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Pesiome

Beeoenue. I1pobiaema CBOEBPEMEHHOTO BBISIBICHNS JIETOYHOM apTepuanbHoii runeprensun (JIAD) TecHo cBsizaHa ¢ Bompo-
caMy TMarHoCTHKU cucteMHoi ckieponepmun (CCJI). 3To 0coOeHHO BaXKHO P MaJIoMaHU(ECTHBIX (opMax 3a00IeBaHus,
3aTPYAHSAIOMNX BEPH(PUKANIO THATHO3a [0 TIOSIBICHHS KAPTHHBI TPABOKETYAOIKOBOH CEpACTHOM HEIOCTATOYHOCTH, M HU3KOH
MH()OPMHUPOBAHHOCTH Bpadeil 00IIel MPaKTHKH 00 UMEIOLIUXCS TUArHOCTUIECKUX BO3MOKHOCTSIX.

L]eny —BBIIBUTH HarOoNIee paHHUe KitnHI4Yeckue npusHaku JIAT, accorpmpoBannoii ¢ CCJI, 1y1st CBOCBPEMEHHO# €€ THarHOCTHKH.

Mamepuan u memoosi. B uccienoBanue Obu1 BKiIIOUeH 51 nanueHT ¢ tumutupoBanHoit popmoii CCJI. OnieHeHs! cTeneHb
TTOpaXEHUsI KOXKH, YPOBHU N-TepMHHAJIILHOTO MO3TOBOTO Harpuityperrdeckoro nporentuaa (NT-proBNP) n mouesoii kncio-
TBI, TUII CBEUCHUS U TUTP aHTHHYKJIeapHOTO (hakTopa. BceM nmanmenTaM npoBeAeHbI 3XOKapAnOorpapuIecKoe HCCIET0BaHNE,
KaIIIIPOCKOIHS HOTTEBOTO JIOXKa, UCCIIefoBaHNe (BYHKITHI BHEITHETo abixaHus. [Ipu BersiBnenun cumntomoB JIAL mis ee
MOATBEPIKICHNUS BBITOJIHIACH KaTeTepHU3alys MPaBbIX KaMep cepara.

Pesynomamor. JIAT oOHapyxenay 19 u3 51 narmenTa, BKIIFOUYCHHOTO B uccienoanue. [anuentst ¢ JIAT oka3anuch 3HAYUTEb-
Ho crapuie OonbHbIX 0e3 JIAL: (60+8) u (54+7) ner coorBercTBeHHO (p=0,02); MEXKTy STUMH IPpYyIIIaMH YCTaHOBIICHBI PA3INUHs
TI0 HAJIMYMIO PU3HAKOB PEMOZICIIMPOBAHHS MpaBbIX Kamep cepaua (p<0,05) B mokazaressx, OLEHUBAEMBIX B TECTE C O-MUHYTHOH
xoap0oii (p<0,05), B onrerke muddy3ronHoi criocodrocTr JieTkux (p<0,001), B ypoasx NT-proBNP n mo4eBoit kucnots (p<0,001),
B IUIOTHOCTH KaWJIIIPOB HOrTeBOro JIoKa (p=0,009); B MOITYyKONMMUECTBEHHOI OIEHKE ajTepaIiii KalUIIPOB HOITEBOTO JIOKa
(p=0,022). Cpeu marpiertoB ¢ JIAT, accormpoantoi ¢ CCJl, 7 marpertam quar#o3 CCJI BriepBbIe BRICTABIICH ITOCIIC OOPAIICHUS
K Kapauosnoram 1 Bepugukanmu reHesa JIAT, torna kak ocraibHble 12 NMalMeHToB paHee HaOMoqaInch peBMaroioraMu. bosbHble
JIAT xapakTepu30BaIICh OOJee NTUTENBFHBIM IIepPHOIoM 10 ocTaHoBKH auarHo3a CClI (p=0,043).

3aknouenue. B ruccnenoBaHun MpoaeMOHCTPUPOBAHA B3aMMOCBS3b MEXKTY TSDKECTBIO MTOPAYKEHNUS KAIIMIIISIPOB HOTTEBOTO
noxa u JIAT. Takum 06pa3om, KamMIUIIPOCKOITHS HOTTEBOTO JIOXKA, HAPSAY C MOTU(PHUINPOBAHHBIM KOKHBIM cueToM (. Rodnan,
npu aumutTupoBaHHoit popme CCJ] MoxkeT UCToabp30BaThCs Ul OLEHKH BepostHocTH Hajguuus JIAT. Yerkoe BbIonHEHNE
QJITOPUTMOB JIMarHOCTHUKH TTI03BOJIUT CBOEBPEMEHHO BEpH(DUIIMPOBATH JMAarHO3 U OyJIeT CIIOCOOCTBOBATD YJIy4IICHHIO Ka4eCTBa
OKa3aHUs METUIIMHCKON TTOMOIIH.

