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N3MEHEHUA KOMIIVIEMEHTA
TP OHKOJIOI'MYECKHUX 3ABOJIEBAHUAX
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KommiemenT mpencrasisier coboif cuctemy u3 Gonee 20 KackamHO-IEHCTBYIOIHX (DEPMEHTOB-THIPOIIA3,
noayuuBmrx obozHayeHue ot C1 o C9. Bonbluas 4acTh KOMIOHEHTOB KOMIUIEMEHTa CHHTE3UPYETCS B IEYCHU.
AKTHBaLUs KOMIUIEMEHTA 110 KJIACCHYECKOMY ITyTH HauuHaeTcst ¢ npucoequHeHns Clq K KOMIUIEKCY aHTHIeH-aHTH-
Telno. ANBTCPHATHBHBIN ITyTH aKTUBAIIMN KOMIZIEMEHTa HHUIUHPYETCsI KOH(GOpMannoHHOH Gpopmoii C3 KOMIOHEH-
ta— C3(H,0). [Tokazano, 4T0 1pu XPOHUIECKOM JIUM(OIIEHKO3E, XOKKUHCKIX, HEXOPKKMHCKMXJIMM(OMAX 1 paKe
MOJIOUHOH JKeJIe3bl CHIDKAeTCsl cuta cBs3biBanms Mexay 1gG u Clq, 4To BbIpa)kaeTcsi B yBEIMYCHUH KOHCTAHTbI
Jucconuanuu. OMHON U3 IPHYNH JaHHOTO ()eHOMEHa MOXKET ObITh HOCTTPaHCIAHOHHAS MoaudukanuilgG mpo-
JyKTaMy JECTPYKINH HEOIUIACTHYCCKUX KIICTOK U OKPYKAIOIINX UX TKaHeH. B mponecce cloHTaHHOTO rUaposn3a
C3 KOMITOHEHTA IPH HHKYOALIMH CHIBOPOTKH KPOBH OHKOOOJIBHBIX (XOJDKKHHCKUE M HEXOIKKUHCKHEIUM(POMBI, paKk
MOJIOYHOH JKeJe3bl) IIPOUCXOAUT u3Menenue yposus C3(H,0).

KiroueBble cnoBa: cucteMa KOMIIEMEHTa, OHKOrematosiorudeckue sabonesanus, Clq, C3(H,0), IgG
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Complement is a system consisting of more than 20 cascade-active enzymes-hydrolases, designated from C1
to C9.Most of the components of the complement synthesized in the liver. Activation of complement by the classical
way begins with the accession of Clq to the complex antigen-antibody. Alternative pathway activation of complement
initiates a conformational form of the C3 component C3(H20). It is shown that in chronic lymphocytic leukemia,
jackinsky, nahodkinskaya and breast cancer reduced the strength of binding between IgG and Clq, resulting in the
increase of dissociation constants. One of the reasons of this phenomenon may be posttranslational modification of
IgG with the products of destruction of the neoplastic cells and surrounding tissues. In the process of spontaneous
hydrolysis of C3 component by incubation of the serum of cancer patients (hodgkinski and nahodkinskaya, breast

cancer) there is a change in the level of C3(H20).

Keywords: complement system, oncohematological diseases, C1q, C3(H,0), IgG

B xonme XIX cromerus ObUIO yCTaHOBIIE-
HO, YTO CBIBOPOTKA KPOBU COIEPIKUT HEKUH
«pakrop», oOMamarONUi OaKTEPHUIIHIHBEIMHU
cBoiictBamu. B 1896 romy Mosonoit yudeHblit
Krons bopne, mokasas, 4To B CBIBOPOTKE MMeE-
I0TCS /IBA Pa3HbIX BELIECTBA, COBMECTHOE JEH-
CTBHE KOTOPBIX IPUBOJHT K JIU3UCY OaKTEpHii:
TEpPMOCTAOMIBHBINH (aKTOp W TEepMOIaOuIIb-
HbIl (akTop. TepMocTaOMIbHBINA (aKTOp, Kak
0Ka3aJI0Ch, MOI' JAEHCTBOBAaTh TOJIBKO IIPOTHB
HEKOTOPBIX MMKPOOPIaHU3MOB, B TO BpEMs
KaK TepMOJIaOMIbHBIN (DakTOp MMeNn Hecmel-
n(pUUECKYI0 aHTUOAKTEPUATBHYIO aKTUBHOCTb.
TepmonaOuibHbI QakTop OBLT Ha3BaH KOM-
miemenToM. TepmuH BBen [layns Dpiaux B KOH-
e 1890-x ronos. CoryiacHO €ro TEOpUH, KIIET-
KH, OTBETCTBEHHBIC 32 MMMYHHBIE DPEaKIIHH,
HUMEIOT Ha IIOBEPXHOCTU PELENTOPbI, YTO CIIy-
KUT AJIs1 pacrio3HaBaHUsl aHTUTeHOB. CeronHs
9TH PELENTOPbl Ha3bIBAIOTCS «AHTHTEIAMUM.
AHTHTEIIA CBSA3BIBAIOTCS C ONPEACICHHBIM aH-
TUTEHOM, TAKXe C TePMOIa0MIbHBIM aHTHOAK-
TepUAIbHBIM KOMIIOHEHTOM ChIBOPOTKH KPOBH.

