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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 (aronmTapHOTO 3BEHA U TYMO-
paiTbHBIX (HAaKTOPOB, OCHOBHBIM U3 KOTOPBIX
SBJISIETCS KOMILJIEMEHT.

Cucrema KoMIieMeHTa OblJla OTKPBITA PaHbIIile
IPYTUX TYMOPAJTbHBIX CHCTEM BPOXKIAEHHOTO
nMMmyHuTeta. OHa SBJISIETCS OCHOBOMN 3alIUTHBIX
cusi  opranmama. KommiemMeHT TpeacTaBisieT
c0o00ii JIOTUYHYI0, TOUHENTIIM 06pa3oM cOaaHCu-
POBaHHYIO M pearupylonryio Ha MHOTHE BO3eli-
CTBUS CHCTEMY, UMEIONIYI0 BakHelIee 3HaUeHUE
NI KIWHUYECKUX MPOSIBIEHUN BOCIATUTETHHBIX
peaxtuii [1, 2].

KoMmmiemeHT — cucreMa ChIBOPOTOYHBIX Oeli-
KOB, BOBJIEKAEMBIX B PETYJSAIUIO BOCIAJEHUS,
aKTUBAIMIO (HArOIUTOB U JIM3UC KIETOYHBIX MEM-
6pan [3].

Cucrema KoMIieMeHTa OblTa OTKPHITa B KOHI[E
XIX Beka corpyanukom HMucrtutyrta Ilactepa B
[Tapuxe K. Bopue (J. Bordet). On obuapyskuin
TEPMOJIAOUIBHBIN KOMITOHEHT CHIBOPOTKHY, YCHUJIH-
BaoIKi (AOMOJHSONNIT) ee OGaKTepUIMIHbIE
cBOIiCTBa JM3UpOBaHUs OGakTepuil creruduue-
CKUMU aHTHTeaaMU. VI3HA9anbHO OBLT MPeIoKeH
TEPMUHOM <«QJIEKCUH» (TEPMUH «KOMILJIEMEHT>, OT
nar. complementare — ponosusaTh, BBemeH Il
IJpanXoM 103ke). Bckope BBISCHUIIOCH, YTO KOM-
IJIeMEeHT — He OJWHOYHBIN (dakTop, a Iemas
cuctemMa (HaKTOPOB, COCTOAIIAS W3 HECKOIbKUX
koMrioHeHTOB. OripejieieHne cocTaBa M CBOHCTB
6eJIKOB KOMILIEMEeHTa SBJISeTCS IpuMepoM OJie-
CTAMMUX Pa3paboTOK KJIACCUUYECKON OMOXUMUM
cepennubl XX Beka [1, 2, 6].

JleBSATH TEPBHIX OTKPBITHIX OETKOB CHUCTEMbI
KoMILIeMeHTa obo3HayatoT OykBoit «C» (1o mep-
BOIl OykBe cioBa «complements) ¢ mudpoit: C1,
C2, C3, C4, C5, C6, C7, C8, C9. Ilepsbie ueThipe
13 HUX, TPOHYMEPOBAaHHbIE B MTOPSI/IKE OTKPBITHUS, B
HacTosiee BpeMs Ha3bIBAIOT KOMIIOHEHTaMU KJIaC-
CUYeCcKOTO TIyTH aKTUBAIMU KoMTeMenTa [1-3].

B mportiecce peasnusaiuu cBoeit OMOJIOTUIECKON
AKTUBHOCTH IepBble TATh OEJIKOB KOMILIEMEHTA
pacIIeIISIIoTCST B OIPeleIeHHON T10C/Ie/10BaTe /b-
HOCTU Ha aKTWUBHBIE JEWCTBYION[HE IMTPOJYKTHI
«3alIaHUPOBAHHOTO» paciieryienus. OparMeHThI
KOMITOHEHTOB, 00pa3youuecst Mpu PacilelieHun
JIPYTUMU KOMITOHEHTAMH CHUCTEMBI, JAeHCTBYIOIIH-
MU Kak (epMeHTB, 0003HAYa0TCsI CTPOYHBIMU
OykBaMu <a», «b», «c», «d», nan «e». Meubinii
dparMenT, MomasAOIMNi B OKPYKAONIYIO KUI-
KOCTbh, 0003HavYaeTcss OYKBOU «a», a Gojiee KpyTi-
Hasl 4acTh MOJIEKYJIbI, OCTAIOIIAsCsA CBSI3aHHON C
JIPYTUMH KOMIOHEHTAMU WJIM KaKOH-1100 4acThio
MMMYHHOTO KOMILIeKkca, — OykBoil «b» (Hampu-
mep, C3a u C3b) [3, 6].

KomriemeHT BKJIIOYaeT MpUMEPHO 24 KOMIIO-
HeHTa (BKJOYas OENKM TJIa3Mbl U PETYJSITOPBI
CUCTEMBI), COCTaBJIAIONMX OKogo 15% Gera-Ti0-
Oy TMHOBOT (hpaKIUU CHIBOPOTKU KPOBH (TabJuia
1). KoHmeHTpanum chIBOPOTOUHBIX KOMIIOHEHTOB
KOMIIJIEMEHTAa HM3MEHSIOTCSI C BO3PACTOM; [Jist
HOBOPOJK/JIEHHBIX XapaKTepHa OT HeOOJbIION 10
YMEPEHHOUW HEeI0CTaTOYHOCTh BCEX KOMIIOHEHTOB
CHUCTEMBbI KOMILJIEMEHTA.

B Hacrosiee BpemMs BbISICHEHA POJIb BOCHMU
CBIBOPOTOYHBIX M YEThIPEX MEeMOPaHHBIX PEryJis-
TOpHBIX OenkoB. OxapakTepusoBaHbl CEPO3HBII
PETYJISITOPHBIN O€JIOK 1 ceMb MeMOPaHHBIX peller-
TOPOB, CBSI3BIBAIONINX KOMIIOHEHTHI KOMILJIEMEHTA
W uX GparMeHTHl.

