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NMPOTEUHDbI JIEKTUHOBOIO NYTU )
AKTUBAUWN CUCTEMbI KOMMJIEMEHTA: ==
UMMYHOBUOJIOTMHECKUE ®YHKLIUN,
F’EHETUKA U YHACTUE B NATONEHES3E
3ABO0JIEBAHUW YEJIOBEKA
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Pestome. CricTeMa KOMITJIEMEHTA SIBJSIETCS IPEBHEHIIMM KOMIIOHEHTOM BPOXKAEHHOTO UMMYHUTETa, OCHOBHOM (PyHK-
LMeil KOTOPOro SIBJISIETCS MPEUMYIIECTBEHHO MHTPABACKYIsIpHAsl MUMUHALIMS OaKTepuaabHbIX areHToB. Kpome
TOT0, MPOTEMHBI KOMIIJIEMEHTA UTPAIOT POJIb CBOEOOPA3HOI0 MOCTA MEX Y CUCTEMaMU BPOXKICHHOTO U a1alITUBHOTO
MMMYHUTETa, o0ecrieurBas afeKBaTHbIE YCIOBU S 17151 co3peBaHus U nubdepeHunanuu B- u T-ntumbouutos. Cucte-
Ma KOMIIJIEMEHTa COCTOUT M3 MJIa3MEHHbIX TPOTEMHOB U MEMOPaHHBIX pelenTopoB. [11asMeHHbIe TPOTEUHBI B3au-
MOJEHCTBYIOT MEX1y COOOU TpeMs U3BECTHBIMU KaCKaIHBIMU My TSIMU — JIEKTUHOBBIM (HauOoJjiee GuaoreHeTuYeckKu
NPEBHUM), aIbTEPHATUBHBIM U KJTaCCUYECKUM. JIEKTUHBI — OOLINI TEPMUH TPOTEUHOB, HOPMUPYIOIIUX OTAETBHOE
CynepceMeicTBO MaTTePH-PACIIO3HAIOIIMX PELENTOPOB, CIIOCOOHBIX K PACIIO3HABAHUIO U arperaliui MOJIEKYJ OJu-
ro- ¥ nojucaxapuaHoi npupoasl. Cpeau Bcex JEKTUHOB YHUKATbHBIMU GYHKIUSAMU (HDOPMUPOBAHUST KOMITJIEKCOB
C YIJIeBOAHBIMUM KOMIIOHEHTAMU MUKPOOHOU cTeHKU obaanatoT pukoaurHbl (FCN) (o6uiuii tomeH — hubpruoHOreH)
1 KOJUIEKTUHBI (0OUIMiA TOMEH — KOJIJIareH) — MaHHO30CBsI3bIBaloIMi JeKTUH (MBL), me4yeHOUHbIN ¥ MOYeYHbIH
KOJIJIEKTUHBI. OOpa3oBaHMe CJIOKHOIO KOMILJIEKCa «IoJUcaxapuibl MUKPOOHOU CTEHKHU + KOJJIEKTUH/DUKOIUH +
crienuduyecKkue MaHHO30CBSI3bIBAIOLIME JIEKTUH-ACCOLMMPOBaHHbBIE ceprHOBBIE MpoTea3bl (MASP)» mpuBonur,
B UTOre, K aKTUBALIMU CUCTEMbl KOMITJIEMEHTA, BOCITAJIUTEbHON peakKIlMU U dAUMUHALUYU OaKkTepuu. Takoil myTh
AKTUBALIMU Ha3bIBACTCS JEKTUHOBBIM, B OTJIMYME OT IBYX APYTUX MyTel — KJIaCCMYECKOro U ajabTepHaTUBHOrO. W3-
YYEHUE POJIM CUCTEMbl KOMIJIEMEHTA U BPOKACHHBIX Je(heKTOB MPOTEUHOB B MATOTeHe3¢ pa3JMUHbIX 3a00JeBaHUI
KpaliHe aKTyaJIbHO B CBSI3U C TE€M, UYTO BPOXJIEHHbBIE Ae(PUILIUTHI KOMITOHEHTOB KOMITJIEMEHTA COCTaBISIOT HE MEHee
5% ot o011ero 4ucia MepBUYHLIX UMMYHOAE(MHUIIUTOB, TOTIA KaK acleKThl MX PacIpoOCTPAaHEHHOCTH U MaToreHe3a
OCTAIOTCSI HEU3YUYEHHBIMU. AKTYaJIbHOCTh U3yUYEHU ST KOMIIOHEHTOB CUCTEMbI KOMIIJIEMEHTA 7151 pa3JUYHbBIX TOMY-
JISIIMI 3HAUMTENbHA, YUYUTHIBAsl HaKAIJIMBAIOUIMECs TOKa3aTeJIbCTBA BaXKHOW POJIU JIEKTUHOBOTO MyTH B OTHOILIE-
HUU BUPYCHBIX MHMEKIMiA. JIEKTUHBI, OCHOBHBIE TPOTEUHBI IEKTMHOBOTO IMYTH aKTUBALIMU KOMIIJIEMEHTa, KOIUPY-
I0TCS MOTMMOP(MHBIMU FreHaMu, ToueuHble MyTanuu (Single Nucleotide Polymorphisms, SNPs) B KoTopbIx TpuBOAST
K U3MEHEHU 10 KOH(GOPMALIMK U SKCIPECCUU OeiKa, UTO B CBOIO OUYepelb MMeeT OTpaXkeHue Ha (yHKIIMOHATbHOCTH
U CITIOCOOHOCTHU OTBeYaTh Ha maToreH. PacnpeneneHre 4acTOT MOJTMMOP(MHbBIX TeHOB JIEKTUHOB 1 UX TalJIOTUTIOB UMe-
€T KpaiiHe BbIpaXkeHHbIe MOMYISLMOHHbIE pa3anuusi. COrlacHO aHaIU3y JOCTYITHBIX HaM JUTEePaTYPHbIX JaHHBIX,
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M.B. CmonbHukoBa, C.10. TepelueHko WNHbekums n UMMyHHUTET

B HACTOAIIECC BPpEMA IOITYJIALMOHHBIC YaCTOTLI MYTaHHﬁ, B TOM YHCJIC AaCCOTMMPOBAHHBIX C BPOXKACHHBIMU )Ie(l)I/IL[I/I—
TaMU KOMIIOHCHTOB JICKTUHOBOTO ITYTU MAaJIOYHUCJICHHLI NJIK HEC U3YUYCHDBI, IIO3TOMY B TTaHHOM pa60Te NpUBCICH 0630p
OCHOBHBIX JICKTUHOB U UX (by}-IKLU/II/I, N3YYCHHDBIX (bYHKLII/IOHaI[BHO SHAYMMBbIX MYTaHI/Iﬁ B pa3JIMYHbBIX IIOIYJIALNAX
U UX IMATOr€HETUYECKON 3HAYMMOCTHU IS 3AIIUTHBIX (IJYHKHI/Iﬁ OopraHus3Ma.

Karuesvie caosa: cucmema komnaemenma, sekmunnvt, MBL, FCN, MASP, noaumopgusm, smuuueckue omauyus.

PROTEINS OF THE LECTIN PATHWAY OF THE COMPLEMENT SYSTEM ACTIVATION:
IMMUNOBIOLOGICAL FUNCTIONS, GENETICS AND INVOLVEMENT IN THE PATHOGENESIS
OF HUMAN DISEASES

Smolnikova M.V., Tereshchenko S.Yu.

Research Institute of Medical Problems of the North, Krasnoyarsk Scientific Center, Siberian Branch, Russian Academy of Sciences,
Krasnoyarsk, Russian Federation

Abstract. The complement system is the most ancient components in the innate immunity, mainly functioning to pri-
marily 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), alter-
native 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) (com-
mon 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-asso-
ciated 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 ac-
cumulated 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 polymor-
phisms (SNPs) result in altered protein conformation and expression, which, in turn, affects functionality and poten-
tial 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: complement, lectins, MBL, FCN, MASP, polymorphism, ethnic differences.

NMMyHHast cHucTeMa KJIAaCCUYECKU JeJIATCS
Ha BPOXIEHHYIO M aJallTUBHYIO, KOTOpbIe Mpe.-
CTaBJISIIOT COOOI CIOXHBIE CUCTEMbl B3aMMOJIEH-
CTBUII MHOXeCTBa OCJIKOB U pPELENTOPOB, CBSI-
3aHHBIX ApPYT C ApyroM. BpoxaeHHass MMMyHHas
cucteMa oOecIliedynBaeT HEMEIJICHHYIO HeCITel-
GUUYecKyI1o MepBYIO JUHHUIO 3alIATHI TOCPEICTBOM
TYMOPAJBHBIX, KJIETOYHBIX U MEXaHUYECKUX IIPO-
LECCOB, UTpast XXM3HEHHO Ba*KHYIO POJIb B 3aIllUTE
OoT natoreHHoro BosaeucTBus [31]. Cucrema KoM-
mieMeHTa (CK) siBasieTcst npeBHEH MM KOMITOHEH-
TOM BPOXIEHHOI0 MMMYHUTETa, OCHOBHOI (DYHK-
OMEe KOTOPOTO SIBISCTCS JUKBUIAINS MHMEKIIN-
OHHBIX aT€HTOB 1 COOCTBEHHBIX KJICTOK OpraHM3Ma
yenoBeka. CucreMa KOMILJIEMEHTa COCTOUT OoJiee
YeM U3 HECKOJIbKUX IECITKOB OCIIKOB IIJIa3Mbl, pe-
LEMTOPOB Ha TIOBEPXHOCTH KJICTOK U PETyISITOPHBIX
oenkoB. ITociae MpOTEOIUTUYECKOrO pacllernJeHUs
HEaKTHUBHbBIE MOJIEKYJIbl aKTUBUPYIOTCS, YTO TPU-

BOAUT K psaAay 2dDdeKTOpHbIX (DYHKIIMA, BKIIIO-
yasi (aromunTo3, BOCHaJeHHE, JIU3UC KJIETOK [76].
Kpome TOro, mporerHbl KOMILJIEMEHTa CO3[al0T
CBSI3b MEXJYy CHUCTEMaMU BPOXIEHHOTO WM ajar-
TUBHOTO UMMYHUTETA, o0ecrieuynBasi HOpMaJbHbIE
ycaoBus Ajst co3peBaHus u auddepennunanuu B-
u T-tumbonnToB. DddeKkTruBHAs padoTa CUCTEMBbI
KOMIUJIEMEHTA 3aBUCUT OT OajlaHCa PEeryasTOPHBIX
M aKTUBAllMOHHBIX MEXaHW3MOB, HaIlpaBJIEHHBIX
Ha YHUYTOXEHWE BTOPralolIMXCsI MUKPOOPTaHU3-
MOB U OTPaHUYEHUE MOBPEXKICHU ST KJIETOK Y TKaHEel
xo3ssrHa [99].