Knrwouegvie cnosa: necounasn cunepmensus, CUCIEMHAS CKEPOOePMUs, AHMUHYKLEAPHBIN (haKmop, KanuiisipoCKonus.
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Summary
Introduction. The problem of early detection of pulmonary arterial hypertension (PAH) is closely related to the diagnosis
of systemic sclerosis (SSc). It is especially important in patients with slight manifestations of the disease, making it difficult
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to verify the diagnosis before the clinic of right ventricular heart failure, and low knowledge of the general practitioners of
the available diagnostic opportunities.

The aim of the work was to identify the earliest clinical signs of PAH associated with SSc for its early diagnosis.

Material and methods. The study included 51 patients with limited SSc. The investigators evaluated the extent of skin
lesion, levels of the level of N-terminal brain natriureticpropeptide (NT-proBNP) and uric acid, the fluorescent pattern and titer
of antinuclear factor. All patients underwent an echocardiography, nailfold videocapillaroscopy, a comprehensive assessment
of external respiratory functions. When there were symptoms of PAH, right heart catheterization was performed to confirm it.

Results. PAH was detected in 19 of the 51 patients included in the study. Patients with PAH were significantly older than
those without PAH: (60+8) and (54+7) years, respectively (p=0.02); there were also differences between these groups in the
signs of right cardiac remodeling (p<0.05), in the indices estimated in the six-minute walk test (p<<0.05), in the assessment of
lung diffusing capacity (p<<0.001), in levels of NT-proBNP and uric acid (p<0.001), in the density of the nailfold capillaries
(p=0.009); in a semiquantitative assessment of nailfold capillary alterations (p=0.022). Among patients with PAH associated
with SSc, seven patients were diagnosed with SSc for the first time after referring to cardiologists and verifying the genesis of
PAH, while other 12 patients were previously observed by rheumatologists. Differences in the duration of the period from the

onset of symptoms to the diagnosis of SSc (p=0.043) were revealed between these groups.

Conclusion. The study shows the probability of the presence of SSc in patients with suspected idiopathic PAH, that determines
the necessity of additional immunological and instrumental examinations in such patients.
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Beeaenue

B crpykrype nerounoit runeprensuu (JII') otaens-
HBIM BapUAHTOM BBIIEISIOT JIETOYHYIO apTEepPUAIbHYIO
runeprensuto (JIAI'), nas koTopoil xapakTepHo pemoie-
JTUPOBAHUE APTEPUM U apTEPUOIT MAJIOTO KpyTa KPOBOO-
Opaienus. [ eMonuHaMudeckas XapaKTepUCTHKA TAKOTO
Bapuanra JII': naBieHue 3aKIIMHUBAHUS JIETOYHBIX Ka-
NUWUISIPOB <15 MM PT. CT. U OBBIIICHHOE CPeIHEe daB-
JICHUE B JIETOUHOM apTepuu >25 MM PT. CT., UBMEPEHHBIE
MIPU IPOBEJCHUH KaTeTePU3alUY MPaBbIX KaMep cepaLa
[1]. Cpenu JIAT Baxxnoe mecto 3anumaeTt JIAT, acconu-
vpoBaHHas ¢ TUPY3HBIMU 3a00JIEBAHUSIMHU COC/IMHU-
tenbHOM TKauu ([I3CT) u, npexae Bcero, ¢ CUCTEMHON
cxineponepmueii (CCH). MHTepec k 3TOMy BapuaHTy
JIAT o0ycIioBIIeH TeM, UTO €€ HaJruuue aCCOIMUPYETCS
C KpaitHe HeOJIaronpUsTHBIM IPOTHO30M Y ITAIUEHTOB C
J3CT, naxe npu npoBeaeHnH 3G PeKTUBHON 0a3UCHON
Teparuu 0CHOBHOTO 3a0o0seBanus [2]. CormacHo uMero-
LIUMCSL TaHHBIM, B cTpykType JIAD sta matonorus 3a-
Humaet 24 % [3]. 1o naHHBIM pa3nu4IHbIX aBTOPOB [4, 5],
Bcrpeuaemocts JIAT y manuentoB ¢ CCJ] cocTaBmsieT
5-12 %, ¢ cuctemuoit kpacuoit Bomyankoi (CKB) — 14
% [6], co cMernraHHBIM 3a00JIEBAHHEM COCTUHUTEILHOM
tkanu (C3CT) — 21-29 % [6]. ['oBopst 00 akTyaibHO-
CTH 00CYXJITaeMOU MPOOIEMBI, CIICAYET OTMETHUTD, YTO,
10 JIaHHBIM (PpaHIy3ckoro peructpa 2009 r., 3-neTHss
BbDKUBaeMOoCTh narueHToB ¢ CCJl B cpenneM goctura-
et 91,1 %, Ho pazsutue JIAI' mpUBOAUT K CHUKEHUIO
BbDKUBaeMocTH 10 56,3 % [2]. B peructpe PHAROS
1-, 3-, 5- u 8-1eTHSSA BEDKUBAEMOCTD IaueHToB ¢ JII,
accouuuposannoit ¢ CC/I, cocrasuna 95, 75, 63 u 49 %,
COOTBETCTBEHHO [7]. AHAJIOTMYHOTO MHEHMS NPHUIAEP-
JKUBAIOTCSI U KUTAUCKHUE MCCIEeI0BaTelNd, MOKAa3aBIIue,
YTO BeyIel MPUUUHON cMepTHOCTH narueHToB ¢ CCJI
sasiercst JIAT [8].

