu3ma oT
NENCTBUA  YYXKEpPOAHbIX  areHTos, OHa  Yy4yacTByeT B
peann3aumm MMMYyHHOIo OTBETA OpraHU3ma.

* ABNAeTcA Ba)KHbIM KOMMOHEHTOM KaK BPOMXAEHHOrO, TakK
M NPUOBPETEHHOrO MMMYHUTETA
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Mo oueHKam cneunanuctos, okoso 30 6enkoB CK cocrasaawTt 15%
rnobynapHou 6enkoBou ¢Ppakumm nnasmbl KpPOBM CO cpeaHeun
KOHUeHTpauuei 3 r/n.

BoipeneHue CK npoucxoaut yepes uepapxmio KaCKagHbliX npoueccos
no Tpem cXemam aKTuBauuum (KnaccuMyeckou, asibTEPHATUBHOU U
NeUuUTUH-aCCUCTUPOBAHHOM), NPUBOAALLUX K :

1.lfeHepayuu npoeocnanumesnbHbiX meduamopos (Hanpumep,
aHagunamMoKCcUHos).

2.feHepayuu  orncoHu3supyrowux KOMNoHeHmMos  ¢azoyumamu
(makpoghazamu, Helimpoguaamu, syKapuomamu).
3.[lpomeoaumuYyecKoMy nAuU3UCy namoeeHd 3d cyem cbopku
membpaHHo-amakyrouwje2o komnaexkca (MAK).




HomeHKnaTypa cucrembl KOMNZ1IeMEHTA

KomnoHeHTbl (C), HaxopAaTca B Mn/J1a3me KpoOBM B BUAE
3umoreHa (Takmm obpasom pacwennfaroTcd aKTUBUPOBAHHbIE
npopepmeHTbl) MAU  ISKCNPECCUPYIOTCA HA  MOBEPXHOCTU
pa3nauyHbiX Knetok: C1l, C2, (C3,........cceeeeeee C9. Homepa
COOTBETCTBYIOT NOPAAKY OTKPbITUA.

daKTopbl, peryavpyrouime Kackag B3aMMHOM aKTUBALUM:
dakrTop B, Paktop D, PakTtop H, PakKTop l.... n ap.

Peuentopbl Ha MNOBEepPXHOCTU KNETKU, cBA3biBalOLWUe
KOMMOHEHTbl CUCTEMbI KOMIMJIEMEHTA.



Knaccnuecknim nytb aktusauum CK (BnepBbie 06HapyKeH)
3anycKaeTca pacTtBopumbiMm Komnaekcom AT+Ar nubo AT, pearuvpyrowimm ¢ Ar

Ha NOBEPXHOCTU KAETKu (Hanpumep, SHAO0TENNOLUTA).
Y4acTBYIOT BCe KOMMNOHEHTbI, HO 3anycKaeTtca C1.

Cl C2 C3 CY4Y CS

‘ Ce (C7 cd3 C9
UOJgG& oo ) [



Knaccnuyeckana aktusauuma HauumHaetca ¢ C1, cocroawero us Clq, Cls m Clr.

Clq coctomT U3 6 cybbeguHul, Kotopble cBA3biBalOTCA ¢ Fc-pparmeHTOM aHTUTENA
(Hanpumep, I1gG naum IgM)

Takum o6pasom, Kaxabin 1Cq
cBA3bliBaeT OAMH AT, U B LeNOM
ogHa monekyna Clq cospgact 6
cBA3en ¢ 6 komnnekcamu AT-Ar.




Clr u Cls aBnAaoTCA CepMHOBbIMU NPOTEea3amMu, HO OHU CKPbITbl U He
MOTYT peanin3oBaTtb CBOKO pepMeHTAaTUBHYIO aKTUBHOCTD.

Korpa Clq cBasbiBaeT 2 unu 6onee At, monekyna Cl ckpyumnBaeTcs,
Tem CaMbiM pPa3BoOpPaUYnUBaAA aKTUBHbIe pepMeHTHbIe y4acTKu Cls u
Clr.