O6pasoBaHue KOMIIOHEHTOB KOMILJIEMEHTA
MPOUCXOJUT MPEUMYIIECTBEHHO B IeYeHU, KOCT-
HOM Mo3re u cejesenke, a C1, oueBuaHo, 00pasy-
eTcsl B DIUTENNU TOHKOTO Kuinmeunuka. Ompene-
JIEHHYIO POJIb B CHUHTE3€ KOMIIOHEHTOB KOMILJIe-
MeHTa UTPaloT Makpodaru, 4To OTpaskaeT TeCHYIO
CBSI3b MEXKIY 3TUMU AByMs cuctemamu. CunTtes
uzaer ¢ 6ospmioii 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 OENKU

Knaccuyeckuii myTh PK1

Clq MembpaHHbIii KO-(haKTOPHBII GeT0K

Cir ®dakrop, yckopsitomtuii pactag CD59

Cls (MeMOpaHHBINT MTHTOUTOP PEAKTUBHOTO JIN3KCA)
C4

C2

C3

AJnbrepHaTHBHBIHA Iy Th

®akrop B

®axrop D

ITyTts ¢ yuactuem MCJI Cepo3Hblii peryasiTopHblIii 0eI0K
MCJI Nuaktusatop Cda/NJI-8

MCJI-acconunpoBaHHubie mpoTeasnl 1 u 2

MeMOpaHOaTaKyOMMil KOMILIEKC

C5
C6
C7
C8
C9
PeryasiropHblii 6€J0K, aKTUBUPYIOLIHIA MeMOpaHHbIE penenTopbl
[Iponepaun (daxrop P) PK1
PeryasiropHbie 0€JIKH, HHTHOUPYIOLIHE PK2 (CD21)
Wuruburop C1 PK3 (Cd11b/CD18)
PK4 (CD11¢/CD18)

C4-cBsaspiBaonuii 6eyok
Penteritop C3a

®axrop H
@axrop I Penenrrop Cda
[Iporeun S Penenrrop Clq
Knacrepun

WMnaxtuBaTop anabuiaToKCUHOB

Ipumeuanue. PK — peyenmop xomniemenma. MCJI — manio30cesa3vleaoujutl 1eKmun.
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B npormecce sBosoriuu cucreMa KOMIIJIEMEHTA
BO3HMKJIa OYeHb PaHo, elle /10 MOsIBJIEeHUS ajall-
TUBHOU UMMYHHOH cUCTEMBI (Jlaske MOPCKUE 3BE3-
bl ¥ 4epBU UMEIOT (YHKIIMOHAJBHYIO CUCTEMY
KOMILJIEMEHTA). YCTaHOBJIEHO, 4YTO ysKe Ha 6-i
HejieJie IO/ CTIOCO0eH CMHTE3UPOBATH OT/IEbHbIE
KOMIIOHEHTBI cucTeMbl, a Ha 10-i1 — Bce, XOTd B
MEHBIINX KoJndecTBax [4].

Cucrema KOMIIJIEMEHTA TIPEICTABISET OJUH U3
BOKHEWTNX (HaKTOPOB MMMYHHON 3aIUThI OpTa-
HU3Ma U OcyliecTBisieTcaeayomue GyHknun |1,
4, 6]:

* «3allyCK» M yCUJIEHWE BOCIAJIUTENbHBIX peak-

LI,

* akTUBAIMIO (HaroruTo3a;

* npuBJiedeHure (ParouToB MyTEM XEMOTAKCUCA;
* BBbIBE/leHNE UMMYHHBIX KOMILJIEKCOB;

* KJETOYHYIO aKTUBAIHIO;

* NPSAMYIO JECTPYKIUIO (<«KUJJIMHT») TaTOreH-

HBIX MUKPOOPTAHU3MOB;

* ydYacTue B MPOJAYKIIUU AaHTUTE.

OnHa 13 OCHOBHBIX (PYHKIIUI KOMILJIEMEHTA
COCTOUT B TOM, YTOOBI BBISIBUTH U <«IIOMETUTH>
MaToreHbl, APYrue 4Yy>KepOJHble UM TOKCUUYHbBIE
(axTOpPbI, KOTOPbIE HEOOXOAUMO YHUUTOKUTH UK
VJIQJUTh W3 Opranu3Ma. JTa (QYHKIUS peansy-
€TCsl Pa3HBIMU ITYTSIMU, CBSI3AHHBIMU C aKTHBAIIU-
el cucTeMbl KOMILJIEMEHTA, U YCUJIUBAETCS BHYT-
pEeHHUMU MeXaHm3MaMu. B pesysbrate aTOTO OCY-
IIECTBJISIETCSI paclio3HaBaHue U BbiBegeHue (K-
peHc) UYyKepoAHBIX aHTHUreHoB. Hajiunuue
HECKOJbKUX TyTel aKTUBAIUW TIPUAET CHUCTEMe
KOMILJIEMEHTa «THOKOCTh», CIIOCOOHOCTh aKTHUBU-
pPOBAThCSI B PA3JIMUHBIX CUTYAIUSIX.

KomMmmiemMeHT — 3TO crucTeMa B3auMO/IEHCTBYIO-
mux 6egKoB. B HOpMe KOMITOHEHTBI KOMILJIEMEHTA
HEeaKTUBHBI. AKTHBAIUs KOMILJIEMEHTA MPUBOIUT
K JIM3UCY KJIETOK, Ha TIOBEPXHOCTU KOTOPBIX TTPO-
HCXOJUT KacKaj peakiinii KoMiieMeHnTa [5].