[Ipobnema cBoeBpemeHHOTr0 BhIsiBIEeHUS JIAL TecHO
CBSI3aHA C AKTyaJbHBIMU Ha CETONHSIIHUN JEHb BOIPOCa-
mu uarHoctuku JI3CT. D10 0coOeHHO BasKHO MPU MaJIo-
MaHU(ECTHBIX ¢ KIIMHUYECKON TOYKU 3peHUs Gopmax
3a00JIeBaHMsl, 3aTPYAHSIOIINX BEPUPHUKAIIUIO JUATHO3a
JI0 TIOSIBJICHUSI Pa3BEPHYTON KAPTUHBI TPABOKEITYIOUKO-
BOH CepJIeUHOM HEJJOCTATOYHOCTH, M HU3KOU MH(DOPMHU-

POBaHHOCTH Bpaueil 00Ieil pakTUKH 00 MMEIOLIHNXCS
BO3MOJKHOCTSIX OOCIICIOBAHUS U JICUCHUSL.

Cornacuo pexomenanusm ACR/EULAR 2013 . [9],
obHapyxenue JIAI' sBiseTcst onHUM M3 Kinaccuduka-
nnoHHbIX kputepueB nuarnosa CCJ. JIAI pazBuBaer-
Csl MPEUMYIIECTBEHHO y OOJIBHBIX JIMMUTHPOBAHHOM
¢dopmoit CCJl u siBisieTcs ceacTBUEM 00CTPYKTHBHOM
THNEPTPOPUUECKON BaCKYJIONATUN apTepUdl CPEeIHEro
u Menkoro kamuOpa. Ilomumo obGnapyxkenust JIAL, B
knaccugukanronnsie kputepun auarnoza CCA ACR/
EULAR 2013 r. BXOAST TaKue MOKa3aTeNu, KaK yToMIIe-
HHE KO)KH, TeJICaHTUIKTa31u, Hannaue henomena PeiiHo,
JUTUTATIbHBIE H3MEHEHUs], aHOMallbHasl KalWUISIPOCKO-
nuyeckas KapTHHa HOrreBoro Jjoxa, Hamuume CCJI-
cneruduueckux anturen [9]. Passurue JIAT npeumy-
LIECTBEHHO aCCOLMMPOBAHO C TUMUTHPOBAHHON (POPMOI
CCJ1, xoTopast XapakTepu3yeTcsi MEHEe BbIPaKEHHBIM
(¢uOpO30M KOXKH U CKYIHOCTBIO APYTMX CHMITOMOB.
B takom ciywae panssist nuarHoctuka CCJl kpaiine
3aTpyaHeHa. M Iuib CUMITOMBI TaKOrO OCJIOKHEHUS
CC/, xak JIAT, B 4aCTHOCTH, OJIbIIIIKA, CHHKOITAJIbHBIC
COCTOSTHHSI, CHHKEHUE TOJICPAHTHOCTH K (PH3MUYECKUM
Harpy3Kkam, CTAaHOBSITCSI IPUUMHOM IIepBOTO 00paIeHust
MAIUEeHTa 3a MEIULMHCKOM TOMOIIBIO, YTO MPOUCXOTUT
Ha I0OCTATOYHO TO3AHUX CTaIusIX 3a00IeBaHuUsl.

B cBs3u ¢ 9TUM HeJIb HACTOAIIETO MCCIETOBAHUS —
W3yYUTh HambOollee paHHHE KIMHUYECKUE NPU3HAKU
JIAT, accomuupoBannoit ¢ CCJ, mist cBoeBpeMeHHOM
€€ IMarHOCTHKHU.

Marepuaa 1 MeToAbl MCCACAOBAHMSA

B nccnenoBanue BkitoueH 51 manueHT ¢ IMMUTHPO-
BaHHo# Gopmoii CCI. Auarno3z CC/l ycranaBnuBacs
B COOTBETCTBUU C KIACCU(PUKALUOHHBIMH KPUTEPUIMHU
ACR/EULAR (2013). JlumutupoBannas ¢gopma CC/]
OLIEHMBAJIAaCh HA OCHOBaHMH JIOKAJIU3AI[MH KOXKHBIX U3-
MeHeHUH corntacHo kinaccuukanuu T. Medsger.