TepmonmabuibHbI GakTop DprX HA3BAI KKOM-
IUIEMEHTOM» TOTOMY, HYTO ATOT KOMIIOHEHT
KPOBH «CITY’KUT JIOTIOTHEHUEM» K KIIETKAM HM-
MYHHOM CHCTEMbI. Y UEeHbIH MoJlarai, 4To uMe-
€TCsl MHOXKECTBO KOMIUICMEHTOB, KayKABIH W3
KOTOPBIX CBSI3BIBAETCSI CO CBOMM PELIEHITOPOM,
MOAOOHO TOMY, KaK PEeLENTOp CBA3BIBACTCS CO
cneru(puIeCKUM aHTUTeHOM|[ 6 ].

KommiemeHnT mpencrasisier coboi cucre-
My u3 6onee 20 KackaIHO-ICHCTBYIOMMX (ep-
MEHTOB-TH/IPOJIa3, TMOJYINBITNX 00O03HAUYEHUE
ot C1 o C9 (puc. 1).

CyuiecTByIOT TpH MYTH aKTUBALUU KOM-
IUIEMEHTA: KJIaCCUUECKUH, IEKTUHOBBIM U aJlb-
TEpHATUBHBIN (pHC. 2).

1. Knaccuyeckuii myTh akTHUBAaIlMM KOM-
TUIEMEHTA SIBJISIETCSt OCHOBHBIM, OH OCYLIECT-
BJIsSIeTCS CIEAYIONTM 00pa3oM:

a. Crauana akrusupyercs ¢ppakuus C1:
oHa cobmpaetcs u3 Tpex cyodpaxmuii (Clg,
Clr, Cls) u npepamaercsi B ¢epment Cl-
screpasy (Clqrs).

0. Cl-acrepazapacmensiet ¢ppaxknuio C4
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B. AkruBHas ppaxiusi C4b KOBaJICHTHO CBsI-
3bIBACTCS C TOBEPXHOCTHIO MUKPOOHBIX KIIETOK —
37ech NpucoenHseT k cede ppakuuio C2.

r. @pakmus C2 B KOMIUIEKCE ¢ (Ppakiueit
C4b pacmermsiercst C1-3cTepa3oii ¢ o0pa3oBa-
HHeM aKTUBHOI (ppakuuu C2b.

1. AxtuBHble (pakunn C4b u C2b B ogun
komiuiekc — C4bC2b — obnamarommii pepmen-
TaTUBHON aKTUBHOCTBIO. DT0C3-KoH8epma3za
KJlaccuueckozo nymu.

e. C3-xoHBepTaza pacimensier (ppakuuio
C3, HapabarpiBaio OOJBINHE KOJIWYECTBA aK-
tuBHOU (pakunu C3b.

*. AxtuBHas (paknus C3b nmpucoenuns-
eTcs K Komiiekcy C4bC2b u npespariaer ero
BCS-rxonsepma3zy(C4bC2bC3b).

3. C5-xoHBepTasa paciuenisier ppakuuio
Cs.

u. [TosBUBIIAsiCSI B pe3ynbTaTe 3TOro aKTHUB-
Has ¢pakius CSbnpucoenunsiet ppaxnuio C6.

k. Kommieke C5bConpucoenunsiet ppak-
uuio C7.

