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Pesrome.

Kierkn BpOXIEHHOTO WMMYHHTETa SIBISIOTCS Ba)XKHBIMU YYaCTHUKAMU
BOCIAJIUTENbHBIX U PUOPO3HBIX MPOLECCOB IpH cucTteMHou ckiepoaepmuu (CCL).
B maroreneze CCJl 3aneiicTBOBaHbl MMMYHHBIE KJIETKH, B IIEPBYIO OUY€pElb
Makpodarsu, B OCHOBE HapyUIEHUH KOTOPHIX JIEKUT MHUTOXOHApPHUAIbHAS
mucyHKIUS KJIETOK. B KkadecTBe CypporaTHOro Mapkepa MHUTOXOHIPHAIBHOU
TUCHYHKIMMA KJIETOK HCIONb3yeTCsl YUCI0 Komuil MurtoxoHiapuansHoil JIHK
(MmTIHK).

Llens uccaemoBanuss — oneHUTh KoiaudecTBo komuii MT/IHK B CDI14+
MOHOITUTAX U BO BCEX MOMYJISAIHUIX KJIETOK, IUPKYIUPYIOIMINX B KPOBH, Y OOJIBHBIX
CCJI o cpaBHEHHIO CO 3JOPOBBIM KOHTPOJIEM.

Marepuainsl 1 MeToasl: B nccnenoBanne ObUIM BKITIOYEHBI 25 MAIUEHTOB C
CCH (22 »xeHmuHbl W 3 MyXuuH, MenuaHa Bo3pacta 49 [43; 57] ner u
JUTITebHOCTH 3a0oneBanus 4,6 [1,0; 9,6] net) u 25 demoBek 0e3 ayTOMMMYHHBIX
WU XPOHUUYECKUX BOCTAIMTENBHBIX 3a00JIeBaHUM, COMOCTABUMBIX 10 BO3PACTy U
noity. bonbmmHcTBO manueHToB (80%) umenu orpanudeHHyro Gopmy CCUI.
bonpubie CC/I He nonmyyanu npotuBopeBMarnyeckyto tepanuto. JJHK Boiaensnm u3
CD14+-moHOUIMTOB U IIeTbHOW KpoBHU. AOcomtoTHoe uyuciao komuid MT/JHK
u3Mepsu ¢ momortsio rudposoit [P, Bennanny uncna xonuit MmT/IHK Ha kitetky,
MCTIOJIb30BAHHYIO JIJISI aHAJIN3a, PACCUUTHIBAIN Kak cooTHomeHue konuid MTIHK u
sJIHK.

Pesynbrarel. Yeranosneno, uto y 6oiabHbIX CCJl komuuectBo kormuit MT/JHK
B CD14+-monouutax 6su10 BhIIe (108 [60 - 162] mpotus 72 [59 - 79], p=0,01), a
MOKa3aTelib BCEX MOMYISIUNA KIETOK, IUPKYIUPYIOIIMX B KPOBU, HE PA3IMYAJICS 110
CpaBHEHHUIO ¢ KOHTpoibHOU rpymmoi (109 [72-171] u 128 [85 - 227], p=0,17).
BrisiBunena HeratuBHasi CBsI3b KojndectBa konuit MT/IHK ¢ anuTenbHOCTHIO
3a0oneBanust U no3utuBHas - ¢ JIIIC-crumynupoBaHHOU cekpeuuein [L-6

KyJnbsTuBUpyeMbiMu CD14 + MoHOIIUTaMH.



BriBonbl: Pesynprarhl umcciienoBaHUs TO3BOJISIIOT  IPEANOJIONKUTH, YTO
yBennueHue uncina konuit MTIHK B CD14+ MoHOmMTax sBISE€TCS BO3MOXKHBIM
MEXaHU3MOM TOJICPKAHUS CHUKEHHOW (PYHKUIUM AC(HEKTHBIX MUTOXOHAPUM B
MoHonuTax nanueHToB ¢ CCJI, cBSI3aHHOW C pPa3BUTHUEM M IPOTrPECCUPOBAHUEM

CCA.

