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AHHOTaLuA. JIeKTVIHbI — OCHOBHblE NPOTEVHbI JIEKTUHOBOTO MyTW aKTUBaLMUN CUCTEMbI KOMIJIEMEHTA, KOAMPYIOT-
CA NONMMOPOHBIMU FeHaMU, TOUEeUHble MyTaLuUK B KOTOPbIX MPUBOAAT K M3MEHeHMIo KoHbopMaLmm 1 SKcnpeccum
6esKa, UTo B CBOIO OUepefb OTparkaeTcA Ha GyHKLMOHANbHOCTM U COCOGHOCTM OTBeYaTb Ha NaToreH. B HacTosAwwem
nccnefoBaHny BrnepBeble MosyyeHbl MacluTabHble AaHHble O NOMYNALNMOHHOM pacnpefeneHny YacToT annenen re-
HoB H-dpurkonunHa FCN3 rs28357092 1 MaHHO30CBA3bIBAOLEN NEKTUH-aCCOLUNPOBAHHON CEPUHOBOI NpoTeasbl-2
MASP2 rs72550870 cpegun KOpeHHbIX HAPOAHOCTEN POCCUNCKMX APKTUYECKUX TEPPUTOPUIA (HEHLIbI, LONTaHbIl, Hra-
HacaHbl, CMelaHHasA NonynAuma U pycckue: obLias Bbibopka cocTaBuna okono 1000 HOBOPOXAEHHbIX). leHoTVNY-
poBaHuve ocylecTBeHO ¢ ncnonb3osBaHuem MLP-PB. Hamu BbisBneHa yactoTa roMo3nroTHoro BapuaHTa del/del
FCN3 rs28357092, acCOLMMPOBAHHOTIO C MOMHbIM OTCYTCTBEM Hanbonee MOLLHOIO akTMBATOPa JIEKTUHOBOTO Ny TH
KomnnemeHTa H-¢rkonuHa: y HeHues 0 %, y gonraH-HraHacaH 0.8 %, B TO Bpems Kak cpeau esponeonaos 3.5 %
(p < 0.01). AHann3 pacnpocTpaHeHHOCTH reHoTMNnoB MASP2 nokasan npeob6nagaHue roMo3MroTHOro BapuaHTta AA
BO BCEX MCCNIeOBaHHbIX NOMYMALMAX, YTO COrNAcyeTca C JOCTYMHbIMU MAPOBbIMU AaHHbIMU. [€TePO3MTOTHbIN FreHo-
T1n AG rs72550870, accoummpoBaHHbIA CO CHUXKEHHbIM YPOBHEM MpoTeasbl, BCTPEYaeTCA B eANHNYHbIX ClyYasX y
HeHLeB, JONraH N HraHacaH No CPaBHEHMIO C HOBOPOXKAEHHbIMY €BPONEOUAHOrO NPOUNCXOXKAEHNA T. KpacHoApCKa:
0.5 11 3.3 % cooTBeTCTBEHHO. [MpuuemM y HeHLeB Obin BbisiBNEH oAnH HocuTesnb AG 113 323 06ciefoBaHHbIX, TOraa Kak
y eBponeonaos - 16 n3 242 o6cnefoBaHHbIX HOBOPOXAEHHbIX (p < 0.001). [oMo3uroTHbIN BapuaHT GG, KOTopomy
ConyTCTBYET MOJSIHOE OTCYTCTBME MPOTeasbl C HapyLleHneM cBA3biBaHVA MBL 1 GUKONMHOB, He 06Hapy»KeH HI Y of-
Horo 13 980 o6cnefoBaHHbIX HOBOPOXKAEHHbIX. [JoONONHNUTENbHbIV aHanu3 MHGEKLNOHHON 3ab60neBaemMoCTm B apK-
TUYECKMX MONYNALMAX MO3BONUT BbIABUTb PEHOTUNMYECKME XapaKTePUCTUKN, COMPAXKEHHbIE C BbICOKON GyHKLMO-
HaNlbHOW aKTMBHOCTbIO NEKTMHOBOIO NMYTW aKTUBaLMM KOMMEMeHTa B POy BaxHelwero ¢aktopa nepBoin NMHUN
NPOTUBONHGEKLNOHHON 3aLKTbl, B TOM YC/E B OTHOLIEHUN HOBbIX BUPYCHbIX 3ab0neBaHnii, Taknx kak COVID-19.
KnioueBble cnosa: FCN3; MASP2; nonumopdr3m reHoB; HOBOPOXAEHHbIE; Poccus; apKTnyeckume nonynayum.
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Abstract. Lectins, being the main proteins of the lectin pathway activating the complement system, are encoded
by polymorphic genes, wherein point mutations cause the protein conformation and expression to change, which
turns out to have an effect on the functionality and ability to respond to the pathogen. In the current study, large-
scale data on the population genotype distribution of the genes for H-ficolin FCN3 rs28357092 and mannose-bind-
ing lectin-associated serine protease MASP2 rs72550870 among the indigenous peoples of the Russian Arctic re-
gions (Nenets, Dolgans and Nganasans, a mixed population and Russians: a total sample was about 1000 newborns)
have been obtained for the first time. Genotyping was carried out using RT-PCR. The frequency of the homozygous
variant del/del FCN3 rs28357092 associated with the total absence of the most powerful activator of the lectin com-
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plement pathway, N-ficolin, was revealed; 0 % in the Nenets, 0.8 % in the Dolgans and Nganasans, and 3.5 % among
the Russians (p < 0.01). Analysis of the prevalence of the MASP2 genotypes has shown the predominance of the
homozygous variant AA in all studied populations, which agrees with the available world data. The heterozygous
genotype AG rs72550870 associated with a reduced level of protease was found to occur rarely in the Nenets, Dol-
gans and Nganasans compared to newborns of Caucasoid origin from Krasnoyarsk: 0.5 % versus 3.3 %, respectively.
Moreover, among 323 examined Nenets, one AG carrier was identified, whereas in Russians, 16 out of 242 examined
newborns were found to be AG carriers (p < 0.001). A homozygous variant (GG) in total absence of protease with
impaired binding of both MBL and ficolins was not detected in any of the 980 examined newborns. An additional
analysis of infectious morbidity in Arctic populations allows one to find phenotypic characteristics related to a high
functional activity of the lectin pathway of complement activation as an most important factor for the first-line of
anti-infectious defense, including such new viral diseases as COVID-19.
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BBepeHune

BpoxaeHHass ”MMyHHas cucTeMa 00ecriednBaeT HeMe/IJICH-
HYIO0 HecTeHU(pUIECKyIO TEpBYIO JMHUIO 3aIUTHI TOCpe-
CTBOM T'yMOPAJBHBIX, KJICTOYHBIX U MEXaHHYECKHUX MpO-
LIECCOB, UTpasi )KU3HEHHO BAXKHYIO POJIb MPH MMaTOI€HHOM
Bo3neiictBun (Dunkelberger, Song, 2010). B mocnename roast
B MHPOBOH JIUTEpaType YACISIETCS 3HAUMTEIFHOE BHIMAaHUE
M3YYCHUIO POJIM BPOXKACHHBIX JE(PEKTOB CHCTEMbI KOMILIE-
MmenTa (CK) B marorenese pa3mUIHBIX 3a00JI€BaHUH — OT UH-
(DEeKIIMOHHBIX JI0 Qy TONMMYHHBIX M KapAHOMETA00JIMUCCKHX.
Taxk, B tokymeHTe EBpornelickoil acconuanuy 110 U3y4eHHI0
umMMyHonepuIUTHBIX coctostHui (European Society for Im-
munodeficiencies, ESID) ot 2020 1., cienuaibHO MMOCBS-
IIICHHOM 000O0IIEHNIO COBPEMEHHOTO COCTOSHHS MPOOIEMBI
JepUIMTOB pa3IMIHBIX KOMITOHEHTOB KOMITIIEMEHTA, YTBEPXK-
JIAeTCsI, YTO Ha TaKHE BPOXKIACHHBIE 1e(DEKTHI IPUXOIUTCS HE
MeHee 5 % OT 0011ero Ynciia NepBUYHBIX IMMYHOIC(QUIUTOB,
a MHOTHE aCIEKThl UX PACHPOCTPAHEHHOCTH M IaTOreHe3a
ocratorcs HenzydeHHbIMH (Brodszki et al., 2020).

