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Paccmorpensl Knaccuueckuii ¥ aNbTEPHATUBHBIM IYyTH AKTHBALUMM CH-
CTEMBI KOMIUIEMEHTOB, IIPEACTABAMIOMME COCOM KackaX >XECTKO pPeryJiH-
pPYEMBIX TIPOTEONUTHYECKHX peakumit, OxapakTepusoBaHE OCOOEHHOCTH
OYHKUHOHNPOBAHNS OTHEABBHX KOMIOHCHTOB KOMIUIEMEHTA, ITOKA33HBL
AYTH PEryJsuud U MHIHOUPOBAHMS CHCTEMH, PEATHIYEMBIE B NPUPORE AMs
JOCTHXEHHNS HAMBHCIEH HAJEXKHOCTH TIPH OCYIIECTBJICHHH TOMEOCTa3a.

CucreMa KOMILIEMEHTA TIPENCTABASET coB0it HABOp CHIBOPOTOUHBIX OENKOB, AKTH-
BUDYIOMUXCS B PE3YJbTATE KACKAAA PEAKLM OMPAHHUEHHOTO IIPOTEOJIM3a.

B cncremy xoMiieMenTa BK/OYAKT cBuIe 20 6eikoB: 570 OEIKOBBIE KOMIOHEHTDI
CBHIBOPOTKY KPOBH M MeMOpaHHble OeIKM 3PHTPOLUTOB, JUMGMOLUUTOB (MHOTHA U APYIMX
KJICTOK, HANIPUMEP SHAOTEINANBHEIX), KOTOPHE SBJISIOTCH PELEIITOPAMH KOMIIOHEHTOB
KOMIUIEMEHTA (MM MX AKTUBAUMOHHMX (PparMEHTOB) WM DPETYJSTOPAMU CHUCTEMBI
{cpakropamu pecrpuxuun). ITo crocofaM aKTHBAUMM CHCTEMY KOMILIEMEHTA YCJOBHO
JEST HAa KJACCHUYECKYI M anbrepHATHBHYIO (cxema 1).

K ¢ysxumsaM cucTeMs! XOMILUTEMEHTA B HACTOSAUICE BPEMsi OTHOCHT HE TOJIBKO
JUTHYECKYIO (OTKPHITYIO NMEPBOM M MPEACTAB/ISAIONYI0 COBOH aTaky KAESTOUHOH CTEHKH
C MOCJEHYIOH{MM JIM3HUCOM KJIETKE) , HO H PEryasTOPHYIO, NOCKOABKY OCBOOGXKAAIOINECS
(hparMECHTH OTHC/IBHHX KOMNOHCHTOB KOMILUIEMEHTA SIBJIFIOTCH MEAMATOPAMH MHOTHMX
BOCHANHUTEILHAX NMPOLIECCOB Oprann3Ma (aHaUIaK THUCCKAE PEAKIIMH, CEKPELMs TIpo-
CTar/aHAMHOB, UTOKMHOB, PEAKI[MH CBEPTHIBAHUY KPOBH U T, IL).

B nansom 0030pe caenad axuenT Ha ocoDEeHHOCTSX (DYHKLHMOHHPOBAHUS TPOTEHHA3S
CHCTEMB KOMILIEMEHTA, O0YC/IOBJCHHEX HEOOXOOUMOCTLI) OCYLIECTBJIECHHS XECTKOIO
PETYJIATOPHOIO KOHTPOJIS AKTHBALMM CHCTEMBI (06memsecmme akTH HITOXKEHH B
0030pusix nybGnukammax [1—5]).

AxTHBAanMS KOMIUIEMEHTA COCTOMT M3 3TANOB MHHUIMANMH (Y3HABAHUS), AMIUIH-
dukanum (ycuwneHud oTBeta) ¥ MemOpanHON araxu, ITepBHE ITATH BKIIOYAKOT KACKAT
peakuui OrpaHHYCHHOIO NMPOTEONH3a, HA KAXEOM CTAAMM KOTOPOrO TNPOMCXOAMT OT-
mervieHde (hparMeHTa MOJIEKYJIB KOMITOHEHTA, 8 OCTarwmics $parMesT yyacTByeT
B mocaenyomen crapun. Craegyer OTMETHTb, YTO MPOUECC AKTHBAUMM SIBASIETCS B
OHONOIHYECKOM CMBICTE «BE30TXOMHBIM NIPOU3BOICTBOM, TIOCKOJIbKY BCE 00pasyiomuecs
B XOE TIPOTEONUTAMECKON nerpagauuu ¢parmedTn obr1azaror (Gu3HoyOrHuecKond ak-
THBHOCTHIO.

Coxpamenuns: A" — anrnren, AT — antureno, EA — apurtpoumtet 6apana, CeHCHOMIIMZMPOBAHHBIE
KPOJIMULUMHM aHTHTENAMH. AMHHOKMCIOTH, KpoMeE 0co00 ykaszaHHbix, L-psina.
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Cxema |

AxTHBaUMA M peryastiimst CHCTeMbl KOMIUIEMEHTA

Knaccuvyecxkuia nyms Aasmepramubnbid nym
i C3(Kg0)
Clg-1—> l"‘” Hyuyuayurn
C1 ¢3
Ch 1 I --H,1
]—*Cthu«--— ~C4bp,I AMnuguxoyus
2 T - L3-xonBepmassi
€S
C4b2a3b —w«—-—- C3b,,Bb(P) C5-xonbepmasel
C5h
Cab-6
C§b-7
+——= Bumponexmun (S-0en0K)
€8 ~——>(5b-8 —»5L5b-8
fipomexmuy ——-> l Membpanyar
QmaKa
(5b-3  SCSb-9 TepMuranbsii
l KaMnAeKE
Musuce

MHunpaumg XJacCHYeCcKOro NYTM HAYNHAETCS €O CBA3HBAHMA HA AKTHBATOPE
nepeoro KomnoneHTa xommaemenra (Cl), npeacTaBasiomero cobol KOMIUIEKC Tpex
Geakos — Clg, Cir u Cls. 3a ysHaBaHHE aKTHBATOpPA OTBETCTBEH CYOKOMITOHEHT
Clg. OcHOBHEM AKTHBATOPOM KJACCHUYECKOIO NYTH SABAAETCH KOMILJIEKC AHTHIEH —
antureno (AI'— AT), obpasosanHblii nMMyHOrI00yinHamu kjaaccos G 1 M, npuuem
B cayuae [gG neoOxomMmo, uyrolfm B KOMIJIGKCE OBUIM PSAOM  PACHOJOXEHH IO
KpalHeH Mepe JBe MOJEKYyNM MMMYyHorao0ysauHa. B Hacrosmee BpeMs obHApyXEHO,
YTO KJIACCHYECKMI NMyTb MOXET MHUIHHMPOBATHCA ¥ AHTHATENI0-HE3ABUCHMBIM 00pa3oM
(mytem cBa3mBadkusl ¢ Cl-KOMIOHEHTOM HEKOTOPHBIX (JPArMEHTOB KJICTOUHBIX CTEHOK
DakTepuit, MUTOXOHAPUM KJETOK MMOKAPAd, XOJECTEPUHCONEPKAIIMX JHITHIOR, anu-
nouuros, PHK-supycos, xomriekcos C-peakrusroro 6enka). OauH u3 IpKUX NpuMepos
9TOTO0 — 3aIYCK CUCTEMB KOMIIEMEHTA SHAOTOKCHHOM MEHHHIOKOKKA (YTO SBJSECTCH
OCHOBHOH NPHYMHOM JIETAJBHOIrO HCXOAA NMPHU MEHUHIHATE, NOCKONBKY JIMITOIIOJHCE-
XapHax MHEKpoopranuaMa 5hMEeKTHBHO CBA3BIBACTCS ¢ KJACTKAMH MEHHHreansHo 06o-
JIOUKH MO3T3).

Monexkyna IgM npencrarnser coboit neHTaMep CyObERMHMIL, KaXRas M3 KOTOPHX
nMmeer yvacrok csssusanus Cl, pacnonoxenswit B C4-nomene Fc-pparmenrta nm-
myHornoGynuuna. Ilps atom Monekyna IgM cnocobra cessath onuy mogaekyny Clg.
CesasmBaromas cnocobHocTs 1gM cyimecTBeHHO BO3PACTAET, KOTA AHTUTENO COSAMHEHO
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Tabruya 1

Hrrubnposanne nentnaamu ceaspiBaHus Clq ¢ AMMYHHBIMH KOMILIEKCAMH

Orrocurenshast ahdexTus-
Tenrupn Ki, mM HOCTL MHTHOHUTOpA
BocTrpTyr 0,286 = 0,053 100
BocTyrTrp 2,70 = 0,45 11
TrpTyr 1,93 = 0,55 15
BocTrpPhe >3 (He unrubupyer) 0 (<10)
BocDTyrDTrp >3,7 (ne uHrUbupyer) 0 (<8)
BocLeuleu 3,60 = 0,41 8
BocPheTyr 1,81 % 0,36 16
AcPheTyr 0,96 + 0,03 30
ThrLysProArg (radumn) 0,60 + 0,13 48
BocGluValAspLeuLeuLysAspGlyOMe 0,47 = 0,06 61

CO CBOMM AHTHUICHOM, ONAarofapsi 3HAYUTEILHBIM H3MEHEHHMAM B NPOCTPAHCTBEHHOM
cTpykType IgM, npuBONSmuM K HEXOTOPOMY CONMXEHHIO LKOMEHOR, (DUKCHDYIOUIMX
KOMILTEMEHT, AKTHBALYS KOMILIEMEHTA MPOMCXOOUT TOJNBKO [PH B3aHMOACHCTBHH C
MMMYHHBM KOMILIEKCOM.