KawueBbie ciaoBa: JIHK, MUTOXOHApHHM, MOHOUHUTHI, CHUCTEMHAs

CKIICpOJACPMHUA, AYTOUMMYHUTCT, BOCIIAJICHHUC.

Abstract

Innate immune cells are important participants in inflammatory and fibrotic
processes in systemic scleroderma (SSc). The pathogenesis of SSc involves immune
cells, primarily macrophages, whose disorders are based on mitochondrial cell
dysfunction. Mitochondrial DNA (mtDNA) copy number is used as a surrogate
marker of mitochondrial cell dysfunction.

The aim of the study was to evaluate the number of mtDNA copies in CD14+
monocytes and in all cell populations circulating in the blood in patients with SSc
compared to healthy controls.

Materials and methods: The study included 25 patients with SSc (22 women
and 3 men, median age 49 [43; 57] years and disease duration 4.6 [1.0; 9.6] years)
and 25 people without autoimmune diseases or chronic inflammatory diseases
matched by age and gender. The majority of patients (80%) had a limited form of
SSc. All study participants did not receive antirheumatic therapy. DNA was isolated
from CD14+ monocytes and whole blood. Absolute mtDNA copy number was
measured using digital PCR. The number of mtDNA copies per cell used for analysis
was calculated as the ratio of mtDNA and nDNA copies.

Results. It was found that in patients with SSc, the number of mtDNA copies
in CD14+ monocytes was higher (108 [60 - 162] vs. 72 [59 - 79], p=0.01), and the

indicator of all cell populations circulating in the blood did not differ in compared



with the control group (109 [72-171] and 128 [85 - 227], p=0.17). A negative
relationship was found between the number of mtDNA copies and the duration of
the disease, and a positive relationship with LPS-stimulated IL-6 secretion by
cultured CD14+ monocytes.Conclusions: The study results suggest that increase of
mtDNA copy number in CD14+ monocytes is a possible mechanism to maintain the
reduced function of defective mitochondria in monocytes from patients with SSc

associated with the development and progression of SSc.

Key words: DNA, mitochondrial, monocytes, systemic sclerosis,

autoimmunity, inflammation.
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Beenennue.

Cucremnas ckieponepmus (CCJ), mnam mporpeccupyromuidi CUCTEMHBIN
CKJIEpO3, MPEACTABIAECT CO00M CUCTEMHOE 3a00JieBaHUE COCAUHUTEILHONU TKaHW,
XapaKkTepu3yrolieecs reHepaIn30BaHHBIM (prOPO30M KOKM U BHYTPEHHUX OPTaHOB.
ITpu CCJ] ormeuaercs Tpuaaa NMPU3HAKOB: UMMYHHas IUCyHKuus, puOpo3 u
BacKyJjonatus. M3 MHOKeCTBa UMMYHHBIX KJIETOK, BOBJIEUEeHHBIX B marorere3 CC/I,
KJIIOUEBYI0 poisib urpatoT Makpodaru [18]. Juchynkuus makpodaros npu CCJ]
XapaKTepU3yeTcsl akKTUBAILMEH KJIETOK C MOCIeAyroueld BoIpabOTKON [IUTOKUHOB U
PEKPYTUPOBAHUEM JPYTUX UMMYHHBIX KJIETOK, 00YCIIaBIMBAIOIIMMHI XPOHU3AIUIO
Bocriasienust [8]. C apyrodt CTOpOHBI, cekpenus MpoPUOPOTUUECKUX MOJIEKYJI
Makpodaramu 1 aktuBaims GuOpo0IacTOB MPUBOIIT K pa3BUTHIO pubpo3a [4].

