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Pe3tome. Cucrema KOMIUIEMEHTA SIBJISETCS JIPEBHEHIIIMM KOMIIOHEHTOM
BPOXKJICHHOTO  MMMYHHUTETa, OCHOBHOW  (YHKIIMEH  KOTOPOTO  SIBIISIETCS
MPEUMYIIECTBEHHO HHTPABACKYJsIpHAs JIMMUHAIMS OaKTepuaJbHBIX AareHTOB.
Kpome Toro, mpoTenHsl KOMIUIEMEHTA UTPAIOT POJIb CBOEOOPA3HOIO MOCTa MEXIY
CUCTEMaMU BPOXKIEHHOTO U aJIallTUBHOTO UMMYHHUTETa, OOECIieunBasi aJIeKBaTHbIC
ycioBus aisi co3peBanus u auddepenimanun B- u T-nmumdonuro. Cucrema
KOMIUIEMEHTA COCTOMUT M3 IJIa3MEHHBIX MPOTEMHOB U MEMOpPAHHBIX PELENTOPOB.
[11a3MeHHbIE TIPOTEUHBI B3aUMOJIEHCTBYIOT MEXAYy COOOM Tpemsi HM3BECTHBIMU
KaCKaJIHBIMU MYTAMH — JIEKTUHOBBIM (HamOoJsiee (PUIOTEHETUYECKU IPEBHUM),
aJbTEPHATUBHBIM U KJIACCUUYECKUM.

JlexTuHBI — OOIMI TEPMUH MPOTEUHOB, (HOPMUPYIOMIUX OTAEIHHOE
CylepCeMENCTBO  NATTEPH-PACIO3HAIONIUX  PEHENTOPOB,  CIOCOOHBIX K
pacmo3HaBaHUIO M arperamvy MOJIEKYJ OJIUTO- M TOJUCaXapuHOW MPUPOJIBI.
Cpenn Bcex JEKTUHOB YHUKAJIBHBIMU (DYHKITUSIMU (POPMUPOBAHUS KOMIUIEKCOB C
YIJICBOJIHBIMM KOMIIOHEHTaMH MHUKPOOHOM cTeHkH oOmanaror duxoauHsl (FCN)
(oOmuii moMeH — (GUOPHOHOTEH) M KOJUICKTHHBI (OOIMH JOMEH — KOJUIareH) —
MaHHO30CBs3bIBaONIMM JekTuH (MBL), meueHOUHbI ¥ TTOYEUHBIA KOJUICKTHUHBI.
OOpa3oBaHue CIOXXKHOTO KOMILJIEKCA TOJIMCAXapuabl MHUKPOOHOW CTEHKH +
KoJiekTHH /| (ukonmuH + cnenuduYecKre MaHHO30-CBS3bIBAIOIINE JICKTHH-
acCOIMUpPOBaHHbIC cepuHOBBIe mnpoTeasbl (MASP) npuBOaMT, B HTOre, K
aKTUBAIIMM CHUCTEMbl KOMIUIEMEHTA, BOCHAIUTEIILHONW PEaKIMUu WU DIMMHHAIIH
OakTepuu. Takoi MyTh aKTUBAIMKM HA3bIBAETCS JICKTMHOBBIM, B OTJIMYHE OT JIBYX
JIPYTUX MyTeH — KJIACCUYECKOTO U aIbTePHATUBHOTO.

N3yuenne poau CHUCTEMBI KOMIUIEMEHTa M BPOXKICHHBIX JEe(PEKTOB
MPOTEMHOB B MATOTE€HE3€ PA3IUYHBIX 3a00JI€BaHMI KpaliHE aKTyaJbHO B CBSI3U C
TE€M, YTO BPOXKIEHHBIC NePHUIMTH KOMIIOHEHTOB KOMIUIEMEHTAa COCTAaBIISIOT HE
meHee 5% oT 0011ero unciaa nepBUYHbIX UMMYHOJE(PHUIIUTOB, TOTJa KaK acleKThl
UX PACTIPOCTPAHEHHOCTU U MATOreHe3a OCTAITCS HEM3YYeHHBIMU. AKTYaJIbHOCTb

HN3Yy4YCHUSI KOMIIOHCHTOB CHCTCMbBI KOMIUICMCHTA IJIA Pa3JIMYHBIX HOHy.J'IHI.[HfI



3HAUWTEbHA, YYWUTHIBAsS HAKAIUIMBAIOIMIAECS JIOKA3aTeIhCTBA BAXKHOH POJH
JICKTUHOBOTO TIYTH B OTHOIICHWHM BHPYCHBIX HWH(EKIMA. JIEKTUHBI, OCHOBHBIC
NPOTEUHBl  JIGKTUHOBOTO TYTH  AaKTUBAllMd  KOMIUIMIMEHTA, KOJIUPYIOTCS
nouMop(HBIME TeHaMH, TodeuHble Mytanuu (Single nucleotide polymorphisms,
SNPS) B KOTOpBIX NMPHUBOJAT K M3MEHEHHIO KOH(GOPMAIIMU U AKCIPECCUU OelKa,
4TO B CBOIO OUYEpEeh UMEET OTpaKEHHE Ha (PYHKIMOHAIBHOCTH U CIOCOOHOCTH
OTBeYaTh Ha maToreH. PacmpeneneHue 4acTOT MOMMMOP(GHBIX TEHOB JIEKTUHOB U
WX TaryIOTUIIOB UMEET KpailHe BhIpaKEHHbBIC MOMYJIAIMOHHbIE pa3iuuus. CoriacHo
aHaNMW3y JOCTYIHBIX HaM JIUTEPATYpPHBIX JaHHBIX, B HACTOAIIEEC BpEMs
MOMYJSIMOHHBIE YacTOTBI MyTalldid, B TOM YHCJI€ AaCCOIIMMPOBAHHBIX C
BPOXKJICHHBIMU JIe(PUIIMTAMU KOMIIOHEHOB JICKTUHOBOTO IMyTH MaJIOYMCIICHHBI WU
HE M3Y4YEeHBI, TIO3TOMY B JaHHON paboTe MpuBeIAeH 0030p OCHOBHBIX JICKTHHOB U
uX (QYHKIUU, U3Y4YCHHbIC (YHKIIMOHAJIBHO 3HAYMMBIC MYTAllMd B Pa3IUYHBIX
MOMYJISAIUAX W WX TMaTOreHeTHYecKash 3HAYUMOCTh JJIs 3alllUTHBIX (YHKIIUN

OpraHu3ma.

KaroueBble cioBa: cucrema komiuMmenTa; aektunasl, MBL; FCN; MASP;

MOJIMMOP(PU3M; STHUYECKUE OTIUUHS.

Abstract. the complement system is the most ancient components in the
innate immunity, mainly functioning to primarily eliminate bacterial agents
intravascularly. Moreover, the complement complex proteins play a role as a
‘bridge’ between the systems of innate and adaptive immunity providing adequate
conditions for maturation and differentiation of B- and T-lymphocytes. The
complement system consists of plasma proteins and membrane receptors. Plasma
proteins interact with each other via the three described cascade pathways — lectin
(which is most ancient phylogenetically), alternative and classical.

Lectins are proteins comprising a separate superfamily of pattern-

recognizing receptors able to sense molecules of oligo- and polysaccharide nature



and induce their aggregation. Among all the lectins, ficolins (FCN) (common
domain — fibrinogen) and collectins (common domain — collagen) — mannose-
binding lectin (MBL), hepatic and renal collectins have exert unique functions by
complexing with carbohydrate components of microbial wall. Formation of a
compound complex ‘microbial wall polysaccharides + collectin / ficolin + specific
mannose-binding lectin-associated serine proteases (MARP)’ results in the
complement system activation, inflammatory reaction and bacterium elimination.
Such scenario is proceeded along the lectin pathway compared to the two other
pathways called classical and alternative.

Examining a role of the complement system and congenital protein defects
in the pathogenesis of various diseases is of topical interest because inborn
deficiency of the complement components comprises at least 5% out of total
primary immunodeficiency rate, whereas the aspects of their prevalence and
pathogenesis remain unexplored. Relevance of investigating the complement
system components for diverse populations is tremendous, taking into
consideration accumulated evidence regarding an important role of the lectin
pathway in viral infections. Lectins, the main proteins in the lectin pathway of the
complement activation, are encoded by polymorphic genes, wherein single
nucleotide polymorphisms (SNPs) result in altered protein conformation and
expression, which, in turn, affects functionality and potential to respond to a
pathogen. The distribution of the lectin polymorphic gene frequencies and their
haplotypes displays extremely marked population differences. According to
analyzing available data, population SNP frequencies including those associated
with inborn deficiencies for components of the lectin pathway have been currently
scarce or unexplored. hence, here we review major lectins and their functions, their
functionally significant SNPs in diverse populations and their pathogenetic

importance for host defense functions.