Yuacrox cessmBanus Clq B Monexy.ne IgM no mocaeaHero BpeMEHH SBJISIETCS
TIPEAMETOM CropoB. Bhickazana rumore3a o0 y4yacTMH B CBA3BIBAHMH KOMILIEMEHTA
ocratkoB Trp?” u Tyr’”® C,2-nomena wmmmysornobyauna G. Beuo wucciepoBaHo
uHrubupoBaHKe NENTHAaMM, uMuTHpyommMu dparment Trp?’ — Tyr’ s IgG, a
Takxe GelKaMH, COOEpXAmMMHU DOCASAOBATENBHOCTH, TOMONOTHYHEIE STOMY Y4acTKy
ceasmBaug Clq ¢ umMMmynHbiMn xomrekcamu (EA — aputpountht OapaHa, CEHCH-
OwnusupoBanane kpoamusumu AT) [6, 71

AHanu3 nOAYyYEHHB X AAHHHX (Ta01. 1) NOKa3HBAET, 4yTO AUNENTHRB, 00pa30BaHHbBIE
L-aMMHOKHCJIOTAMM, OKas3bBaT MHrMOMpyiomee aeiictsne HA cessmsanue Clq c
HMMYHHEIMH  Komruiekcamu, Hawubonee odhdekTuBHbM HUHIHOUTOPOM  OKasaJcs
BocTrpTyr, mamurupyrommit yuacrok 277—278 B [gG uenosexa.

OcraBancs HepemeHHBM BOMPOC O TOM, MMHTHPYET JH CBA3LIBAHME NENTHAOB
cnennduueckoe Baaumopeiicreue Clq ¢ IgG. Ecan Ttakoe B3ammopeiicrBue QyHKIH-
OHAJIBHO, TO B ONPEACACHHBIX YCAOBHUIX MOXHO OhUIO OH OXMAATH, YTO CBI3BIBAHME
nentiaa ¢ Clg MOXeT MHMIMHPOBATD 33aMYCK KJIACCHUECKOTO IYTH AKTHMBALMK KOM-
maeMeHTa. s NpoOBEPKM 3TOro IOJMOXEHHsS ObLIM MCHOJb30BAHB HEPACTBOPHMBIC B
pone menruasl — ZTrpTyrOMe u BocDTrpDTyrOMe. Bouio HalgeHo, 4TO Ha TBEPAOH
(hase MPOMCXOAUIA AKTHBALMSA KOMILIEMEHTA CHBOPOTKM — Habmopanocs morpeSieHune
B0 Bpemennu xomnornentoB C4, C2 u C3, npruem norpebaenne C4 obrossuio norped-
genne C2, a norpebaenue C3 NpOMCXOAMIO €me MEQNEHHEe, T. €. UMEHHO B IOCJE-
JOBATEABPHOCTH KACKANa AKTHUBAIMH KOMIUIEMEHTa, KpoMe TOro, DX TaKO# aKTHBALHH
NMPOSIBIASIACH CTepeocneupUUHOCTS.

Axanns cneuuduuHOCTH MMMYHOINOOY IMHCBS3HBaromero yeatpa Clq nokassBacT,
YTO OHAa BecbMa Onu3Ka CHenu@UUHOCTH, HPOSBASEMON MENCHHOM B OTHOIIEHHH
ruapoaunsa ero cyGerparo. Ilpu cOmoCTaBNEHHH AMHHOKMCIOTHEIX TOC/ICAOBATE THHO-
creit mencuna (Peps) m A-uenu Clq (A-Clq) B rnolyasipHod uyacti A-uenu obHa—
PYXHBAETCS TIOCAENOBATELHOCTh, TOMOJIOIMYHAS TOCIEXOBATENBHOCTH BOnM3M Asp’
AKTHMBHOIO LEHTPA NENCHHA:

NEINCUH CBHHLHA

32

Peps Thr | Val lle Phe Asp Thr | Gly Ser Ser | Asn | Leu Trp Val | Pro | Ser
A-Clq Val | Val Ile Phe Asp Thr | Val Ile Thr | Asn | GiIn  Glu Glu | Pro | Tyr

132

A-uens cyfkomnonenta Clq
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Piuc. 1. Moaens komrnekca Cl

Mano sepostHO, uto 3ToT akT cnydadusti., OH HO3BOAJET BO BCSAKOM CJIyvac
BHICKA3aTh TPEANOJIOXKEHHE G BO3MOXHOM YYAaCTHM ITOU I10C/IEHOBATENBHOCTH B ¢op-
MHpPOBaHUN copSumonnoro uektpa Clg M 0 CXONCTBE B HOCTPOCHHH COPOLHOHHBIX
YYACTKOB 3TUX OeNKos.

ITonknaccer 1gG o6aagaror pasnuynoit apdunnocteio x Clg: y uenosexka ato psin
1gG3 > IgG1 > 1gG2. Yro kacaerca IgG4, 1o on, xors m ceasmBaercs ¢ Clg (MeHee
oppexTnBrO, ueM apyrue IgG), He akTBHpYeT kiaaccuyeckuit nyte. Ha atom asrame
AKTHBALKN HM3BECTHH (HO BECHMA WMaj0 W3yueHb) OBA PEryasTOpa — WHIHOMTOPHL
Clg, Gaokupyomme ero Cea3biBAHHMC ¢ MHMLMaTopoM: pactBopumbiii Clg-I m memO-
parumit M-Clg-1.

Benox Clg umeer yHukanpHyo crpykrypy. OH cocrout m3 6 xomrurekcoB A-, B-
u C-neneit, copepxamux 1o 200 aMUHOXHCIOTHRX OCTATKOB Kaxaasa. Jucyasduaasimm
cBA3SIMM OObeAMHEHW nomapHo A- u B-, a makxe C- n C-uenn. Mexay uensmu
o0HapyxuBaeTCa BHCOKas creneHb romosnoruu. Onu comepxar Ha N-xoaue ot 2 1o
8 ocraTkoe, 00pasylomMX HEKOJUIATEHOBYIO CTPYKTYPY, 3aT€M 78 OCTaTKOB KoJuiare-
HonogoOHoi uactu u '103—108 ocratkos C-konuesoit crpykType, Kaxpgas tpoiika
ueneit (A, B u C) obpa3syer B CBOSH KO/UIATEHOBOH 4ACTH TPOMHYIO COMPaib, a Ha
C-xonue nenei — ofniyio mo0y/IspHyIo CTpyKTypy. B cepennHe KOLIareHoBOM YacTu
KaXJOH LENM HMMEETCS HapyLIEHHE YNOPSNOUYCHHOW CTPYKTYpPH, 4TO, NO-BHAMMOMY,
oTBeyaeT 33 M3rul TPORHOM Ccnupanu H 00ECMEUMBAET HEKOTOPYIO CErMEHTAaIBHYIO
TOABMXXHOCTD MOJIEKYAH. [lomapHo Takue CyOnenMuMun O00beAHHEHB S—S-CBA3AMMU
mexay C-memsamu, a 6 cybweauuuy 06pasyloT HOARYIO CTPYKRTYpy Monekyan Clg,
KOTOpast B OJJEKTPOHHOM MHMKpPOCKOne Halmopaercs B Buae «Oykera TIONbIAHOB»
(puc. 1). Hauana 6 KOMNareHOBHX XIYTOB CILIETEHB (C HEKOTODOH ITEPEBUTOCTBIO)
B LEHTPAIBHYIO CBSI3KY, 3aT€M CTeOaM mox HeBOMBIIMM YoM PacXOmATCH M KaXIHi
u3 6 crebnen Hecer Ha coeM koHue (C-KoHuEeBHE (DPATMEHTH) «TOJIOBKY TIOJBIAHAY.
['OJIOBKM M SBASIOTCA YAaCTIMH MOJICKYJH, OTBETCTBEHHBIMU 33 CBS3BIBAHME € MHH-
HUATOPAMH AKTHBAUMM. Ha KaxJO¥ IoNOBKE MpPeqnoaaraercs wajguuume or 1 go 3
AKTUBHHX YYaCTKOB CBA3BIBAHMSI.

buno mokasano [8], wro ans aktueaumu Cl gocrarouso csasmieanusa Clg ¢
asyMa Mosekyiamu IgG, npu srom aktueauus Clr TPOMCXOAUT BCJACACTBHE KOH-
dopmaumonnnx u3MeHeHuit Mosiekyasl Clq. Taxum oOpasom, cnocoBHOCTD K KOH-
dropManuOHHBLIM M3MeHEHUIM MoJiekysan Clg MOXeT 9BISTbCA OCHOBHHM (PyHKLIMO-
HAJIBHO BAXXHBIM CBOMCTBOM 3TOr0 CyOKOMMOHEHTA. [1OCKOJIBKY M3BECTHO, UTC CTPYK-
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TYpHAA MOABHXXHOCTH MOJIEKYyJInl 6EAKA, KAK NpaBU/IO, TECHO CBS3aHA C MOHMXEHHOMH
YCTOMYHMBOCTHIO K NEHATYPUPYIOUIMM BO3HEUCTBUSM [9 ], MOXHO OXMAATH CTPYKTYpHOU
HEYCTOMUMBOCTH MOJIEKYJAH Clq W cnoco0HOCTH €€ K CIOHTAHHOM MHAKTHBALMM, UTO
u Opu1o obuapyxerno [10].