ITnazmennsbie mpotenHbl CK B3anMOIEHCTBYIOT MEXTY CO-
0oif Tpemst U3BECTHBIMH ITyTAMH — JCKTHHOBBIM (Hamboee
(hmitoreHeTHYecKy IpEeBHUN ), aIbTepHATHBHBIM M KJIacCHYe-
ckuM. Bce TPpU MMYTU KOMINUIEMCHTA HHUIITUHUPYIOTCSA MHOXKE-
CTBOM CTHUMYJIOB HE3aBHCHMO JIPYT OT JIPyTa, ¥ BIIOCIIEICTBUH
MIPOTEOINTHYECKHUE KAaCKa bl CBOJISITCS K aKTUBAIMK OCHOB-
Horo kommoHeHTa C3, 4To MPUBOAUT K cOOpKe MeMOpaHo-
arakytomiero komrmiekca (Blom et al., 2004). JlekTHHOBBIH
myTh (JIIT) MOXKeT aKTHBHPOBATHCS B OTCYTCTBHE HMMYHHBIX
KOMIIJIEKCOB U UHUITUUPOBATHCA IIYTEM CBA3bIBAHHS MOJICKYJT
cynepceMeicTBa MaTTepH-PaCcIIO3HAIOIINX PELENTOPOB (JIEK-
THHOB), TAKUX KaK MaHHO30CBsi3bIBatomuii jgektud (MBL),
xosuiekTuH 11 (CL-K1) unu ¢pukonuHel, ¢ yriieBonaMu Win
AIleTUIIMPOBAHHBIMU OCTATKaMHU, IIPHCYTCTBYIOLIMMH Ha TO-
BEPXHOCTH IAaTOT€HOB MJIM COOCTBEHHBIX arlONTOTHYECKUX/
omyxoseBbix kietok (Ali et al., 2012). Hupkynupytomue
MBL, CL-K1 u ¢uxommHab! 00pa3yroT KOMILUIEKCHI CO CITCITH-
(hbmueckrMU CEpUHOBBIMU MpoTea3zaMu (mannose-binding lec-
tin-associated serine protease, MASP).

[ToMuMO aKTHMBaIMM KOMIUIEMEHTA, JIEKTHHBI CHM)KAIOT
PHCK HH(OHUIIMPOBAHUS, CTUMYIUPYS CEKpELnIo HHTephepo-
Ha-ramma (IFN-y), IL-17, IL-6, ¢akTopa HEKpo3a OMyXO0JIu-
anpda (TNF-o) makpodaramu (Ren et al., 2014). Y genoseka
OITUCAHO TPH BUAA (PUKOINHOB: M-(pHUKOINH, KOJUPYIOIHHCS
reaom FCNI, L-¢pukonun (FCN2) u H-pukonun (FCN3).
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M-(bUKOIIMH — HCKITIOUUTENHLHO TKaHEBask MOJIEKYJIa (IKCTIpec-
cUpyeTcsl B JIETKMX, MOHOLIMTAX M ceyie3eHke), L-pukonmu
MPOAYLMPYETCS B TIGUEHH U LIUPKYJIUpyeT B kpoBu, H-duko-
JIVH 3KCIIPECCUPYETCs B TIEUEeHH U JIerkux. [lokazaHo, 4To B
JIETKUX B HanOobIel cTenenu npoxynupyercs H-pukomus,
a ero KOMIUIEMEHT-aKTHBHUPYIOIasi CHOCOOHOCTb MpPEBbIIIa-
et TakoByto MBL. ®uxonun-3 sBngercs Hanboee pacipo-
CTpaHEHHOM MOJICKYJION pacro3HaBaHUS JIEKTHHOBOTO ITyTH.
OH BBICOKO 9KCIIPECCUPYETCs B TKAHSX MEYESHH U JIETKHX, YTO
TOBOPHUT O €T0 3HAYNMOCTH KaK JJIsl aKTUBALUH JIEKTHHOBOTO
MyTH, TaK W JUIS 3aIIUTH JeTKuX Xo3suHa (Akaiwa et al.,
1999; Hummelshoj et al., 2008). Kpome Toro, HezaBHO ObLTH
MIOJTyYEeHbI NIEPBbIE CBUAECTENBCTBA aHTUMUKPOOHON aKTHB-
HOCTH (PUKOJIMHA-3 B OTHOLIEHHH KHIICYHO-KOMMEHCAIIBHBIX
M YCJIOBHO-TIATOTCHHBIX KHUIIICUHBIX Oakrepuit Hafnia alvei
(Michalski et al., 2015). IlpumedaTensHO, 9TO (HUKONTHH-3
YCTOWYMB K KOJJIareHa3am (TOraa Kak Apyrue (GPUKOIUHBI U
KOJIJIAT€HBI HET), U 9TO MOXKET OTPa)KaThCsl HA €ro aHTUMHU-
KpPOOHOM aKTHBHOCTH, B TOM YHCIIE B KEJITYT0YHO-KHUIIIETHOM
tpakre (Hummelshoj et al., 2008).

Ornucanbl pa3MyHbIe TTOIMMOP(HBIE BApHAHTBI IPOMOTOP-
HBIX ¥ CTPYKTYPHBIX PETHOHOB TeHOB (prkoinHOB. ['en FCN3
pacnonoxeH Ha XpomocoMme 1p36.11 u BBICOKOKOHCEPBATH-
BEH Y 4esoBeKa. BBISBICHO MATh TOUEUHBIX MYTaIMid, OT-
BETCTBEHHBIX 33 3aMEHBI AMHUHOKHCIIOT, BCE C 4aCTOTaMH
amneneit Hmke 5 %: p.Leul2Val, p.Leull7fs (u3BecTHas
kak +1637delC), p.Thr125Ala, p.Glul66Asp u p.Val287Ala
(Hummelshoj et al., 2008). Takoii BEICOKHII KOHCEpPBATH3M
TeHAa YKa3blBaeT Ha TO, YTO (PUKOJIMH-3 MOXKET BBHINTOJIHATH
pemaronyro GyHKINI0 B UMMYHHOM OTBeTe. J{eficTBUTEIBHO,
HEIOCTaTOYHOCTh (DUKOIMHA-3 BCTpedaeTcst KpalHe PeaKo
(Thiel, 2007).

H-dukonnH (pukonns-3) — Hanbosiee MOLTHBIN U3 U3BECT-
HBIX aKTUBATOPOB JIEKTHHOBOTO ITyTH KOMIJIEMEHTA; €TO Chl-
BOPOTOUYHBIE KOHIICHTPAIINY 3HAYUTEIHHO MTPEBBINIAIOT KOH-
uenrpaun L-¢pukonnna 1 MBL (Sallenbach et al., 2011).
Mytarmms 1528357092 (+1637delC) B ax30ne 5 rena FCN3
MIPE/ICTABISIET COO0M MYTAIMIO CO CABUIOM PAaMKH CUHTHI-
BaHMsI, BEAyIIyI0 K yceueHHto C-KOHLIEBOTO KOHIA Oeika
¢uxonmHa-3. OHa TPUBOANUT K CHIIKEHHUIO TIa3MEHHBIX
ypoBHeil H-dukonuna no tumy reH—-s¢dexT 3aBucuMocTu:
TOMO3HIOTHI C TAKOH Aejenuell IeMOHCTPUPYIOT ITOJIHOE OT-
CyTCTBHE IIIa3MEHHOTO ypoBHsI H-(hukonmHa, a y reTrepo3urot
BBIABIISIIOTCSL cpetHue ypoBHH npoTtenHa (Michalski et al.,
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2011). T'omozurorHOoCTh MO +1637delC BcTpeuaercs kpaitae
penxo (1-2 %): B aMTepaType ONMUcaHo BCETO MIECTh CIIy4acB
(Bce cTpamanu TsHKENbIMA MHPEKIUSIMHA B PAHHEM JIETCKOM
Bo3pacte). JlaHHBIE O MOMYIAIMOHHON YacTOTE TeTEePO3H-
TOTHOTO HOCHTEIILCTBA TAaKXK€ KpaiiHe HEeMHOTOYMCIICHHBI:
B HCJIAHJICKOH KOTOPTE 3I0POBBIX JIOHOPOB OBLIO BBISIBICHO
15 rereposurot u3 483 00cie0BaHHBIX (YaCTOTA COCTaBHMIIA
1.5 %) (Bjarnadottir et al., 2016).

