AO - aHI'MOHEBPOTUYECKNI OTEK
KBuHke (HAO - HacneaCcTBEeHHbIN,
MAO - npnobpeTeHHbIN)

UK - uMMyHHble KoMnneKcbl

IL — nHTepnenknH

IFN - nHTepdepoH

MAK - membpaHoaTaKyoLnin KoMneKc

M-KCO - makpodaranbHblii KOnoHmec-
TUMYMPYOLWNIA GakTop

M.M. — MOJIEKYNIipHasA Macca

PA — peBmatongHbIi apTpuT

CK - cuctema KomnnemeHTa

CKB - ccTeMHas KpacHas BoSlYaHKa

TCC - TepMUHaNbHbIN KOMMNIEKC

AHaIN3 HapyLLeHnK
CUCTEMbI KOMMIEMEHTA

LUK - umpKynupyoue uMMyHHble
KOMMNeKcbl
C — KOMMOHEHT KOMMNJIEMEHTa
(C1,C2uta)
Ig — uMmyHOrNOBYNMHBI
MBL - MaHHaH-CBA3bIBaOLWMIA
NEeKTUH

ucmema komniemeHma (CK) umeem Kito4yesoe 3Ha4yeHuUe Npu paz8umuu MHO2UX dymMOUMMYHHbIX U UHGeK-
YUoHHbIx 3a6onesaHull. K ¢pyHkyuam CK omHocam, 8 nepsyto o4epedsb, SUMUHAYUIO YyXepOOHbIX KIIemoK,
a makxe 6710KUPOBKY AHMU2eHa U pe2ysISsmopHYto hyHKUUIo 8 uMmyHHOM omeeme. Cywecmaytom 3 nymu
akmugayuu komnaemeHma (puc. 1): knaccuyeckud, anbmepHamueHeil U, OMHOCUMEbHO HeOAa8HO OMPbI-

molil, 1eKMUHO8bIU.

O6GWMIT CKPUHUHI aKTUBaLIM CMCTeMbl
KomMmnsieMeHTa (3 nyTmn: Knaccuveckui,
anbTepHaTUBHDbIN, IEKTUHOBbDIN)

Knaccnuecknin nyTb akTMBauum — camblin adpdek-
TUBHbIA 1 Haubonee cneundUUHbIN, OH BKIOYaAETCA
TOMbKO B TOM CJlyyae, eC/in B KPOBU MPUCYTCTBYIOT NM-
MYHHbI€ KOMM/IEKCbl, COAepKalle UMMYHOT00YNHBbI
(Ig) M, G1, G2 nnn G3°. CBo6oaHble GOpPMbI Nepeync-
NeHHbIX |g, a TaKKe MMMYHHbIe KOMIIeKCbl C APYTrMM
knaccamu n nogknaccamu lg (E, D, G4, A1 n A2) He ak-
TUBMPYIOT Knaccuuyeckuin nytb. MNpu aktuBaumm Knac-
cnyeckoro nytn CK gononHsaeT n ycunvmBaeT aHTUreH-
6nokupyiouiee genctaune Ig. ®parmeHTbl KOMNOHEHTOB
KomniemeHTa (Takue Kak C3a, C4a, C5a), BbicBOobOXKaa-
owmeca B nnasmy npu aktusaumm CK, obnagatoT xemo-
TaKCUYECKNM 1 aHadUNaKTUYeCKUM AeACTBUEM, TAKUM
06pa3om, OHU AOMOMHUTENIbHO aKTUBUPYIOT KNeTou-
HO€ 3BEHO UMMYHHOW CUCTEMDI.

WWW.BIOCHEMMACK.RU

AnbTEPHATUBHBIA 1 NEKTVHOBbLIN NYyTW aKTUBMPY-
I0TCA 1 B OTCYTCTBUe creumduuecknx aHtuten. Ana mx
aKTVBaLMM [OCTaTOYHO ornpeneneHHOW nonvcaxapug-
HOW CTPYKTYpbl, Hanpumep, 6akTepuanbHON KNeTouHom
CTeHKN. Taknm 06pa3om, anbTePHATUBHbIN U TEKTUHOBbIN
NyTU VHULMUVPYIOT NEPBUYHbINA NMMYHHbI OTBET aXe B
TOW CUTyauuu, KOrda aHTUreH elle He pacrno3HaH aHTu-
Tenamy UM UMMYHOKOMMNETEHTHbIMK KneTkamu. OgHako
3TV NyTW XapaKTepu3ylTcsi AOBOJIbHO HU3KOW creuu-
¢duuHocTbio, 1 runepaktTuBauua CK yepes 3tm nyTn mo-
XKeT NPUBECTU K Pa3BUTMIO @y TOVMMYHHbIX NMOPaXeHW .

Mpun pednunTe OTAENBHBIX KOMNOHEHTOB Habofa-
eTca ocnabnenne aktmBHocTn CK B Lenom, 4to Cnyxut
NPUYNHOW CKIIOHHOCTM K MOBTOPAIOLMMCA AN BHE3an-
HbIM TAXenbiM nHbekumnam. Jedbnunt komnoHeHta C3
unu $akTopa B NnpnBoaMT K NOBbILWEHWNIO YyBCTBUTENb-
HOCTV OpraHM3ma K FHOMHbIM NHbeKumnam. HegoctaTtou-
HOCTb TepMMHanbHbIXx KomnoHeHToB C5, C6, C7 n C8, a
TaK»e KOMMOHEHTOB anbTepHATUBHOMO NyTn — GakTopa

® cm. paspen
VIMMYHOTIOGYMHBI,

cTp 386
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D u nponepavHa, co3paet ocobylo npenpacronoxeH-
HOCTb K WHGEKUMAM, Bbi3blBa€MbIM [BYMA BUAAMU
Neisseria — N. gonorrhoeae v N. meningitidis. Dednunt
HEKOTOPbIX KOMMOHEHTOB Knaccuuyeckoro nytn (Clq,
Clr n Cls, C4 nnn C2) accoummnpoBaH € Npeapacnono-
YKEHHOCTbIO K 3ab0neBaHUAM, KOTopble OOYCIOBNEHDI
HapyLeHMAMM B GOPMUPOBAHUN U KNNPEHCE MMMYHHbIX
KOMMJEKCOB, HanprMep, C BO3HMKHOBEHEM CUCTEMHOW
KpacHon BonyaHku (CKB)®. MpuynHOM ayTOMMMYHHOro
NoBpeXAeHNA TKaHel 1 XPOHNYECKOro BOCManeHus mo-
XKeT TaKXe CTaTb Hecneumndunyeckas, CoHTaHHaA akTrBa-
LuA KOMMeMeHTa.