1. Kommmiexke C5bC6C7 BeTpamBaercsi B
dochonmunuanbiii Oucyioi MeMOpaHbI MH-
KPOOHO#H KJIETKH.

M. K 3TOoMy KOMIUIEKCYynpHCOeIuHsIeTCst
oesok C8ubenox C9. /lannbrii nonumep dop-
MHUpYeT B MeMOpaHe MUKPOOHOM KJIETKH TIOPY
JaMeTpoM OkoJio 10 HM, 4TO MPUBOIUT K JIU-
3UCy MHUKpoOa (Tak Kak Ha €ro IMOBEPXHOCTH
00pazyercsi MHOKECTBO TAKUX I10P — «AEATEIIb-
HOCTb» OAHOU eauHuIbl C3-KOHBEpPTa3bl NpU-
BOIUT K mosiBieHuto okono 1000 mop). Kommn
excC5bC6C7C8C9,00pazyromuiics B pe3yiib-
TaTe AaKTHBAallMM KOMILUIEMEHTa, Ha3bIBaeTCs
mempanoamaxyoujum komniaexcom(MAK).

C3 C3a

CS5a
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Haubonee cioxxHOE CTpOSHHE UMEET MOJIe-
kyna Clq (puc. 3), cocrosimas u3 18 noaumner-
THUIHBIX TeTiel Tpex TumoB. Bee 18 meneit cBo-
AMH KoJUTareHormomoOoHsIMu  N-koHIIamMu (78
OCTAaTKOB aMHUHOKHCIIOT) 00Opa3yloT KaHaToo-
OpasHyI0 CIHPALHO 3aKPyYEHHYIO CTPYKTY-
PY, OT KOTOPO# pacXOAsITCS B Pa3HBIE CTOPOHBI
C-xonueBbie yuactku 1neneir (103-108 amu-
HOKHCJIOTHBIX ~OCTaTKOB), 3aBEpIUAIOIINECS
10Oy SIpHBIMU TOJ0BKaMu. OHU MOTYT B3au-
MOJICHCTBOBATh C KOMILUIEMEHTCBSI3bIBAIOIIIUMHU
yaacTkamMu CH-IIOMEHOB aHTHTEN (B COCTaBe
AMMYHHOTO KOMIUIEKCA aHTHTeH-aHTHUTEJIO,
1gG nmu IgM), mocie yero HaunHAETCS aKTH-
Ballusl KOMIJIEMEHTA 110 KJIACCUYECKOMY ITyTH.
WHutmanust MOXKET MPOUCXOIUTh U aHTUTEIIO-
He3aBUCHMBIM oOpa3om: ¢ Clq MOryT CBSI3bI-
BaThCsl U IPUBOJIUTH K 3aIyCKY KJIACCUYSCKOTO
IyTH PEAreHThl KJICTOUHBIX CTEHOK OakTepuit
(aTIOTIONTMCaXapUIBI, TENITUAOTIIUKAHEI) [5].

Puc. 3. Cmpoenue komnonenma Clg
KOMNeMeHma.

2. JIeKTHHOBBIN MyTh aKTUBAIMH KOMILJIE-
MEHTa 3aIyCKaeTCsl KOMIUIEKCOM HOPMaJIbHOTO
Oeika CHIBOPOTKM KPOBH — MaHHAaHCBSI3bIBa-
romeronektuHa (MCJI) — ¢ yrmeBomamu 10-
BEPXHOCTHBIX CTPYKTYp MHKPOOHBIX KIETOK
(c ocTaTkaMu MaHHO3HBI).