OyHKIWS BCel CUCTEMBI 3aBUCUT OT MOCJE/0-
BaTeJIbHOTO, KAaCKaJHOTO B3aMMOJENCTBUI ee
OTZEJbHBIX KOMIIOHEHTOB. AKTHUBAIMS KasKI0TO
KOMIIOHEHTa, 3a UCKJIIOYEHUEM IEePBOro, Tpedyer
aKTUBAIMU MPEbIIYIIero KOMIIOHEeHTa (-0B) Kac-
Kajza. BzaumMmomeiicTBUS TPOMCXOAAT 1O TPeEM
Hamnpasyieausam (mytsam) [2].

[TepBbIM OB OTKPBHIT KJIACCUYECKUUA TYTh
aKTUBAIMU, MHUIITMUPYEMbII aHTUTEIaMU, CBSI3aH-
HBIMU C TIOBEPXHOCTBIO KJIETOK-MUIIEHEH. IJTOT

MyTh aKTUBAIUH JIOBOJBHO 3(h(heKTUBEH, HO s

€ro 3alrycka HeoOXOIMM HpeABAPUTENbHBIA KOH-

TaKT ¢ MUKPOOPTraHU3MOM M MPOAYKIIUS TPOTUBO-

MUKPOOHBIX aHTHUTEJL.

AJbTepHAaTUBHBINA IyTh aKTUBAIIMHU, U3YYEHHBII
B 50-x rogax XX Beka, mpejcrasiisieT co6oil He3a-
BUCHUMBIN OT aHTUTEJ MEXaHW3M aKTUBAIUU KOM-
IJIEeMEHTA, ITPOUCXO/iIIell Ha TOBEPXHOCTHU 11aTO-
TeHOB.

Krnaccuueckuit n aabTepHATUBHBIN TyTh B3au-
MOJIEHCTBYIOT JIPYT C JPYTOM 4Yepe3 WX CIoco0-
HOCTb akTuBUpoBaTh KommnoHeHT C3. Iloatomy B
HEKOTOPBIX CIyYasiX aHTUTEJIa BCe JKe MOTYT aKTHU-
BUPOBATH aJbTEPHATUBHBIN Iy Th.

OTKpBITHIN MTO3IHEE APYTUX JEKTUHOBBIN TyTh
akTUBAIMU (C yJacTHeM MaHHO30CBSI3BIBAIOIIETO
gexktrHa — MCJI) Takke He TpeOyeT IIPUCYTCTBUS
AHTUTEJI, U AKTUBAIMSA TPOUCXOAUT HA MTOBEPXHO-
CTH KJIETOK-MUIIIEHEH.

O6muMy  TpU3HAKAMHU BCEX TpeX IMyTeil
ABJISIIOTCS:

* axktuBanuga C3 — caMOro BasKHOTO U INPUCYT-
CTBYIOIIETO B OOJIBIIOM KOJIMYECTBE KOMITOHEH-
Ta KOMILJIEMEHTA;

* KaCKaJHBIH TUI TPOTEOJUTUYECKON peakIni,
IpU KOTOPOM aKTUBUPOBaHHbBIE OEJKH KOM-
mjeMeHTa TpruoOpeTaoT CBoiicTBAa (hepMEHTOB
U PaCHIEINJISIIOT APYTUe KOMIIOHEHTHI, cOO0IIast
M depMeHTaTUBHBIE CBoOiicTBa. Te, B CBOIO
odepesb, pACIIETJAS0OT CAEAYIONUH KOMIIO-
HEHT W T.J. ITOT KOMILJIEKC I0CJe0BaTeb-
HBIX M YIOPSZ0YEHHBIX PeaKkiUil onpeessieT
HapacTaoluil W MmojajepKuBaeMblii addekr
KacKaJHOM aKTHUBAIlUU CUCTEMBbI
MEHTA.

Takum 06pa3oM, CpaBHUTETHHO CIAOBIN TIEPBO-
HAYaJbHBIA CTUMYJ MOXKeT 0OYCJIOBUTD TPOsIBJIE-
Hue OBICTPOTO U BhIpasKeHHOTO adekra. B Tabmu-
1e 2 mpe/cTaBIeHa KpaTKas XapakKTePUCTHKA KasK-
JIOTO U3 IIyTeil aKkTuBaIUU.

Ha 3akmountenbHOM aTalie Bce MyTH aKTHUBa-
MUY KOHBEPTUPYIOT B OOIMI TepMUHAIbLHBIN
IIyTh, KOTOPBIN XapakTepusyercsi HedepMeHTa-
TUBHBIM Pa3pbIBOM MeMOpaHbl U JUTUYECKUM
KUJJIMHTOM TIaTOT€HOB.

NmmyHHy10 321Uty U natojgorndeckue ahdex-
TBI OTIOCPENYIOT (PParMeHTHl ¥ KOMIIJIEKCHI KOMIIO-
HEHTOB KOMILJIEMEHTa, 00Pa3yIoIuecst B POIEcCe
aKTUBAIUU:

KOMIILJIE-
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Tabsuna 2. Axkmueamopvt cucmemot komnaemenma [1]