MutoxoHapuanbHas JUCHYHKIMS MOXET OO0yClaBlMBaTh HapyIICHUS
paboOThl UMMYHHOW CHCTEMBI. B 4acTHOCTH, MPOUCXOIAT HapYyLICHHUE SJIEKTPOH-
TPAHCIIOPTHOM IIeNMM M YBEJIMYEHUE AaKTUBHBIX (OPM KHCIOPOJa, BIMSAIOIIEE Ha
CEKPEIHUIO MPOBOCHAIMTENbHBIX IIUTOKUHOB W TMPUBOASAIIEE K AaKTUBALUU H
MHUTpalMy UMMYHHBIX KJIETOK B oyaru BocrnaneHus [20]. M3meHenus xonnuecTsa
MTIHK MOryT npuBOIUTE K yCUIICHUIO OKUCIUTENBHOTO CTPECCa U CIIOCOOCTBOBATh
U pa3BuThuio BocnaneHus [12]. Psa uccienoBaHuii mokasanu, YTO YUCIO KOMHUUI
MTIHK y mnanueHToB C ayTOMMMYHHBIMH PEBMAaTHYECKUMHU 3a00JI€BaHUSMU
OTJIMYAETCA OT 3JJ0POBBIX JIOHOPOB M CBI3aHO C AKTUBHOCTHIO BOocnasieHus [9, 16].

Lenpto ganHOro uccieaoBanus Obulo u3ydeHue konuiHocTH MT/IHK B
CD14+ moHommMTax M BCEX KIETOK, IUPKYIUPYIOMX B KpoBu OonbHBIX CC/ 1
IMPAKTUYECKUA 3J0POBBIX JIMI, U OLIEHUTHh CBA3b koinyecTBa komuit MT/IHK c
IIPOBOCHATIUTENBHBIM CTaTyCOM MOHOLIMTOB.

Marepuainbsl U MeTobl: B nccienoBanre ObITM BKIIOUEHBI 25 MAIlUEHTOB C
CCJ u 25 npakTHuecKH 3J0POBbIX YEIOBEK 0€3 ayTOUMMYHHBIX UJIM XPOHUYECKUX
BOCTIAJIUTENIBHBIX 3a00JI€BaHMIi, COIOCTAaBUMBIX 110 BO3pacTy u noiy. Kpurepusimu
UCKJTtoueHus Obuti Bo3pacT miaaie 20 jget u crapiie 70 JeT; HaJu4he caxapHoTo

nuadera, OHKOJIOTMYECKUX 3a00JieBaHUM, JEKOMIIEHCUPOBAHHOW MOYEYHOW WIIU
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MMEYCHOYHOU HEJIOCTATOYHOCTH, XPOHUYECKOUN CEpJIEYHO-COCYIUCTOU
HenocratouHoctn [II-IV  kmacca mo NYHA. HccnepoBanume mnpoBeneHO B
COOTBETCTBHM C XEJNbCUHKCKOW Aekyapanuer 1975 r. m ee mepecMOTpEeHHOU
Bepcuert 2013 r. Ilporokonm wuccnemnoBanus oa00peH JIOKaJIBHBIM STHUYECKUM
komutetoMm HUUN peBmaronorun um. HaconoBoit 10 depans 2022 r. Bcee
YYaCTHUKHU MPEOCTaBUIN MUCbMEHHOE HH()OPMHUPOBAHHOE COTIacue 00 y4acTUu B
UCCJIEIOBAHUH.

B Tabmume 1 mnpencraBieHbl o00mIas XapakTEpUCTHKA U KIMHUKO-
nabopatopusbie nposienenus CC/I.

Tabnuua 1. O6mas xapakTepucTuka U KIMHUKO-Ta00paTOPHbIE IPOSBIICHUS

y nanuentoB ¢ CCI.

VY GompmmHCcTBa NaneHToB (80%) quarHocTUpoBaHa OrpaHUyYeHHas Gpopma
CCA. ITammenter ¢ CCJ/ HEe mnonaydaad TEpanu IMPOTUBOPEBMATUYECKUMU
npenapaTami.