3. AnbTepHATUBHBIN ITyTh AKTUBALIUU KOM-
IIeMeHTa. AKTHBALHMIO TI0 9TOMY ITyTH CIOCO0-
HBI BBI3BIBATh JIMIO-, IOJHCAXapubl OaKTepu-
QIBHOTO M PACTUTEIFHOTO TPOUCXOKICHUS,
KPOJIMYBbH SPUTPOIUTHI, CyOCTaHIIUM, HAXOJIsI-
IIFecsl Ha TOBEPXHOCTH BHPYCOB, OITyXOJe-
BBIX KJIETOK, @ TaKXKe KOMIIEKCHI aHTUTEHOB C
antutenamu kiaccos IgA u IgE, He umeronine
3¢ PeKTOPHBIX HEHTPOB A cBsi3biBaHust Clq u
arperupoBaHHbIC MUEIIOMHBIE OCIIKU YeI0BeKa:
1gM, IgA, IgG u IgE[3]. Lentpansuyto pois B
aKTHBAIlUM KOMIUIEMEHTA IO aJbTepHATUBHO-
My 1yt urpaetr C3 — KJII04eBOW KOMIIOHEHT
KOMITJIEMEHTa, YYacTBYIOINI B 0OecredeHun
HecrenupuIecko yCTOMYUBOCTH OpTraHU3Ma
K OaxrtepuanbHOil nHpeknuu. [lon BimsHUEM
C3 moBbIIIaeTCsl MPOHUIIAEMOCTh COCYIUCTOM
CTEHKHU M JICHKOLUTHI NePEMELIaloTCsl K oyary
BOCTIAJICHUS, MPOUCXOIUT MX JeTrpaHy’Isius,
B pe3ylbTare 4Yero BBICBOOOKAAETCS OO0JIb-
o€ KOJIMYECTBO OMOJOTHYECKH aKTHBHBIX
BemecTB. Oukcanms C3-KOMIIOHEHTa KOMILIE-
MEHTa Ha KJIETOYHOH CTEHKe OakTepHil (OTco-
HU3aIlKsl) PUBOAUT K YCHIEHHIO (harorurosa.
Kpome toro, C3-KOMIIOHEHT HMIpaeT Ba)XKHYIO
pOJb B Pa3BUTUHM ayTOMMMYHHBIX 3a0oieBa-
HUI{: OH BXOJIUT B COCTaB UIMMYHHBIX KOMILIIEK-
coB. Camxkenue ypoBHs C3 MOXET IPUBOIUTH
K OcnalleHnI0 ONCOHU3NPYIOUIeH (QyHKIUU
KpoBH, ¢aronnTosa u ruTonmsa. [lpu ero pac-
IIeTUICHNH Ha CYOKOMITOHEHTBI TPOHMCXOIUT
KOH(OpMaIMOHHAS TIEPEeCTPONKa MOJIEKYIbl U
obpasyercs ruaponusHas popma C3(H,0), xo-
TOpasi IPUCYTCTBYET B KPOBH NPH WHHULIUAIMN
KOMILIEMEHTA IO aJIbTepHaTUBHOMY myTH[1,3].

KoHeuHbIM pe3ysibTaroM aKTHBAaLUH KOM-
IUIeMEHTa sBJsieTcsi cOOpka MeMOpaHoaTaKy-
FOIEeT0  KOMIUTeKca. MemOpaHoaTaKyrommi
KOMILIEKC- TO MOHHBIA KaHaj (ITopa), B IIa3-
MaTH4YecKkoli MeMOpaHe OaKTepHalbHOW KJIeT-
ku. B ¢opMmupoBaHMHM KOTOPOTO y4acTBYIOT
kommonentel C3b, C5b, C6, C7,C8 u rias-
HBIM oOpazom C9 (5). Ilpu 3ToM MONEKyJIbI
C9mocnenoBaTenbHO IPUCOCAUHSIIOTCS K arpe-
rary, GopMHUpYsl KOJIBIIEBYIO CTPYKTYpY, Yepe3
IIEHTPp KOTOpoi MoOryT mudpyHANpOBATH HE-
OOJBIITE MOJIEKYIIBI, TAKUE, KaK BOJIBI M NOHEI.
OcMOTHYECKHE CHITBI CITOCOOCTBYIOT «HAKAUH-
BaHHIO» BOABI BHYTPb OaKTEpUAILHON KIETKH,
KoTOpasi HabyxaeT W JiomaeTcs (JIM3Upyer).

Bonbias 4acTh KOMIIOHEHTOB KOMILJIEMEH-
Ta cuHTe3upyercs B medeHu (oxono 90% C3,
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C6, C8, daxrop B u ap.), a Takkemakpodaramu
(C1, C2, C3, 4, C5). C3-KOMIIOHEHT CHHTE3H-
pyercsi B pa3MYHbBIX TKAaHSX W OpraHax H co-
crasisieT 10 70% 0T Bcex OeKOB KOMIUIEMEHTA.

Cucrema KOMIUIEMEHTa WIPaeT BaXKHYIO
pOJb B 3alIUTE OpraHu3Ma OT HH(EKIIH, MTPH-
HUMas yyacTue B obecriedeHn Hecnenupuyie-
CKOH M HMMMYHOJOTHYECKOW PE3UCTEHTHOCTH
OpraHu3Ma.