Key words: compliment; lectins; MBL; FCN; MASP; polymorphism;
ethnic differences.
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NmMmyHHast cucTeMa KJIaCCUYECKHU JICIUTCS Ha BPOXKACHHYIO U aJIalITUBHYIO,
KOTOPBI€ MPEJICTABISIOT COOOM CIOKHBIE CUCTEMbl B3aMMOJICUCTBUI MHOKECTBA
OCJIKOB U PEILENTOPOB, CBS3aHHBIX MeEXAYy co0oill. BpoxaeHHas HWMMyHHas
cucrtemMa OO0eCreurnBaeT HEMEJICHHYI0 HeCleUn(DUUYECKyl0 TMEepBYIO JIMHHUIO
3alllUTHl MOCPEACTBOM TyMOPAJIbHBIX, KJIETOYHBIX U MEXaHUYECKUX MPOIECCOB,
urpas >KU3HEHHO BaXKHYIO pOJIb B 3alUTE OT IMAaTOreHHOro Bo3zeiicTBus [31].
Cucrema komiiemenTa (CK) sBisieTcsi [peBHEHIIUM KOMIIOHEHTOM BPOXKIAEHHOTO
UMMYHUTETa, OCHOBHOM  (yHKIMEH  KOTOpOro  SIBISETCS  JIMKBUJAIUSA
MH(EKIIMOHHBIX areHTOB U COOCTBEHHBIX KJIETOK OpraHu3Ma 4yesnoBeka. Cucrtema
KOMILJIEMEHTA COCTOMT 00Jie€ 4YeM W3 HECKOJBbKHX JECSATKOB OEJIKOB IJIa3MBbl,
pEelLeNTOpOB Ha TOBEPXHOCTH KIETOK U peryiasTopHbix OenkoB. I[locne
MPOTEOJUTUUECKOTO PACHICIIJICHUS] HEAKTUBHBIE MOJIEKYJIbl aKTUBHPYIOTCS, YTO
OpUBOAUT K psiay A(h(exTopHbIX (YHKIMN, BKIOYas (harolmrTo3, BOCIHAJICHUE,
JU3UC KIETOK [76]. Kpome TOro, mpoTeMHbl KOMIUIEMEHTA CO3/Ial0T CBSI3b MEXKIY
CHUCTEMaMU BPOKJICHHOTO U aJJallTUBHOTO UMMYHHTETA, 00eCIeunBas HOpMajbHbIE
yclioBus 1Jis co3peBanus u nuddepennuanuu B- u T-numdormros. DddexTruBHas
paboTa CcHUCTEMbl KOMIUIEMEHTa 3aBUCHT OT OajlaHca pPEryJisiTOpHbIX U
AKTHUBAllUOHHBIX MEXAHU3MOB, HAMNPABJICHHBIX HA YHUYTOKEHUE BTOPrarOIIUXCs
MHUKPOOPIaHU3MOB U OTPAaHUYEHHUE MTOBPEKICHUS KJIETOK U TKaHel xo3auHa [99].

B mocnegnue roapl M3YyYEHHIO POJU BPOXKICHHBIX Je(PEKTOB CHUCTEMBI
KOMIIJIEMEHTAa B TMaTOT€HE3€ pAa3IMYHBIX 3a00JIeBaHUM OT HWH(EKIMOHHBIX U
BUPYCHBIX JI0 ayTOUMMYHHBIX M KapJAHO-METa00JNYECKUX B MUPOBOM JTUTEpAType
yAensAeTcs 3Ha4YnTelIbHOe BHUMaHue. Tak, B JokyMeHTe EBponeickon acconuanuu
N0 W3y4YeHHI0O HMMMyHOAehHuIUTHBIX coctosuuii  (European Society for
Immunodeficiencies, ESID) or 2020 roma, cHeHMalbHO IOCBSIIEHHOMY
00OOIIEHUIO COBPEMEHHOTO COCTOSHUSL TPOOJIeMbl JIE(PUIIMTOB  Pa3TUIHBIX
KOMITOHEHTOB KOMILJIEMEHTA, YTBEPKIAETCS, YTO TAaKUE BPOXKICHHBIC HEPEKTHI
COCTaBIISIIOT He MeHee 5% o0miero uucia MNEpBUYHBIX MMMYHOAE(HUIIUTOB, a

MHOTHUC aCIICKThI UX PACIIPOCTPAHCHHOCTHU U IMMATOICHC3a OCTAOTCA HCU3YYCHHBIMHA
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[21]. Tlnazmennble mnporenabl CK B3aMMOACHCTBYIOT MEXIy COOOH Tpems
W3BECTHBIMH IYTSAMU — JICKTHHOBBIM (HanOoiiee (HIIOTCHETHYECKH JPEBHUM),
IbTEPHATUBHBIM U KJIACCUYECKUM.

Bce Tpu nytu KoOMILJIEMEHTa HWHUIMUPYIOTCS MHOKECTBOM CTUMYJIOB
HE3aBUCUMO JIpyr OT JApyra, W BIOCIEICTBUM MPOTEOIUTHUYECKUE KACKaJIbl
CXOJSITCA K aKTHUBAllMU OCHOBHOTO KommoHeHTa (C3, 4To MNpUBOIUT K COOpKe
MeMmOpaHo-aTakywomiero komiuiekca [15]. JlektunoBeii myts (JIII) Moxer
aKTUBHPOBATHCS B OTCYTCTBHUE UMMYHHBIX KOMIUIEKCOB U MHUIIMHPOBATHCA MTyTEM
CBA3BIBAHUS MOJIEKYJI CYNEPCEMENCTBA MATTEPH-PACHO3HAIOIIMX PELENTOPOB
(JIeKTMHOB), TaKWX KaK MaHHO30CBsi3bIBaromuii jektuH (MBL), xommektun 11
(CL-K1) win (uKOIMHBIL, C YIJIEBOJAMH WM AlCTHJIMPOBAHHBIMH OCTAaTKaMH,
NPUCYTCTBYIOIIMMU  HA  TMOBEPXHOCTH  MATOI€HOB  WJIM  COOCTBEHHBIX
amonToTUYeCKux / omyxoiyieBblx kieTok [6]. Hupkynmupyromue MBL, CL-KI1 u
(bUKOTUHBI 00Pa3yIOT KOMIUIEKCHI CO CIIEIU(PUIECKUMU CEPUHOBBIMU TTPOTEA3aMHU
(Mannose-binding lectin-associated serine protease, MASP): MASP-1 u MASP-2.
[Tocne cBszpiBanus komiiekcoB MBL / MASP, CL-K1 / MASP wiu ¢ukonun /
MASP ¢ ux mumensmu, MASP-1 moxeT aBTOMaTHYECKM AKTHBUPOBATHCA WU
sanyctuTh MASP-2 [41], npuBoas x pacuieriennto C4 u C2. 9to obecrnieunBaet
coopky kouBepra3 C3 u C5 ¢ ux mocleayromei akTuBalueid, COOTBETCTBEHHO, H
reHepanueid C3a u C5a — AByX NMPOBOCHAIUTENIbHBIX aHA(UIATOKCUHOB, KOTOPHIC
YCIWJIMBAIOT BOCHIAJUTENBbHYIO peakiuio. TakuMm oOpazomM, 0Opa3oBaHHE CIOKHOTO
KOMILJIEKCA: TOJMcaxapujibl MHUKPOOHOW CTEHKHM + KOJUICKTUH/(PUKOIUH +

cnenuduyeckue mporeazsl (MASP-1, MASP-2 u MASP-3) npuBoautr K

aktuBanuu JII1 cucTeMbl KOMILUIEMEHTA, BOCTAIMTEIBHON PEAKIIUU U SJTUMUHAIIUU
OakTepuu (PUCYHOK 1).

B nmanHom o030pe oOwbeauHeHa wHGoOpManus O (GYHKIUSIX U JAePUITUTAX
O€JIKOB JIGKTUHOBOT'O MMYTHU aKTUBAIMUA CUCTEMbI KOMILUIEMEHTA, O B3aUMOJICHCTBUU
JIpyr ¢ IpyroM u o0 MX y4acTMH B TaToreHese 3abosieBaHuil udenoBeka. Kpome

3TOrO OMMCAHBl TEHBbl ATHUX MPOTEHMHOB, UX MOIUMOPPU3M, (PYHKIHOHAIBHBIE
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https://en.wikipedia.org/w/index.php?title=MASP1&action=edit&redlink=1
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MyTallid U TaIUIOTUIINYECKUE OCOOCHHOCTH, BIUSIONIME HA UMMYHHBIA OTBET B
EJIOM, a TaKKe Ha aBUJHOCTh M OTBET OpraHM3Ma Ha MaToreH / MHPEKIMOHHBIN
arent. O630p OyAeT MmoJsie3eH Il UMMYHOJIOTOB, HH(DEKIIMOHUCTOB, BUPYCOJIOTOB,

TCHCTHUKOB, MOJICKYJIAPHBIX 6I/IOJ'IOFOB, TCPaAIlICBTOB.

HpOTeI/IHBI JICKTHUHOBOI'O ITYTH CUCTCMbI KOMILICMCHTA

Mamnno3zo-ceasviearowuti rekmutr (MBL)

MaHHO030-CBA3BIBAIONINI  JIEKTUH — O3TO  IIEHTpaJibHasg  MoOJIeKyJja
pacmo3HaBaHMs JIEKTMHOBOTO TIyTH, CHHTE3WpyeMas B KIETKaX TCYCHH U
CEeKpeTupyeMass B KPOBOTOK B BHJE BBICOKOMOJICKYJISPHBIX MYJIbTUMEPHBIX
komiuiekcoB [49]. Monekyna MBL cocTouT W3 HECKOJNBKHX CYOBCIUHUI[ U
CKJIOHHa K OOpa30BaHUIO AUMEPOB, TPUMEPOB U TeTpaMepoB. CIOCOOHOCTH K
OJIMTOMEpHU3AIIMN TeHETUYECKH OOYCIOBJICHA M TOBBIIIaeT akTuBHOCTH MBL B
OTHOIICHUHM CBS3BIBAHUS TOJIMCAXapHUIOB OAKTEpHU M aKTUBAIUA KOMIUICMEHTA
[51]. MBL sBnsieTcst 4jieHOM ceMelcTBa OCIKOB KOJUICKTHHOB M M3BECTEH Kak
agexktuH C-Tuma u3-3a CIMOCOOHOCTH Pacro3HaBaTh HE TOJBKO MaHHO3Y, HO U
dbparmenTsl caxapoB Ca2+-3aBUCHMMBIM 00pa3oM, a TakKe €ero Ha3bIBalOT
(GAIIUTHBIM KOJIJIATEHOM» W3-3a BAXXHOW pOJIM B BPOXKIEHHOM HUMMYHUTETE M
SJIMMUHAIMK  MaToreHoB [16]. MaHHO030-CBS3bIBAIONIMK JICKTHH pacro3HaeT
MOBTOPSFOIIMECS MACCHBBI YIJIICBOAHBIX CTPYKTYp Ha MATOTCHHBIX OpPraHU3Max,
TaKUX Kak BUPYCHI, OaKTepuu, TpuObI, TPOCTEUIIINE U MHOTOKJIETOYHBIC ITAPa3HTHI,
a TaK)Ke Ha amoNTOTHYECKHX / OMyXOJeBbIX KieTkax [7, 48, 55, 56, 72]. ITocne
CBS3bIBaHMS ¢ MuIcHIMH MBL BbI3bIBaeT HECKOJIBKO OMOJIOTHUYECKUX 3P(DEKTOB,
TaKMX KaK aKTHBaIlMs KOMIUIEMEHTA JICKTMHOBBIM IIYTEM, OICOHO(AroIuTo3,
MOMIYJISAIMS BOCIAJICHUS W PACO3HaBaHWE W3MEHEHHBIX COOCTBEHHBIX CTPYKTYD
[88]. Kpome Toro, MBL MoxeT MOAyiIHpoBaTh MPOAYKIHUIO ITUTOKWHOB KaK Ha
ypoBue MPHK, Tak u Ha ypoBHe Ocnka [50]. MBL cuuTaercs mpoTeMHOM OCTpOi