Monouutsel CD14+ Beimensiim u3 00pas3noB MENIbHOW KPOBU CTaHIAPTHBIM
METOJIOM BBIJICJICHUS JICUKOIMTapHOW (pakuuu B TpagueHTe (Qukoia C
nocienyronmmM ordbopom kietok CDI14+ MeTomoM MarHWUTHOW cemapanuyd Ha
koinonkax (MilteNY Biotec, CIIIA) ¢ wucnonb3oBaHMEM MapaMarHUTHBIX
Hanouactuil (MilteNY Biotec, CIIIA). Beineneaune JIHK 3z CD14+-MOHOIIUTOB U
1ETHHOM KPOBU MTPOBOJIUIIH C HcToib30BanneM Habopa ExtractDNA Blood & Cells
(«EBporen», Poccust) o npoTokosy npousBoautesis. KoHIIEHTpaIuoo U YUCTOTY
nonyuerHoir JIHK ompenensiim ¢ momompio  mpubopa BIOSPEC-NANO
spectrophotometer (Shimadzu, SInonus).

Konwuitnocts MTIHK u s/IHK onpenensnu meronom mudposoit TP Ha
npubdope QIAcuity Eight (Qiagen, I'epmanus). Jlns ammmndukanum ucmoab30Bamu
npaiimMepsl («Cuntonm», Poccus) u peaknmonnyto cmech QuantiFast SYBR Green

Master Mix («Qiagen», I'epmanus). I[P npoBoaunu B TeueHue 42 LMKIOB, C
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NpeABapUTEIbHOM IeHaTypalneil B TeueHue 2 MuHyT npu 95°C niig nepBoro 1ukiia,
cnenytomue 40 MUKIOB BKIIIOYAIW JAEHATypaluto B TeueHue 15 cexkynn npu 95°C,
orkur B teueHne 30 cexyna npu 60°C u snonranuio B TeueHne 30 cexyHA. IpU
72°C puHanbHBIN HUKIT (IPOJJICHUE TeMIlepaTyphl) anuics S munyT npu 40°C. s
KaXJ10ro TectupyeMoro obpasna peakuuto [P mpoBoaunu He mMeHee Tpex pas.
[TLP-peakuum mpoBoamiin B 00IeM oO0beMe 12 MKI ¢ HCIIOJIB30BAaHHUEM S5 MKII
resomHoit JIHK, 0,4 mxn npsamoro u obparHoro npaiimepon, 4 Mxin QuantiFast
SYBR Green Master Mix u 2,2 MKJ I€MOHU3UPOBAHHOU BOJIBI.

Hna onpenenennss konuuectBa ko MTJHK wm vH/IHK wncnonp3oBanu
npaitmepsl F MT-ND4, R MT-ND4, F NCOA3, R NCOA3. HykneotuaHas
nocinenosarenbHocTh F MT-ND4: 5'-ccattctcctcctatccctcaac-3', R MT-ND4: 5'-108
cacaatctgatgttttggttaaactatattt-3', F NCOAZ3: 5'-gagtttcctggacaaatgag-3', R NCOAS:
5'-109 cattgtttcatatctctggcg- 3 . Ilpaiimepsr ObuT BBIOpaHBI Ha OCHOBE
auTepaTypHbix OaHHbIX [2, 10]. Benmumny uucna konuii mMTIHK Ha kierky,
MCIIOJIb30BAHHYIO JIJISI aHAJIM3a, PACCUUTHIBAIM Kak cooTHoleHue konuii MTIHK u
a/IHK [15]. WccnenoBaTrenu He 3HAIM O TPyNIIOBOM CTATyCc€ M KIMHUYECKHUX
XapaKTEPUCTUKAX YYACTHUKOB HUCCIIEIOBAHMUS.