B pabore ucnonb30Baiy JaHHbIE perucTpa O0JbHBIX
JIAT" ®I'BY «<HMUIL] um. B. A. AnmazoBay M3 PO,
KoTopble OblIM 00cnenoBanbl B TeueHune 2015-2018 rr.
Hns Bepudukaunn nuarnosa JIAIT nmpuMeHeHbI peko-
menganuu ESC/ERS 2015 . [1].
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Knunmueckas XapaKTEePUCTUKA IMAIIVIEHTOB

Clinical characteristics of patients

Tlokasarenb CClln 6e3 JIAT, n=32 (63 %) | CClIn cJIAT, n=19 (37 %) p
BospacT, net 547 60+8 0,02
VIMT, kr/m? 26,2+5,3 25,7+4,5 0,82
Bpems mo mocranoBku guarnoda CCJI, mecsiib 163+135 174+126 0,57
MopnduumpoBanHblit KOKHbI cyeT G. Rodnan, 6asibt 8+5 1310 0,07
JlabopamopHuvie Uccre008aHUS

NT-proBNP, rir/mn 1634228 2430+2405 <0,001
MoueBast KMC/TOTa, MKMOJIB/TT 316122 509+140 <0,001
Turp AH®, Me (Q25; Q75) 1:1000 (1:1000; 1:3200) 1:3200 (1:1000; 1:3200) 0,35
Tun AH®, % (n): 0,078

He BBIABIEHO 0,0 (0) 0,0 (0)

TOMOT€EHHBIN 3,1 (1) 5,3 (1)

LIMTOIIA3MATIIe CKIIT 6,2 (2) 0,0 (0)

TPaHY/ISPHBII 31,3 (10) 53 (1)

SIPBIIIKOBDII 12,5 (4) 5,3 (1)

IIEHTPOMEPHBIN 46,9 (15) 84,1 (16)

Kanunnsapockonus Hoemesozo n0xa

IT/10THOCTD KAaMJIIAPOB, Kall/MM 7x1 6+1 0,009
Cuer yicna Kamusipos, % (n): 0,165

9-14 xanmWUIApOB/MM 19,3 (5) 6,7 (1)

7-8 Kann//LsIpOB/ MM 50,0 (13) 26,6 (4)

5-6 KammsIpoB/MM 26,9 (7) 60,0 (9)

<4 KanmIsIpoB/MM 3,8(1) 6,7 (1)
Cuer KonmyecTBa ajaprepanuii, % (n): 0,022

HET M3MEHEeHUI 0,0 (0) 0,0 (0)

<33 % n3MeHeH It 40,7 (11) 6,7 (1)

33-66 % u3MeHeH It 40,7 (11) 40,0 (6)

>66 % M3MEHEHUIT 18,6 (5) 53,3 (8)
[TarTepH, % (n): 0,281

HOPMaJIbHBII 11,1 (3) 0,0 (0)

«paHHMIT» 48,1 (13) 56,2 (9)

«aKTUBHBII» 18,5 (5) 6,3 (1)

«ITO3THUIT» 22,3 (6) 37,5 (6)

Boounnemusmoepagpus
ODB1, % 100£20 94+14 0,2
JKEJL, % 103+£19 98+12 0,3
OEJL, % 103+19 92+11 0,07
IIJIco, % 63+15 40+11 <0,001
Axoxapouoepagus
nOJIII, m1/m? 3147 26%5 0,03
KIIP JDK, mm 47+4 41+6 <0,001
IDK B mapactepHa/lbHOM CeYEHUM, MM 29+4 35+7 <0,001
Huamerp JIA, MM 2243 30+5 <0,001
AT na ITK, mc 121+14 7616 <0,001
OB JIX (o Simpson), % 63+4 637 0,58
ITnomanp IT1, cm? 16+3 26+7 <0,001
TAPSE, mm 2144 16+5 0,002
TASV, cm/c 13+2 10+3 <0,001
PCIIJIA, MM pT. CT. 3317 92121 <0,001
VTR, m/c 2,50,2 4,4+0,7 <0,001
Tecm 6-munymmoti x00b6b1

SpO, 1o Tecra, % 96,6+3,6 92,249,9 0,06
SpO, nocre tecta, % 97,2424 92,2+19,4 0,002
JlMcTaHus B TeCTe C 6-MUHYTHOM X0nb00i1, M 443+103 275+118 <0,001
OrjeHKa OfpIIIKY 110 IKaje bopra, 6amner 342 5+3 0,009