B nocnenHue rombl M3y4EeHUIO POIU BPOXKICH-
HBIX 1e(DEKTOB CUCTEMbI KOMTIJIEMEHTA B MaTOTEHE-
3¢ pa3INYHBIX 32001eBaHUT — OT MH(DEKITMOHHBIX
M BUPYCHBIX JIO ayTOMMMYHHBIX M KapauoMeTa-
0OJMYEeCKMX — B MUPOBOM JUTEparype yaesieT-
cs 3HAYUTEJIbHOE BHUMaHMe. Tak, B JIOKyMEHTE
EBponeiickoii accouuanydy Mo M3YYEHUIO UMMY-
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Benku nekTMHoBOrO NyTHN

HoaeuUMTHBIX cocTostHUi (European Society
for Immunodeficiencies, ESID) ot 2020 r., crieuu-
aJIbHO TIOCBSIIIIEHHOMY OOOOIIEHUIO0 COBPEMEHHO-
ro0 COCTOSTHUS TIPOOJIEMbl Je(PUIIMTOB pa3IMUYHbBIX
KOMIIOHEHTOB KOMILJIEMEHTA, YTBEPXKIAeTCs, YTO
TaKue BPOXIeHHBIC Ie(hEKTHI COCTABISIOT HE MEHEe
5% oGl1iero yncia NepBUYHBIX UMMYHOAES(DUIIMTOB,
a MHOTHE aCleKThI UX pACIIPOCTPAHEHHOCTH M TTaTO-
reHe3a ocTaroTcsl Hem3dyyeHHbIMU [21]. [11a3smMeHHbIe
npoterHbl CK B3auMoJeiCTBYIOT MeXAy Co0oit
TpeMsl U3BECTHBIMU IYTSIMU — JIEKTUHOBBIM (Hau-
Oosice (pUIIOTeHETUYECKH IPEBHUM), aJbTepHATHUB-
HBIM 1 KJIACCUYECKHM.

Bce Tpm myTm KoMILUIEMEHTAa WHUIIMHPYIOTCS
MHOXECTBOM CTHUMYJIOB HE3aBUCUMO JPYT OT Jpy-
ra, v BIOCJEICTBUU ITPOTEOTUTUUECKUE KaCKaJbl
CXOATCS K aKTUBAallM OCHOBHOTO KoMmioHeHTa C3,
YTO MPUBOAUT K COOPKE MEMOpPaHOATaKYyIOIIEro KOM-
mekca [15]. JlektunoBbi#i yTh (JITT) MoxeT akTu-
BUPOBAThCSI B OTCYTCTBHME MMMYHHBIX KOMIIJICKCOB
1 MHULIMMPOBATHCS ITYTEM CBSI3bIBAaHUS MOJIEKYJI CY-
rnepceMeiicTBa MaTTe PH-PACIO3HAIONINX PEIISTITOPOB
(JTeKTUHOB), TAKNX KaK MAHHO30CBSI3bIBAIOIIN I JICK-
TuH (MBL), konnektuH 11 (CL-K1) nnu dukonuHsli,
C YIJIeBOIaMU UJIM alleTUJIMPOBAHHBIMU OCTaTKaMMU,
MNPUCYTCTBYIOLIMMU Ha MOBEPXHOCTU MATOI€HOB WU
COOCTBEHHBIX aNOINTOTUYECKUX/OMYXOJEBhIX KJle-
ToK [6]. Uupkynupyromue MBL, CL-KI1 u ¢uko-
JIMHBI 00pa3yI0T KOMILJICKCHI CO CHEIM(UISCKUMU
CEpUHOBBIMU npoTeazamMu (Mannose-Binding
lectin-associated Serine Protease, MASP): MASP-1
n MASP-2. Tlocne cBsi3biBaHUsT KoMTIJiekcoB MBL/
MASP, CL-K1/MASP nnu duxkonua/MASP ¢ ux
muiieHaMu, MASP-1 MoxeT aBTOMaTu4yecKu ax-
TUBUpOBaThbCcA U 3anycTuTh MASP-2 [41], npuBoas

MASP

N |/
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N

/

K pacuierieHunto C4 u C2. DTo obecrieunBaeT COOPKY
koHBepTas C3 u C5 ¢ ux nocjaenylouniein akTuBaluei
U reHepanueii, coorBeTcTBeHHo, C3a u C5a — aByx
MPOBOCITAJIMTEIBHBIX aHA(DUIATOKCUHOB, KOTOPBIE
YCUJIMBAIOT BOCIIAJIUTEIbHYIO peakiuio. TakuMm o0-
pa3oM, oOpa3oBaHUE CIIOKHOTO KOMIIJIEKCA «IIOJIH-
caxapuIbl MUKPOOHOM CTEHKHU + KOJUIEKTHH/(PUKO-
JuH + crieniududeckue nporeasbl (MASP-1, MASP-2
u MASP-3)» npuBonut K aktuBauuu JIIT cuctembl
KOMITJIEMEHTa, BOCIIaIUTEIbHOU peakliiy U SJ1UMU-
Haluu 6akTepuu (puc.).

B nanHoM o0630pe oOBbenuMHeHa WHOOpMALIM
o pyHKUIMAX 1 nepunmrTax 6eakon JII1 akTuBanmum
CHUCTEMBI KOMIIJIEMEHTa, 00 WX B3aMMOICUCTBUU
IPYT C APYTOM M yYacTHUM B MaToTreHe3e 3a0oJieBa-
HUiT JenmoBeKa. KpoMe 3TOro onmcaHbBl TeHBI 3TUX
NPOTEHHOB, WX MNoAUMOpPGU3M, GYHKINOHAIb-
Hble MYTAllMU U TarJIOTUIIMYECKUE OCOOEHHOCTH,
BAMSIONINE HA UMMYHHBIN OTBET B LIEJIOM, a TaK-
K€ Ha aBUJHOCTbh M OTBET OpraHu3Ma Ha MaToreH/
WHQPEKIMOHHBIN areHT. O030p OyAeT Ioyie3eH s
MNMMYHOJIOTOB, WH(pEKINOHNUCTOB, BHUPYCOJIOTOB,
TeHETUKOB, MOJICKYJISIPHBIX OMOJIOTOB, TEPAaIIcBTOB.

npOTeI/IHbI JIEKTMHOBOTI O NyT CUCTEMBbI
KOMMJIEMEHTa

MaHHo30cBs3bIBatOwWMin nekTuH (MBL)

MaHHO30CBSI3bIBAOIINI JIEKTUH — 3TO LEH-
TpajbHasi MoJieKkyiaa pacno3HaBaHust JIII, cuH-
Te3upyemasi B KJIeTKaxX TeUeHU U CeKpeTHpyeMasi
B KPOBOTOK B BHUJI€ BBICOKOMOJICKYJISIDHBIX MYJIb-
TUMEPHBIX KoMIUIeKCcOB [49]. Moisiekyna MBL co-
CTOUT W3 HECKOJbKUX CYOBEAMHUIl W CKJIOHHA

Target cell

AN

ca c2 G5 | =
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C3b | = MAC
C3a
C5a
Lysis
Elimination

PMcyHOK. CxemMa NneKTUHOBOTI0 nyTu akTueauun CUCTeMbl KOMMJIEMEHTa
Figure. A scheme depicting lectin pathway of the complement system activation
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MHdekumns n uMmyHuTeT