Knaccuueckuit nyto

(Clq, Clr, s, C4, C2) C4b2a

JleKTIHOBbIN NYTb

(MBL, MASP-2, C4,C2) C4b2a

|:| Ca

i

AnbTepHaTUBHbIN NYTb
(C3, bakTop D, B, P) C3bBbP

TepMUHanbHbIiA NyTh
(C5,C6,C7,C8,C9)

Gb

Puc. 1 Cxema OCHOBHbIX cO6bITUI Tpex nyTei akTuBaunn CK

OcobeHHOCTb AnarHocTnky HapyLeHuin CK coctout B
TOM, UTO CbIBOPOTOYUHbI YPOBEHb OTAEMbHbIX KOMMOHEH-
TOB 4acCTO M/IOXO KOppenupyeT C KINHUYECKMM COCTOA-
HVEeM NaymneHTa. TO CBA3aHO C TeEM, YTO KOJIMYeCTBEHHOe
onpefeneHne KOHLEHTpaUun TOro UanM MHOro KOMIMO-
HEeHTa He MO3BOJNIAET CyAUTb O ero ¢GYHKLMOHANbHOM
AKTMBHOCTW. Kpome TOro, MOMHbIA aHann3 HapyLeHui
B akTuBaumm CK gomkeH BKtoUaTb onpegeneHve 6onee
[ecATV KOMMNOHEHTOB. [103TOMy flonroe Bpems Ana CKpu-
HVHIA UCNONb30BANCA TONbKO MEMONIUTUYECKUIA METOA,
KOTOPbIN, OLHAKO, UMeST MHOXECTBO HeJOCTaTKOB: HEBbI-
COKasf YyBCTBUTENbHOCTb, MOXaA BOCMPOU3BOANMOCTD,
HEBO3MOXKHOCTb CTaHZApPTU3aLNN.

«3A0 BrioXvmMak» npeanaraeT AUarHoCTUYeCKnii Habop,
KOTOPbI ABNAETCA KaueCTBEHHO HOBbIM YPOBHEM B fna-
rHocTuKe HapyweHuin CK. Habop co3paH ¢ ncnonb3oBaHu-
eM ABYX MPUHLMMOB: reMOIMTUYECKOTO MeTofia yueTa ak-
TrBauum CK n UOA-meTopa onpepeneHns TepM1MHanbHOTrO
Komnsekca. B HacToslee Bpema — 3T0 Haubonee ontu-
MasibHbI Habop AnA obLero CKpuHMHra HapyLueHwin CK.

B Habope B fiyHKax MUKpOMIaHLleTa cCopbupoBaHbl
crneundryeckre akTBaTOPbl KNacCUuecKkoro, asibTepHa-
TVBHOTO WX NEKTUHOBOTO nyTeit. O6pasLbl CbIBOPOTKM
NauVEeHTOB Pa3BOAAT OAHUM U3 GydepoB, copepKaLymx
cneundryeckne 6nokatopbl AnA obecnedyeHus akTu-
BaLMM TONbKO ofHoro nyTu. Mocne uHkybaumn passe-

[eHHbIX 06pa3LOB CbIBOPOTKM M MPOMbIBKUN JTYHOK, 06-
pasosaswmiica [C5b-C9 ] (TepMUHaNbHBIA  KOMMEKC)
BbIABNAETCA CneunduUUecKUMn aHTUTEeNnamu, KOHbIoru-
pPOBaHHbIMK CO LWesioyHon docdaTason. CTeneHb akTu-
BaLUM KOMMIeMeHTa KoppennpyeT C MHTEHCUBHOCTbIO
OKpaLUMBaHUA U U3MepPAETCA B 3HaYeHUAX abcopbuun.

C1-nHrn6urop CK (pyHkunoHanbHan
AKTNBHOCTD)

C1-MHrMGUTOP — ABNAETCA OAHUM W3 BaXKHEMLWUX
6nokaTtopoB cepurHoBbIx npoteas: Clr n Cls (cybkom-
noHeHToB C1-3cTepasbl Kackaga CK), MASP-1 n MASP-2
(npoTeas, akTMBMpYOWKMX NeKTUHOBBIN NyTb CK), a Tak-
e nnasmuHa, KannmkpenHa, paktopa Xla, ¢akropa Xlla.
C1-nHrnbutop - nonunenTua ¢ MMm. 76 klla, coctoAwmin
13 ABYX [OMEHOB, cogepxawmx 113 ocTaTkoB aMUHO-
kucnot B N-KoHUeBOM fomeHe 1 365 — B C-KOHLEBOM.
HopmanbHas KoHueHTpauusa C1-nHruémutopa B nnasme
-0,2r/n.