¢as3er [34], ypOBHH KOTOPOTO MOTYT yBEIUYHMBATHCS B HECKOJBKO pa3 BO BpeMs
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octpoa3oBOro oOTBEeTa, B OCHOBHOM H3-3a TIOBBIIIAIOMICHCA PETYJISIUU
menunatopamu octpoir (aszel [9]. YpoBam MBL B chiBOpOTKE KOJIEONIOTCS OT
HECKOJBKMX HaHOTpaMM Ha MWUIHIMTP 10 Oonee 10 MKr / MJ cO CpeaHUM
3HaueHUuEeM 0Kojo 0,8 Mkr / mia [54], 9TO B 3HAYUTEIHLHON CTCIECHH 3aBHCHUT OT
IEHETHYCCKOro  monuMopdusmMa  koampymomero ero  renma  (MBL2):
MEXUHINBUYaAIbHbIE YPOBHH IUpKyIupyrommx MBL moryt otnuudarsest go 10-
kpatHbix [83, 93]. [lomuMo reHeTHYECKONH M3MEHYMBOCTH, YpoBHU MBL Tarxke
MOTYT 3HAYUTEJILHO U3MEHATHLCS B TeUeHue sxu3Hu [89, 96].

JlepuuT MaHHO30-CBSA3BIBAIONIETO JIEKTHHA JOBOJBHO PACHpPOCTPaHEH U
BCcTpeuaeTcs: npuMepHo y 8—10% nroaeit u oObuHO omnpenensiercs kak <100 Hr /
mi B kpoBotoke [32, 39]. Bamsuue nepunmra MBL Ha ¢dyHKIIMOHUpOBaHHE
CHCTEMbI KOMIUIEMEHTa M COCTOSIHHE MMMYHHUTETa OoJiee OIIyTHMO, KOTJa €CTh
JONIOJTHUTEILHBIC COCYILECTBYIOIINE MIMMYHHBIC e(eKThI [2], TOCKOIBKY 0OBIYHO
OonbIIMHCTBO Jtojieit ¢ peduiutom MBL npaktudecku 310poBsl [27]. Jdedurmr
MBL uacto umeer Jerkue kimHudeckue mocneactsus [14]. Tlokazano, uto
nebunur MBL cBszan ¢ uHGEKIUAMU BEPXHHUX ABIXATENbHBIX MyTEH y neTei
paHHEro BO3pacTa U ¢ BOCIPUUMYHBOCTHIO K TSHKEIBIM WH(MEKIHSIM y TAIMeHTOB,
noayJamomux xumuorepanuto [39]. SBHble knmHUYeckue mocnencteus MBL-
nepuUTa MOXKHO HAONOJaTh Yy TMAalMEHTOB C HEUTpomeHueu, mocie
TpaHCIIAaHTAIlMM OPTaHOB W TKaHEH, y HOBOPOXKICHHBIX, OCOOCHHO Yy
HepoHomeHHbIX [26, 58]. B TO ke BpeMs 3HAYMTEIHHOE KOJIUYECTBO
WCCJICIOBAaHUIA TIOKa3bIBa€T, YTO TEHETHYECKH JCTCPMUHHPOBAHHBIA YpPOBEHBb
MBL wmoxer wMoauduuupoBaTh PHUCK BO3HUKHOBEHHMS M KIMHUYECKHE
XapaKTEPUCTHUKN MHOTHX MH(PEKIMOHHBIX 3a0oneBanuii. [Ipuyem, Takoe BIUsHUE
MMeeT MHOKECTBEHHbIN Xapakrtep. [JocTarouHo Bbicokuil ypoBeHb MBL siBnsiercs
3alIUTHBIM (PAKTOPOM B OTHOIICHUM BO3HUKHOBEHUS U TSDKECTH WHOEKIUH,
BBI3BAHHBIX HHKAIICYJIMPOBAaHHBIMH OakTepusmu (Streptococcus pneumoniae,
Haemophilus influenzae u Neisseria meningitidis), mpexae Bcero y aereii paHHEro

Bo3pacta [31, 90]. B To ke Bpewmsi, HopMallbHBIE/BBICOKHE YpoBHU MBL MoryT
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MOBBIMIATh PUCK WH(PHUITUPOBAHKUS M BOCTAIUTEIHLHON PEAKIIMU TpH HHQPEKIUIX,
BBI3BAHHBIX HEKOTOPHIMH BHYTPUKIETOYHBIMU BO3Oymutensmu (Mycobacterium
tuberculosis, Leishmania, Mycoplasma pneumoniae, Chlamydophila
pneumoniae, Legionella pneumophila, Coxiella burnetii) [31, 98]. CaenoBaTenbHo,
HOCUTENU  HEKOTOphiXx  MBL-gepuuuTHpIX  ramioTUOB  MOTYT  MMETh
ONPEJEICHHOE KIMHUYECKOE TMPEUMYIIECTBO TMPU ITUX BHYTPUKIECTOUHBIX
UHEKINAX.

Kak Obuto ckazano Bbiie, MBL MoxkeT cBs3bIBaThCA ¢ Oe3MeMOpaHHBIMU
CTpyKTypamu, B ToM umcie Bupycamu. [lanmemus COVID-19 npgama poct
WCCIICIOBAHUM COCTOSIHMSI MMMYHHOW CHCTEMBI YEJIOBEKAa M YCTOMYHMBOCTH K
BUpycy. bblma  nokazaHa — TNOBBIIIEHHAas ~ CTENEHb  MATOJOIMYECKOIO
TpoMO0OOOpa30BaHUsI, KAaK OCJOXKHEHHUs TsKeaol ¢(opmbl 3aboseBaHus [63].
[TokazaHo, 4uTo y O0JIBHBIX ¢ TpOMOO3aMu ObLI MOBHITIEH ypoBeHb MBL B ma3zme,
¥ OH KOppenupoBall ¢ ypoBHeM D-aumepa — MapKepoM KoaryJionaTuu. AKTHBAIUS
CUCTEMBI KOMILIeMeHTa mnocpeactBoM MBL Ttakxke crnocoOCTByeT MacCHMBHOM
aKTUBAllMM CUCTEMbl CBEPTBHIBAHMUS KPOBU. DTO HU3MEHEHHE, HalIjgaemMoe y
MHorux mnamueHToB ¢ COVID-19, nmpuBoguT k TpomM003y, HE MOAJAIOLIEMYCS
CTaHJApPTHOMN bapmMakoIOrH4ecKoit TpoMmbonpodunaktuke. Mcciaenoanue
MOKa3bIBACT, YTO CHUCTEMA KOMIUIEMEHTa HE TOJbKO YYacTBYeT B HMMYHHOMH
3alIUTe, HO TaKKe€ MOXXET CIHOCOOCTBOBATH MOBBIMICHHIO CKIOHHOCTH KPOBH K
cBepThiBaHUIO. TakuMm oOpazoM, uMmeHHO cBsizpiBanne MBL ¢ COVID sBnsercs
OCHOBHOM MPUYUHON TPOMOO30B IIPH TsHKENOM TeueHuu [33].

MaHHO030-CBA3BIBAIOIINI JIEKTHH KOJIUPYETCS TEHOM MBL2,
PACIIOJIO)KEHHOM Ha JJIMHHOM Iuiede xpomocombl 10 (10ql1.2 — g21) [79]. Ha
UMMYHOJIOTHYECKYI0 (YHKIUIO JIGKTHHOB BIHMSIOT MYyTallid B TIPOMOTOPHOM
peruoHe M B KOAUPYIONMIEH YacTH WX TE€HOB, MOAYJIHUPYS TPAHCKPHUIIIMOHHYIO
aKTUBHOCTh M W3MEHAA KOHIEHTpamuio Oenka. MBLZ2 - BbicokomonumopgHbIi
I'€H, MOKa3aHbl AJIJIEIbHbIE BAPUAHTHI, OTBETCTBEHHBIE 3a OOJIbIIIME BapUALIUU KaK