K 00pa30BaHUIO TUMEPOB, TPUMEPOB U TETPAMEPOB.
CnocoOHOCTh K OJMIOMEpPU3alMM TCHETHUUECKU
o0ycioBjieHa 1 MOBBIIIaeT aKTUBHOCTL MBL B oT-
HOILIEHUU CBSI3bIBAHMS IIOJIMCAXapUIOB OaKTCPUA
M akTuBauuu KomruieMeHTa [51]. MBL gaBnsercs
YJIEHOM CeMeNCTBa 0eJIKOB-KOJUIEKTUHOB U U3BeE-
CTeH Kak JeKTuH C-Tura 1u3-3a CIIoCOOHOCTHU pac-
MO3HAaBaTh HE TOJBKO MAaHHO3Y, HO U (PparMeHTBI
caxapoB Ca?"-3aBucuMbIM o06pa3oM. Ero takske Ha-
3bIBAIOT «3alllUTHBIM KOJIJTaT€HOM» M3-3a BaXHOU
POJIM BO BPOXKICHHOM UMMYHUTETE W 3JIMMHUHAIIAN
natoreHoB [16]. MaHHO30CBSI3bIBAIOIINN JIEKTUH
pacno3HaeT MOBTOPSIONINECS MAaCCUBbBI YIJIEBO-
HBIX CTPYKTYp Ha IIaTOT€HHBIX OpraHu3Max, Ta-
KX KaK BUPYCHI, OaKTepUU, TPUOBI, TIPOCTEHIITNIE
Y MHOTOKJICTOUHBIE ITapa3uThl, a TAKXKe Ha aIlloIlTo-
TUYECKUX/OMyXONeBbIX KieTKax [7, 48, 55, 56, 72].
Ilocne cBa3biBaHUs ¢ MulneHsIMU MBL BbI3bIBaeT
HECKOJIbKO Onoyiornyeckux 3¢p@eKToB, TaKuX Kak
aKTUBAILIAsI KOMITJIEMEHTA JIECKTUHOBBIM ITyTEM, OIT-
coHO(}aroUTO3, MOAYJISILIUSI BOCIAJEHUsI U pac-
Mo3HaBaHWE W3MEHEHHBIX COOCTBEHHBIX CTPYK-
Typ [88]. Kpome Toro, MBL MoxeT MomyinupoBaTh
NpOAYKILNIO IUTOKUHOB KaK Ha ypoBHe MPHK, Tak
1 Ha ypoBHe 6esika [50]. MBL cuuTaeTcs mpoTenHOM
ocTpoit dassl [34], ypOBHU KOTOPOTO MOTYT YBEIU-
YUBaThCSI B HECKOJIBKO pa3 BO BpeMsl ocTpoha30Bo-
ro OTBEeTa, B OCHOBHOM M3-3a IMOBBIIIAIOIICICS pe-
TyJASSIUU MeauatopamMu octpoii ¢dasbl [9]. YpoBHU
MBL B chIBOpOTKEe KOJEOJIOTCSI OT HECKOJbKMX
HaHOrpaMM Ha MWUIMJIUTP 10 Oosiee 10 MKI/MII
Cco cpemHUM 3HauyeHneM okoJo 0,8 Mxr/mi [54], uTo
B 3HAUMTEJbHON CTENEHU 3aBUCUT OT T€HETUYECKO-
ro nosmMopdusMa Koaupyioiero ero rena (MBL2):
MEXUWHIWBUIYAJbHbIE YPOBHU LUPKYJIUPYIOIIUX
MBL MoryT otnuyarbes go 10-kpatHbix [83, 93].
I[ToMruMO TEeHETHMYECKON H3MEHUYMBOCTU, YPOBHU
MBL Tak>e MOryT 3HAaUMTEIbHO U3MEHSIThCS B Te-
yeHue KU3HU [89, 96].

JdeduuuT MaHHO30CBSI3bIBAIOIIEIO JEKTUHA
JIOBOJIBHO pacIIPOCTpaHEH W BCTPEYACTCS IIPU-
MepHO y 8—10% nroneili 1 OOBIYHO ONpPEaeIsSIeTCs
kak < 100 Hr/mMn B kpoBoTOKe [32, 39]. BnusHue
nedpunuta MBL Ha QyHKIIMOHUpPOBAHUE CUCTEMBI
KOMILJIEMEHTa W COCTOSIHME UMMYHUTeTa Oosee
OIIYTUMO, KOTJa €CTh HOITOJIHUTEIbHBIC COCYIIIE-
CTBYIOLIME UMMYHHBIE Ne(eKThl [2], MOCKOJbKY
OOBIYHO OOJBIIMHCTBO Atojaei ¢ gedunurom MBL
npakTuuecku 310poBkl [27]. deduuut MBL yacTo
uMeeT JIerKWe KJIWHMYEecKue Tocaeactus |[14].
ITokaszaHo, uto nepuuutT MBL cBsi3aH ¢ UHPEKII M-
SIMU BEpXHUX IBIXaTCJIbHBIX MYTEH Y AeTEH paHHETO
BO3pacTa M C BOCIPUUMYHNBOCTBIO K TSIXKEJIBIM MH-
GeKIIMIM y ITaMeHTOB, MOJYYalolIuX XUMHOTE-
panuio [3, 39]. ABHBIC KIMHUYECKIUE TTOCICACTBUS
MBL-gedpunTa MOXHO HabJI0AaTh y MallUEHTOB
C HCUTPOIICHHEH, TTOCIIe TPAaHCILJIAHTALIY OPTaHOB
M TKaHEeW, Y HOBOPOXJIEHHBIX, 0COOCHHO Y HEIOHO-
IIeHHBIX [26, 58]. B TO XXe BpeMsi 3HaUUTEbHOE KO-
JINYECTBO UCCAESIOBAHU M MOKA3bIBAET, UTO TEHETH-
YeCcKU JeTepMUHUPOBAaHHBIN ypoBeHb M BL MoxeT

MOAN(GUIIMPOBATH PUCK BOSHUKHOBECHM ST U KJIMHU-
YeCKHe XapaKTePUCTUKN MHOTUX WH(PEKIITMOHHBIX
3200JIeBaHU 1, MPUUYEM TaKOEe BAUSHUE UMEET MHO-
JKECTBEHHBIM XapakTep. JLJocTaTOUHO BHICOKH I yPO-
BeHb MBL sBisieTcs 3allUTHBIM (paKTOPOM B OT-
HOIIICHUY BO3HUKHOBEHUS U TSIXKECTH MHPEKIINIA,
BBI3BAHHBIX WHKAIICYJIMPOBAHHBIMU OaKTEePUSIMU
(Streptococcus pneumoniae, Haemophilus influenzae
u Neisseria meningitidis), IpexX e BCEro y AeTeit paH-
Hero Bospacta [31, 90]. B To e BpeMsI HOpMaJib-
HBIC/BBICOKHE YPOBHM M BL MOTYT MOBBIIIATH PUCK
UHOUIMPOBAHUS U BOCHAJUTEIbHOU peakKlUuu
npu MHGEKIUIX, BbI3BAHHBIX HEKOTOPBIMU BHY-
TPUKJICTOYHBIMMU BO3OymutenssmMu (Mycobacterium
tuberculosis, Leishmania, Mycoplasma pneumoniae,
Chlamydophila pneumoniae, Legionella pneumophila,
Coxiella burnetii) [31, 98, 103]. CnemoBaTeabHO,
HOCUTENU HeKOTOopbix MBL-nednunTHBIX ramnio-
TUIIOB MOTYT MMETb OIpeleeHHOe KIMHUYECKOe
NPEUMYIICCTBO TPH BTUX BHYTPHUKICTOUHBIX
HOEeKInIX.

Kaxk 0b1710 ckazaHo Bbillie, MBL MoxeT CBSI3bI-
BaTbhCs ¢ O0e3aMeMOpaHHBIMU CTPYKTypaMU, B TOM
yucye Bupycamu. [Tanagemus COVID-19 nana poct
HWCCICHOBAHUN COCTOSTHUSI UMMYHHOM CUCTEMBI Y-
JIOBEKa M YyCTOMUYMBOCTU K BUpycy. bblia nokasaHa
MOBBIIIICHHAsI CTENeHb ITAaTOJIOTMYECKOTO TPOMOO-
o0Opa3oBaHUsI, KaK OCJIOXHEHUS TsxXeJoil ¢dop-
Mbl 3a0oseBaHus [63]. Iloka3aHo, 4TO Y OOJILHBIX
¢ TpoM0O03amMu ObLI MOBbILIEH YpoBeHb M BL B mia3-
Me, 1 OH KOppeJIMpoBaJl ¢ ypoBHeM D-gumepa —
MapKepa KoaryJaoIlaTui. AKTUBAIINAS CUCTEMbI KOM-
rieMeHTa nocpeactsoM MBL Takske cnmoco0cTByeT
MACCHMBHOW aKTHBAIlMM CHUCTEMBbI CBEpPTHIBAHUS
KpoOBHU. DTO U3MEHEHUE, HabyiomaeMoe y MHOTHX
nanueHtoB ¢ COVID-19, npuBoaut K TpoMO03y,
He MOAJAI0NIEMYyCs CTaHAapTHOM (hapMaKoJIOTuuecC-
Kol TpombOonpodunaktuke. McciemoBaHue ImMo-
Ka3pIBaeT, YTO CHCTEMa KOMILJIEMEHTa HE TOJIBKO
y4JyacTBYeT B UMMYHHOM 3aIlllMTe, HO TaKXe MOXET
CIOCOOCTBOBATh TMOBBIIMICHUIO CKJIOHHOCTU KPOBU
K CBepThIBaHUIO. TaKuM 00pa3oM, UMEHHO CBSI3bI-
BaHue MBL ¢ KopoHaBHUPYCOM SIBJISIETCSI OCHOBHOM
MPUYNHON TPOMOO30B ITPU TAKEJIOM TedeHUU [33].

