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PA3JIEJI XVII
CUCTEMA KOMIIVIEMEHTA
Yacmov 1

K.B. CepaooOunuen
Hayuno-xnunuueckuii Koncyaomamusuwlil yenmp aiiep2onouu u ummynonozuu, Mockea

Cucrtema ecTeCTBEHHOTO UMMYHUTETA COCTOUT
U3 KJETOYHOTO (aronuTapHOTO 3BEHA U TYMO-
paTbHBIX (HAKTOPOB, OCHOBHBIM W3 KOTOPBIX
SBJISIETCS KOMILJIEMEHT.

Cucrema KoMIieMeHTa OblJla OTKPBITA PaHbIile
IPYTUX TYMOPAJTbHBIX CHCTEM BPOKIAEHHOTO
nMMmyHuTeTa. OHa SABJISIETCS OCHOBOM 3alIUTHBIX
cusi  opranmama. KommiemMeHT TpeacTaBisieT
c000ii JIOrM4HyIo, ToYHeH M 06pa3oM cOataHcu-
POBAaHHYIO M pearupymolryio Ha MHOTUE BO3eli-
CTBUSI CUCTEMY, UMEIOIYIO BaskHellee 3HAYeHNe
N9 KIWHUIECKUX TPOSABICHUN BOCITATUTETHHBIX
peaxiuii [1, 2].

KoMmrmiieMeHT — cucTeMa ChIBOPOTOYHBIX Oeli-
KOB, BOBJIEKAEMBIX B PETYJSAIUIO BOCIAJEHUS,
aKTUBAINIO (HAroIUTOB M JIU3UC KIETOYHBIX MEM-
6pan [3].

Cucrema KoMIieMeHTa ObLTa OTKPHITA B KOHITE
XIX Beka corpynaukom WMucturyta Ilactepa B
[Mapusxe K. Bopae (J. Bordet). On obuapyskua
TEePMOJIAOUIbHBIT KOMITOHEHT CBIBOPOTKH, YCHUJIH-
BaOMKN (JOMOJHSIONNIT) ee OaKTepPUIIHIHBIE
cBOMCTBA JM3UPOBaHUs OakTepuil cremnuduye-
CKUMU aHTHTeNaMu. V3HAYaIbHO OBLT TPeIoKeH
TEPMUHOM <aJIEKCUH» (TEPMUH «KOMILJIEMEHT», OT
nat. complementare — pononusaTh, BBepen II.
IPAUXoM 1o3:ke). Bckope BBISCHUIIOCH, YTO KOM-
IJIeMEeHT — He OJMHOYHBIN dakTop, a Iesas
cucremMa (HakTOPOB, COCTOSIASA U3 HECKOJbKUX
KoMmoHeHTOB. OTpejiesieHre cocTaBa U CBOWCTB
6€JKOB KOMILJIEMEHTA SIBJISIETCSI IPUMEPOM OJie-
CTAIMUX Pa3pabOTOK KJacCHYeCKOil OMOXMMUU
cepenunbl XX Bexka [1, 2, 6].

JleBSAITH TEPBBIX OTKPBITHIX OETKOB CHUCTEMBbI
KoMILZIeMeHTa 0603HadyaioT OykBoii «C» (1o mep-
BOi1 GykBe cioBa «complements») ¢ mudpoit: C1,
C2, C3, C4, C5, C6, C7, C8, C9. Ilepsbie ueThipe
13 HUX, TPOHYMEPOBAHHBIE B MMOPSI/IKE OTKPBITHS, B
HacTosIIee BpeMs Ha3bIBAIOT KOMITOHEHTAMM KJIAC-
CUYECKOTO TIyTH aKTUBAIMU KoMIeMeHnTa [1-3].

B nponecce peanusaiuu cBoeil GMOJIOrnIecKoi
AKTUBHOCTH TEPBbIE MATH OEJKOB KOMILIEMEHTA
paCIIeTIIOTCS B ONpeieIeHHON TTocae10BaTe b-
HOCTM Ha aKTHUBHBIE [EHCTBYIOIINE IPOIYKTHI
«3allJIAHNPOBAHHOTO»> pactierienus. @parMeHTo
KOMIIOHEHTOB, 00pasyIonuecs Ipu PaciiernieH I
JIPYTUMU KOMIIOHEHTAMU CHUCTEMBI, e CTBYIONIIN-
MU Kak (GepMeHTbI, 0603HAYAIOTCS CTPOYHBIMHU
OykBaMu <a», «b», «c», «d», uan <«e». Menbiunii
(parmenT, momamaIUl B OKPYKAIONIYIO KUJI-
KOCTb, 0003Havaercss OYKBOI «a», a Gojiee KpyIi-
Hasl 9aCTh MOJIEKYJIbI, OCTAIONAasCcs CBA3AHHON C
JAPYTYMHU KOMIIOHEHTAMU UJIN KaKOH-T160 4acThio
HMMYHHOTO KOMILIeKca, — OyKBoil «b» (Hampu-
mep, C3a u C3b) [3, 6].

KomrmiemeHT BRJIIOYAET MPUMEPHO 24 KOMIIO-
HeHTa (BKJOYast O€JKU TJIa3Mbl U PEryJSTOPbI
CUCTEMBI), COCTABJISAOMNUX 0KOJIo 15% Oera-rio-
OyJIMHOBO# (hpaKIMK CHIBOPOTKHU KPOBU (Tabruia
1). KoHmeHTpanuu chIBOPOTOUHBIX KOMIIOHEHTOB
KOMTIJIEMEHTAa WM3MEHSIOTCS C BO3PACTOM; [JIsd
HOBOPOJK/IEHHBIX XapaKTepHa OT HeOOJBIION 10
yMEPEHHOU HEJ0CTAaTOYHOCTh BCEX KOMIIOHEHTOB
CHUCTEMbI KOMIIJIEMEHTA.