I[Tpumeuanne: sgecy u gamee CCI — mumutipoBaHHas popma cucteMHoit ckiepofepmu; ODBI — o6beM dopcrpoBan-
HOTO BBIJIOXa 32 1-10 ceKyHIy MaHeBpa (opcupoBarHHoro Boioxa; JKEJI - sxusHeHHast eMKocTb jrerkux; OEJI — o61mast eMKOCTb
nerkux; DLco — ¢ dysnoHHast cmoco6HOCTD JIETKIX IT0 MOHOOKCUAY yraepona; ITIT — mpaBoe mpencepaue; IDK- mpasbiit xerry-
nouek; TAPSE — aMmuTypa BVOKeHNA TaTepanbHOI acTy pruOPO3HOTo KOJIblia TPUKYCIAanbHoro kamnaHa; V TR — ckopocts
perypruTanyy Ha TpUKycrmpanbHoM KnamaHe; PCIIJIA - pacueTHOe CHCTOMIIECKOE [JAB/IEHNE B JIETOYHON apTepIL.
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Ji onieHKu KOHIeHTpauu N-TepMUHAIbHOTO MO3-
roBoro Harpuityperudeckoro nponentuaa (NT-proBNP)
HCIOJIB30BAIUCH TECT-CUCTEMBI AJIS 3JEKTPOXEMMUIIIO-
MHUHECLIEHTHOTO MeToaa Ha ananuzarope Elecsys (Ro-
cheDiagnostics). [IpoBoaniock nccienoBaHue ypoBHs
MOUYEBOM KHUCIOTHI. VccnenoBaHue aHTHHYKJIEAPHOTO
¢daxropa (AH®) npoBeaeHo Npu MOMOIIM METOA He-
npsaMoii mMmyHo(uroopecteHuun Ha Hep2-kieTkax,
OTIpenesICs TUTP U TUII cBeueHMsL. [[j1st oLleHKku crene-
HY TOPaYKEHUSI KOYKH UCTIOIBb30BaH MOITU(PUIIMPOBAHHBIN
koxHbIl cueT G. Rodnan. Kannnsipockonust HOrreBoro
noxa npoBoauiack Ha anmapare Levenhuk DTX90 npu
KOMHaTHOH Temmneparype. OlleHnBalINuCh KalUIUIIpOCKO-
MUYECKUIl MaTTepH U IUIOTHOCTh KANMUJUIIPHBIX HETENb.
[Ipon3BeneHa noayKkoINUECTBEHHAs OIIEHKA KauuIsIp-
HOH IJIOTHOCTU U uX aysrepauuid. [log HOpManbHBIM
MaTTepPHOM NMOHUMAIIM HaJH4Yhe COPMUPOBAHHBIX, Pe-
T'YJIIPHO PacIoyIOKEHHBIX KalUJUIIPOB, UMEIOLINX HOpP-
MasibHYI0 popMmy 1 auametp. [lox «panHuM» maTTepHOM
MOHUMAJIH HaJIMY1e HECKOJIbKUX TOMOT€HHO pacIllipeH-
HBIX KalUISPHBIX MIETENb C COXPaHHBIM pacIpeeIeH -
em. [lon «akTUBHBIM» MAaTTEPHOM MOHUMANIH HaJINYKE
OOJIBIIOTO YHCIIa TOMOTEHHO YBEINYEHHBIX KaruJIsp-
HBIX TI€TEeJIb, MUKPOTEMOpPparuii, HeOObIION 1e30pra-
HU3aLUHU CTPYKTYPBI KAMUIIISIPOCKOITNYECKON KapTHHBI,
IOJ] «IO3THUM» — HAJIMYKMe 3HAUMMOMN 1€30pTraHu3aluu
CTPYKTYpPBI KaluJUIIpOB, MPU3HAKOB HEOAHTHOTI€HE3a,
aBaCKYJISIPHBIX 30H.

Dxokapauorpapuueckoe ucciaeJOBaHHE BBIMOTHSIIN
COIVIACHO CTaH/AapTHOMY IPOTOKOIY OLIEHKH IPABbIX Ka-
Mep cepaua Ha anmnapare VIVID 7D (GeneralElectric,
CIIA). bogunnernsmorpadus mpoBeieHa Ha anmapare
MasterScreen (VIASYSHealthcareGmbH, T'epmanus).
Bcem manmeHTam BBINONHAJACh KaTeTepusalus mpa-
BBIX KaMmep cepAla TEepMOIMWIIOUUOHHBIM OajloH-
HeIM KareTepoM (7FSwan-Ganzcatheter, Corodyn TD,
B.BraunMedicalLtd., T'epmanus).

CratucTU4ecKuil aHajau3 JaHHBIX MPOBEJEH C HC-
MOJIb30BaHUEM CTATUCTUUECKON MporpaMMbl «Statistica
10.0» mns Windows (StatSoftinc., CLLA).

Pe3yAbTaTbl MCCAGAOBAHMUS M UX 00CYKAEHHE

Knmaunueckas XxapakrepucTHKa MAlMeHTOB MpHBEsie-
Ha B Tabn. 1. Meauana Bo3pacTa B MCCIEAyEMOH TIpyIl-
nie cocramia 58 [49; 62] ner. [lanumentst ¢ JIAI' Obun
3HaYMMO cTapire nanueHToB 6e3 JIAIL, uro cormacyercs
C JaHHBIMH, oITyOnuKoBaHHbIMU paHee [ 10, 11]. BonbHbie
JIByX HCCIIEAYEMBIX TPYMIl HE PAa3INYaINCh MO JUTUTENb-
HocTH cymiectBoBanus cumnromoB CCJl u o BpemeHu
OT MOMEHTa MOSBJIEHHS CHUMIITOMOB 0 YCTaHOBJIEHUS
yKa3aHHOTO JuarHosa. B rpynmax ne ObLIO paznuuuii B
Moru(UIPOBaHHOM KoxkHOM cuete G. Rodnan, B yacTo-
Te 0OHapyKEHHUSI Pa3HBIX TUIOB KAITMUIIPOCKONYECKUX
narrepHoB. OiHAKO ObLIN BBISBIICHBI PU3HAKK O0JIee 3Ha-
YMMOTO MOPaKE€HHsI KalMJUIIPHOTO pyciia: YCTaHOBJICHbI
pasnuuusl B MOITYKOJIWYECTBEHHOM OLIEHKE ayibTepaluii, a
TaKXe B TJIOTHOCTH KallWJLIAPOB HOI'TEBOTO JIOXKa. Pa3mu-
ynii B TUTpe 1 Tune ceeueHnss AH® mexy rpynmaMu He
o0Hapy»KeHo. YcTaHOBIIEHa OoJiee BEICOKast KOHIIGHTPALIUST
NT-proBNP 1 MoueBoii kucioTsl y nareHTos ¢ JIATL Ot-
MedeHa TeHICHIMSI K HATMYHIO 0oJiee BHICOKOTO KOYKHOTO
cuera G. Rodnan y maruenros ¢ JIAT.

