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AHHOTauus

LleAb. CpaBHUTb M3MeHeHMst cucTembl KomrnaemeHTa npu C3-raomepyronatim (C3-IT1) n aTMIMYHOM FEeMOAUTUKO-YPEMUUYECKOM CUHAPOME
(al'YC) nocae kynupoBaHusi OCTPOrO 3Mm13oAa TPOMOOTUHECKOM MUKPOAHTMOMATUM.

Marepuaabl M MeTOABL. B MccaeaoBaHme BKAIOUEHBI 8 GOAbHbIX C AnarHo3oM C3-TT1u 8 — ¢ al'YC B ctaamu pemuccun. Ornpeaesian coaep>kaHme
B KPOBM KOMTMOHEHTOB cucTembl komrnaemenTa: C3, C4, C3a, C5a, draktopos H (CFH) 1 B (CFB), MmembpaHoarakyioluero komnaekca (MAK), aH-
Tutea k C3b, ypoBeHb remoanTuueckon aktusHoct (CH50), coaepxarue paktopa D (CFD) B Moue.

Pe3yabtatbl. B 06enx rpynnax ypoHu C3 1 CH50 He BbIXOAMAM 3a NpeaeAbl pedpepeHCHOro amanasoHa, Haxoasch B rpynne C3-IT1y HuxHel
rpaHuubl, a ypoBeHb C3 oka3aAcs 3HauMMo Huke, yem B rpynne al'YC: 0,56 [0,44; 0,96] vs 1,37 [1,16; 2,52] (p=0,003). NoBbiWeHHbIN ypO-
BeHb CFB BbisiBA€H B 06enx rpynnax, Ho B rpynne C3-IT1 — 3HaumnmMo Huxe, yem B rpynne al'YC: 275,1 [222,1; 356,6] vs 438,7 [323,3; 449,3]
(p=0,010). YposHu C3a, C5a n MAK oka3zaAuchb NnoBbilueHbl B 06emx rpynnax, npuyem MakcumanbHo — B rpynne C3-IT1, a yposeHb MAK B rpynne
C3-IT1 B 2 pa3a npesbiwa TakoBon rnpu al'YC =123 5556686 vs 5603+1294 (p=0,036). CoaepsxaHue CFH 1 CFD nosbiieHo B 06enx rpynmnax,
HO HanboAee BbicOKo — npu al'YC.

3akAtouenne. [pu3HaKM akTMBALMM AABTEPHATMBHOIO MYTU KOMMAEMEHTA MMEAUCH B 06enX rpynmnax nauMeHTOB C KOMMAEMEHT-ONMOCPeAOBaH-
HbIMK HedPOMNATUSIMU HE3ABUCUMO OT CTaann 6oae3nu. Mpu C3-TTT akTMBaLMS AABTEPHATUBHOIO MyTH KOMMAEMEHTA SIBASIAACh GOAEE BblpaXKeH-
Ho#, yem npwu al'YC nocAe KynuMpoBaHmsi OCTPOro 3Mmn30Aa TPOMOOTUHECKOM MUKPOAHTMOMNaTuUm.

Katouesbie caoBa: C3-raomepyaonatusi, GOAE3Hb MAOTHBIX A€MO3UTOB, C3-rAOMEPYAOHEPUT, aTUMUUHBIA FTEMOAUTUKO-YPEMUYECKUIA CUHAPOM,
cMCTeMa KOMIAEMeHTa
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Abstract

Aim. To compare changes in the complement system in C3-glomerulopathy (C3-GP) and atypical hemolytic uremic syndrome (aHUS) after the
relief of an acute episode of thrombotic microangiopathy.

Materials and methods. The study included 8 patients diagnosed with C3-GP and 8 with aHUS in remission. The blood levels of the complement
system components were determined: C3, C4, C3a, C5a, factor H (CFH), factor B (CFB), membrane-attacking complex (MAC), antibodies to C3b
(anti-C3b-AT), the level of hemolytic activity (CH50), the content of factor D (CFD) in the urine.

Results. C3 and CH50 levels were within the reference range in both groups, however, in the C3-GP group they were at the lower limit, and C3
level was significantly lower than in the aHUS group: 0.56 [0.44; 0.96] vs 1.37 [1.16; 2.52] (p=0.003). CFB increased level was detected in both
groups, but in the C3-GP group it was significantly lower than in the aHUS group — 275.1 [222.1; 356.6] vs 438.7 [323.3; 449.3] (p=0.010).
C3a, C5a and MAC levels were increased in both groups, but the maximum was in the C3-GP group, and the MAC level in the C3-GP group
was 2 times higher than that in aHUS, and these differences reached statistical significance — 123 5556686 vs 56031294 (p=0.036). CFH and
CFD levels was increased in both groups, but their highest values was in the aHUS group.

Conclusion. Alternative complement pathway activation signs were present in both groups of patients with complement-mediated nephropathies,
regardless the stage of the disease. In C3-GP, alternative complement pathway activation was more pronounced than in aHUS after the relief of
an acute episode of thrombotic microangiopathy.