B mnacrogiiee BpeMs BbIICHEHA POJIb BOCHMU
CBIBOPOTOYHBIX M YETHIPEX MEMOPAHHBIX PETyJisi-
TOpHBIX GeskoB. OXapakTepu30BaHbl CEPO3HBII
PETYJISITOPHBIN O€JIOK 1 ceMb MeMOPaHHBIX perler-
TOPOB, CBSA3BIBAIOIINX KOMIIOHEHTHI KOMIIJIEMEHTA
W uX HparMeHThI.

O6paszoBaHue KOMIIOHEHTOB KOMILJIEMEHTA
MPOUCXOJUT MPEUMYIIECTBEHHO B I€YeHU, KOCT-
HOM Mo3re u cejesenke, a C1, oueBuaHo, 00pasy-
eTcs B 9TMUTEJUN TOHKOro Kuimeuynwka. Ompene-
JIEHHYIO POJIb B CUHTE3€ KOMIIOHEHTOB KOMILIE-
MeHTa UTPafoT Makpodaru, 4To oTpakaeT TECHYIO
CBSI3b MEXKIY 3TUMU IByMs cuctremMamu. CunTtes
uzer ¢ 6ospmioit ckopoctbio (Hanpumep, C3 cun-
Tesupyercs co ckopoctbio 0,5—1 mr OGenka/Kr
Macchl Tesa 3a yac) [4].
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Tabmna 1. Cocmae cucmemot komnaemenma [2, 6]:

CrbIBOPOTOYHBIE KOMIIOHEHTBI MeMGpaHHbIE PETYISATOPHbIE OENKI

Knaccuyeckuii myTh PK1

Clq MemOpaHHbIi KO-(haKTOPHBINA GEI0K

Clr ®daxrop, yckopsiomuii pacnag CD59

Cls (MeMOpaHHbBIT UHTHOUTOP PEAKTUBHOTO JIM3UCA)
C4

C2

C3

AJnbTepHaTHBHBINA Iy Th

®akrop B

®axrtop D

IIyTts ¢ yuactuem MCJI Cepo3Hblii peryasaTopHblii 0eJI0K
MCJI NuaktuBatop Cda/NJI-8

MCJI-acconunpoBanHnbie mpoTeasnr 1 u 2

MemOpaHOaTaKyIOIHUl KOMILIEKC

C5
C6
C7
C8
C9
PeryasitopHblii 6€JI0K, aKTUBUPY IONIHIA MeMOpaHHbIE PEIENnTOPbI
[Mponepausn (pakrop P) PK1
PeryasiropHbie 0€JIKH, HHTHOUPYIOLIHE PK2 (CD21)
PK3 (Cd11h/CD18)

Wuruburop C1
PK4 (CD11¢/CD18)

Pernenrrop C3a

C4-cBa3bIBAONINN OEJIOK

®axrop H
®axrop I Penentop C5a
ITporenn S Penenrop Clq
Knacrepun

MnaktuBaTop anahUIaTOKCUHOB

Ipumeuanue. PK — peyenmop xomniemenma. MCJI — manio30cesa3vieaoujutl 1eKmun.
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B mporiecce aBosonuu cucrteMa KOMIIJIEMEHTA
BO3HUKJIA OYeHb PAHO, €llle JI0 TOSIBJIeHUs ajar-
TUBHOU UMMYHHOU CUCTEMBI (Jlaske MOPCKUE 3BE3-
bl U Y4epBU MMEIT (QYHKIMOHAIBHYIO CHUCTEMY
KOMILJIEMEHTA). YCTaHOBJIEHO, 4YTO YysKe Ha 6-i
HeJleJIe IO/ CIIOCOOEeH CMHTE3UPOBATH OT/EIbHbIE
KOMIIOHEHTBI cucTeMbl, a Ha 10-i1 — Bce, XOTd B
MEHBIINX KoJudecTBax [4].

Cucrema KOMIIJIEMEHTA TIPEICTABISET OJUH U3
BaXKHEUINX (PAaKTOPOB UMMYHHOU 3alllUThl Opra-
HU3Ma U OCYIIecTBIsIeTcaenyomue Gynkmum [1,
4, 6]:

* <«3aIlyCK» U yCHUJIEHUEe BOCIAIUTEJNbHBIX peak-
1A

* akTuBaIMIoO haronTO3a;

* mpuBJedeHne GharouTOB MyTEeM XeMOTAaKCHCa;

* BbIBe/leHUEe UMMYHHBIX KOMILJIEKCOB;

* KJETOYHYIO aKTUBAIHIO;

* IpSAMYIO JIeCTPYKINIO (<«KUJIJIMHT») IaTOreH-

HbIX MUKPOOPTaHU3MOB;

* ydJacTue B MPOAYKITNU AaHTUTE.

OnHa 13 OCHOBHBIX (PYHKIIUH KOMILJIEMEHTA
COCTOUT B TOM, 4TOOBI BBISIBUTH U <«IIOMETUTH»
MaTOTeHbl, APYTHUe UYyKepPOJHbIE MW TOKCUYHBIE
(akTOpBI, KOTOPBIE HEOOXOAMMO YHUUTOKUTD MM
VIQJIUTh W3 OpraHm3ma. JTa (QYHKIUS peansy-
eTCs Pa3HBIMU MYTSIMU, CBI3aHHBIMU C aKTHBAIIN-
el cucTeMbl KOMIIJIEMEHTA, U YCUJINBAETCS BHYT-
pPEeHHUMM MexaHu3MaMu. B pesyibrate aTOTO OCy-
MIECTBJISIETCS paclio3HaBaHue W BbiBefeHUe (K-
peHC)  YYyKePOJHBIX Hanuuue
HECKOJIBKUX TMyTell aKTUBAIMU TPUIAET CUCTEME
KOMILJIEMEHTA «THOKOCTH», CIIOCOOHOCTh aKTUBU-
pPOBATbHCS B PA3JUYHBIX CUTYAIUSIX.

