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The literature review is devoted to the complement system, which is a complex of plasma proteins (more than 30), that
profect the organism against pathogens and maintenance of tissue homeostasis. The complement system may be involved in
various effector mechanisms, especially in the lysis (complementary killing), opsonization and microorganisms, as well as
autoimmune, allergic and immunocomplex damaged of organs and tissues. The role of complement in renal disease has
long been recognized. More complete understanding of the mechanisms of the components of the complement, which led
to the kidney damage and led to the development of strategies that can be targeted to prevent kidney disease and its
complications. The article describes the mechanisms by which dysregulation of the complement system causes kidney
disease which led to reclassification and  development potential strategies treating of kidney disease.
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Cucrema KOMMJIEMEHTA U KOMIJIEMEHT-ONOCPEAO0BAHHBIE MOBPEXAEHUS NPU 3a60/1IeBAHUAX NOYEK Y AeTen
Mainpganuuk B.T.

HauvoHanbHbIi meauuuHckui yHusepceuret umenu A.A. Boromonbua, Kues, YkpanHa

HaHHbil 0630p nuUTEpaTyphl NOCBALLEH CUCTEME KOMINEMEHTA, KOTOPAs NPEACTABASET COBOMN CNOXHYIO CeTb GENKoB
nnaambl (6onee 30), obecneunBaiolmMx 30WMTY OPFaHM3MA OT NATOTEHOB M NOAAEPXAHME TKAHEBOrO FOMEOCTA3A.
CrcTema KOMMIEMEHTA MOXET MPUHUMATL YHACTHE B PA3MMYHBIX IGPEKTOPHBIX MEXAHM3MAX, MPEXAE BCETO B M3UCE
(KOMNAEMEHTAPHBIN KUANMHT) 1 ONCOHM3AUMM MUKPOOPTAHM3MOB, O TAKXE OYTOMMMYHHbIX, MMMYHOKOMMTEKCHBIX 1
QnNNeprYeckrx NOBPEXLEHUIX OPrAHOB 1 TKOHER. Ponb komnnemeHTa npu noyedHbix 3aboNeBaHmsX yxe AABHO NPU3HO-
Ha. boree nonHoe NOHMMAHKE MEXAHW3MOB, NOCPEACTBOM KOTOPbIX KOMMOHEHTE KOMMIIEMEHTA ONOCPEayIOT NOBPEXe-
HIE NOYEK NPMBENIO K PA3PabOTKE CTPATENH, KOTOPbIE MOTYT ObiTs HANPABNEHS! A% NPEAOTBPALLEHHS NOYeUHbIX 3abone-
BAHMWI 11 CBSI3OHHBIX C HUM OCOXHEHMIA. B CTOTbE ONMMCHIBAIOTCS MEXAHM3MBI, MOCPEACTBOM KOTOPbIX AUCPEryNALus
CUCTEMbI KOMIMNIEMEHTA BLI3bIBOET DOME3HM MOYEK, YTO MPUBOAMT K PEKNACCHPMKALWM 3000MEBAHMI NOYeK U paspaboTke
MOTEHLUMANbHBIX CTPATETMI NEYeHs 3000MEBAHNI MOYEK.

KnioueBbie cnoBa: rmomepynspHsie 60ne3Hu, KOMMIEMEHT, KNACCHYECKMIN MyTb AKTUBALUMM, ANIbTEPHATUBHBIM MYHKT
QKTVBALMM, IMOMEPYNOHEDPHT, M1ENOHEPUT.
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Cnctema KomnnemeHTa ABAAETCA YacTbl0 WMMYHHOW
CUCTEMbI, OHa OCYLLeCTBNAET Hecneundunyeckyto 3alnTy
oT GaKTepuii U JpYrx NPOHUKAIOLWMX B OpPraHM3mM Bo36y-
autenen bonesHen.

Cuctema KomnnemeHTa npeacTaBnseT coboli COBOKYM-
HOCTb LMPKYIUPYIOLMX B KPOBM M MEMOPaHOCBA3AHHbIX
6enKoB YeoBeKa 1 KMBOTHbIX, MPUHVMAIOLMX yyacTue B
3almTe opraHu3ma oT MHGEKLMOHHBIX areHTOB, a TaKXe B
NOBPEXAEHNMN TKaHel NPV ayTOMMMYHHbIX 1 APYriX NaTo-
norunyeckux coctoaxuax [1,1a,1b].

B nocnepHee pecatuneTe BecbMa NogpobHO M3yyeHo
CTpOeHre 1 buonormyeckmne CBONCTBa OTAENbHbIX KOMMO-
HEHTOB CUCTEMbl KOMMJIEMEHTa, MOKa3aHO WX BaKHOe
3HaueHne B GU3NOMOTMUECKUX PeakUmsax opraHM3Ma, a
TaKXe B MaToreHe3e pasfinyHbIx 3abonesaHui [1].

B HacToAweln paboTe npegnpuHATa nonbiTka 0606Lwe-
HWS CBEEHUIA O PONM CUCTEMbI KOMMIEMEHTa Npu 3abo-
neBaHNAX MoYeK, 0COOEHHO K3yYeHHbIX B NociefHue
rogbl.

XapaKTepucTMka OCHOBHbIX KOMMOHEHTOB W QYHKLMIA
cucTeMbl KomnnemeHTa. CUcTemMa KOMMIEMEHTa, BKOYalo-
was okono 30 GyHKUMOHaNbHO CBA3aHHbIX MeXay co6oM
6enKkoB Mnasmbl KPOBW, OTHOCWUTCA HapAamdy C CUCTEMOW
reMoKoarynauum, KMHnHoobpasosaHua n GubpuHonmsa K
TaK Ha3blBaeMbiM TPUITEPHbIM GEPMEHTHBIM CUCTEMaM
Masmbl, KOTOpble B3aMMOCBA3aHbl U 0OPa3ylT eauHYI0
3pPeKTOPHYI0 CMCTEMY C Pa3HOCTOPOHHEN Gronormyec-
KOW aKTUBHOCTbIO [1b]. KOMMOHEHTbI CUCTEMbI KOMMIEMEH-
Ta COCTaBAAKT OKOMO 4% OT Bcex 6enkoB nasmbl. OHU
CYHTE3UPYIOTCA renatouuTamy, Makpodaramu u HenTpo-
drnamu. BoRbLUMHCTBO M3 HUX OTHOCATCA K [B-rnobynuHam.

CornacHo HomeHKnaType, npuHATon BO3, cuctema Kom-
nnemMeHTa o6o3HauvaeTca cumeosiom C, a ee UHAVBULYaNb-
Hble KomnoHeHTbl cumsonamu Cl, C2, C3, C4, C5, C6, C7, C8,
C9 1 Ha3blBalOTCA KOMMOHEHTaMU WY NPOMNUCHBIMU BYK-
Bamu (D, B, P) n Ha3sbiBaloTcA dakTopamu (Tabn.1). Yactb
komnoHeHToB (Cl, C2, C3, C4, C5, B) nenutca Ha cocTaBns-
towpre nx cybkomnoHeHTol — 6ornee Taxenble, obnagato-
wme GpepMeHTaTMBHOWN aKTMBHOCTbIO, N MEHEE TSXKeSble,
He obnagawwne ¢(epmMeHTaTVBHON aKTUBHOCTbIO, HO
COXpaHsAIoLLMEe CaMOCTOATENbHYO Gronornyeckyo dyHk-
umto. AKTUBMPOBaAHHbIE KOMMEKCbI 6ENIKOB CUCTEMbI KOM-
njemMeHTa MoMeYaloT YepTol HaZ KOMIMIEKCOM (Hanpumep,
C4b2a3b — C5-koHBepTasa).

Momumo 6enkoB cobcTBeHHO kKommnniemeHTa (C1—C9) B
OCYLLECTB/IEHNMN €0 GUONTOTMYECKON aKTUBHOCTY NPVIHN-
MaloT yyacte n gpyrve Genku, BbINOMHAKLWME peryns-
TOpHble QyHKLMK:

a) peLenTopbl MeMOpPaH KNeTOK MaKpoOopraHu3ma K cy6-
KoMnoHeHTam KommnnemeHTa: CR1(CD35), CR2(CD21),
CR3(CD11b/CD18), CR4(CD11c/CD18), C1gR, C3a/C4aR,
C5aR;

6) MemOpaHHble 6eNKN KNETOK MAaKpPOOPraHn3Ma: Memob-
PaHHbI KodakTopHbIN 6enok (MCP — membrane-
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assotiated cofactor of proteolysis, CD46), dakTop, yckops-
towmn guccouymnauyuo (DAF — decay accelerating factor,
CD55), npotektuH (CD59);

B) 6enKy nnasmbl KPOBYW, OCYLIECTBAAOLWME MO3UTUB-
HYIO UNK HeraTMBHYIO perynauuto: 1) no3nTmeBHasa peryns-
uma — daktop B, paktop D, nponepauH (P); 2) HeraTmBHan
perynauma —doakTop |, dpaktop H, 6enokceasbiBaowmi
C4b (C4 binding protein, C4bp), C1-uHruéutop (Cl-inh,
cepnuiH), S-6eoK (BUTPOHEKTMH).

Takum 06pa3oM, B QYyHKLMUAX CUCTEMbI KOMMJIEMEHTA
NPYHUMAIOT yyacte 6onee 30 KOMMOHEHTOB. Kaiblii
6enKkoBbIi KOMMOHEHT (CYOKOMMOHEHT) KOMMaemMeHTa
obnagaeT onpeaeneHHbIMK CBOMCTBaMM (Tabn. 1).

Tabanua |
KOM"OHeHTbI n Cy6KOM|'|OHeHTbI KOMMJIEMEHTq,
I'Ip"HMMuIOI.“"e yl'lac'l'“e B KJIGACCUYECKOM U ﬂﬂbTepHuT"BHoM
I'IYTﬂX GKTUBALUU KOMIMJIEMEHTO

Komno- Moneky- |Cy6komno- |KoHueHTpaums | QyHkuyusa

HeHT (cy6- (nApHasa |HeHT B CbIBOPOTKe

Komno-  [macca, KpoBU, MKr/mn

HEHT) KDa

1 1124 1Clq - (DepmeHTHbIN

2CTr KoMneKc
2C1s

Clq 460 - 80 CBA3blBaHMe C
JUTMHHOW Lienbio
IgG nnn IgM
KomnneKca
aHTUTEH-aHTU-
TeN0

Clr 166 - 30-50 MpoTeasa, akTn-
supytowas Cls

Cls 166 - 30-50 CepuHoBas
npoteasa, akTn-
Bupytowasa C4 n
Q2

Q2 110 23, 2b 15-25 OopmupytoT

€ 190 3a,3b 1200 (C3-koHBepTasy

c4 200 [4a4b  [350500 (Cab2a), a 3arem
(C5-koHBepTasy
(C4b2a3b) knac-
CUYECKOro NyTu

c5 191 5a, 5b 75 (®opmrnposaxie

6 120 - 60 MeMbpaHoaTa-

7 110 B 50 KleLLl,er% Komn-
neKca, obpasy-

C8 160 - 60 foLjero nopy

&) 79 - 60 MeMbpaHe
KNETKN-MULLIEHN

Qaktop B [95 Ba, Bb 200 OopmupyioT

OaktopD |25 - 1 C3-KkoHBepTa3y
(C3bBbP), a
3aTemMu
C5-koHBepTasy
(C3bBb3b) anb-
TEPHATNBHOTO
nyTIA

Mpone- 220 - 25 Crabunmusatop

pavH (P) (3-KoHBepTasbl
arnbTepHATUBHO-
ro nyTn
(C3bBb), 6r1oku-
pyeT amccouma-
umio C3bBb nop
peiicTBnem dak-
Topa H
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CrcteMa KOMMaeMeHTa MOXET MPUHUMATb yyacTure B
pa3fNuYHbIX 3PPEKTOPHbIX MexaHU3max. B uyactHocT,
BbI3bIBaTb NM3UC MUKPOOPraHM3MOB (KOMMneMeHTap-
HbIW KWUJIAHT), ONCOHN3aLUI0 MAKPOOPTraHN3MOB, pac-
WwenneHne MMMYHHbIX KOMMIEKCOB U WX KIUPEHC,
aKTMBaLMIO N XeMOTaKCMUYeCKoe NpuBneYveHmne nenko-
LUTOB B OYar BOCNaneHus, yCuieHne NHayKuum cneum-
bunyecknx aHTUTENn nyTemM YCUAEHUA noKanusauuu
aHTWreHa Ha NOBEPXHOCTU B-nMmdoLMTOB 1 aHTUreH-
npeactaBnawmnx knetok (AMK) nnm cHMKeHUs nopora
aKkTmBauuu B-numdoumnTos.

Hanbonee BaKHbIMM 13 QYHKLUIN KOMMNeMeHTa
ABNATCA NMN3NC MeMOPaH MAaTOreHOB 1 ONCOHU3aL WA
MUKPOOPraHn3moB. Kak 4acTb BPOXAEHHOW VMMYH-
HOW CUCTEMbl KOMMJIEMEHT UrpaeT Ba)Hyl posib B
3awuTe oT MHOEKUNU, 1 OUNCTKE MMMYHHbIX KOMMJIeK-
coB (MK) n anonToTuyecKknx KNeTok, a Takxe popmupy-
€T CBA3b MEXAY BPOXAEHHbIM 1 afanTUBHbIM UMMYHU-
TETOM.