Keywords: C3-glomerulopathy, dense deposits disease, C3-glomerulonephritis, atypical hemolytic uremic syndrome, complement system
For citation: Yurova VA, Kozlovskaya NL, Bobrova LA, Kozlov LV, Andina SS, Demyanova KA. Comparative characteristics of the complement
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Beeaenune

3a mocneguyme 20 €T JOCTUTHYT 3HAYUTENbHbI IPOTrpece
B MIOHVMMAaHWM MEXaHM3MOB aKTHBALIMI U PETY/LILNI CUCTEMBI
KoMmIUIeMeHTa. PacumdpoBKka maToreHesa aTMIOMYHOTO IeMO-
MUTUKO-ypeMudeckoro cuHppoma (al'YC) mama Havamo usy-
YEHMIO 11eJI0¥ TPYIINbI KOMIUIEMEHTOIATHIA, CBSI3aHHBIX C JVC-
pery/sinumeit anbrepHartuBHoro mytu Komiviemenra (AIIK), u
[IpUBe/Ia K BBIJIE/ICHNIO B CTPYKType MeMOpaHonponugepaTus-
Horo rnomepynonedpura (MIITH) HoBolt rpymnsl Heppona-
THit, Ha3BaHHbIX C3-rmomepynonarusimu (C3-TTI), BbI3BaHHBIX
aktuBanueit AITK, a He KIacCM4ecKOro IyTH KOMIUIEMEHTA
(KIIK) [1-3]. Kak aI'YC, tax n C3-I'II ceropHs siB/IAIOTCS IPO-
TOTUINYIECKUMI 3a00/IEBAHNMAMY TI0Y€K, OMOCPEXOBAHHBIMMI
natonorueit AIIK. O6a 3a6omeBanmst OTHOCATCS K OpQaHHBIM
6onesnsm. CeropHs mokasarenb 3abonesaemoctu C3-TTI co-
crasiser 1 crydait Ha 1 MyH denmosek B rof, alYC - 0,5 cryyas
Ha 1 MytH yenoBeK B rof [4]. ITpu C3-T'TI HekOHTponMMpyeMas ak-
tuBaryst ATIK ¢ u36bITouHbIM pacienieHyieM C3 KOMIIOHEHTa
IIPOVICXOAUT B KpoBU (KMAKOIL (ase), IPUBOJS K OTIOKEHUIO
HPOAYKTOB €ro pachajia B KIy6oukax mouek. [Ipeobnagaromee
ceederre C3, BbIABIsAeMOe IPY MMMYHOMIOOpPECIeHTHOI
MMKpockonuy HedpobOuonrara, CIyXXUT KUATHOCTHYECKUM
mapkepom C3-TTL Ilpu al'YC axtuBanua AIIK mpoucxopur
Ha MeMOpaHe SH/[0Te/MNaIbHBIX K/IETOK KAIlM/UIPOB KIybodKa
M 9KCTPAITOMePY/SIPHBIX COCYyRoB (TBeppast ¢pasa), NpMBOAs
K M306BITOYHOMY 0OpasoBaHMIO MeMOPAHOATAKYIOLIETO KOM-
wrekca (MAK), nmusucy coOCTBEHHBIX KIE€TOK M MHAYKIWUN
mpotrecca MUKpoTpoMboo6pasoBanus [3,4].

C3-I'TI Bkmoyaer B cebsi 60/€3Hb IIOTHBIX AEIO3UTOB
(BI1H) u C3-rnomepynonedput (C3-TH), auddepenimposars
KOTOpbIe IIOMOTaeT 3TeKTPOHHO-MUKPOCKONNYECKOe MCCIe-
nosannme [5]. Haubonee yacteiit narrepn C3-ITI mpu csero-
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Boit Mukpockoruu — MITTH. OH >ke MOXeT BBIABIATbCA IpU
XPOHNYECKOiT TpoMboTHYecKoit MuKpoanruonarun (TMA) y
TIAI[EHTOB, epeHecinx ocTpalit arm3ox, al'YC. B HacToAmem
MCCTIeOBAaHNY MBI CPaBHWIM M3MEHEHMs B CUCTeMe KOMILIe-
menrta mpu C3-TTI n al'YC.

Marepnaabl u MeToAbI

B 2014-2015 rr. B KIMHUKe PeBMATO/NOrMM, Hepomoruu
n npodmaronorun uM. E.M. Tapeea ®TAOY BO «IlepBbiit
MI'MY um. .M. CeuenoBa» (Ce4eHOBCKUIT YHUBEPCUTET)
IIPOBEZIEHO PETPOCHEKTUBHOE OFHOLIEHTPOBOE JICC/IE0BAHNE
T10 3y4YeHNIO U3MEHEHMIT CUCTEMbI KOMIUIEMEHTA IIPY pas3/ind-
HbIX BapMaHTax Hepponaruii. [To pesynbraTam 6110ICHY HOYKM
oToOpaHBI 42 malMeHTa ¢ IUCTONOrMYecKoi KaptuHoit MIITH,
u3 koTopeix y 8 puarnoctuposanu C3-T'Tl. Ipynny cpaBHeHus
cocraBuw 8 manyeHTos ¢ al'YC, nepeHecux oCTpbIi 31307,
TMA u pocTurmmx pemuccuu. Mbl He CpaBHMBAIM IMOKasa-
Term akTuBHOCTY AITK Halux NanyeHTOB C TaKOBBIMU 310-
POBBIX JINII, TIOCKOJIbKY CBOJMCTBEHHBIN IOCIESHUM >KEeCTKIIA
koHTponb akTuBHOCTY ATIK, 04eBNUAHO, Oy/eT CONPOBOX/AATH-
€A CTaTUCTUYECKOI 3HAYMMOCTDIO PA3/INYNIL.