KomIieMeHT — 9TO cucTeMa B3auMO/IeCTBYIO-
mux 6eakoB. B HOpMe KOMITIOHEHTBI KOMILJIEMEHTA
HEAKTUBHBL. AKTUBAIUS KOMIIJIEMEHTA ITPUBOAUT
K JIN3UCY KJIETOK, HA TIOBEPXHOCTU KOTOPBIX TIPO-
HMCXOMUT KacKaJ peakiinii KomiieMeHnTa [5].

@DyHKIUS BCeil CUCTEMBI 3aBUCUT OT TOCJIEI0-
BAaTEJBHOTO, KACKaJHOTO B3aMMOJIECTBUS ee
OTACTbHBIX KOMIIOHEHTOB. AKTHUBAIMA KasKIOTO
KOMITOHEHTA, 32 UCKJIIOYEHUEM IEPBOTrO, TPebyeT
AKTUBAIMU TPEBIIYIIEr0 KOMIIOHEHTa (-0B) Kac-
kazsa. BsauMozseiicTBUSL MPOUCXOJST 10 TpeM
HanpasyieHusM (myTam) [2].

[TepBbIM OBLI OTKPHIT KJIACCHYECKUU IIYTh
AKTUBAINY, THUTITMUPYEMBI aHTUTEIaMU, CBSI3aH-
HBIMU C HOBEPXHOCTHIO KJETOK-MHUIIEHEH. ITOT

AHTHUTEHOB.

IIyTh aKTUBALIMU J0BOJbHO 3(p(dEeKTUBEH, HO /I

€ro 3aImycka HeOOXOIAMM MpeABAPUTENbHBIA KOH-

TaKT ¢ MUKPOOPTAHU3MOM U NIPOAYKIIUS IPOTUBO-

MUKPOOHBIX aHTUTEJI.

AnpTepHaTUBHBINI TyTh aKTUBAINHN, U3YYE€HHBIHI
B 50-x rogax XX Beka, npejcTaBasgeT coO0i He3a-
BUCHUMBIN OT aHTUTEJ MEXaHU3M aKTUBAIUM KOM-
IJIeMeHTa, ITPOUCXO/AIIel Ha TOBEPXHOCTHU 11aTO-
TeHOB.

Krnaccuueckuil n anprepHaTUBHBIN IIyTh B3au-
MOJIEHCTBYIOT JIPYT C JAPYrOM 4Yepe3 WX CIocoO-
HOCTHh akTuBUpoBaTh kKommnoHeHT C3. IloaTomy B
HEKOTOPBIX CJIy4asiX aHTHTeJa BCe JKe MOTYT aKTH-
BUPOBATH aJbTEPHATUBHBIN My Th.

OTKpBITHIN MTO37IHEE APYTUX JEKTUHOBBIN TyTh
akTuBaIuu (C ydyacTheM MaHHO30CBSI3BIBAIOIIETO
gexktrra — MCJI) Takke He TpeOyeT IIPUCYTCTBUS
AQHTUTEJ, U AKTUBAIMS TPOUCXOAUT HA MTOBEPXHO-
CTH KJIETOK-MUTIIEHEN.

O6muMyu  TpU3HAKAMU
ABJISIIOTCS:

* aktuBanuga C3 — caMoOro BasKHOTO U IPUCYT-
CTBYIOIIETO B OOJIBIIOM KOJIMYECTBE KOMITOHEH-
Ta KOMILJIEeMEHTa;

* KaCKaJHBIN THUI MPOTEOJIUTHYECKOHN peakInui,
Py KOTOPOM aKTUBUPOBaHHbBIE GEJKH KOM-
neMeHTa TproOPeTaoT cBoicTBAa hePMEHTOB
U PACIHIETJISIIOT IPYTHEe KOMIOHEHTHI, COOOTIasT
uM (epmentaTuBHBIe cBoiicTBa. Te, B cBOIO
ouepe/lb, PpaACLICIIAIOT CJeAYOUUH KOMIIO-
HEHT U T.J. DTOT KOMILJIEKC IOCJIeI0BaTENb-
HBIX U YIOPSZOYEHHBIX PeaKkiuil onpeessieT
HapacTaoIuil W MoajepKuBaeMblii addekT
KaCcKaJHON aKTUBAIIUU CHUCTEMBI
MEHTA.

Takum 06pazoM, CpaBHUTETIBHO c1abbIi TIEepBO-
HAYaJbHBIA CTUMYJ MOXKeT 0OYCJIOBUTD TPOSIBJIE-
Hue OBICTPOTO U BhIpaskeHHOTo 3 dekra. B Tabm-
e 2 mpejcTaBIeHa KpaTKasl XxapaKTepUCTHKA Kaxk-
JIOTO M3 IIyTeil aKTUBAIIUH.

Ha saksounTesbHOM aTalle Bce MyTH aKTHUBa-
UM KOHBEPIUPYIOT B OOUIUNA TEPMUHAIBHBII
myTh, KOTOPBII XapakTepusyercsi HedepMeHTa-
TUBHBIM Pa3pbiBOM MeMOpaHbl U JUTUYECKUM
KUJIJTMHTOM T1aTOTeHOB.

MMmMmyHHyI0 3a1UTy U 1aTosorudeckue apdex-
ThI OIIOCPEAYIOT (PparMeHThl U KOMILJIEKCHI KOMIIO-
HEHTOB KOMILTIEMEHTA, 00Pa3yIOINIHecs: B MPOIeCCe
AKTUBAINU:

BCeX Tpex IMmyTei

KOMILJIE-
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Tabsuna 2. Axkmueamopwvt cucmemot komnaemenma [1]