Iyt MukpoopraHu3aMbI
HIMMYHOII00 Y IHHBI
aKTHBaLMU Bupycst Bakrepuun
Knaccu- Nmmynnbie kom- | BUY u apy- Muxo- [Tosmmannonst, oco-
YeCKUii TIJIEKCBI, COfIeP- rvie peTpoBu- T71a3MBI OGEHHO CBsI3aHHbIE C
xarue 1gM, PYCBI, BUPYC katuonamu, PO43-
IgG1, 1gG2 wnn BE3UKYJISIPHO- (AHK, munug A,
[gG3 rO CTOMATUTA KapIMOJIUTINH ),
SO42- (nexcrpan-
cysibdat, TenapuH,
XOH/IPOUTHHCYJIb-
ar)
JlexTuHo- BWY u npy- MHuorue rpam- CTpyKTYypBI C KOH-
BBII rve peTpoBu- MIOJIOKUTETh- 1IeBBIMU MAaHHO3HBbI-
pYCBI HbIE U TPaMOT- MU TPyIIaMu
pulaTeIbHbIE
GakTepun
Ansrepna- Nmmynnsie kom- | Knetkwn, Muorue rpam- | Tpunanoco | /lekcrpancysbdar,
TUBHBIN nexcsl ¢ 1gG, uHbUIpo- MIOJIOKUTEb- MBI, JICHII- | TeTepoJorndecKue
IgA nmn IgE BaHHbIE HEKO- | Hble U IPaMOT- | MaHWH, APUTPOIUTBI, CIOK-
(menee addex- TOPBIMU puIaTebHbIE MHOTHE HbIE YTJIEBO/IbI
TUBHBI, YeM 110 BUpYyCaMU GakTepuu rpubBI (Harpumep, 3UMO-
KJIaCCUYECKOMY (Harpumep, 3aH)
yTH) BUPYC
OIIITeNH-
Bapp)

* HebOJIbIINE XeMOTAKCUYECKUE W MPOBOCIIAJIHU-
tenbuble hparments C3a u Ca;
* KpymHble onconusupyiomue Gparmentsr C3b u

C4b;

e JINTUYECKUI MeMOpaHO-aTaKyIOUMH KOMIIJIEKC

(membraneattackcomplex — MAC).

Irta cTpyKTypa ob6pasoBaHa HATHIO II0OYJISAP-
HBIMU OeJIKaMK TIJIa3Mbl, COEMHEHHBIMU JIPYT C
JPYTOM, KOTOPBIE MOTYT CBSI3BIBATHCSI ¢ MeMOpa-
HOI1 1 06Pa30BBIBATH IIOPY.

[lasmee paccMOTPUM KaK/AbIil MyTh aKTHUBAIMH
cUCTEMBI KOMILJIEeMeHTa T1oapobHee [1-4, 6].

KJIACCUYECKUI IYTh
AKTI/IBaHI/IH IO KJIaCCUYECKOMY IIYTHU CBsA3blBa-
eT CI/ICTeMy KOMIIJIEMEHTa C aI[aHTI/IBHOfI I/IMMyH-
HOI71 CI/ICTeMOfI. AKTI/IBa]_[I/IIO NHAYHOUDPYIOT aHTUTE-
Jla, CBsA3aHHbIE C aHTUTE€HOM, B IHNPHUCYTCTBUU

Ca2+, T.e. 3T0 UMMYHOJIOTHYECKH 0OYCIIOBICHHBII
mpoiiecc.

B HeM BBIZIETAIOT cileyIONINe STAITbI:

1. PacnosnaBanne UMMYHHBIX KOMILIEKCOB U
aktuBanug C1 (mepBOTo KOMIIOHEHTA KOMIIJIEMEH-
Ta) OCYIIECTBIISIETCS Oarofapst B3auMoIeCTBUIO
pertenitopa C1 ¢ Fc-dgparmentamu anturten (me
CBSI3BIBAIOIIEN AHTUTEH YaCTU MOJIEKYJIbI aHTUTE-
na). Hawmbosmee BaxkubimMu axtuBaTopamu C1
ABJISIIOTCS UMMYHHBIE KOMILTIEKCBI, COJepsKalue
IgM, IgG.

OtnenpHo ormetum, 4to ¢dukcuposats Cl
MOTYT He TOJIbKO aHTutesna, HO U C-peakTUBHBIN
6eJIOK, pearupyioluil ¢ yrieBOJOM MUKPOOHOI
CTEHKU. YPOBEHb 3TOro Oesika BO3pacTaeT MpH
HEKOTOPBIX BOCIAJUTENBHBIX TIpolleccax. Takum
06pa3oM KJIaCCUYECKUil Iy Th aKTUBAIIMK KOMILJIE-
MEHTa MOJKET HAauYMHAThCSI W IMPU OTCYTCTBUU
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aututes. K arenram, crioco6ubIM mipsiMo (6e3 yda-
ctusi autuTen) aktTuBuposaTh C1, mpunHaaizexar
HekoTOpBle Oaktepuu, Mycoplasma, BUpycCHbBIe
PHK, xpucrannbpl MoueBON KUCJIOTBHI, JIMITUHBIN
KOMIOHEHT A GaKTepuajJbHOTO IHIOTOKCUHA W
MPOAYKTB TKaHEBOTO pacmaza (amonTo3HbIe
MY3bIPbKK U MUTOXOHPUATHHBIE MEMOPAHBI).

2. Bropoii aran Briouyaer obpazosanue C3-
kouBepTazbl U C5-KOHBEPTa3bl IyTeM OTIIEIIe-
nuss ot ramMma-nenn C4 ¢parmenta C4a.
O6pasoBaBmmiics ¢parment C4b moxer Hero-
CPEICTBEHHO MPUCOEANHATHCI K MeMOpaHe KJeT-
KU-MUIIEeHN uian aHtuteny. K aTUM cBI3aHHBIM
kommonenTam kKomiiementa C4b B mpucyrcrBum
nonoB Mg mnpucoeaunsorca C2a-gpparMeHTsl,
obpasoBaBmuecss uz C1, kommiuekc C4b-C4a
npegcrasiasger co6oii C3-KoHBepTasy U BCS Jajib-
HeWas akTUBaIus KOMILIEMEHTA OIpe/esIsieTcs
C3-koHBEPTA301.