[Tomrmo MBL 1 ¢pHKONIMHOB, OHUM M3 KIIIOUEBBIX Y4acCT-
HHKOB JIEKTHHOBOTO ITyTH aKTHBALUH KOMITJIEMEHTA SIBIISIETCSI
CEeMEHCTBO MaHHO30CBS3BIBAIOIINX JICKTHH-aCCOLIMMPOBAH-
HBIX CEPUHOBBIX npoTeas. B cemelictee MASP Oblu neH-
TuduIIpoBaHs! Tpu npoteassl (MASP-1, MASP-2, MASP-3)
W JIBa POJICTBEHHBIX HeepMEHTATHBHBIX Oeska, MApP19
(sMAP) u MAp44 (MAP-1) (Ricklin et al., 2010). MASP-1
1 MASP-2 urparot pemaromntyto poib B aKTUBAIINN JICKTHHO-
Boro nytu. HenaBuue uccienopanus nokasanu, yto MASP-1
MOYKET aBTOMAaTHYECKH aKTUBHUPOBATHCS U MPUBOJUTH K
aktuBarun MASP-2 (Degn et al., 2012). MASP-2 taxxke
MOXKET aBTOMAaTHYECKH aKTHBHPOBAThCS, HO B (prsnosoru-
YeCKUX yCJIOBHUSX UMEHHO MASP-1 sBisieTcss OCHOBHBIM
aktuBatopom MASP-2 (Héja et al., 2012). MASP-2 — st0
npoTeasa, KoTopasi paciierisier Gpakropbl komruiementa C2
u C4, 4TO NPUBOAUT K AKTUBAIMM KacKasla KOMIIJIEMEHTa C
oOpasoBanmeM Meauaropos BocmaieHus (C3a u CSa), coop-
Ke KoMmIuiekca MeMOpanHoit araku (MAC) u orcoHU3aINH.
C npyroii croponsl, MASP-3, no-Buanmomy, ociadisier ak-
THUBHOCTb JIEKTHHOBOTO ITyTH N3-3a KOHKYPEHIIUU 33 CalThI
csi3biBaHus MASP Ha pacro3Haromux mosekynax (Degn et
al., 2010). Kpome toro, MASP-3 npeumyiiecTBeHHO 00pa-
3yeT KOMIUIEKC ¢ (PUKOIMHOM-3 ¥, KaK MOJIararoT, OKa3bIBaeT
MHTHOMpYIOIIIee e CTBHIE Ha aKTUBALIMIO KOMITIIEMEHTA, OTO-
cpenoBanHyto (ukoaraoM-3 (Skjoedt et al., 2010). Yposuu
Tpex MASP Opiti moka3zaHbl Kak IMPEIUKTOPH HHPEKINH U
JUTITEIEHON 3aBHCUMOCTH OT MHTEHCHUBHOW TEpaITuy y 1eTei
B KpuTHueckoM cocrosinuu (Ingels et al., 2014). Cpenu crienu-
(hrgeckux (hepMEeHTOB, CIIOCOOHBIX aKTUBUPOBATh Kak MBL,
Tak ¥ (QUKONMHBI, HanOoIee U3yueHa npore3a 2-ro THna —
MASP-2. YpoBuu MASP-2 B ChIBOPOTKE KOJIEOIIOTCS OT
125 no 1150 ur/ma, B cpexaem 416 ar/mi (Sallenbach et al.,
2011). Io pe3ynbraram ananusa yposas MASP-2 B azme y
JIIOZIeH U3 PA3JIMYHBIX STHUYECKUX IPYIII CaMblil HU3KUH ypO-
BEHb ObUI BBISBIICH y a()PUKAHIIEB, 32 KOTOPBIMH CIIEAOBAIIH
KUTalLbl U3 [OHKOHTa, MHAEHLBI U JaT4yaHe €BPOIEOUIHON
pacel (Thiel et al., 2007).

[Homumopdusrit ren MASP2 pacmonokeH Ha XpOMOCO-
Me 1p36.23-31, mmeer 12 3K30HOB M KOAMPYET 1B OeiKa,
MASP-2 u MAp19. Haun6onee 3naunmoit myrauueit MASP2
spisiercs 1s72550870 (p.D120G); oHa mpuUBOOUT K 3aMEHE
acraparnHOBOW KHCIIOTHI Ha IVIMIMH, BCIIEICTBHE 4Yero Oe-
JIOK TepsieT COCOOHOCTh aKTUBUPOBATh KOMIUIEMEHT H3-3a
HEBO3MOJKHOCTH 00Pa30BBIBATH KOMIUIEKCHI C JICKTHHAMH, B
yactHOCTH ¢ MBL 1 ¢ukonmmaamu. BpoxxaeHHBIN neduimr
MASP-2 o0ycnoBnen mytanuei rs72550870 B roMO3UTOTHOM
cocrossann (GQG), XapaKTepu3yeTCsl MOJTHBIM OTCYTCTBHEM
CBIBOPOTOUYHOH aktuBHOCTH Tporeassl (Thiel et al., 2009).
Bcero TpuHaguare ciyd4aeB rOMO3MIOTHOTO HOCHUTENbCTBA
GG 1572550870 GpuTO OMHMCAHO B JIUTEpPAType C MOMEH-
Ta BBISIBJICHHS IIEPBOTO CIIydasi, 3apeTHCTPUPOBAHHOTO B
2003 r. (Stengaard-Pedersen et al., 2003). Kinauueckue npo-
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SIBJICHUSI CHIDKEHUSI/OTCY TCTBHS akTUBHOCTH MASP-2 MoryT
BapbUPOBAThH OT MOJIHOTO 30POBBS 0 TAKEIBIX NHPEKINI
U TIPEIPACIIONIOKEHHOCTH K OHKOJIOTHYECKUM 3a00JIeBaHuU-
aMm (Bjarnadottir et al., 2016). [Tocne Toro xak MosiBUINCH
JTAaHHBIE O TPEX 3I0POBBIX B3POCIBIX ¢ Aeduintom MASP-2,
romo3uroTHbIX 10 GG B MASP2 (Garcia-Laorden et al., 2008),
KJIMHUYECKast IEHETPaHTHOCTb ATOTO Je(hUIIMTA CTaJIa COMHHU-
TenpHOU. Takum oOpazom, accormanms nepuura MASP-2
(GG rs72550870) ¢ KITMHUYECKUMU MTPOSIBICHUSIMU K HACTO-
sILIEMY BpeMEHU He onpezeiieHa. Bepostho, B JIII yuacTByroT
HEUJCHTU(PUIINPOBAHHBIE MOJIEKYIbl U (YHKIINHU, KOTOPBIE
MOTYT 0OBSCHHTB, ouemMy aeduut MASP-2 oTHOCHTEBHO
YacTO BCTPEYACTCsl Y MPAKTHYECKH 3I0pOBBIX Jtoeit (Bjar-
nadottir et al., 2016). bputo BeIcka3aHO TPEANIONOKEHHUE, UTO
JICKTWHOBBIA MyTh aKTHUBAIIMU CHCTEMBI KOMIJIEMEHTa He-
o0si3aTelnieH WK Ja)ce M30bIToueH (Hanpumep, IIpH TSHKEIIOM
tedennn COVID) ans popMupoBaHrs UMMYHHOTO OTBETA Y
OOJIBIIMHCTBA 3I0POBBIX JIHI, & €ro Je(PUIUT KIMHUUYCCKH
3HAUYUM TOJILKO B OIPEAEJICHHBIX CUTYalHUsX, HAIPUMED Y
HETOHOIIEHHBIX HOBOpOXKAECHHBIX (Matricardi et al., 2020).