Iyt MukpoopraHu3aMbI
HIMMYHOII00 Y IMHBI
aKTHBaLMU Bupycst Bakrepuu
Knaccu- Nmmynnbie kom- | BUY u npy- Muxo- [Tosmannonst, oco-
YeCKUii TIJIEKCBI, COfIeP- rie peTpoBU- TIJIA3MBI GEHHO CBSI3aHHBbIE C
xamue IgM, PYCBbI, BUPYC karnoHamu, PO43-
IgG1, 1gG2 wnn BE3UKYJISIPHO- (AHK, munup A,
IgG3 rO CTOMaTUTa Kap/IMOJIUTINH),
SO42- (nexcrpan-
cysbdar, renapus,
XOHIPOUTHUHCYJTh-
ar)
JlekTuHoO- BUY u npy- Mmuorue rpam- CTpYyKTyPBI C KOH-
BBIT Tie peTPOBU- MTOJTIOKUTEITh- 1I€BBIMU MAaHHO3HBI-
pyCBI HbIE Y TPAMOT- MU TPyHIIaMU
pulaTesIbHbIE
Gakrepu
AnwrepHa- Nmmynnbie kom- | Kietkn, Muorue rpam- | Tpumanoco | [lekcrpancysbdar,
TUBHBIN mekcol ¢ [gG, nHGUIIPO- MTOJIOKUTETb- MBI, JICHIIT- | TeTeposioThYecKne
IgA nnu IgE BaHHbIE HEKO- | Hble U TPAMOT- | MaHWH, APUTPOIUTHI, CJIOK-
(menee ahdek- TOPBIMU pullaTesibHble MHOTHE HbIE YTJIEBOJIBI
TUBHBI, YeM 110 BUpyCcaM# Gakrepuu rprOBI (Harpumep, 3MMO-
KJIACCUIECKOMY (mampumep, 3aH)
MyTH) BUPYC
OTIITeH-
bapp)

* HebOJIbIINE XeMOTAKCUYECKUE W MPOBOCIIAJNU-
tenbuble hparmentsl C3a u Ca;
* KpymHble onconusupyiomme Gparmentsr C3b u

C4b;

e JINTUYECKUI MeMOpaHO-aTaKyIOUUH KOMIIJIEKC

(membraneattackcomplex — MAC).

ITta cTpyKTypa 0O6pasoBaHa MATHIO TJIOOYJISAP-
HBIMU OeJIKaMK T1JIa3Mbl, COCIMHEHHBIMU JPYT C
APYTOM, KOTOPBIE MOTYT CBSI3BIBATHCSI ¢ MeMOpa-
HOW 1 06Pa30BBIBATH TIOPY.

[lasee paccMOTpUM KaKABIM TMyTh aKTUBAIIUHT
CUCTEMBI KOMILJIEMeHTa TopobHee [1-4, 6].

KJIACCUYECKUI IYVTh
AKTHUBAIUSA 110 KJIACCUYECKOMY IIyTH CBS3bIBa-
€T CHCTeMY KOMILJIEMEHTa C aJallTUBHON MMMYH-
HOW cuCTeMOI. AKTUBAIINIO WHAYIIUPYIOT aHTUTE-
Jla, CBSI3aHHbIe C QHTUTEHOM, B IPUCYTCTBUU

Ca2+, T.e. 3T0O UMMYHOJIOTHYECKH 0OYCIIOBICHHBIN
mmpoiiecc.

B HeM BBIZIEIAIOT CileyIONINe STATTbI:

1. PacnosnaBanne UMMYHHBIX KOMILIEKCOB U
aktuBanug C1 (mepBOTO KOMIIOHEHTA KOMIIJIEMEH-
Ta) OCYIIECTBIIsIETCST Oarofapst B3auMoIefCTBUIO
pentenitopa C1 ¢ Fe-dgparmentamu anturtesn (He
CBSI3BIBAIOIIEH aHTUTEH YaCTU MOJIEKYJIbI aHTUTE-
ga). Hawmbosmee BaxkubimMu axtuBaTopamu C1
SBJISIIOTCS MMMYHHBIE KOMILIEKCHI, COepsKaliue
IgM, IgG.

OtpenbHo orMmeTuM, uTo durcuponath Cl
MOTYT He TOJbKO aHTUTesa, HO U C-peakTUBHBIN
6€eJIOK, pearupyloluil ¢ yrieBoJAOM MHUKPOGHOI
CTEHKU. YPOBeHb 3TOro Oesika BO3pacTaeT MpH
HEKOTOPBIX BOCHAJUTEJBHBIX TIpolieccax. Takum
00pa3oM KJIaCCUYECKUil IyTh aKTUBAIIMK KOMILJIE-
MEHTa MOKET HAauMHAThCs M NPU OTCYTCTBUU
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antures. K arenram, ciocobHbiM nipsimo (6e3 yua-
ctusi aututen) aktuBuposaTh C1, mpunHaaizexar
HeKoTOpble GakTepuu, Mycoplasma, BUpyCHbIE
PHK, xpucranabpl MOueBON KUCJIOTBHI, JIUITUHBIN
KOMIIOHEHT A 0GaKTepuaJbHOrO JHIOTOKCHUHA WU
MPOAYKTBI TKaHEBOTO pacmaza (amonTo3HbIe
My3bIPbKN U MUTOXOH/IpHUAJIbHbIE MEMOPAHBbI).

2. Bropoii atan Briouyaer obpazosanue C3-
KouBepTazbl U CH-KOHBEPTa3bl IyTeM OTIIEIIe-
Huss ot rtamMma-nienru C4 ¢parmenta C4a.
O6pasoBaBmmmiicss ¢parment C4b moxker Hero-
CPEICTBEHHO MPUCOEANHITHCI K MeMOpaHe KJIeT-
KU-MWUIIEHW WU aHTUTeny. K aTuM CBS3aHHBIM
KoMIoHeHTaM KoMmiuiemeHnta C4b B mpucyrctBum
nonoB Mg mpucoeaunagiorcas C2a-bparMeHTHI,
ob6pasosaBmuecs uz C1, kommuekc C4b-C4a
npezcrabisier coboit C3-KoOHBEpTa3y M BCsI [[ajib-
HeWmas aKTUBAIMs KOMILJIEMEHTA OIpe/eseTcs
C3-KoHBepTa301i.