ypoBHeir MBL, Tak m ¢yHknmonanpHON aktuBHOCTH [12, 17, 19, 20, 98]. B
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HACTOSAIIEE BpEeMs U3BECTHO, YTO JTOMUHAHTHBIE MyTanuu B | sk3one reHa MBL2
NPUBOMSIT K  CHWXKEHWI0O crmocobHocth MBL  x  onwromepusanum — w,
COOTBETCTBEHHO, K CHMIKEHHUIO €r0 KOHIICHTpPAllMU B IJIa3Me M (YHKIIMOHAJIBHOM
aKTUBHOCTH, YTO B CBOIO OY€pE/lb BEAECT K MOBBIIIEHHON BOCHPUUMYUBOCTH K
uHpekusaM. K TakuM MOCHEACTBUSM TPUBOAAT MYTallMM B KOJOHaX 52
(rs5030737; A/D), 54 (rs1800450; A/B) u 57 (rs1800451; A/C). Annenwu,
coJiepKailiie MyTanuu B kojaoHax 52, 54 u 57 o6oznauarotrcsa, kak D, B u C,
COOTBETCTBEHHO, B OTJIMYME OT JauKoro amwieis (A). B cBs3u ¢ OJHOTUITHBIMU
dbuznonornyeckumu nocueactTeusiMu mytanuu D, B u C B COBOKYITHOCTU HNPUHSITO
o0BeauHATH B amuienb «O», OH JaeT Hayallo JucyHKIMOHaIbHBIM (opmam MBL,
KOTOpbIE€ HECIIOCOOHBI CBS3BIBAaTHCA CO CBOMMHM JuraHgamu [57, 59, 86].
NuguBuael O/O uMEIOT TOYTH HEONpeAensieMble ypoBHU onuromepos MBL
BBICOKOT'O TOPsI/IKa, TOTJa KaK UHAUBUIIBI A/O MOTYT UMETh MOHUKEHHBIE YPOBHU
6enka B azme [60, 62]. Ha ummyHonmornueckyto ¢pyukuuo MBL Takxe BiausitoT
MyTallMd B MPOMOTOPHOM Yy4YacTKe TeHa: JuMopdu3mbl B sokycax rsl11003125
(H/L) u 157096206 (Y/X) MOAyIMpyIOT TpPaHCKPHUIIIIMOHHYIO aKTHBHOCTD,
3HAYUTENIbHO BIIMsAA Ha KoHmeHTpanmio MBL B mmasme kposu [51]. Bwiio
yCTaHOBJICHO, 4TO HY numioTun acconuupoBaH ¢ HanOoJee BHICOKON MIa3MEHHOU
koHuentpammeit MBL, LY aumotun — co cpemHeit koHimeHtpanuen, a LX — ¢
Hu3koil [60]. Kpome Toro, ObuT BBISBICH TUMOPPHU3M B 5'-HETpaHCIHPYEMOW
gact 1 »k30Ha (1s7095891; P/W). Jlas OLEHKH KIMHHYECKHUX IOCICICTBHIMA
IeHEeTUYECKH JeTEPMUHUPOBAHHBIX pasznuuuii B skcnpeccun MBL  Obii0
npemioxkeHo Beaenate MBL-gedpunurasie (YO/YO wmm  XA/YO), MBL-
npomexxyrounbie (YA/YO umu XA/XA) u MBL-Bbicoko skcnpeccupyromue (YA/YA
wim XA/YA) mumotuner [37, 70]. B uenom cumraercs, uto 20-25% Bcei
YEJIOBEUECKOW  TOMyJSIIUU  SBISIIOTCA  HocutensiMu ~ MBL-nedunutHbIx

rarmioTunoB, a y 8-10% MBL B muta3mMe KpoBH OTCYTCTBYET WM KpaitHe HU30K [24,

32, 60].
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@uxonunst (FCN)

I[Tomo6bnHo MBL, ¢ukomuHbsl  TPEACTaBIAIOT  COOOM  PEIEenTOphI
pacro3HaBaHMs, KOTOpbIe CMOCOOHBI CBsi3bIBaThcsi ¢ MASP u akTuBHpOBaThH
CUCTEMY KOMIUIEMEHTa uYepe3 JIEKTHUHOBBIM MMyTh, HUIpas BaXHYI poOJb B
MMMYHHOW 3alIUTE MPOTUB KIMHUYECKH BaXKHBIX NAaTOreHoB. [lomumMo akTuBanuu
KOMITJIEMEHTa, (DUKOJUHBI CHIDKAIOT PHUCK WHQOUIIUPOBAHUSA, CTUMYIUPYS
cekpenuto unreppepona-ramma (IFN-y), IL-17, IL-6, dpaxTopa HEekpo3a omyxoJiu-
anbda (TNF-0) makpodaramu [75]. V denoBeka onucaHo TpU BUja (PUKOIMHOB:
M-¢duxomuH, komupyrommiics reHom FCN1, L-¢pukonun (FCN2) u H-dukonmn
(FCN3). M-(uKoIMH — UCKITIOYUTEIBHO TKaHEBask MOJICKyJa (IKCIPECCHPYeTCs B
JIETKUX, MOHOIIMTaX U cele3eHke), L-GpukonuH npoayuupyercs B IEUYEHU HU
HUPKYJIUpyeT B KpoBU, H-(puKOIMH sKCHpeccUupyeTcs B TEUEHH U JIETKHUX.
[TokazaHo, 4TO B JIETKUX B HauOoJbIeH creneHu npoayuupyercs H-duxonun, a
€ro KOMIUIEMEHT-aKTUBUpPYIOIIasi CIOCOOHOCTh NpeBbIIaeT TakoByro MBL.
CrtpykTypa (PUKOIMHOB OYEHB MMOX0XkKa Ha CTPYKTYpy MBL u Takxke nmeer qomes,
aBUJHBI K TEM € YrIeBOAHBIM KOMIOHEHTaMm Oaktepuii, uto u MBL. L-
buxonuH, B ommure or MBL, MOMOJHUTENIBHO MOMKET CBS3BIBATH HEKOTOPHIE
KOMITOHEHTBI TPaMIIOIOKHUTEIbHBIX OaKTEpHii, B 4aCTHOCTH S. pneumoniae (B Tom
yucie KarcyiabHble (opmbel) W S. aureus. ®dukonmH-2 o0JagaCT MIUPOKOU
CreU(PUIHOCTHI0O B OTHOLIEHUH MHKPOOPTAaHW3MOB, TEM CaMbIM UTrpasi BAKHYIO
poJib B TEPBOM JIMHUU BPOXKIACHHOTO HMMMYyHUTETa. XOTS KIWHUYECKHUE
uccinenoBanusi (UKOJIMHA-2 BCE €I HAaXOASATCA Ha HadYaJlbHOM CTajuu, €CThb
JIOKa3aTelbcTBa TOTO, 4YTO JACPUIUT (PUKOIMHA-2 MOXKET TMOBBIIIATh PHUCK
peCcMpaToOpHbIX  WHOEKIUA [52]. ®dukonuH-3  sgBAsSETCS ~ HauOosee
pacCIpOCTPAaHEHHOM MOJIEKYJIOM PACIO3HABAHUS JIEKTUHOBOTO IIYTH U TAK KaK OH
BBICOKO JKCIIPECCUPYETCS B TKAHSIX NEYEHH M JIETKUX, 3TO YKa3bIBAET HA €ro
3HAYMMOCTh KaK JJIsI aKTUBAlMU JIEKTUHOBOTO MYTH, TaK W IJIA 3aIlIUThl JIETKUX

xo3siuHa [4, 44]. Kpome Toro, HelaBHO OBUTH TIOJIYYE€HBI MEPBHIE CBHUICTEIHCTBA
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AHTUMUKPOOHOW  aKTUBHOCTH  (UKOJMHA-3 B  OTHOIICHUM  KHIIECYHO-
KOMMEHCAIBHBIX M yCIIOBHO-TIATOTEHHBIX KUIIeUHBIX OakTepuii Hafnia alvei [67].
[IpumeuarenbHO, YTO (UKOJMH-3 YCTOMYMB K KoJlareHazam (Torja Kak JIpyrue
(UKOTWHBI M KOJUIAT€HBI HET), M 3TO MOXKET OTPakaThCs HA €ro0 aHTUMHUKPOOHOM
AKTUBHOCTH, B TOM YHCJIE B XKEIYJOYHO-KUIIIEYHOM TpakTe [44].

Onucanbl TOTUMOP(PU3MBI TPOMOTOPHBIX U CTPYKTYPHBIX PETMOHOB T'€HOB
dbukonmuuoB. ['en FCN1 pacronoxen Ha xpomocome 9q34 u COACPKUT NEBITh
aKk30HOB. Cpenu Heckonbkux SNP, onucannbix m1s rena FCN1, mo kpaiineit mepe
BOCEMb CBSI3aHbl C YpPOBHSIMU (PUKOJWHA-1, YEeThpe M3 HUX PACHOJIOKEHBI B
MPOMOTOPE U B IEPBOM 3K30HE [8]. DTH MOTUMOP(HU3MBI YACTUYHO OTBETCTBEHHBI
3a MUPOKHM JuanazoH (1o 15 pa3) MeXUHAUBUAYaTbHONW HW3MEHUHMBOCTHU
KoHIeHTparuii ¢ukomuua-1 B tumasme [100]. T'em FCN2 pacmonoxen Ha
xpomocoMe 9q34.3 [65], Tpu SNP B nmpomoTopHOW 00J1acTM U OAWH B IK30HE 8§
CBsI3aHBI C BapHalUsiMU yYpoBHeE# (ukonuHa-2 B masme: +6424 G>T, -986G> A, -
602G> A u -4A> G u p.Ala258Ser, B To Bpems kak naBa apyrux SNP B
MOJIOKEHUsIX -557 u -64, Mo-BUAUMOMY, HE BIIUSIOT Ha SKCIIpeccuto reHa [42, 45].
I'en FCN3 pacnonoxen Ha xpomocome 1p36.11 U BBICOKO KOHCEpBATHUBEH Y
4eJioBeKa. bhUIO OMHMCaHO MATh TOYEUHBIX MYTallUid, OTBETCTBEHHBIX 32 3aMEHBI
aMHUHOKHCJIOT, BCE C yacTtoTamMm ajuiened Hmke 5%: p.Leul2Val, p.Leull7fs,
p.Thr125Ala, p.Glul66Asp u p.Val287Ala [44]. Takoil BbICOKHII KOHCEpBaTU3M
reHa yKa3bIBaeT Ha TO, YTO (DUKOJIMH-3 MOKET BBITIOJHATH PENIAIONIYI0 (DYHKITUIO
B UMMYHHOM OTBeT€. JIeMCTBUTENbHO, HEIOCTATOYHOCTh (DUKOJIMHA-3 BCTpEUaeTCs
KpaitHe peako [95].