JlaHHbBIE 3JEKTPOHHOH MMKPOCKOMMM BOCCO3AAIOT IMO3TAMHYIO KAPTHUHY W3MEHEHUH
YJIBTPACTPYKTYPH M Aerpapaumu mosiekynsl Clg B pas0aBieHHBIX PacTBOpax, NpH-
BOJJAIIHMX K €€ HWHAKTUBALIUHU.

Caaspsauue xomrionerta Cl, B COCTAB KOTOPOrO BXOOST €IUE ABA CYOKOMIICHEHTa —
Clr u Cls, MOXET NPUBOAUTL K AKTUBALMH (DEPMEHTATUBHON AKTHBHOCTH STHX ABYX
3UMOTreHOB (HCAKTHBHBIX TPEAILUECTBEHHUKOB) TMPOTEMHA3 TPHMNCHHOBOro Tuna. Mx
aKTHBALMSA COMPOBOXAAETCH PACUICTIICHHEM MOJEKYJ (UTO THIHYHO AJS TPOTEOJH-
TUYECKUX (hepMenTOoB) 6€3 OCBOOOXAEHUS (PPArMEHTOBR, OCTAIOMMXCH CBA3AHHBIMH
mucynedunaeiMu cBa3sMi. Clr ssasercs AuMepoM Kak B NPUCYTCTBMM, TaK M B
orcyrcteue mouHoB Ca?*, a Cls QUMEpU3yeTCcs TOJMBKO B NPUCYTCTBMH Kaablus. VIOHBI
Kaabuus Heobxonumbl aag obpasosanus xomruiekca C1, COCTOSLIETO M3 OZHOM MO-
-nexynst Clg m rerpamepa Clrs,.

Crpyxrypa terpamepa Cls-Clr-Clr-Cls, B xOTOpO# KaXnas MOJIEKYJIa NPEACTaB-
JISIeT «ra”Tesb» W3 karanurnueckoro (C) u konrtaxrhoro (I) noMeHoB, MOXeT ObITh
u300paxXeHa Tak:

[C1s(Cy-Cls(D) }- [Clr(D-Clr(O) - [CIr(C)-Clr(D) - [Cls(D-Cls(O) ].

Iloxasano, uTO 3UMOreHHas (YOpMa TAKOro TETPAMEpPa CBA3BIBACT 4 MOHA KANBOMS,
a aKkTHBMPOBaHHAd — §. Ha ocHOBAHMU COBOKYNHOCTH HM3YyUEHHBIX CBOMCTB MOJIEKYJH
C1 mpensioxena MOLEJ/Ib, CONIACHO KOTOPOU MPOTSKEHHAS TUPJIAHAA JOMEHOB TETpamMepa
nepemwieraer ko/utareHossie creban Clq Takum 06pasoM, UTO KATATUTHUECKME NOMEHD!
Clr n Cls oxa3uBarorcs cOMMXEHHHMH BHYTPH NPOCTPAHCTBEHHONO yriia, o0pazo-
BaHHOrO crebnsmu monexyam Clq (puc. 1).

HOumep Clr,, JMIICHHEIA MOHOB KaJbuus, cnocoben x ayroakTusayuu, B to xe
Bpema Cls akrusupyercs 1oabKo wu3sue (axktupasiM Clr). Axrusaums Cl mpum ero
B3aMMOREHCTEMM C MMMYHHBIME KOMILJIEKCAMH CBS3aHA, CKOPEE BCErO, CO COMMKEHUEM
«TOJIOBOK TIOJBIIAHOB» IPH B3aMMOACHUCTBHHU ¢ kjacTepoM [gG wim NMpocTpaHCTBEHHO
CONMMMKEHHBIMU KOMILIEMEHTCBA3HIBAIOIINMH KOMEHAMH IgM B MMMYHHOM KOMILIEKCE,
YTO MPUBOXHT B CBOIO OUEPEAb K COAMXEHnio karanutHyeckux pomenos Clr u Cls,
AKTUBHUPYIOIUMX Ipyr apyra.

Meronom addunnoit xpoMarorpadum HA HMMysornoOyaude G, KOBaJECHTHC CBS-
3aHHOM ¢ MopuduumpoBanupM MakpormopucTeiM crekaoM (IgG-crexno) {111, pasne-
nenpt Bee cyOkommonentH Cl M wccaenoBaH MEXaHW3M €ro akTusauud, [lpusmu-
NUAIbHAS HOBM3HA METOAA COCTOSIA B TOM, UTO rNocse cBsa3bBands Ha [gG-crexne
NEPBOI0 KOMIIOHEHTA KOMIUIEMEHTA ITPOBOIWIA €10 aKTUBAIMIO IIPOrPEBAHUEM KOJIOHKH
B reueAne 40 munx mpu 30° C, mocre 3TOro ¢ KOJIOHKH S/IOHPYETCS AKTHBUPOBAH-
uuii Clr,, 3atem B mpucyrcrsun EDTA — aktusuposannsiéi Cls ¥ nocjie usMesne-
wud pH u uoHHON cuianl smoupylomero pacrsopa — Clq. IlosmyueHHnie paHHBHE MO
cryneHuaroMy amouposannio ¢ IgG-crexkna cybkomnonento Cl nocie MX aKTHBa-
MM T03BOJISIIOT PACCMOTPETh MMIOTETHUECKHN MCXAHW3M akTuBauuu koMmiekca Cl.
B npusHdTOM B HACTOSINEE BPEMS MOJIEKYJApHOM Mopenn kommwiekca Cl xaTanuru-
yeckue nomens Clr, cOMMXeHH MexXay co00H H KaXIHil U3 HMX — C KATAJTHTHYECKHM
JOMEHOM Kaxaoit u3 aByx monekya Cls. EcTecTBeHHO HOMYyCTHTH, YTO IPH ayTOKa-
TaaTHueckoir akrupauny Clr, TMpoHCXOOUT XKOHGOPMAUMOHHEINH NEPEXOR MOJIEKYJIH
3MMOT€HA, NPUBONAIINA K HOABJIECHUIO y Hero epMEeHTATUBHON aKTHBHOCTH. JlaHHAs
(hopMa MOJIEKYJIH 3UMOTEHA CIOCO6HA AKTHMBMPOBATH BTOPYIO Mojekyay Clr myrem
OrpaHHYEHHOTO NPOTEOANH3a. TaKoi MEXaHN3M ayTOAKTUBALUM CIIPABEAIMB NI MHOTHX
NpOTEMHA3, OH, B YACTHOCTH, OBUI MOKA3aH aBTOPOM AJISI AKTHBALMM TIENCHMHOreHa C
NPOMEXYTOYHHM 00paTuMeiM 00pasoBaHneM (DEPMEHTATHBHO aKTUBHOH OpMH 3U-
MoreHa. B3auMOAeHCTBHE KATATUTUYCCKHX NOMEHOB ammeproun monekynbl Clr, mocie
nucconuanuna 3 komrmiekca Cl posepmaer mporecc aktuBauuu. Uro kKacaercd ak-
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tasaium Cls, To B kommiekce Cl akTaBHpyeTCcs, NO-BUAUMOMY, TOJNBKO Td MOJIEKYJIA,
KOTOpas HAXONMTCS PSiOM C akTuBMpoBaHHmMM gomenoM Clr, BTOpas Xe MOJIEKYna,
Cls, naxogsunasics pagom ¢ gomeroMm Clr, He yCrnieBIIMM NPOAKTHBHPOBATHCH, MOXET
0CTaBaThCS B 3uMoreHHoM gopme. ITocse auccoumarMm M3 KOMIUIEKCA B OTCYTCTBHE
roros Ca®* Cls u Cls uaxonarcs B Buzge MoHoMepos, [lozromy Bo cpakumm Cls
O0HAPYXKEHO HATMYHE HEAKTHBMPOBAHHBIX 3MMOTCHHEIX MOJEKYJ, CIIOCOOHEIX K Naib-
CHEeHHmIeH aKTUBALMH C MNOMCILBIO CTrz.