MyTu akTMBaLUM cUcTEeMbl KOMMJIEMEHTa. B Hopme
KOMMOHEHTbl KOMMAEMEHTa HaXoAATCA B MNja3me B
HeaKTUBHOM COCTOAHUW. OHU CTAaHOBATCA aKTUBHbIMU
B MpoLecce MHOrOCTYMeHYaTbIX peakuuii akTUBaLuun.
AKTUBMPOBAHHbIE KOMMOHEHTbI KOMMJEMeHTa [eNc-
TBYIOT B ONpefeneHHOM NopsajKe B Buje Kackaga dep-
MEHTATUBHbIX PeaKUuii, a NPOAYKT NpeawecTByoLen
aKTMBaLMW CNYXWUT KaTann3aTopoM A BKIOYEHUA B
nocneayrowyo peakuno HOBOrO Cy6KOMMOHEHTa Unu
KOMMOHeHTa KOMMJiIeMeHTa.

TpagnumnoHHo n3obpaxaemasa B BULE KacKaga, aHa-
NOTUYHO MNYTU KOarynauuu, CUCTEMA KOMIMJIEMEHTa
MO>KeT ObITb aKTUBMPOBaHa C MOMOLLbIO 3 MyTel: Knac-
cnyeckoro (CP), nektnHoBoro (LP) n anbTepHaTUBHOroO
(AP) (puc.1). MyweHblo 3TUX Tpex NyTen akTuBaLumu
ABNAETCA LEHTPanbHbII KOMMOHEHT KOMMieMeHTa -
C3, Ha pgonto KoToporo npuxogutca go 60-70% Bcen
Maccbl 6eNKOB KOMMIEMEHTA.

AxkTtuBauma CP valie Bcero Bbi3biBaeTCA UMMYHOT10-
OyNMHaMK, CBA3AHHBIMU C AaHTUTEHOM, @ TaKXe MOXeT
ObITb AKTVMBMPOBaAH MOCPEACTBOM MPAMOrO B3auMO-
LEeCTBMA C anONTUYECKMMMN KNeTKaMy U MUKPOOBHbIMM
aHTUreHamn. AKTMBaLMIO KNacCMyecKoro nyTu Komn-
neMeHTa MHULMMPYIOT TakXe KomnieKkcbl IgA unwn IgE ¢
AHTUTEHOM, PETPOBUPYChI MbILIW, BUPYC BE3UKYNAPHO-
ro cTomMaTuTa, MMKOMasmbl, nonnannoHbl (AHK, nunug
A, KapaMONMNUH, AEKCTPAHCYNb®aT, renapuH, XoHAPO-
UTUHCYNbdar).

MaHHo3a-cBs3biBatoWuUin nekTnH (MBL) n ¢ukonnHbl
akTuBMpytoT LP yepes ux BzanmopencrTeme C natorex-
NPOU3BOAHBIMMN YaCTAMU YrIEBOAOB.

Mpun anbTepHaTUBHOM NY TN aKTUBALIUN CUCTEMbI KOM-
NnnemMeHTa OCHOBHble COObITUA aHANOTUYHbI TEM, KOTO-
pble n3BecTHbl gnAa CP, ogHaKo B anbTepPHATMBHOM
aKTMBaLMK aHTUTeNa He yyacTByloT. DyHKUMOHanNnbHoe

OCHOBHOE OTNIMYKE aNbTEPHATUBHON peaKkLmm cocTonT
B CKOPOCTW OTBETHOM peakummn Ha natoreH. Ecnn knac-
CUYecKoMy MyTW aKTUBaUMK KOMMiemeHTa TpebyeTca
BPEMA AJiA HaKOMJIEHNA CneunpuYecknx aHTuTesn, To
anbTePHATUBHbIN NyTb pPa3BUBAETCA Cpa3y nocne npo-
HWKHOBEHUA nNaTtoreHa. MiHMymaTopom npolecca ABNA-
€TCA KOBANEHTHOCBA3AaHHbIN C MOBEPXHOCTbIO KNETKU
C3b. AKTrBaLMIO aNbTEPHATUBHOTO NYTU KOMMAEMEHTA
NHULMNPYIOT KNEeTKW, MHOULMPOBaHHbIE HEKOTOPbIMU
BMpyCaMn (Hanpumep, BUpPyCcOM InwTenHa-bapp),
MHOTUEe rpam-nonoXKUTENbHbIE U FPaM-OTpULIATENbHbIE
6aKkTepuu, TPUNAHOCOMbI, NerlUMaHUK, MHOTre rprbbl,
reTeponiorMyHble 3PUTPOLUTLI, MONNCaxapuabl (Hanpu-
Mep, araposa), AeKCTpaHcynboar.

AKTMBaLMA KaXAoro m3 3TWX NyTern NPUBOAUT K
obpasoBaHuio C3 KoOHBepTa3, KOTOpble BK/OYaloT
C4b2a (knaccumyeckuii u nekTuHoBbIN nyTn) n C3bBb
(anbTepHaTUBHLIN NyTb). OHM CNOCOBHbLI paclennATb
C3 B popmy C3a (aHadpunoTokcmH) n C3b (oncoHwmH). C3
nouveyHbln paktop (C3NeF) noTeHUUMpyeT anbTepHa-
TuBHble NyTn C3 KoHBepTa3bl (C3bBb). 3To NpuBOAUT K
6ecKoHTpoNbHOW  KoHBepTauum C3 B  C3b.
CnepoBatenbHo, C3NeF 06blYHO accoummpyeTcs C HU3-
KAMU YPOBHAMU HenoBpexgeHHon nnasmbl C3.
HesaBuncumo oT TOro, kKakue nyTv NpuUBENN K NePBOHa-
yanbHoMmy pacuenneHuio C3, 6bicTpoe ycuneHne C3b
JOCTUraeTCA 3a CYET MNONOXKMTEeNIbHOM 06pPAaTHON NeTny,
Ha3biBaemol C3b amnnudurkaymoHHom netnei (puc.1).
C3b moxeT 6bITb ganee pacuwensneH ¢aktopom |, gna
reHepUpPOBaHNA APYrUX OMOMOTMYECKN aKTUBHbIX
dparmeHToB unu dopmmupoBaHua C5 KoHBepTasbl
nyTem npueAsKkn K C3 KOHBEPTa3HOMY KOMMEKCY.

C3 KkoHBepTasbl MOryT yepe3 fobaBneHue opHoW
monekynbl C3b reHepupoBaTtb 6onbLuve KOMMMEKCHI,
KoTopble cnocobHbl paccekaTb KomnnemeHT C5. 3Tum
KomnieKkcbl HasbiBatoTca C5 KOHBepTazamu 1 BKIOYa-
toT C4b2aC3b (knaccmyeckuin M NEKTUHOBLIN NyTH) U
C3bBbC3b (anbTepHatuBHbIA nyTb). C5 akTMBauumA
NPUBOAUT K reHepauunm MOLWHOro aHadMIOTOKCUHA
C5a n cybkomnoHeHTa C5b, KoTOpbLIN MHUUMMpPYET
bopmmpoBaHe MemObpaHoO-aTaKylLero Kommniekca
(MAC). MAC dpopmmpyeTca nocnenoBaTenbHbIM f06aB-
neHnem C6, C7, C8 kK C5b - n Heckonbkmnx C9 monekyn.
3710 popmupyeT NM3UpYIoLLY0 NOPY B MeMbpaHax Kie-
TOK (puc.2). ®aktTnueckn B membpaHe dbopmupyetca
OTBEPCTUE, MPONYyCKaloLee HU3KOMOJIEKYNIAPHbIE KOM-
MOHEHTbl LUMTOMMAa3Mbl, YTO NPUBOAUT K rmbenn Knet-
KW, HO TaKXXe MOXET Yy4acTBOBaTb B HeJfleTallbHbIX CUT-
HanbHbIX cOObITMAX [2]. TakKe coobLlanochb, YTo KOMM-
NeMeHT-He3aBuCMMble GepMeHTbl, Taknue Kak TPOMOUWH
1 HenTpodunbHas snactasa, obnagatot C5 KOHBepTas-
HbIM fencTBrem [3], 1 COBCeEM HeaaBHO Obifo Mokasa-
Ho, yTo C5a nokoneHne TpomMbBMHA NPOUCXOZUT NpK
oTcytcTBun C3 [4].
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CLASSICAL PATHWAY LECTIN PATHWAY ALTERNATIVE PATHWAY
Antigen/amtibody complex Ficolin, mannose residues on mikrobes Spontaneocus activation due to hydrolysis of C3
C1q Cir Cis l'— G- ——{ MBL, MASP-1, -2 €3 (H,0)
1
“ Factor 8
Q CFH, CFI S
ca \/
ca
/\ N v Factor D
CFI C4b2a c3 C3(H,0)8b
cAaBp (C3 convertase) (C3 convertase)
\) ‘/
casp C3b AMPLIFICATION LOOP
CHl CFH
DAF (CD5SS) CFl
MCP (CD46) C3b8bP |— DAF (CDSS)
CR1(CD35) v (C3 convertase) MCP (CD46)
C 3 b CR1 (CD35)
C3a anaphylatoxin
8P
DAF (CCO‘SS) DAF (CDSS)
MCP (CD46) C4b2aC3db CS C3bBbC3b l— MCP (CD46)
(CS convertase) (CS convertase) CR1 (CD35)
CR1 (CD35)
. C5b-9 I
CD59
CSa anaphylatoxin Membrane attack complex

Puc. 1. CxemaTtuueckoe npepacraeneHne, M306paxaioLiee aKTUBALMIO CUCTEMbI KOMMAIEMEHTA

CokpatueHunsa: MBL - maHHo3a-cBA3bIBatownin nektH; MASP - MBL-accouunpoBaHHaa cepuH npoteasa; C1-INH - C1
nHrnéutop; C4BP - C4-cssbiBatowmii 6enok; DAF — pacnag-yckopstowmin paktop (CD55); MCP - kodakTop 6enka memo6-
paHbl (CD46); CFH - dakTop KomnnemeHTa H; CFl - dakTop KomnnemenTa |; CR1 — peuentop 1 KomnnemenTa (CD35); P -
nponepaviH.

Membrane-
attack complex
1

Puc.2. ®opmupoBaHne mMem6paHO-aTaKyoLero KoMnmekca
U 06pasoBaHue NOpbI B MEMOBPaHE KNEeTKU
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AKTVBaLMA CCTEMbI KOMMNIEMEHTA MECTKO KOHTPONMPY-
€TCA KaK PacTBOPMMbIMU Genkamu, Tak M CBA3AHHLIMU C
MOBEPXHOCTbIO KNETKN ANA NpedoTBpaLleHna noBpexae-
HVA 300POBbLIX TKaHel (Tabn.2).

PerynAatopHble 6enky KOMMNAEMeHTa, Kak B Mia3sMeHHbIX,
TaK MPUKPEMNIEHHbIX K KNeTKaMm MembpaHaX, HIrMoupytot
aKTUBaLUMIO KOMMIEMEHTA B HECKONIbKO 3TanoB. BakHble
npumepsbl BKNtovatoT cnenytoulee: C4-cBAsbiBatoLwmin 6enok
ANA Knaccuyeckoro nytu, aktop H ana anbtepHaTMBHOMO
nyTn, n CD59 nnsa TepMmuHanbHoro nyTu. MponepawvH ctabu-
NM3NpPYyeT anbTepHaTUBHbIN NyTb C3 KOHBepTasbl U, Taknm
00pa3om, paccMaTprBaETCA Kak NMO3UTUBHbIN PerynaTop.
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Tabnmua 2
Mem6panHbie perynstopHblie 6enku [1b]
KneTouHble (pacnonoxeHbl Ha MeMOpaHax KNeToK MUKpPOOpraHnsma)
(dakTop JKcnpeccus Ha KneTkax QyHKUMA Pesynbrat
CR1 B-numdoumTsl; MoHouumTsl (Makpodar); |MogasnsaeT ceasbiBaHme C2 ¢ C4b; Bbi3biBaeT 1 yckopseT | [lofaBnaeT akTMaLumio
(CD35) rpaHynouuTbl; GoNMKynapHble avccoumaumio C4b2a Ha C4b 1 2a; kopakTop KaTabo- KoMMiemMeHTa o nobomy
OeHapuUTHble KneTkun; HK-KneTku nn3ma C4b nog feiictenem akTtopa |; kodakTop Kata- | NyTM Ha MembpaHax Kne-
6onv3ama C3b nop peincTeriem pakTopa I; ycKopsieT anuc- [ToK co6CTBEHHOrO opra-
coumaumio C3bBb ¢ ocsoboxaeHvem C3b HM13Ma
MCP MKB (CD46) | T-numdouutsl; B-numdbountbl; MoHouu- | Mopasnsaet obpasosaHune koHBepTas: C4b2a n C3bBb; | To xe
Tbl (Makpodarn); rpaHynouuTbl; KodakTop KaTabonuama C4b nog penctemem pakTopa |;
LeHapuvTHble KneTku; HK-KneTtkn KodakTop Katabonuama C3b noa aeictenem dpakTopa |
DAF Oyl (CD55) | T-numdouuTbl; MopasnsieT obpa3oBaHne KoHBepTasbl C4b2a knaccu-  |— « —
B-numdounTsl; yeckoro nyTw; nofaBnaeT obpa3oBaHye KOHBEPTa3bl
MoHOLWTbI (Makpodaru); C3bBb anbTepHaTUBHOrO NyTW; NOAABNAET CBA3bIBAHME
rpaHynouuTbl; C2 c C4b; yckopseT guccoumaumio C4b2a Ha C4b u 2a;
JEHIPUTHbIE KNETKN; yckopseT auccoumaumio C3bBb ¢ ocsoboxaeHuem C3b
HK-kneTky;
TpomMboumTbI
MpotekTuH (CD59) | Bce kKneTkm makpoop- Cn3biBaeTcA ¢ 5b678 1 nopasnset ero norpyxeHue B |MpegoTepallaeT nnM3mnc
raHu3ma Memb6paHy 1 pa3sepTbiBaHue C9 COBCTBEHHDBIX KNETOK