OnyOnuKoBaHHBIC PE3YJIBTAThl HUCCICNOBAHWM CBSI3M KOHIICHTPALIUU U
noMMOP(PU3MOB  I'eHOB  (PUKOJMHOB C  KaKMMHU-TUOO  3a00JIe€BaHUSIMU
HEMHOTOUHCIIEHHBI. [oNbCKHe ucciienoBaTeny noKas3aium, YTo y JAE€TeH C aTOMUEN ¢
YaCTBIMH  PECIHPATOPHBIMA  HMH(PEKIUSIMH  BBISBIAIOTCS  OoJiee  HU3KHUE
KOHIleHTpaluu L-bukonuaa B minasMe kpoBu [23]. OmHako TroJuiaHICKHE

UCCIIEIOBATEeNIM HE HAIUIM Kakoh-nmubo cBs3u nonumopdusmoB reHoB FCN2 u
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FCN3 ¢ pemummuBupyrommumu uHGekmusaMu y ngeredt [7/7]. OmnmcaHa cBs3b
nosmmMopdu3moB rera FCN2 ¢ mpeapacnoioKeHHOCThIO K TaKUM 3a00JI€BaHUSM,
KaK BHCIEpAJIbHBIA JIEWIIMAaHUO3, IIMCTOCOMO3, remaTut B, TyOepkynes,
CUHETHOWHAsS WHQEKIHs, a TaKKe TMPEIKIAMIICHs, TMPEKICBPEMEHHBIC POJIBI,
HEJOHOIIEHHOCT W HMHQEKIHH HOBOPOXKIACHHBIX [14, 69]. Cpenn
noJIMMOP(GU3MOB T€HOB (PUKOJMHOB HanOoJiee M3yYCHHBIMU SIBISIIOTCS MYyTallld
rs17549193 u rs7851696 rena FCN2. B HacTosiiiee BpeMsi MPEANOIaraeTcsi, 4To
i Mytanuu 1517549193 wanuune BapuantHoro amwiens T (renortunsl CT u TT)
aCCOIMMPOBAHO C HU3KOW aBUIHOCTHIO (PMKOJIMHA K MaroreHam. [loka3zaHo, 49TO
3TOT CcTpykTypHBIE SNP  accoumupoBan ¢ Oosbmieil  3a0071€Ba€MOCTHIO
BUCIIEPAJILHBIM JICHIIIMAHKMO30M W OJHOBPEMEHHO O00Jie€ BBICOKUM YPOBHEM
¢dbuKoIMHA B IJIa3Me. ABTOPBI MPEIOJIAraloT, YTO BHICOKHE IIA3MEHHBIC YPOBHH
L-dukonuua o0OyCIOBIEHB €ro HHU3KOW (YHKIIMOHAJIBHOM CIOCOOHOCTHIO
CBSA3BIBaTh  OAaKTEpPUIO U, COOTBETCTBEHHO, MEHBIIEH  CIOCOOHOCTHIO
HaKaIIMBaThCS B o4are BocrnaieHus [14].

[IpotuBomoOXHas cuTyarusi Habmtomaercs ¢ myrtanueit rs7851696, rae c
HU3KOW aBHIHOCTHIO aCCOLMHUPOBAH HOPMaNbHBINA (quKkuii) BapuanT reHa FCN2
(rerotunn GG). IlokazaHo, YTO Yy 3MOPOBBIX TOHOPOB B JATCKOW MOMYJISIIMH
ypoBeHb L-¢puKonuHa B Iia3Me KpPOBH MPOTPECCHUBHO CHIKAJICS MPU HAIUYUU
myTtanuu 57851696 (renotunet GT u TT) [71]. ABTOpBI mIpeanojararmT, YTO
HAJIMYME BApUAHTHOTO aJUieds B JTOM CIIyd4ae CBSI3aHO C BBICOKOW TKaHEBOMU
aKTUBHOCTBIO L-(puKonMHA W, OJHOBPEMEHHO, €r0 HHU3KOW KOHIICHTpalUeH B
ma3Me kpoBu. [TokazaHo, 4To MeaMaHHBIC YPOBHH CHIBOPOTKH aukoro tuma (GG),
rerepo3uror (GT) m romosuror (TT) cocraBmsror 5100, 2200 u 900 Hr / M
cooTBeTcTBeHHO [53, 71]. Takwm o00pa3oMm, TOMO3UTIOTHOCTH HE BEAET K
abcomotHOMy neduruty QrukonmrHa-2, 0OBIYHO €€ Ha3bIBAIOT HEJOCTATOYHOCTHIO
¢ukonmna-2 [52]. Eme panee ObUTO MOKa3aHO, YTO TCHETUICCKUN MOJIMMOP(H3M B
8 sk30He reHa FCN2, npuBoasiuii K aMMHOKHCIIOTHOM 3aMEHe aJlJaHMHA Ha CEPUH

(p.A258S, myramus +6424G>T, rs7851696) noelmaeT CrmocoOHOCTh (PUKOJIMHA
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MPUKPETUIITHCS K YTJICBOIHBIM KOMITOHEHTaM OaKkTepuid, a THPO3MHA HA METHOHUH
(p.T236M, myrarust +6359C>T, rs17549193) cHmkaeT Takyro COCOOHOCTH [42].
Takum o00pa3oM, C TOUYKM 3pEHUs TKaHEBOW (YHKIIMOHAIBLHOCTH (UKOJIUHA
(aBumgHOCTH), Mt myTaruu +6359C>T we BeirogHsl BapuanTHbie reHOTHIBI CT 1
TT, a nna myranuu +6424G>T HopmanbHbIi BapuaHT reHotumna — GG. Xots atu
TEHOTHUITBI M aCCOLIMMPOBAHBI C BHICOKMMH IJIa3MEHHBIMHU YpOBHsIMU L-(ukonnna
[23, 77], cumraercs, 94TO 3TO CBHICTCILCTBYET 00 WX HH3KOH aBUIHOCTH H
CIIOCOOHOCTH HAKAIUTUBATHCS B TKAHSX.

H-¢uxomun (¢pukonuu-3) sBiasgerca Hauboyiee MOIIHBIM W3 H3BECTHBIX
aKTUBATOPOB JICKTUHOBOTO TIyTH KOMIUIEMEHTa, H €Tr0 CBHIBOPOTOUYHBIC
KOHIIEHTpAIlMU 3HAYUTENIbHO MPEBBIMAIOT KOHIEeHTpauu L-pukonuna u MBL.
Ero koHueHTpanusi y B3pocibiX KoJjieonercs B aeciaTth pa3 (6100—60 300 ur / mur)
co cpenuuM 3HadueHueM 19 500 ur / ma [78]. Myrarus rs28357092 (+1637delC) B
sk3oHe 5 rena FCN3 mnpencraBnser coOodi MyTalMiO CO CABUTOM DPaMKH
CUMTHIBAHMS, BEAYIIYIO K yceueHnto C-KOHIEBOTO KoHIa Oeika (puKoirMHa-3, OHA
MPUBOJIUT K CHIDKCHHUIO TUIa3MEHHBIX ypoBHeW H-dukonvHa mo tumy reH-addexr
3aBUCUMOCTH: TOMO3WUTOTHI C TaKOW JeNerluel JIEeMOHCTPHUPYIOT IIOJIHOE
OTCYTCTBUE IUIa3MEHHOTO YpoBHs H-QukonumnHa, a y reTepo3uror BbBISBISIOTCS
cpeaune ypoBHu mnporenHa [68]. I'omosurornocts mo +1637delC Berpeuaercs
kpaitne penko (0,01-0,02), 49TO CBUAETENBCTBYET O BaKHEHIINX (QYHKIUSIX
dbukonuHa-3: B JWTEpaType OmHcaHO Bcero 6 ciaydaeB (BCe OHHM CTpajaid
TSOKCIBIMH  MH(EKIMSIMH B paHHeM JeTckoMm Bospacte) [14].  JlamHble o
MOMYJISAIMOHHOM  YacTOT€ TETePO3UTOTHOTO HOCHUTEILCTBA TaKKe KpalHe
HEMHOTOYHMCJICHHBI: B UCIAHICKOM KOTOPTE 3I0POBBIX TOHOPOB OBIIO BBHISBICHO

15 rerepo3urot u3 483 obcnenoBaHHbIX (4acToTa cocTaBuia 1.5 %).