Knaccuyecknii u aqbTepHATUBHBIN TTyTH aKTU-
BAIlMW KOMIIJIEMEHTA B3aWUMHO BJUSIOT APYT Ha
npyra depes C3. C3-kouBeprasa ormiensier ot C3
dparment C3a, obnazaomuii coiictBaMuaHadu-
JIOTOKCUHA W XeMOTaKCUHA. 3a CYeT OTIIeTIeHUS
C3a or C3 Hna ocraBmemcsa ¢parmente C3b
OTKpPBIBAeTCS TPYIIUPOBKaA, crnocobHast oOpaso-
BBIBaTh a(pupHyto cBsi3b ¢ OH-Tpynmamu kieTou-
HOIl MeMOpaHsbl, ¢ momMolnbio kotopoit C3b dukcu-
pyiorcst Ha MeMOpaHe KieTku, 6Gakrepuu. B cBs-
sanHoi (¢ MmeMOpanoii kierku) dpopme C3b obiia-
naeT abPUHHOCTHIO K TTOBEPXHOCTH MaKpodaros,
HeliTtpodusos, B- u T-nmumdbonuroB nu Moxer
coepunsaThes ¢ C5 M ONITUMUBUPOBATH 0OPa30BaB-
MIMICs KOMILIeKe st aeiictBust C5-KOHBEPTA3bl.
C5-KOHBepTa3HOU aKTUBHOCTHIO 006JagaeT KOM-
minekc C4b, 2a, 3b kiraccuueckoro mytu akTtuba-
1197078

Bosuwukatomuit o kmaccuueckomy mytu C3a
BMecTe ¢ dakropamu B, D, P (ato dakTopsl ab-
TEPHATUBHOTO TYTU aKTUBAIIUU KOMIIJIEMEHTA:
¢axrop B-nipoaktuBarop C3 110 asbrepHATUBHOMY
myTu; dhaxtop D-cepuHoBas mporteasa, pa3pyiian-
mas ¢akrop B nocie ero coequnenns ¢ C3b; dax-
top P-tiponiepann) ctumynupyer gajibHelnee pac-
mertenne C3 u mpuobperaer Mpu STOM aKTHB-
Hocth C5-konseprasel. Oba Tha akTuBaTopos: 1)
C3au 2) dakroper B, D u P seiicTByioT cCOBMECTHO.

Oo6pasoBasmiasicss C5-KoHBepTaza pacIierisier
C5 na Cbha (addexTuBHbll aHADUIOTOKCUH U

xemorakcut) u C5b. C5b kpaiine nabuieH u cra-
OMIMBUPYETCS TOJBKO Tpu cBsidbiBaHuu ¢ C6 u
C7. Kommexke C5b67 mosker cyliecTBoBaTh B pac-
TBOpPEHHON (opMe, a MOKET CBIA3BIBATHCI C MEM-
OpaHoil KjeTKu-MuiieHr (OH Takyke obJajaer u
cBoiicTBaMu XeMOTakcwHa). CBI3aHHBIM € MeM-
6panoit komiiekc C5b67 mpucoenunser k cebe
oany mosekyiay C8 m 3 mosexynbr C9, obpasys
C5b-C9 komIuIeKc, KOTOPBINA IOBPEKIAET MEM-
OpaHy — B MTOT€ HACTyIaeT OCMOTHYECKUN TeMO-
JIN3, eCJIM peub uaeT 00 dPUTPOIUTAX, WK JU3UC
GakTepuil, ecJIu pedb UaeT 0 HaKTEePHIX.

Cpenu 6akTepuit IMEIOTCST BUIBI, YCTONUYNBbIE K
JleiicTBUIO KoMILIeMeHTa. B aToMm ciydae periaio-
UM OKa3biBaeTcs 2 GeKT OMICOHUBAINHT MaKpoda-
TOB € TTocyieytormumM darormuto3zom. OnpeaeseHHy0
poJIb TIPU aTake KOMILJIEMEHTOB TPaMOTPUIIATEb-
HBIX OAaKTEPUUUTPAET JIM3OIUM.

ArperupoBaHHble UMMYHOTJIOOYIMHBI aKTUBMH-
PYIOT KOMILJIEMEHT IO KJIACCUYECKOMY IYTH, UYTO
MOJKET IPUBECTU K 0OPa30BaHUI0 OOJIBIIOTO KOJIH-
yecTBa aHa(UIOTOKCUHOB C pa3BUTHEM aHadwu-
JakTrudeckoro moka. Ilpucoenunenue K pactBo-
PUMBIM UMMYHHBIM KoMIsiekcaM (K Fc-gparmen-
Ty Ig, BXoagmemy B MMMYHHBIH KoMmIulekc; Fe-
dbparmenT s pUKcAlUM Ha KJIETOYHONU Membpa-
He) C5b67 npuBOAKT K UX OTI0KEHHUIO HAa KIETKAaX
SH/IOTENIUST U aCCOIMAIMU C KJEeTKaMu KPOBH,
obycyaBivBast IEJbIH PsIJl CUCTEMHBIX IOpaKe-
Huil. Takue MMMYHOKOMIIJIEKCHbIE MEXaHU3MbI
CO3/IAI0T OCHOBY /s asmeprudeckux peakimii 111
THTIA, KACKa/la PeaKInii aKTUBAIUM KOMIIJIEMEHTa,
JIABUHOOOPA3HOMY BOBJIEYEHWIO B PEAKIINIO KOM-
MMOHEHTOB KOMIIJIEMEHTa C HapacTaHWeM KoJinde-
CTBa aKTUBHBIX (DPArMeHTOB KOMILJIEMEHTA.

[TocnemoBaTebHOCTD KJIACCUYECKOTO IYTH:
anturen-anTureno-C1-C4-C2-C3-C5-C6-C7-C8-
C9.

AJBTEPHATUBHBIN IIYTh

[Tepen omucanweM ajabTEPHATUBHOTO IIYTHU
AKTUBAINU KOMIIJIEMEHTA HECKOJIBKO CJIOB CIEey-
€T CKa3aTh O MPOIepANHE.