Cls akTuBmupyerca pacwenneHmem C4. C4=C4a+C4b. C4b Bnocnepncrasum csAsbiBaer
mem6bpaHy natoreHa.

Ha cnepytowem stane Cls pacwennsaer C2. C2=C2a+C2b. B ganbHenwem C2a csaA3biBaeT
membpaHy natoreHa u Bmecte ¢ C4b obpasyet npoteonnTuecCKMii KOMNAEKC,

onpepensembliii Kak KOHBepTasa 3.

Yt
\_}"\,"\ Cyb22a

C32 convertaza



10 convertaze
1000 C1 in sec

KoHBepTasa 3 pawennsaer C3 B8 C3am
C36.

OpHa monekyna Cl o6pasyer 10
MONeKyn KoHBepTas3bl 3.

OaHa MoneKyna KoHBepTasbl 3
pacwennaetr 1000 monekyn C1 3a 1

CEeKYyHAY.

Takum obpasom, 6onbluoe
KonnnvectBo C3a (aHadunatokcuHa)
m C36 (oncoHmHa) o6pasyroTca
MrHOBEHHO.
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OncoHuH C3b cBA3bIBaeTcA C NaTtoreHOom C OAHOU CTOPOHbLI WU
CBA3bIBAETCA CO CneunanbHbIMU pelenTopamm Bblpa*KeHHbIMU Ha
daroumtax (Hanpumep, makpodarax, HeuTtpoduaax, sykapmorax),c
APYron CTOpPOHbI

B pe3ynbTraTte uero obneryaerca cnoXKHbi npouecc paroumnTtosa.




C3b, He yyacTBYIOLW MM B ONCOHU3ALUU, CBA3LIBAETCA C KOHBEpPTAa3on 3
(C4bC2a), 06pa3ysa KoHBepTasy 5: C4bC2a + C3b = KoHBepTa3a 5.

KoHsepTas3a 5 pacwennser C5, obpasysa: C5a (aHapunatokcuH) n Cs5b
(npoteonutnueckunin pepmeHnr).

CUb2o

ConvéeTtaza 3 \\.\,.__m_..v
s

cCib2a3p

Convertaza 5
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C56 B nocneacrtsuMn yyactsyet B 06pasoBaHMU NPOTEO/IMTUYECKOrO
Komnnekca C56C6C7C8, kKotopbin accounmnpyerca ¢ C9 obpasya MAC
(Membrane Attak Complex) nepdopupylolMKA  KAETOUHYIO

membpaHy.
~
. [

= Ca CSbCéb C7C3

(MAC)



BHeneyeHO4YHble uctouHuku C1q:
AeHAPUTHDbIEe KNIeTKU

MoHoUuUTLbI

TyuyHble KNeTKu

Opyrue dyHkuum C1q:

-Ctumynauuma co3peBaHna AeHAPUTHbIX KneTtoK ([OK)
-YBenunyeHue skcnpeccuu monekyn MHC-Il Ha nosepxHoctu 1K
-Crumynauua murpaumm AIK 8 anmdongHyto TKaHb
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AI'IbTepHaTMBHbIﬁ NYyTb daKTUBALUUUN KOMMNJIEMEHTA

OCHOBHbIM 3/IEMEHTOM 3TOro NyTM ABAAETCA CNOHTAHHOeEe
pacwenneHne C3 6e3 depmeHTaTUBHOU NOAAEPHKKU
Knaccuyeckoro nytu  (C4b+C2a), npuBoaswee K
obpasoBaHuio C3a u C3b.

OaHaKo 3TOT npouecc npoTeKaeT O4YeHb MeaJsIeHHO, U B
KOHEeYHOM utore obpasyerca HeboabLuoe Konuvectso C3b.
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C3b D

FACTOR B
FACTOR D

C3b

Bb Ba @

\

FACTOR D

C3b cBA3bIBaeTcA ¢ membpaHoM nartoreHa.
MnasmeHHbin PakTop B cBAsbiBaetca ¢ C3b.
daktop D Bcerga aktuseH u pacwennset pakrTop

b
B, o6pa3ya 2 ¢paKropa: Bb n Ba. 03 b 7 — 63 b
C3b+Bb = KoHBepTasa 3, KoTopasa pacwennser ’ BB - C3 Q.