PacnipenienieHust 4acTOT TeHOTUIIOB MOJIMMOP(HBIX TEHOB
MPOTEHHOB JIeKTHHOBOTO MyTH CK MMEIoT BhIpa)KeHHbIE 110~
MyISIUOHHBIE pa3ian4us. Pe3ynabraTel nCCIeJOBaHUHN, MPO-
BeneHHbIX Hamu paHee (Tepemienko, CMmonbHUKOBa, 2020),
MOKA3bIBAIOT, YTO YACTOTA BBHICOKOIIPOIYIUPYIOIIETO TaIlio-
tuna HYPA rena MBL2 coctasnseT 35.4 % y pyccKux HO-
BOpOXXAECHHBIX BocTounoit CubupH, 4T0 COOTBETCTBYET Ya-
ctotaMm eBponeickux nomynsauuit (Iomnanausa — 27 %, [da-
Hust — 30 %, Yexust — 33 %), a Takxke eBponeon1o bpazmmmu
(28-34 %). B 10 ke BpeMs y HOBOPOXKJCHHBIX TaliMBIPCKOTO
Jonrano-Henerkoro paiiona KpacHosipckoro kpas yacrtora
rarmrotuna HYPA Oplia CTaTUCTHYECKH 3HAYMMO BBIIIIE, 9EM Y
pycckux, u coctaBuna 64 % st HeHueB U 56 % nns nonaran-
HraHacaH, YTo OJIM3KO K 3HAUEHHUSAM YacTOT PaclpOCTPaHEHHS,
BBISIBJIEHHBIM JJIs 5CKUMOCOB (81 %) 1 ceBepoaMeprKaHCKUX
uHaehneB (64 %). B abopuTreHHBIX TOMYIAIUIX KaK HECHIICB,
TaK W JA0JraH U Hrasacal Talimbipckoro Jlonrano-Henerko-
ro paifoHa KpacHospckoro kpasi Hala rpymna oOHapyKuia
CHIDKEHHE PacIpOCTPAHEHHOCTH T'€HOTHIIA MOIUMOopdH3Ma
FCN2 157851696, accounnpoBaHHOTO C HU3KOW CBs3bIBA-
fomIei cnocoOHOCThIO L-puKomuHa K yrieBogam, Mo cpas-
HeHuto ¢ eBporneoniaMu Bocrounoit Cubupu. Pesymbrarsn
sToro uccienosanus (Smolnikova et al., 2017) BbisiBHIIH,
YTO HEHEIIKasl OIS 00Ia/IaeT PsIZIOM BaXKHBIX 0COOCH-
HOCTEH 10 CpaBHEHHIO C JIOJITAaHAM{ M HIraHAacaHaMHM: Oolee
HU3Kasl pacipocTpaHeHHOCTh ajuiesist T 1ist moiaumopdusma
rs17549193 u Gozee BBICOKas pacIpOCTPAHEHHOCTH alljie-
a1 T s nomamopduzma rs7851696 FCN2. Mel ionaraem,
YTO STOT FE€HOTHUII SIBJISETCSI TEHETHUECKUM MapKepOM BBICO-
KOW (pYHKIIMOHAIEHON CTIOCOOHOCTH L-(puKonmHa B HEHEII-
KO monyssinuu. VIHBIMU crioBaMH, MBI TTOKA3aJIH OOJIBIIYTO
94aCTOTY PaCHpPOCTPAHEHHOCTH T€HOTUIIOB, ACCOLIMUPOBAHHBIX
C BBICOKOHM aKTUBHOCTHIO L-(prkonmHa, B apKTHYECKUX II0-
MyJSIIMSX HEHIEB M JIOJraH C HraHacaHaMH B CPAaBHEHUHM C
eBponeouiaMu Bocrounoit Cubupu.

Kaxk roBopuiiocs BblIIlle, JaHHBIE O MOMYJISIIMOHHON 4acTOTe
nonmMopdHBIX BapnanToB 1528357092 rena F'CN3 HeMHOTO-
YHCJICHHBI. 3HAYUTENIHHO OO0JIbIIE JAHHBIX O OMY/ISILIHOHHBIX
yactorax nomuMoppusmos 1572550870 rena MASP2. B nat-
CKOH Koropre 4yactora peakoro amienst G cocrasuna 3.9 %,
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TaKasi ke YaCTOTa BbISIBJICHA B MCJIAH/ICKOI BBIOOPKE B3POCIIBIX
nmoHopos (Bjarnadottir et al., 2016). MaTepecHo, uto amiens G
BOOOIIIE HEe OOHAPYKEH B MOMYJISALUIX KnTalileB | OHKOHTa,
appuKaHCKUX 3aMOMIIIEB U KOPEHHBIX aMepuKaHIeB bpasu-
mun (Fumagalli et al., 2017).

Pe3ynbrarhl BHIICYTIOMSTHY TBIX HCCIIEJIOBAHUM JIEXKAT B OC-
HOBE TUIIOTE3bl, TPE/IIONAraloei, 4TO IBOJIOIHS YeTI0BEKa
MIPO/IBUTAIACh B HANpPABICHUN HAKOIIJICHWS T€HOTHUIIOB C
HHU3KOH aKTUBHOCTBIO JICKTHHOBOTO Iy TH aKTHBAIlUH KOMIIIE-
MEHTa BCJIEACTBUE IIUPOKOTO PACIIPOCTPAHEHHS HEKOTOPBIX
BHYTPHKJIETOYHBIX HH(EKIINH, TAKIX KaK TyOepKyJIe3 1 JIeTpa,
IIPU KOTOPBIX HU3Kasg akTUBHOCTH MBL u L-¢uxonuna mo-
JKET OKa3bIBaTh MpoTekTHBHBIN 3ddekr (Verdu et al., 2006;
Dunkelberger, Song, 2010). b0 BrICKa3aHO MPEIITOIOKE-
HHE, 9TO M30JIMPOBAHHBIC apKTHYECKHUE ITOITYIIAINH TaltMbIp-
ckoro Jlonrano-Henenxoro paiiona KpacHosipckoro kpas uc-
TOPUYECKHU TO3KE CTOIKHYIUCH C STUMH HHMEKIUAMH U T10-
TOMY COXPaHMJIN C()OPMUPOBAHHYIO HAa PAaHHUX ATAIax dBO-
JIFOIIMYU YeJIOBEKa BBICOKYIO aKTUBHOCTbH JIEKTHHOBOTO ITyTH
AKTHBAIMU KOMIUIEMEHTA.

CornacHo aHanM3y JIOCTYIHBIX HaM JHMTEPaTypHBIX JlaH-
HBbIX, B HACTOAIEC BPEMA IMOITYIAINOHHBIC YaCTOThI MyTaHHﬁ,
ACCOLMMPOBAHHBIX C BPOXKAEHHBIM Aedurtom H-pukonnna
(rs28357092) u MASP-2 (rs72550870) B poccuiickux nomy-
JISIUUSIX U B HOIYJISILUAX KOPEHHBIX HAPOAHOCTEH POCCUNCKUX
APKTHYECKUX TEPPUTOPHUHA, HE N3yUECHBI. AKTYaIbHOCTD MOITY-
YEHUSI TAKUX JAHHBIX TSI POCCUHCKUX apKTUYECKUX TTOITYJIsI-
LIHﬁ 3HA4YUTCIIbHO BO3PACTACT, YUUTHIBAsA HaKaIlJIMBArOIUECH
JIOKA3aTeJIbCTBA BAYKHOM POJIN JIGKTHHOBOTO ITyTH aKTHBAlUU
KOMITJIEMEHTa B OTHOILICHUH BUPYCHBIX nHpeknuii. Tak, Ha-
IpUMep, Ipeamnoaraercs BaxkHas pojis MBL B oTHoweHun
pEeCTIMpPaTOPHBIX BUPYCHBIX MH(MEKIIHA, B TOM YHCIIE BBI3BI-
BaeMBIX HOBBIMH KOPOHABHPYCHBIMU MHpeknusiMu — SARS
n COVID-19 (Matricardi et al., 2020). Posb BpoXII€HHBIX
nedunuro mporenHos JIII, B Tom umncine H-dpuxonnna n
MASP-2, B TakiX KINHUYECKHUX CUTyallUsIX COBEPILIEHHO HE
H3y4ycHa. HpI/IHl/IMaﬂ BO BHUMAHUEC, YTO I/IH(i)eKLIl/II/I SABJIAKOTCA
OCHOBHBIMH (DAKTOPAMH JETCKOIl CMEPTHOCTH, a JIEKTHHBI —
penaronMu GpakTopaMy MPOTHBONH(EKINOHHON 3aIUTHI,
MOXKHO JIyMaTh, 4TO NEe(PUIHUT JIEKTHHOB OyJeT CriocoOCTBO-
BaTh YBEJIMUYEHUIO CMEPTHOCTH B PAaHHEM JIETCKOM BO3pacTe.