PesynbraTel. AbcomoTHoe uncio konui MTIHK CD14+ MoHOIIUTOB OBLIO
noctoBepHo Bbimie B rpynne OosbHbiXx CCJ (108 [60-162]) mo cpaBHEHHIO C
KOHTpOoJIbHOM rpynmoit (72 [6059-79], p=0,03) (pucyHoxk 1), Torna kak abCcoI0THOE
yucno komut MTIHK Bcex nomyssnuil KIETOK, LUPKYJIUPYIOIIMX B KpPOBH,

JOCTOBEPHO He paziauyaioch (109 [72-171] u 1287 [7085-225227], p=0,39).

Mecto miist pucyska |

Pucynok 1. Yucno xkonuit MTIHK B CD14+ mMoHOUMTAaX U LEJIBHON KPOBU
nanueHToB ¢ CCJ ¥ 310pOBbIX YYaCTHUKOB HCCIIEIOBAHUS. (a) KOJIMYECTBEHHOE
onpenenenne MTIHK monommtor CD14+; (b) konmuuectBeHHas orenka Mt/[HK

BCEX IMOMYJISIUUN KIETOK, HUPKYJIUPYIOIMIMUX B KPOBHU.
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[Ipu ananu3ze cBs3u uncna konuit MT/JHK B CD14+ moHOLMTaX ¢ KIMHUKO-
nabopaTtopHbiMU  xapakTtepuctukamu nanueHtoB ¢ CCJ[ Obuta oOHapyxeHa
oOpatHast koppensuus yucia konui MmTJIHK ¢ nnurensHocThiO 3a001eBanus (R=-
0,420, p=0,037). Accoumanuii konmdyectBa konuii MTIHK B 11enbHON KpoBU C
KJIIMHUYECKUMH XapakTtepuctukamu nanueHToB ¢ CC/I He Obu10 00HapyxeHo. bonee
BbIcOKOE unciio konuit MT/IHK B CD14 + MoHOIIMTaX OBLIO CBS3aHO C ITOBBIIIIEHHON
JIIIC-ctumynupoBanHo# cekpenuent IL-6 kynstuBnpyembimu CD14 + MoHOIIMTAMH
yuactHukoB ucciegoanus ¢ CCJL (R = 0,569, p = 0,006).

O6cyxnenue. [Tokazana cBs3p urcna konuit MTIHK ¢ pa3BuTHeM cepieyno-
COCYJIUCTBHIX, HEUPOJACTCHEPATUBHBIX U MeTabomnueckux 3a0oneBanuii (Ashar et al.,
2017; Ding et al., 2023; S. Y. Yang et al., 2021). 3BecTHO, 4TO IIpH OOJBITNHCTBE
ATUX 3a00JIeBaHUH, ACCOIMUPOBAHHBIX C MUTOXOHAPUATLHOMN TUCHYHKIIMEH, YUCIIO
konui MT/IHK cHu»keHO mo cpaBHEHHMIO CO 340pOBBIM KOHTposeM [5, 12]. beuio
oOHapyxeHo, 4To KoymdecTBO Komuil MT/IHK HeratmBHO CBSA3aHO C pa3BUTHEM
MeTa00JIMYECKOr0 CHHJpOMA, caxapHoro jguadera 2 Tumna [7] U XpPOHHYECKOH
0omne3nu nmouek [11].