Knaccuueckuit m anbTepHATUBHBIN ITYyTH aKTH-
BallUM KOMIIJIEMEHTA B3aWUMHO BJIHSIOT APYT Ha
npyra dyepes C3. C3-kouBeprasa oriensier ot C3
dparment C3a, obnazaomuii csoiictBaMuaHadu-
JIOTOKCUHA M XeMOTaKCHHA. 3a CYeT OTIIeNJIeHNs
C3a or C3 mna ocrasmemcs ¢parmenre C3b
OTKPBIBAETCS TPYNINHUPOBKA, CIlocoOHas 006pa3o-
BbIBaTh apupHyto cBs3b ¢ OH-rpynnamu kietou-
HOU MeMOpaHbl, ¢ oMoIIbi0 KoTopoit C3b dukcu-
pytorcss Ha MeMOpaHe KjieTku, Oakrepuu. B cBs-
3aHHOH (¢ MeMOpanoii kinerku) popme C3b obia-
naet ap@UHHOCTBIO K TTIOBEPXHOCTU MaKpodaros,
Helitpodusos, B- u T-mumdbonntoB nm mMoxer
coenunsiThest ¢ C5 U ONTUMU3UPOBATH 0OPA30BaB-
muiics KoMIuieke st aeiictBust C5-KOHBEPTA3bl.
C5-KOHBepTa3HOW aKTUBHOCTHIO 00JaaeT KOM-
mwiekc C4b, 2a, 3b kiraccuueckoro myTm akTuBa-
WM.

Bosnukatonuii 1o xsaccudeckomy mnytu C3a
BMmecTe ¢ daktopamu B, D, P (ato dakTopsl aib-
TePHATUBHOTO TyTU aKTUBAIUU KOMIIJIEMEHTA:
dakTop B-mpoaktuBatop C3 1o ajbTepHATUBHOMY
nyTH; dakrop D-cepunoBas mnpoteasa, paspyiiao-
mas dpaxkTop B nocie ero coepunenns ¢ C3b; pax-
top P-tiponiepainn) crumynupyer fajibHelinee pac-
merieare C3 u mpuobperaer MPH ITOM aKTHB-
HocTh C5-konBeprasbl. Oba Tuna akTuBaTopos: 1)
C3au 2) gaxroper B, D u P zeiicTBytoT cOBMECTHO.

Oo6pasosasmiasics C5-KoHBepTasza pacuielisieT
C5 na Cbda (addexTuBHbIll aHADUIOTOKCUH U

xemorakcun) u C5b. C5b kpaiine mabuieH u cra-
6unnu3upyeTcs: TOJAbKO Tpu cBsisbiBanuu ¢ C6 u
C7. Komiuieke C5b67 MoskeT cylecTBoBaTh B pac-
TBOPEHHOU (hopMe, a MOKET CBA3BIBATHCS C MEM-
OpaHoil KJIeTKu-muIieHn (OH Takke o0JamaeT u
cBoiicTBaMu XeMoTakcuHa). CBs3aHHBIN € MeM-
6panoii kommaeke C5b67 npucoenunser x cebe
onny mosekyry C8 m 3 mosexynbr C9, obpasys
C5b-C9 komITeKe, KOTOPBIA MOBPEKAAET MEM-
O6paHy — B MTOTe HACTyIaeT OCMOTUYECKUN TeMO-
JIU3, €CJIV pedb uaeT 00 PUTPONUTAX, WU JUIUC
GakTepuil, ecaiu pedb uaeT 0 HaKTePUsX.

Cpenu 6akTepuit MMEIOTCST BUBI, YCTONYNBbIE K
NefCTBUIO KOMILIEeMeHTa. B aToM ciydae perao-
UM OKa3biBaeTcs 3 GeKT OMICOHM3AINYT MaKpoda-
TOB ¢ TTocyeytormumM daromnto3zom. OnpeaeeHHy0
pOJIb TIPM aTake KOMIJIEMEHTOB TPaMOTpPUIIATEb-
HBIX OaKTEPUUUTPAET JIM30IUM.

ArperupoBaHHble UMMYHOTJIOOYIMHBI aKTUBH-
PYIOT KOMILJIEMEHT 110 KJACCUYECKOMY IIYTH, UYTO
MOJKET IPUBECTU K 0O0Pa30BaHUI0 OOJBIIOTO KOJIH-
yecTBa aHA(UIOTOKCUHOB C pa3BUTHEM aHadwu-
JaKkTU4deckoro 1moka. lIpucoenunenue K pacTBo-
PUMBIM UMMYHHBIM KoMIsiekcaM (K Fc-gparmen-
Ty Ig, BXxoxgmemy B MMMYHHBIH komIulekc; Fe-
dbparmenT s pUKcAUM Ha KJIETOYHONW MeMmOpa-
He) C5b67 npuBOAKT K UX OTI0KEHHUIO HAa KIETKAaX
AH/IOTENIUST U aCCOIMAIMU C KJEeTKaMu KPOBH,
o0ycaaBauBast IMeJbld PsiJi CHCTEMHBIX TOpasKe-
Huil. Takue MMMYHOKOMIIJIEKCHbIE MEXaHU3MbI
CO3/IAI0T OCHOBY /s aseprudeckux peakimii 111
THUIIA, KACKA/Ia PEAKINI aKTUBAIUU KOMIIJIEMEHTA,
JIABUHOOOPA3HOMY BOBJIEYEHWIO B PEAKIINIO KOM-
MTOHEHTOB KOMILJIEMEHTA C HapacTaHueM KoJunye-
CTBA aKTUBHBIX ()PArMEHTOB KOMILJIEMEHTA.

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

AJIBTEPHATHUBHBIN IIYTh

[Tepen omumcanmem aJabTepHATUBHOTO MYTHU
AKTUBAIIMU KOMIIJIEMEHTA HECKOJIBKO CJIOB CJIEMIy-
€T CKa3aTh O MPOIepANHE.