PerynstopoM Ha 3ToM 3rane aktupauuu gsasercs Cllnh (uuruburop .«Cl-scre-
pasbi») — MHIMOMTOP TPHIICMHOBHIX [POTEMHA3, OJOKMPYIOIMHH TAKXE AKTHBHOCTDH
OPYIUX CEPUHOBHX NMPOTEMHA3 KPOBM —— IUIA3MMHA, KAJUIMKpenHa, (akropa Xaremasa,
X1 daxropa ceeprrBanus xpoBu ¥ T. 4. ClInh npouHo cBA3HBAETCH KATATUTHYECKHMHU
nomenamu aktusupoBaHHuX Clr u Cls u cnocofes KOHTPOJMPOBATh MPOLECC AAJTb-
HEHmIell aKTHBALUY- KACKafa KOMIUIeMeHTa. HacleAcTBeHHHMHE Ae(DUUMUT 3TOIO MHIH~
OuTOpa NPUBOAUT K 3a60/IEBAHMIO, MPOSBASIOMEMYCS B BUAE AHIMOHEBPOTHUECKOIO
oTeka. _

Ecmn emuucreexHnsiM cybBerparom akrusnposasHoro Clr smiserca Cls, 1oy
aktusuposanroro Cls yxe nBa cyberpara — xommnonentss C4 u C2. IlepesiM aktu-
pupyercs C4, nockoabky pacmeruienne C2 B npucyrcTBuuM akrusuposamHoro C4
NpoTEKaeT BO MHOINO pa3 Omicrpee, ueMm pacueiicnue oguoro C2, 4, XpoMe Toro,
akTieanus ogaoro C2 He NPUBOAXT K AATbHEHIIEMY MPOJOKEHIIO KACKAAA AKTUBALMH
kommemenTa, [Ipu aktuBauuu C4 OT «-LENM TPEXLENOYEUHOro OE/IKA OTIUEILISIETCH
N-koHuepoit 77-uneswnist nentuy C4a, NpoSBAKIOMIMEA CBOHCTBA aHAWIATOKCHHA.
XapakrepHas ocobenrocTs komrnoHeHToB C4 u C3 (a TakKe CHIBOPOTOUHONO WHIUBHUTOpA
MPOTENHA3 o,-MAKPOrIoBYIHHA) — HAMNYHE B CTPYKTYPE MOJIEKYJIB HEOOHUHOH TH-

OICJIOXHOIGDUPHONR CBAZH:

S ————|C =0
-Gly-Cys-Glu-Glu-Asn-Met-

DTa MOCIEHOBATENBHOCTD OOHUYHO CKpHTA B TUAPOPOSHOM OKPYXEHMH HATHBHOM
MOJIEKYJIN M HEZOCTYIHa Boae. IIpM akTHBAUMM COOTBETCTBYOUIEro Oeska (1. €. NpH
ormerieaun N-xonuesoro dparmenra C4a wanm C3a) nmpoucxogur KoH(pOpMALHOHHAS
nepecrpoitka ocraromerocs dparmenra (C4b wnu C3b) u 9ra THoACIOXHOIDUPHAS
CBA3b CTAHOBUTCS AOCTYIHOH PACTBOPUTENIO. By Qyust npoCTPaHCTBEHHO PACHIOICKEHHOM
PSAOM CO CBS3HBAIOMMM yYaCTKOM MOJIEKYJIB, Y3HAKOMIUM ONpPEOeCHHBE CTPYKTY DB
(cM. HMXE), XapaKTEPHHE i MOJIEKYJ MMMYHOMIOOYJMHOB M KJICTOUHOH CTCHKH
OaKTepuil, THONCIOXHONDHPHAS CBA3b BMECTE C STUM YUACTKOM NPEACTABISET COOOM
noxobue «aKTHBHOIO LEHTPA» METACTAOMIBHOTO aKTHBMPOBAHHONO (pparmenrta, Mera-
CTaGUABHOCT OOBACHAETCS TEM, YTO AKTUBMPOBAHHASA CBS3b TOTYAC XE MOABEPraeTcs
HyXJIeo(DHIBHOM aTake BOAOM, a Takxe JoOHM HYKJICODHIOM, B HENX PAaCTBOPCHHBIM.
OnHaxko axTHMBHPOBAHHHI (parMeHT Oaarogaps CBOEMY Y3HAIOWEMY YYACTKY TPEA-
FIOYMTAET CBA3BIBATBLCS HA KJETKE WM MMMyHOroOyamHe (Bepoarso, Ha Fab-¢par-
MEHTE MOCJEAHEI0), NPUYEM TAaKOE CBS3HBAHHE 334 CUET AUMIMPYIOUIETO OEHCTBHS
AKTHBHPOBAHHOM TDPYIIbl CTAHOBMTCS KOBAJIEHTHBIM,

Komnonenr C2 ofpatumo cessmBaercs ¢ C4b B npucyrcTsm momOB Mg u
aktusupyercs ¢epmedtom Cls. IIpy aToM npoMCXOAUT €r0 pacyenicHde Ha ABA
dparmenra: C2a (73 xlla) u C2b (34 xda). Ponrp ¢pparmenta C2b noka He BIIOJHE
acHa. [Ipegnonaraercs, YTo OH OCTAETCH CBA3AHHMM ¢ KoMiuiekcom C4b2a, ynpouuBas
nocsenamit. Yro xacaercs C2a, 1o 570T ¢hparMeHT NpeAcTaBaser coboi TPHICHHO-
nopo0Hy©0 nporeuHasy u p Mg-sasucumom xommuiekce C4b2a dyuxuuoHupyer B BUAE
dbepmerra — C3-xouseprasm, cyberparom Koroporo ssisercs komoouerT C3. IIponecc
KoHTpomupyercst C4-ceasmsawouym Oenkom (C4bp), koropmii, csasmpasck ¢ C4b,
Mmewmaer nocagke C2 wim paspymaer kouseprazy C4b2a. Bynayuu ceszausbsm ¢ C4b,
aror Genok cradoBuTcd KodaxTopoM MHaKTHBApyRowmero dakropa [ (cepuHOBOM mpo-
TEHHA3B! TPUTICHHOBOIO THUIiA, rwapoanaywnie o-teny 8 C4b u C3b). Kodakropuyo
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Puc. 2. Crpyktypa M npoTeOnH3 Monexynni kommoHedta C3

posib s gedcrBug dakrcopa I Moxer oCymecTBiaATE MEMOpPAHHBIA THMKONPOTEHH
CR1, peuenrop dparmentos C4b u C3b. Peryaupyromyio posib urpaer Takxe (axkrop,
yckopsiomuit pacnag xouseprasn (DAF), ualinenHnpiit Ha MeMmOpaHax 3pATPOLIMTOB,
TpOMOOLMTOB M BCEX TMNOB JcikouuToB. Ceazmsascey ¢ C2b (unu Bb B anprepHa-
tuBHOM myTu), DAF yckopsier pacmapm xousepras, a cBaswmBasch ¢ C4b mwm C3b,
IIPEROTBPAIIAET X 00pa3oBaHME.

C3-kouBepTa3a AKTUBHPYET TPETUH KOMIOHEHT KOMILIEMEHTA, OTINEILIAS ¢ N-KOHUA
a-uenn Moaexyam 77-wiennnnt nentag — C3a, obnaparomuit, xaxk u Cda, anacwu-
JIATOKCHYECKOM AKTMBHOCTHIO. Bropoit dparment mporeonusa, C3b, meracrabuies;
OH TepseT CroCOOHOCTh CBSI3HIBATHCS, €C/IM HE YCIEBAET MMMOOMJIM3OBATBCH, 33 CUET
AKTUBHPOBAHHOM B BUIE THOJCIOXHOIPHPHON CBI3M KapOOKCHJILHOM TpyNNoH, PANOM
¢ kommiekcomM C4b2a. B sTom ciyuae OH mojgsepraercst AajbHEHIIEMYy NpPOTEOIU3Y
cdaxropom I B npucyrcreum ¢axrtopa H (arparmmero xodaxTopHyw poJb) ¢ oOpazo-
paHueM iC3b, a Takxe APYruMH NPOTEUHA3AMM KpPOBM C OOpa30OBAHMEM DPAa3JIMUHBIX
$u3NOTOTHYECKH AKTUBHKX mNEnTHRoB (puc. 2).