MaHHO30CBSI3bIBAIOIINI JIEKTUH KOIWPYETCsI
reHoM MBL2, pacnioJIoOXKeHHBIM Ha JIJIMHHOM TIjIeue
xpomocombl 10 (10ql1.2-g21) [79]. Ha ummyHo10-
TUYeCKYI0 (QYHKIINIO JICKTUMHOB BJIMSIIOT MYTaIlluH
B MIPOMOTOPHOM DErMoHE U B KONUMPYIOIIeH 4acTu
WX TeHOB, MONYJIUPYS TPAHCKPUITIIUOHHYIO aKTUB-
HOCTb U U3MEHSIs KOHIIeHTpanuio o6enka. MBL2 —
BBICOKOITOJIMMOP(HBIN TeH, TTOKa3aHbI ajjebHbIC
BapuaHTHI, OTBETCTBEHHBIC 3a OOJIbIINEC BapUalluU
Kak ypoBHeil MBL, Tak u (yHKIIMOHAJIbHOW aK-
TuBHOCTH [12, 17, 19, 20, 98]. B HacTosIIee BpeMms
M3BECTHO, UTO JOMUHAHTHBIE MyTalluu B 1 3K30-
He reHa MBL2 npuBoasT K CHUXEHUIO CIOCOOHO-
ctu MBL k onuromepusaliiu M, COOTBETCTBEHHO,
K CHUXEHUIO ero KOHIIEHTpAIluu B TIIa3Me U T0-
IaBJACHUIO (YHKIIMOHAJIBHONM aKTUBHOCTU, YTO
B CBOIO ouepellb BeleT K IMOBBIIICHHONH BOCITPUUM-
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YUBOCTU K MHpeKIusaM. K TaKUM ITOCIeACTBUSIM
OPUBOAST MyTalluu B KomoHax 52 (rs5030737; A/D),
54 (rs1800450; A/B) n 57 (rs1800451; A/C). Annenu,
coaepxKaliye MyTalluu B KogoHax 52, 54 n 57 060-
3HavaroTcs, Kak D, B u C cooTBeTCTBEHHO, B OT/IM-
yue OT AUKOro ajurens (A). B cBsI3u ¢ OMHOTUITHBIMUA
GUBNOIOTUYECKUMU TIOCIIEACTBUSIMUA MyTannu D,
B u C B COBOKYITHOCTH ITPUHSITO OOBEINHSATH B aj-
aenb «O», OH JaeT Hayajo AUCGYHKIMOHAJTIbHBIM
dopmam MBL, KoTOpbhle HECIOCOOHBI CBS3BIBATh-
csl co cBOMMMU Jurangamu [57, 59, 86]. UHauBuabI
O/O UMeEIOT TIOUTU HEOoIIpeaAcsieMble YPOBHU OJIH-
romepoB MBL BbIcOKOro mopsiika, Torma Kak WH-
muBUIBl A/O MOTYT MMETh TIOHUKEHHBIC yPOBHU
benka B miasme [60, 62]. Ha ”MMYyHOJIOTMYECKYIO
dyukumio MBL TakxXke BIUSIOT MyTallud B IIPO-
MOTOPHOM yuyacTKe reHa: 1uMop@us3Mbl B JIOKycax
rs11003125 (H/L) u 157096206 (Y/X) MOLyJIupyIOT
TPAHCKPUIILUOHHYIO aKTUBHOCTb, 3HA4YUTEIBHO
BJIMSIsSI HA KOHLeHTpauuio MBL B mina3me kposu [51].
Bbisio yctaHoBeHo, yTo H Y-TUNJIOTUIT aCCOLMUPO-
BaH ¢ HanOoOJIee BEICOKOI IMIa3MeHHOI KOHIIEHTpa-
uueitr MBL, LY-puniaorun — co cpeaHeil KOHLIeH-
Tpaumeit, a LX — ¢ Huskoit [60]. Kpome Toro, Obl1
BBISIBJICH TUMOP(MU3M B 5’-HETPaHCIMPYEMOI YacTH
1 ax30Ha (rs7095891; P/W). 1ns olleHKU KJIMHUYEC-
KUX MOCJENCTBUN T€HETUYECKU AeTePMUHUPOBAH-
HBIX pa3nauduii B akcripeccun MBL ObL10 ipenio-
XeHo BbIAeasATh MBL-pedunmutasie (YO/YO unn
XA/YO), MBL-tipomexytounbie (YA/YO nnu XA/
XA) u MBL-BbIicOKOaKCcTTpeccupyolue (YA/YAnnu
XA/YA) murmnotunsl [37, 70]. B 1enom cumraercs,
yto 20—25% BCeil 4eI0BeUeCKOM MOMYIsIIIN SIBJIsI-
oTcad HocutenssMu MBL-geUIIMTHBIX TrarjioTh-
noB, a'y 8—10% MBL B miazame KpoBU OTCYTCTBYET
WJIY KpaliHe HU30K [25, 32, 60].

®ukonuubl (FCN)

Tlono6Ho MBL, uKoJIMHBI TPEACTaBISIIOT CO-
0o0i1 pellenTOphl pacrio3HaBaHM S, KOTOPBIE CIIOCO0-
HbI cBA3bIBaThbCcsl ¢ MASP 1 akTUBUpOBaTh CUCTE-
My KoMrusiemeHTa 4yepes JITI, urpas BaxkHYIO pOJIb
B MMMYHHOM 3allIUTe MPOTUB KJIMHUYECKU BasKHbBIX
natoreHoB. I[loMMMO aKTMBallMM KOMILJICMECHTA,
(UKOJMHBI CHUXAIOT PUCK MH(PULIMPOBAHUSI, CTU-
MyJupyst cekpeluio uHtepdepona-ramma (IFNy),
I1L-17, IL-6, ¢aktopa HeKpo3a Omyxoju-ajabda
(TNFo) makpodaramu [75]. ¥V demoBeka OITMCaHO
Tpu BUJIa GUKOIUHOB: M-(bUKOINH, KOOUPY IO A-
cs reHoM FCNI, L-dukonuu (FCN2) u H-bukonuH
(FCN3). M-GUKOJIMH — WCKJIIOUUTEJIbHO TKaHe-
Basl MoJIeKyJa (KCIIPECCUPyeTCsl B JISTKUX, MOHO-
HUTaxX U ceje3eHke), L-pukoauH mpoayuupyercs
B TICUCHU U LMPKYJIUpyeT B KpoBH, H-buxkomux
9KCIpecCUupyeTcsl B MeyeHUu u Jjerkux. IlokaszaHo,
YTO B JISTKMX B HAUOOJBIICH CTETICHU IIPOAYILIAPY-
etcsd H-dbukonuH, a ero KOMMJIeMeHT-aKTUBUPYIO-
1iasi CIoCOOHOCTh MpeBbIllIaeT TakoByro MBL.
CtpyKTypa (DUMKOJMHOB OUYEHb MOXOXa Ha CTPYK-
Typy MBL u TakxXe comepXuUT OOMEH, aBUAHBIIA
K TeM Xe YIJIEBOJHBIM KOMIIOHEHTaM OaKTepuii, 4TO

u MBL. L-¢puxkonauH, Botauure or MBL, nononHu-
TEJIBHO MOXET CBS3BIBAaTh HEKOTOPHIC KOMIIOHCH-
Thl TPAMITOJIOXKUTENbHBIX OaKTEepUil, B YaCTHOCTU
S. pneumoniae (B TOM 4YHCJIe KaIlCyJbHBIE (hOPMBI)
n S. aureus. DUKoOINH-2 00J1agaeT LI POKOM CITel -
(UIHOCTHIO B OTHOLIEHWM MUKPOOPTaHU3MOB,
TEM CaMbIM UTpasi BaXXHYIO pOJIb B TIEPBOI JTUHUU
BPOXJICHHOTO WMMYHHUTETA. XOTS KIMHWYECKUE
WccIenoBaHUs (DUKOJIWHA-2 BCE eIIe HaXOASITCS
Ha HavyaJIbHOHM CTaJaMu, €CTh A0Ka3aTeJbCTBa TOTO,
qT0 neunnuT GUKOIMHA-2 MOXKET MOBBIIIATH PUCK
pecnupaTopHbIX MHpeKIUil [52]. PukoauH-3 sIB-
JisieTcsl HanboJsiee pacipoOCTPaHEHHOUW MOJEKYIoi
pacnio3HaBaHus JITT 1 Tak Kak OH BBICOKO 3KCIIpeC-
CUPYETCsT B TKAHSX IIEUCHU U JISTKUX, 3TO YKa3bIBa-
€T Ha €ero 3HaYMMOCTb Kak aJjs1 aktuBauuu JIIT, Tak
W 17151 3alIUTHI JIETKUX Xo3s1uHa [4, 44]. Kpome Toro,
HEJAaBHO OBLIM MOJYYCHBI TEPBBIC CBUICTECIBCTBA
AHTUMUKPOOHOI aKTUBHOCTU (PUKOJIMHA-3 B OT-
HOIIEHUN KUIICYHO-KOMMEHCAJbHBIX U YCIIOBHO-
MaTOreHHbIX KUIlleuHbIX 0akTepuii Hafnia alvei [67].
IIpumeuarenbHO, YTO PUKOTUH-3 YCTOMUYUB K KOJI-
nareHasaMm (Torma Kak apyrue (pUKOJIWHBI U KOJljia-
TeHBI HET), U 3TO MOXKET OTpaskaTbCsI Ha €ro aHTH-
MHUKPOOHOI aKTUBHOCTU, B TOM YHUCJIE B KEJIyI0U-
HO-KUIIIEYHOM TpakTe [44].

Ommcadbl  TMOAUMOPGU3MBI  ITPOMOTOPHBIX
U CTPYKTYPHBIX PETMOHOB T'€HOB (DMKOJUHOB. [eH
FCNI pacnionioxxeH Ha xpoMocome 934 1 conepXKUT
NeBAThL 5K30HOB. Cpenu Heckonabkux SNP, omu-
caHHBbIX AJs reHa FCNI, no kpaitHeii Mepe BOCEMb
CBSI3aHBI C YPOBHSAMU (PUKOJMHA-1, YeTBIpe U3 HUX
pacriosioxkeHbl B MIPOMOTOPE U B MIEPBOM 3K30HE [8].
O™ moauMoppu3Mbl YACTUYHO OTBETCTBECHHBI
3a IUPOKUI auarnasoH (a0 15 pa3) MeXMHIUBU-
IyaJabHON W3MEHYMBOCTU KOHLEHTpaUUi (PUKO-
auHa-1 B rutasMme (IokasaTejiM MOTYT pa3indyaTbCs
B 15 pa3) [100]. I'en FCNZ2 pacnojioxkeH Ha XpOMOCO-
me 9q34.3 [65], Tpu SNP B 11poMOTOpHOI1 06J1acTU
M OIWH B DK30HE 8 CBSI3aHBI C BapHallMSIMU YPOB-
Hell dukoamHa-2 B rurasMe: +6424 G>T, —986G>A,
—602G>A 1 —4A>G u p.Ala258Ser, B To BpeMs Kak
nBa apyrux SNP B monoxkxeHusix —557 u —64, mo-
BUJIMMOMY, HE BIMSIOT Ha 9KCIIpecCHIo reHa [42,
45]. Ten FCN3 pacriofioxxeH Ha xpomocome 1p36.11
M BBICOKO KOHCEpPBATHUBEH Y 4eJioBeKa. bhliIo omnu-
CaHO MATh TOYEUHBIX MYTalllif, OTBETCTBEHHBIX
3a 3aMEeHBl aMUHOKHCJIOT, BCE C YaCTOTaMM aJljic-
Jeit Huxke 5%: p.Leul2Val, p.Leull7fs, p.Thr125Ala,
p-.Glul66Asp u p.Val287Ala [44]. Takoii BBICOKMIA
KOHCepBaTU3M IeHa yKa3blBaeT Ha TO, YTO (DUKO-
JIMH-3 MOXKET BBIMOJHSITH pPElIalomyro (yHKIINIO
B UMMYHHOM OTBeTe. JIeCTBUTETbHO, HEAOCTATOY -
HOCTb (PMKOJIMHA-3 BCTpeuaeTcs KpaitHe peako [95].