PactBopumble perynatopsl (Tabn.3) Bkntovatot C1-uHrmbutop, Kotopblii gencreyeT Ha CP v LP, n komnnemeHT daktop H
(CFH), ocHoBHo perynsaTop AP. CBA3aHHble C MOBEPXHOCTBIO PerynAaTopbl BKMOYaloT 6enok kodaktopa MembpaHbl (CD46)
1 CD59, nurnéutop MAC. TpombomopynmH (THBD), TpaHcMeM6paHHbIN IMIMKONPOTEVH, y4acTBYOLMIA B akTUBaLmK Genka
yepes ero CBs3b C TPOMOUHOM, TaKXe UIPAET POJib B Perynauum Komniementa [5]. THBD-TpomOVH KoMnnekc akT1BmpyeT
npokapboKcunenTaasy nnasmbl B (MHrmbutop dubprHonmsa, akT1BMpyembliil TPOMOUHOM), OTBETCTBEHHBIN 3a pacluen-
neHue C3a n C5a Ha MeHee akTrBHble desArg dopmbl [6]. Takxke coobLianoch, Uto dakTop l-onocpefoBaHHOM NHAKTVBA-
umm C3b B npucyTcTBum kodaktopoBs ycunmsanca THBD [7]..

Tabnmua 3
MnasmeHHble perynsaropHbie 6enku [1b]
®dakrop DOyHKunA MonekynsapHas Peanusauyus s¢ppekra
Macca Ha comaTnyecKux Knetkax u (unm)
1 KOHLeHTpauus Ha naToreHax

®aktop H MopaBnaet obpasoBaHme KoHBepTasbl C4b2a | 150 kDa, MopaBnAeT akT1BaLMIO KOMMIEMEHTa MO
(nerko cBA3bIBAETCA C CMa- | KMAacCMUECKoro NyTu; nogasnaet obpasoBa- | 500 MKr/mn nobomy MyTn Ha MembpaHax KIeTok cooc-
NOBbIMM KNCIIOTaMU Hue koHBepTa3bl C3bBb anbTepHaTBHOMO TBEHHOTO OpraH13Ma ¥ MUKpPOOpraH/3max
MOBEPXHOCTU KNETOK MyTy; BbI3bIBAeT AUCCOLMALINIO XKUAKODa3-

HoWt koHBepTasbl C3iBb Ha C3i n Bb; kodak-

Top Katabonu3ama C3i v Bb; Bbi3biBaeT Ancco-

umaymto KoHseptasbl C3bBb Ha C3b 1 Bb
®akTop | (npoTeasa nnas- | Mopasnaet obpasoBaHme kKoHBepTasbl C4b2a | 90 kDa, MopaBnsAeT akTMBaLMIO KOMMIEMEHTa Mo
Mbl) KNnaccuyeckoro nyTu 35 MKr/mn Knaccuyeckomy nyTu Ha MembpaHax Kne-

TOK COOCTBEHHOTO OpraH13mMa v MUKpPOOop-
raHm3max

BmecTe ¢ ogHum u3 Kodaktopos (MKB, CR1, MNopaBnsaeT akTMBALMIO KOMMJIEMEHTA MO

C4bp) pacwennset 4b Ha C4c n C4d; nobomy MyTy Ha MembpaHax KeTok cobc-

BMeECTe C ojHUM 13 kKodakTopos (MKB, CR1, TBEHHOrO OpraHy3Ma

H) pacwennset C3b; dpakTop Katabonmsma

C3bn C3i
C4bp (C4 binding protein, | MopasnaeT ceasbiBaHue C2 ¢ C4b; 560 kDa, MopaBnaeT akTMBALMIO KOMMIEMEHTA MO
6€eNOK-CBA3bIBAIOLLMI nopasnsieT obpasoBaHme KoHBepTasbl C4b2a | 250 MKr/mn KNnaccnyeckomy 1 NeKTrHOBOMY MyTW Ha
C4b) Knaccuyeckoro nyTu; MeMOpaHax KneTok cCO6CTBEHHOIO opra-

BbI3bIBaeT anccoumaumio C4b2a Ha C4b n 2a; HU3Ma 11 MMKPOOPraHm3max

KodakTop KaTtabonusma C4b nopg fencrasnem

dakTopa |
C1-vHrnémuTop (C1-inh, CeasbiBaeT 1 uHrMbupyet C1r n C1s (cepuHo- | 110 kDa, MopaBnaeT akTMBaLMIO KOMMNIEMeHTa No
CepruH) BbIX MPOTea3s MHrnouTop); 180 mKr/mn KNaccuyeckomy 1 NeKTHOBOMY MyTW Ha

otwennsaet C1ru Cls ot C1q (C1q ocTaetca MembpaHax KNeTok cobCTBEHHOro opra-

cBA3aHHbIM ¢ Fc-dparmeHTom Ig); HM3Ma 1 MUKPOPraHr3max

orpaHunyrBaeT Bpemsa koHTakTa C1s c C4 n

C2;

OrpaHNYMBAET CMOHTaHHYto akTvBaumio C1 B

nnasme KpoBu
S-6enokK (BUTpoHeK-TUH) | ObpasyeT komnnekc 5b67-S, nHaktmempyet | 85 kDa, Bnokupyet ob6pa3soBaHue MAC

€ro CNOCOBGHOCTb BHEAPUTLCA B INMMAHBIN 500 mMKr/mn

cnow membpaHbl
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Ponb cnctembl KOMMNaemMeHTa npu 3aboneBaHKsAX NoYek
MPW3HaHa y»e JaBHO, HO B HalleM MOHVMaHWUM OCHOBHble
DOCTVXEHUNA ero ponu Npou3oLWnn B NocnegHne fecatu-
netua. KOMnieMeHT nrpaeT peLlatoLLyto posb He TOMbKO B
3aLMTe X03AMHa OT MHEKLMW 1 NPefoTBPALLEHNN YlLep-
6a «cBOVMM» TKaHAM, HO Takxe CnocobCTByeT NoBpexpe-
HWIO TKaHW KaK B KNybouKe, TaK 1 B TyOynovHTepCTMUN-
anbHoMm ¢unbpose. XoTA NOBpexLEHNE MOXKET BO3HUNKHYTb
B KNy6ouKe, BO3HMKLLIAA MPOTEVHYPUA 1 aKT1BaLUA KOMI-
NeMeHTa B NONOCTY NPOCBETA KaHaNbLIEB MOXET MPUBECTY
K TyOGYNOMHTEPCTMLMANbHOMY NMOBPEXAEHUIO U NpOrpec-
cpytoLlei 6onesHn noyek. HegaBHUiA Nporpecc B Halem
MOHVMaHWK, KacaloLMINCA MEXaHU3MOB, C MOMOLLbIO KOTO-
PbIX KOMMIEMEHT CMOCOOCTBYET MOYEYHOMY MOBpexge-
HWIO, NMPVBEN K Pa3BUTUIO NEPCMEKTUBHBIX CTPaTeruin, Npu
KOTOPbIX KOMMIEMEHT MOXET ObITb HAaNpPaBfiEH Ha Npeso-
TBPALLEHME MOYEYHOTO MOBPEXAEHNA U CBA3AHHbIX C HUM
OCSIOXKHEHNIA.

AKTUBaLMA KOMMNeMeHTa nNpu nartonoruu Kny6ou-
KOB MoYeK. AKTUBaLMA CMCTEMbI KOMMIEMEHTA ABNAETCA
0COOEHHOCTHIO MOBPEXAEHUA KIyOOUKOB B PasfiMUHbIX
YCNOBUAX, B TOM YMCNIE NPY CUCTEMHOW KPaCHOMN BONYaHKe
(CKB), Backynute, CBA3aHHOM C aHTUHENTPOPUSIbHBIMU
LUTOMNA3MaTUUYECKNMN aHTUTENaMu (ANCA)-
accoummnpoBaHHbIii BackynuTt, IgA Hedpponatum (IgAN) u
aunabeTnyeckon Hedpponatuu [7a,7b,7c].

CucremHasa KpacHaA BoslyaHKa. KomnnemeHT MoxeT
MMETb KaK NONOXKNUTENbHOE, TaK U OTpuLaTeNibHOe BAuA-
Hue Ha TeyeHune CKB, gencTBya Ha noBbiweHne VK n oun-
LleHre anonTMYeCKnX KNeToK Npy MHAYLMPOBaHUN MeC-
THOro BOCManeHuA. bbino MoOKa3aHO, UTO ouuLlieHue
anonToTUYeCKNX KNeTok BblIo UHMLMMPOBAHO CBA3bIBA-
Huem C1g n MBL K ny3bipbkam anonTuyecknx KreTok,
BeAYLYMM K aKTMBaLuUu KomnnemeHTa [8]. Xota gedekxT-
Hoe ouuwieHne MK 6bino npeanoxeHo B KauecTBe mMexa-
HW3Ma, BegyLero kK CKB, runotesa 06 «yTunmsayum otxo-
LOB» NPeAnofaraeT TakKe, YTO HECMOCOOHOCTb OYMLLaTh
oTMUpaloLLMe KNeTKK, cofepxalyme 6onbLioe Konuyect-
BO ayTOQHTWUIeHOB, NPeAPACnoNaraeT K pasBUTMIO ayTo-
nmmyHuteta [9]. OenctButenbHo, C1g-gedmuut npuso-
OUT K ayTOMMMYHHbIM 3a060feBaHUAM C HapylleHnem
OUMLLEHMNA ANONTUYECKUX KIIETOK U HaNMyMeM rnomepy-
nApHbIX anontoTuyeckux Ten [10]. Mpu HedpoTOKCHYeC-
KoM Hedbpute y Mmblwern 6bina  yCTaHOBEHa
VIK-onocpefoBaHHasA MOAeSb FMOMepYynAapHOro Bocnane-
HUA, @ TaKXKe yBENMYEHUE TTOMEPYNIAPHOIO MbILLIMHOMO
IgG 1 oTnoxeHua anonTuyecknx knetok ¢ C1q pedpuum-
TOM, Npegnonaras, 4to nx aepeKTHoe ounLLeHne MoXeT
6bITb OTBETCTBEHHO 3a Oonee cepbe3Hoe Habntogaemoe
3abonesaHune [11]. bonee Hu3KMe OyHKLUMOHaNbHbIE
ypoBHu MBL, Habntogaemble C BapUaHTHbIMK annensamm,
MOTYyT Takxe npegpacnonaratb kK CKB, rae oHu 6binu cBs-
3aHbl ¢ aHTKU-C1q 1 aHTUGoCchoNUNMAHBIMU aHTUTENAMU
[12]. AHTK-C1q aHTMTeNna TeCHO CBA3aHbl C 6ONEe3Hbio
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nouek npu CKB n moryT ycyrybutb rnomepynapHoe nos-
pexaeHue, cBA3aHHOe C aHTuTenamu [13].