Lenpto manHO#l pabOTHl OBUIO BBISIBUTH MOMYJSIIMOHHO-
ITHUYCCKUEC PA3JINYIUA pACIIPCACIICHUA aJIJICJIbHBIX BapruaH-
TOB T€HOB KOMITOHEHTOB JIEKTHHOBOT'O ITyTH aKTUBALUH KOM-
IUIEMEHTA CPEM HOBOPOXKJCHHBIX KOPEHHBIX TOMYJISIUH
Taiimbipckoro Jlonrano-Henerkoro paitona KpacHosipckoro
Kpasi (HEHIIEB, OJTaH M HraHAcaH) IO CPAaBHEHHIO C €BPO-
neonnamu . KpacHosipcka.

MaTepmanbl n metogbl
Jns n3ydeHuss OAHOHYKJICOTHAHBIX MOIUMOP(PHU3IMOB
1s28357092 FCN3 u rs72550870 MASP2 ncnonb30BaHbI
980 06pa3I0B BBHICOXIINX MATEH KPOBH OT HOBOPOJKICHHBIX
n3 Taimbipckoro Jlonrano-Henenkoro paitona KpacHosip-
ckoro kpas u . KpacHospcka, nonyueHHsle paHee B KpacHo-
SIPCKOM KPaeBOM KOHCYIBTaTHBHO-ANArHOCTHYECKOM IIEHTPE
MEUINHCKON TeHEeTHKH.

HoBoporkaeHHbIe ObIIH pa3/ieieHbl Ha YeThIPe TPYTIIbI 1
M3YYEHUs] STHUIECKON CrelM(DUKH MOIUMOP(HH3MOB T€HOB
JIEKTUHOBOTO ITyTH CUCTEMBI KomIieMenTa: 1) 323 u3 aepe-
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BEHb C NPEHMYIIECTBEHHO HEHEIKUM HaceJeHHeM (HEHIIbI
cocTaBisiioT 85 % Hacenenus); 2) 138 u3 nepeBeHs ¢ npen-
MYIIECTBEHHO JOJTAaHCKUM M HIaHACAHCKUM HACEJICHHEM
(monraHbl M HraHacaHbI cCOCTABIAIOT 91 % Hacenenus); 3) 217
U3 JIEPEBEHB CO CMEIIaHHBIM HACEJICHUEM C Pa3INIHON KOM-
OWHaIel KOPEHHbIX M CMEIIAHHBIX nonysiiuid; 4) 302 HoBo-
poxaeHHbIX 13 I. KpacHospcka, y KOTOPBIX ObUTH €BpOMeicKye
KOpHH (pycckue).

Bce nccnenoBanns BBHINOIHEHBI ¢ MHGOPMHUPOBAHHOTO
COIJIacHs MCTIBITYEMBIX U B COOTBETCTBUHU C XeJIbCHHKCKON
nekmapanueii BecemupHol accormanuu « OTHYECKUE TPHH-
IIUITBI IPOBEACHUS HAyYHBIX MEANIIMHCKUX MCCIICIOBAHHMN C
ydactueM yenoBeka» ¢ nompaBkamu 2000 . u «IIpaBunamu
KIIMHUYECKOM IpakThKy B Poccuiickoit denepannmny, yTBepx-
nennpiMu [Ipukazom Munsapasa PO ot 19.06.2003 Ne 266.
Hccnenoranue 0bU10 0100peHO DTHYECKHM KomuTeToM Ha-
YYHO-HCCIIEI0BATENbCKOI0 HHCTUTYTA MEAUIIMHCKUX TPOO-
nem Cesepa (Ne 9 or 08.09.2014). TTomydeHo nmHCEMEHHOE
MH(OPMHUPOBAHHOE COIIacKe Ha MIPOBEACHUE UCCIICI0BAHUS
OT BCEX yYaCTHHUKOB.

s eeinenennst JIHK u3 msiTeH KpoBH HOBOPOIKICHHBIX OBLT
ucrons3oBaH Habop pearenToB DIAtom DNAPrep («M30ren»,
Poccust). ['eHOTHITMPOBAaHNE OTHOHYKJIEOTHIHBIX TTOITUMOP-
(h)M3MOB T€HOB KOMITOHEHTOB JICKTHHOBOT'O ITyTH aKTHBAIIUU
komruiemenTa (FCN3, MASP2) ocyiecTBIsIIOCh METOJIOM TT0-
JIMMEPA3HOH LIEMHOM PEAKIMH B pEXKUME PEaIbHOI0 BPEMEHU
(ITLIP-PB) ¢ moMomipro ciemupHIeCKUX OIUTOHYKICOTHTHBIX
npaiiMepoB 1 QuryopecreHTHO-MeueHbIX 30H10B (TagMan)
(000 «/IHK-cunTe3», Poccust) mo mpoToOKoy MpOr3BOIH-
Tesst. HykiieoTuiHbIe MOCIEA0BATEIBHOCTH aJlIeNb-CIICIH-
(myeckux npoO yIsi TEHOTUIMPOBAHUS NOJIUMOP(HUIMOB:
i 1528357092 FCN3 F — CCTCGGTGTCCATGTCAC,
R — CCACCTTGAGCGGCTGG (¢payopodop/annens —
VIC/del, FAM/G); nns rs72550870 MASP2 F — GCAAGG
ACACTTTCTACTCGC, R — TCACCCTCGGCTGCATAG
(pmyopodop/annens — VIC/G, FAM/A).

CooTBeTCTBHE YaCTOT T€HOTUIIOB PABHOBECHIO Xapau—
BaiinGepra npoBepeHo ¢ ucnonab3osanueM 2. CpaBHEHHUS
4acTOT TeHOTUIIOB IIPOBOMIIM C IPUMEHEHNEM TOYHOTO JIBY-
ctopoHHero Tecta @umniepa. CTaTUCTUYECKU 3HAYMMBIE Pa3-
maust 66U TpUHATH IpH p < 0.05 mocne xoppexun bon-
(heppoHM HA MHOXXECTBEHHBIC TECTHI.

Pesynbtathl 1 06cyKaeHne

[Ipenmy1recTBOM HAIIIETO MOAXO0/A K ITOMYJISIIIMOHHOM OIICHKE
paCHpOCTpaHeHHOCTI/I I/IMMyHO]Ie(bI/IIJ,I/ITHbIX T€HOTHUIIOB MEC-
JTUATOPOB JIGKTUHOBOTO ITyTH aKTHBAIIUH CHCTEMBI KOMIIJIE-
MEHTA SIBJISICTCSI HCCIICIOBAHUE MTOITY SN HOBOPOXKICHHBIX,
Koraga €uie HE l'[pOI/I3OH_UIO HUCKJIFOUCHU A He6nar0np1/1;1Tme
TEeHETHYECKHUX BapHallnii, BO3MOKHOTO B CTapIIIeM BO3pacTe
B pe3yJIbTaTe KIIMHIYCCKOHN peatn3alii TeHETHICCKOM Mpe/-
PaCIOJIOKEHHOCTH.

YacToTsl TEHOTHUIIOB W BapMaHTHOTO ayjens reHa H-¢u-
kommHa FFCN3 128357092 npencrapneHs! B Ta0m. 1. AHanu3
pacnpocTpaHeHHOCTH reHoTHnoB FCN3 noka3zan npeodnaja-
HHe ToMO3uToTHOTO BapraHTa GG BO BCEX MCCIIETOBAHHBIX
HAMH TOMYJISIHAX, YTO COTIIACYETCS C TOCTYITHBIMH MHUPO-
BbIMHU JaHHBIMH.