O1y0TMKOBaHHBIC PE3YJIBTAaThl MCCCIOBAHUI
CBSI3U KOHIIGHTpAllUM W TOJUMMOP(GU3MOB T€HOB
(UKOJMHOB ¢ KaKMMU-JINOO 3a00J€BaHUSIMU He-
MHOro4yucjaeHHbl. IlojJibcKue wucciaeaoBaTean IO-
KazaJiv, 94TO y JIeTel ¢ aTOIMeil ¢ YaCThIMU PeCIu-
paTOpHBIMU MHMEKIIMSIMU BBISBIISIIOTCSI  OoJiee
HM3KWE KOHIEHTpauuu L-pukonmHa B IazMme
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KkpoBu [23]. OgHako rojjaHACKHE HCCeI0BaTEeINn
He HAIIM KaKON-Tn0O0 CBSA3U ITOJIUMOP(MU3MOB Te-
HOB FCN2 v FCN3 ¢ peunaInuBUpYIOIIUMU UHOEK-
nusamu y aeteii [77]. OnucaHa cBsI3b TOTUMOPHU3-
MoB reHa FCNZ2 ¢ npeapacnojioxKeHHOCTBIO K TAKUM
3200JIeBaHUSIM, KaK BUCLIEpaJbHbIN JelHIIMaHUO3,
IIIUCTOCOMO3, TemaTuT B, TyOGepKyie3, CUHErHOI-
Hast HGMEKINS, a TAaKXKe TTPEe3KIIaMIICU S, TTPEKIeB-
pEeMEHHBIC POIbI, HCAOHOIICHHOCTh U MHMEKINN
HOBOpOXIeHHBIX [14, 69]. Cpeau nmoauMophu3MoB
TeHOB (PMKOJIMHOB HamOoJiee M3yUYCHHBIMU SIBJISI-
oTcss myTanuu 1517549193 u rs7851696 rena FCN2.
B Hacrosi1iee BpeMst TIpearioyiaraeTes, 4To A1l My-
Tanuu 1517549193 Hanuume BapuUaHTHOIO aJuIeis
T (renotunsl CT u TT) accoumnupoBaHO ¢ HU3KOU
aBUIHOCTBIO (pUKOIMHA K maroreHam. IlokazaHo,
4TO 3TOT CTPYKTYpHBIit SNP accoumupoBaH ¢ 60/1b-
meil 3a00JeBaeMOCThIO BHCIIEPAIbHBIM JICHIIIMa-
HMO30M U OJHOBPEMEHHO 00Jie€ BEHICOKUM YPOBHEM
¢ukonuHa B TIa3Me. ABTOPBI TIPEANOIAramT, YTO
BBICOKME TJIa3MEeHHBbIe YpOBHU L-pukonuHa oOy-
CJIOBJIEHBI €ro HU3KOM (PYyHKIIMOHAJbHOI Ccroco0-
HOCTBIO CBSI3BIBaTh OAKTEPUIO M, COOTBETCTBECHHO,
MEHBIIIE CITOCOOHOCTBIO HaKaIlJIMBaTbCs B odare
BocriajeHus [14].

IIpoTuBoOMoOJIOXKHAsT CcUTyallMsl HaOJaomaeTcs
¢ Myrauuein rs7851696, rae ¢ HU3KOM aBUAHOCTBIO
acCoOLMUPOBAaH HOpPMalbHBI (AIUKUI) BapuaHT
reHa FCNZ2 (renotun GGQG). Iloka3zaHo, 4TO y 3110-
POBBIX TOHOPOB B IAaTCKOW TOITYJSIUU YPOBEHB
L-dukonuHa B 11azMe KpoBU ITPOTPECCUBHO CHU-
JKaJICS IPU HAJAUYUU MyTauuu 17851696 (reHOTU bl
GTuTT)[71]. ABTOpHBI ITpeaIioNaraloT, YTO Haau4ue
BapMaHTHOTIO aJIJIeJIsI B 3TOM CJiydae CBSI3aHO C BBI-
COKOI1 TKaHEBOI aKTUBHOCTHIO L-(pukonnHa u, oa-
HOBPEMEHHO, €r0 HU3KOI KOHIIEHTpalIreil B Tia3mMe
kpoBu. Iloka3zaHo, YTO MeIMaHHBIC YPOBHU CHIBO-
potku aukoro tumna (GG), rereposurot (GT) u ro-
mo3uroT (TT) cocrasisaror 5100, 2200 1 900 Hr/™Ma
cooTBeTcTBeHHO [53, 71]. Takum obGpa3om, romo-
3UTOTHOCTh HE BeAeT K aOCOJTIOTHOMY Ie(PUIIUTY
(duKoIMHa-2, OOBIYHO €€ Ha3bIBalOT HEAOCTATOYHO-
cThio (pukonuHa-2 [52]. Ee paHee ObLI0 TOKa3aHO,
YTO TeHEeTUYECKU I TTOTUMOp(dU3M B 8 9K30HE TeHa
FCN2, npuBonsimiuii K aMWHOKHUCJOTHOI 3aMeHe
ajaHMHa Ha cepuH (p.A258S, myrauus +6424G>T,
rs7851696) noskIIIaeT CIOCOOHOCTH (PUKOIMHA TTPU-
KPEIJISIThCI K YIJICBOMHBIM KOMIIOHEHTaM OaKTe-
pvii, a TMupo3uHa Ha MeTUOHUH (p.T236M, myTanus
+6359C>T, rs17549193) — cHMKaeT TaKylo CITOCO0-
HOCTb [42]. TakuuM 00pa3oM, C TOUKHU 3peHUsI TKaHe-
BOI (DYHKIIMOHAJIBHOCTU (DUKOJMHA (AaBUIHOCTH),
s mytanun +6359C>T He BBITOAHBI BapUaHTHBIE
redoturiel CT u TT, a muig mytauuu +6424G>T Hop-
MaJbHBINM BapuaHT reHoTnna — GG. XoTa 3TH re-
HOTUIIBI U aCCOLIMMPOBAHBI C BBICOKUMU T1J1a3MEH-
HbIMU YpoBHsIMU L-dbukonuna [23, 77], cuutaercs,
YTO 3TO CBUIETEIBCTBYET 00 UX HU3KOI aBUIHOCTU
¥ CIOCOOHOCTH HaKarJMBaThCs B TKAHSIX.

H-dpukonun (pukonuH-3) gBasercs Hauboiee
MOIITHBIM 13 M3BECTHBIX akTUBaTOpoB JITT Komrie-

MEHTA, M €r0 CBIBOPOTOYHbBIC KOHIICHTpAIIY 3HAY M -
TEJIbHO IIPEBBILIAIOT KOHLEHTpauuu L-bukonnHa
u MBL. Ero koHLeHTpalus y B3pOCJbIX KOJIEOIeT-
cs B gecsath pa3 (6100—60 300 HI/MiI) co cpeaHUM
gHadeHreM 19 500 Hr/mur [78]. MyTtaums rs28357092
(+1637delC) B sk30He 5 reHa FCN3 npencrtaBisieT
Cc000If MyTallMIO CO COABUI'OM PaMKU CUUTHLIBAHUS,
BeAyllylo K ycedeHu1o C-KOHILIEBOIO KOHIIA Oejika
¢urkoIMHA-3, OHA TIPUBOANT K CHUKCHUIO TTJIa3MEH-
HBIX ypoBHel H-¢pukonuHa mo tuny reH-sdgexrt
3aBUCHUMOCTH: TOMO3HWTOTHI C TaKOW Heelrein ae-
MOHCTPUPYIOT IIOJIHOE€ OTCYTCTBUE IIJIa3MEHHOIO
ypoBHs H-puKoinHa, a y reTepo3UroT BbIsiBISIIOTCS
cpemHue ypoBHM IpoTerHa [68]. TOMO3UMTOTHOCTH
no +1637delC BcTpewaercst KpaitHe peako (0,01—
0,02), 4TO CBMIAETENbLCTBYET O Ba’KHEMIIMUX (DPYyHK-
Husax (pUKOJIMHA-3: B JIUTEpPAType OIIMCAHO BCEro
6 ciydaeB (Bce TOMO3WUTOTHI CTpadalyd TSIKEJTbIMU
UHODEKIUIMU B paHHEM JIeTCKOM Bospacte) [14].
JaHHBIE O TIOMYJSILUOHHON JacTOTE T€TEPO3UTOT-
HOI'0 HOCUTEJIbCTBA TAKKe KpaliHe HEMHOTOYMCIICH-
HBI: B UCJIAaHICKOU KOTOPTE 30POBBIX JIOHOPOB ObLIIO
BBISIBJIGHO 15 retepo3uror u3 483 ob6ciiefoBaHHBIX
(gactoTta coctaBuia 1,5%).