B 1-fo rpynny Bouumn 8 maumentos ¢ C3-I'TI (19% o61uero
yycna 6onbHbIX ¢ MIITH). Tnarnos YCTaHOBJIEH HA OCHOBaHUM
JAHHBIX OMOIICUM IIOYKY, BK/IIOYABIIEl CBETOBYI0 MUKPOCKO-
M0, IMMYHO(IIOOPECLEHTHYI0 MUKPOCKOIMNIO U 37IEKTPOH-
HO-MUKPOCKOIIMYECKOE MCCHefOBaHue. B rpynmny BKIoueHbI
no 4 maumenrta ¢ BIIJ] u C3-TH, o6bennHeHHbIX B 06111on
TPYIIy B CBA3U C MaJIbIM YMC/IOM ¥ CXOXXVMMM KIMHUYECKUMU
nposAsneHrAMu. Ha MOMeHT BK/II04eHNA B MCCNIeOBaHME HU-
KTO He JJOCTUT peMUccuy 3abojeBaHmns, 5 MalyeHToB IpOoRo-
JKamy IOMy4aTb MMMYHOCYIIPEeCCUBHYIO Tepaluio, 3 — TONbKO
He(DpPOIPOTEKTUBHYI0 Tepamnuio. Bropyro rpymmy coctaBmiu
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8 60/bHbIX ¢ al' YC, nepenecumx octpyio TMA 1 Haxofsmmx-
cs1 B cocTossHMM pemuccuu. Ha MOMEHT mcciefoBaHms HUKTO
U3 HUX He TIOTy4as KOMIUIEMEHT-OTOKMPYIOLIell TepaIum 9Ky-
nU3yMaboM, TpOBOAMIACH /INIIb He(pPOIPOTEKTUBHAS U AHTH-
KOATy/IAHTHaA Tepamys. JIBoe ManneHTOB C UCXOOM OCTPOTO
nospexjernsa nodexk (OIIIT) B TepMMHANIbHYIO IIOYEYHYIO He-
HOCTATOYHOCTD OCTA/IUCh JUAIN33aBUCYMBIMIL.

OZHOMOMEHTHO CO CTaH/JapTHBIM II/TAHOBBIM 00CTIefoBa-
HHEM U OIIpefeNieHneM 06m1elt reMOMUMTUYECKO aKTUBHOCTI
xommnemenTta (CH50) marmeHTaM ¢ IIOMOIIbIO CTAHAAPTHBIX
tect-cucteM (ELISA) ompefienieHO B CBIBOPOTKE KPOBU CO-
nepxanue C3, C4, CFB, B nnasme kpoBu — copiep>xanne C3a,
C5a, CFH, MAK, B moue - CFD. PedepeHcHble AMaa3oHbl
(PII) ycraHOB/IeHBI HpOM3BOAUTENIEM peakTuBoB. Ilo opu-
I'MHAJIbHOI MeTopuke nmpodeccopa JI.B. Kosmosa [6] B cbI-
BOPOTKe KpOBM MCCIefoBaH ypoBeHb aHTU-C3b-anTturen
(arTN-C3b-AT). lonycTMble TpaHMI{bI HOPMbI YKa3aHBI B
MeTOMMKe.

W3 nccneposanubix Hamu nokasateneit C3, CFB u CFD yua-
cTBytoT B akTuBanuy AIIK, eHTpanbHBIM KOMIOHEHTOM KOTO-
poro sBstercst C3,a CFB u CFD - B o6pasoBanum C3-KOHBep-
tassl AIIK (C3bBb), paciuenisitoriiest C3, 9TO B UTOTE IPUBOIUT
K ¢opmupoBannio Bce 66npumx komaects MAK. [eiicTBuio
C3-xonsepTtasbl nporusoctout CFH - ocHOBHOII perynArop-
Hbli1 6€710K, KOTOPBIIT 6110KMpyeT 06pasoBaHye C3-KOHBEpTasbl
AIIK u yckopseT ee pacmaf, HOflaB/Ad TeM CaMbIM aKTUBAIMIO
AIIK. C4 - xommonenT KIIK. C3a, C5a 1 MAK crmy>kat 1moka-
3aTenAMM aKkTyBauuu oboux myteit. AHTU-C3b-AT - ayroaH-
THTENA K OTAeNnbHOMY snutory C3b B crpykrype C3bBb, axsu-
BasleHTHbIe C3-HedpuTnieckoMy (pakTopy; OHU BKIIIOYEHBI B
reTepOreHHYI0 IPYIIY TaK Ha3bIBaeMbIX HePPUTUIECKUX (aK-
topoB (Nefs), crabummsupyromux C3-xonseprasy AIIK, uro
yBeIM4MBaeT Mepyof, ee MOoNypaclaja, IpUBOAA K YCUIEHUIO
pacerienust C3 u rumokoMiuteMeHTeMun [7-9].

PanpoMusanuio 60/MBHBIX IO aKTMBHOCTM 3ab0/eBaHNS,
IIPOBOAMMOJI TTATOTeHETUYECKOI Tepalul, JJINTENbHOCTY II0-
YeYHOrO aHaMHe3a OT [ebi0Ta J0 MOMeHTa 3a60pa KpOBU He
IIPOBOJVI/IM M3-3a M/IOTO YUC/Ia OObHBIX.