McexonubiM coObiTHEM NpU OOHapyKeHUH U
NaJbHEeNeM U3yYeHUW aJbTePHATUBHOTO MYTU
AKTUBAIlMM  KOMIIJIEMEHTA CTajJ0 OTKPBITHE
JI. TIunnemepom B 1954 romy Geska mpotepanHa.
[Tponepaun, uan dakrop (6emox) P, mpencras-
JisieT coO60i HECKOJIBKO PACTBOPEHHBIX B CHIBOPOT-
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Ke KpPOBU MPO(GEPMEHTOB, UTPAIOIINX KIIOYEBYIO
POJIb B CHCTEME KOMILJIEMEHTA U €€ aKTUBAIMU 110
aJbTePHATUBHOMY MyTH. DTOT OeI0K obecreunBa-
et crabuiusanuio komiekca C3bBb 3a cuer
ocsabjieHrsl ero CIoOHTaHHOM auccoruanuu. Ilox
BiusiHueM Gesika P BpeMst TIOJTyKM3HN KOMILJIEKCA
yBesnmuuBaercs ¢ 60 mukpocekyHz 10 90 cexyHI.
[ToMuMO 9TOTO, MPONEPAUH YCKOpPsieT cOOPKY
komiuiekca C3bBb u mpegoTsparaer geiicrsue Ha
Hero ¢akropa H. IIpomnepaun crnocobeH CBsA3bI-
BaTbhCs C MOBEPXHOCTHIO OAKTepUaNbHOIN KIAETKH 1
ycusmBath dukcarnuio Ha Hell C3-KoHBepTasbl
(C3bBb). IIpu s3TOM K KOMILIEKCY MOTYT IPHUCO-
eJIMHATBCS JIONOJTHUTEIbHbIe MOJIeKyIbl C3b, uTo
MPUBOANUT K TOSBJIECHWIO HA TMTOBEPXHOCTH KJIETKU
u36bITKa MoJsiekys1 C3b, BasKHOTO J1JIsT TIPOSTBIICHUST
onconusupyimomnero addexra KOMIJEMEHTA.
Kowmmieke P(C3b)nBb ¢yukimonupyer kak C5-
KOHBepTa3za (XOTs cOXpaHsSeT aKTUBHOCTb U B
otHonieHun KommnonenTta C3); npu aTom depmen-
TaTUBHAS aKTUBHOCTH 3TOTO KOMIIJIEKca, KaK U B
C3-koHBepTase, cBsi3ana ¢ Bb [6].

ANbTepHATUBHBIN IIYyTh aKTUBAIUM CUCTEMBI
KOMIIJIEMEeHTa HaunHaeTcsd ¢ pacimenienus C3 Ha
dparmentsr C3a u C3b (mpm asbrepHaTUBHOM
MyTH B peaknuu He yyacTByioT ¢paktopsl C1, C4 u
C2). lasbHeiinee Teyenue mpoiiecca UAeHTUUHO
KJTAaCCUYECKOMY Ty TH.

B kayecTBe aKTMBATOPOB MOTYT BBICTYIATh
nmoJncaxapuibl (3MMO3aH ), MHYJIWH, BBICOKOMOJIE-
KYJSIPHBIN JleKcTpaH, GakTepuabHble TOKCHHBI,
arpernpoBannbie 1gG4, IgA, IgE, uMmmyHHBIE KOM-
miekcot ¢ F(ab)2-dparmentamu, mporeassr (mias-
MUH, TputicuH), i1 KoOpbl, C3b. TIpu atom mytn
aktuBanuu aeiicrsyer ase C3-konBepraswl: 1)
C3Bb obnagaer He3HAYMTENbHOI AKTUBHOCTHIO U
nosiBJysieTcst mpu B3anMmogeiicteun C3 ¢ dakTopa-
mu B, D, P (ponepaurom). C3Bb crnocoberByer
obpasoBanuio, 2) BhicokoakTuBHOI C3-KOoHBEpTa-
31 — C3bBb, pesymbratom meiicTBUSI KOTOPOii
spasercss C3b.

OmnpenesnsgomuM 3TallOM B aJbTePHATHBHOM
NyTH aKTUBaIuu siBasietcss obpaszoBanme C3b,
KOTOPBIN TEPEHOCUTCS HAa AaKTUBUPOBAHHYIO T10-
BepxHOCTD. [Iporecc HaumHaeTcs: co CBA3BIBAHUS
C3b ¢ dakropom B (akTmBaTOp) B HPHUCYTCTBUU
MOHOB MarHus; obpasosasimiics C3bB mpespa-
naetcss mpu ydactuum daktopa D B Kommexc
C3bBb.

[TuTonmuTUyeckass akTUBHOCTD aJbTepPHATUBHO-
ro IIYyTH IOJHOCTBIO OIpejesisieTcs CBOCTBaMu-
000JI0YKM MUKPOOPTAaHU3MA U KJIETOYHOU MeM-
OpaHbl. YCTONYUBOCTH MeMOpaHe MPUIAIOT IJIKO-
MPOTEUHBI ¥ TJIIMKOJUIIN/IBI, CO/lepsKalllie OCTaTKU
cUaoBOl KUCJAOTH. CHasoBbie KUCTIOTHI UTPAIOT
Ba)KHYIO POJIb B PE3UCTEHTHOCTU MUKPOOPTaHU3-
MOB. BosibinHCTBO BUIOB GaKTEPHil HE COMEPIKUT
B cocTaBe 000JIOYKU CHATOBBIX KMCJIOT, HO MHOTHE
nmaToreHHble BUABI nX nMmeioT. OpHakKo, aHTUTENA
MOTYT M3MEHSATh CBoiicTBa (MOBEpPXHOCTH) 060-
JIOUKM MHUKPOGA M TaKUM 00PasoM IMOBBINIATH UX
YYBCTBUTEIbHOCTHh K KOMILJIEMEHTY.