C1-MHrMOUTOP ABNSAETCA OOHUM W3  KJACCMUYECKUX
6enkoB ocCTpol ¢dasbl, CMHTE3 KOTOPOro perynvpyercs
NPOBOCMNANNTENIbHBIMU LUTOKMHaMK®®. Tak, NoKasaHo no-
noxuTenbHoe BnuaHne nHtepdepoHos MOH-a, -3 1 -y Ha
cuHTe3 C1-uHrmbmutopa moHouutamu 1 ¢ubpobnactamm
KOXM yenoBeka. NJ1-6 (ocHOBHOI renaToCcTUMynupyoLmii
daKTop), AeNCTBYA Ha KneTku NuHuin HepG2, nHayumpyet
cuHTe3 C1-MHrMbutopa, ofHOBPeMeHHoe [ob6aBneHne K
Knetkam VIOH-y npuBoanT K cCHeprusmy [ericTBua AByX
umnToKnHOB. WJ1-1, penctBya coBmecTHo ¢ WJ1-6, Bbi3biBaeT
yMeHbLeHue cuHTe3a C1-uHrmbnTopa, a ¢ UOH-y — Hanpo-
TUB, NOBbILWAET ero npogykuuto. M-KCP yBennumnsaeT cuH-
Te3 C1-MHrMbutopa MOHOLMTaMV YenoBeKa.

C1-MHrMGUTOP MMeeT MepBOCTENEHHYIO AMarHoc-
TUUYECKYI0 BaXXHOCTb Ana anddepeHymaumm npupogbl
oTeKa KBuHKe (annepruyeckoro v ncespoannepruyec-
KOro MPOUNCXOXKAEeHUA). AHMMOHEBPOTUYECKUI OTeK
KBnHKe nceBpoannepruyeckoil nNpupopbl - TAXenoe
ayToMMMyHHOe 3aboneBaHue, pas3BuBalolleecs Npu
CHUKeHHoM ypoBHe C1-nHruéuTtopa. MNcespoannepru-
YeCKni aHrMIOHEBPOTUYECKNIA OTEK MOXET 6biTb KakK
BPOXAEHHbIM (HacneACTBEHHbIA aHrMOHeBpoOTUYeC-
Kuii oTéK), Tak 1 npnobpeTteHHbIM (MAO).

HAO xapakTepusyeTca cnefyowmnmmy KnMHNYeCKMn
CYMMNTOMaMM: HECMCTEMHOW KPaCHOW BOMYAHKOW, Fome-
pynoHedprTOM, a TaKXKe 3NN30JNYECKUMIU MOAKOXKHbIMY
N CAVM3NUCTBIMU OTeKaMW. Y MauneHTOB C HECUCTEMHbIM
BOJIYAHOYHbIM FnomMepynoHedpUToM NPorHo3 Hebnaro-
npuATHbIN. Yepe3 8-20 neT nocsie NOCTaHOBKM AMarHo3sa
OTMeYaeTCcA NPorpeccupyoLlan XpoHmyeckasa noyeyHas
HeOCTaTOYHOCTb. [lpyroe nposBneHne HecucTeMHom
KpacHOI BONYaHKM C MemMbpaHonponpepaTBHbLIM I10-
MepysIoHepPUTOM — Pa3BUTME MaKPOCKOMMYECKON rema-
TYpWKY, a30TEMUN N BacKynuTa.

[pynna komnaxum «brnoXumMak»



B 15% cnyuaes peduynta C1-MHrMOMUTOPa €ro KOHLEHTpaLKs
OCTaeTCA B HOPME, @ CHIKEHA TONBKO ero GYHKLMOHabHAA aK-
TWBHOCTb. M03TOMY dyHKLMOHaMbHaA aKTMBHOCTb C1-UHIMOUTO-
pa (MHMM6MpYtoLLaA CNOCOBHOCTD) — Hambonee EMKIIA ArarHoc-
TUYECKUIA MOKa3aTeslb. XPOMOTeHHbIN MeTog, NpeasiaraeMbii
KomnaHven brioXnmMak, no3BonsaeT onpegensaTb akTMBHOCTb
C1-nHrn6utopa no cnocobHoOCT NHrM6UpoBaTb C1-3cTepasy.

Stmnonorua NMAO cBA3aHa, Kak NpaBuno, ¢ nossne-
Huem IgG aytoaHTuten npotns C1-uHrnbumTopa. AytoaH-
TUTEna Apyron cneynduUYHOCTM UrpatoT, No-BUAUMOMY,
rNaBHyl0 ponb B npuobpeTeHHoW remodunum v npwu
rnomepynoHedppute. Mpu geduunte C1-uHrnbumTopa na-
Tonornyeckana aktnsauma CK, Bbi3BaHHaA LMPKYANpyio-
LWMMN VIMMYHHbBIMW KOMMeKcamu, KpuornobynmHamu,
napanpoTeriHamu, NPUBOANT K MOSIBNEHMWIO KPanyvBHU-
Libl UM @aHrMo3AeMbl. B HacToALLee Bpems onmcaHbl ciy-
yau couyetaHHol CKB 1 AO, CKB-nogo6bHOro coctoaHus
1 rnomepynoHedpputa. B nutepatype oTmeualoT CBA3b
numobonponudepaTMBHbIX MNpoLeccoB (MMmdocenTn-
yecKkas Nenkemusa, HexomKKnHckasa numdoma) c MAO.
MpunobpeTeHHbIn gedpnumnT C1-MHrMbrUTOPa MOXKET ObITb
BbI3BaH MHOEKUMAMM pas3fiMuHOM NpUpoabl, Hanpu-
mep, napBoBupycom. Helicobacter pylori® Takxe moxxeT
npusoanTb K Aedpuuymty C1-MHrMbuTopa 1 NOABNEHMIO
CMMMNTOMOB @HTMOHEBPOTMYECKOro OTeKa. Y 60sbHbIX
C 3XMHOKOKKO30M, CNycTA 7 MecsALeB nocne onepatus-
HOro BMeLLaTeNbCTBa Obln 06HapyXeH NPrMobpeTeHHbIN
aedruymt C1-uHrnbmTopa.

BaxXHO OT/MYaTb 3TMONOTMI0 HECUCTEMHOW U CUC-
TeMHOW KpacHol BonuaHku. Mpu CKB He o6Hapy»xeHO
BAUAHUA ayToaHTuten K C1-uHrmbutopy Ha ero ¢yHk-
LMOHaNbHY aKTUBHOCTb in vitro. Bbino nokasaHo, uTo
stnonorua aucdyHkuymm Cl1-nirnéutopa npm CKB otnu-
yaetca n ot HAO, n ot MAO.