C3 Ha C3a u C3bh.

Nocnepyrowan aktusaumua CK npoucxoaur
16
AHANIOrMYHO KNacCcuyecKomy metoay



ANbTepHaATUBHbIX NYTb aKTUBAL MU KOMI/IEMEHTA

MponepanH  (dpaktop P), rAMKonpoTeMH, BblAaeNAeMbiH
MoHouutamum un T-numdbouutamu, Koampyemblit X-XpOMOCOMOMU,
aKTUBUPYET aNibTepHATUBHbIN NYTb akTuBauuun CK.

MexaHn3m 3aKka4YaeTca B NPoaeHUN XXU3HN KOHBepTas 3 u 5.
Accoumnauuna c C3b yBennumsaet cpoacteso ¢pakropa B kK pakropy D.

B TO )Xe Bpems, CBA3bIBAaACb C KOmMnsieKcom AT+Ar, nponepaviH
MOXeT 3anyCcKaTb a/ibTepHATUBHbLIU NYTb akTUBauun CK.
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AKTUBaLUA KOMMNIeMeHTa Yyepe3 MaHHO30-/1eKTUHOBbI KOMMN/EKC.
JleKTuH - 6enKoBbi KoMmnaeKc, aHanornuHoi Clq. MaHHO3a - noaucaxapua,

BXOAALLMUM B cOCTaB membpaHbl natoreHa. OHa aKTUBMPYET JIeKTUH, KOTOPbIN
nopo6Ho C1, pawennser C4 u C2.

O6pasyowmeca C4b n C2a coctaBnaloT KoHsBepTasy 3.

C atoro momeHTa akKtmBauua CK npoucxoamT aHaANOrNMUYHO K/1aCCUUYECKOMY
nyTu.

Manoza
bacteriana

manoza

activeaza

lectina, care
scindeaza C4 si C2

-

Lectina care este
similara cu C1



JIeKTuH

O6pasyeTca B neyeHu, (NpoLecc, aKTUBMpPYeMblii MAS?-1 ) MASP:
aAenucresmem 6enkos octpoit ¢pasbl: C-peaKTUBHDIN '
6enok, amunoug A, pnbpuHoreH). MASP-2 JMASP-Z

Kak un C1lq, oH umeet 6 ronoBOK 1 cBA3bIBaeTCA C 2
npoteazamu MASP-1 n MASP-2 B accoumauyumm c
MaHHO30M1 baKTepuanbHOU KNETKM.

MSAP-1 n MASP-2 pacwennaiotr C2 n C4 urto
npmusoaunT K 0bpasoBaHnto KOHBepTasbl 3.

Nocnepyouwan aKTUBaUunA KOMMNJIeMeHTa
npoTeKaeT aHa/I0OFMMYHO KN1AaCCUYECKOMY NYTMU.




Takum obpasom, Bce 3 nytn aktuBauuum CK B KOHEYHOM UTOre NPUBOAAT K
obwemy aABneHuto: o6bpasoBaHUo KomnaeKca MAC- 6uonornuyeckowm

cywHocti CK - ppeBHeMWwero KOMMOHEHTA BPOXAEHHOU WMMYHHOU
CUCTEMDI - YHUUTOXKEHUIO FPpaMHeraTtMBHbIX 6aKkTepun.