VcxoaabiM coOBITUEM TPU OOHAPYKEHUU WU
JaJbHEeNeM U3y4eHUn aJbTePHATUBHOTO IyTH
AKTUBAIlMM  KOMIIJIEMEHTAa CTajJ0 OTKPBITHE
JI. TIunnemepom B 1954 rony Geska mporepanHa.
[Tponepaun, unn dakrop (6emox) P, mpemcras-
JisieT coO0i HECKOJIBKO PACTBOPEHHBIX B CHIBOPOT-
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Ke KpOBU NMPOMEPMEHTOB, UTPAIOIINX KJIYEBYIO
pOJIb B CHCTEMe KOMILJIEMEHTA U €€ aKTUBAIUH 110
aJbTePHATUBHOMY IyTH. DTOT OeJI0K obecreunBa-
et crabuiusanuio komiekca C3bBb 3a cuer
ocJiabyieHnsl ero CIIOHTaHHOW aucconuanuu. Ilog
BiusiHUEM Gesika P BpeMst TOJTYyKM3HN KOMILJIEKCA
yBesnmuuBaercs ¢ 60 mukpocekyHz 10 90 cexyH.
[ToMuMO 3TOTO, TPOMEPAUH YCKOPsieT cOOPKY
komiutekca C3bBb u npegorsparaer geiicrsue Ha
Hero ¢akropa H. IIpomnepaun crnocobeH CBsA3bI-
BaThCSI C TIOBEPXHOCTHIO OAKTEPUANbHOM KIETKHU 1
ycusuBath (ukcanuio Ha Hell C3-KoHBepTa3bl
(C3bBb). IIpu 3TOM K KOMILIEKCY MOTYT IPHUCO-
eJMHATHCS JONOJHUTEIbHbIe MOJIeKyIbl C3b, uTo
MPUBOAUT K TIOSIBJIEHUIO HA MMOBEPXHOCTU KJIETKU
u30piTka MoJsiekyJ1 C3b, BasKHOTO 7151 TIPOSIBJIEHUST
oricoHusupyiomero addexkra KoOMILJIeMeHTa.
Kowmmreke P(C3b)nBb dyukumnonupyer xak C5-
KOHBepTa3za (XOTSI COXpaHseT aKTUBHOCTb W B
oTHomeHnn KommonenTa C3); npu atom dhepmeH-
TaTUBHAs aKTUBHOCTH 3TOTO KOMILJIEKCa, KaK U B
C3-koHBepTase, cBs3ana ¢ Bb [6].

AJTbTepHATUBHBIN TYyTh AKTHUBAIIUU CUCTEMBI
KOMILJIEeMeHTa HaunHaeTcs ¢ paciieryiennss C3 Ha
dparmenTsr C3a m C3b (npu asbrepHaTUBHOM
MyTH B peakiun He ydyacTByoT ¢aktopsl C1, C4 u
C2). [lanpHeliee TeuyeHue mpolecca UAeHTUIHO
KJIACCUYECKOMY ITYTH.

B kadyecTBe aKTMBATOPOB MOTYT BBICTYTIATH
nosicaxapu/ibl (3MMO3aH ), UHYJIMH, BBICOKOMOJIe-
KYJISIDHBIA JIEKCTpaH, GaKTepuabHble TOKCHHBDI,
arperupoBanuble [gG4, IgA, IgE, nmmyHHbBIE KOM-
mwiekchl ¢ F(ab)2-gparmentamu, mporeassr (mias-
MuH, Tpuricun), six koOpbi, C3b. TIpu sToMm myTu
aktuBanuu geiictByer nBe C3-kouBepraswl: 1)
C3Bb ob6majaeT He3HAYUTENBHON aKTUBHOCTHIO U
nosBJsieTcs: npu B3aumozeiictsuu C3 ¢ daxropa-
mu B, D, P (mponiepaurom). C3Bb crocobeTByeT
obpasoBanuio, 2) BeicokoakTupHoil C3-KOHBepTa-
31 — C3bBb, pesyabsratoMm meiicTBUsS KOTOPOI
siastercst C3b.

OmnpenensommuM 2TalioM B aJIbTEPHATUBHOM
nyTH akTuBauu siBiasercss obpaszosanme C3b,
KOTOPBIN TIEPEHOCUTCS HAa AaKTUBUPOBAHHYIO TI0O-
BepxHOCTb. [Iporecc HaunmHaeTcs1 cO CBI3bIBAHUS
C3b ¢ dakropom B (aktwBaTOp) B HPHUCYTCTBUU
MOHOB MarHus; obpasosasmuiics C3bB mnpespa-
maercs npu ydactuu ¢axropa D B KomIiekc

C3bBb.

[IuTommTuyeckass akTHBHOCTH aJbTePHATUBHO-
rO IIyTH TOJHOCTBIO OIIpe/essieTcss CBOMCTBAMMU-
000JI0YKM MUKPOOPTAaHU3MA U KJIETOYHOU MeM-
OpaHbl. YCTOHYMBOCTH MeMOpaHe MPUAAIOT TIIHKO-
MPOTEVHBI ¥ TJIIUKOJIUIINA/IBI, COZIepsKaliue OCTaTKI
cuasioBoil KucaoThl. CHasoBble KUCIOTHI UTPAIOT
BAKHYIO POJIb B PE3UCTEHTHOCTH MUKPOOPTaHU3-
MOB. BoJIbIIMHCTBO BUIOB OAKTEPUI HE COMEPKUT
B cocTaBe 000JI0YKH CHATIOBBIX KUCJIOT, HO MHOTHE
maToreHHble BUABI NX nMmeioT. OpHaKko, aHTUTeIA
MOTYT WM3MEHSATHh CBOicTBa (MOBEpPXHOCTH) 060-
JIOUKM MUKPOOa M TakuM 00pa3oM IOBBINIATH UX
YYBCTBUTEIBbHOCTH K KOMILJIEMEHTY.