IMox HapymeHreM (QyHKUMHU [0YeK HOHMMAIIN CHIDKEHMe
CKOPOCTH KITy604KOBOJ GUIbTpaLuy HivKe 60 MI/MVH 1/mmm
HapacTaHue ypoBHA KpeaTumHuHa cbiBopoTku (CKp) Bbimre
1,4 mr/pn. JnuTenbHOCTh HehpOIATUY OIIPEee/AN KaK BpeMs
OT MOMEHTAa IOsIB/ICHIsI IIePBbIX 3apUKCHPOBAHHbBIX JOKYMEH-
Ta/IbHO IPM3HAKOB ITOPaYKEHNA MTOYEK IO BKITIOYEHNA B MCCIIe-
mosanue. Pemuccueit C3-I'TI cunTanyu cHIDKeHNe IPOTeMHY pUn
<0,5 r/cyT, uCYe3HOBEHME TIUIIEPYPUKEMUY, HOPMAIM3ALNIO
nmu camkerne CKp>50% ot ncxopnoro. Pemnccuro al'YC koH-
CTaTMpPOBAMM NpK OTCYTCTBUM IPU3HAKOB aKTUMBHON TMA:
TPOMOOLNTOIIEHNM, MUKPOAHIMOIATUYECKOTO TeMONIN3a, pe-
mupusa OITII ¢ Hapactanuem CKp [10].

CraTuCTHMYeCKMii aHa/IM3 IPOBOMWIN C IpUMEHEHUEeM
CTaH[APTHBIX CTATUCTMYECKMX METOAOoB mporpaMmbl SPSS
Statistics version 22.0. PacmpeneneHue npusHaka COITaCHO
3akoHy laycca mposepsnock ¢ nmomoipio Tecta Kommoropo-
Ba-CMmmpHOBa. KomrdecTBeHHbIe TTOKa3aTenm ¢ HOPMalTbHBIM
pacrpeneneHreM IpefCcTaBIeHbl B BUfie CPeHEro apudMeTn-
4eCKOro 1 CTaHAapTHOro oTknoHeHus (M+o). Ilpu pacmpepne-
JIeHVM, OT/IMYABIIEMCS OT HOPMAJIbHOTO, JaHHbIE IPMBENIEHbI B
Buze Mepmansl (Me) n MeXXKBapTIIBHOTO pa3maxa (75 n 95%o).
O1eHKY 3HAYMMOCTH Pas/Indnii Ipy OTKIOHEHUMN pacIipesierie-
HUA OT HOPMAJIbHOTO B TPYIIAX /ISl He3aBUCUMBIX KOIMYec-
TBEHHBIX II€PEMEHHBIX NPOBOAYUIM IIPY IOMOLIY KpPUTepus
Mangsa-Yutau. CBA3b MEXJly PasIMYHBIMM IOKa3aTelaMU
BBIABJIATIACH HellapaMeTPUUYeCKUM TeCTOM PaHTOBOIL KOppesi-
1y CrnypMeHa. 3HaUMMbIMM CUUTAIN pasanyns npu p<0,05.
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TabAnua 1. Aemorpacpryeckne AaHHble
Table 1. Demographic data

IToxa3arenn C3-T'TI (n=8) p aI'VC(n=8)
Mo, Mmy>uuHbI/ 2/6 71
JKCHIVTHBI
Bospact sa moment 20,75+19,8 0,11 32,0486
neborTa, 1eT
Bospacr xa moment 2064157 0,37 33,0485
o06cnenoBanms, 1eT
JlmarennHOCTE 750,73 17,5] 0,03 1,0 [0,0; 2,0]

3a00€eBaHu, 1eT

TabAnua 2. AaHHble KAMHMKO-AQB0PaTOPHOTO
obcAeAOBaHMUS

Table 2. Clinical and laboratory examination data

Iloxasarenn C3-TTI (n=8) P al'VC (n=8)
CAJl, MM pT. CT. 138,8+31,8 0,34 153,8+33,4
DAL, mm pt.cT. 90,0 [72,5;100,0] 0,32 100,0 [82,5; 107,5]
CIIY, r/cyT 46(3,1;65] 0,05 2,3 [0,1;3,0]
Anb6yMJ/IH, r/n 28,5+5,3 0,02 38,4185
ﬁf;a;“‘{““’ 1,2[0,54;2,1] 0,01 2,7 [1,9;7,8]
CK®, mi/MuH 85,2+48,6 0,02 35,7+21,1

ITpumeuanue. CAJl — cucronmdeckoe aprepuanbHOE JaBlIeHNeE,
HAJI - puacTonmndeckoe apTepuanbHoe fapnenne, CITY - cyrounas
nporennypusi, CK® - ckopocTs Ki1y604KoBOiT HUIbTPALINIL.

PesyAbTarbl

Jlemorpadudeckue naHHbIe peAcTaBIeHsl B Tabm. 1. Bosb-
IIVHCTBO HAleHTOB obemx rpymm — B Bospacte #o 40 Jer.
B rpymme C3-TTI cpenHmit Bo3pacT Ha MOMEHT OOC/IeIOBaHNA
U BO3pacCT AeboTa OKa3aaMCch HAVMEHDIIVMY, @ JINTETbHOCTD
3aborneBaHns — Hanbonbtest (p=0,03); cm. Tabm. 1. IIpu pasperne-
Hyy nanyeHTos ¢ C3-I'TI va mogrpynmer BITJI u C3-I'H Bospact
He6I0Ta ¥ [TUTeNIbHOCTD 3a00/IeBaHsI 3HAYMMO PA3/INYa/INCh 110
nepBoMYy mokasarenio: 4,5 [2,5;9,5] vs 33,0 [22,0; 53,0], p=0,021 u
15,0 [2,73;23,0] vs 3,5 [0,50; 8,75]; p>0,05 COOTBETCTBEHHO.