Mpepgnonaranocb, YTO aKTUBALMA KOMMJEMEHTa yepes
AP moxeT ycyryouTb nospexaeHus TkaHen npu CKB [14].
C3 amnnudrKauroHHaa NeTna NPUBOAUT K YBENUYEHHON
BblpaboTke Mepmatopos BocnaneHua n MAC. QOaktop B
(Bf) n paktop D (Df) - nBa 6enka, KOTopble UMEIOT pelLalo-
Lee 3HavyeHne ana popmmuposaHua AP C3 koHBepTasbl. Df
pacwennset Bf cBa3Ky Ha ocaxpgeHHble C3b ana reHepa-
umm C3 KoHBepTa3bl, BeayLle K C3 pacwienneHuio n pop-
muposaHuto C3a n C3b. Y MRL/lpr (tenepb Ha3biBaemom
MRL/MpJ-Tnfrsf6lpr) mbiwern, KoTopble npencTaBnAlOT
MbILUKHYIO MOZENb BONMYaHky, Bf-geduunt 6bin cBA3aH ¢
MEHbLUEN MNPOTEUHYpUENn M MOYEeYHbIM MOBPEXAeHNEM
[15]. JenoHnpoBaHue C3 B rnomepynax, MoBbllLeHWe Kpe-
aTMHKHa CbIBOPOTKM KPOBM U MOBPEXAEHNE TNCTOCTPYK-
TYypbl MOYEK TakXe ObIMM MeHee BbIpaXeHbl Y
Df-peduuntHbIX Mblweii [16]. MiHTepecHo, uto geduunt C3
y MRL/Ipr mbiwwer 6bin cBA3aH € NOBbILUEHHOW anbOyMMHY-
pvieil 1 bonee BblpaXEHHbIM fenoHnpoBaHuem IgG B
rnomepynax, npegnonaras, 4to xota C3 He aBnseTca Heob-
XO4UMbIM AJ1F MOBPEXAEHNA NOYEK B 3TON MOLENW NMMY-
HOKOMMJIEKCHOTO 3ab0neBaHWsi MOYEK, OH MOXeT ObITb
nonesHbIM yepes cBoe yyactue B ounieHmn MK yepes CP
akTuBaumio [17]. C3 geduuut B Apyrux mopenax MMmyHo-
KOMMNEKCHOrO rnomepynoHedputa npepoTepalian pas-
BUTE GonesHun noyek [18].

Ypanenune CFH-cBA3aHHbIx 6enkos 1 1 3 (CFHR1,34), une-
HoB CFH 6enkoBoro cemeincTBa, KOTopble KOAMPYOTCA
perynatopamu Knactepa reHa akTvBaLuy KOMMiIeMeHTa Ha
xpomocome 1[19], 6bin0 cBA3aHO € 6onee BbICOKAM PUCKOM
pa3suTtna CKB [20]. Bbino ycTaHOBNEHO, YTO FOMO3MIOTHOE
yOaneHve NpencTaBiaeT 3HaUNTENIbHO 6ONbLUNI PUCK, YeM
reTepo3nroTHoe yaaneHve, npeanonaras BO3HUKHOBEHVE
[,030-3aBUCKMMOro prcka [20]. Baprauma konnyectsa Konun
CyLecTByeT Npu 3TON BonyaHke, 1 yaaneHme kak CFHR1 n
3 (CFHR1,34), Tak n CFHR1 n 4 (CFHR1,3A) npoucxoaut B
HopmanbHon nonynAummn. OCHOBHble MeXaHW3Mbl BHe Bf-
AHun CFHR1,3A Hen3BecTHbl. bbino nokasaHo, uto CFHR1
nogasnsioT C5 koHBepTasy U CFHR3 6nokumpyet C5a noko-
neHuve, npepnaras MPOTMBOBOCMANWTENbHOE AeNCTBME
[21,22]. CFHR1,3A npu CKB moryT ObiTb TakXKe CBA3aHbl C
BO3HUKHOBeHVeM aHTU-CFH ayToaHTuTen.

BaXHOCTb aKTVBaLMKU KOMMIEMeHTa B naTtoreHese rno-
MepynoHedprTa, acCCOLMMPOBAHHOTO C KPacHOW BONYaH-
KO, TaKXKe OYEBMAHA W OT BANSHUA UHTMOUPOBAHNS KOM-
nnemeHTa. LleneHanpasneHHoe HrM61pPoBaHMe MbILLVHO-
ro C3, ncnonb3ya CR2-Crry, B kotopom CR2 cBA3bIBaeTCA C
C3 npopykTamy pacnaja B MecCTax aKT/MBaLMKU Komre-
MeHTa 1 WHrMOMpYyeT KOMMAEMEHT MECTHO, MPUBENO K
YNYYLLEHNIO BbIXKMBAEMOCTY U GYHKLMU MOYEK, C YMEHb-
LeHVEM MPOABNIEHUI TNOMepynoHedpnUTa U MOYEYHOTO
BackynuTa [23]. BBefgeHne MOHOKNOHaNbHbIX aHTKU-C5
aHTUTEN MbIWAMUN C TAXKENTbIM KOMMAEKCHbIM UMMYyHOZe-
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GULUTOM C MMAAHTUPOBAHHONW MOPUZOMON CcekpeLmn
IgG aHTK-ds [1HK aHTWTEN yenoBeKa NPUBENO K CHUXKEHUIO
NPOTENHYPUN 1 NOBPEXAEHNA Noyek [24].

ANCA-accoynmpoBaHHbIl rnomepynoHedppurt. B
otnnure ot VK n ocaxxgeHna KOMMOHEHTOB CUCTEMbI KOM-
nnemeHTta, Habniogaemoe npu  CKB, ANCA-
aCCOLUMMPOBAHHbIN FIOMePYNOHepPUT, Kak MNpaBuio,
Xapaktepusyetca “pauci-immune” HeKpOTU3MPYOLMM
CeproBUAHLIM FOMEPYNOHEPPUTOM (C «MONYNYHUAMUAY).
VmetoTca coobLleHns 0 AeNOHMPOBAHNM UMMYHOTI06Y-
NMHA 1 KOMMJIEMEHTa y HeKOTOopbIX nauneHToB [25]. Mpu
3TOM Hanuume 3AEKTPOHHO-MIOTHbIX AEMNO3UTOB Y 3TUX
Ny 6bIN0 CBSA3aHO C 6o/ee BbICOKUMU YPOBHAMM NPOTEU-
Hypuu. EcTb cBugeTtenbcTtBa, npegnonaratowme, yto ANCA
[gG wurpaer BaxHyilo ponb B pa3sutun ANCA-
accouMMpOBaHHOrO Backynuta [26,27]. bbino Takxe 3ame-
YEHO, YTO MHAYKLMA rmoMepyNioHedpuTa y Mbillen nyTem
BHYTPMBEHHOIO BBEAEHUA aHTU-MUENONepPOoKCaa3bl
(MMO) 1gG TpebytoT HeliTpodunos [28] 1 GpakTopbl, 0CBO-
60KAEHHbIE U3 AKTMBUPOBAHHLIX HEWTPODUIOB, MOTYT
aKTUBMPOBATb KoMmemeHT [29].

Y o6eunx aHTn-MPO IgG 1 aHTn-MPO cnneHounToB Moae-
nen y mbiwen ANCA-accoummpoBaHHOro BaCKynuTa, UcTo-
weHwve C3 dakTopom faa Kobpbl NOMHOCTHIO NPefoTBpaLLa-
no nHaykumto rnomepynoHedputa [30]. C5-gedpuumtHble 1
Bf-nedviunTHbIE MbIWK BB TaKXe 3aLULLEHBI OT MHAYK-
LMK CEePrOBUAHOTO rnomMepynoHedpuTa (C «MonynyHUAMM)
yepes aHTU-MPO IgG. MpUTOK HENTPOPUNIOB 11 MOHOLUTOB
6b1n 0cnabneH, ckopee Bcero, U3-3a otcyTcTBuA C5 aKkTHBa-
umn 1 komnoHeHTa C5a. HaobopoT, mbiwm ¢ C4 peduyntom
He 6binn 3alMLLeHbl OT 6oNe3HW, MHAYLMPOBAHHON aHTKW-
MPO IgG, gemoHcTpupys, uto Hu CP, Hi LP He yyacTsyioT B
pa3BuTUM 3aboneBaHKA y 3ol mogenun. O6bpasoBaHue C3a
nocnie akTmBauuym kKomnnemeHta yepe3s MPO-ANCA unm
PR3-ANCA IgG-cTMynupoBaHHble YenoBeyeckne HemTpo-
¢bunbl, NprBenia aBTOPOB K NPEANONOMKEHUNIO, YTO HEKPOTU-
yeckoe BOCnaneHne onocpenyetca akTueaumein AP dakrto-
pamu, ocoboxaeHHbIMU 13 ANCA IgG-CTUMynpOBaHHbIX
HenTpodunos. HegoctatouHoe yyactre CP u LP y niogen
noaaepxvBaetcs otcytcTBuem C1q, C4d, n MBL B 06pasuax
6uoncunm  noykm oT naumeHtoB ¢  MPO-ANCA-
MOSIOXKMNTESNIbHBIM FIOMepYIoHedPUTOM. BaxKHOCTb aKTVBa-
LMK KOMMJIEMEHTa CHOBa cBOOOAHa OT BAUAHNA C5 UHIbm-
poBaHusa B aHTU-MPO IgG mogenw [31]. MpenBaputenbHoe
neyeHrie C MOHOK/IOHaNbHbIM aHTK-C5 aHTUTENOM npego-
TBPaTUIO 6OME3HDb, B TO BPEMSA KaK JiIeUeHre NoCse UHAYK-
umy 6onesHn npreesno K 6onee, yem Ha 80% yMEHbLLEHWIO
obpa3oBaHuA «nonynyHuin» B rnomepynax [32]. Cnegyert
OTMETUTb, YTO HEAABHO Obina HauaTa Il $pasza KNMHMYEeCKnx
MCNbITaHWI NepopasnbHOro npruema Manowr MofeKy b, Opu-
eHTMpoBaHHOM Ha C5a peuenTtop (C5aR) [32a].

Mem6paHo3Has HedpponaTua. MembpaHo3Has Heppo-
natua (MH) - ayTonmmyHHOe 3aboneBaHue, XxapakTepursy-
lolweecAa penoHupoBaHnem WK Ha BHelWHen CTOpOHe

6a3anbHol MembpaHbl Ky60UKoB. B 6onblMHCTBE Cryya-
eB ngnonatnyeckort MH, aHtureHom B UK 6bin1 A2 peuen-
Top (PLA2R) M-tuna ¢ocdonmnassl nogoumtos [33]. Mpu
aHanorMyHom 3aboneBaHun y Kpbic - XeliMaHH HedpuTe
(XH), aHTureHom BbICTynaeT meranuH nogoumta. Mpu XH
coo0LLanoch, YTo NPOTENHYPYA BO3HNKAET KaK ClieAcTBre
noBpeXAeHNA nogoLumTa nocie akTeaLuuy KOMMiemMmeHTa
nocpencTBom aHTuTena 1 obpasosaHms MAC [34]. Kpome
TOro, 6bI10 06HAPYKEHO, UTO NPOTENHYPUA TaKKe NPUBO-
AT OT KOMMNJEMEeHT-ONMOCPeAOBaHHbIM U3MEHEHUAM
LeneBon anadparmbl, CBA3aHHOW C M3MEHEHUAMM B pac-
npepeneHnn HedprHa 1 ero ceBA3N C akTMHOM [35].

AHanusbl B npefenax reHoma MOATBEPAUIN BbICOKYHO
3HAUMMOCTb CBA3UN MEXAY PUCKOM ngmonatnyeckon MH n
annenamu He Tonbko anAa PLA2R, HO n ana yenoBeyeckoro
nenkouutapHoro aHtureHa (HLA)-DQA1 [36]. HLA-DQA1
ABNAETCA YacTblo reTepoaumepHoro GopmrpoBaHuA
aHTUreH-Npe3eHTpYyloLWero nasa, BegyLlero K runorese,
yTo Mnpe3eHTauua «puck» snutona PLA2R no BapuaHTy
HLA-DQA1 annenu npvBOAMT K OTBETY aHTUTENA 1 NAMNO-
natnyeckon MH.

XoTa TouHas usmonormnyeckasn ponb PLA2R 1 nocnepc-
TBUA GopMmUpoBaHUA aHTU-PLA2R aHTWTEN He ACHBbI, cre-
unduka aHTM-PLA2R aHTWTEen npu ugmonatuyeckon MH
npeanonaraet, YTo OHW ABNAIOTCA OTBETCTBEHHbIMM 3a
Habntogaemoe noBpexaeHne nogoumntos. IgG, ocaxaeH-
Hbii PLA2R B nouke, aBnaetca npemmyLiectseHHo 1gG4,
KOTOPbIA He akTuBMpYeT KomnnemeHT yepe3 CP. Tem He
MeHee, MocnefHne JaHHble, MpeacTaBNeHHble Ha exerog-
HoM cobpaHum B 2011 rogy amepukaHckoro ObuiecTBa
Hedponornn nokasanu, 4to akTMBaLMA MOXKET OCyLlecT-
BNATbCA yepes LP [37].

Takvm 06pa3om, KOMMIEMEHT MOXET NPeLCTaBNATb BO3-
MOXHYI0 TepaneBTnyeckyto Lenb npu MH y uenoseka.