Clasica Alternativa Lectina

Ll

MAC Y,




Extrinsic

Classical pathway

antigen-antibody complex

(anaphylactoxin) \
(opsonic factor) /

Intrinsic

Alternative pathway

activating surfaces (endotoxins)

C3 convertase

Mannose-Binding Lectin
(MBL) Pathway

mannose on pathogen surfaces

@ MASP-1/-2

Extrinsic

Serine proteases &
proteins

thrombin, plasmin,
kallikrein,
factor IX,, X,, Xi

C5 convertase

7

C5b
C6
Cc7
C8
C9

(powerful anaphylactoxin)

[ Terminal Complement Complex (TCC) ]
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Cucrembl camo3aLnTbl KNeToK
CnoHTaHHOe obpa3oBaHuMe Komnaekcos C3a n C3b onacHo
obpasoBaHnem anbrepHaTMBHOU KOHBepTasbl 3 (C3b+Bb). T

Takum o6pasom, HeobxoauMM KOHTPO/ZIb AKTUBHOCTHU
a/IbTEPHAaTUBHOrO MNYTU, KOTOPbIX oOCyLlecTBAAETCA C
nomolLLlbio MHriMbupytrowero pakropa C1.

3TOT KOHTPO/Zb oObecneuuBaerca pas/IUYHbIMU bBenkamwm
Na3mMbl UK SKCNPEccnpyeTca Ha NOBEPXHOCTU KNETOK.
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Cucrtembl camo3allunTbl KNeTKU

Cucrtema 1:

MnasmeHHana Cl-uHrMbupylowana nporteasa unu
npoteasa | (I-uHrmnbuposaHune) oraensaer C3b or Bb, uto
NPMBOAUT K HEBO3MOXXHOCTU 0bpa3oBaHuA
aNbTepHaTUBHOU KOHBepTasbl 3.
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Cucrembl camo3allnTbl KNETKU

Cucrtema 2:
Momumo uHrMbupyrowero ¢akropa Cl (nnasmeHHan
nporteasa) cywecrteyer ¢aktop H - nanasmeHHbIN

6enoK, Kotopbin BbicTynaer Kodakropom AnA
daKkTopa |, pacwennsaer C3b, obpasya dakrop C3Bi,
KOTOPbIM HE  MOXeT KoHconmaupoBaTbCA C
anbTepHaTMBHOU B6-KOHBepTasoun 3.

B 10 XXe Bpema C3Bi ABaseTca MOLWHbIM ONCOHUHOM.

24



Cucrtembl camo3aLlnUTbl KNETKU
Cuctema 3:

CD55 vnn dakrop ycKkopeHua pacnaga KoHBepTasbl 3
(DAF) - 3aTto 6enoK Ha nNOBepXHOCTU KNETKWU, KOTOPbIN
MHIIMbunpyeT anbTepHaTUBHbLIU NyTb, pacwennaa Bb or
C3b.

CD55 He 3Kcnpeccupyerca Ha membpaHe naTtoreHa, u
aNbTepHaTUBHAA KOHBepTada 3 OCTaeTcA aKTUBHOM
AOCTAaTOYHO A0/roe Bpems.
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Cucrtembl camo3alnTbl KNeTKHU
Cucrtema 4:
Bce agpocopgeprkawime KNeTkm sKCnpeccupyroT
peuentop CD46.
CDA46 ceasbiBaeT C3b u C4b n cnocobcrByeT UX
aAerpagauunm noa aeucrsmem dpakropa l.



Ona Toro ytobbl n36exkatb atakn MAC Ha membpaHy cobcTBEeHHbIX

K/IeTOK, cyLLecTBYIOT paKTOpbl, OKa3biBaloLlMe 3aLlUTHOoe
AEeUCTBUE B 3TOM OTHOLLUEHUM:

1. CD59 (3Kcnpeccupyerca Ha JNeUMKouuTax, 3SpUTpoLUTaX,
SHAOTENNOUUTAX, ISNUTEeNNOLUTAX, HEeWpOoHaX, acTpouurtax) -
MHrnbupyert c6opkKy (nonnumepusaumio) C9 8 kKomnnekc C5b-C8.

2. PCM (membpaHHbI KOpaKTOpHLIN 6enoK), ceasbisaowmimm C3b
n C4b, yto npmnsoanT K 6N10KUpPOBaHUIO 06pa3oBaHUA KOHBepPTasbl

3 n KOHBepTa3bl 5, B pe3yabrate yero CHUXaetcA obpasosaHue
kKomnaekca VMAC.