BapuanTnsrit amnens ¢ genenueit (del) FCN3 1s28357092
B TETEPO3UTOTHOM COCTOSIHUM HE BCTPEYAJICS HH Y OIHOTO
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Monumopdusmbl FCN3 n MASP2
B MonynAaumnax ApKTMYeckmx Tepputopun Poccun

Ta6bnuua 1. YactoTbl reHoTnoB FCN3 rs28357092 y HOBOPOXAEHHbIX Pa3fINUHbIX STHUYECKMX NONynALni
Tanmbipckoro JonraHo-HeHeLKoro paioHa KpacHospckoro Kpas v r. KpacHoapcka, n (%)

[eHoTUN HeHupl [onranbl n HraHacaHbl  CmeluaHHasa nonynAauma  Pycckue p*
(n=292) (n=129) (n=203) (n=302)
1 2 3 4
GG 292 (100.0) 128 (99.2) 199 (98.0) 291 (96.4) 1-3=0.02
1-4 < 0.001

del* 0(0.0) 0(0.8) 8(2.0) 21(3.5) 1-3<0.001
1-4 < 0.001
2-3=0.02
2-4=0.003
* YKa3aHbl TONbKO 3HaueHnA p < 0.05.
Ta6bnuua 2. YactoTbl reHoTnoB MASP2 rs72550870 y HOBOPOXAEHHbIX Pa3NNUYHbIX STHAYECKUX Nonynauui
Tamblpckoro [lonraHo-HeHeLkoro paioHa KpacHosApckoro Kpas 1 I. KpacHosapcKa, n (%)
leHoTUN HeHubl [onraHbl n HraHacanbl  CMmeluaHHas nonynAumsa  Pycckue p*
(n=323) (n=138) (n=217) (n=242)
1 2 3 4
AA 322(99.7) 136 (98.6) 213(98.2) 226 (93.4) 1-4 < 0.001
2-4=0.02
3-4=0.01
AG 1(0.3) 2(1.4) 4(1.8) 16 (6.6) 1-4 < 0.001
2-4=0.02
3-4=0.01
GG 0(0.0) 0(0.0) 0(0.0) 0(0.0) -
G* 1(0.2) 2(0.7) 4(0.9) 16 (3.3) 1-4 < 0.001
2-4=0.03
3-4=0.01

* YKa3zaHbl TONbKO 3Ha4eHuA p < 0.05.

HOBOPOXJCHHOI'O U3 TPEeX KOPEHHbIX nomnyasauuil TalMblp-
ckoro Jlonrano-Henenkoro paiioHa 1 HalIEH TOJIBKO Y OTHOT'O
pycckoro u3 . Kpacnosipcka. HecmoTpst Ha To 9TO B JtuTepa-
Type olicaHa KpaiiHe pejikasi BCTPe4aeMOCTh TOMO3UTOTHOTO
TEHOTHUIIA TI0 3TOH AENEeNNH, B HAIlIeH KOTOPTE UCCIIEOBAHHBIX
00pasioB oHa BeTpeTHiack y 10 pycCKUX HOBOPOXKIICHHBIX
(3.3 %), y 4 HOBOPOXKJECHHBIX U3 CMEIIAHHOW MOMYJISIUN
(2.0 %) n y omgnoro u3 rpymmsl goarad u HraHacas (0.8 %).
YV HEHIIEB HU TOMO3HUTOTHI, HU TE€TEPO3UTOTHI [0 MYTAaHTHON
nenennu FCN3 rs28357092 ue BoisiBiensl. To ecTh B 0011ei
BBIOOpPKE, COCTABIIAIONICH 926 HOBOPOXKACHHBIX, TOMO3UTOTHI
del/del ycranosnenst y 15 genosek, uto cocrasiuser 1.6 %.
ComtacHO UCTOYHMKY http://www.ensembl.org, yacrora Ba-
PHAHTHOTO aJIJIENsI B TOM/SIIUAX MUpa cocTtasisier 1-3 %,
MPUYEM B a3MaTCKUX TTOIY/SIIUAX €r0 4acToTa HyieBas. Kax
yKa3bIBaJoCh Bbime, Mytanus 1s28357092 (+1637delC) B
reae FCN3 npuBOANT K CHMKEHHUIO TUTA3MEHHBIX YPOBHEU
H-¢ukonmHa: roMO3HUIOTEHI ¢ JieJIeuel, KOTOpPbIE BCTPEUaroT-
Csl KpailHe peJIKo, MMEIOT MTOJIHOE OTCYTCTBHE IIA3MEHHOTO
H-¢ukonuHa, a y rerepo3uroT BBISIBISIFOTCS CPETHIE YPOBHHU
nporenna (Michalski et al., 2011; Bjarnadottir et al., 2016).

B03MOXKHO, B IPYrHX MCCIIEIOBAHUSIX TOMO3UTOTHI HE OBLIH
00Hapy’KEeHBI, HOCKOJIbKY 00CIIEIOBAINCH B3POCIIbIE MTOITYIIs-
L[UH, YTO €Il€ Pa3 MOKa3bIBAET MPEUMYIIECTBO HAIIETO MOJ-
XOJ1a 711 BBISABJICHUS] HCTUHHBIX YaCTOT T€HOTHIIOB C UCIIOJIb-
30BaHUEM KOTOPTHI HOBOPOXK/IEHHBIX, [I€ €IIIE HE TIPOU30IIII0
BBIOBIBaHUE JICPUIIUTHBIX BAPHAHTOB.

YacToThl FTEHOTUIIOB ¥ BAPHAHTHOTO aJUIeNsl FeHa CEPHHO-
Bo# poteassl MASP2 1572550870 mpencraBieHs! B Ta0M. 2.
AHanu3 pacnpoCcTpaHEHHOCTH reHoTUnoB MASP2 noxaszan
npeo0iajaHie TOMO3MIOTHOTO BapuanTa AA BO Bcex Hcclie-
JIOBAaHHBIX TTOMYJISIIUSAX, YTO CXOANUTCS C TOCTYIHBIMU MUPO-
BBIMU JaHHbIMU. ['eTepo3urotHeiii renotun AG rs72550870
BCTPEYAETCS B €IUHUYHBIX CITydasiX y HEHIEB U JIOJTraH-HIra-
HacaH 10 CPAaBHEHHMIO C HOBOPOXKJCHHBIMH €BPOIEOUTHOTO
npoucxoxaeHus I. Kpacnospcka. Yacrora renoruna AG y
pycckux (6.6 %) CTaTUCTUYESCKH 3HAYMMO BBIIIC 110 CPaB-
HEHMIO C apKTHYEeCKMMHM nomyisiusvu (HeHisl — 0.3 %,
»<0.001; nonransi-uranacansl — 1.4 %, p = 0.02; cmemanuas
nomyJisiiust — 1.8 %, p = 0.01). Takum 00pa3om, reTepo3uroT-
HbII BapuadT AG npucyTcTByeT y 16 3 242 pyccKux HOBO-
POXJIEHHBIX U TOJIBKO y oqHOro u3 323 Hennes. Hu B onHoM
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13 NOMYJSIIUOHHBIX TPYIIT HE 06Hapy)I<eH0 TOMO3HIOT ITIO
MHHOpPHOMY ajutento G, acCOIMMPOBAHHOMY C OTCYTCTBHEM
CBIBOPOTOYHOM aKTHBHOCTH MPOTEa3bl.

AnnensHbiil Bapuant G MASP2 1s72550870 umeer Hy-
JIeBBIC WJIM KpailHe HU3KNE YacTOTHI B NOIMYJSIIUAX MHUPA.
B eBponeonanbix nomynsauusax yactora cocrasiuset 4.0 %, B
ob1eit amepukanckoit nomyssiuu — 2.0 %, cpeiu a3uaTcKux
1 adpUKaHCKUX MOMyIsAuid — Hynmesas (http://www.ensembl.
org). B xozxe Hamiero mcciae0BaHus MOJIYUYCHBI JJAHHBIE O
pacmpocTpaHeHHOCTH MyTanTHoro amiens G rs72550870 B
poccHiicKuX apkTHueckux momyssinusax: 0.5 % cpean HOBO-
poxaeHHbIx Taiimeipckoro Jonrano-HeHenkoro paiioHa
Kpacnosipckoro kpast (n = 678) u 3.3 % cpean pycckux
. KpacHosipcka (n = 242).