1% 1%

4%

12%

11% 54%

16%

u AT 1% ® HacneacTeeHHan JIAT
O3CT-NAT = JIAT-KkopBIMC

= JIATHekopBINC NAT-BMY

® Jlar nopTony/ibMoHa/IbHaa m JIAT-NC

Pacnpenenenne mamuenToB ¢ JIAL, BKIIIOYEHHBIX B PETUCTP
HMMUILI um. B. A. AnmasoBa, 1o HO30JI0THYECKUM (hopMam

Distribution of patients with PAH included in the register
of the V. A. Almazov NMRC, on nosological forms

3aKOMEepHBIMHU NPEICTABIISIOTCS HAJTHYHE 001 BbI-
PaKEHHBIX dXOKapAUOrpaduueckux U3MEHEHHH, OTpa-
YKAIOIIMX MTPOLECC PEMOAETUPOBAHMS IPABBIX Kamep, y
nanueHToB ¢ JIATL, a Taxoke cHuxeHue TUQQPy3nOHHON
CIOCOOHOCTH JIETKUX, TOJEPAHTHOCTH K (PU3MUYECKOU
Harpy3ke 1o JaHHBIM TecTa ¢ 6-MHHYTHOW XOAbOOH B
codeTaHHu ¢ OoJiee 3HAUMMOMH Jiecarypanueii mocie 3a-
BEpILEHUS TeCTa.

Amnanusupys qanaslie peructpa 0onpHbIX JIAI @T'BY
«HMMUIL] um. B. A. AnmmazoBa» (n=162), cieayer oT-
MeTUTb, 4T0 1107151 O0nbHBIX ¢ JI3CT cocrabuiu 15,4 %
(n=25) (pucyHOK).

Cpenu nanuentos JIAT, accouunposannoii ¢ CC/,
7 manMeHTaM peBMaTOJIOTHYECKNU 1MarHo3 yCTaHOB-
JIeH mocJie o0ciieJoBaHus B SKCIIEPTHOM LEHTPE 10
nosoay JII, Torna xak ocTajnbHbBIE NMALIUEHTHl paHee
HaO0JI0AaINCh PEBMATOJIOTaMH 10 MECTY JKUTEIbCTBA
(Tabum. 2).

[ManmenTs! 00EMX IPYII HE PA3IUYAINCH M0 HAJIH-
YHIO KIIMHUYECKUX MTPOSIBICHUI CEpAECUHON HEI0CTaTou-
HOCTH, CHUHKOIIAJIbHBIX COCTOSIHUI U Te€J€aHTuIKTa3uil.
He ycranoBneHo pa3nuuuil 1 B MOIyKOJINYECTBEHHON
OlLIEHKE KalWUIIPHOW MJIOTHOCTU U anpTeparnuil. Tak-
e He OBbLIO BBISIBIICHO Pa3In4Mid B THIIE CKIIEPOACPMU-
YECKOT0 MaTTepHa: BCE BUBI NAaTTEPHOB BCTPEUYAIUCH
C paBHOH 4acTOTOH B 00EUX Tpymmax.

JIAT B ctpyktype CC/l, B oTIMune OT uauonaTuye-
ckoit JIAT, sBisieTcst MeHee O1aronpusITHON B OTHOLIE-
HUH BBKMBAEMOCTH, YTO HAIVISTHO IPOJEMOHCTPHPOBA-
HO NIPY aHaIM3€e JaHHBIX Poccuiickoro HaIMoHaIbHOTO
peructpa [12]. Pannee oOHapyxkenue JIAI' y Takux
MAIMEHTOB MOXKET 3HAYUMO YITy4IIUTh POTHO3, B CBS-
3 ¢ 4eM HeoOXOAMMO JenaTh yIop Ha PaHHIO AHa-
rHocTuKy JIAI. YcTaHOBIEHHbIE pa3ianuus B TSKECTH
KallMJUIIPHOTO pycia (B MOMYKOJMYECTBEHHON OIIEHKE
aJIbTEpaLMi, B INIOTHOCTH KalIMJUISIPOB HOI'TEBOT'O JIOXKA)
MOATBEPKIAIOT OMYyOJIMKOBaHHBIE paHee JaHHbIE O B3au-
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Knnanyeckas xapakrepucruka nmanneHTos ¢ JIAT, acconmmposannoii ¢ CCJI, mpu paspgeneHny Ha IPyIIIbI
IO IEPBUYHOMY JMAaTHO3Y