LUnpkynupytowme MMMyHHbIe KOMIIEKCbl,
copepxawme C3d

NMMyHHble Komnnekcbl aHTureH-aHTuteno (MK)
obpa3sylTca B opraHu3me noctoAaHHo. QPopmmpoBsa-
Hue MK npepactasnaeT co6on Gpr3nonornyecknii mexa-
HW3M 3aliWTbl, NPUBOAALWNIA K ObICTPON SNUMUHALNN
SHOOTEHHbIX WM 3K3O0reHHbIX areHToB (Hanpumep,
MWUKPOOPraHn3Mbl, BUPYCbl, Napa3nTbl, pacTUTENbHble
AHTUTeHbl, aHTUFeHbl rPMOOB, NbiNbLbl UK NULEBbIX
NPoAYKTOB) Uepes peTuUKyno-3HAOTeNMANbHYIO CUCTe-
My. B Hopme obpasoBaBlumeca VK He fomKHbI LUPKY-
NMPOBaTb, OHWN ObICTPO SNNMUHUPYIOTCA MO MeXaHU3-
My, B KOTOpoM 3agelncTBoBaHa CK n makpodaru. Mpwu
HapyLeHnn MexaHn3ma KnnpeHca yposeHb VK B ump-
kynauumn (LUMK) nosbiwaeTtca. Boicoknin yposeHb LMK

WWW.BIOCHEMMACK.RU

AHANU3 HAPYLUEHUIA CUCTEMbI KOMMJIEMEHTA
|

B CbIBOPOTKE W/WNU B APYrMX GMONOTUYECKUX KNA-
KOCTAX HabnopaeTca NpyM MHOTUX BOCMANUTENbHbIX
N 310KayecTBeHHbIX 3aboneBaHuax. Knupenc UK Ha-
pywaeTtca npu gedumuntax oTaenbHbIX KOMMOHEHTOB
KomnnemeHTa Knaccuyeckoro nytu (Clq, Clr n Cls,
C4 nnn C2). Npwn HepocTaTKe KOMMNOHEHTOB KOMMJe-
MeHTa UMK npeunnutupytoT n oTknagbiBaloTca npe-
MMYLLEeCTBEHHO Ha COCYAMCTON CTEHKE N Ha CTPYKTY-
pax, skcnpeccupyowmx Fc-peuentopbl, Hanpumep,
Ha 6a3anbHbiXx MembpaHax (B TOM UMCie NMOYEYHbIX).
B pesynbraTe pa3BuBaeTCA MMMYyHOKOMMEKCHaA na-
Tonoruna (peakuma runepyyscTeuTenbHocTy Il Tuna).
Mpeunnutayma LMK Bbi3biBaeT pasnnuHble 3¢pdeKTbI:
aktTusupyetca CK no knaccumyeckomy nyTu, BCnepc-
TBMe uero BblAgenATca aHadumnaTokcuHbl (C3a, C4a,
C5a), aKkTuBupylTca Makpodaru, uHuuMupyolme
pa3BuTME MECTHOro BOCMaNUTENbHOrO npouecca ¢
npuBneYeHNEM TYUHbIX KNEeTOK U HENTPODMIOB.

LVK B noBbILEHHOW KOHLUEHTPpaLuy BbIABAAKTCA Y
MHormx nauyueHtoB ¢ CKB 1 peBmatongHbiM apTpUTOM
(PA), 0cOBeHHO MMeloLLMX COCYANCTblE OCNIOXKHeHMs. C
npeunnutaumen LINK cBasaHbl HekoTopble GOpMbl He-
dpuToB. YposeHb LMK KoppenupyeT ¢ TaxecTblo nepe-
yrCcneHHbIx 3aboneBaHui.

MHorune Tectbl ana onpegenenna LMK ocHoBaHbl
Ha npeunnuTauny MNOAUITUAEHINKONA, PaguanbHON
nmmyHoanddysnm 1 Ha aHanuse GyHKLMOHANbHOW akK-
TUBHOCTU KNeTouHbIx nuHui (Raji). K coxaneHuto, noka
He CyLecTBYeT H/ OAHOrO MeToha, NO3BONALWErO On-
penenATb Bce Tunbl LINK.

KomnaHua buoXumMak npegnaraet Tect-cuctemy fns onpege-
neHua LYK no ¢parmeHTy komnnemeHta C3d. Habop Bbisenset
LMK, copepxatume IgG n dparment C3d, Te. LUK, aktusumpyto-
we Knaccuyeckni nyTb CK. Mo3tomy onpefenaemble Knacchl
LIMK obnagatoT HambonbLueil akTBHOCTbIO U JOCTOBEPHO OT-
PaXKatoT KNMHUYECKYIO KapTUHY ayTOVMMYHHbIX MaToNornii.

Boiasnenue LUK, no cnocob6HOCTM
ceasbiBaTbca c Clq

C1q (cybkomnoHeHT C1 komnoHeHTa CK) B3aumo-
gencteyeT ¢ UK, cogepxalwmmy aHTuTena ABYX Knac-
coB: IgG un IgM. [Ina Hayana aktuBauuu C1 Heobxoau-
Mbl MMHMMYM ABe moneKkynbl |gG nnu ogHa monekyna
IgM (6-BaneHTHa), y KOTOPOW, NO KpawnHen mepe, ABe
BaJIEHTHOCTW JOJMXKHbl MpopearnpoBaTb C aHTUTEHOM.
C1q npucoeanHaetca kK CH2 gomeHy IgG, unn k CH4
pomeHy IgM. Co cBo6oaHbIMKU dopmamu Ig C1q cBA3bI-
BaeTcA oyeHb cnabo. Tak, KOHCTaHTa cBA3biBaHUA Clq
co cBo6ogHbIM IgG MeHblLLe Ha YeTbipe NopAAKa KOHC-
TaHTbl CBA3bIBaHMA C arpernposBaHHbiM IgG nnum I1gG B
coctase VK. Ha npuHunne s3aumopencteua Clq c lg

® Helicobacter
pylori -
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6a3upyetca metop onpegeneHus LMK metogom NOA.
Ha nonuctnponosom nnaHwete copbuposaH C1q, Ko-
TOpbIN cBA3bIBAET 60nbWNHCTBO TUNoB LINK.