Nmmobunuzosasnsit C3b obpasyer C5-xonseprazy — C4b2a3b. Dror Hosbiit dep-
MEHT TaKXe€ MMEET CBOW SAMHCTBEHHBIA cyGcrpat — xommonent C5 — AByxuenoyey-
HbI GesioK, BO MHOroM mopoGHEN (1 romosoruunbiil) xomnoHenty C3. OpHako B
ormaune oT C3 THOnC/IoXHOIDUpHAL CBSi3bh Y Hero oTcyTcrByer. OT N-KOoHUA o-Lemnn
CS5 npu akrmBaumu ormemwnsercs 74-wiedsami yraesopcopepxamuit nentun CSa,
O0IaJAOWHIl OYEHb CHIBHON aHA(MUIATOKCHYECKOH AKTHBHOCTBIO, & TAaKXeE Croco6-
HOCTBIO BBI3HIBATH XEMOTAKCHC,

O6pasosanne anadmaatoxcunos Cd4a, C3a u B ocoberunoctn C5a B X0ne akTMBALMYU
KOMIUIEMEHTA TPHBOIMIO OR X BechbMa HenpusTHbiM nmocieactsasM (B cayuae Csa —
K CMEPTEJBHOMY WCXO0AY), eciu OB HE XOHTPOJMpOBANOCH (DEPMEHTOM KPOBU —
kapbokcunentugasoi N, xoTopas y BCeX 3TMX aHauiaTOKCHHOB oturemisder C-KoH-
LEBOH APIMHMH M TEM CAMBIM JIMHIZET UX (PUIMOJOTHUECKOM AKTHMBHOCTH (BIIPOUEM,
y CSa-desArg COXpaHSETCS XEMOTAKCHMUECKAd AKTHBHOCTH). AHA(QMAATOKCHHHI B MX
AKTUBHOM (hopMe CBABHBAIOTCS € PEUENTOPAMM HA TYUHBIX KJIETKAX, YTO IPHBOLUT
K BHIOPOCY rvCTaMHHA W APYTHX OHOJOTHUECKH AKTHBHBIX AMHHOB, YBEJHUCHMIO
MPOHULAEMOCTH COCYRMICTOM CTEHKM M COKPAIMCHAIO TVIAAKOU MYCKYJaTypH,

Ocraomuiics dparment monekyam C5b sBasercs mHUIHMATOPOM caMOCOOPKM MeM-
OpPaHOATAK YIOWErO KOMIUIEXCA, HA3BBAEMOTO HHOINA TEPMUHAIBHEIM KOMILIEKCOM KOM-
mnementa. CSb B pacrsope ceasmsaer xommonmenTtet C6 u C7 ¢ obpasosanuem
TPHUMOJIEXYJISpHONO kKoMmruiekca CSb67, B xoropoM GopMHpYETCS YUACTOK CBSI3HIBAHNS
memOpan win Apyrux runpodobHeix noBepxHocTed. CBa3aBmmmnch ¢ MEMOPAHOIA, 3TOT
KOMILIEKC CTAHOBHTCH CTAGHABHEIM, rpucoenuHser kommodent C8 (nmpw 3ToM 1OBHI-
OI3CTCd TPOHULAEMOCTh MEMOPAHB! IS HU3KOMOJEKYJISPHBIX BEMECTB, UTC MOXET
IIPHBOTUTH K C1a00MY JIN3UCY), M HOBBIA TETPAMOJIEK yISIPHBIN KOMILIEKC KATaU3HPYET
CBS3BIBAHMC M BCTpamsaHue B MeMmOpany Heckonpkux (oT 12 no 21) mOnexy/a KoMm-
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norenra C9. Dumnconnansupe mMojekyan C9 npuobpeTaroT BHTAHYTYX KoHdopMa-
UMK, «IPONIMBAIOT» HACKBO3b OUC/IONHYIO JHOMAHYK MeMmOpary # oOpMHPYIOT TO-

pouanbHei kauaa, OBpasyromeeca orsepcTHe nuamerpoM okomo 100 A mossossier
cBODOAHO TPOXOAUTh uYEPed MeMOpaHy HHIKOMOJIEKYJSPHBIM BCHIECTBAM, COJMSM, HO
HENOCTATOYHO AJIS MPOXOXAEHHUS OE/KOB ¥ APYTMX BRHCOKOMOJIEKY/ISIPHBIX COERMHEHMM,
B pesynbraTe B KJETKE PACTET IHACOCMOTHUECKOE NABJIECHHE, KJIETKAa HalyxaeT M
JIONIAETCH.

BaxneiM BOMpPOCOM pEryasuyy Ha 3TOM ITANE ABNIAETCS NPENOTBPALICHME CBSI3bI-
BaHUA MeMOPAHOATAKYIOMETO KOMILIEKCA HA COOCTBEHHBIX KJeTkax opranmama. Kom-
miexc C5b67, obpazorasimmck BOau3n CI-KOHBEPTA3H, HAXOXAMICHCS Ha KJICTKE-MH-
WIEHN, OOJKEH MMETh NMPEATIOUTHTENLHOCTD CBA3LIBAHMS ¢ TOH X KJerkod. Ecnm xe
KOMIUIEKC ‘HE CBA3aJCa ¢ MeMODPAHOM, OH MOXET IPOB3aWMOIACHCTBOBAThL C JIMNIONPO-
TeMHaMK HM3KOM mrotHocti (LDL) v perynstopamM S-6¢/1KoM (BUTPOHEKTHHOM).
Taxue HOBHE KOMILIEKCH 06J1aAa10T cnocoOHOCThIO CBS3nBaTh Komnonente C8 u C9,
OOHAKO OHHM HE MOIYT TIPUCOEAMHMTBCA K MeMOpane, a oOpasyrouHecs: KOMILISKCH
S-C5b~9 wmu LDL-C5b-9 He mMeor XapaxTepHOH CTPYKTYPHl MeMOPaHHOIO KaHaIa
¥ HE MOTYT IPHBOAMTH K JM3UCY KJAETKM. KJIeTKM OpranusMa OT Jausuca COOCTBEHHBIM
KOMILIEMEHTOM 3aIUMINAI0T MeMOpAHHEIE MIMKONPOTEHHE, 00aA3I0IINE BUAOBOH cre-
LH(UUHOCTHIC ¥ TIOSTOMY HaswBawmuecs ¢daktopamu roMoioruunoi pecrpuxkimu. K
HHM OTHOCSTCH yXe ynoMmuuasmuiics DAF u MeMOpaHHBIA [JIMKONPOTEUH IIPOTEKTHH.
B3aumoneicTsyss ¢ HOBBIMH SKCNOHHPOBAHHHIMHM obgacramu komiuiekca CS5b-8 u
arperupyromere C9, nporekTud orpaHdumpaer uucao Moaekyn C9, cnocoOHBIX CBS-
3aThCd € KOMILIEKCOM, M Murubupyer sxmoucrMe C9 B aunuaueit Gucioi. Tomosno-
IHYHYH PECTPUMKUHMIO ocymecTsaser Takxe C8-cBssmparommuii Gesox (C8bp). Ilpu-
coemuaenae C5b6 x xnerkam wnrudupyerca riukogoprHOoM A.

WHnanuanua anpTepHATUBHONO IYTH AKTHBALMM KOMILIEMEHTA CBS3aHa IIPEXIE
BCETO €O CBOMCTBAMM Mosekynn komnoHenta C3. Kak yxe ykasoBajioch BhiIie, 3TOT
ABYXHCTIOYEUHH IVIMKOMPOTEHH CONEPXMT B C-IENH THOJCAOXHOIDUDHYIO CBS3b,
HEAOCTYNHYIO MJS CNOHTAHHOrO rujaposimsa sogo#. OpHake KOH(GOPMAUMOHHAS DO-
HBHXXHOCTH, NPUCYIIas Jobomy riolysispaoMy O€NKy B BOZHOM pacTBODE, 3aCTABISET
TOT OE/IOK HAXOOMTHCS B JHHAMHYECKOM DABHOBECHMM HATHBHOM M 00paTAMO neHa-
TYPHPOBAHHOH «pa3BepHYTOH» hopM. XOTH BpeMd CyLIECTBOBAHMUS PA3BEPHYTOM KOH-
dopManmu UpEeSBHYARHO MajO, BCE XK€ B KAKOM-TO YHCAE MOJIEKYJ THOJICJIOXHO-
aupHas CBI3b YCIEBAET NONBEPrHYTHCH THRAPOIM3Y, NOCAE UEro ACHATYypauus 3THX
MOJIEKyJI CTAHOBUTCS HeoOpaTumoit., TTocne pacmemienus JaGHILHOM CBSI3H MOJIEKYJTH
HAXOnATCI B HMHOM, OTIMYHOM oT HatusHOM Kondopmaumu, Takon C3 (Ha cxeme 1
C3(H,0)) npuasTo HazmBaTh «C3b-n0ONOGHKIMY, IOCKOJABKY OH CIIOCOOEH Y4YacTBOBATH
B PSAXUMM MHUIUAIWY AKTUBALMA AJIBTEPHATHBHOIO nytd. CrOHTAHHAS WHAKTHBALMUI
C3 nporekaer nmpn 37° C co ckopocrso 0,5% /4, T.e. B 1 1 xposu B Teucuwe 1 u
obpasyerca 6 mMr C3b-nogoGHOro XOMIOHEHTAa. DTOT NMpOUECC KOHTponupyercs (ax-
ropamtt H u I, B pesysprare uero péHatypuposanuwit C3 noxsepraercs NociIenoBa-
TEJILHOMY TIPOTE0JIM3Y, ONHAKO CAMO HAJIMUKE HEKOTOPOrO UHC/IA CIIOHTAHHO 00pasylo-
muxcs C3b-monoGHBIX MOJIEKYJI, MO-BHAMMOMY, OOBSCHSET BO3MOXHOCTH 3alyCKa
ANBTEPHATUBHOYO ILYTH.