Pa3HOCTOpOHHSIST  OMOJNIOTHYECKas AaKTHB-
HOCTh KOMITJIEMEHTA CITIOCOOCTBYET BBICBOOOK-
JIEHWI0 THCTAMUHA W JAPYTHX Ba30aKTHBHBIX
AMHHOB, BBI3BIBAET CTHMYJISIIUIO OKHCIHTEIb-
HOTO MeTadoJIM3Ma, aKTHBAITUIO BHY TPHUKIETOY-
HBIX MPOLECCOB, MHUIMALMIO HANpaBJICHHON
MUTPalMU JICHKOLUTOB, pealn3alfi0 aHTUTe-
JI03aBUCUMOW  KJIETOUHOM IMTOTOKCUYHOCTH,
NOTEHIMPOBaHUE (HAroIUTO3a, MOAYJISIIUIO M-
MYHHBIX PEAKITHH, JTU3UC OaKTEpHil U BUPYCOB.

bakrepun yHUYTOXKAIOTCS JTHOO B pPE3yIlb-
Tare TPSMOTO JIUTHYECKOTO ACHCTBHA, JMOO
ImyTeM (UKCAlMi Ha WX TOBEPXHOCTH (par-
MEHTOB KOMIUIEMEHTA, KOTOPhIE PacliO3HAIOTCS
peuentopaMu GarouuToB. OMyXoseBble KIECTKH
JM3UPYIOTCSl KOMIUIEMEHTOM TIPH aKTHBAIUU
KJIACCHYECKOTO IyTH aHTUTEJIaMH, a B PSJIE CITy-
YaeB — 10 AILTEPHATHBHOMY MEXaHU3MY.

MOXHO BBIIETUTh OCHOBHBIE (YHKIIUH
KOMITJIEMEHTOB!

1. MUKpOOUIIUIHAS — HAIpaBJICHA MTPOTHB
OakTepuii, BUPyCcOB, IpuOOB

2. HIUTOIUTHYECKAs] — IPOTHB OIMYXOJIEBBIX
KJIETOK TPAaHCIUIAHTAHTOB, MPH MATOJIOTUU —
NPOTUB COOCTBEHHBIX( MpH JedeKTax peryis-
UM U YKyCaxX HACEKOMBIX M PETITHIINH).

3. yaactre B BoctiasieHnn — C2a, C3a, C4a, C5a

4. akTuBanus QarorUTapHON PeaKInh: Xe-
MOTaKCHCa, OTICOHU3AIUH, aJre3ud U TOTJIO-
menus. [naBublii pparment —C3b, HO xemo-
Takcuc crumynupyercs taxxe C3a nC5a.

5. B3aMMOJAEWUCTBUE C APYTMMM YACTAMHU
MmeracucreMblXaremana: 12 (akTop cBepThI-
BAa€MOCTH — CIIOCOOEH aKTHBHPOBATH CHCTEMY
KOMITJIEMEHTA TI0 aIbTePHATHBHOMY ITyTH.

Kamnukpeun, riasMuH, TPOMOUH — aKTH-
BupytoT C3, C4, C5, B.

6. ydacTHe B peryisiiiid MMMYHHOI'O OTBETa

7. ydacTre B aJUNIEPTHYECKUX PEaKIUAX —
aHa()MITOTOKCUHBI.

[TokazaHo, YTO MpPHU XPOHUYECKOM JTHM-
(honeitko3e, XOIKKHHCKUX, HEXOKKUHCKUX-
nmuM@OoMax U pake MOJOYHOH MKeJIe3bl CHU-
xaercst cuna cBaspiBaHug Mexay I1gGuClq,
BBIpaXKaromeecss B YBEIMYCHUUKOHCTAHTHI
JIUCCOIMALIMK, YTO MOXET OBITh CJICACTBHU-
€M TIOCTTPAHCIANHOHHOW MOAM(PUKAINU
IgGnurangamu-kaTHOHaMM NENTUAHOU U
JIUTTATHON TIPUPOIBI — MPOAYKTAMU AECTPYK-
LIMM HEOIJIACTUYECKUX KIETOK W OKpY¥Ka-
IomuX ux Tkaneu [2, 3]. B mpouecce croH-
taHHoro ruaponuza C3 KOMIIOHEHTa Mpu
WHKYOaIu# CHIBOPOTKH KPOBH OHKOOOJIBHBIX
(XOmMKKHHCKUE W HEXOIKKHHCKHETHUM(DO-
MBI, paK MOJIOYHOW >KeNe3bl) MPOUCXOIUT
W3MEHEHHE YPOBHS THIPOIU3HON (QOpPMBI
C3 C3(H,0) [1]. Cnenyer Takxke 3aMETHUTB,
YTO TPUMEHEHWE HMMMYHOMOIYIHPYIOIUX
cpeactB (3dupHbIe Macia, COeqUHEHHS OUO-
FEHHBIX METAJUUIOB) BBI3BIBAIIM KOPPEKIIHIO
JIaHHBIX MMoKa3arenei [3].
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