AHTuTena K C1q KOMNOHEHTY
KomrnniemeHTa*

JleKTMHOBDbIN nyTb aKTuBaLnuy cucrembl
KOMMJieMeHTa

AKTUBHOCTb MaHHaH-CBA3bIBaIOLLEro
nekTuHa, yposeHb MASP-2

MaHHaH-cBA3bIBatoLwmin nektuH (MBL) obpa3syeT Kom-
nnekc co cneynmdpuyHbIMM CEePUHOBLIMUA MPOTea3amu
(MASP-1, -2, -3), 3 Kotopbix Tonbko MASP-2 ob6nagaet
depmMeHTaTVBHOW akTUBHOCTbIO B OTHOLIEHUV KOMMOHEH-
ToB C2 n C4. AKTrBaumaA nektnHosoro nytu CK nponcxoaut
TONbKO Mpu ToM ycnioBru, Yto MBL, o6pa3oBaB Kommnekc
C cepriHoBOI npoteason MASP-2, cBA3blBaeTCcA CO CTPYK-
TypoW, cogepaLuern MmaHHaH unv N-aueTunrioKo30aMuH,
HanpymMep, C KIETOYHOW CTeHKoN GakTepuin. Komnnekc
[MBL-MASP-2] 3anyckaeT N1eKTUHOBbIV NyTb akTBaumm CK
nopo6Ho Tomy, Kak komnnekc [C1g-(C1s-Clr),] akTusupyeTt
Knaccnyecknii nytb, a MASP-2 B cocTaBe KoMmnsiekca Bbl-
nonHAeT GyHKUMIO aHanormyHyto npotease C1s.

JleKTVHOBbIV MyTb ABNAETCA aHTUTENOHE3aBUCUMbIM,
yTo BaXHO [nA GOPMUPOBaHUA ObICTPOTrO VMMMYHHOTO
OTBEeTa B TOM CJlyyae, KOrfja opraH13m eLlé He BbipaboTan
aHTMTen NpoTuB Bo36yauTena. HopmanbHbii ypoeHb MBL
HaxoauTca B npegenax oT 10 go 5000 Hr/mn. Cpegn eB-
poneonaos 6onee 12% nonynAauum MmetoT yposeHb MBL
Hxke 100 Hr/mn. YpoBeHb MBL Huke 100 Hr/Mn OTHOCAT
K OQHOMY 13 TWMOB MMMyHopeduUmMToB. Takum o6pasom,
okono 10% npegnonoXmMTenbHO 340POBOro HaceneHusa B
LencTBUTENbHOCTY UmeeT fedunumt MBL. Huskaa aktme-
HoCTb MBL MOXeT NpUBOANTDL K PasfiyHbIM KIVMHUYECKAM
NPOoABNEHNAM, TaKUM Kak BO3BpaTHble MHGEKLMOHHbIE 3a-
6oneBaHuA, 6one3Hb KpoHa. MoHmkeHHaa akTneBHocTb MBL
TaKXe accoLMmMpoBaHa C MOBbILIEHHBIM PYCKOM Pa3BUTUA
cencuca, ¢$rbpo3a, ayTOMMMYHHbIX MOpaXeHwWin (Hanpu-
mep, PA, CKB) 1 nprBbIYHOTO HEBblHaLIMBaHKA GepemeH-
HocTw. [Mpwn NpoBefeHNY AUAarHOCTUKN HEOOXOAMMO YUnTbI-
BaTb, YTO B NEPVOA MHOEKLIMOHHOrO 3a60neBaHiA ypoBEHb
MBL Bceraa noBbILLAETCSA MO CPAaBHEHMIO C 6a30BbIM. BaxkeH
ypoBeHb MBL 1 gna nporHosa B TpaHcnnaHTonoruu, npu
KOHLUeHTpaummn MBL Huxke 100 Hr/MA BOArOCPOYHBIN NPO-
rHO3 NPWXMBAEMOCTY NOYKM U cepALa 3HAUNTENbHO YXyA-
waetcA. HanpoTye, OTHOCUTENbHO BbICOKUIA ypoBeHb MBL
(>1000 Hr/mn) accoumMmMpoBaH C PUCKOM CePAEYHOCOCYANC-
TbIX 3a60neBaHNIA, MHOaPKTa MMOKapaa, 0CO6eHHO Ha GoHe
pa3BUTUA CaxapHoro AuabeTa.

MASP-2 pacuennser C2 n C4, obpa3sysa C3-KoHBep-
Tasy — C4b2a. Mo ¢yHKLMOHanbHOW akTMBHOCTM MASP-2

noxoxa Ha npoteasy C1s. C1-uHrmémTop 1 a2-makporno-
6ynnH B GU3MONOTrNYECKOW KOHLEHTpaLuy MOMHOCTbIO
6nokunpyloT GepMeHTaTMBHYIO aKTUBHOCTb KOMIeKca
[MBL-MASP-2]. B oTCyTCTBUE MHTMOUTOPA 3TOT KOMIMJIEKC
OMNCOHU3MPYET GaKTepuu, Pe3Ko YCKopAA KX rmbenb.
HopmanbHbili ypoBeHb MASP-2 B CbIBOpOTKe COCTaB-
naetr 170-1200 Hr/mn. [OHWMXeEHHasA KOHUeHTpauua
MASP-2 roBopuT 0 BbICOKOI YYBCTBUTENILHOCTM K UHbEK-
LMOHHBbIM 3a6oneBaHuAM. Kpome Toro, MASP-2 siBnsetcs
NPOrHOCTUYECKMM MapKepOM Pa3BUTUA 3/10KaYeCTBEH-
HOW OMyxonu NuLeBoda 1 NPAMOW KULWIKK, NOBbILLEHHbIN
YypOBeHb 3TON MpoTeasbl — HebGNaronpuATHLIN GakTop
npu OHKONOrNU.