Table 2

Clinical characteristics of patients with PAH associated with SSc divided into groups by primary diagnosis

ITepBuunbiit nuaraos CCJI, TTepBuunbiil nuarnos JIAT,
Hoxasarens P n=121?63 %) : P n=7 (§7 %) P
Bospacr, ner 59+8 60+9 0,9
VIMT, xr/m? 27,4+4.,2 24,8+4,6 0,24
Bpems go nocranoBky guarHosa JII, mecArpl 25+16 38+21 0,190
Bpewms o moctanoBky fuaraosa CCJI, MecsIer 253+128 129+105 0,043
MopudurmmposanHbiit KOKHbI caeT G. Rodnan, 6amst 13+10 14+10 0,927
Jlabopamopruvie uccred08anus
NT-proBNP, nr/mn 3239+3196 1865+1616 0,626
MoueBast KMC/IOTa, MKMOJIb/JT 4721136 526+145 0,533
Tutp AHO, Me (Q25; Q75) 1:3200 (1:1000; 1:3200) 1:1280 (1:1000; 1:3200) 0,855
Kanunnapockonus Hoz2meso2o 710#a
[T10THOCTD KaNM/IAPOB, Kall./MM | 5+1 | 6+1 | 0,764
Boounnemusmoepapus
O®BI, % 95+12 93+15 0,574
OEJI, % 9149 93+12 0,574
Nupexc Tudduo, % 8516 797 0,043
IJIco, % 4249 39+13 0,557
Axoxapouozpagus
nOJITT, mn/m? 28+5 25+5 0,348
KIP JUK, mm 40+6 42+5 0,608
IDDK B mapacTepHalIbHOM CeYeHNM, MM 3747 34+7 0,239
Huametp JIA, MM 31+6 30+6 0,551
AT na I1K, mc 73+12 78+19 0,733
@B JIXK (mmo Simpson), % 6218 64+6 0,961
ITnomanap ITT1, cm? 28+7 25%7 0,556
TAPSE, mm 18+5 15+4 0,347
TASV, cm/c 10+2 9+3 0,669
PCIJIA, MM PpT. CT. 98423 88+20 0,331
VTR, m/c 4,5+0,8 4,3+0,6
Tecrm 6-MuHymHoti X00b6b!
SpO, po Tecta, % 94,3+2,5 91,4+11,6 0,838
SpO, mocre Tecta, % 87,5+0,7 93,6+22,1 0,770
JlyctaHuus B TeCTe ¢ 6-MUHYTHOI X0Ab00It, M 30877 257+134 0,420
OrreHka ofpIIIKM 110 IKae bopra, 6amibt 5+3 612 0,475
Kamemepusayus npasvix kamep cepoya

IJIA cpepnee, MM PT. CT. 49+13 52+13 0,472
J3JIK, MM pT. CT. 13+6 117 0,451
IIBJI, MM pT. CT. 716 86 0,513
CU, n/(muu-M?) 2,28+0,82 2,33+0,500 0,960
JICC, guH-c-cM™® 9911791 8001344 0,933
SvO,, % 6215 66+10 0,450

MOCBSI3M MEX/Ty 3TUMH TTapameTpamu 1 HamnaneM JIAT
y manuenToB [11]. Taxke panee ObUTH OMYOIMKOBAHBI
JTAHHBIE O HAJIMYUH KOPPEISIINN MEKIY KOKHBIM CIETOM
G. Rodnan u psgom sxoxapanorpaduvecKiux u3MeHe-
HUH, OTPaKArOIIKX MPOIIECC PEMOJICITNPOBAHIS TTPABBIX
kamep [11]. B HacTosmeM nccaenoBaHnN TakKe OTMe-
YeHa TeHJEHIUS K Ooiee BHICOKOMY KOXXHOMY CUETY
y nanueHTosB ¢ JIAT.

HeoOxoaumocTh HasHaueHus: nanueHtam ¢ JIAT,
accormupoBanHoi ¢ CCJ/], koMOMHIPOBAHHOM Tepanuu