Ona Toro 4tobbl U3beKatb atakm MAC Ha membpaHy cO6CTBEHHbIX
KNeToK, cywectByloT ¢aKTopbl, OKa3biBalowme 3aliUTHOE
AEeUCTBME B 3TOM OTHOLLEHUM:

3. CD55 (dakTop ycKopeHusa pacnaga) MHrmbmupyer obpasosaHue
KOHBepTa3 3 n 5 u yckopsaeT gerpagauunto 3TMX KOMNIEKCcoB.

4. ®aktop H. PactBopMm B nnasme Kposu u csBAsbiBaer C3B.
bnaropapa cBoemy KodaktopHomy aeuctsuio ¢ ¢paktopom | OH
cnocobcecrsyer npespauweHuto C3b B iC3b. KomnoHeHT iC3b He
yyacTByeT B o06pasoBaHMM KOHBepTasbl 3, HO obnapaer
ONCOHUHOBbIMU CBOMUCTBaAMM.



Opyraa &¢yHKuma CK, otamuyHaa ot MAK, c¢BfizaHa € noaaep)XKou
BocnanutenbHoro oreBeta C3a n C5a (aHadunarokcnHamm).

AHaPUNATOKCUHDbI aKTUBUPYIOT TYYHbIE KNETKU, Bbi3biBaA UX AEerpaHynfauuio
C BbicBObOKAeHMeMm 60ablIOro KOAMYEeCTBA MEeAMATOPOB anneprum wu
BOCnasneHua (Hanpumep, rMCTaMUHA U renapuHa).

AHadUNATOKCUHBbI TaKXe 06n1apaloT XemMoaTPaKTUBHbIM  AenCTBUEM,
NogobHbIM XeMOKMHaM, 4TO MNPUBOAUT K MPUBNEYEHUID W3 KPOBM
HeuTpoPna08, MOHOLUTOB U 303UHOPUNOB.
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AHadunatoKcuH C5a TakXe akTusupyert npouecc paroymntosa makpodparamm
BO36yaurtensa, oncoHunsmposaHHoro C3b, obpasyowmmca no
aNIbTEPHAaTUBHOMY WU/IU IEKTUH - MAHO3HOMY NMYTU U CBA3bIBAIOLWUM
makpodaranbHbi CR1-peuenTtop.

Bacterium is coated with
complement by the alternative
and MBL pathways

30



C3b/C3d]iC3b
receptor

;é Ha B-aumdouutax 3sKcnpec-
cupyerca peuentop C3d, wman
CR2, nu6o CD21.

Ero aKtuBauua npuMsBoaMUT K
(?B & pAanbHeuwenn aKtmBauunm JIB
— B?Q npotus pgencrema IL-4 u wnx

? ¥ nponudepauun.

2. Clearing of immune complexes

o

FDC
FcR

b

B cel

C3b

CR1 — <

Target cell

:

3. Cell adhesion 4, B-cell stimulation Memory B cell

I
CR2 C3d




Small complement-cleavage products
act on blood vessels to increase vascular
permeability and cell-adhesion molecules

Increased permeability allows increased
fluid leakage from blood vessels
and extravasation of immunoglobulin
and complement molecules

Migration of macrophages,

;;olymphmucbar

leukocytes (PMNs), wmm is

increased. Microb

activity of

macrophages and PMNs is also increased

complement
componants

Echun LUPKYAUPYIOLWMN KOMMNJIeKc AT+Ar
COXpaHAeTcA B TeyeHue A/IMTe/IbHOro BpemeHu, 1o
BO3HMUKaeT PUCK pa3BuUTUA TPUITepPHbIX
MeXaHU3MOB BocCnasieHuUsa:

1 AHaAPUNATOKCUHDbI MNOBLIWAKT MPOHULAEMOCTb
cocyaoB.

2. BnocnepgctBum  npoucxoamuT IKCTpaBasauMA
KOMMOHEHTOB KoMmnaemeHTa, Ig M u IgG.

3. 3a cyeT aKTUBAL MM XeMOATTPAKTAHTHbIX CUCTEM
ycunumeaeTcs Mmurpayms HeuTpodunos u
MOHOUMUTOB B MNApPaABACKYNAPHYHO TKaHb, M
BOCNaAnUTe/IbHbIU Npouecc ycyrybnsaerca.