ITanenTtsr 06eMx IPYIl XapaKTepPy30BaIMCh XPOHMYEC-
KM TedeHMeM IIOYeYHOro Ipolecca. Begymum B KIMHMYeC-
koit kKaptuHe C3-TTI cran Hedpormueckmit curgpom (HC),
copmmpoBaBLIMIICS B Pa3Hble CPOKM OT fiebroTa 3aboeBanms
u coxpaHssumiics y 100% 6onpubix. Y 3 maumentos HC coue-
TaJICA C OCTPOHEPPOTUUECKUM CUHAPOMOM, 1 MALVEHT ZOCTUT
xpoHnueckoit 6onesun nodek (XBII) craguu 36. YV manmeHToB
¢ al'YC xnmHMYecKas KapTuHA IMpeACTaB/IeHa YMEPEHHBIM MO-
yeBbIM cuHApoMoM, HC ormevanca muub B 1 ciyyae. Illects
manyeHToB umenu no3guue craguu XbIT (36-5) B ucxone nepe-
HecenHoro OIIII, nBoe 13 HUX MOTyYany AUATU3HYIO TePAINIO.
Kimanko-1a6opaTopHble faHHbIe IIPeCTaB/IeHbl B TA0IL. 2.

PesynbpraThl mccrenoBaHMs KOMIUIEMEHTapHOTO CTaTyca
[IpefiCTaB/IeHbI B TAOI. 3.

Yposerns CH50 B o6enx rpymmnax Haxogmics B PII, xota y
nanyenTos ¢ C3-TTI okasasncs Hike, yeM npu al'YC, npu6mnu-
XKasACh K HIDKHeJT I'paHMIie HOPMBI, a Y 2 60/IbHBIX 3TOJ IPYIIIIBI
Ha MPOTsDKEHUM BCero 3abojIeBaHUA MEePCUCTUPOBAIN HYIle-
Bble 3HAUEHN NTOKa3aTe/sA. AHA/JIOTMYHAas TeH/IEHIUs Kacanach
n C3, 3HaueHns Kotoporo y manmeHToB ¢ C3-TTI oxasammcp
3HaYMMO HIDKe, 4eM y maunueHTtos ¢ al'YC, nHaxopsach B PII.
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TabAnua 3. KoMnaemMeHTOrpaMma naumMeHToB
Table 3. Complementogram of patients

IToka3arenn PO C3-T1I (n=8) P al'VC (n=8)
CH50, rem/eq, 20-40 22,3 [5,3; 33,6] 0,39 34,9 [15,0; 36,9]
C3, Mr/mn 0,5-1,8 0,56 [0,44; 0,96] 0,003 1,37 [1,16; 2,52]
C4, Mr/M1 0,2-0,5 0,32 [0,24; 0,34] 0,007 0,40 [0,38; 0,45]
CFB, Mkr/mn <200 275,1 [222,1; 356,6] 0,010 438,7 [323,3; 449,3]
CFH, mkr/mn 140-260 838,2+208,1 0,25 948,9+206,4
C3a, Hr/mn 48-150 223,5[143,8;297,7] 0,92 235,2 [78,0; 498,3]
C5a, Hr/mn 2,5-10,0 16,8 [11,1;23,7] 0,14 11,3 [6,9; 14,0]
MAK, Ell/mn <1000 12 35516686 0,036 5603+1294
CFD, ur/mn 0,44-0,9 40,8 [0,9; 96,9] 0,50 100,0 [3,8; 100,0]

Antu-C3b-AT, % 80-120

91,0 [75,5; 191,5]

0,75 111,0 [59,8; 156,8]

ITpu HOpManbHBIX 3HaueHMAX C3 B 06eMx IpyIax ypOBeHb
C3a KOMITOHEHTa ABJIAJICA IOYTV OFVMHAKOBBIM, BJBOE BBHIIIE
1o cpaBHeHuto ¢ Hopmoit. Copepxanne C5a B obenx rpymmax
TO>Xe TpeBbIIano PII, Ho 6o/ee BHICOKNE 3HAYEHUA OTMEYEHBI
B rpynie C3-I'Tl. Yposau CFB u CFD oxasanuch IOBbIIIEHb] B
o6enx rpymnmax, Ho npu al'YC oTMeueHbI 3Ha41MO 6071ee BbICO-
kuit yposenb CFB u gBykpartHo npesbimatomeii Pl yposenb
CFD. OtcyTcTBME CTATUCTMYECKON 3HAUYMMOCTY B JaHHOM
Ciydae, CKopee BCEro, CBA3aHO C MajIbIM YMCIOM OOJIbHBIX.

Yposerb MAK B o6enx rpymniax MHOTOKPaTHO IIPEeBbIIIAs
HOpMajIbHble 3HaYeHus, focturad B rpymine C3-I'TI makcumy-
Ma, TIPeBOCXOpALIero 6oee YeM B 2 pa3a BeMMYUHY JaHHOTO
nokasarens y nanueHTos ¢ al YC (p=0,036); cm. Tabm. 3. B rpym-
ne C3-I'TI mexxpy C3 u MAK BbIsABIeHa cuibHast oOpaTHas
cBasb (r=-0,826; p=0,011), Torga Kax B rpymime al'YC - npsamas
(r=0,714; p=0,047). B 37071 >ke TpyIIIe BbIABIECHA CUIbHAS IIPA-
Mas KoppenAamysa Mexpy nokasatensamn C5a m MAK (r=0,738;
p=0,037) n mexgy C3 u C4 (r=0,819; p=0,013). Heobxommumo
OTMETUTh CUIBHYIO OTpMIjaTeNnbHyI0 cBA3b Mexpy CH50 n
MAK npu C3-ITI (r=-0,949, p=0,05) 1 o4eHb CUIbHYIO IIpA-
myo — Mexxay CH50 u C3 (r=1,000; p=0,01).