IgA HepponaTtua. Kak nssectHo, IgAN xapakTepusyeT-
CA Me3aHrManbHbIM genoHupoBaHnem IgA1. AHomanbHoe
rIMKo3unmpoBaHue IgA1 nvmeeT BaKHOE 3HaUeHve B NaTo-
reHese 1 onpepeneHHoe KONMYeCcTBO 3TVX MOMeKyn Obinu
0OHapy»keHbl B UIMMYHHbIX OToXeHusAX [38]. BocnaneHue
novek, ckopee Bcero, 06ycnoBneHo PAAOM MeXaHU3MOB,
OOHUM U3 KOTOPbIX ABAAETCA aKTMBALMA KOMMIEMeHTa.
lenoHnposaHne C3, C9 n nponepgnHa B COEAVHEHUN C
IgA, BmecTe ¢ npucytctBuem C3 NpofyKTOB akTBaLun B
LUMPKynALMM yKa3ano Ha yyacTtue AP [39]. Kak 6biio noka-
3aHO, IgA He TONbKO HenocpeacTBeHHO akTuBmpyeT AP, HO
Takxe LP, ¢ nonumepHbim IgA cBasbiBatowmm MBL [40].
OpHako aKkTvMBauua KomnnemeHTta uyepes LP, yka3aHHas
Hanmunem Knyboukoson MBL, L-¢pukonuHom, MBL-
accoumMMpoBaHHON npoTeasolt cepuHa, 1 C4d B oTcyTC-
tBre C1q, ToNbKO BblABNAeTCA y 6onbHbIx ¢ IgAN [41]. Y
60nbluMHCTBa 6ONbHBIX BbIABNAETCA HEraTUBHOE OKpaLUW-
BaHWe Ha HuX, Noka3sbiBas, uto C3 n C5b-9, ckopee Bcero,
obycnoBneHbl akTuauuven AP. Tem He MeHee, akTBaLuA
LP, Bugumo, cBazaHa c Gonee TAXeNbiM NOBPeXAeHNEM
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nouek [41] 1 Hannume me3aHrnanbHbix oTnoxeHUn C4d,
YKa3bIBAaeT Ha XyALMIA NPOrHo3 TeyeHus 3abonesaHus. B
OfJHOM MccnefoBaHMKM ObiNo nokasaHo, uto 10-neTHee
BbKMBaHUe noyek y C4d-nonoxuTenbHbIX MaLMEHTOB
cocTaBunno43,9% no cpasHeHnto € 90,9% Yy C4d-HeraTMBHbIX
naumneHToB [42].

MHTepecHo, uTo 6bINO NoKaszaHo, UTo ucknioyeHme CFH-
cBA3aHHbIX 6enkoB 1 1 3 (CFHR1,3A) npugaeT 3awmTHoe
pencrtene npu IgAN B nocnegHem aHanmse B npefenax
reHoma [43]. 3awuTa, cBA3aHHaA C 3TUM ranioTUMNOM, KAk
npu Bo3pacTHom Mmakynoguctpodun (AMD), MoXeT BO3HN-
KaTb Bcneactaune KoHkypeHuun n3 CFHR1 Ha CFH, Begy-
wew K nosbiweHnio CFH GyHKumm [21].

CaxapHbiin guabeTt. CaxapHblii AnabeT ABAETCA OQHON
13 Bedylwmx NPUUYNH Pa3BUTWA TEPMUHANbHON CTagun
rnoyeyHom HegocTatouHocTn (ESRD). Mukauus 6enkos (B
pe3ynbraTe ANUTENbHOW TMMNEPIIMKEMAN), KaK MOMaratoT,
MrpaeT OCHOBHYIO NaToGM3NONOrMYECKyld PoNib B MOB-
pexxaeHun TKaHu [44]. Tnoko3a pearnpyeT C aMUHO-TPYn-
namu B 6enkax, ¢opmupyowmx LLndd 6asy nan anbgn-
MVH, KOTOpble MOFyT TayTOMepu30BaTb, YTOObI CO3AaTh
6onee cTabunbHbIl KeToamuH. Ecnn ammHorpynna Haxo-
AUTCS B UMW PSAOM C aKTUBHbBIM YYacTKOM 6esika, To FnKa-
LMA MOXKET MPUBECTU K GYHKLMOHANbHON HEAOCTAaTOYHOC-
TW. MoBblweHHOoe oTnoxeHne MAC B noykax U KpOBEHOC-
HbIX COCyax AnabeTnUecKux NayneHToB NPUBENM K BbIBO-
Ly, UTO aKTVBALMA KOMMNIEMEHTa MOXET ObITb BOB/IeUYEeHa B
pa3BuTMe NponndepaTMBHbIX ANAOETUUYECKMX OCHNOXKHE-
Hu [45]. MocpencTBOM BbICBOOOXAEHUA HaKTOPOB pPOCTa
13 noBpexmaeHHoro sHgotenus, MAC 6bin cBA3aH CO CTu-
MynupytowmMm Grubpobnactom, rmagKko MbllEYHOW KneT-
Ko, n nponundepaLlmnein MesaHrmanbHom Knetku [46]. boino
MoKasaHo, 4To 0bpa3oBaHMe GENTKOB BHEKJIETOYHOIO MaT-
pUKCa Me3aHrManbHbIMK KneTKamu Takxe Bbl3BaHO MAC.
Cknepo3umpoBaHue rmomepyn npu guabetuyeckon Heppo-
naTum, CNefoBaTeNbHO, MOTYT YacTUYHO 3aBuceTb oT MAC-
VHOYLMPOBAHHOIO BHEKNETOYHOrO pacumpeHus [47].

MpwumnHbl gna ysennyenna MAC genoHnpoBaHuA npu
caxapHom fumabeTe Obiv HEACHBIMY, B YaCTHOCTY, MEMO-
PaHHO-CBA3aHHbIE PerynsTopHble GenKkyn KoMmrmiaemeHTa
CyLWecTBYIOT Ana Toro, ytobbl NnpegoTepatut MAC 0bpa-
30BaHNA 1 NOBpexaeHNA «cBOUX» TKaHew [48]. CD59 asna-
€TCS OAHMM U3 TaKUX MeMOPaHHbIX PETYNATOPOB, U Orpa-
HuumBaet obpasosaHvne MAC, B3anmopeiicTeya ¢ C8, C9,
yTo6bI NHTrM6UpoBaTh c9 nonumepusayuio.
NpeHTudrkauma octatka MM3nHa, KOTOPbIA BOCMPUNMYMB
K FMKaumm v NpUieraeT K aMUHOKUCIOTE, HeOOX04MMOWA
ansa nopaepxku CD59 dyHKuMW, nopdep)kana runotesy,
yto rnuKkauma uz CD59 npu orabeTe NPUBOAUT K €ro NHa-
KTmBaumm n ysennuenuio MAC genoHnpoBsaHus [49]. CD59
npeTepneno ru1kaumio in vivo, oTpuLaTenbHO BANAIOLLYIO
Ha ero GpyHKUMIO, NPVHMMAA BO BHUMaHWe, YTo CalT-Ha-
NpaBReHHbIN MyTareHe3 OCTaTKa NM3UHA NpefoTBpaTu
yyBCTBUTENbHOCTL CD59 UenoBeKka K MHaKTUBaLWK FKKa-

126

uum [50]. Takke MOKa3aHO, YTO MAMLMpPOBaHHbIN CD59
yenoseka Konokanusupyet ¢ MAC y arabetnyeckon, HO
He HefmabeTnyeckomn noyeyHol TKaHu [49]. Mo3Tomy nHa-
KTnBauma rukaumm CD59 n yBennueHHoe ocaxpeHue
MAC moXeT cnocobcTBOBaTb Pa3BUTUIO AMABGETMYECKUX
COCYANCTbIX OCNOXHEHUA. ITO MOXeT ObiTb OCNOXHEHO
aHTUTeNlaMy, HamnpaBNeHHbIMU NPOTUB HEO-aHTUMEHOB B
rMUUMPOBaHHbIX 6esikax [50].

ATUNNYHBIA FeMONINTNKO-YpPeMUYeCcKNin CUHAPOM
(al'yYC). B HacToAwWee BpeMA reMONUTUKO-ypeMUYeCKUin
cnHpgpom (IYC) ABnAeTcA OCHOBHOWM MPUYMHOW OCTPOWA
noyeyHon HepoctatouHocTn (OlMH) y pgeTelr B Bo3pacTe
mnaguwe 5 net. o HacToALEero BpeMeHM BOMPOChI 3TUOMO-
riv, natoreHesa, AMarHoCTUKM 1 nevenus NYC octatorcs
HeOCTAaTOYHO M3YUYEeHHbIMW 1 BaXKHbIMU ANA KAUHWYeC-
KoW nmegmaTpum. BolgenawT TMNMYHBIA UK noctanapen-
Hbi TYC (Stx-HUS), obycnoBneHHbIn Shiga-ToKCcHOM, 1
atunuyuHbin TYC (alYC), KoTopble NpOWCXOAAT B OTCYTC-
TBUE MHPeKUMn Shiga-nogobHbIX TOKCUH-MPOAYLUpPYHO-
wyx GakTepuid, Takmx Kak Escherichia coli unn gpyrux
6akTtepuin (Non-Stx-HUS) [64, 64a]. Ecnn pe3ynbtaTbl neyve-
HYA TunmMyHoro MNYC ycnelwHbl, ToO NOCNeCTBMA aTUMNUYHO-
ro I'YC ocTatotcs Becbma HebnaronpusTHbiMu. CrnegyeT
OTMeTUTb, UTo X0TA al'YC xapakTepun3yeTca TakKe remonu-
TUYECKOW aHemuen, TpoMOOLMTOMNEHVEeN U NOYeUYHON
HeLOCTaTOYHOCTbIO, OH MMEET eLle XYALNA NPOrHo3, Npu
KoTopom y 50% nauuneHTOB pa3BMBaeTCA TepMuHanbHas
cTaamnsa noyeyHown HepoctatouHoctn (ESRD )[64, 64a ].

al'YC oTHocuTCA K rpynne TpoMOOTUYECKMX MAKPOAHT -
onatun (TMA), npy KOTOPOW MOYKW ABAAIOTCA OCHOBHOW
MULLEHbBIO B pe3yfbTaTe MaCCUBHOIO NOBPEXAEHWA SHAO-
TenuA cocynoB. 3aboneBaHune xapakTepryeTca MUKPOaH-
rmonaTuyeckom remonmTyeckom aHemuen (MATA) c Tpom-
6oLUMUTOMNEHNEN 1 MOYEYHON HEAOCTATOYHOCTBIO U OT/INYa-
eTcA o1 Stx-HUS Bo3pacTom naumeHToB (<6 mecaues u >5
net). Je6iot alYC MOXeT HanoMUHaTb KacCMYecKyto
TpomboTMUecKyto TpombouuToneHnyeckyio nypnypy (TTIM)
- 3aboneBaHue, Npy KOTOPoM KombuHauma TMA ¢ Tpom-
6oLVTONEHNEN HEPEAKO COYETAETCS C HEBPOMOMMYECKU-
MV CUMATOMaMK, HO O6bIYHO MEHEE TSXKeSbIM NMOopPaXKeHU-
em nouek) [64al.

YactoTa BcTpeyaemoctu al'YC coctaBnaet 6onee 10%
CJTyYaeB remMosITUKO-yPEMUYECKOTO CUHAPOMA, KOTopble
npoucxogaT B otcyTcTBue MHbeKumn Shiga-nofobHbIx
TOKCMH-NpoAyLmpytoLmnx 6aktepuii, Takmx Kak Escherichia
coli nnn ppyrnx 6axktepuii [64].

Ponb HeKOHTpoONMpyemon akTMBaLWK KOMMEMeHTa npu
cemeliHbIX 1 crnopagunyeckmux popmax al'YC B HacTosLee
BPEMS LIMPOKO Npur3HaeTcs, 1 60% naLmeHTOB COOOLWMIN O
BPOMXIEHHBIX MU NPUOBPETEHHBIX HapyLieHUAX B AP Kom-
noHeHTax [65]. MoryT ObiTb MHOMECTBEHHbIE MyTaLWK UK
nonumopdmsm, 1 al'YC yacto BbI3bIBAeTCA AOMONHUATENb-
HbIM TMOBpPEXAEHMEM, TakUM Kak WHdekuna [66,67].
JencTBuTenbHO, Hanuume BTOPOro reHeTUYeCKoro BapuaH-
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Ta U TpUrrepa MOXeT ObiTb HeobXoanmo, UToObl GoNe3Hb
pasBunacb. [eHeTUYecKkne aHOManuu Oblnv BbIABNEHbI B
PErynAaToOpHbIX 1 aKTMBALMOHHbIX 6enkax AP. YcuneHwve GpyH-
KUMOHAsbHbIX MyTauui B akTviBauuu 6enkos (C3 u Bf)
[68,69] 1 noTeps GYHKLMOHANbHbBIX MyTaLWi B perynatopax
(pakTop H, | n 6enok kodakTopa membpaHbl) - 060 BCEM
3ToMm coobuanoch [70,71,72]. MyTauun Jalle BCero BAMAIOT
Ha CFH, ocHoBHow perynsaTtop AP. Coctosawwme 13 20 rnoby-
NAPHbIX JOMEHOB, Ha3bIBAEMbIX KOPOTK/E JOMEHbI KOHCEH-
cycHoro noeTopa (SCR), myTaumu npu al'YC Hanbonee yacTo
BNMSIOT Ha TEPMIHANIbHbIE KaPOOKCUIbHbIE JOMEHbI, OTBETC-
TBeHHble 3a CFH cBA3bIBaHME C NONMAHMOHAMM Ha NOBEpPX-
HocTu KneTtok. CnocobHocTb CFH npriBA3bIBaTLCA K MOBEPX-
HOCTV KNETKU U PerynnpoBaTb aKTUBALMIO KOMMIEMEHTa
YMeHbLUEHa, U B pe3ynbTaTe NoYeyHbl SHAOTENNN CTaHO-
BUTCA 6onee BOCNPMYMUMBbLIM K TpaBmaM. [puurHa ocoboii
YA3BMMOCTU MOYEYHOrO SHAOTENMA B HaCcTosLlee BpemA
HescHa. Tak Kak perynupoBaHue xugkoi ¢asbl C3 onocpe-
[yeTca nepBbIMn 4 aMUHO-TepMUHanbHbIMK SCR fomeHamm
CFH, nnasmeHHble C3 ypOBHM Y 3TVX 1L, KaK MPaBUio, HOp-
MarbHble. KnsoTHble mogenu CFH gucdyHKumpy, cBA3aHHble
¢ nonHbiM CFH geduuutom [73] 1 TpaHCreHHbIM BblpaxeHu-
em MmyTaHTHoro CFH 6enka (6e3 4 C-tepmuHanbHbIX SCR
nomeHoB) npy nonHom CFH peduuuTe npoaeMoHCTPUPOBa-
N yyacTre Natodr3aMonormyeckrx MexaH/13moB. Y Mbllel
nonHbiM geduumutom CFH pa3BrBaeTca CMOHTaHHbIN MeMb-
paHo-nponudepatrBHbIv romepynoHedput (MPGN), Torga
KaK y TeX, y Koro HepgocTtatok 4 C-repmuHanbHbix SCRs, pas-
BMBAETCA TOJbKO COHTaHHbIN al'YC.