B nByx Hanbosee nH(OPMATUBHBIX HCCIICTOBAHUSX, IPO-
BezieHHbIX B 2007 m 2009 rr. rpymnmoit S. Triel, nomyuenst
JTAaHHBIE O IEBATH MyTanusax B reHe MASP2: qacToTa BCTpe-
YaeMOCTH MYTAaHTHBIX aJIJICIBHBIX BapUAHTOB MOYTH IS
Bcex nonumopdu3mMoB kpaiiHe Hu3Ka. ToNbKO B ciydae My-
Taruu 1$72550870 mpoucxonuT H3MEHEHHE CTPYKTYPHI Oe-
ka MASP-2, 4ro BeAeT K HapyLIEHHIO €r0 CBS3BIBAHUS B
xomIiekc ¢ MBL u, kak cleacTBHe, K HECTIOCOOHOCTH aK-
TUBUPOBATh CHCTEMY KOMIUIEMeHTa. Kpome Toro, aBTOpBI
OTMEYAIOT, YTO MIMEHHO Y €BPOIICOH/IOB BAPHAHTHBIN aJljIelh
G rs72550870 siBisieTcst OCHOBHOM MPUYMHOI OoJiee HU3KUX
ypoBHelt MASP-2. [1o pe3ynpraTy HOMyIAIIHOHHOTO aHATIH3a
coo0maercs 00 OTCYTCTBUM romMo3urotrHoro renoruna GG
rs72550870 cpenu B3pOCIIbIX KUTAKIIEB, APUKAHIICB, EBPOIIC-
onnoB, nHyUTOB [ pernanaym u Opasmisies (Thiel et al., 2007,
2009). I'eTepo3uroTHsIit BapuaHT Mpeodiiaan y eBporeon10B
n3 Jlanun (3.9 %) u unyurtoB 3amagHoi ['pennanauu (Tme
BBICOKA IPUMECH EBPOINIECONIHON MOMYJIISIINH, KaK COOOIIAI0T
aBTOpBI) (3.7 %), HO HE BCTpeyasics B IPYTUX UCCIIETOBAHHBIX
nonymsnusax (p < 0.0001).

I[Mommmo storo, yuensie (Thiel et al., 2009) mpuBonsaT
YacTOTHI PEAKOTO aJIEILHOTO BApHAHTa, MOIyUCHHBIC Y-
UMM UCCJIEAOBATCIIAMU Ha PA3HBIX MOIYJIAIUAX Y 310POBBIX
JWIl ¥ MAIUEHTOB C Pa3NYHBIMHU 3a0oneBaHusAMHU. Tak, B
IIBECKON TOMYJSIIMU OOHApy»XeHo 14 TeTepo3uror cpenu
112 manueHToB ¢ MyKOBUCIIU030M (dactota 6.3 %) u 1sITh
rereposurotT cpean 200 3m0poBeIX Jronei (dacrora 1.3 %).
B nccrenoBanny ManyeHToB ¢ ICOPHA30M M WICHOB UX CeMeH
894 uenoBeka ObUTH pOTeCTUPOBaHbI HA MASP2 1s72550870,
1 B 001Iel CIOKHOCTH OBLTIO 0OHAPYKEHO 62 TeTePO3UTOTHI
1 OJJHa TOMO3UTOTA, YTO JIAJI0 YacToTy reHa 3.6 % (amiensb
He ObUI CBsI3aH € IICOpHa3oM). [OMO3HIOTHOCTB 3aperucTpu-
pOBaHa y OTHOTO YeJIOBeKa B rpymiie u3 293 MoIbCKUX IeTei
C pecnupaTopHbIMHA MH(MEKIUSIMHU U y OZHOTO peOCHKa C
MyKoBHCLH030M. HenaBHee ucciiejoBanue UCIIaHCKOU 110-
YIS BBISIBIIIO ABYX TOMO3HMTOTHBIX M3 2008 wemoBex
(BkITrO9ast 967 ManMeHToB ¢ MHeBMOHMEH, 130 manueHToB ¢
CKB, 43 pebeHka ¢ peuuanBUPYIOLIMMH PECIUPATOPHBIMH
HHOPEKIIMHA U 868 3M0POBBIX JIFOICH), HO aCCOIMAIINH 3a-
OorneBaHMii ¢ BApHAHTHBIM ajuiesieM He ObI10 HaiaeHo. OTcyT-
ctBue ayutens G MASP2 rs72550870 B Kutae nonrepskaaercs
OTYETOM, B KOTOPOM M3y4allOCh BIHMSHWE TeHOTHUIIOB MBL?2
u MASP2 Ha npenpacnoaokeHHOCTh K TSKEIOMY OCTPOMY
pecniuparopaomy cungpomy (SARS). V Bcex 1757 npotec-
THPOBAHHBIX a3naToB amiens G oOHapyxeH He Obul. Takum
o0Opasom, ciiefyeT caenars BeIBOI, 4To MBL-gedumnut, a
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TakkKe IeUIUT JPYTruX KOMIOHCHTOB KOMILICMEHTA (B TOM
gncne MASP2) camu o ceOe He MIPUBOIAT K 3a00JIEBaHISIM
WJIN BOCTIDUUMYHUBOCTH K WHEKIUSIM, a CKOpee, SBISIOTCS
MO)II/I(I)I/IK&TOpaMI/I, KOTOPBIC MOT'YT HPOABJIATHCA KIIMHUYCCKU,
KOT/Ia HapyIIAloTCs U IPYTHE JIEMEHTHI KACKa/1a aKTHBAIIHH.

HccnenoBanue poiu BPOXKACHHBIX JIE(EKTOB CHCTEMBI
KOMILJIEMEHTA B NAaTOI€HE3C pa3/IMYHbIX 3a6oneBaH1/1171 OYCHb
AKTyaJIbHO B CBSI3M C TEM, UTO BPOJKACHHBIC A€(DUIIUTHI KOM-
MTOHEHTOB KOMIUIEMEHTA COCTABIISIIOT He MeHee 5 % oT 0011ero
quciia N€pBUYHBIX I/IMMyHO)qu)I/IIJ,l/ITOB, TOrJ1a KaK acCIICKThI
UX PacIpoCTPaHEHHOCTH U IATOTE€HE3a OCTAIOTCS HEN3yIeH-
HBIMH. B HameMm mccienoBanuy ObUTM BIIEPBBIC MOITYYCHBI
MacuTaOHbIe JJAHHBIE O MOIYJISIIUOHHOM paclpe/eeHU
reHoTHNOB reHoB H-¢ukonmaa FCN3 rs28357092 u man-
HO30CBSI3bIBAIONICH JIEKTHH-aCCOLMUPOBAHHON CEPUHOBOM
npoteasbl MASP2 rs72550870 cpenn KOpeHHBIX HApOTHOCTEH
pOCCHICKIX APKTHYECKHX TeppuTOpHuil (00mmiast BEIOOpKa
HCCIIEIOBAaHHBIX HOBOPOXICHHBIX cocTaBmia 980). Kak yka-
3bIBAJIOCH BBIIIEC, MOMYJIAIMOHHBIC YaCTOTHI MyTaLIPIfl, acco-
IIMMPOBAHHBIX C BPOXKICHHBIM nepunntom H-dpuxonnna u
MASP-2 B pocCUICKUX MOMYISLMSX B LEIOM U B MOMYJISILIMSIX
KOPEHHBIX HApOJHOCTEN POCCUHCKIX APKTHUECKHX TEPPUTO-
puil B 4aCTHOCTH, A0 CUX IIOP HE u3ydanuck. [Ipu sTom panee
BBISIBJICHHBIC HAMH OCOOCHHOCTH I'€HETHYECKOH peryssinnu
IMPOTCUHOB JICKTUHOBOTO IIYTHU aKTUBALlUU KOMIUICMCHTA Yy
HOBOpOXJIeHHBIX TaiimbIpckoro JJonrano-Henenkoro paiiona
KpacHosipckoro kpast okasajid, 4TO MOITYJISIHA KOPEHHBIX
Hapo0B APKTHKHU F€HETHYECKU XapaKTePU3YIOTCs OONbIIeH
AKTMBHOCTBIO KaK MUHHMYM JIByX Pa3IHYarONINXCsl KOMIIO-
HEHTOB JICKTHHOBOTO Iy TH aKTUBAaLlMK KoMIuIeMeHTa — MBL
n L-dukonnna, 4To roBOpUT 0 OOJIBIIOM TOHYCE JIEKTHHOBOTO
MyTH aKTUBAIMK KOMIUIeMeHTa B reioM (Smolnikova et al.,
2017; Tepemenko, CmonpHUKOBa, 2020).