B axTuBauun aabTEPHATUBHOTO ITYTH YYACTBYIOT IBE CEPMHOBHE MPOTEMHA3H TPH-
NCHHOBOTO THNA: ¢akrops B m D. Qakrop B Bo MHOroM moxox Ha xommoHeHr C2
KJIACCHYECKOIO IIYyTH — OH MIpaeT aHaJIOrMuHyw poab B Gopmuposanuu C3- u C5-
KOHBEPTa3; KaK W komnonent C2, on Tepmonabuien. ®akrop B B aumorenHo# dopme’
obpazyer oOpartumeiit Mg-zaBucumpii koMmieke ¢ C3b (Kak pacTBOPMMBIM, TaK W
KOBQJIEHTHO MMMOOHJIN30BAHHBM Ha MumerH-akTusarope) uaun ¢ C3b-nonoGHbiM
6enkom. ToBKO B TAKOM CBS3aHHOM BHIe (aKTOD B MOXET MOABEPTaTHCH MPOTEOTH-
THYECKOH atake co cropoHH daxkropa D. Bosnee 909 ¢pakropa D naxomurcs B KpoBO-
ToKe B (hepMeHTaTHBHO akTUBHOK opme [12]. JlokasaTensCrBa CyuleCTBOBAHUS 3UMO-
reHHoi dopmul dakropa D monyuens B paborax C. B. Aunpeesa n A. M, Mmenko
(BHVMOYBII, Caukr-ITerepOypr), BHUIETMBIIMX BHICOKOMOJIEKyNIpHYIO (hopMy dhak-
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topa D. TOABKO Y HOBOPOXHCHHHX (B NMyNOBHHHOH KposW) Oputo Hainexo no 70%
suMorena dakropa D, y B3pPOWIHX €0 KOMMuYecTBo He npepbimaer 5%. Ilockoneky
akTHBAIWs 3uMoreda D moxer ocyuiecTBiiathes C3-KOHBEPTA30iH AJBTEPHATHBHOTO
“mytan [12], CymecTBEHHOE CHMXKEHHE COREPXAHHUI 3MMOTEHHOH (POPMEL y B3pOCJIBIX
MOXET OOBbICHATHCH IMOCTOSHHON AKTHBAUMEN B MX KPOBOTOKE AJLTCPHATHBHOIO MyTH
komriemenTta. (Chaeayer npu 3ToM OTMETMTH Hajnmuue QepMeHTaTHBHON aKTUBHOCTH
y dakTopa B B ofpatuMo Da3BepHYTOM 3uMOreHHOM (opme B koMmruiekce ¢ C3b, uto
MOXET OObICHUTH, KAK TPOMCXONMT aKTHBALMS «[EPBOH» MOJEKYJBl 3UMOICHA).

Qaktop D (Moa. macca 25 xJla) obnamaer BBICOKOH CTENEHBIO TOMOJOIHMH €
TPUTICHHOM M TEM HE MEHEE NPOABJISET UPE3BBIYAMHO BHICOKYW cneipnduyraocts. s
HEIO HEW3BECTHO HH ONHOIO CHHTETHYECKOrO WJH NpHpopHOro cybcrpara, Kpome
daxtopa B (B xommaekce ¢ C3b mau C3b-nonobueiM GekoM), KOTOPBIH OH PACIHEILISET
Ha aBa dparmenta: depment Bb (60 xla) » Ba (33 xIla), siamsiommid Ha pocT
akTUBMpOBAHHBIX B-sumponmros. B cocrase Mg-3asucumoro xommiekca C3bBb dakrop
B obpasyer C3-xouseprasy. Taxoit (epMeHT HA3BBAIT eime aMminduuupyromei
KOHBEPTa30M, MOCKOJLKY OH KATAJM3MpyeT axTwBauuioo komruoxHenta C3, mpespaimas
ero B C3b, a nocregnuit maer Hauano obpazosanmmo Hoboit C3-xonseprassl. Pabora
TAKOrO FEHEPaTopa ¢ TOJOXUTESbHOH OOPATHOM CBS3bI0 KOHTPOMMPYETCs (PakTopamu
H u I. Kouseprasa C3bBb yxe ne ssngerca o0paTHMO AMCCOLMUPYIOIAM KOMILICKCOM —
pPacnam Takoro KOMILIEKCA BENET K HeobpaTuMOil MHAKTMBALMYA KOHBepTa3el. CBSi3bI-
sBanue dakropa H na C3b npusogMr K pacnagy KOHBEPTA3el M, KPOME TOTO, K
depmenraTusnoi merpagaunn C3b daxrtopom I, nng xoroporo daxrtop H seasercs
xodaxropom. CTaduin3upyOWyIo pOib B COXPAHEHMM aKTUBHOCTH KOHBEPTA3BI HIPAET
Henox nporepauu (P). Ilpomepaun B xposm cymecTByer B HeakTuHO# ¢dopme. Ero
AKTHUBALMS NPOUCXONAT B pe3ysibraTe Koutakta ¢ C3bBb 1, no-sunumomy, o0ycioBjIeHa
KOH(DOPMANMOHHEIMH M3MEHEHUSAMM MOJIEKYJbl. AKTUBMPOBAHHBIA MPONEPAUH CBS3bI-
paerca ¢ C3b wnu C3b-nmogolumiM GeIKOM M CHOCOOCTBYET PA3BUTHMIO PEAKLHH IO
AJBTCPHATHBHOMY MYTH, NPOAJIEBAS BPEMS CYUIECTBOBAHUS KOHBEPTA3HI.

Obpasyromuics MetacTabuibHblil akTusnpoBandsil C3b, B KOTOpoM euie HE ycnea
PACHIENATHECS THONCHAOXKHO3(PUPHAA IPYNNMPOBKA, CIOCOOEH CBA3BIBATBHCA C MOHAXOHS-
UMY HYKIEODUIBHAIMI AKUETITOPAMM, B TOM UHCIE M HA TOBEPXHOCTH KJIETKH MM
ApyrMx vacrul. Takod ummoOunuszopaunmit C3b maer Hauano o6pazoBAHUIO TBEPHO-
asnHol (wim memOpannoi) C3-kouseprasn. Byner M HasHBIA OOBEKT aKTUBATOPOM
AJBTEPHATHBHOIO NYTH, BO MEOIOM 3aBHCHT OT CBOMCTE MOBEPXHOCTH: €C/IM TIOBEPXHOCTH
Gaaronpustcrsyer ceaswBannio pakropa H (xak 570 uacto mpoucxonut Ha meMOpaHe
KJIETOK, MOKPHITHX CHAJOBBIMM KUCJIOTAMH), TO TaKad NOBEPXHOCTh HE MOXET ObITbh
akTuBaTopoM Onaropmaps kouTpoympywomein dyskumn daxropa H. Kpome roro, psa
MeMOPAHHBIX BEIKOB BHIIOJHSIOT (PYHKIMHM TOMOJOTHYHOM PECTPHKLMH, CHOCOOCTBYS
pacnaay Kosepras, cssmBagch ¢ C3b u BuicTynas B posm Kodakropos ¢axropa L.
Taxumn perynstopamu sisasgtorcs CR1 u DAF.

Oddekropsr, pearupyioupe ¢ C3b B MOMeHT ero ofpaszoBaHus (KJIaCCUUECKHMM
WIM aJPTEPHATUBHBIM NyTeM), O00JARAN0T CHWJIBHHMM DETYJSTOPHBIMH CBOHCTBAMH,
TIO3TOMY CPCAM HHX MOXHO, [IO-BHOUMOMY, OOHAPYXHTH PANAYHBIC MMMYHOMOIY-
JISTOPH W 1AXE U3BECTHHE XAMMOTEPATIEBTHUECKHIE CPEACTBA. Br paspaboran ynoOHbli
METOM IS KOMMYECTBEHHOH OLCHKH CBA3HBANMS akTuBuposannoro C3b ¢ Mosexynamu
akuenropos [13].