AHTU-CFH aHTUTena 6binu BbisBneHbl npu al'YC B ¢BA3M C
ynaneHnem CFHR1 n 3. TepmuH «gedpuunt CFHR 6enkos 1
ayTO-aHTUTENbHbIX MNonoXuTenbHbIx-NYC» (DEAP-HUS)
yaule BCero rnopaxaet geTteil. [eHOMHble nMepecTPOKY,
npvBoAsALMe K 06pa3oBaHuto rmbpuaHbix reHoB Ha CFH-
CFHR nokyce, Takxe 6binu cBazaHbl ¢ al'YC [74], Torpa Kak
THBD myTaumu, KoTopble MPUBOAAT K MOHVKEHHOWN CMO-
CobHOCTU NHaKTUBMpPOBaTb C3b 1 akTUBMPOBaATL NPOKap-
6okcnnenTmgasy B Takxke coobuwanuch. Pewatowwan ponb
C5 B pa3BuTMK TPOMBOTUYECKOW MUKPOAHrMonaTtum boina
MoKasaHa B MOAENAX XMBOTHbIX MyTeM CKpeLiMBaHWA
Mblwel, Bbipaxatowmx CFH HexBaTky 4 C-TepMyHaNbHbIX
SCR pomeHoB ¢ C5-geduunTHBIMKA MbiamKn. XoTa npo-
M3oWna aHomanbHaa rnomepynapHaa C3 akkymynauus,
al'YC He 6bino [75]. OTHocuTenbHbI BkNag C5a n MAC B
noBpeXaeHne noyek ewe npeacTout yTouHnTb. C5 nHrm-
6vipoBaHue y niofel C UCMOJIb30BAHNEM MOHOK/IOHANbHO-
ro aHTn-C5 aHTuTENa (3Kynm3ymab) ycrnewHo ucnonb3yet-
ca ana nedveHus al'yYC [76], n KNMHMYECKNE UCMbITaHUA B
nna3ma-3aBUCUMbIX 1 Mnasma-ycronumsbix al'YC npogon-
XalTca. Mcnonb3oBaHue 3Kynm3ymaba Takxke cenvac
coobuaetca npu Taxenbix Shiga-nogo6HbIX TOKCUH-NPO-
pyumpytowmx Escherichia coli I'YC, rge 31o npuBeno K 6bic-
TPOMY Y/YULIEHWIO HEBPOJIOrMYeCKOro CTaTyca u BoCCTa-
HOBNEHNIO GYHKLMIA novek [77].

Tabnmua 4
KomnnemenTt n alYC [32a]
benok len Uctoynuk |Jlokanusauyma |Yacrora
alyc, %
Paktop H CFH MNeyeHb Lnpkynauma ~15-30
Makrop | CFI NeyeHb Lnpkynaums ~5-10
MembpaHHbIn | MCP npoko ~10-15
KodaKTOPHbI pacnpo-
npoTenH CTpaHeH
QakTtop B MFB NeyveHb ? Unpkynauma <5
a a lNeyeHb ? Lnpkynaums ~5-10
AHTU-FH-AT CFHR1/ | NiumdouwmTsl | Linpkynauma ~10
CFHR3
HewnssectHo ~40-50

C3 rnomepynonartus. HapyweHua perynauum AP acco-
LMMPYETCA C PasfMYHbIMU TTOMEPYNAPHBIMY HapyLLIEHNS-
MW, TUMNYHBIM MPUMEPOM KOTOPbIX ABNAETCA N30/IMPOBaH-
Hoe rnomepynApHoe C3 ocaxaeHve B OTCYTCTBUE UMMYHOT-
nobynuHos, C1qu C4. TepmunH C3 rnomepynonaTtis HeAABHO
6bin BBEZEH AnA onucaHuaA rpynnbl 3aboneBaHuii, KoTopas
BKNlouaeT B ceba GonesHb NNOTHbIX Aeno3uToB (dense
deposit disease - DDD), C3 rnomepynoHedput (C3GN) u
CFHR5 Hedponatuto [77al.

bonesHb nnotHbIX aenosnTos (DDD), BnepBble onvcaH-
HasA B 1963 rogy Berger n Galle, aBnAeTca oTHocUTenbHO
peaKon natonoruen, CocTaBnAaa npumepHo 15-20% ot Bcex
cnyyaeB  membpaHonponudepaTUBHbIX  HePPUTOB.
OcHoBHbIM grarHoctuyeckum Kputeprem DDD  asndtotca
HaxofKN NEHTOBUAHbIX AEMO3UTOB MOBbILEHHON 3NEKT-
POHHOI NNOTHOCTY B FOMepynApHON 6a3anbHon membpa-
He, Karncyne boymeHa, TybynapHoi 6a3anbHoi MembpaHe
MpU 3NEKTPOHHOW MKpockonuu. Hanbonee yacTto B cocTa-
Be 1eno3mToB 06HapyxmnBatoT C3-KOMMOHEHT KOMMIeMeH-
Ta Mo JaHHbIM UMMYyHobopecUeHUmn [77b], ogHako BO
MHOTUX CNyYasax COCTaB MMIOTHbIX AEMN03WUTOB OCTaeTcA
HeBbiACHeHHbIM. CnepoBatenbHo, DDD xapakTepusyetca
BHYTPUMEMOPAHHOW 3NEKTPOHHO-NAOTHON TpaHcdopma-
uven 6a3anbHoM MeMbpaHbl 1 0ObIYHO acCOLMUPYETCA C
Hanmurem C3 noyeyHoro ¢aktopa (C3NeF), ayto-aHTUTe-
nom, Kotopoe ctabunusnpyet AP C3 koHBepTasy, BefyLuyto
K HekoHTponmpyemon C3 aktmsauwmm. DDD Takke accounm-
poanca ¢ CFH-geduunTom 1 ayto-aHttenamm kK CFH un Bf.
3HaueHmne C3 aKTUBALMN XNAKOCTb-ha3a Oblna NpoaeMOHC-
TPUPOBaHa Kak B MOAENAX KMBOTHbIX, Tak 1 3aboneBaHnm
yenoBeka [77b].

Kpome Toro, xapakTepHbiMu gna nauyneHtos ¢ DDD asns-
I0TCA: TUMOKOMMNNemMeHTeMUA (B OCHOBHOM paeduunT
C3-koMmnoHeHTa), Hannume C3-HedpuTtnyeckoro dakTopa
(ayToaHTtnTena IgG k C3-KoHBepTa3e) B CbIBOPOTKE, Hauyano
6one3Hu B Buae HeppUTNUECKOrO CUHAPOMA, a TaKXe Mio-
xou nporHo3 (pa3sutre XMH yepes 2-4 roga y NONOBUHDI
nauveHToB). lpyroi ocobeHHocTbio DDD siBnsietca npakt-
yeckn 100% BO3BpaT fJaHHOW NaTONMOMN B CPeHEM yepes
9 mMecALEeB NOC/e TpaHCMIAHTaLMM MOYKM.

C3GN xapakTepusyetcs rnomepynapHbim C3 ¢ cy63Hg0-
TeNManbHbIMU N Me3aHTMaNnbHbIMU OTNIOKEHUAMMN U, KaK
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DDD, oH MOXeT 6bITb CBA3aH ¢ MeMbpaHonponudepaTne-
HblM rnomepynoHedputom (MPGN) [77b]. OgHako uepTbl
DDD 1 C3GN no cBeToBOW MUKPOCKOMNM HEOAHOPOAHbI, 1
MPGN paccmatprBaeTca TONbKO Y OAHOMN TPETY NauneHToB
¢ DDD. Mo ston npuuymHe onucaHne DDD kak «MPGN I
TVNa» Ternepb OLLyLIAeTCA B HEKOTOPOW CTeneHy obMaHuu-
BbIM. Takke coobuianucb C3GN 6e3 MPGN, 1 370 ¢Bs3aHO C
Me3aHranbHbIMU U 3NMMEeMOPAHHBIMK OTNOXEHUAMK. B
nccnegosaHun 19 naumeHToB ¢ C3GN, 70% rmenu oTKNoHe-
HUA OT HopMbl B perynmpoBaHuy AP. C3GN 6e3 MPGN 6bin
HECKOMNbKO Yallle cBAA3aH ¢ MyTauuamu B daktope H, bakTto-
pe | nnn 6enke kodakTopa MeMbpaHbl, B TO BpPemsA Kak
C3NeF 6bin B ocHoBHoM npu C3GN ¢ MPGN. B yacTtHocTw,
yepTbl, Bugumble npu C3GN ¢ MPGN, ngeHTrnyHbl Tem, KoTo-
pble HabnogaTca B onncaHHbiX paHee «MPGN1 ¢ nsonu-
poBaHHbIMY Cy63HOOTENMaNnbHbIMU Aeno3utamu C3».

MPGN Il Tina ncnonb3yeTca Kak afia ONrMcaHnA NPUCyTc-
TBMA CyO3NUTENManbHbIX U Cy63IHAOTENMANBHBIX LEerno3u-
TOB, TaK 1 AN1A ONrcaHKa BUONCUM CO CNOXHBIMU Cy63HIO-
TENVANbHLIMA U BHYTPUMEMOPAHHBIMY  OTNIOXKEHUAMM.
MHorve cnyyan, knaccudpuumpoBaHHble kak MPGN Il Tina,
BepoATHO, npefcTaBnsAT dopmbl C3 rmomepynonatiu. B
HEeKOTOPbIX CNlyyasx, CybanuTenvanbHble OTIOXKEHNA MOTYT
npefctaBnATb cobolt octpoe oboctpeHne MPGN | Tuna.
Kpome Toro, MPGN Il Tina 6bin ¢BA3aH C permMoHOM Ha Xpo-
mocome 1 (B Tom uncne CFH ren) B cemertHom MPGN Il Tuna,
B KOTOPOM rnioMepynspHblii C3 Obin onpegeneH B OTCyTC-
TBYE UMMYHOTNOGYNNHOB.

CFHR5 Hedponatvial onmncbIBaeT HefaBHO onpenesieHHyio
reTepo3unroTHyto myTauuio B CFH-ceszaHHom 6enke 5 (CFHR5),
cBA3aHHOM ¢ pa3BuTnem C3GN cpeau nnL KUNPCKOro Npouc-
XoXaeHvA. nomepynapHoe BocnaneHmne ABNAETCA NepemMeH-
HbIM, HO PUCK MPOrpeccupyoLier NoYeyHon HeJocTaTou-
HOCTM BbiLLe y My»umH. AnnenbHble BapuaHTbl CFHRS Takxe
6bInn 3aperncTpupoBaHbl B cBA3v ¢ DDD [77c].