[Ipeasinymee nuccnenopanue konuuectsa kot MTIHK B mepudepuueckoit
kpoBu narnuentoB ¢ CCJ] nmokasaio, uyto koandectBo konuid MTIHK Ob1710 HUXKE ¥
nanueHToB ¢ CCJ] o cpaBHEHHIO CO 3I0POBBIMU YYaCTHUKAaMU uccieaoBanus [ 13].
UccnenoBanus konmuectBa komuid MTAHK mnpu  apyrux peBmMaTudeckux
3a00JI€BaHUSX TMOKa3ajld MPOTUBOPEUMBBIC peE3yJbTaThl. B  dYacTHOCTH, Tmpu
cuctemHoi kpacHoit Bomyanke (CKB) konudectBo konuii MTIHK B mnasme 6bu10
YBEIIMYEHO B 8,8 pa3a Mo CpaBHEHHMIO C KOHTPOJIbHOUW rpynmnoil [9]. PocT uuncna
uupkynupytomed MTIAHK, B ornnume ot uucna komuit siaepHoit JIHK, Owuio
ormeueHo y 6onpHBIX CKB naxke B ciiyyae pemuccun 3a00JIeBaHMsI, H 0Ka3ajJoCh
Oosee TecHO cBA3aHHBIM ¢ akThBHOCThIO CKB, yem mnpu3HaHHbBIE MapKephl
aKTUBHOCTU  3a0ojeBaHusi (YpPOBHM  KOMIUIEMEHTa, TUTPhl aHTUTEN K
nsyxienodeudo JIHK). MccnemoBanue mamyieHTOB ¢ JIPYyTHMM ayTOMMMYHHBIM

3abosneBanueM - curapoMmoM Illerpena, mokasano yMEHbIIEHUE KOJIUYECTBA KOMUMN
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MT/IHK u yBenuuyeHuwe H>KCIOpEecCHH T'€HOB, CBSI3aHHBIX C MUTOXOHIAPHUAJIBbHOU
JTMHAMHUKOH, B eprepruyeCcKoil KPOBH M0 CPABHEHUIO CO 3J0POBBIMU CYOBhEKTaMU
[3].

BaxxHbIM pe3ynbTaTOM HCCIEOBaHUS CTajla CBSI3b 0oJiee IUTEIHHOTO
teueHuss CCJ] ¢ menbmmM konmuectBoM koruii MT/IHK. TIpennonoxurensHo, 310
MOXKET MPOMCXOAUTH 3a CUET ANUMHUHAIUU JUCPYHKITMOHATBHBIX MHUTOXOHIPHUH.
[ToBpexxaeHHbIE MUTOXOHJIPUHM MOTYT BBI3BaTh THOEIb KJIETOK, IOCJIE€ YEro
BbICBOOOXKAeHNE MT/IHK crocoOCTByeT yCHMIEHHI0 CHUCTEMHOIO BOCHAJCHHS 3a
CYET aKTUBAIlUM UMMYHHBIX KJIETOK [6]

B monomuTtax O60npHBIX ¢ MeHblield anutenbHocThio CCJ yBenuueHue
KOJIMYECTBA MUTOXOHJPHA MOXKET OBITh  CIEACTBHEM  KOMIICHCATOPHOTO
MEeXaHU3Ma, HEOOXOUMOTO IS MOJJEPKaHUs CHIDKEHHOW (QPYHKIUU Je(EeKTHBIX
MUTOXOHIPHIA, KOTOPBIM yracaer NpH JAJUTEIbHOM T€UeHUU 3a0o0sieBanus [6].

BroisBnennass B Hamed pabGote accouumanus moBbimeHHon  JITIC-
CTUMYJIUpOBaHHOM cekperuu [L-6 ¢ 6osiee BbicOkUM KoiuyecTBoM Kormii MT/JHK
B CDIl4 + MoHOmMTax TIO3BOJSICT  MOPEANOJOXKHUTH  BaXHYK  POJIb
MUTOXOHJPUATLHON NUCPYHKIIMU B MPOBOCHATUTEIBHON aKTHBAIMU MOHOIIMTOB
npu CCJ. Heckonbko HeaaBHUX wuccienoBanuii uyucina konuii MT/IHK,
MUTOXOHJPHATLHON TeTEPOIIa3MUi M MUTOGAruu MPH APYTHUX ayTOMMMYHHBIX
peBMaTHYECKUX 3a00JICBAaHUAX MMOKA3bIBAIOT, YTO MUTOXOHAPHATbHAS TUCPYHKITUS
MPUHUMAET y4acTHUE B aKTUBAIMUA BPOXKICHHONM NMMYHHOW CUCTEMBI B IMATOT€HE3E
JaHHBIX 3a0oneBanuii [14, 17].