Wurubupoeanye reMoin3a B-pesysbraTe «mepexsatas» C3b™ akuenrtopom S MOXHO
OITHCATh CJAECAYIOUICH MOLENBIO:

H,0
’ C3b(H,0)

EAC142
C3

C3b* ——+ EAC1423 — nmnauc

+5 || X,

[C3b%S] ——+ C3b-8
rae C3b(H,0) — nweakruBHas dopMa nocie rHgpoan3a THOJCTOXHOI(MUPHOH CRA3H,
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Tabruya 2
HccnenoBannbie aHTHKOMILIEMEHTApHbIe (AKTOPH A4 CpeaneasnaTckoi kobpw Naja naja oxiana

Monexkynapnas | CopepxaHue B . Ananor B aae
daxTop . macca, kJla CyxoMm spe, Mr/r MexaHnam nencTeUs IPYrux Kobp
CFA-Ia 800 0,28 ? H-CoF
CFA-Ib 60 7,0 Unaxkrusauus C4, ceasbiza-

Hue ¢ C4b
CFA-Ic 3,9 2,6 Wnurubvrop Cls
CFA-Ila 5.7 2,0 Huaxtusauna C2, B
CFA-1Ib 3,2 ?
CFB-1 39 3,6 Nnakrusauma C4, csasbisa- CI

: Hue ¢ C4b u C3

CFB-1I 6,8 115 CeasbiBauue ¢ C4b
(untoTokcuH 1)
CFB-IIY 6,7 85 Unaxrnsaums C4, ca3biBa-
(umrtotokcun II) upe ¢ C3

[C3b"S ] — ofpaTumoe mpomexyTouHoe copbunonsoe coeaunenne C3b" u addekropa,
a C3b-S — KOBaJIEHTHOE, I'EMOJMTHYECKH HEAKTMBHOE COCAMHEHHE, ONHAKO AN NpH-
JaHust Gooplued OOMIHOCTH MONEAM TNOIE3HO CUYMTATh, YTO JHMIIb ROAS [3-MOJMEKY]
COpOHMOHHOTO KOMIUIEKCA NIPEBPAIMACTCS B OTY (popmy. i mpoCcTOTH MOLENH Mped-
[IOJIATaeTCA, UTO KOJST MOJIEKYJI, PEBPANIAEMAst B TEMOJUTHUCCKHM HEAKTHBHYIO dopMy
C3b(H,0), nocrosnna, C yueroM 3TUX OONYMEHHMA MOXHO HANMCATh YDABHEHUE
MHIMOMPOBAHAS PEAKIMM IeMOJIN34, KOTga KOHIEHTpauus [S] MHOro BIllEe KOHI[EH-
Tpauuu komroueura C3:

B ISH

CEKF ST

BHCINHE HAMOMUHAomee ypasHenue Muxasyuca—Menren. Crenenb WHraOUpOBAHHS
o paccyuTHBAIH 1O dopMmyie o = (z, — z,)- 100 %/z,, e z, — uncno acbex THBHBIX
KOMIUIEKCOB Ha ONUH IPUTPOLMT B OTCYTCTBME WHrMOMTOpAa, a z, — TO XE€ B €0
IPUCYTCTBHH,

BruTO BHICKA33aHO NPEANONIOXKEHUE, YTO .NMPH B3AUMOAEMCTBHH HYKJICODHUIBHBIX
AKLEIMTOPOB C THOJICIOXHOIPUPHON CBA3bIO akTMBApoBadHoro gparmenta C3b BaxHa
HE TOJBKO HYKJCOMMILHOCTh ATAKYIOMIEH TPYNIH, HO M CreyrbUIHOCTh B3AUMONCH~
crBus (tuna pepMeHT—CyOCTpaT) axnenTopa ¢ «akTUBHEBIM pentpom» C3b, mpen-
CTaBASIOUMM COO0I COBOKYIHOCTD «KATAMUTHUECKOTO YUACTKAY — ALMJIHPYIOmesi rpyT-
B . «COPOLIMOHHOIO yuyacTka», M3y4yeHo aeilcTeme B XauecTse MArHOMTOpa IpEBpa-
menust C3-koureprasn B CS-KOHBEPTA3y («iepexBaTumMka») OnacrosmsnHa (Ipenapara
parMeHTOB NMENTHAOIIMKAHOB KJIETOUHHX cTeHok Lactobacillus bulgaricus, obnana-
IOLIET0 MPOTHBOONYXONEBOM AKTHBHOCTHIO) M APYTMX MMMyHOMoOAyastopos [14].

OmnpeneseHHBI MHTEPEC NPEACTARIAIOT MMMYHOMOXYIATOPH!, SBJISIONIHECS MMHHU-
MAJbHBIMA CTPYKTYPHBIMU (DPArMEHTAMH IENTHIONIAKAHOB: N-aneTuIrmoKo3aMH-
- (Bl - 4)-N-auerwimypamonnananwi-D-ugornyramun (GMDP) u N-anetrimy-
pamomwnananwi-D-u3zornyramud (MDP). JlelictBue 3THX HMMYHOMORY/ISTOPOB HA KOM-
wieMeHT He Obuto panee wusBecTHO. LiesnecooOpasno ORUIO NPOBEPUTH TAKXKE
bPeKTHBHOCTD OEUCTBUST MMMYHOJOIMYECKH HEAKTMBHAEIX YIVICBOLHBIX (HpParMEHTOB —
N-aueruirmokosaMuami- (1 -» 4)-N-aneruMypaMOBOd KUCAOTH, N-aleTHIMypaMo-
BOM KECJOTH ¥ N-aueTunmnoxosamuHa, Hawnyymumy vuHruGHTOpaMH OKa3asuch
GMDP u MDP, yraesons WHrMOMPYIOT NpOHECC MEHee crienudmuno.
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Cxema 2

Hurnfuposanue cuCTeMbl KOMIuieMeHTa (hakTopaMy 1A CPEIHEAIMATCKOM KOOpbI

Knaccuvecrkud nyms Anvmepramubre i nyme
o1 CFB-TII~—— — ~ > [3 ~———— C3(,0)
COVF - ——— — — > |<—8]1
AF-ATl CFA-Ic  CFA-1a (H-CoF)
' ‘, GFA-IIa - C3(H,0)8b
o b2e--1 CabZa —> |«
l-———* ' F ¢3b
C4 —>C4k + (2o cIbB
- ¢ <] C3-xonBepmass
F.FA~1b,CFB-I (C1), CFB-II, CFB-11I CIbBb—

Tepnodasnas C3-koHBepTa3a ajbTePHATHBHOIO MYTH TAKXE CIOCOOHA CBA3BIBATDH
nonosiHuTeabHBE MOJekyan C3b, mpespamasch npu srom B C5-KoHBEpTa3y anbrep-
HatuBHoro nyrd — C3b,Bb(P). Ha atom akTHBAuMs ANbTEPHATHBHOIO IYTH 3aBEp-
waercs. Hanee caepyer aktusaunms C5 u o0pasoBaHue TEPMHHAJILHOTO MeMOpaHO-
aTaKyOUIEro KOMIUIEKCA, YTO sBJAgETCH OOmUM aist o0OMX NMyTel akTHBALUH.

UTo xapaxTEepHO U1 AKTUBAIMM ANBTEPHATHBHOIO nyTH? XoTd 3amycK ajJsTep-
HaTUBHOTO NYTH MOXET NPOMCXORMTH M HA MMMYHHHX KOMIUICKCAX, MUIST aKTHBAUMH
He Tpebyercs, YToOH OpraHuaM yxe Obli 3HAKOM ¢ mHbexnreir (wm KakuM-aubo
YYKEPOAHBIM OOBEKTOM) — BHPAOOTKA AHTHUTE HE 00A3ATENBHA, MOCKOJIBKY AJISI pac-
[IO3HABAHUS MCIIONB3YIOTCE APYTHE (XOTH M MeHee cnenuduuHbpie) npueMel. Borencreue
3TOr0 BO3PACTACT BO3MOXHOCTh OMMOOUYHON aKTHBAaUMHA. BeposiTHO, O3TOMY aabTep-
HATHBHBIH NyTh AKTUBALMH MCHEE MOMIHHBIH IO CPABHCHHMIO C KJIACCHUECKHM.

CywecTsoBaHNe ABYX NMyTEH AKTHBALWH KOMILIEMEHTA OTHIOAb HC O3HAYAET, UTO
BCCFAAa AKTHBUPYETCH JMINb OAMH M3 nyTeil. Kak 6u10 yXe CKa3aHo BHILIE, KJIACCH-
YECKMH [yTh MOXET 3aMyCKATbCA AHTUTEIO-HE3ABUCHMBM 00pa3oM (Ipd ITOM MOXET
AKTUBUPOBATHCS ¥ AJBTEPHATUBHBLA NyTh). VIMMyHHBIE KOMILIEKCHI, SIBJISIOMIHECS,
KaK MOpaBWio, aKTUBAaTOPAaMH KJIACCHYECKOTO MyTH, MOTYT MHUIMMPOBATb M ajJabTEp-
HaTHBHHMI nyThb. IIpn akTHBANMH KJIACCHYECKOTO TYTH B PE3YJIbTATE AECHCTBHS KJaac-
cnueckoit C3-xonseprasm obpasyercs C3b, koTopuiif ¢ Hen30eXHOCTHIO AKTHBUDPYET
aNbTEPHATHBHBM yTh. Kpome Toro, 6mu10 Haigeno, uro C3-xoHseprasa anbTepHa-
TUBHOTO IYTH KPOME aKTHBAIMH CBOETO ECTECTBEHHOro cyOcTpara — kommnoneHrta C3
MOXET aKTHBHMPOBATbL KoMmoteHTH C4 m C2, npuueM, KaK ¥ B (JIyyae KIACCHUECKOH
aktuBaumuu, C2 axtusupyercs B npucyrcrsun C4. AKTHBHPYSICh, 9TH KOMIIOHEHTHI
obpasyior C3-xouBeprasy kjaccuyeckoro nmytu [15]. Takum obpaszom, crenyer sBceraa
MMETH B BUIY, UYTO peajbHO (YHKIHOHMPYIOT 00a nmyTd AKTUBALMH, AOMOJHSL M
ycwiuBasg Apyr apyra.