AKTVBaLWs KOMMJIEMEHTA MpK TyOynouHTEPCTULMANb-
HbIX 3aboneBaHuAx. XoTa Knybouek MOXeT ObiTb MeCToM
nepBOHaYanbHOro NOBPEXAEHNSA, aCCOLMMPOBaHHOE Ty6y-
noviHtepctuumanbHoe (TW) noBpexaeHve Takke WUrpaet
BaXKHYI0 POfib B Npefcka3aHUmM noyYeyHoro nporHosa [78].
lMpoTenHypua ABNAETCA CUNbHBIM NPEANKTOPOM Mporpec-
CMPOBaHMA MpKU XpoHuYeckon 6GonesHn nouek (CKD) ¢
60riee BbICOK/M YPOBHEM MPOrHO3VMPOBAHUA YXYALIEeHUA
pesynbTata [79]. [poTenHypmna cuMTaeTca CyleCTBEHHON
npuumnHon TV noBpexaeHns, n NpoTenHypusa B MOAENAX
MKMBOTHbBIX acCOLMMPOBaHa MMeHHO ¢ TV noBpexpaeHrem
[80]. CHMXeHMe NpPOTeVHYypWUM 3a CYeT MCMOoSb30BaHUA
aHrMoTEeH3MHMPEeBPaLLAOLWNX UHIMOMTOPOB GEPMEHTOB U
610KaTOpPOB peLlenTopa aHrMoTeH3nHa CBA3aHO ¢ Honee
6naronpuaTHbIM NporHo3om [81]. bbino BbiCKasaHo npes-
MonoXeHue, YTo anbbyMH 1 GaKTopbl POCTa B MOYe NpoTe-
VHYPUYECKMX MALNEHTOB ABAAIOTCA BO3MOXKHbBIMY NOCPes-
HVYKaMu noBpexxaeHua noyek [82,83]. benkn komnnemeHTa
TaKXe NPUCYTCTBYIOT U aKTUBUPYIOTCA B MPOCBETE KaHasb-

128

LeB MoYeK, YToObl reHepupoBaTb MPOAYKTbI aKTUBALMM
komnnemeHTta n MAC [84]. EcTb cBUaeTenbcTBO TOro, uto AP
OTBEYaEeT 3a aKTVBALMIO KOMIMJIEMEHTA Ha LLETOYHOW KaeM-
Ke NpOoKCMManbHbIX KaHanbues [85]. OTcyTcTBME perynaTo-
OB KOMMMEMEHTA Ha anuKanbHOWM NOBEPXHOCTU Tybynap-
HbIX KNeTOK [86], BMeCTe ¢ JOMONHUTENbHbIM 00pa3oBaHm-
em AP KoHBepTa3sbl C nomMoLbo amugmposaHHon C3, moryT
BbI3bIBaTb BHYTPUCOCYAMUCTYIO aKTUBALMIO KOMIIEMEHTa.
MAC 6bina 3amellaHa B TV noBpexaeHnn B NpoTenHypu-
YEeCKMX XMBOTHbIX Mogensx, ¢ C6-gedULUTHbIMI KpbiCamu,
NPOABNALWMUMN MeHee cepbe3Hoe TW nospexgeHue, yem
KpbICbl AVKOrO TWMNa C SKBMBANIEHTHON NpoTenHypueii [87].
OtnoxeHrne C5b-9 B KaHanbLax noyek cBA3aHO € MHOWIb-
Tpauve MOHOLMTaMV UHTEPCTULNA U PacLUMPEHeM 00b-
ema [88], uToO MOXeT CoAeNcTBOBaTb NepuTyOynApHOMY
aKKyMynMpoBaHWio MUoprbpobnactoB npu GpoKanbHOM
cermeHTapHoM rnomepynocknepose (PCrC) [89]. Kak coob-
Wanocb paHee, akkymynupoBaHvne Muodunbpobnactos
ABNAETCA NPeAMKTOPOM NPOrpeccupoBaHnsa 3aboneBaHuii
Kny6ouKoB noyek y yenoseka [90].

MaumeHTbl ¢ OCIC, KOTOPbIN XapaKTepr3yeTca Hecenek-
TUBHOW MpoTenHypueli HedpOTNYECKOro AManasoHa,
MMEIOT OUH M3 CaMblX BbICOKMX MOKa3aTenen 3KCKpeLumm
C5b-9 cmoyoi [84]. AnpuaMnLmH-HAYLMPOBaHHAsA Hedpo-
naTuA y rpbi3yHOB CUMTAETCA aHaNoroMm 60Me3HN C MUHK-
ManbHbIMU U3MeHeHUAMU Yy yenoBeka n OCIC, ¢ gonro-
CPOYHbBIMU NPY3HAKaMK, XapaKTePHbIMM 4J18 XPOHNYECKOTO
nporpeccupytowero nopaxeHua nouvek y nwogen [91].
Yuactue AP Kak nocpefHuKa NoBpexaeHuns B 3ToM Mmogeni
6bI10 NPOLEMOHCTPUPOBAHO C MOMOLLBIO KOMMIEMEHT-fe-
bdULUTHBIX Mblwweit [92,93]. Mbiwn, geduuutHble no C3 un Df,
6binn 3aLMLLeHbl OT 60Ne3HM NoYek, U aKT1BaLWA KoMMe-
MeHTa B Kiyb6oukax u TW Obiia TakKe yMeHbLUeHa Y
Bf-nedununtHbIx Mbiweit [92]. Boobasok, Bf nHrnbnposarme
C 1CNoNb30BaHNMEM MOHOKIIOHANbHbIX aHTUTEN Y AWMKOro
TVNa MblLEel NPYBENO K 3afiepKKe Havyana noyeyHom Hefjo-
cTatouHocTn [92]. CxoacTBa B 6onesnu, sugumble y Clg-
BePUUNTHBIX U AMKOTrO TUMa Mblllell, MOKasblBaloT, YTo
aKTMBALMA KOMMIEMEHTA B 3TON MOZESNN HE OMOCPef0BaHbI
CP. HaoboporT, y mbiweln ¢ HexBaTKo CD59 pa3suBaetca
3HaunTenbHO Gonbliee rnomepynsapHoe n TU nospexae-
HWe, YeM Y KOHTPOSIbHbIX MbliLen [93].

Ob6pazoBaHue aHadunatokcmHa C5a 1 NpodrbpPo3HbIX
Me[MaTopoB Take Oblno BoBneyeHo B TV nopaxkeHne[94].
Mpy rnomepynApHOM NoBpeXAeHUN ObINo NOKa3aHo, YTo
nHrnéuposaHue C5 (1 C5a) B aKCMEPVMEHTaNbHBIX MOZe-
NAX NPUBOANUT K yMeHbLeHuo TV noBpexaeHua [94].

MuenoHedpur. MNpr nrenoHedppuTe COCTOAHNE CUCTEMDI
KOMMJIEMEHTA M3YYEeHO eLle He0CTaTOYHO. XOTA B TeUeHne
LOJITOro BPEMEHH CYLLeCTBOBANIO MHEHWE, YTO YyBCTBUTENb-
HOCTb MOYEYHON TKaHW K MHdeKLMM 06yCnoBneHa aHTUKOM-
NAeMeHTAPHON aKTUBHOCTbIO, CBA3AHHON C MHaKTWBALWEN
C4 noBbIWEHHbIMUA KOHLEHTpauuammn amMmmoHus. OpHako
Ormrod n Miller [95], TWaTenbHO CMflaHMPOBAB 3KCNepw-
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MEHTbI 11 MOATBEPAMB aHTUKOMIIEMEHTAPHYIO aKTUBHOCTb
MOYEYHON TKaHW, He OBGHaPYXWIN BAWAHUA aMMOHUA Ha
cnucTeMy KomnnemeHTa. Ho npu 3Tom 6bina noaTBepaeHa
BaXKHOCTb MHAKTMBALMU CUCTEMbI KOMIJIEMEHTA A1 Pa3By-
TMA GaKTepUanbHOro BOCMANUTENbHOMO NMPOLecca B NoykKax,
MOCKOSbKY CHMMXaeTcA 6akTepuumaHas akTUBHOCTb CbiBO-
POTKN KPOBW. BO3MOXHO, YTO HEOAHO3HAYHOCTb pPe3ynbTa-
TOB VCCNIEA0BAHNN CBA3aHA C Pa3NNYHbIM BANAHNEM aMMO-
HWA Ha TKaHW ¥ NpY ero BBeAeHNW n3BHe. MoCcKonbKy npwu
BBEAEHUV aMMOHVISi OOHAPYKeHa aKTUBALWS CUCTEMbI KOM-
MiemMeHTa no ansTepHaTBHOMY nyTu [96].

MexaHn3m akT1BaLuy CUCTEMbI KOMMIEMEHTa KneTKaMu
MOYeYHON TKaHU, MOAUULIMPOBAHHBIMY HarpeBaHEM, He
n3BecTeH. Ho 6b1s10 yCTaHOBNEHO, UTO NPY MHKY6ALMK Krie-
TOK NOYEYHOW TKaHW C FTOMOJIOrMYHOW CbIBOPOTKOWN aKTMBU-
pyeTca dpakTop B 1 C3 co cHMKeHMeMm O6LLEeN remonmnTnyec-
KOW akTMBHOCTK [97]. 9TO COOTBETCTBYET UHTEHCUDUKALIMN
CUCTEMbI KOMIMIEMEHTA MO anbTepHaTMBHOMY NyTu. K Tomy
e 6bin10 0OHapyeHO, UTO CbIBOPOTKA, MHKYOMPOBaHHasA C
MOAMPULMPOBAHHBIMY KIIETKAMU MOYEYHON TKaHK, obrna-
JlaeT XeMOTaKCMUYeCKON aKTUBHOCTbIO B oTHoweHun MMA-
neKoumToB. [0 MHEHMIO aBTOPOB, 3TO CBA3AHO C reHepa-
umen ¢pparmeHTa C5a Npu paclyenieHnmn KOMNOHEHTa KOM-
nnemeHTa C5.

O6HapyeHHbI GeHOMEH aKTVBM3aLMK CUCTEMbI KOMII-
NeMeHTa MO aJiIbTEPHATUBHOMY MYTU C MOMOLLbIO K/ETOK
MOYEYHON TKaHU, MOANOULIMPOBAHHbBIX HarpeBaHKeM, YTO
COOTBETCTBYET UX MOBPEXAEHMIO KACTOPOAHbIMUA pajuKa-
NaMK, TOKCUYECKUMU areHTaMm 1 p., UMEET BaXKHOe 3Haue-
HWe AnA natoreHesa nopaxeHua nouyek. CnefoBaTenbHO,
npu NepPBUYHOM, BO3MOXHO Jaxe He3HauuTesIbHOM, MOB-
pexOeHUn Mouvek MOMET BO3HMKaTb KacKagHbI 3anyck
CUCTEMBI KOMIMJIEMEHTA MO anbTepPHATVBHOMY MyTW SHAO-
FeHHbIMU MOBPEXAEHHBIMW KNIETKaMy MOYEUHON TKaHu C
BbICBOOOXKAEHVEM OMONOTMYECKN aKTUBHbBIX KOMMOHEHTOB
KOMMNIEMEHTA, YCYryonaowmx AecTPYKUUIO MapPEHXMMbI
noyek. [lJaHHbI MexaHV3M MOXEeT OTMeUaTbCA 1 NPU pasBu-
TN MUKPOGHO-BOCNaNMTENbHOMO NpoLiecca B NoyKax. XoTs
NPAMbIX AOKA3aTENbCTB 3TOMY B HACTOALLEE BPEMA HET.

B panbHenwem, Npu nccnegoBaHUy PO KOMMIEMEHTA
npy nuenoHedpuTe, ObiNK NOMyYeHbl UHTEPECHbIE Pe3yrib-
Tatbl [98]. [InA gekomniaemeHTauuu MBOTHbIX aBTOPbI
1Cronb3oBany GakTop Afa KOOPbI, KOTOPbIA aKTUBU3NPYET
CUCTEMY KOMMSIEMEHTa MO anbTePHATVBHOMY MyTH, 3Hauu-
TENbHO CHMXaA OOLYI0 FeMONIUTUYECKYI0 aKTUBHOCTb
(meHee 0,5% oT HOpMbI) 1 ypoBeHb C3 (MeHee 3% OT HOpMbI).
ABTOPpbI, BbI3bIBas AEKOMIIIEMEHTALMIO Afla KOOPbI, yCTaHO-
BUMW, UTO Y AEKOMMIEMEHTUPOBAHHDBIX XKUBOTHbIX B TEUEHME
MepBbIX CYTOK Mpoucxoaut bonee 3HauuTenbHas 6aktepu-
anbHaa obcemMeHeHHOCTb noyek. Yepes 48 u GakTepuu
KMLIEYHO Nanoykm 0OHapyK1Banmch B NOYKax BCEX KBOT-
HbIX, TOTAA Kak B KOHTPOJIbHOW rpynne aTofbKo y 26%.