MaHHO30CBSI3bIBaIOLWME IEKTUH-AaCCOLUMPOBAHHbIE
cepuHoBble npoTea3bl (MASP)

TTomumo MBL 1 pUKOAMHOB, OMHUM U3 KIIOYE-
BBIX ygacTHUKOB JITT akTMBaniMy KOMITJIEMEHTA SIB-
JISIETCSI CEMEHCTBO MAHHO30CBSI3bIBAIOIIINX JICKTUH-
aCCOLIMMPOBAHHBIX CepUHOBBIX Tporea3 (MASP).
MBL-accouuupoBaHHbBIE CEpPUHOBBIE MPOTEA3bI
IEeNCTBYIOT KaK akTuBaTtopsl JIIT mpu cBA3BIBAaHUU
MBL, ¢ukonunoB u CL-K1 ¢ yrneBomamu uau
alleTUJIBHBIMY I'PYNIaMH1 Ha ITOBEPXHOCTH MaTOIe-
HOB WJIM W3MEHEHHBIX COOCTBEHHBIX TKaHeu [76].
B cemeiictBe MASP Obum MaeHTUGUIUPOBAHBI
Tpu npoteazsl (MASP-1, MASP-2, MASP-3) u nBa
POICTBEHHBIX HedepMEeHTAaTUBHBLIX Oenka: MApI19
(sMAP) u MAp44 (MAP-1). MASP-1 u MASP-2
WTpaloT pelmampIinylo poab B aktuBanum JIIT.
HenaBHue uccnepoBaHus nokasaau, yto MASP-1
MOXET aBTOMAaTUYeCKN aKTUBUPOBATHCS U ITPUBO-
IuTh K aktTuBauuu MASP-2 [30, 40]. MASP-2 tak:ke
MOXET aBTOMaTUUYECKU aKTUBUPOBAThLCS, HO B (U-
3MOJIOTUYECKUXYCTOBUSIXUMeHHO M ASP-1sBasteTcs
OCHOBHBIM akTuBaTopoM MASP-2 [54]. MASP-2 —
9TO MpoTeas3a, KOTopas pacllernisier (pakTopbl KOM-
memeHTa C2 n C4, 4TO NpUBOIUT K aKTUBALIUU Ka-
cKajJla KOMITJIEMEHTa ¢ 0Opa3oBaHUEM MEAUATOPOB
BocnajgeHus (C3a u C5a), cOopke KOMIIJIEKCa MEM-
opanHoit ataku (MAC) u onconusanuu [30, 40, 87].
C npyroii ctopoHbl, MASP-3, no-Buaumomy, ocia-
0J1sieT akTUBHOCTD JITT 13-32a KOHKYpEHLIMU 3a caii-
ThI cBsI3bIBaHU ST MASP Ha pacno3Halommnx MoJjeKy-
nmax [29]. Kpome Toro, MASP-3 mpenmyIiiecCTBEHHO
obOpasyeT KOMIIJIEKC ¢ (PMKOIMHOM-3 M, KaK IoJja-
raioT, OKa3pIlBaeT MHTHOMUPYIOIee OeCTBUE Ha aK-
TUBAlIMIO KOMIUJIEMEHTAa, OMNoCpenoBaHHYIO (DUKO-
muHoM-3 [81]. ¥YpoBHu MASP (MASP-1, MASP-2
u MASP-3) ObuIM TOKa3aHbl KaK MPEeauKTOPHI
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WHpEKONN W IJIUTEIBHON 3aBUCHUMOCTU OT WH-
TEHCUBHOM Tepaluu y NeTeil B KPUTUICCKOM CO-
crossHUHU [46]. Hanbosee n3ydeHHOMR cpeau CIielm-
duyeckux GEepMEHTOB, CIIOCOOHBIX aKTHBUPOBATh
kak MBL, Tak u ¢uKonuHbI, SBIsSETCS MpoTeasa
2 tunna — MASP-2. B pe3ynbraTe aHain3a ypoOBHS
MASP-2 B nna3me y Jioneil U3 pa3audHbIX 3THU-
YeCKUX I'pyMI MOKa3aHO, YTO CAMBIM HU3KUM ypPO-
BEHB OBLI y ahpUKaHIICB, 32 KOTOPBIMU CJICIOBAIN
KuTaiubl U3 [OHKOHTa, MHAEUIIBI U AaTyaHe [92].
VYpoBHu MASP-2 B CBIBOPOTKE KOJIEOTIOTCS OT 125
1o 1150 Hr/mi, B cpenHem coctasiisist 416 Hr/ma [78].

B snoxy mangemun COVID-19 HOBBIE uccie-
JIOBaHMWs HampaBJICHbl Ha JIeUCHHE OCIOXKHEHUM
3a00JieBaHM S, OTHO U3 KOTOPBIX, KaK TOBOPUJIOCH
BBIlIIE — TpoM003. [TokazaHo, yTo MASP-2 cBs3bI-
BaeT HYKJICOKATICUAHBIN OEJIOK KOpoHaBUpyca-2,
aCCOMMPOBAHHOTO C TSIKEJIBIM OCTPBIM pecupa-
TOpHBIM cuHApOMOM (SARS-CoV-2), uto npuBo-
IUT K Ype3MEePHOIN aKTUBAIINY KOMIIJICMEHTA U IO~
BPEXICHUIO JerKUX. MHBIMU CJTOBAMU, TPOTYKTHI
aKTUBAIIMU KOMITJIEMEHTa OpTaHU3YIOT TPOBOCIIA-
JIUTEJBLHYIO Cpely, KOTopasi MOXKXET UMETh pelllaro-
Iee 3HaYeHUE IS MHAYKIUU U MHOAAEpPXKaHMS
TSIKEJIOTO BOCITAJINTEJILHOTO oTBeTa Ha SARS-
CoV-2, npuBjekasi KJIETKU UMMYHHOI CUCTEMBI
K yJyacTKaM MHGEKIIUU U U3MEHSI ST UX COCTOSITHUE
aKTUBAlIUM B CTOPOHY BOCHAJUTEIBHOIo (heHOo-
tuma. OH TpeaIecTByeT NaTohu3noJIOTUIeCKUM
mpoiieccaM, TaKMM KaK IIUTOKWHOBBIM IIITOPM,
Mporpeccupylomiee 3HIOTEIMaTbHOE ITOBPEX/IEC-
HUe, BBI3BIBAIOIIEC MUKPOAHTHUONMATHIO U HAJb-
HeWIyo akTUBALlMIO KOMIIJIEMEHTa, U BbI3bIBa-
€T OCTPBIA pEeCIUpPaTOPHBIN TUCTPECC-CUHIPOM
(ARDS) [5]. UtanbsgHCcKUE y4yeHBbIe HCCIIeAOBaIU
UHTUOUpYIOllee Bo3aeicTBUe Ha akTuBauuio JITT
U aHTUKOaryJssHTHoe nelictBue Hapcomnumaba
(Narsoplimab), yenoBe4eCKOro MOHOKJIOHAJbHO-
ro antutena ramma npotus MASP-2. B aTtom nc-
cJeJOBaHUU BIIepBbIe ObL UCITOJIb30BaH MHTUOU-
Top JIIT ning neuyennss COVID-19 u B cpaBHEHUU
C KOHTPOJBbHBIMHU TI'pyHIlaMM ITOKa3zaHa BbICOKas
CTEINeHb BbIKUBAEMOCTHU [74].

IMonumopdubiit TeH MASP2 pacriosoxeH
Ha xpoMocoMe 1p36.23-31, umeeT 12 3K30HOB U KO-
nupyet aBa 6eaka, MASP-2 u MApl9. Haubonee
3HauuMoil myTtauueit MASP2 ssnsiercs rs72550870
(p.D120G). OHa TIpUBOIUT K 3aMeHE acIaparmHO-
BOM KHMCJIOTHI Ha TJIMIIMH, BCJEACTBUE YETro 0esloK
TepsieT CIOCOOHOCTh aKTUBUPOBATH KOMIIJIEMEHT
M3-3a2 HEBO3MOXXHOCTU OOPa30BBIBATH KOMILJIEKCHI
C JeKTUHaMH, B yacTHocTu ¢ MBL u ¢ukonnHa-
mu. Bpoxnennowiii nedpuuut MASP-2 ob0ycnoBieH
myTauuen rs72550870 B roMO3UTOTHOM COCTOSIHUU
(GGQG), xapakTepu3yeTcs ITOJTHBIM OTCYTCTBUEM ChI-
BOPOTOYHON aKTUBHOCTM ITPOTEa3bl U IMPUBOIUT
K HapylieHuto cBg3biBaHus ¢ MBL u ¢ dukonu-
Hamu [84, 94]. Bcero TpuHaauaTh caydyaeB TOMO3U-
rotHoro HocuteabcTBa GG rs72550870 ObLIO OMU-
CaHO B JIMTEPAType C MOMEHTA BBISIBJICHMS TIEPBO-
ro ciayudas, 3apeructpupoBaHHoro B 2003 r. [84].

KiuHnyeckue TIPOSBICHUSI CHUXKCHMS/OTCYT-
cTBUSI aKTUBHOCTU MASP-2 Moryt BapbupoBaTh
OT TIOJTHOTO 3/0POBbSI HO TSXKEIBIX WHGMEKIINN
MU TIPEapaCHOIOKEHHOCTH K OHKOJIOTUYECKUM 3a-
oosieBaHusgM [14]. Tlocie Toro Kak TIOSIBUJIMUCH
JMaHHBIE O TPEX 3MOPOBBIX B3POCIBIX C ACHULIUTOM
MASP-2, romosurotrubix mo GG B MASP2 [36, 73],
KJWHUYECcKasi MEeHEeTPaHTHOCTh 3TOro neduiura
cTaja COMHUTEIIbHOUW. TakuM obOpa3om, accolrua-
uus nepuuuta MASP-2 (GG 1572550870) ¢ kiu-
HUYECKUMU TPOSIBICHUSIMHU B HACTOSIIEE BpeMs
SBJISIETCS HeompeaeeHHoi. BeposaTHo, uto B JITT
YYaCTBYIOT HEUJACHTU(GUIIMPOBAHHBIE MOJEKYJIbI
1 (PYHKIIUU, KOTOPEIE MOTYT OOBSICHHUTH, ITOUYECMY
nedpuuutr MASP-2 oTHOCUMTENbHO YacTO BCTpeda-
eTCsl y IIPaKTUICCKH 3MOPOBBIX TIoAcH [14].

bbi1o BhickazaHo mpenroJioxeHue, yro JIIT ak-
TUBAIUM CHUCTEMBl KOMILIEMEHTa HeoOs3aTe/IeH
WM Jaxke M30bITOYEeH (HAIlpuMep, IIPU TsKeJIOM
TeueHun COVID) nng dopMupoBaHUST MMMYH-
HOTO OTBeTa Yy OOJBIIMHCTBA 3IOPOBBIX JIUII, a €T0
nedUIUT KIMHUYECKU 3HAYUM TOJBKO B OIpele-
JICHHBIX CUTYallWSX, HAIIpuMep, Y HeAOHOIIEHHBIX
HOBOPOXJIeHHbIX. C Ipyroil CTOpoOHbI, IOKa3aHa
acconmauusg noaumopdusmMoB MASP2 ¢ Bocipu-
MMYUBOCTBIO K Jenpe [18], mansipuu [43], 6one3HU
Ilaraca [17], GakTtepualbHBIM WHOeKOUAM [28]
u renatuty C [97]. YpoBHu MASP-2 Takxke ObLIU
CBSI3aHBI C PSIJIOM CUCTEMHBIX 3a00JI€BaHM 1, BKITIO-
yasi mu3odpeHuo [66], cenTuyeckuii mok [24],
OCTpBbIi TUM@POOOTACTHBIN JNEUKO3, HEXOIKKWH-
CKyI0 TUM(pOMY, OIYXOJIHW HECHTPAJILHONM HEPBHOM
cucteMbl [35], koJlopekTanbHbIN pak [101, 102]. DT
WCCIIeIOBaHUS JOKAa3bIBAIOT BO3PACcTaIOIIce BasKHOE
ouosiornyeckoe 3HaueHrue MASPs B maToreHese 3a-
0oJieBaHUIi YeJIoBeKa.