B cBOI0 Ouepeb aKTMBHOCTb Hanbonee 3BOMIOLMOH-
Ho apeBHel MASP-1 cxoka C akTUBHOCTIO TPOMOUHA, UTO
no3BonAeT NpeanonoxunTb yyactne MASP-1 B 3almMTHbIX
peakumnAX BPOXAEHHOIO UMMYHUTETA, OCHOBAHHbIX Ha
koarynauum. MASP-3, cyaa no nutepaTypHbIM JaHHbIM,
He yyactByeT B akTumBauumum CK. Buonormyeckasa posnb
MASP-3 ocTaeTcA HEBbIACHEHHOW, MOCKONbKY 3Ta NpoTe-
a3a pacliennseT Nnllb CUHTETUYECKNI CybCTpaT, a HaTy-
panbHbIN Cy6CTpaT NoKa Hen3BeCTeH.

«3A0 buoXnmMak» npeanaraet Tpy UOA-Habopa ana

BCECTOPOHHEN OLeHKN NEKTUHOBOTO MYTH :

1. OueHKa aktBHocT MBL no cBA3bIBaHMIO C MAHHAaHOM

2. Konnyectso MASP-2 (TecT-crcTema, He yMetoLasn aHa-
NIOrOB B MUPE)

3.06wwan akTMBHOCTb Kommnnekca MBL-MASP-2 no cno-
COBHOCTU pacllennATb KoMnoHeHT C4 (TecT-crcTema,
He YMeloLLas aHanoros B Mupe)

YpoBeHb MBL 06bl4HO KOppenupyeT co cnocobHocC-
Tblo AenoHnpoBatb C4b, ogHako, Npu oAHOM U TOW Xe
KOHUeHTpauun MBL BenvunHa OenOHMPOBaHUA MOXET
BapbupoBaTb B 3 pasa. KonnyectBo fenOHMPOBAHHOIO
C4b - nyuywwnii KONMYeCcTBEHHbIN MoKasaTeNlb aKkTMBa-
LM NEKTUHOBOTO MYTW, MOCKOSIbKY 3TO OfHOBPEMEHHasA
oueHka aktusHocTen MBL 1 MASP-2 npu ¢yHKUMOHUPO-
BaHWM B KOMMEKCe.

AnbTepHaTUBHbI NYTb
aKTMBaLuM KOMMJIeMeHTa

B akTUBaLMV anbTepHATUBHOTO My TN YUYaCTBYIOT LLECTb
6enkoBbIX ¢pakTopoB: B, D, P, H, | n komnoHeHT C3, 06wui
ana Bcex nyTeit. [Npryem HeKoTopble GeNKM anbTepHaTUB-
HOro MyTW aKTMBaLUW ABAAIOTCA GYHKLMOHANbHBIMU aHa-
noramu 6enkos knaccuyeckoro nytu. ®aktop D pelictyet
aHnanornyHo Cls: ecnn Cl1s aktmBupyet KomnoHeHT C2, To
dakTop D nofobHbIM 06pa3om Bo3fencTByeT Ha B pakTop.
®akTop B B anbTepHaTVBHOM MyTY aKTUBaLMKU Npu Gopmu-
posaHun C3-koHBepTasbl 1 C5-KOHBepTasbl UrpaeT posb,
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aHanornyHyto kKomnoHeHTy C2. KnioueBas cTagua anbrep-
HatueHoro nytn CK — popmumposaHme C3/C5-KoHBepTasbl
anbTepHaTueHoro Nyt - [C3b Bb]. fleduuumt nioboro Gen-
Ka anbTepHaTteHoro Nyt CK npoAsnAeTcA NoBbllLeHHOMN
YyBCTBUTENBHOCTbBIO K MHGEKLMOHHbIM 3aboneBaHuam. /13
1edVLNTOB KOMMOHEHTOB aNbTePHATUBHOIO MYTY OMNKMCaH
gedvuunt daktopa D y 3 naumeHTOB C NOBTOPHbLIMK UH-
beKuMAMY, BbI3BAaHHBIMU HeccepursamMu, a Takke aeduunt
nponepaunHa 6onee, yuem y 70 nayueHToB. Okono 45% na-
LMeHTOB C AedrumnTaMmn nNponeparHa nepeHecs i MeHUH-
FOKOKKOBYI0 MH}EKLMIO, MPY 3TOM NeTanbHOCTb COCTaBW-
na 6onee 25%.

®akTop D (AgnncuH)