9TO XapaKTepHbIiX CUEHapuh pPa3BUTUA
ayTOMMMYHHOTO npouecca npu CuctemHoum
KpacCHOW BO/NYaHKe u PesmatongHom
apTpurte
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KomnaemeHT M agantTuBHan MMMYHHAaA CUCTEeMa

Peuentop C3a (C3aR - G protein-coupled receptor) akcnpeccupyercsa
Ha T- n B-humopouuntax. Ero aktusauma moaynmpyet nx akTMBHOCTb.

-B HeaKkTuBUpoBaHHbIX JIT C3aR aKcnpeccupyeTca MHTPALUTO30/IbHO.
-B aKtusupoBaHHbix JIT peuentop TpaHCAOUMUPYETCA HA MmembpaHy,
ero aktTuBauma nosbiwaeT UUTOTOKCUYHOCTL CDS8.

Peuentop K C5a »3Kcnpeccupyetrca Ha JIT m moHouutax. Ero
aKTUBaALMA YBe/ANUYMBAET BbICBOOOXAeHMe npPoBOCNaNNTENbHbIX
LUTOKMHOB U XeMOKHUHOB.
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KomnaemeHT M agantTuBHan MMMYHHAaA CUCTEeMa

3. [JeHapuTHble Knetkm U makpodarm moryt o6pasosbiBaTb
BHeneyeHo4YHbin KomnoHeHT Clq. AKtTuBupya peuentopbl CD21 u
CD35, komnoHeHTbl C1q akTUBUPYIOT aKcnpeccuto monekyn MHC Il u
CNoCco6CTBYIOT CO3PEBAHUIO U MUTPALUN AEHAPUTHDBIX KNETOK.

4. AKtneauma CD21 (peuentopa K C3b) cnocobcrsyetr aktuBauum B-
NMM@PounToB B NPUCYTCTBUU YMEHDLUEHHOIO KO/IMYECTBa aHTUTEeHOB
(B 2-4 pasa). AKtuBauma CD21 takXe nosbiwaer 3¢PeKTUBHOCTL
curHanbHon cucrtembl mexay CD40-R Ha B-numdpouuntax u CD40-L
(CD154) Ha noBepxHocTU T-AMmdpoLuUTOB.
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[laTonornyeckue NnatTrepHbl CUCTEMDI KOMMNJIEMEHTAd

1.0eduunt C1-C4, npuBoAAWMM K HAPYLIEHUIO YyAaneHUA
LMPKYAMpyowero Komniaekca AT-Ar. 3ToT MeXaHU3M XapaKTtepeH
ANA naTtoreHesa CUCTEMHOM KpPaCHOMU BONMYAHKM KaK ¢opmbl
runepuyscreutenbHoctu lll Tuna.

2.0ednunt C5-C8 npusogut K aucdyHkuum MAC, B pesynbrarte
yero CHMXKaeTca 3awWuTta OT rpamoTpuuatenbHbiX 6akrtepuun
(Hanpumep, Neisseria).

-Nedunumnt C9 He UMmeeT NAaToNOrMYEeCcKMX NocneacTBUN.



[laTonornyeckue NnaTrepHbl CUCTEeMbI KOMIMJIeMEHTAa

3. HacneactseHHbIV aeduumnt nHrmbupyrowero pakropa C1 (IF-C1), Kotopbii
pacwennser C3b ot Bb, 6nokupya Tem cambim o06pasoBaHue
aNbTepPHAaTUBHON KOHBepTasbl 3.