MGHHOS’O'CB}Z:)’blGaIOWMe JEeKMUH-ACCOYUUPOBAHHblIE CEPUHOBbIE NPOMEA3bl

(MASP)
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[Tomumo MBL u (UKOIMHOB, OZHMMHU U3 KIIOYEBBIX YYAaCTHUKOB
JEKTUHOBOTO TYTH AaKTHUBALIMM KOMIUIEMEHTA SBJSIETCS CEMEHCTBO MaHHO30-
CBSI3BIBAIOLIUX JIEKTUH-ACCOLMUPOBAHHBIX cepUHOBBIX mporea3 (MASP). MBL-
aCCOLIMUPOBAHHBIE  CEPUHOBBIE MpPOTEa3bl  JCHCTBYIOT Kak  aKTHUBATOPHI
JIEKTUHOBOTO TyTH Tipu cBsizbiBanuu MBL, dukonunoB u CL-K1 ¢ yrieBomamu
WIN aleTWIbHBIMU TPyNIaMHd HAa TOBEPXHOCTH MATOT€HOB WJIM HU3MEHEHHBIX
COOCTBEHHBIX TKaHAX [76]. B cemeiicteBe MASP ObUiM MACHTUDHUIMPOBAHBI TPU
nporea3sl (MASP-1, MASP-2, MASP-3) u nBa poACTBEHHBIX HePEpPMEHTATUBHBIX
oenka, MApl19 (sMAP) u MAp44 (MAP-1). MASP-1, u MASP-2 wurpaior
peIalonIyl0 pojib B aKTHBAIMM JIEKTUHOBOro NyTW. HemaBHue wuccrienoBaHus
nokazayiu, 4yto MASP-1 MokeT aBTOMaTH4YeCKd aKTUBUPOBATHCS W MPUBOJUTH K
aktuBaiiun  MASP-2  [30, 40]. MASP-2 Takxke MOXET aBTOMAaTHYCCKU
aKTUBHPOBATHCS, HO B (hU3MONIOTHMUECKUX yciaoBusix uMeHHo MASP-1 sBnsercs
OCHOBHBIM akTHBaropoM MASP-2 [54]. MASP-2 - 3710 mpoTteasza, KOTopas
pacuierisier ¢gaktopbl kKommuiemeHta C2 u C4, 4TOo NPUBOAUT K AaKTUBAIUU
Kackaja KOMILJIEMEHTa ¢ oOpa3oBanueM MmenuatopoB BocrnaneHus (C3a u CSa),
cOopke komruiekca MeMOpanHoii araku (MAC) u onconusamuu [30, 40, 87]. C
npyroit croponbl, MASP-3, mo-BuguMomy, ocinabisieT akTUBHOCTh JIEKTMHOBOTO
NyTH M3-32 KOHKYPEHIIMM 3a calTbl cBA3biBaHHs MASP Ha pacno3Haronmx
mouekynax [29]. Kpome Toro, MASP-3 npeumyIiiecTBeHHO 00pa3yeT KOMILIEKC ¢
buKonTMHOM-3 M, Kak TMOJararT, OKa3blBaCT HHTUOUPYIOIIEEe JCHCTBHE Ha
AKTUBAIIMIO KOMIUIEMEHTA, OTMOoCpeoBaHHy0 (ukoanaom-3 [81]. Ypoau MASP
(MASP-1, MASP-2 u MASP-3) Obuti MmoKa3aHbl KaK MPEAUKTOPHI MHOEKIUU U
JUIATEIIbHOM 3aBUCMMOCTH OT WHTEHCUBHOM Tepanuu y AETEd B KPUTHYECKOM
coctossuuu [46]. Haumbonee wusyueHHOW cpenu crenupuueckux (HEpMEHTOB,
CIIOCOOHBIX aKTHBUPOBATh Kak MBL, Tak 1 GUKOIMHBI, BIIETCS MpOTE3a 2 THMA —
MASP-2. B pesynbrare anamumsza ypoBHi MASP-2 B mmazme y moned us
Pa3IMYHBIX 3THUYECKUX TPYMNI IMOKA3aHO, YTO CaMbIM HHM3KUM YPOBEHb ObUI y

adpUKaHIIEB, 32 KOTOPHIMH CIICIOBAJIM KHUTAWIbI W3 | OHKOHTA, WHICUIIBI H



320

321

322

323

324

325

326

327

328

329

330

331

332

333

334

335

336

337

338

339

340

341

342

343

344

345

346

347

348

naTdaHe eBporreoniHoi pacel [92]. Yposau MASP-2 B CBIBOpOTKE KOJICOIIOTCS OT
125 mo 1150 ur / M, B cpearem 416 ur / vt [78].

B »snoxy manmemun COVID-19 HOBBIE uHccleoBaHMS HampaBieHbI Ha
JICYCHHE OCIIOKHEHHMI 3a00J1€BaHuUs, OMHO M3 KOTOPHIX, KaK TOBOPUJIOCH BBIIIC —
Tpom603. Ilokazano, yrto MASP-2 cBs3bIBaeT HYKICOKANCUIHBIN Oe€oK
KOpPOHaBHUpYCa-2, AacCOLUMUPOBAHHOTO C TSKEIBIM OCTPHIM PECIUPATOPHBIM
cuaapomoM (SARS-CoV-2), 4Yro mnpuBOAMT K UYpPE3MEpPHOW AaKTUBAIUU
KOMITJIEMEHTa U TOBPEXKJIEHUIO JIETKUX. IHBIMU clTOBaMU, MPOJYKTHl aKTHUBAIIUU
KOMITJIEMEHTA OPTaHU3YIOT MPOBOCHATUTENBHYIO Cpeay, KOTOpas MOXET HUMETh
peraroriee 3HaYCHNE 11 HHIYKIIAA U TIOIICPYKAHMS TSHKEIOT0 BOCTIATUTEIIBHOTO
orBeta Ha SARS-COV-2, mpuBnekas KJIETKM WMMYHHOH CHUCTEMBI K ydacTKam
WHOEKIIMU W W3MEHSS WX COCTOSHHE AKTHUBAIIMA B CTOPOHY BOCIAIUTEIHLHOTO
dbenotuna. OH mpenuIecTBYeT MNaTO(PU3MOJIOTMUYECKUM TpolieccaM, TaKUM Kak
[IUTOKMHOBBIM  IITOPM, MPOTPECCUPYIONIEE DHIOTEIMAIBHOE TMOBPEXKICHUE,
BBI3BIBAIOIIECE MHKPOAHTHOTIATHIO W JATBHEHUINYI0 aKTHBAIIUIO KOMIUIEMEHTA, U
BBI3BIBAET OCTPBIN pecnupaTtopHbiii auctpecc-cuuapoM (ARDS) [5]. UtanbsHCckue
YYeHBIC MCCIICIOBAIM WHTHOMPYIOIIEe BO3JCHCTBHE Ha aKTHUBAIIUIO JICKTUHOBOTO
OyTM W aHTHKoaryisHTHoe  jedctBue  Hapcormmmaba — (Narsoplimab),
YeJIOBEUECKOT0 MOHOKJIOHAJIBHOTO aHTUTena ramma npotuB MASP-2. B stom
WCCJICIOBAHUM BIIEPBBIC OBUT HCIIOB30BAaH WHTHOWTOP JICKTUHOBOTO MYTH JIJIS
neyenuss COVID-19 u B cpaBHEHMM C KOHTPOJIBHBIMU TpynnaMyd IOKa3aHa
BBICOKAs CTETICHb BhKHBAaeMOCTH [ 74].

[Tomumopdusiit ren MASP2 pacnionioxken Ha xpomocome 1p36.23-31, umeet
12 7x30HOB M Komupyer aBa Oenka, MASP-2 u MApl9. HaubGonee 3nHaunmon
mytanert MASP2 spasiercs 1s72550870 (p.D120G), oHa mpuBOIUT K 3aMEHE
acmaparvHOBOM KHUCIIOTHI Ha TIUIMH, BCIIEJACTBUE Yero 0EJIOK TepsieT CIIOCOOHOCTh
aAKTUBHPOBATH KOMIUIEMEHT H3-32 HEBO3MOXXHOCTH OOPa30BBIBATH KOMIUIEKCHI C
JeKTuHaMH, B yacTHocTH ¢ MBL u ¢pukonmunamu. Bpoxnenubiit nedurut MASP-2

oOycioBiieH MyTtamuer 1rs72550870 B romosurotHoM cocrosHuE  (GG),
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XapaKTEPHU3yeTCs MOTHBIM OTCYTCTBHEM CHIBOPOTOYHOW aKTUBHOCTH MPOTEA3bl U
IPUBOIUT K HapylieHuto cBs3piBanus ¢ MBL u ¢ ¢ukonmunamu [84, 94]. Beero
TPUHA/LIATh CIy4aeB TOMO3UTOTHOro HocutenbcTBa GG 1572550870 ObLI0
OMMMCAaHO B  JIUTEpaType C MOMEHTa BBISBICHHS TIEPBOTO  CiIydas,
3apeructpupoBanHoro B 2003 roay [84]. KiuuHuMueckue MpOSBICHUS
CHIDKEHMSI/OTCYTCTBUA aKTUBHOCTH MASP-2 moryT BapbUpoBaTh OT IOJHOTO
3I0POBBS IO TSDKEIBIX WHMEKIUH W MPEAPACIIONOKEHHOCTH K OHKOJIOTHYECKUM
3aboneBanusMm [14]. Tlocie Toro, Kak MOSBWIIMCH JIaHHBIE O TPEX 3I0POBBIX
B3poCibIX ¢ aedumurom MASP-2, romosurotHeix mo GG B MASP2 [36, 73],
KIIMHAYECKasl TIEHETPAHTHOCTh ATOro aeduimTa cTajia COMHUTEIbHOW. Takum
obpasom, acconumars nepurura MASP-2 (GG rs72550870) ¢ KIMHUYECKHMMHU
MIPOSIBIICHUSIMU B HACTOSIIIEE BPEeMs SIBIISICTCS HeompeaeleHHoi. BeposTHo, 4TO B
JIIT yyacTBYIOT HEUJIEHTU(DUIIMPOBAHHBIE MOJIEKYJIbl U (DYHKIIMH, KOTOPhIE MOTYT
00BsCHUTh, ToueMy aepuiut MASP-2 OoTHOCHTENBHO 4YacTO BCTpEdaeTcs y
NPaKTUYECCKH 3I0POBBIX Jrojiel [14].

bbiio BBICKA3aHO MPEAINONIOKEHUE, YTO JIGKTUHOBBIM TMYTh AaKTHUBAIUH
CUCTEMBbl KOMIUIEMEHTa HEOoOsA3aTeNeH WM Jaxe H30bITOYeH (Hampumep, NpH
Tsokeom  TedeHun COVID) s dopmupoBanusi HWMMYyHHOTO OTBETa Y
OONBIIMHCTBA 3J0POBBIX JIMI, a €ro JIeMUIMT KIWHUYECKU 3HAYUM TOJIBKO B
OTIPEICIICHHBIX CHUTYAIlUsAX, HAIpPUMEp, Y HEIOHOIICHHBIX HOBOPOXACHHBIX. C
JIpPYrol  CTOpPOHBI, TIOKa3aHa accormuarus mnoaumopdmmoB MASP2 ¢
BOCIIpUUMYHMBOCTBIO K Jenpe [18], mamspum [43], Oonesuu Illaraca [17],
OaktepuanbHbiM UHekwsM [28] u rematutry C [97]. YpoBHu MASP-2 Taxke
OBUIM CBSI3aHBI C PAAOM CHUCTEMHBIX 3a00JIeBaHMA, BKIOYas mu3odpeHuio [66],
centhueckuii Mok [25], ocTphiii nuMdOOIACTHBIA JICHKO3, HEXOMKKHHCKYIO
auMdoMy, OMyXOJIH IEHTPaIbHON HEpBHOU cucTteMbl [35], KOMOpeKTaIbHBIH pak
[101, 102]. Otm wucciemoBaHWsl JIOKA3bIBAIOT BO3PACTAMOIIYI0  BAXHYIO

ouonoruyeckyro posib MASPs B 3a007eBaHUsAX YelIOBEKA.
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Omuuueckue ocobenHnocmu pacnpedeﬂeHuﬂ I’lO]ZleMOPQbMS’MOG 2€HO6 KOMNOHEHRN06