QakTtop D (AguncuH) — ceprnHoBaa npoTeasa, He-
obxoaumas pansa ¢popmuposanHua C3/C5-kKoHBepTasbl
anbTepHaTMBHOro nyt. ®akTop D oyeHb cneynduu-
Hbll EePMEHT, ero eAUHCTBEHHbIM eCTECTBEHHBIM CY6-
cTpatom aBnaetca ¢aktop B. MNMpuuem gna pacwenne-
HuA dakTopa B He06Xx0aMMO, UTOObI OH Obln CBSA3aH C
dparmeHTom C3b, Torga npu yyactum daktopa D npo-
NCXOAUT oTwenneHne pparmeHTa Ba n opmmposarue
C3/C5-koHBeptasbl - [C3b Bb]. ®akTop D 3Kkcnpeccu-
pyeTca pasfvUHbIMU TUMAMU KJIeTOK: MOHOLUMUTaMM,
Makpodaramu, MuouMTamu, KneTkamym SHAOMeTPUSA,
noyek, TOHKOro KuLeYHrKa, a B 0COBOeHHOCTM agumno-
untamu. Katabonusm daxktopa D HenocpefcTBeHHO
cBA3aH C PyHKLMen nouek. B cnyyae noyeyHon Hepo-
CTaTOYHOCTM YpPOBEHb UMpKynupyiouero ¢akrtopa D
3HauMTeNnbHO Bo3pacTaeT. HanpoTuBe, npakTnyeckun Bce
cnyyau gedpuuntoB dpaktopa D ABNATCA BPOXKAEHHDI-
MM, @ He NpuobpeTeHHbIMU. BepoATHO, Npu yckopeH-
HOM KaTabonuame ¢GaKTOpOB afibTepPHATUBHOIO MyTW
npexpae BCEro NpPoucxXoauT mncroweHre daktopa B n
KomnoHeHTa C3, a ¢pakTop D npakTnyeckn He pacxo-
ayeTtca npu akTmeauun. MockonbKy o6buHO feduunThl
dakTopa D AaBnATCA HacnefyembIMU, TO UMeeT CMbIC
NPOBOAMNTb CKPUHWHT CPeAn POACTBEHHUKOB MaLueH-
Ta ¢ 3Tum geduumTom. Bece cnyuam pedmumnta paktopa
D accoumnpoBaHbl C HU3KOW CONPOTUBIAEMOCTbIO Op-
raHu3mMa NpoTMB NaToreHoB 6akTepuranbHOW MPUPOABI.
Ocoboe BHMMaHMe TpebyeTcs 06paTTb Ha NaLMEHTOB,
NnoJBEPEHHbIX YacTbiM 3a00NeBaHUAM MEHUHTUTOM.
MauuneHTbl C BPOXAEHHbIM FOMO3UTIOTHBIM 1 reTepo3u-
roTHbiM fedpuuntom daktopa D xapakTepusytoTcs no-
BbILUEHHOWN YyBCTBUTENbHOCTbIO K MEHUHIUTY. Mccne-
[OBaHWA MOKa3blBalOT MOXYK OMCOHU3ALMIO KNETOK
N. meningitidis dakTopamun anbTepHaTUBHOTO NyTH, U3-
33 Yero He NPOUCXOAUT HeNTpoduUbHLIN darountos
naToreHoB. B 3ToM cnyyae nckyccTBeHHoe BBefeHue
npenapaTta ¢pakTopa D BoccTaHaBNMBaeT HOPMasbHY10
ONCOHU3MPYIOLLY0 GYHKLMIO KOMMIEMEHTa NPOTMB Na-
ToreHa.

WWW.BIOCHEMMACK.RU

AHANU3 HAPYLUEHUIA CUCTEMbI KOMMJIEMEHTA
|

®akTop P (MponepaunH)

MakTop P (MponepanH) urpaeTt ctabunusunpyioLlyto
ponb B coxpaHeHun aktmHocTn C3/C5-koHBepTas anb-
TePHATUBHOTO NyTU, yBEIMUMBAA NEPUOA nosypacnaga B
10 pa3. MponepanH B KPOBM CYLLECTBYET B HEAKTUBHOM
dopme. Ero aktuBauma npoucxognT B pesysbTaTe KOH-
Takta ¢ C3bBb u, no-sngumomy, obycnoeneHa KoHdpop-
MaLMOHHBIMY M3MEHEHUSMU MOMEKYNbl. AKTUBMPOBAH-
Hbln NponepanH cessbiBaeTcs ¢ C3b nnm C3b-nogobHbiM
6elkoM B KOHBeEpTase 1 CTabunusmpyer ee, TeM CamblMm,
WHAOYLUMPYA aKTMBaUMIO anbTepHaTMBHOIO NyTW, Mpo-
ANeBas BpeMs CyLlecTBOBaHUA KOHBepTa3. HopmanbHasn
KOHLEHTpaLMa nponepanHa B CbiBOPOTKe - 20 MKr/mn,
monekynapHaa macca — 220 k[la. [ponepauH, Kak npasu-
110, NCMONb3YIOT KaK MapKep MOBbILEHHOTO pUcKa 3a6o-
NeBaHNA MEHUHTOKOKKOBOW MHpeKLMeNn.

MpoAyKTbl akTMBaLMMN CUCTEMbI KOMMe-
meHTa (TCC, pparmenTbl C3a-desArg, C4a-
desArg n C5a-desArg)

3akntounTenbHas $asza atakm MembpaHbl HAUMHaeTCA
C pacwenneHuns KomnoHeHTa C5 Ha aBa pparmeHTa C5a 1
C5b. 7ot npouecc ocyuiectsnaet C5-koHBepTasa (oaHO-
ro n3 nyTen akTMBaumm), KoTopasa oTwennaeT parmeHT
C5a ot N-koHua a-uenu monekynbl C5. Obpasytowuinca
¢dparmeHT C5a obnafjaeT oyeHb CUNIbHOW aHadunakTM-
YeCKol aKTMBHOCTbIO, @ TakKe CMOCOOHOCTbIO OCYLLeCT-
BNATb XeMOTaKcuc. B pesynbraTe akTmBauuu Knaccu-
yeckoro nyTu obpasyeTcsa BCero Tpu aHadUIATOKCMHA
(pparmeHTbl C3a, C4a, C5a). DTN Xe aHaUNATOKCUHDI
obpasytotcs n npu aktneaumm CK no gpyrum mMexaHus-
MaM: Npu akTMBauuun anbTepHaTueHoro nytm — C3a, C5a,
npwv akTMBaLum nekTmHosoro nyTn — C4a, C5a. Oparmen-
Tbl C3a n C4a HeCKONbKO YCTYNalT NO XeMOTaKCUYeCKo-
My 1 aHadunakToreHHomMy pencteuio parmeHTy C5a. B
OTCYTCTBME MeXaHM3Ma perynauum gencrame aHaduno-
TOKCUMHOB MOXET NPUBECTU K aHadUNakTUUYECKOMY LLOKY
— Yype3BblyaliHO ONacHOMY COCTOAHMIO C PUCKOM JleTaslb-
Horo ucxopa. bbicTpaa wHakTMBaumA aHapuNoToKCU-
HoB C3a, C4a n C5a pocturaetca yganeHmem apruHuHa
C KapbOKCUIBbHOrO KOHLA 3TUX MenTUZOB C MOMOLLbIO
CneynanbHoOro CbiIBOPOTOYHOTO depmeHTa — KapboKcu-
nentugasbl B. Mpu 3Tom 06pasytotcsa dopmbl C3a-desArg,
C4a-desArg n C5a-desArg. Takum obpa3om, dparmeHTbl
C3a-desArg, C4a-desArg n C5a-desArg aBnsATcAa Mapke-
pamu aHadbunakTyeckom peakumm, BoCcnaneHnsa n prcka
OTTOPXKEHUA TPaHCMNaHTaTa.