Ypoun CFH B ob6eux rpymmax npesbiuranu PI, HO B
rpynne al'YC sToT nokasarenb Bbllle. BolsiBiieHa cuibHas 06-
parHas xoppersiuusa Mexay CFH u CFD y 6ombubix ¢ C3-TI'TI
(r=-0,826; p=0,011). KonmnuecrBenHoe copepxanne C4 B 06enx
rpynmax ocraBanoch B npefienax PII. ITpu stom B rpynne al'YC
ypoBeHb C4 HaXoiM/ICs y BEPXHel TPaHMIbl HOPMBI ¥ 3HAUMMO
mpeBocxopya Takosoli B rpymme C3-I'TI (p=0,007); cm. Tabm. 3.
Copepxanne ati-C3b-AT B 06eux rpymmax He BBIXOZMIO 3a
rpannubl PII, ogHako B rpynme C3-I'Tly 2 (25%) naneHToB oT-
MedeH IOBbIIIEHHbIl YPOBEeHb 3TOro Iokasartend. Oba umenn
BIT[ (50%), n namune anTH-C3b-AT y HUX codeTanoch ¢ Hn3-
kuM copepxkanueM C3 u CH50. CnemyeT OTMETUTD, YTO aHTHU-
C3b-AT raxke o6Hapy>xeHbl y 2 (25%) IalMeHTOB B TPyIIIe
al'YC npu nopmanbHoMm ypoBHe C3. CTaTUCTUYECKUX Pa3/n-
Ynit MeX/y TpyTIaMyu He OTMEYEHO.

O06cyxaeHne

B Hamem mccieoBaHMM CPABHMBAMICh U3MEHEHUA CHUCTe-
MbI KOMIITIEMEHTa IIPY IBYX KOMIIZIEMEHT-OIIOCPelOBAHHbIX 3a-
60/IeBaHNAX, XOTA MBI IIOHMMAEM, YTO MaJIOYUCIIEHHOCTD TPYIII
U3-3a IPMHAIESKHOCTH MX K OpP(QAHHBIM 60/IE3HAM MOXET CJie-
JIaTh CTATUCTUYECKYI0 06pabOTKy He BIIOJIHE KOPPEKTHOIL.