BriBogsl: YBenunuenue yucna konuidi MTJHK B CD 14+ MmoHOIIMTAX SIBISETCS
BO3MOXHBIM MEXaHU3MOM TOJJICPKAHUS CHWXKEHHOW (YyHKIUM 1e()EeKTHBIX
MUTOXOHJIpU B MoHouMTax manueHToB ¢ CCJI, cBsi3aHHOW C pa3BUTHEM W

nporpeccupoBanrem CCJI.

PabGora BeimonHeHna npu ¢uHaHcoBoil noanepxkke PH®, rpant N 22-15-

00199.



TABJINLbI

Tabnmuna 1. OOmas xapakTepUCTHKAa W KIWHUKO-TA0OPATOPHBIE TPOSBICHUS Y

narueraToB ¢ CCJI.

Table 1 General characteristics, clinical and laboratory manifestations of SSc

patients.

Xapaxkrepucruka / Characteristics

Manuentsr CCJI /

autoantibodies

SSc patients
(n=25)
Bospacrt, roma / Age, years 49 [43; 57]
[Ton, xen/my>x / Gender, f/m, n (%) 22 (88)/3 (12)
JlnutensHOCTE 3a00aeBanms, roasl / Disease duration, 4,6 [1,0; 9,6]
years
®opma CCJL / types of SSc, n (%):
JlmmutupoBannas / Limited 20 (80)
Jludbdysnas / Diffuse 5(20)
Wuaexce aktuBHOCTH, Oasutel / Activity index, points 2,110,8; 2,8]
IposiBnenuss CCJI / SSc manifestations, n (%)
Yrommuenune koxxu naneies / SKin thickening of the fingers:
Cknepenema / Scleredema
Cxkneponaktunus /Sclerodactyly 20 (80)
8 (32)
HururtansHas nmemus / Digital ischemia:
TUTHTANTBbHBIE si3BoYKH / digital sores 9 (36)
auruTaibHble pyOunku / digital scars 12 (48)
Teneanruskrasum / Telangiectasia 11 (44)
®enomen Peitno / Raynaud’s phenomenon 20 (80)
Kamumsipockonnyeckue u3menenus / Abnormal nailfold 21 (84)
capillaries
Aptpurtsl / Arthritis 8 (32)
Jlerounas aprepuanbHas runeprensus / Pulmonary arterial 3 (12)
hypertension
WuTeperunmanbHoe opakenue jierkux / Interstitial lung 5(20)
disease
[Topaxenue cepana / Heart damage 8 (32)
CCI-ayroanTuTesa / SSc related autoantibodies, n (%):
AnTutena x Tomonsomepase 1 / Anti-topoisomerase |
autoantibodies 8 (32)
AnTHIICHTpOMEpHBIC anTUTENa / Anticentromere 12 (48)




AmnTHuTena k pudbonyxieonporenny (PHIT) / Anti-
ribonucleoprotein (RNP) antibodies.

2 (8)




Yucno konna mrAHK

PUCYHKHA

Pucynok 1. Yucno xomuii MTJHK B CDI14+ MoOHOUMTax W LEIBHOW KPOBU
nanueHToB ¢ CC/I 1 310pOBBIX YHaCTHUKOB UCCIICIOBAHUS.

(a) KonnuectBennoe onpeaenenrue MTJIHK monouuToB CD14+;

(b) KonmmuectBennas onenka Mt/ IHK Bcex momymsiuii KIETOK, IIUPKYJIUPYIONINX B
KpPOBH.

Figure 1. mtDNA copy number in CD14+ monocytes and whole blood of SSc
patients and healthy participants.

(a) Quantitative determination of mtDNA of CD14+ monocyte;

(b) Quantitative determination of mtDNA of all cell populations circulating in the
blood.

P=0,01 P=0,17

300

200

mtDNA copy number

-

KoHTponb/Control cca/ssc KoHTponb/Control cca/ssc

(a) (0
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