JEKMUHOB020 nymu axmueayuu KOmMnjiemenma

Pacnipenenenne yactot ramiotunoB rena MBL uMmeer kpaiiHe BbIpaXKE€HHBIE
nomyysiuonHbie pasmuaus [17, 60]. Tak, gacTtora BCTpEeYaeMOCTH TallIOTHIIA
HYPA, accornuupoBaHHOTro ¢ BhICOKOM KoHIeHTparueir MBL, Bapsupyet ot 6—8 %
B appHKaHCKUX momyysusx — Mosamouk, Kenums [60, 61], no 64-81 % B
CEBEPHBIX KOPEHHBIX MOMYJSIUIX — CEBEPOAMEPUKAHCKHE WHICHIBI U MHYUTHI
[13, 38, 70]. EBpomeouasl B 3TOH Tpajalldd 3aHHUMAIOT MPOMEKYTOUHOEC
nosiocxkenne ¢ 27-30 % wacrortoi ramroruma HYPA [11, 80, 83]. B cBs3u ¢
BBIPDOKEHHBIM HEPABHOBECHBIM CIICTNICHUEM BCE OIMCAHHBIC BBINIE MYyTalluu
MOTYT KOMOWHHUPOBATHCSI B OTPAHUYCHHOE YHCJIO TaIllJIOTUIIOB M3 64 BO3MOYKHBIX
(HYPA, LXPA, LYQA, LYPA, HYPD, LYPB, LYPD u LYQC) [60, 85]. Baxho
MOHMUMAaTh, YTO OIIEHKAa pHUCKAa CBA3M TEHOTUIIOB M TaIJIOTHIOB C
BOCIIPUMMYHMBOCTHIO K 3a00JIEBAHMSIM B 3HAYMTEIILHOH MEPE MOXKET 3aBHUCETH OT
THUYECKOTO M BO3PACTHOTO COCTaBa MUCCIEIOBaHHbBIX momysiuii [10, 22].

Pesynbratel uccienoBanuii, mposeneHubix B HUW menunuackux mpoGiem
CeBepa, r1. KpacHospck [91], mnoka3pIBalOT, 4YTO 4YacTOTa  BBICOKO-
npoayuupytomero ramioruna HYPA rena MBL2 cocraBnser 35.4% y pycckux
HOBOPOXAeHHbIX BocTouHo#t CubupH, 4TO COOTBETCTBYET YacToraM EBponeickux
nonyisiiuid  (Fomnanguun — 27%, Hanum — 30%, Yexum — 33%, a Takke
esponieonnioB bpaszunmuu (28-34%). B TO ke BpeMss y HOBOPOXICHHBIX
Taiimbeipckoro [lonrano-Henerkoro paiiona KpacHosipckoro Kkpasi wyactora
ramoruna HYPA Oblna cTaTUCTMYECKM 3HAYUMO BBIIIE, Y€M Y PYCCKUX U
coctaBmiia 64% nns HeHueB U 56% IS JoJraH-HraHacaH, 4ToO OJHM3KO K
3HAUEHUSAM YaCTOT PACHpPOCTPaHEHUs! BBIABICHHBIX Mg JckuUMocoB (81%) u
CeBepo-Amepukanckux uHaehueB (64%). JlanHble 0 YacToTax TE€HOTUIIOB U
rariotunioB TeHa  MBL2  cpenu  KOpeHHBIX  HAapOAHOCTEM  POCCHMCKUX

APKTHYECKUX TEPPUTOPHIl B YKa3aHHOM UCCIIEJOBAHUH OBLIHN MOTYYEHbI BIIEPBBIC.
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Munopssii  amtens  FCN2  rs17549193  (+6359C>T) cBs3an co
3HAUWUTETHHBIM  CHIDKCHHEM CBs3bIBalOIICH crmocoOHoctn L-ukommuaa ¢
YTIEBOAHBIMH KOMIIOHEHTAMHU KJIETOYHBIX CTEHOK OakTepui, B TO BpeMs Kak
MUHOPHBIA amnenb 157851696 (+6424G>T) Obul CBSI3aH C  TOBBIICHHOU
CBs3bIBaloOlIel crnocoOHocThio [45]. bbUlo mokazaHo, 4YTO 'y  3I0POBBIX
TOJUTAH/ICKUX IOHOPOB YpOBHU L-(uKkosivHa B M1a3Me NpOrpecCUBHO CHUXKAIKUCH B
3aBUCUMOCTH OT HAJIMYUSI MYTaHTHOTO ajuiedis rs7851696. DTo cBUAETENBCTBYET O
TOM, YTO 3TOT BapUAHTHBIN aJUIENIb CBS3aH C BHICOKOM TKAHEBOM aKTUBHOCTHIO L.-
(UKOIMHA U, OJHOBPEMEHHO, C €r0 HU3KOM KOHIIEHTpauuen B miaazme. He Obuio
OOHapy>K€HO CTaTUCTUYECKH 3HAUYMMOM CBSI3M MEXAY KOHUeHTpamuer L-
¢buKkomMHA B CHIBOPOTKE M mojuMopduzmMoM rs17549193 B 37Ol TOIaHICKON
koropte [71]. B TO ke BpeMs HEKOTOpBIE MCCIEAOBAHUS MMOKA3aId, YTO BBICOKHE
ypoBHU L-(duxonrHa ObLIN CBSI3aHBI ¢ BApUAHTHBIM ayieneM 1517549193 [26].

B a0opureHHbIX TOMYyJSAIMAX KaK HEHIIEB, TaK M JOJIFaH-HraHacaH
Talimbipckoro [onrano-Henerkoro paitona KpacHosipckoro kpas 0oOHapy>KeHO
CHI)KEHHE paclpoCTpaHEHHOCTH reHoTuna moaumopdusma FCN2 rs7851696,
CBSI3aHHOT'O C HU3KOW CBSI3bIBAIOIIEH CIIOCOOHOCThIO L-(prikonnHa K yrieBoaam, 1o
cpaBHeHUI0O ¢ eBpomneougamu Bocrounoir Cubupu. Pesynbrarsl 3TOTO
UCCJIEIOBAaHMS TIOKA3aJld, YTO HEHELKas MOMyJsainus oOJagacT PSAOM Ba)KHBIX
OCOOEHHOCTE M0 CpaBHEHHIO C JIOJIraHAMU-HraHacaHaMu: OoJjiee HU3Kas
pactpocTpadeHHOCTh ayuies T mist moaumopdusma rs17549193 u Gomee BbICOKas
pacnpoctpaneHHOCTh ayuiens T nius monumopdusma rs7851696 FCN2 [82]. Mur
mojiaraéM, 4YTO OJTOT TEHOTHUIl SIBJISIETCS TEHETUYECKHMM MapKepOM BBICOKOMU
byHKIIMOHATBHOW crnocoOHOocTH L-(ukonvua B HeHerKol mnomymsiuu. WHbpIMU
ClOBaMHM, Oblla TOKa3aHa OoJiblllas YacTOTa PACIPOCTPAHEHHOCTU TE€HOTHUIIOB,
ACCOIIMMPOBAHHBIX C BBICOKOM AaKTUBHOCTHIO L-pukonmHa, B ApPKTUYECKHX
MONYJISIIUSAX HEHIIEB W JIOJTaH-HTaHacaH, B CpPAaBHEHUHM C €BpONEOUAaMU
Boctounoit Cubupu [82]. Takum o00pa3om, MOMYJISIMH KOPEHHBIX HApPOJIOB

APKTUKH TE€HETUYECKU XapaKTEpHU3YIOTCs OOJIbIICH aKTUBHOCTHIO KaK MUHUMYM
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JIBYX Pa3IHYalONINXCsi KOMIOHEHTOB JIEKTHHOBOTO ITyTH aKTUBAIlMU KOMIUJIEMEHTA
— MBL u L-¢pukonuna.

Kax yka3biBanoch BblilIe, JaHHBIE O TOMYJISIMOHHONW YaCTOTE MOJTUMOP(HBIX
BapuaHToB 1528357092 rena FCN3 HEMHOrOYHCIEHHBI: OpPHUEHTHUPOBOYHAS
4acTOTa TeTePO3UTOTHOIO HOCUTEIHCTBA CPEM E€BPOIMEOUIOB MOMKET COCTABUTH
1.5% [14]. 3HauuTenbHO OONBIIC MAHHBIX O TOMYJSIMOHHBIX YacTOTaX
nonumopdu3zmoB rs72550870 rena MASP-2. B natckoil koropte 4acToTa pekoro
amtenss G cocraBuna 3.9% [95], Takas ke 4YacToTa BBISBIICHA B HCIAHICKOM
BBIOOpKE B3poCibiXx A0HOpPoB [14]. MHTepecHO, uTto aymutens G BooOIIEe HE OBLT
BBISBJICH B MOMYJSLMAX KWTaillleB ['OHKOHra, apukaHCKUX 3aMOUMIIEB U
KOpPEHHBIX amepukaHiieB bpaswmmun [95].