Ananm3 geMorpaduyecKmx roKasaresiel BbIABIII Ipeoba-
manue xeHyH B rpynne C3-TI'Tl u my>xunn B rpynne al'YC,
YTO MOXKET OBITh CBSI3aHO C MaJIOj BEIOOPKOIL, TaK Kak IIO JlaH-
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HBIM JIPYTUX UCCNIeJOBAaHMII T€H/IEPHBIX PasIuuMil MIpM ITUX
3aboneBaHMAX He Habmoxanocs [10, 11]. ITo BospacTy maryeH-
TbI ¢ C3-T'TI oka3anuch HECKONMbKO MojoXKe maiueHToB ¢ al' YC.
Opnaxo BHyTpu rpynmnsl C3-ITI BospacTHbIe pasmnunsa MeXIy
nauuentamu ¢ BIIJ] u C3-I'H aBnanmuch 3HaYMMBIMMU, a JJIN-
TENBHOCTD 3abomeBaHmst y manuenToB ¢ BIIJ] — Hanbomburer.
ITK pesyIbTaThI IOATBEPXKAAIOT 3apyOeKHbIe JaHHbIe 0 boTee
paHHeM fiebioTe u 66mbIuelt guutensHocty BITN [11, 12].
ITposiBneHns HeppoONATHY Y ALMEHTOB 00ENX IPYIII pasyn-
4asmch, GopMIpys pasHble KIMHMYeCKUe (GEeHOTHIIBL, YTO, CKO-
pee Bcero, 00yC/IOBIEHO PasNuyuysIMy B MEXaHI3MaX aKTUBALIUN
ATIK ipu C3-TTI n al'YC. B ge6rote al'YC passusaercst OIII, mc-
XOJIOM KOTOPOTO B psifie CTy4aeB sIB/IeTCS OBICTPOE JOCTIDKEHME
TePMMHA/ILHOM MOYEIHON HEJOCTATOIYHOCTH, YTO IOATBEP)Ka-
10T Pe3y/IbTaThl Halllero uccnefoanus. Y 6ompubix C3-ITI 3a60-
neBanye gebotipyetr HC mam MOYEBBIM CHHIPOMOM, KOTOPBII
MoxeT TpaHcdopmupoarbcst B HC, nHorma coderarommmiicst ¢
OCTPOHEPPOTUYECKIM CHHAPOMOM. XapaKTepHBIMI OCOOEHHO-
ctamu HC mpu C3-I'TI ABnAIOTCA ero anmuTebHas IepCUCTeHI
U Pe3MCTEHTHOCTD K PA3/IMYHBIM PeXMMaM VIMMYHOCYIIPECCHB-
Hoit Teparyy. OgHaKo mmpy OOJbILelt [INTENbHOCTH Hedpomna-
Ty no3gaue craguy XBI1 B HallleM 1CcIenoBaHn HabIIogaiuch
pexe, veM mpu al' YC. Takum o6pasoM, cosfaeTcs BIIeYaT/IeHNe
0 6oree GrmaronpusiTHOM, 4eM 1ipy al'YC, TedeHUN 1 MeIIeHHOM
TeMIle porpeccuposanus Heppomaruy mpu C3-TTI [13].
Pesybrarsl MccIeHOBaHNA CUCTEMBI KOMIUIEMEHTA BbIABIIN
PAL CXONCTB U Pas3IUyMil MeX/Y IpyInaMu. Tak, oTMedeHbI 60-
nee Huskme yposHu CH50 u C3 B rpynne C3-I'TI npu Hopmanb-
HBIX 3HAUEHMAX 3TUX INokasareneit npu al'YC, mocturarommx
sHaunmocty 110 C3. Ot usmenenus B rpynne C3-T'Tl ykasbiparor
Ha n36bITounyo aktuBauyio AIIK ¢ ycuaeHHbIM noTpebneHneM
C3 [14, 15]. B cBoro odepenp, ypoBenb C3, Haxopamuiica B PJ]
ripu al'YC, MoXeT CBUJIeTeNIbCTBOBATb O BOCCTAHOB/ICHHOM KOH-
tpone AIIK noce kynupoBanusa octporo snusofa TMA.
Copepsxanne C3a B 06enx Ipymax 0Kasaaoch OANHAKOBO
TIOBBIIIEHHBIM, ABYKpaTHO mIpeBocxond PII, mpy HOopmanbHOM
cogep>xannu komrornenta C3. Bosmoxuo, C3a cnyxxur 6onee
qyBCTBUTENIbHBIM MapKepoM akTtuBanym AIIK, orpaxarommym
usbbiTouHoe pacuierienyie C3 [14]. IloBblineHHBIE B 06enx
rpynnax yposuu C5a u kpaiiHe Bbicokme yposHu MAK mog-
TBEP)KHAIOT aKTMUBAIMIO TEPMMHAIBHOTO IyTV KOMIUIEMEHTA,
O4eBMIHO, OOYC/IOB/IEHHYI0O MMeHHO rumepaktuBanyeit AITK,
HOCKONBKY cofiep>kanne C4 B o6eMx TpyImax COOTBETCTBO-
Bano PJI, orpaxas orcytcrBue aktusauyy KIIK. Borasrennas
B rpymne C3-TTI cunbHas obpaTHas casb Mexay C3 u MAK
HoATBepXKjaeT 130bITouHyo akTuBaumio AIIK, pesyabraTom
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Yero CIy>KUT AUTeNbHAs IePCUCTEHIMSA HOTPeO/IeHNs KOMILe-
MEHTa, Beflylas K CHIDKeHMIo cofiep>kanusa C3 1 06pa3oBaHmIo
6onpuroro xommyecrsa MAK. B rpynme al'YC nogo6nas 3ako-
HOMEPHOCTb OTCYTCTBOBAJIa, XOTA ¥ HAOMIONAMICh MOBBILIEH-
Hple ypoBHM C3a, C5a u MAK, Ho yposenb C3 ocrasanca B PII.
B03MOXXHO, 3TO CBA3aHO C COXPAHAIOIIENCA flaXKe B IIEPUOT, pe-
muccun al'YC ymepenHort aktuBanyeit AIIK, He npuBopAeit,
OffHaKo, K cbopKe 6orbIuoro komdectsa MAK, uro Haxoput oT-
paXkeHVe B OTCY TCTBUY KIMHIYecKMX npossaeHnit TMA. Ham
Pe3y/IbTaThl OT/IMYAIOTCA OT HAHHBIX 3aPyOEXHbIX aBTOPOB, OT-
MeTUBIINX cHIDKeHMe ypoBHA MAK no Pl mpu poctmkeHnn
pemuccun al'YC [16]. MoxkHO mpepmonararh, 4T0 HeOOMbIIIOe
HIOBBIIIEHNE YPOBHs MapKepoB akTuBanym AIIK npu pemuccun
al'YC MoxeT OTpaXkKaTb XpPOHMYECKOe CYOKIMHNYECKOe TedeHue
nodeyHoit TMA ¢ 04aroBbIM XapaKTepoM TpoM6006pa3oBaHmsA
B MUKPOIVIPKYIATOPHOM PYC/Te TI04eK, He BBIXOAAIIMM Ha CH-
CTEMHBIIT yPOBEHb, O YeM MBI Iucam paxee [17].

VccnegoBanue perynaTopHbix dpakropos AITK BeisgBMIO B
o6enx rpymmnax noBblIIEHHOE Cofiep>kaHue Kak pakropos CFB
u CFD, norenuupytomux aktusanyio AIIK, rak u Topmossie-
ro ee CFH, 4T0 IpOTMBOpEYNT JaHHBIM 3apyOEXHBIX MCCIENO-
BaHUI, BBIABMBIUINX CHIDKEHME UX cofepKaHus. [Tonaratot, uto
npyu aktusarmu AIIK yposers CFB y 6ombabix C3-I'TI 1 al'YC
[O/DKEH CHIDKAThCS U3-3a M30BITOYHOTO MOTpeb/IeHns mpy 06-
pasoBanuu xomirekca C3bBb [14]. C Harueit Touku 3peHnus,
runepnponykuuio CFB u CFD MoXHO paccMaTpuBaTb Kak
CTIefICTBYE UX ITTOBBIIICHHOTO MOTPeOIeHNA U BO3HUKAIOIIYIO
IIPY 9TOM HeO0OXOMMOCTD MX BOCIIOJTHEH IS [I/Is1 TIOiepXKa s
cTabubHOI KoHLeHTpaym C3 xonBepTasbl AIIK, uTo Moxer
obecrednTb yCUIeHre CMHTe3a IeYeHblo. B naHHOM city4ae 60-
nee Bricokue yposau CFB, CFD B rpymmne al'YC MOXHO 06b-
ACHUTD (pa30il peMUCCUY C BOCCTaHOB/IEHHBIM KOHTPOJIEM HaJ
noTpebnenueM, a 6onee Huskue B rpymme C3-ITI - Hao6opoT,
HOBBIIIEHHBIM MX HOoTpebneHueM. Boicoknit yposenr CFH B
KPOBJM NALMEHTOB 06enx TpYILI, BEPOATHO, OOYC/IOBIEH €ro
HM3KOI1 (PYHKIIMOHANIBHOI aKTMBHOCTBIO BCTIE[ICTBUE TeHETH-
4eCKOro fieeKTa, YTO MPOJEMOHCTPUPOBAHO HAMM Y MALMeH-
toB ¢ al'YC panee [10]. BoLaBneHHasa obpaTHass Koppensauus
mexay CFD u CFH B rpynmne C3-I'Tl, mo-BuauMomy, oTpakaer
HapylIeHle OCHOBHOTO MexaHmsMa perymnsanuu ATIK.