CuasioBast KMCJI0Ta, KOTOpas MPUCYTCTBYET Ha
MOBEPXHOCTU MUKPOOPTaHU3MOB WJIU KJETOK,
MmoBbITIas akTUBHOCTH dakTtopoB I m H, mpensrt-
crByer obpasoBanuio C3-KoHBepTasbl ajbrepHa-
TUBHOTO TyTH. B J1I000M ciydae, 1o X0y ajabrep-
HATHUBHOTO MyTH 00pa3yeTcst 3HAYUTENbHOE KOJIH-
yecTBo aktuBHOro C3 M coeauHenuii, obsamaio-
MUX KAa4YeCTBEHHO TEeMU JKe OUOJOTHIECKUMHU
CBOICTBaMU, UTO U BellecTBa, 00pasyoIrecs mpu
aktuBanuu C1-C4-C2 (ksaccuueckuii myTh akTH-
BallUN).

BasxkapiM 3TammoM B aKTHUBAIMU TTOBEPXHOCTHU
SBJISIETCS CBSI3bIBAaHME NPOIEPANHA — B pe3yJibra-
Te BO3HUKAET BBICOKOA(GGUHHBIN PelrenTop s
C3 u omHOBpeMeHHO O6pasyercst CTaOWIbHBIN
komiiekc C3Bb (cmaboaktuBHast KoHBepTasa),
KOTOPBIN 3alUINAeT eTo OT MHAKTUBAIUK (HhaKTo-
pamu I u H.

B aT0il cBsI3M paszauyaloT /1Ba BUJA aKTHBATO-
POB AJIBTEPHATUBHOTO MY TH:

* TpPONEpPANH-3aBUCUMbIE AKTUBATOPbI

TOKCHUHBI, TOJIMCAXapU/ibl, aHTUTEJIA;
* TpONepANH-He3aBUCUMbIE aKTUBATOPHI — MPO-

Teasbl, siji KOOPHI.

AnprepHaTUBHAs aKTUBAIUSl KOMILJIEMEHTa —
OYeHb BAKHBIN KOMIIOHEHT HecmnenuduiecKon
PE3UCTEHTHOCTH K OAKTEPUsIM, BUPyCaM ¥ OJ[HO-
KJETOYHBIM MHUKpOOpTraHusmMamMm. B kauecTBe ma-
TOTEHETUYECKOTO 3BeHA aJbTepHATHBHAS aKTUBa-
IUsT KOMILIEMEHTa y4acTBYeT BO MHOTHUX 3a00-
JeBaHUAX (CTPENTOKOKKOBBIM TyioMepyioHed-
puT, HePUTHI TPU CUCTEMHOW KPACHOU BOJI-
yaHKe, TPUOKOBble WHMEKIUM, CENTUIIEMUS C
IMTOKOM ).

[TocrenoBaTeTbHOCTH ATBTEPHATUBHOTO ITYTH:
aktusaTop — C3bBD — C3-C5-C6-C7-C8-C9.

IH/10-
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MCJI-IIYTD

MCJI, npunaanexaiiemMy K KOJJIEKTUBHOMY
CEMENCTBY YTJIEBO/I-CBI3BIBAIONINX OEJKOB (KOJ-
JIEKTUHOB), OTBOJIAT Ba)KHYIO POJib B (popMupoBa-
HUU BPOKIAEHHOTO HeCHelu@puueckoro MMMyHHU-
TeTa; OH 00JazaeT CTPYKTYPHOH TIOMOJIOTHE ¢
C1q. IIpu B3aumopeticteuu ¢ ayms MCJl-acco-
MUUPOBAHHBIMM ~ CEPUHOBBIMU  ITIPOTea3aMu
(MACII) MCJI cBsizpIBaeTcs ¢ ocTaTKaMU MaHHO-
3bl Ha TIOBEPXHOCTU OaKTepuil U rpubOB u, 1M0100-
Ho Cls, pacmensser C4 u C2, akTUBUPYST TeM
CaMBbIM KacKaj KoMiieMeHTa. KMHUHOTOZOOHBI
nenTuj, otuienagonuiicsa ot C2, HenmocpecTBEH-
HO BJIMSIET Ha MMOCTKAIUJIJISIDHBIE BEHYJIbI, TTOBbBI-
nrask X MPOHUTIAEMOCTh W BBI3BIBAS OTEK TKaHEI.
[Tentuxy Cda obnamaer caaboit aHaUIATOKCHHO-
BOI1 aKTUBHOCTBIO M, PEArupPysl C TYYHBIMU KJI€TKa-
MU, BBI3BIBAET CEKPEINi0 XUMUYECKUX MeIuaTo-
POB aJJIEPTUYECKUX PeaKInii HeMeJIJIeHHOTO THTIA,
BKJIIOUast ructamMui. IlosaHee obpasyiomuecs Ha
stom iyt C3a u C5a npeacrasisaior coboit bosee
akTuBHBIe aHaduaaTokcuuel, a C5a, KpoMe TOrO,
urpaer poJsb xemoarrpakrtanTta. @uxcaius C4b,
CO3/1aeT BO3MOKHOCTh TTPUCOETNHEHUS KOMILJIEK-
ca K HerTpodumsam, Makpodaram, B-numdoruram,
JEH/IPUTHBIM KJIETKAM U 9PUTPOIIUTAM.