ATHU4ecKne 0coGEeHHOCTH pacnpeaeneHus
nonuMop¢hn3MOB reHOB — KOMMOHEHTOB
JIEKTUHOBOIo NyTn akTuBauuun KoMmnjieMeHTa

PacnpeneneHue yacToT rarnjaotTunoB reHa MBL
MMeeT KpaliHe BbIpaKeHHbIE MOIYJISILUOHHbIE
pasnuuug [17, 60]. Tak, yacToTa BCTPEYAEMOCTH
rannotuna HYPA, accouMuUpOBAaHHOIO C BBICO-
Kol KoHueHTpauueir MBL, Bapbupyer or 6—8%
B adpUKaAHCKUX MNonyasauusx — Mo3aMOuK,
Kenus [60, 61], 1o 64—81% B ceBepHBIX KOPEHHBIX
MOITYJIALUIX — CeBepOoaMePUKAHCKUE MHICHIIbI
n uayuts [13, 38, 70]. EBporieonabl B 3TOM rpa-
MalMM 3aHUMAIOT IIPOMEXYTOYHOE MOJIO0XKEHUE
¢ 27—30% uacroroii rartnotuna HYPA [11, 80, 83].
B cBsi3u ¢ BbhIpaxkeHHBIM HEPaBHOBECHBIM CIIEM-
JIeHUEM BCEe OMNMCaHHBbIE BbIlle MYTAallUM MOLYT
KOMOMHMPOBATHCS B OrpaHUIYEHHOE YHUCJIO Tario-
TUnoB u3 64 Bo3MoxXHBIX (HYPA, LXPA, LYQA,
LYPA, HYPD, LYPB, LYPD u LYQC) [60, 85].
BakHO 1ToHMMaTh, 4YTO OLIEHKA PUCKA CBSI3U T'€HO-
TUIIOB U TaIlJIOTUIIOB C BOCOIPUUMUYMBOCTLIO K 3a-
0oJIeBaHUSIM B 3HAYUTEJIbHOM Mepe MOXET 3aBM-
CeThb OT @THUYECKOr0 U BO3PACTHOI'O COCTaBa UC-
claeaoBaHHBIX monyasauuii [10, 22].
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Pesynbrarsl ucciieqoBaHuid, ipoBeaeHHbIX B HUN
MeanmHCKuX mpoodiiem Cesepa, 1. KpacHosipck [91],
MOKa3bIBalOT, YTO YACTOTA BHICOKOIIPOA YL PYIOIIIe-
ro ramtotuna HYPA rena MBL2 cocraBasier 35,4%
Yy PYCCKUX HOBOPOXAeHHBIX BocTtouHoit Cubupm,
YTO COOTBETCTBYET YACTOTAM €BPOITEHCKMX TTOMYJISI-
it (Fomnanmuu — 27%, Hanuu — 30%, Yexun —
33%), a Takxe eBporieonaoB bpasununu (28—34%).
B 1O X)e BpeMS y HOBOPOXAEHHBIX TallMBIPCKOTO
Honrano-HeHerikoro paitoHa KpacHosipckoro kpasi
yactoTta ramjotuna HYPA Oblia CTaTUCTUYECKU
3HAYMMO BBIIIIE, YEM Y PYCCKUX, M cocTaBuia 64%
IIJISI HEHLIEB 1 56% 1151 oJiraH-HraHacaH, 4To OJIn3-
KO K 3HAYEHHUSIM YacTOT PaclpOCTpPaHEHMS BbISIB-
JICHHBIX JJ1s1 9CKUMOCOB (81%) u ceBepoamMepuKaH-
ckux unHpeines (64%). JaHHble O 4acTOTaX reHo-
TUIIOB W TamjioTUIIOB reHa MBL2 cpeau KOpeHHBbIX
HapOMTHOCTEH POCCUUCKUX APKTUICCKUX TSPPUTO-
pUil B yKa3aHHOM HCCJIeMOBaHUM ObLIU TTOJYYEeHbI
BIIEPBBIC.

MunopHblit annens FCN2 rs17549193 (+6359C>T)
CBSI3aH CO 3HAYNTEIbHBIM CHUKEHHUEM CBSI3BIBATOIIICHA
crtocobHoCcTH L-puKoMHa ¢ yIJIeBOTHBIMU KOMITO-
HEHTaMU KJIETOYHBIX CTCHOK OAaKTEpHil, B TO BpeMs
KaK MUHOPHBIN ajuieib 1s7851696 (+6424G>T) ObL1
CBSI3aH C TOBBILIEHHON CBSI3bIBAIOIICH CITOCOOHOC-
Th10 [45]. BbL10 TTOKa3aHO, YTO Y 3[I0POBBIX TOJLIAH/I-
CKUX JOHOPOB YypoBHU L-puKoanHa B mja3zmMe mpo-
TPECCUBHO CHMXXAJIMCh B 3aBUCUMOCTU OT HAaJTUIUS
MYTAHTHOIO ajuieiisi rs7851696. DTo cBUIAETEIbCTBY-
€T O TOM, YTO JAHHBIN BapUAHTHBIN ajjieib CBSI3aH
C BBICOKOM TKaHEBOM aKTUBHOCTBIO L-dmkonnHa
U, OJHOBPEMEHHO, C €ro HM3KOUM KOHIIEHTpalluen
B r1a3me. He Ob1J10 0OGHapy»KeHO CTaTUCTUYECK U 3HA-
YUMOI CBSI3M MEXIY KOHLeHTpauuei L-dukonnna
B CBIBOPOTKE U mnosumopdusmom rs17549193 B atoit
rojutaHackoi koropre [71]. B To e BpeMsi HEKOTO-
pbIe VICCIIeMOBaHMSI TIOKa3aJIi, YTO BEICOKME YPOBHU
L-dukonHa ObLIN CBSI3aHBI C BAPMAHTHBIM aJIjIeieM
rs17549193 [26].

B abGopureHHbIX NONYJISALMSIX KakK HEHILEB,
Tak M JoJiraH-HraHacaH Taiimbipckoro [ojraHo-
Henenkoro paitona KpacHosipckoro kpast oGHapy-
KEHO CHHUXXEHHE pacCIpOCTPaHEHHOCTU T'e€HOTUIA
noauMopdusma FCN2rs7851696, cBSI3aHHOTO C HU3-
KOI CBsI3BIBalIONIEl CcrocoOHOCThIO L-dukonmmHa
K yrjieBomaM, II0 CpaBHEHUIO C €BpONeOouJIaMUu
Bocrounoit Cubupu. Pesyabrarhl 3TOro mcciemo-
BaHU4 M0Ka3aJiv, YTO HEHELKayd NOoNnyadanus odna-
TaeT PSIAOM BasKHBIX OCOOCHHOCTEH IT0 CpaBHEHUIO
C JojJraHaMHu-HraHacaHaMu: OoJiee HU3Kasl pac-
mpocTpaHeHHOCTh ayuiens T ans moamMopdusmMa
1s17549193 u Gonee BBICOKAS PacIpOCTPaHEHHOCTh
annens T gnst mommmopdusma rs7851696 FCN2 [82].
MBI TTotaraeM, 4TO 3TOT T€HOTUII SIBJISIETCS TeHE-
TUYECKUM MapKepoOM BBICOKOI (hyHKIIMOHAIbHOMI
cnocobHocTu L-(ukonuHa B HEHELKOW MOmyss-
nuu. MHBIMU cioBamMu, OblIa MoKa3aHa Oojbllast
YacToTa pacrpoCcTPpaHEHHOCTH T€HOTUIIOB, aCCOIIM -
MPOBAHHBIX C BEICOKOI aKTUBHOCTHIO L-(brkonamnHa,
B APKTUYECKUX ITONYISIMSIX HEHIIEB U TOJITaH-HTa-

HacaH, B CpaBHEHUU C eBporieorngamMu BocTouHoit
Cubupn [82]. Taknum obpa3oM, MONYISIIIUA KOPEH-
HBIX HApOJIOB APKTHUKU FeHETUYECKU XapaKTepU3y-
FOTCS OOJIbIIIENl aKTMBHOCTBIO KaK MUHUMYM JIBYX
paznuyaromuxcss KoMIioHeHToB JIIT akTuBamuu
KoMmIiemeHta — MBL u L-pukonunHa.