ITo maHHBIM 3apYOEXHOI JIUTepaTyphl, HanboIee JacToi
npuobpetenHoi npuunHoi aucperynauyu AITK mpu C3-TTI
sapysercs npucyrcrsue Nefs. B HaleM rcciejoBaHny MeIMaHbI
yposHeit aHTu-C3b-AT B 06eyx rpymnmnax ocTaBaaich B Ipefe-
nax PJI, onnako y 2 nanuentos c BI1]] BbiAB/I€H NOBBILIEHHBI
ypoBenb aHTI-C3b-AT B couetanun ¢ HuskuMu yposaamu C3
un CH50. ITory4yeHHbIe pe3y/nbTaThl COIOCTABYMBI C TAKOBBIMU
Apyrux uccmepoBanmit [11,15]. Ayroantutena k C3-KoHBepTa-
3e AIIK, Huskuii ypoeHb C3, KOppenALun MeXxly HUMU 4alle
BBUBILIOT Y fieTeit ¢ BIIJ]; y B3pocC/bIX 4acToTa OOHAPY KEHWs
HeBenKa [11]. OfHaKo ¢ BBICOKOIT {OJIEl BEPOSTHOCTI MOXKHO
3aK/TIOYNTD, YTO HAMMYMe ayTOAHTHUTEN y HAIINX IIAIlMeHTOB
nocayxuno npuunHoit passutua C3-TTI. B rpymnme al'VC y
2 TaIMeHTOB C MOBBIMIEHHBIM ypoBHeM aHTU-C3b-AT comep-
>kaHue C3 ocraBanoch B PII, 1 Ha MOMEHT 00cneoBaHusA JaH-
Hasl HaXOf[Ka He MMeJla K/IMHNYeCKOTO 3HaYeHIA.

3akAloueHue

VsMeHeHHble YPOBHU K/IIOYEBBIX KOMIIOHEHTOB KOMIIIeE-
MeHTa Ha Bcex ypoBHAx AIIK (C3, C3a, C5a, MAK) y manu-
entoB ¢ C3-I'TI orpaskaloT runepakTUBaLMIO STOTO IyTH, YTO,
OJIHAKO, He IIPMBOMUT K OBICTPOIL OTEpe ITOYeIHON (PyHKIM,
HecMOTpA Ha nepcuctuposanne HC u oTcyTcTBME TapreTHOI
teparun. [Togo6HbIe 0COOEHHOCTM 3a00TeBaHNsI, TO-BULVIMO-
MY, JAlOT OCHOBaHMSI KOHCTaTMPOBATb OTHOCUTENBHO O7aro-
IIpUATHOE TeYeHMe II0YeYHOTo Ipoliecca. Y manyuenTtos ¢ al' YC
U3MEHEeHMs B CUCTeMe KOMIJIEMEHTa MOTYT OCTaBaThCs Jaxke
IIPY JOCTVDKEHUM KIMHUYECKOV PEMUCCUMMU, YTO OTpakaeT
YMepEHHO IOBbllIeHHOe comepkanue MAK. Otu usmeHeHus
HO3BOJISIIOT 0OCYXXAaTh XpoHmdeckoe tederre TMA, nmoagep-
>KMBaeMoe coxXpaHsAmwlleiica MUHMManbHON akTuBanueir AITK.

PackpbiTie MHTepecOoB. ABTOpBI HEKIAPUPYIOT OTCYT-
CTBIE ABHBIX ¥ IIOTEHLIMA/IbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C Iy O/IMKaIell HACTOSIel CTaTbH.
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Cnmcok cokpaeHmri

al'VC — aTunn4HbIi FeMOJIIMTHKO-YPEMUYECKHNA CHHIIPOM
auTH-C3b-AT — antu-C3b-anTHTena

AIIK — anbTepHaTHBHBIN Iy Th KOMIIJIEMEHTA

BIIJ] — 00J1e3Hb IUIOTHBIX JICTIO3UTOB

KIIK — knmaccuyeckuit myTh KOMILJIEMEHTA

MAK — memOpaHOaTaKyIOIHi KOMIUIEKC

MIII'H — memOpanonponudepaTHBHbINA IIIOMEpYITOHE)PUT
HC — medpoTnueckuii cHHIPOM

OIIIT — ocTpoe MoBpex/IeHUE MoUeK

P/l — pecepencHbIil nuanazon

C3-T'H — C3-rnomepynonepput

C3-I'Tl — C3-romepynonarus

CKp — KpeaTuHHH ChIBOPOTKH

TMA — tpomboTHYEeCKast MUKPOAQHT HOIIATUS
XBIT — xpoHuyeckas 60J1e3Hb MOYEK

Nefs — rpynna HeppuTHIECKHX (AKTOPOB
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