Ha crenyromem aTame mpoucxXoAuT paciiernie-
e C3 ¢ obpasoanuem C3b. Cpenn Bcex KOMIIO-
HeHTOB KomiuiemeHnTa C3 MmpucyTcTByeT B Hau-
GOoJIbIIIEHT KOHI[EHTPAIIUHN, U €70 aKTUBAIIMS — BaXK-
HeWImuil aTanm KackajHoro mpoiiecca. Pacmiern-
nenuio C3 crnocoberByer C3-koHBepTasa KJaccu-
gyeckoro (C1-C4-C2) wam anbTrepHATUBHOTO
(C3bBb) mnyru. @urcanuss C3b obecrneunBaer
NpucoeaHeHe KOMILIEKCAa aHTUTEH-aHTUTEO K
KJIeTKaM, 00JIaIaI0IINM PETETITOPOM 3TOTO KOMITO-
HeHTa (penentopoM kKomiiementa 1, PK1), — B-
suMdonuram, sputporutaM u darorurtam (Hel-
TpoduIaM, MOHOITUTAM U Makpodaram), 9To TIpu-
BoaMT K (haronurtoldy. bes csaswviBanus C3 ¢ MUK-
poopranuamMaMu HEUTPOPUJIbl He TPOSIBJISAIOT
aronmTupytomnieii GyHKIUN B AKCTIEPUMEHTAX 7
vitro. Pa3BuTue TSKeJIbIX THOWHBIX MH(MEKIUN y
60bHBIX ¢ gepunurom C3 CBUAETENBCTBYET O
HeadexTuBHOCTH (haromuTo3a u in vivo. AKTUB-
Hocth C3b 3aBucur or ero paciemierus (hakro-
pom I (umaktuBaropom C3b) ¢ obpasoBanuem
iC3b, xortopslii, cBsasbiBasich ¢ penentopom iC3b
(PK3) Ha daromnurax, criocob6cTByeT haroiurosy.

HManpueiimas gerpaganus iC3b dakropom I u
nporeasaMu IPUBOAUT K mossieHunio C3dg, a
sarem u C3d. [Tocaexnuii cesisbiBaercst ¢ PK2 na
B-nmumdonunTax, urpasi posib KO-CTUMYJSTOpPA
UHYIIUPYEMOU aHTUTEHOM aKTUBAllMU B-KJeToK.
[TocaeposareabHocts MCJI-myTi: MUKPOOHBINA
MaHHaH (moJimcaxapuji KJIETOYHOU CTEeHKHU) —
MCJI/MCJI-acconnmupoBanHbie nipoteassl 1 u 2 —
C4-C2-C3-C5-C6-C7-C8-C9.

MEMBPAHO-ATAKYIOIIWI KOMILJIEKC
(MAC)

[To cymectBy, MAC mnpexacraBiasier coboii
TpaHCMeMOPaHHYIO MOPY. Y4acTOK MeMOpaHbl, Ha
KOTOPOM NPOUCXOAUT pacineryienre C5, aBisieTcs
TeM MeCTOM, rje HaunHaercss cbopka MAC.

[TocaenoBaTeibHOCTD peaKIIUiA, TPUBOAAIIUX K
UTO/IN3Y, HauwHaercst ¢ mpukperienns C5b k
C5-akTuBupyioiieMy (GepMeHTy KIacCcuyecKoro
(C4b2a3b) uau anvrepuarusuoro (C3bBb3b)
myTH.

Eute Oyaydunm cOeIMHEHHBIM C KOHBEPTa30ii,
C5b cBasbiBaer cuauvana C6, a satem C7, mpucyr-
CTByIOIIMEe B mua3Mme. B mpoiecce cOHOpKuU 3TOTO
TpuMoJIeKyaIsspHOro Komiiekca C5 b67 mpowucxo-
AT KOH(MOpPMAIIMOHHbIE W3MEHEHUs, BbI3bIBAIO-
iue:

* OTJeJieHre KOMILJIeKca OT KOHBEPTAa3hl;
* TpeBpalleHne KOMILIEKCA U3 TUAPOMUIBHOTO B
ruIpoGOOHBI.

Komruieke mpoyHO CBSI3bIBAeTCsSI ¢ MEMOPAHO
3a cyeT cBOero JabuIbHOro rugpohobHOTO yyacT-
Ka, XoTs 6oJblas yacTh obpasosasierocss C5b67
WHAKTUBUpYeTCcS B Kujakoil ¢aze. CBA3aHHBIN €
Memb6panoii komiieke C5b67 npucoenunsier C8,
MPUCYTCTBYIONIUN B IJIa3Me, a 3aTeM B KOMILIEKC
BKJIIOYAETCS 3HAUNUTEJbHOE Ynca0 MoHoMepoB C9,
sasepmas obpasosanrie MAC. ITonHocTbio chop-
mupoBanHblii MAC o6pasyer B MeMOpaHe KecT-
KYyI0 TIOPY, CTEHKH KOTOPOH COCTOSIT U3 MOHOMe-
poB C9 (ux umcyo pocturaer 12), pacnosoxen-
HBIX BOKPYT IEHTPAIbHONW MJIOCKOCTU. BHYT-
PEHHUI fuaMeTp mop MoKeT gocturath 10 HM, 4TO
MPUBOJIUT K CIEAYIONIEMY:

* JIaeT BO3MOKHOCTH CBOOOTHOTO TOKA KUIKOCTHU

U 9JIEKTPOJIUTOB Yepe3 MeMOpaHy;
 Oyrarojiapst BBICOKOMY BHYTPEHHEMY OCMOTHYE-

CKOMY JIaBJIEHUIO KJIeTKa pa3dyXaeT u pa3pbiBa-

eTcs.
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Merabosuecku HeaKTUBHbIE KJIETKH, HAIPU-
Mep cTapble 9PUTPONUTHI, JErKO JU3UPYIOTCH
maxe 1pu HeOOJBIIOM 4YUCTe TOBPEKIEHU,
Boi3Banubix MAC, Toria Kak >KM3HECIOCOOHbIE
spocojiepKalie KiaeTku «uszberarors rubenn 3a
CcYeT aKTUBHOCTH MOHHOTO HAcOCa B COYETAHWU C
mpolleccaMy BOCCTAHOBJIEHUSI HApYIIEHHOW IIPO-
HUI[aeMOCTH MeMOpaHbl (3akpbiTust opbi). Jlaxke
ecqid KJeTKa He morubaer, MOBPeK/IeHWs, HaHe-
ceanbie MAC, MOTYT CyIIeCTBEHHO HapyIlIuTh ee
bynxmum.
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