MposasnaeTca aHIMOHEBPOTUUECKUM OTEKOM - HacneacTBEHHOWM MaToNornem
(ayTocomHO-AOMUHAHTHaA nepepaya), KOTOpaa KAMHUYECKU NPOABAAETCA B
BUAE Bbipa)XeHHbIX OTEKOB B Pas3/INUHbIX MecTax Tena (gbixatenbHble NyTw,
6plowHanA NoONOCTb, MU0, PYKHU).

OCHOBHbIM MATOreHeTUYECKUM MEXaHU3MOM OTeKa cuuTaetrca WU36bITOK
6paanKUHUHA.
FI-C1 - acTtepa3sa, metabonmnsupyowan b6pagnKkuHuH.



MaTonornyeckue NaTrepHbl CUCTEMbI KOMNIeMeHTa 4.

4. lechuyum peuyenmopa CR1 (CD35) k C3b, sxcnpeccupyemoro Ha makpodarax
n aputpouutax. Npmueoaut K meaneHHomy U HeaPpPeKTUBHOMY YyAANEHUIO KOMMJIeKCca

AT-Ar:m makpoparamm € B TOM uucne makpodaramu, ¢arouUTUpyOLWUMHU
3puTpoUnTbl, KoTopble yepe3 CD35 ceasbiBatoT Ac+Ag+C3b.

CRA

CuctemHaa KpacHas Bonqanxax.@

naTtonorna, pPa3BUBAIOLWAACA Ha r
3TOM natonoruvyeckon KaptuHe KC.
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[laTonornyeckue NnatTrepHbl CUCTEMDI KOMMNJIEMEHTAd

5. Jdeguyum nponepouHa npu X-cyensaeHHbIX mMymayusx.
Jdenneuna 3TOro rIMKONPOTEMHA B MNJIa3Me KPOBU CHUXKaeT
AKTUBHOCTb a/IbTEPHATUBHOrO NYTU aKTUBALUU KOMMNNAEMEHTA. ITO
NPMBOAUT K aKTUBAaLMM MEHMHTOKOKKOBOro BO3AEUCTBUA WU
noBbIIAeT BOCNPUMMUYMNBOCTb K MHPeKuumn Neisseria.

6. decdpuuum neKmuHa BnnaeT Ha aHTUbaKTepmnanbHyIO 3aLUTHYIO
CNOCOBHOCTb Y AeTen, Y KOTOPbLIX aAanTUBHbIM MMMYHHbLIN OTBET
ewe He coBepweHeH. JToT ¢deHOMeH noAaTsBep)Xaaetr posb
BPOXXAEHHOU MMMYHHOU cUcTeMbl B bopbbe ¢ neagnatpmniueckumm
UMHPeKuuammn.




lMaTonornyeckKkue NnatTrepHbl CUCTEMDI KOMMNJIEMEHTAd

7. Aechuyum C3.
MpuBoAMUT K HApPyWEHUIO 3aWUTbl OT rpamoTpuuartenbHbix (Hanpumep,

Neiseria, Hemophilus Influenza) u rpamnonoxurtenbHbix (Hanpumep,
Streptococcus pneuomeniae) 6akTepuin.

8. Adechuyum cpakmopos B, D, H u P B cucteme anbtepHaTMBHOU aKTUBaALUM

NOBbLIWAET YA3IBMMOCTb U TAXecTb UWHPeKuun, Bbi3BaHHbIX Neisseria,
Proteus, Pseudomanas.



~ angioedema
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CK 1 6one3Hb Anburemmepa

Ha paHHen ctagumn 6onesHun Anburemmepa Clq u C3 csaAsbiBatoOT
amumnong 6erta, KOTopbiu euwe He pacwienneH B HenpoHe. B
pe3ysbTaTe HEMPOH CTAaHOBUTCA MuLIeHblo anAa atakm CK, uto
NPUBOAMUT K IN3NCY U Pparoumntosy HEPBHbDLIX KNETOK.

B snu3opgax uwemuun-penepdysmm ronoBHOro mosra akTmsaLua
BOCMa/NTeNbHOro oTBeTa noaaepxusaertca CK.
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