CuanoBast KMCJIOTa, KOTOPast IPUCYTCTBYET Ha
MOBEPXHOCTH MWKPOOPTAHU3MOB WJIU KJIETOK,
moBbINIasg akTUBHOCTH (aktopoB I m H, mpersr-
cTByeT obpasoBanuio C3-KOHBepTa3bl ajbTepHa-
TUBHOTO TyTH. B JI000M ciyuae, 1o X0y ajabrep-
HATHUBHOTO MyTH 00pa3yeTcsi 3HAYUTENbHOE KOJIH-
gectBO aktuBHOrOo C3 W coeamuenwuii, obamaio-
MUX KAYeCTBEHHO TEMU K€ OUOJOTHIECKUMU
CBOWCTBaMH, YTO U BellecTBa, 00pasyoIirecs mpu
aktuBanuu C1-C4-C2 (ksaccuyeckuii myTh akTH-
BaInN).

BasxkapiM 3TammoM B aKTHUBAIMU TTOBEPXHOCTHU
SIBJISIETCS CBSI3bIBAHME MPOTIEP/NHA — B Pe3yJIbTa-
Te BO3HUKAET BBICOKOA(GGUHHBIN PerenTop s
C3 u omHOBpeMeHHO O06pasyercsi CTaOWIbHBIN
koMmiiekc C3Bb (cnaboaktuBHast KoHBepTasa),
KOTOPBIN 3alUINaeT eTo OT WHAKTUBAINN (HaKTo-
pamu I u H.

B aToil cBsA3U pa3smyaioT ABa BU/lAa aKTUBATO-
POB aJIBTEPHATUBHOTO MY TH:

* TIpOIep/NH-3aBUCUMbIE AKTHUBATOPBI
TOKCHHBI, TOJTUCAXaPU/Ibl, AHTUTEJIA,;
MpOTepPANH-He3aBUCUMbIE aKTUBATOPBI — TPO-
Teasbl, 71 KOOPHI.

AJbrepHAaTUBHAS AKTUBAIUS KOMILJIEMEHTA —
OYeHb BA)KHBIN KOMIIOHEHT HecTenududecKon
PE3UCTEHTHOCTH K OAKTEPHSM, BUPYCAM U OJHO-
KJIETOYHBIM MUKpOOpTaHuaMaMm. B kavecTBe Ta-
TOTEHETUUYECKOTO 3BeHA aJbTepHATHUBHAS aKTUBa-
I[UsT KOMILJIEMEHTA Y4YacTBYeT BO MHOTHUX 3a60-
JeBaHUAX (CTPENTOKOKKOBBIN TJyioMepyioHed-
puT, HePUTHI TPU CUCTEMHOW KPACHOU BOJI-
yaHke, rpuOKOBbie WH(MEKINH, CENTHIEMUS C
IMTOKOM ).

[TocrenoBaTeTbHOCTh ATBTEPHATUBHOTO ITYTH:
aktuBatop — C3bBD — C3-C5-C6-C7-C8-C9.

9H/10-
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MCJI-IIYTD

MCJI, npunaanexaiemMy K KOJJIEKTUBHOMY
CEMENCTBY YTJIEBO/I-CBI3BIBAIONINX OENKOB (KOJI-
JIEKTUHOB), OTBOJIAT Ba)KHYIO PoJib B (hOpMUPOBa-
HUM BPOXKIEHHOTO HecrenudruiecKkoro MMMYyHU-
TeTa; OH 00JazaeT CTPYKTYPHOU TOMOJIOTHENH ¢
C1q. IIpu B3aumogeticteuu c¢ ayms MCJI-acco-
IMUMPOBAHHBIMU  CEPUHOBBIMU  MPOTEA3aMU
(MACII) MCJI cBsi3pIBaeTcs ¢ ocTaTKaMUi MaHHO-
3bl Ha TIOBEPXHOCTU OaKTepuil u rpubOB U, 1M0100-
Ho Cls, pacmenssger C4 u C2, akTUBUPYST TeM
caMbIM KacKaj KoMiieMeHTa. KMHUHOTOMOOHBIA
nenTtuj, otuiengonuiicsa ot C2, HenmocpecTBeH-
HO BJIMSIET HA MOCTKAUJIJISPHBIE BEHYJIbI, TOBbI-
nrast X MPOHUTIAEMOCTh U BBI3BIBAsI OTEK TKaHEH.
[Tentuy Cda obnanaer caaboit aHaUIATOKCHHO-
BOIl aKTMBHOCTBIO U, Pearnupys ¢ TYYHbIMU KJIeTKa-
MU, BBI3BIBAET CEKPEIUI0 XUMUYECKUX MeIruaTo-
POB aJJIEPIrUYECKUX PeaKINi HeMeIJIEHHOTO TUIIa,
BKJIOYas ructamui. [losnHee obpasyioliuecss Ha
stom iyt C3a n Cda npexcrasisior coboit bosee
akTuBHbIe anadumatokcunbl, a C5a, Kpome TOrO,
urpaer posb xemoarrpakranta. @ukcamus C4b,
€03/1aeT BO3MOKHOCTD TTPUCOETNHEHUS KOMILJIEK-
ca kK HerTpoduaam, Makpodaram, B-mumdoruram,
JeH/IPUTHBIM KJIETKaM U 9PUTPOIIUTAM.