Bbina gokasaHa Bedyliaa ponb anbTePHATVBHOIO MyTU
aKTUBM3aLMM KOMMIEMEHTa B KOMMIEMEHT-0NOCPeoBaH-

HOM GaKTepronu3e KULWEYHON Manoyku. Kak okasanocb
no3:e, AEeKOMMNIEMEHTALMA He TONbKO CnocobcTByeT bakTe-
puanbHo 06CceMeHeHHOCTI NMOYeK, HO 1 BbI3bIBaeT 3HaUM-
TeNbHOe CHMKeHVe GparoumTo3a, BePOATHO, 33 CYET HapyLLe-
HVS npouecca oncoHmsaummn 6aktepuin. U, uto ocobeHHO
BaXHO, YMEHbLLAETCA cofiepaHue HelnTpodunos B numdo-
rMCTMOLUMTaPHbIX MHOUNBTPATAaX MOYEYHON TKaHu [99]).
CornacHo MMEoLMMCA AaHHbIM, 3TO 06YCNOBEHO YMEHb-
WweHvem nHomnbTpauum TkaHn novek NMVIA-numboumTamn B
pe3ynbTate CHUMXKEHWA XeMoTakcuyeckon GpyHKLMM Komre-
MeHTa npu BBeaeHnM pakTopa aga kobpbl [100]. Mo MHeHUIo
Roberts et al. [99], 3T0 MeeT peLuatoLLee 3HaUYeHWe )1 NOB-
peXneHna NoYyeyHom napeHxumbl. Hecmotpa Ha Gonbluyto
6aKTepranbHyl0 06CeMeHeHHOCTb MOoYeK Yy AeKOMMIeMeH-
TUPOBAHHDIX XMBOTHbBIX, CTEMNEHb MOBPEXAEHNA NOYEYHON
NapeHXMMbl Y HUX JOCTOBEPHO MEHbLLE, YeM Y UBOTHbIX C
HOPMaJibHbIM YPOBHEM KOMMIEMeHTa. MOXHO 3aKounTb,
YTO peann3aLma XemMOTaKCMUYeckol akTUBHOCTU (pakTopoB
CMCTEMbI KOMMN/IEMEHTa, CBA3aHHaA B HanbonbLuen cTeneHn
¢ noAeneHnem pparmeHtoB C3a n C5a, npu nuenoHedppute
MPUBOANT K 3HAUUTENbHOW WMHPMAbLTPauuK novek MMA-
neikouMTamy, KOTopble CMoCOBCTBYIOT MOBPEXAEHMIO
MOYeK C MOMOLLbIO CYNepOKCUAHbBIX PaaMKanoB 1 NM30Co-
ManbHbIX GEPMEHTOB, BblAeNsAeMbIX Mpu GparouuTtose.

Mpu mMopenMpoBaHWM OCTPOrO BOCXOAALLEro Mueno-
HedpwrTa NyTeM BBEAEHVA KMLLEYHON Manoyky Oblio ycTa-
HOBJEHO CHUMKEHNIE YPOBHS KOMMIEMEHTA, OnpeaensaeMoro
no 50% remonusy (CH50). BennumHa cHnxeHna cootsetc-
TBOBafa BbIPAXKEHHOCTU TUCTONOTUYECKMX W3MEHEHUN
napeHxumbl noyek [101]. Hanbonee HK3KMI ypoBEHb KOMI-
nemeHTa 6biN OTMeUeH B MepBble ABe Hefenn OT Havana
3aboneBaHnA. BepoATHO, CHVKeHME reMoNUTUYECKON
aKTMBHOCTU 06YCNOBNEHO aKTVBM3aLMeN CMCTEMbI KOMMIIE-
MeHTa 1 obpasyolymeca npu 3Tom GpakTopbl MOFYT yCUnu-
BaTb JECTPYKLMIO MOYEYHOW TKaHN.

Takum o6pa3om, npy nuenoHeppute B SKCNEPUMEHTE
nonyyeHbl yoeanTenbHble foKa3aTenbCcTBa BeAyLLen ponu
CUCTEMbI KOMMNJIEMEHTa B Pa3BUTWN 3aboneBaHns, HO Knu-
HUYeCKMe nccnenoBaHNa TpebytoT AanbHeNLWero BHMaHuA
Hedpornoros. Heobxoanmo u3yunTb copepkaHue oTge-
NbHbBIX KOMMOHEHTOB KOMMJIEMEHTa B CbIBOPOTKE KPOBU 1
MOYEYHOW TKaHM C TeM, YToObl YCTaHOBUTb XapaKTep aKTu-
BM3aLMM CUCTEMbI KOMMIEMEHTa N YPOBEHb BO3MOXHOM
TepaneBTUYECKON KOpPEeKLU.

[laHHble O COCTOAHWMM CMCTEMbl KOMMEMEHTa y AeTen,
60/1bHbIX NMMeNnoHedPUTOM, AOBOSIBHO MPOTUBOPEUNBLIE 1
He nonHble. B paHHUX nccnenoBaHwax y feTer € nveno-
HedpMTOM, HE3aBMCMMO OT €ro AIUTENbHOCTU 1 GyHKLMK
Moyek, He 6bINo BbIABNEHO U3MEHEHUIA COAEPXKaHNA KoMI-
NeMeHTa, onpeaensaeMoro ro reMoIMTUYECKOW aKTUBHOCTU.
OpHako pe3ynbTaTbl 4PYr1X UCCNefoBaHN CBUAETENbCTBY-
I0T O BO3pacTaHNN reMOSIUTAYECKOW aKTUBHOCTY CbIBOPOT-
K/ KpPOBU y feTeld, 60NbHbIX NMenoHedprTOM, B aKTUBHOM
cTagum 3abonesaHua [102]. MNoBbiweHVe YPOBHA KoMMe-
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MeHTa B CbIBOPOTKE KPOBM Mpu nuenoHedpute aBTOPbI
00OBACHAIOT NOBbILIEHEM FYyMOPabHbIX GaKTOPOB 3aLLWThI
opraHu3ma, obpallasa BHUMaHMe Ha TO, UTO TaKoe MoBblLLe-
HUE XapaKTEPHO W ANs Apyrux 6akTepuanbHbIX NHEKLMIA.
CnenyeT OTMETUTb, UTO YBENIMUYEHNE YPOBHSA KOMIMIIEMEHTA,
onpepaensaemoe no remonn3sy SpUTPOLTOB, KOPPENMBANO C
NOBbILEHNEM KOHLIeHTpaLmn C3 B CbIBOPOTKE KPOBU, 3Me-
pAeMoe MeToLOM paauanbHon nmmyHoanddysum [103]. Mo
[aHHbIM aBTOPOB, YpoBeHb C3 B CbIBOPOTKE KPOBY AeTen,
60JIbHBIX XPOHUYECKMM NENTOHEPPUTOM, OblT MOBBILLEH O
158% no cpaBHeHWo ¢ KoHTponem. NoBbiweHne yposHA C3
6bin10 oTMeueHo y 20 feTteit, 1y 10 60MbHbIX KOMMNEMEHT
HaXOAWNCA B Npeaenax HopMbl.

Bonee no3gHWe nccnefoBaHUA COCTOAHUA CUCTEMbI KOM-
nnemeHTa y feTein ¢ nmenoHedprTOM BbIABUAN Pa3HOHA-
NpaBfeHHbIN XapaKTep N3MeHEeHNA reMONNTAYECKON aKTUB-
HOCTM CbIBOPOTKM KPOBU B IMHaMMKe 3a00/1eBaHuA B 3aBUI-
CUMOCTU OT XapaKTepa ero TeueHua [104]. B yactHocTy, npu
OCTPOM nuenoHedpute uyalle Habnwoganu yeennyeHue
reMONNTNYECKON akKTUBHOCTY (y 75% peTen), Torga Kak npu
XPOHNYECKOM, 0COBEHHO PeLiManBMPYIOLLEM, YPOBEHD KOM-
nfeMeHTa yalle 6bin cHKeH (y 60% peTten).

MpuBeneHHble Bbille JaHHbIE CBUAETENbCTBYIOT O HEOO-
XOAUMOCTV MPOJO/MKNTL JarnbHEeNWme nccnefoBaHma Mo
M3YyYEHNIO COCTOAHUA CUCTEMbI KOMMNIEMEHTa y AeTen,
60nbHbIX NuenoHedpputom. MOCKONbKY MMeloWmeca aaH-
Hble He NMO3BONAIOT OLEHUTb XapaKTep HapyLLUEHNI B CUCTe-
Me KOMMJIeMeHTa, UX 3HauyeHue B naTtoreHese MUKPOOHO-
BOCMaNUTENbHOIO MOPaXeHWA MoYeK, a Takke Heobxoaw-
MOCTb KOppeKUMn 1nx n3ameHeHnin. OTcyTcTere yoeamtenb-
HOW 1 [OCTOBEPHON MHPOPMALMM O COCTOAHUN CUCTEMbI
KomnnemeHTa 06yCNoBEHO, Npexae BCEro, MeToguyecku-
MW MOAXOAAMU K OLEHKe Pas3fINYHbIX 3BEHbEB CUCTEMbI
KomnnemeHTa. B 6onblurHCTBE paboT cocTosHWe Komnse-
MeHTa OLeHMBaNN NO reMONNTUYECKON aKTUBHOCTY CblBO-
POTKU KPOBW B OTHOLLIEHWUW SPUTPOLMTOB, YTO HE NO3BOSIA-
NO onpeaennTb XapaKTep akT/BM3aLuW KOMMIEMEHTA MO
KaCCUYEeCKOMY WA anbTepHAaTUBHOMY MyTW U YPOBEHb
OTZENbHbIX KOMMOHEHTOB CUCTEMbl KOMMemeHTa. [na
peLLeHNA BOMPOCa O MAaTOreHeTNYeCKoW Posin KOMMIeMeH-
Ta B pa3BuTUK NuenoHedpputa y feteir HeobXoamMMO K3y-
UnTb COAEpPMaHVe OTAENbHbIX KOMMOHEHTOB 3TOW CUCTEMbI.
MIMmeHHO 3TO HanpaBieHne NCCIefoBaHUN NPenCTaBnAeTcA
Ham OAHUM 13 Havnbonee NepPCneKTUBHbLIX B UMMYHOMATO-
noruun nuenoHedpwuTa y AeTen.

Mo mHeHwio pAga nccnepgosatenen [105,106], Ha paHHeMm
3Tane pa3BUTUA MrenoHedpuUTa peluarollee 3HayeHue
MMeeT aKTMBaUMA CUCTEMbl KOMMIEMEHTa W BblAeneHue
NMMPOKUHOB, 0ONafAoLMX XEMOTAKCUYECKOW aKTUBHOC-
Tbl0. BBEfeHve dakTopa afa Kobpbl, YrHETALLErO CUCTEMY
KOMMNeMeHTa, MPUBOAMT K YBEIMYEHUIO KONMYEeCTBa baKTe-
pvin B nouykax [98] n ymeHblueHuio cofepxaHua MMA-
nenkouuTtos B noykax [100,107]. MNpwn 3Tom y AekomniemeH-
TUPOBAHHbIX MMBOTHbIX C 3KCMEpPUMEHTasbHbIM MNUeno-
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HedpMTOM CTeneHb AeCTPYKLMMN TKaHWN MOYEK 3HaUUTENbHO
MeHbLUE, HECMOTPA Ha 3HaunTeNlbHOe KonmuyecTBo OakTe-
pvi B noukax [99, 108].

Takum obpa3om, cucTeMa KOMMIEMEHTA UrPaeT BaxHYIo
ponb B NpodunakTnke ayToUMMyHUTETA 1 3aLLUTe OT MUK-
pOOpPraH13MOB, a Takxe CnocobCTByeT NOBPeXeHMIO TKa-
Hel, Korga akTMBMPOBAHA B Pa3fINYHbIX MATONOMMYECKNX
npoLieccax, 1 Korga ero perynvpoBaHue yxyaLeHo. B vact-
HOCTK, BbINO NOKa3aHo, YTo NPV rMOMepynApPHbIX 3abonesa-
HUAX CyLLeCTBYeT 6anaHC Mexay akTuBaLven KomnneMeHTa
MO KNaccuyecKomy MyTH, YTO MOXKET OONerynTb OUNCTKY OT
LIMPKYNNPYIOLLX MMMYHHbIX KOMMJIEKca, U ansTepHaTUBHO-
My NyTW, KOTOPbIA MOXET yCyrybutb nospexaeHuve. Kpome
TOrO, BbIAB/IEHO, YTO CYLLECTBYIOT 3a00NeBaHNA, XapaKTepu-
3ylolmeca rmoMepynapHbIM fenoHupoBaHvem C3 6e3
nmmyHornobynmnHa unu C1q, Kotopble MOXHO Ha3BaTb C3
rnomepynonatuamu. OHy BKNoYaloT B ceba 6onesHb Nnot-
Hblx geno3utoB n CFHR5 Hedponatuio. HekoTopble, HO He
Bce, umetoT MIMTH mopdonoruio. AKTMBaLMA KOMMIEMeEHTa
yepe3s anbTepHaTUBHbIV MyTb OKa3biBAeT NaTOreHHOe BANA-
Hue npu ANCA rnomepynoHedpute. Atnnnunbin IN'YC ces-
3aH C HapyLweHNAMM 6eNKoB, KOTOPbIE KOHTPONMPYIOT anb-
TePHaTVBHbIV MyTb akTBaLMW KoMniemeHTa. B nocnegHee
BpemA NPOJOTKAILWMINCA NPOrpecc B HalleM NOHVMAHWUK,
KacalowWminca pasfiMyHbIX Y4acTBYIOLMX MeXaHN3MOB, Npw-
BeJ K MOABMIEHNIO KOMMIIEMEHT-LieNeBbIX CTpaTerni, KoTo-
pble NPefOCTaBNAT NepPCneKTBHbIE METOAbI IeYEeHNA A1
KOMMNIeMEHT-0NOCpej0BaHHbIX MOBPeXaeHuWi npu 3abone-
BaHWAX MOYeK.
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