B nacrosimiee Bpemsl CyIIECTBYIOT ABE KOHKYPHPYIOIIHE
THIIOTE3BI, MBITAIONINECS OOBSICHUTH BHICOKHH YPOBEHB I10-
MYJSIIMOHHOTO Pa3HOOOPA3Us TCHOTUTIOB JIGKTHHOBOTO ITYTH
komruiumenTa (Eisen, Osthoff, 2014). Tlepsast u3 HUX Tpea-
TOJIaraeT 3aUTHYIO POJIb HU3KOIPOLYITUPYIOLIUX TEHOTUIIOB
B OTHOIIEHUH HEKOTOPBIX BHYTPHKIICTOYHBIX BO3OYUTEIICH:
TyOepKyJie3a ¥ JIeHpbl, BUCIEPAJIbHOTO JICHIIIMAaHHO03a, aTH-
[MUYHON NMHEBMOHUU. BBICOKMI YypOBEHb JIEKTHH-0NIOCPE-
JIOBaHHOTO (haronuTo3a MOXKET Ipeapacroiaratb kK oosee
YCHEIHOMY NMPOHUKHOBEHHIO BHYTPHUKIIETOYHBIX BO30Y-
JUTEIEeH B LUTOIUIA3My KJIETOK XO3iMHA, SKPAHUPOBAHUIO
MIaTOreHOB OT (JAaKTOPOB a/ANITUBHOTO MMMYHHUTETA U, Clle-
JIOBaTeIbHO, 0OJbIIEMY PUCKY (DOPMHPOBAHMSI aKTHBHOTO
MH(PEKINOHHOTO Tporiecca. TakuM 0Opa3oM, MMEIOITHECs
(hakTHUEeCKUE JAAHHBIC ITO3BOJISIOT TOBOPUTH O «JIBOMHOM
1aTto(U3HOJIOrMYECKOI POJINY JIEKTHHOBOTO Iy TH aKTHBAIIUU
KOMIUIEMEHTA: 3alIUTHON — B OTHOIIEHHH BHEKJIETOUHBIX
BO30yuTEINICH, 0COOCHHO Y JIeTel paHHEeTro BO3pacTa, U Ipo-
BOKATUBHOW — B OTHOILIEHUU HECKOTOPBIX BHYTPUKIIECTOUYHBIX
BO30yaMTENEH U aTepockiepo3a. [lomynanoHHO-TeHeTHYe-
CKHE TIOCIJIC/ICTBUS TAKOW <«JIBOWHON POJIM» MOTYT JIe)XKaTh
B OCHOBE 3THHYECKOT0 pa3HOOOpa3us COOTBETCTBYIOMIMX
TEHOTHIIOB, YTO TPEACTABIACT COOOH CyTh TIEPBOU yIIOMSI-
HYTOW HAaMHU THIIOTE3bl, OCHOBAHHOW Ha IPEIIOI0KECHUH
CeJ'IeKL[PIOHHOﬁ BbII'O/1bI Zle(bl/IIJ,I/ITa KOMITIOHCHTOB JICKTUHOBOI'O
MyTH aKTUBAlMU KOMIIJIEMEHTA Ul HEKOTOPBIX TOIYIISIIni
(Seyfarth et al., 2005; Eisen, Osthoff, 2014). Bropas rumore3a
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OTpHUIAET HAJIWYHE KAKOrO-JTHOO CEJEKIMOHHOIO JaBJICHUS
B OTHOIIEHUY T€HOTHIIOB JIEKTHHOBOT'O ITyTH KOMIUIEMEHTA,
0OBSICHSIS TEHETHYECKOE Pa3HOOOpa3re MCKIIOYUTEIHHO
MUTPAOHHBIMU NPOLIECCAMU U TEHETHYECKUM JIpeH(OM.
Bnpouem, aBTOpEI HCClIEN0BaHUM AETIAtOT IIPU 3TOM OT'OBOPKY:
«...BO3MOXKHO, CTOXaCTHYECKHE IBOJIIOIUOHHBIC (HaKTOPEI
cTepiu OOJIBIIYIO YacTh APEBHETO OTIIeYaTKa, OCTaBJICHHOTO
€CTECTBCHHBIM CEJIEKIIMOHHBIM OTOOpPOM; UIS TTONTBEPXK-
JICHUS TaHHBIX TPeOYIOTCS CTaTHCTHYECKH 0ojiee MOIIHBIC
MCCJIEZIOBAHUS C BKIIFOYEHHEM OOJIBILIETO YKCIIa MOIYIISIHI)
(Verdu et al., 2006; Boldt et al., 2010).

3aKnoueHune

B nanHOM Hccie10BaHNH MBI OKH/IAJTH U BBIIBHIIM O0JIee HU3-
KyI0 PaclpOCTpaHEHHOCTh TeHEeTHYeCKUX Mapkepos H-¢du-
koirHa © MASP-2 neduuuToB B HMOMYNISIUAX KOPEHHBIX
JKUTEeH APKTHYeCKHUX TeppuTopuii KpacHosipckoro kpas mo
CpaBHEHHIO ¢ eBporeonamHu I. KpacHosipcka, 4To coueraeT-
Csl C TEHETUYECKOH MPeapacIioioKeHHOCThIO K Oosiee BbICO-
KOMY YPOBHIO ()yHKIIHOHAIbHON aKTUBHOCTH L-(hukornmHa 1o
CPaBHEHHIO C €BPOIEOUIHBIM HACETICHUEM.

HccnenoBanue 3THUYECKH aCCOLIMUPOBAHHOTO YPOBHS
Hecnenn(UIeCcKOr MPOTHBOMH(EKIIMOHHON 3aIIUTHl Cpean
kopeHHoro HaceneHus Talimbipckoro Jlonrano-Henenkoro
paiiona KpacHosipckoro kpast MOXeT ObITh MCIOIb30BaHO
Jutsl (POPMHUPOBAHMS TIJIAHOB OPTAHOB MPAKTHUECKOTO 37pa-
BOOXpAHEHHS B OTHOLICHWH NMPO(UIAKTHKH MH(EKIHOH-
HOH 3200J1€Ba€MOCTH M B 1IEJIIX HauOosiee palroHAIBLHOTO
MIPUBJIEYEHUS TPYIOBBIX PECYpCOB Ul pabOT B yCIOBHSAX
BO3MOXXHOM BBICOKOH MH(EKIMOHHOH Harpysku. J{omnoiaHu-
TEJIbHBIM aHaJIn3 UH(EKIMOHHOM 3a001eBaeMOCTH B apKTH-
YECKUX MOMYJNSIUSIX MO3BOJIUT BBISIBUTH (DEHOTHITMYECKNE
XapaKTEPUCTHKH, COTPSLKEHHBIC C BBICOKOH (DYyHKIIMOHATIBHON
AKTUBHOCTBIO JIEKTHHOBOTO ITyTH aKTHUBAllUU KOMILJIEMEHTA
B POJNH BaKHEHIIEro (hakropa MepBOi JIMHUU TPOTHBOMH-
(heKIIMOHHOM 3aIIMTHI, B TOM YHCJE B OTHOHICHHH HOBBIX
BUPYCHBIX 3a0oneBanuii, Takux kak COVID-19. [TonoGHbIe
KIIMHUKO-T€HETHIECKHUE COTTOCTaBIICHHS YPE3BbIYAIIHO BayKHBI
JUIsl BBISICHEHUS (pu3ronorndeckoit poan MBL, ¢pukonnHOB 1
MASP-2, a BbIIBIIEHHbIE HAMH T€HETHUECKHE 0COOEHHOCTH
STHUYECKH N30JIMPOBAHHBIX KOPEHHBIX APKTHYECKUX TOTTYJIs-
i KpacHosipckoro kpast ITpeicTaBiIsioT co00H YHUKAIbHBIN
Marepuai.
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