Bce Tpu nytn aktmaumm CK BepyT K cbopke Tepmu-
HanbHoro (TCC) unu membpaHoatakytowero (MAK) komn-
nekca (KoppekTHee paccmaTtpusathb, YTo MAK — YacTHbIN
cnyyan TCC, korga cbopka Npom3oLLna NMeHHO Ha Kie-
TOYHOl mMembpaHe). Mocne paclwenneHrs KOMMOHeHTa
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C5 Ha dparmeHTbl C5a 1 C5b nponcxoaunTt GLICTPLIN He-
dbepmeHTaTVBHBIN Npolecc obpasoBaHua C5b—-C6-C7-
C8-C9, - UMTONNTUYECKOTO KOMIJIEKCA Ha KIIETOYHOW
MembpaHe aTakyeMol KneTku. Monekynbl KOMMIOHeHTa
C9 (ot 12 po 21 mMoneKyn Ha KOMMIEKC) NPOLUMBAIOT Ha-
CKBO3b KJIETOUHYIO MeMbpaHy, GopMrpys LUIMHApuYec-
Kui KaHan. Obpasylolleecss OTBEpCTHE AMAaMETPOM OKO-
no 100 A no3sonsAeT HN3KOMONEKYNAPHLIM BellecTBam
cBO6OAHO NPOXOAUTb BHYTPb KneTkn. O6pa3oBaBLUMCA
MAK peiicTByeT HacToNbKO 3bGEKTUBHO, UTO ANA NU3K-
Ca NPOKaPMUOTNYECKON KNEeTKN MOXeT OblTb [OCTaTOUYHO
oaHoro Kommnekca [C5b-C9 1. Mm. [C5bC9 | nopsgka
1700 k[a (550 ka — macca C5b-8 1 1100 k[la — cpeaHaAn
macca nonu-Co-cTpyKTypbl).

C6opka Komnnekca [C5b-C9 | MmoxeT nponcxoanTb 1 B
xupkon dasze npu yyactnm S-6enka (BUTPOHeKTUHA) — dak-
TOpa FOMOJIOrMYHOWN PeCcTPUKLMK, KOTOPbIV 3alyuiiaeTt
KNETKN opraHn3ma OT ayTOMMMYHHOI arpeccuu. A HeKOTO-
pble KNeTKM (Hanpumep, HeNTPOGUbI YeNoBeKa) CMOCOOHbI
3alWMLIATbCA OT NM3KCa NMyTeM JIOKaJIbHOTO BbIMAYMBAHUA
MeMOpaHbl, KOTOPOE 3aTeM MOJSTHOCTBIO OTAENAETCA OT KNeT-
KV B BUAE Be3VKyrbl, yHocA Ha cebe MAK. Tak nnv uHaue,
[aXe B 3[0POBOM OpraHu3me pactBopumMble dpopmbl TCC
MPUCYTCTBYIOT, NOCKONbKY akTuBauma CK nponcxogmt noc-
TosAHHO. Ho B clyyae uHbeKLUMOoHHOro 3aboneBaHus, BOC-
NannTenbHOro npoLecca MoLHOCTb akTnBaumm CK pesko
MOBbILLIAETCA, COOTBETCTBEHHO BO3pacTaeT 1 yposeHb TCC,
KOTOPbIN CIYXXUT HaIEXHbIM MapKepOM BOCManeHus.

NMHOOPMALUA ANA 3AKA3A
Kar. Ne Mponssoantens HanmeHoBaHwWe, KonMYecTBo/ynakoska
5345003 Technoclone C1-uHrn6uTop, 60 (aetekuma npu 405 HM)

EK-CIC Buhlmann Linpkynupyiowme ummyHHble komnnekcbl C1q, 96

CG59221 IBL LinpkynupytoLme uMmyHHble Komnnekcbl C3d, 96

416-5490  Orgentec AxTuTena K C1q KOMMOHEHTY KoMmniemeHTa, 96

HK323 HBT MBL (MaHHaH-CBs3blBaloLaA akTUBHOCTb JIeKTUHa), 192

HK327 HBT MBL (onpepfeneHve akTMBHOCTU No AenoHupoBaHuto C4b), 192

HK326 HBT MASP-2 (MBL-accouumnpoBaHHasn cepriHoBas npoTerHasa), 192

HK328 HBT TCC (TepMMHanbHbI KOMMIEKC KOMMIEMEHTa UM MembpaHoaTakytowwuin kommneke, MAK), 192

COMPL300 BCM Diagnostics O6Lui CKPUHVHT CUCTEMbI KOMIMIEMEHTA (3 MyTu: KNacCUYECKNiA, abTePHATUBHbIN, TEKTUHOBbII), 96

900-058 BCM Diagnostics KomnnemeHT C3a-desArg, 96
900-059 BCM Diagnostics KomnnemeHT C4a-desArg, 96
900-033 BCM Diagnostics TNponepauH (Factor P), 96

DFDO00 R&D Factor D (adipsin), 96
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