IMoucku npuponabix 3¢ dexTOPOB CHCTEMBI KOMILIEMEHTA UEIECO00PA3HO POBOIUTh
B TIPOOYKTAX CEKpEelMH OPraHM3MOB, CTAJKUBAIILUXCH C TETEPOJIOTMYHOM KPOBBIO
[03TOMY CHHTE3MPYIOMUX BEMECTBA AJMS NMOAABJAEHHS WJIM HEHTDAJM3aIMU JEHCTBHI
KOMIUIEMEHTA 4yXoro opraHusMma. Tak, mag jgydymero AeHCTBHS SAa 3MEE IOJIE3HO
uMeTh B gpe 9¢hdexkTopH, NPEeroTBPAMAIOMUE AKTHBAIMIO KOMIUIEMEHTd, KOTOpad
co34aBasa OW 3amuTHNe 0apbephl PACIPOCTPAHEHMIO M HEHCTBHIO sifa (BOCIIAJICHHE,
oTekH M T. ). [TMSBKA, HACOCABIOMCE KPOBH, NOJIXHA MO3a60TUTHCS O TOM, YTOOH
KOMILUTEMEHT UyXEPOAHOM KPOBH HE BBISHIBAJ JM3MCA M Hexpos3a ee Tkaueh. Hedicr-
BUTEJIBHO, B S1€ KODp OnMzaHm aHTHKOMIUIeMeHtapHme (axkropst [16—18 ). TIpose-
JAEHHBIE HCCACHOBAHMS MPUBENM ¥ K OOHAPYXECHMIO AHTHKOMILIEMEHTADHHIX CBOHCTB
ceKpeTa MeguUMHCKON mmsexku [191

VccneaoBaHHME AHTHKOMILIEMEHTApHHE (PAKTODH CpEfHEeasuatckuil xobpm Naja
naja oxiana npuseneHm B Tabn. 2. [sa u3 wnaigenamx 3¢ddexropa, CFA-lIa n
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CFB-1,— anasory u3BecTHBX M3 JUTEPATY PR DAKTOPOB SI0B ApYyrix KoOp. B nepeune
OTCYTCTBYET HauboJiee aKTHBHHUN (DakTOp, OOHAPYXEHHHH B SA4X APYrHx KOOp, Tak
HaseBaeMbit CVF — cunpHelmuit akTHBATOP aJIbTEPHATUBHOINO IIYTH, SBJISIOIIMHCS
dparmearom C3b xomnodenta C3 criBopoTkH Kposu KoOphi, To 06CTOATENBCTBO, YTO
AHAJIOTMYHBLIA (DAKTOP He Ot OOHApyXeH B SiE CPEAHEA3MATCKON KOOPH, MOXHO
OUBICHHTS KAUECTBOM HCIIOJNB3OBAHHOTO CHIPBA.

HecMoTpst Ha TO YTO MEXAHN3MBI BO3ICHCTBUS H3YUEHHBIX (PAKTOPOB HA KOMILIEMEHT
yesoBeka pasmuunbl  (MurubGuposanue depmenra ClS, WHAKTHBAIIMS KOMITOHCHTOB
C2, C4, ceasmBanue ¢ C4b, wnrnbuposanue nocanxu C2, cassmsannme ¢ C3), BO
BCEX CJIy4asix npoMcXomut 6raokuposanue dopmuposanns C3-KoHBepTasnl (M, B MCHb-
wei creneHu, CS-KOHBEPTA3H MM anbrepHaTHsHOM C3-XOHBEDPTA3H), T. €, KJAUYEBOIO
(pepmenTa Kackaga akTHBALMM KoMmaemenrta (cxema 2). Takas Kaxymascs u30bi-
TOYHOCTh (Hasmuue Ooabmoro udciaa 2PEeKTopoB, IO-pasHOMY GIOKHPYIONIMX aK-
THBHOCTH KOMILIEMEHTA),— BEPOITHO, OOLMA NPHHUMII, PEaTM3yeMBbill NpUpOROl IJIst
oflecrieueHust BHICOKOM HANEXHOCTH U 3(PPEKTUBHOCTH BO3ACHCTBUS.

3HAHUE MEXAHM3MOB CCTECTBEHHOH DPEryJduMy CHACTEMB KOMILUIEMEHTA, 4 TAKXE
METOOB MCKYCCTBEHHOIO BO3NEACTBHS HA HEe IO3BONMIO OBI, BO-TICPBBIX, IOHSITH
MATOMEHETHUYECKYKD OCHOBY MHOrUX 3a00/IEBAHMIA, ITHOJOIMA KOTOPBIX HEH3BECTHA
WJIM CIIOPHA, 4 BO-BTOPHX, CO344Th CpencTBa 3(PEeKTHBHOR MCKYCCTBEHHON peryasiuuan
KOMILTEMEHTOCTA3a.,

CIIUCOK JIMTEPATYPbI

. The Complement System/Eds Rother K., Till G. O. Berlin, Heidelberg: Springer-Verlag, 1988. 535 p.

. Reid K. B. M., Porter R. R.//Ann. Rev. Biochem. 1981. V. 50. P. 433—464.

. Schumaker V. N., Zavodsky P., Poon P. H.//Ann. Rev. Immunol. 1987. V. 5. P. 21—42.

. Mollnes T. E., Lachmann P. J.//Scand. J. Immunol. 1988. V. 27. Ne 2. P. 127—142.

. Kristensen T., D' Eustachio P., Ogata R. F., Chung L. P., Reid K. B. M., Tack B. F.//Fed. Proc.

1987. V. 46. P. 2463—2469.

6. Koanos JI. B., Cusoi M. H., Sunuenxo A. A., Jesxosckuii A. B.//Buoxumus. 1986. T. 51. Ne 5.
C. 707—718.

7. Koznos JI. B., 3unuenxo A. A., Consxos JI. C., Cusoii M. H., Hueuxo A. M., Mapmwowwun C. B.,
Andpees C. B.//Bwnoopran. xumus. 1983. T. 9. Ne 8. C. 1047—1055.

8. Koanoe JI. B., Cusoii M. H., 3unuenxo A. A., Heanos A. E., 3y6oe B. I1.//Buoopran. xumus. 1984.
T. 10. Ne 12. C. 1629—1638.

9. Koznos JI. B.//Buooprau. xumus. 1980. T. 6. Ne 8. C. 1243--1254.

10. Koznoa JI. B., 3unuenxo A. A., Cusod M. H., Kpemosa A. @., Tuxonenko A. C.//Buooprav. XumMus.
1985. T. 11 No 1. C. 37—42.

11. Kosnwe JI. B., LHoibonos B. B., Heanos A. E., 3y6os B. II., Anmonos B. K //Buoxumua. 1989.
T. 54. Ne 10. C. 1754—1760.

12. Koaaoe JI. B., Consxoe J. C.//Buoopran. xumus, 1982. T. 8. Ne 3, C. 342—348.

13. Koznoe JI. B., Pocmosuesa J. H., Jomaxa T. C., Cymoscxas H. C.//Bnoopran. xummus. 1985. T. 11.
Ne 6. C. 762—768.

14. Koanos JI. B., Pocmosuesa JI. H., Jlomaxa T. C., Cymosckas H. C., Copoxuna H. b., Bapxosa T.H.
//Bwoopran. xumus. 1985. T. 11. Ne 11. C. 1510—1518.

15. Koznoe JI. B., Qux B. IT., Consxos J. C.//Buoopran. xumusa. 1982, T. 8. No 6. C. 8§17—821.

16. Koanos J. B., Iloiibonos 5. B.//Mon. 6uon. 1989. T. 23. Ne 2. C. 372—378.

17. Koanog JI. B., Lloiboros B. B., Anmonos B. K.//Buoxumusi. 1989. T. 54. Ne 11. C. 1933—1940.

18. oiibonos b. B., Koanoe JI. B., Aumonos B. K.//Buoxmumusa. 1989. T. 54. No 12. C. 2054-—2060.

19. Backoea M. Il., Hukonos I. H., Mupxanamosa 3. I, Sunuenxo A. A., Koznoe J. B.//Kas. men.

xypr. 1988. T. 69. Ne 5. C. 334—336.

oA W -

Tocrynuna B pelaxkusio
14.VIL.1993

240



L. V. Kozlov
PECULIARITIES OF THE COMPLEMENT PROTEINASES WORKING

G. N. Gabrichevsky Moscow Research Institute
of Epidemiolegy and Microbiology, Moscow

Classical and alternative pathways of complement are considered which are
stringently controlled cascades of proteolitic reactions. Peculiarities of working of
various components of complement are characterized, ways are described of the
regulation and inhibition of the system realized in the nature to achieve the highest
reability necessary for homeostasis.
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