['pynma yuensix u3 HMcmangum omyOnMKOBaNM JaHHBIE PE3YIbTaTOB
UCCJIeIOBaHMsT 4acTOThl pacmpenenenus BapuantoB FCN2 + 6424, FCN3 +
1637delC wu rs72550870 MASP2 y MBL-gepuUUTHBIX 3I0POBBIX JIHII,
npeanoiaras, 4yrto orcyrctBue MBL MokeT ObITh KOMIIEHCHPOBAHO JIpPYTrUMU
naTTepH-PACIO3HAIOUIMMHY  OelKaMu. bBblIo BBICKAa3aHO MPEANONIOKEHUE, YTO
BapuanTel FCN2 + 6424 u FCN3 + 1637delC, xoTopbie BBI3BIBaIOT 3aBUCHMOE OT
reHa CHIKEHHE YpOoBHEW (puxonuHa-2 W (UKOIMHA-3, COOTBETCTBEHHO, MOTYT
ObITh peaxkumu y nuil ¢ nedummrom MBL u3-3a mporecca koMrieHcauu BHYTpU
JEKTUHOBOTO TyTH [14].  ABTOpBI NPOAEMOHCTPUPOBAIM, YTO CYLIECTBYET
OnaronmpuATHBIN MexAy KoHieHtpanued MBL u ¢gukonuHa-2 B CBIBOPOTKE ISt
XO035IMHa, KOTOPBIA TMOANEPKUBACTCA HA TMPOTSHDKEHUHM BCEH JBOJIOLWHU, YTO
KOHTPOJIUPYETCS TCHETUYECKUMU BapUaHTaMHU.

JHlanubpie 4dacTtoT pacupeneneHus nonumopdusmoB reHoB MBL2, FCN2,
FCN3 u MASP2 B poccHUiCKMX TOMyJISUUAX M NATOTEHETUYECKOH poJn
KOMIIOHEHTOB JIEKTUHOBOTO IIyTH KOMIIOHEHTa KpailHE HEMHOTOYMCICHHBI.
Poccuiickue ydenbie [1] u3y4dmim pacrnpoCTpaHEHHOCTh OJHOTO HOJIMMOpdu3Ma
+230G/A rena MBL y xuteneii Cankt-IlerepOypra: roMo3uroTsl 10 MyTaHTHOMY

amtemo A coctaBwi 30 (25%) u 5 (4%), COOTBETCTBEHHO. ABTOpPHI JENAIOT
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BBIBOJI UTO, “‘YUMTBIBAsl YACTYI0 BCTPEYAEMOCTh MyTauuu reia MBL, sBistomenics
OPUYUHON TEPBUYHOTO HMMMYyHoneduuurta, B mnomyisiun Cankt-IletepOypra,
HEOOXOJMM CKPUHUHI NAallMEHTOB C PELUMIUBUPYIOIIMMU HHpexkuusmu”. Psn
UCCIICIOBAHUM POCCUUCKUX aBTOPOB OBbLI TMOCBSIIEH KIMHUKO-TEHETUYECKUM
COINOCTaBJIEHUsIM MyTanuii B reHe MBL ¢ puckom cepaedHo-cocyaucTbix
3a00JIeBaHUM,  TNPEIKIAMIICUH, OCOOECHHOCTSMHM  KIMHUYECKOW  KapTHHbI
MYyKOBHCIHI03a U TporpeccupoBanuss BUY-undexunu. Panee Obl1o BhICKa3aHO
IIPEAIIOIOKEHNE, YTO W30JMPOBAHHbIE ApPKTHYECKHE NOMYJSAUUN TaliMBIpCKOro
Honrano-Henenkoro paiioHa KpacHOAPCKOTO Kpas HCTOPUYECKH  IO3%KE
CTOJIKHYJIMCh C UHPEKUHUSIMHU U, BCIAEACTBUE 3TOr0, COXPAHWIH C(POPMUPOBAHHYIO
HAa PaHHMX ATanax dBOJIIOLMN YEJIOBEKA BBICOKYIO aKTUBHOCTH JIEKTUHOBOT'O IYTH
akTuBaruy komiuiemenTa [90].

CorylacHO aHaJIM3y JAOCTYIHBIX HaM JINTEPATypPHBIX JAHHBIX, B HACTOAILIEE
BpeMs MOIYJIALMOHHBIE YAaCTOTHl MyTalUi, aCCOLMMPOBAHHBIX C BPOXKJICHHBIMU
neuuuTaMu MPOTEUHOB JIEKTUHOBOTO MYTH aKTUBALMU CUCTEMbI KOMIUIEMEHTA B
POCCHMCKMX NMOMYJISALUUAX U B MOMYJSALUNAX KOPEHHBIX HAPOAHOCTEW HE U3YYCHBI.
AKTyaJIbHOCTh TIOJIyYEHUs TaKUX JAHHBIX JUIsi POCCHMHCKMX apKTHYECKHX
NOMYJSIUMKA ~ 3HAYUTENBHO  BO3pPAcCTacT,  y4YWUTHIBAas  HAKAIUIMBAKOLIUECS
JI0OKA3aTeJIbCTBA BAXKHOM POJIM KOMIIOHEHTOB JIEKTUHOBOTO IIyTH aKTHUBalUU
komiuieMenTa (B Tom yucie MBL, MASP-2) B oTHOIICHUN BHPYCHBIX WHEKITUH,
B TOM YHCJI€ BBI3bIBAEMBIX HOBBIMHU KOPOHaBUPYCHbIMHU HMHGpekuusimu — SARS u
COVID-19 [47, 64].

Pe3ynbTaThl BBIIEYNOMSIHYTBIX MCCIEIOBAHUM JIe)KaT B OCHOBE THUIIOTE3bI,
NPEANOJAraroieii, YTO 3BOJIOLMS YEJOBEKa IPOJBHUrajach B HaIpPaBICHUU
HAKOIJIEHUS! TEHOTUIIOB C HU3KOM aKTMBHOCTHIO JIGKTHHOBOI'O NMYTH aKTHBALUU
KOMILJIEMEHTA,  BCJIEACTBHE  IIHPOKOTO  PACHpPOCTPAHEHUS  HEKOTOPBIX
BHYTPUKJIETOYHBIX WH(EKIMHA, TaKUX Kak TyOepKyse3 M Jierpa, Mpu KOTOPBIX
Hu3kas aktuBHOCTh MBL u L-dukonmna MokeT oka3blBaTh MNPOTEKTUBHBIN

apdpexkr [17, 32, 98]. Mbl mnonaraeM, 4YTO MPOWCXOJUT CEICKTHBHOE



494

495

496

497

498

499

500

501

502

503

504

505

506

507

508

509

510

511

512

513

514

515

NOMYJSIUMOHHOE JABJICHHE B OTHOLIEHWH JIEKTHHOBOIO MYTH aKTHUBalUU
KOMIUIEMEHTA, Kak o011ero naTo(pU3NOIOTUIECKOTO MEXaHHU3Ma,
OMOCPEIOBAHHOIO TI'E€HAMU JIEKTUHOB, U, BEPOSTHO, AaCCOLMHUPOBAHHOTO C
IPEIPACTIONOKEHHOCTHIO K HEKOTOPBIM WH(EKITHSIM.

3akiroyasi HAcTOSALMMH 0030p HEOOXOAMMO OTMETHUTh, YTO K HACTOSIIEMY
BPEMEHU OCTAETCS 3HAUMUTEIHLHOE YHUCIIO HEPEIICHHBIX BOMPOCOB B OTHOIICHUU
VUCTUHHOM pPOJM NPOTEHHOB JIEKTHHOBOI'O MYTHM AaKTUBAalMM KOMIUIEMEHTA B
naToreHe3e KOHKPETHbBIX 3a001eBaHuii. Bo MHOroM Takasi cUTyalusi CKJ1aJbIBaeTCs
U3-3a MATOT€HETUYECKOT0 JAyaln3Ma JIEKTHHOBOTO MYTH aKTUBALIMK KOMILJIEMEHTA.
C onHOIl CTOPOHBI, €ro BBICOKAs (PYHKIMOHAJbHAsA aKTUBHOCTH CIOCOOCTBYET
NUMHUHAIIMM MHOTUX OaKTEpPHAIBbHBIX M BHUPYCHBIX IaTOI€HOB, YTO SIBJISIETCS
HEOOXOJAMMBIM KOMIIOHEHTOM MPOTUBOMH(DEKIMOHHON 3alllUThl, OCOOEHHO, B
panHeM gaetrckoM Bo3pacte. C Jpyroil CTOpOHBI, H30BITOUYHAs AaKTUBHOCTH
IPOTEUHOB JIEKTUHOBOT'O ITyTH MOXXET CIIOCOOCTBOBATh MH(EKIUSAM, BbI3BAHHBIMU
BHYTPHUKJIETOUYHBIMU OaKTEepUsIMU, a TaKXKe SBIATbCA Mpepacnoiaratoinum
dakTopoM OoJjiee arpecCUBHOIO TEYEHUs HEKOTOPBIX BHUPYCHBIX HWH(EKUUH,
Harpumep, SARS-CoV-2.  ABTOpeI  HAmEOTCS, UYTO  TpEICTaBICHHAsS
CUCTEMAaTH3allis COBPEMEHHBIX JaHHBIX O (YHKIUH, MOJIUMOPPU3M T'E€HOB H
y4yacTUU B MaToreHe3e 3a00J€BaHMM NPOTEHMHOB JIEKTUHOBOTO IMyTH aKTHUBALUU
KOMILJIEMEHTA BBI30BET MHTEPEC y LIMPOKOr0 Kpyra MMMYHOJOTOB, T€HETUKOB U
KJIMHUIIICTOB M OyJIeT CocoOCTBOBATh JAJbHEHUIIEMY IPOrpeccy B 3TOM 00sacTu

HUCCIIeI0OBaHUM.



PUCYHKHU
Pucynok 1. CxeMa JEeKTUHOBOTO IIyTH aKTUBALMU CUCTEMbI KOMIUIEMEHTA.

Figure 1. A scheme depicting lectin pathway of the complement system activation.
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