Ha crenyromem aTame mpoucxoauT paciiernie-
Hue C3 ¢ o6pasosanuem C3b. Cpenu Bcex KoMmIio-
HeHTOB KomiliemeHnTa C3 MmpucCyTcTByeT B Hau-
60JIbIIIell KOHIIEHTPAIIUHN, M €70 aKTUBAIUs — BaXK-
HeWImuii aTan KackajHOTo IMpoiecca. Pacmren-
nenuio C3 cnocobersyer C3-koHBepTasa KJaaccu-
yeckoro (C1-C4-C2) wuam anbTepHATUBHOTO
(C3bBb) nyrtu. @ukcanus C3b obecrneunBaer
nMpucoenHEeHe KOMIIIeKca aHTUTEH-aHTUTEIO K
KJIeTKaM, 00JIa/IafOIIIM PEIENTOPOM ITOTO KOMITO-
Henta (perentopom komiziementa 1, PK1), — B-
aumdorutam, apuTporuTaM u daronutaM (Heii-
TpodunraM, MOHOIIMTAM U Makpodaram), 4To npu-
Bo/uT K haronuto3dy. bes cBasviBanusa C3 ¢ Muk-
poopranuamMamMu HeUTPohUJIB HE MTPOSBIIIOT
aronutupytomnieli (HyHKIUU B AKCTIEPUMEHTAX 7
vitro. PazBuTne TsKeNbIX THOWHBIX WHMEKINA y
6onbHbIX ¢ gedunurom C3 CBUIETETBCTBYET O
HeagpekTuBHOCTU (aAronuTO3a M in vivo. AKTUB-
Hocth C3b 3aBucut or ero pacuieryieHust Gaxro-
pom I (mnaktuBatopom C3b) ¢ obGpasoBanmem
iC3b, koropsiii, cBssbiBasich ¢ penentopom iC3b
(PK3) Ha darorurax, criocobcTByeT (haromuTosy.

Nanbueitmas gerpaganust iC3b dakropom I wu
nporeazaMu TPUBOAUT K mosiiaeHno C3dg, a
satem n C3d. Tocnennnii csispiBaercst ¢ PK2 Ha
B-numdonurax, urpas poab KO-CTUMYJISATOPA
WHAYIIMPYEMOU aHTUTEHOM aKTUBAIMU B-KIeTok.
[TocaenoBarenbrocTs MCJI-1yTH: MUKPOGHBII
MaHHaH (TmoJincaxapuji KJIETOYHOU CTEHKU) —
MCJI/MCJI-acconuupoBatnbie mpoTeassl 1 u 2 —
C4-C2-C3-C5-C6-C7-C8-C9.

MEMBPAHO-ATAKYIOINI1 KOMILJIEKC
(MAC)

ITo cymectBy, MAC mnpexacraBiasier coboii
TpaHCMeMOPaHHYIO MOPY. Y4acTOK MeMOpaHbl, Ha
KOTOPOM NPOUCXoAuT pacineryienue C5, aBisiercs
TEeM MeCTOM, rje HaunHaercss cbopka MAC.

[TocanenoBaTeibHOCTD PeAKITUN, TPUBOISATINX K
[UTOJIN3Y, HauwHaeTcst ¢ mpukperienns CS5b k
C5-akTuBupyioiieMy (GepMeHTy KIacCuyecKoro
(C4b2a3b) wuau anvrepuatusuoro (C3bBb3b)
myTH.

Eute OGyaydunm cOeIMHEHHBIM € KOHBEPTa30ii,
C5b cBasbiBaet cHavana C6, a satem C7, mpucyr-
CTByIOIIME B mua3me. B mpoiecce cOOpKM 3TOTO
TpuMoJieKyisipHoro Komiiekca C5 b67 mpoucxo-
I4T KoH(MOpPMAIMOHHbIE W3MEHEHUs, BBI3BIBAIO-
Tiue:

* oTJeJieHre KOMILJIEKCca OT KOHBEPTAa3hl;
* IIpeBpalieHre KOMILIeKca U3 TUAPOPUIBHOTO B
rupoGOOHBIL.

KoMmruieke mpoyHO CBs3bIBaeTCsS ¢ MeMOpPAHOI
3a c4eT CBOero JabuabHOro TuApohOGHOTO yuacT-
Ka, X0Ts1 OoJbIinas yacTh obpasosasinerocss C5b67
WHAKTUBUpYeTCcS B KuAKou (aze. CBI3aHHBIN C
MemOpanoii komrieke C5b67 mpucoenunser C8,
MPUCYTCTBYIONINI B IIJIa3Me, a 3aTeM B KOMILJIEKC
BKJIIOYAeTCsd 3HAUMTeNbHOE Yncjio MoHoMepoB C9,
saBepinast o6pazosanne MAC. TToaHocThIO chop-
muposauubiii MAC ob6pasyer B MeMmOpaHe KecT-
KYI0 TIOPY, CTEHKU KOTOPOHW COCTOSIT U3 MOHOMe-
poB C9 (ux umcio mocturaer 12), pacmoJioxeH-
HBIX BOKDPYT II€HTPaJbHON TIJI0CKOCTH. BHYT-
PEeHHUI AnaMeTp mop MoskeT gocTuratb 10 HM, uTO
MPUBOAUT K CIEAYIOMIEMY:

* J[aeT BO3MOKHOCTH CBOOOZHOTO TOKA KUAKOCTHU

U 9JIEKTPOJIUTOB Yepe3 MeMOpaHy;

* Ouarosiapst BLICOKOMY BHYTPEHHEMY OCMOTHYE-

CKOMY JIaBJIEHUIO KJIeTKa pa30dyxaeT u pa3pbiBa-

eTcs.
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Merabosuecku HeaKTUBHbIE KJIETKH, HAIPU-
Mep cTapbie 9PUTPONUTHI, JErKO JU3UPYIOTCA
maxe 1pu HeOOJBIIOM dYUCTe TOBPEKIEHU,
Boi3Banubix MAC, Toria Kak >KM3HEeCIOCOOHbIE
spocojiepKalle KiIeTku «uszberarors rubenn 3a
CcYeT aKTUBHOCTH MOHHOTO HAcOCa B COYETAHWUU C
mpoileccaMy BOCCTAHOBJICHUS HApYIIEHHOMN IIPO-
HUI[aeMOCTH MeMOpaHbl (3akpbiTust OpbI). Jlaxe
ecqid KJIeTKa He morubaer, MOBPEK/IeHWs, HaHe-
ceanbie MAC, MOTYT CyIIeCTBEHHO HapyIlIuTh ee

bynxmum.
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