Kak yka3bIBajaoch BbIllIe, TaHHBIC O IIOMYJISIINOH-
HOI 4yacToTe MOJUMOPMHBIX BapuaHTOB 1528357092
reHa FCN3 HEeMHOTOYUCJICHHBL: OPUEHTUPOBOUYHAS
yacToTa reTepo3UrOTHOrO HOCUTENIbCTBA CPeAu €B-
POTEONIOB MOXKET COCTaBUTh 1.5% [14]. 3HaUnTEIHHO
0oJIbllle JAaHHBIX O MOMYJSLIMOHHBIX YacToTax IO-
auMopdusmoB 1572550870 rena MASP2. B narckoii
KOropTe yacTtoTa penkoro aijaeiass G cocraBuia
3,9% [95], Takast ke 4acToTa BBISIBJIEHA B UCJIAHICKOMN
BBIOOpPKE B3pOCHIbIX OJOHOPOB [14]. MHTepecHO, 4TO
annenb G BooOllle He ObLT BBISIBJIEH B TMOIMYJISILIUSIX
kutaiueB [oHKOHTa, appUKAHCKUX 3aMOUILIEB U KO-
peHHbIX aMepukaHueB bpasuauu [95].

I'pynna yyensix u3 Mcnanmuu onyO0aIuKoOBa-
JI1 JaHHBIE PE3yJITaTOB HCCJIEIOBAHUS YaCTOTHI
pacnpenesieHust BapuantoB FCN2 + 6424, FCN3 +
1637delC n rs72550870 MASP2 y MBL-nedunnTHbBIX
3JI0POBBIX JIULI, Tpearnoaras, 4To orcyrctsue MBL
MOXET OBITh KOMIICHCMPOBAHO APYTMMU HATTEpPH-
pacrio3HaromuMu 6eakaMu. Bbl1o BeickazaHo npe-
MoJIoXeHue, uTo BapuanTel FCN2 + 6424w FCN3 +
1637delC, xkoTOpbIe BBI3BIBAIOT 3aBMCHMMOE OT IreHa
CHUXXEHUE yPOBHEeH huKonarHa-2 1 GuKoInHa-3 co-
OTBETCTBEHHO, MOTYT OBITh PEIKMUMM Y JIUII C Aeu-
uuToM MBL u3-3a npoliecca KoMIeHcaluu BHYTPU
JIIT [14]. ABTOpBI NPOAEMOHCTPUPOBAJIN, YTO CYIIIE-
CTBYET OJ1aronpUsSITHBIN O6ajlaHC MEX Ay KOHLIEHTpa-
uueit MBL u ¢pukonuHa-2 B CbIBOPOTKE JJISI XO351-
MHa, KOTOPBHIM MOANEPKUBACTCS Ha IPOTSIKEHUU
BCEIl BOJIIOLIMM, YTO KOHTPOJUPYETCS TeHeTUuYecC-
KUMU BapUaHTaMH.

JdaHHbBIe O 4YacToTax paclnpeiaejeHus IOoJaU-
Mopdu3MoB reHoB MBL2, FCN2, FCN3 wu MASP2
B POCCUMCKUX TMOMYASLMSIX U MaTOreHEeTUYEeCKOU
poan komitoHeHTOB JII1 KoMITOHeHTa KpaiiHe He-
MHoOrouuciaeHHbl. Poccuiickue yueHble [1] u3-
YUYUJIU PACIPOCTPAHEHHOCTh OJHOIO MOJUMOP-
dusma +230G/A rena MBL y xuteneit CaHKT-
IleTepOypra: roMO3UTOTHI MO MYTAHTHOMY aJjie-
no A coctaBunu 30 (25%) u 5 (4%) cooTBETCTBEH-
HO. ABTOpBI JeNal0T BBIBOI, UTO «yUMTHIBas da-
CTY10 BCTpeuaeMoCcTh MyTauuu reHa MBL, saBisio-
ecs MpUUYNHON MEePBUYHOTO UMMYHOAeDUILIMTA
B monyiassuuu Cankrt-IletepOypra, HeobXxoaum
CKPMHUHT TMallMEHTOB C PELUUANBUPYIOIIUMUA UH-
dexuusamu». Psan vccieqoBaHuii pOCCUNCKUX aB-
TOPOB OBLI TIOCBSIIEH KJIMHUKO-TEHETHUYECKUM
COIOCTaBJIeHUsIM MyTauuii B reHe MBL c¢ puc-
KOM CepIeIHO-COCYIMCTBIX 3a00JieBaHUI, TIpe-
9KJIAMIICUM, OCOOEHHOCTSIMM KJIMHUYECKON Kap-
TUHBI MYKOBUCIIUA03a U TporpeccupoBanuss BUY-
uH@pekunun. Panee Ob1710 BBICKA3aHO MPEATIONOXKE -
HUE, YTO U30JUPOBAHHBIE APKTUYECKHUE TIOTYJIs-
uuu Taiimbipckoro [dosraHo-HeHelnkoro paiioHa
KpacHosipckoro Kkpast MCTOPUUYECKU MO3XKE CTOJIK-
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HYJIVCh ¢ MHPEKIUSIMU U, BCIESICTBUE 3TOT0, CO-
XpaHUJIU CHOPMUPOBAHHYIO Ha paHHMUX dTarax
9BOJIIOIIMU YeJIOBEKa BBICOKYIO aKTUBHOCTH JIII
akTuUBaLuu KoMmriemeHTa [90].

CornacHo aHaJIM3y TOCTYIHBIX HAM JIUTEepaTyp-
HBIX JTaHHBIX, B HACTOSIIIEe BPEeMSI IIONYISIIINOHHBIC
JaCcTOTHI MYTAIlMii, aCCOLIMMPOBAHHBIX C BPOXKICH-
HbIMU Jedunuramu nporterHoB JITT akTuBanuu
CUCTEMBI KOMIJIEMEHTA B POCCUIMCKMX MOITYJISIIASIX
U B MOMYJSIIUSIX KOPEHHbIX HAPOJHOCTEM, HE U3-
YUeHbl. AKTYaJbHOCTb ITOJYYEHUsI TaKUX JTaHHBIX
IJISI POCCUMACKMX apKTUYECKUX MOMYISLUN 3HAYN-
TEJIBHO BO3pacTacT, YUYUTHIBASI HaKaIlJIMBaIOIIHC-
Ccs JTOKasaTeJIbCTBa BaKHOW pPOJIM KOMIIOHEHTOB
JITT akTuBalmmu KomruieMeHTa (B ToM uuciie MBL,
MASP?2) B oOTHOILIIEHU Y BUPYCHBIX UHMEKIIMI, B TOM
YUCJie BBI3BIBAEMBIX HOBBIMU KOPOHAaBHPYCHBIMU
nHpeknusamu — SARS 1 COVID-19 [47, 64].

Pe3ynbTaThl BBIIIECYTIOMSIHYTBIX HCCAEIOBAHUIA
JIeXXaT B OCHOBE TMMOTE3bl, Mpearoaramlieii, 4To
9BOJIIOIMS YeJOBeKa ITpOABUTAJIach B HaIlpaBJe-
HHWH HAKOILJICHUSI TEHOTUIIOB C HU3KOM aKTHUBHOC-
Thi0 JII1 akTMBaIMM KOMILJIEMEHTA, BCJICIACTBUEC
IIUPOKOTO pacHpoCTpaHEHUS HEKOTOPBIX BHYTPH-
KJICTOUYHBIX WH@EKIN, TaKUX KaK TyOepKyJe3
M JIerpa, Ipu KOTOPbIX HU3Kasl akKTuBHOCThL MBL
n L-dukonnHa MOXeET OKa3bIBaTh MPOTEKTUBHBIN
addexr [17, 32, 98]. MbI nonaraemM, 4YTO MPOUCXOIUT
CEJICKTUBHOE ITOMYISIIIMOHHOE TaBJICHNUE B OTHOIIIC -
Huun JIIT akTuBamu KoMITJIEMEHTA, KaK OOILIEero Ia-

Cnucok nutepatypbl/References

TOGU3NOJIOTHIECKOTO MeXaHW3Ma, OIOCpPEIOBaH-
HOI'0 T€HaMM JIEKTUHOB, U, BEPOSITHO, aCCOLIMUPO-
BaHHOTO C MPEenpacnookKeHHOCTbIO K HEKOTOPBIM
MHQPEKILIUSIM.

B 3akiroueHne HE0OOXOAMMO OTMETUTh, YTO K Ha-
CTOSIIIEMY BPEMEHM OCTaCTCSI 3HAUUTEIIEHOE YMCIIO
HEpEeIIeHHBIX BOIIPOCOB B OTHOILICHUN WCTHUHHOM
poau mnpotenHoB JIIT akTuBalLMM KOMILJIEMEHTA
B ITaTOreHe3¢ KOHKPETHHIX 3abojieBaHuii. Bo MHO-
FOM TakKasl CUTyallUus CKJIAJAbIBAETCS W3-3a Marore-
HeTnueckoro ayanusma JIIT akTuBanum KomIijie-
MmeHTa. C OgHOM CTOPOHBI, €r0 BhICOKAsT (PyHKIIMO-
HaJbHasi aKTUBHOCTH CIIOCOOCTBYET AIIMMUHALIUU
MHOTUX 0OaKTepUaJIbHBIX M BUPYCHBIX ITaTOTCHOB,
YTO SIBIISIETCSI HECOOXOOMMBIM KOMIIOHEHTOM IIPO-
TUBOMHMEKIITMOHHON 3alIUThI, OCOOEHHO B pAHHEM
IeTcKoM Bo3pacte. C IpyTroit CTOPOHBI, M30BITOUHAS
aKTUBHOCTh MpoTenHOB JITT MoxXeT crmoco6¢cTBOBATh
UHGEKIUSIM, BBI3BAHHBIMU BHYTPUKJIETOUHBIMU
0akTepusIMU, a TaKxXe SBISTHCS Ipeapacriojara-
oM (GakTopoM 0oJiee arpeCCUBHOIO TEUYCHUS
HEKOTOPBIX BUPYCHBIX WH(MEKIUA, HaIIpuMep
SARS-CoV-2. ABTOpbl HaJEIOTCS, YTO MPENCTaB-
JIEHHasI CUCTEMaTH3allds COBPEMEHHBIX HTaHHBIX
0 GyHKIIMH, TOJTUMOP(PU3Me TEHOB U YIaCTU U B T1a-
ToreHese 3aboneBaHuil mporenHoB JII1 akTuBauuu
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