JIAT n CCJl, a Taxxe KpaiiHe HEOIAarompUATHBIN MPO-
THO3 JAUKTYIOT HEOOXOIMMOCTh Oosiee paHHEH JAuarfo-
ctuku CC/] u ee ocnmoxxaeHHBIX hopM. B 37 % ciaydaes
CC/J1 Obua BepuumpoBaHa mocjae yTOYHEHUS TeHe3a
JII" B 3kciepTHOM LieHTpe. PaHee MHOCTpaHHBIMU aBTO-
pamu [3] OpLIa TOKa3aHa HEOOXOMUMOCTh CKPUHUHTA Ha
CC]J] marueHToB ¢ MpeArnojaraeMoi WInOMaTHIeCKOM
JIAT. B ux uccnemoBanuu CC/] Obu1a moarBepxkacHa
B KaueCTBE OCHOBHOTO JuarHosa y 24 % maIiueHTOB
C TIpenarnonoXuTeapHoN nanonaruaeckoit JIAIL. Cormac-
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HO MEXAyHapoAHbIM pexkoMenaausm 2015 r. [13], na-
LIMEHTAaM C BIEPBBIE BBIBICHHOMN uanonatuaeckoit JIAT
00s13aTeNbHO JIOJKEH MPOBOAUThCS cKpuHUHT Ha JI3CT.
V nanuento ¢ CCJI cunapom PeitHo MOXKeT JNIUTETBHO
MIPE/IIIeCTBOBATH MOSBICHUIO IPYTUX KIMHUUECKUX IPH-
3HAKOB ATOT0 3a00seBanus [ 14], K KOTOPBIM OTHOCHUTCS,
B ToM uncie, u JIAT. CornacHo npeAcTaBlIeHHBIM paHee
naHHbIM [15], BcTpewaemocTh cuHapoma Peiino y ma-
nueHToB ¢ uauonatudeckor JIAI cocrasisget 5 %, yto
JIOJI’KHO HATAJIKKUBATh HA MBICJIb O BO3MOKHOM HaJTUYUU
CCJl y Takux NaIMeHTOB U 0 HEOOXOAMMOCTH KOHCYJTh-
TallUd PEBMATOJIOTa U MPOBEACHUS TOTOIHUTEIbHBIX
JMUATHOCTUYECKUX MaHUMYISIITNM, TAKUX KaK Karmuis-
POCKOIUS HOTTEBOTO JIOXKa U onpenenenue Tutpa AHO ¢
MOCIETYIOIINM CKPUHIUHIOM aHTUHYKJICapHBIX aHTUTEI
B UMMYHOOJIOTE Tipu TipeBbimieHnr TuTpa AH® Oonee
1/160. B Hamewm nccienoBaHuy MaHUEeHTHI C IEPBUYHO
YCTaHOBJICHHBIM auarHo3oM JIAI' u manueHTsI ¢ nep-
BUYHO ycTaHOBJICHHBIM quaruno3oM CCJl He oTinyanuch
JIPYT OT ApyTa IO MOy, BO3PACTY U OCHOBHBIM KIHMHHUKO-
AHAMHECTHYECKUM, JIAOOPATOPHBIM U UHCTPYMEHTAIIb-
HBIM TIOKa3aTeJsiM, YTO 00YCIIOBICHO OJIHUM U TE€M Ke
MEXaHU3MOM Pa3BUTH 3a00JIEBaHUS BHE 3aBUCHMOCTH
OT TIEPBOI KIIMHUYECKON MaHU(ECTAIIH.

B o6cnenoBanmn 60mbHbIX JIAL moKHA y4acTBOBATh
MYJABTUAUCIUIUIMHAPHAS KOMAH/Ia, YTO MO3BOJIUT CBOE-
BPEMEHHO Bepu(UIMPOBaTh AUarto3. MamoMmaHudect-
Hbie popmbl CCJI 1 OTCYTCTBHE 3HAHUIA CIICITUAITUCTOB He-
PEBMATOJIOTHYECKOTO PO HIIst 00 STOM MaTOIOTUH MPH-
BoauT K no3nueit auarnoctuke CCJl v, COOTBETCTBEHHO,
K OoJiee Mo3THEMY CTapTy MaTOTCHETHUYECKOM Teparuu.
[Tpu o6cnenoBanuu nanueHta ¢ cumnromamu JIAL Bpa-
YOM OOIIIEH TPAKTUKH, TPEXK]IE BCETO, CICAyeT 00paIiarh
BHUMaHue Ha Hanmune CCJl-crienmgpuueckoro n3MeHeHus
nables (oreka naneies (puffyfingers), ckieponakTuimy,
JIUTUTAIIBHBIX PYOYHKOB, TUTUTAIIBHBIX SI3B), CUHAPOMA
Peiino u Tenneanruskrazuil. Takoil HOIXo ITI03BOJIUT CBOE-
BPEMEHHO PEKOMEHI0BATh HE TOJIBKO KOHCYIBTAIIUIO Kap-
Juosora, Ho U peBmarosora st uckiouenuss CCII.

3akAlouenune

B uccnenoBanuu npoieMOHCTPUPOBAHA B3aUMOCBSI3b
MEXY TSKECTBIO MOPAKEHUs KAIWLIAPOB HOITEBOIO
noxa uJIATL. Takum 00pazoM, KanuiIsIpOCKONHUsS HOT-
TEBOTO JIOXKA, HApSAAY ¢ MOAU(UIMPOBAHHBIM KOKHBIM
cuetoM G. Rodnan, npu nmumurupoBannoii popme CCJL
MOJKET UCIIOJIb30BaThCs ISl OLICHKU BEPOSATHOCTH HAJIU-
ynst JIAT. YeTkoe BHINOIHEHUE AITOPUTMOB TUarHOCTH-
KU TIO3BOJIUT CBOEBPEMEHHO BEpH(UIIMPOBATH UATHO3 U
OyzeT crmoco0CTBOBATH YIYUIICHHIO KA9€CTBA OKA3aHHS
MEJULUHCKON ITOMOLIY.

KoHdpankt untepecos / Conflict of interest
ABTOpBI 3asBHJIH 00 OTCYTCTBHH KOH(DIIUKTA HHTEPE-
coB. / The authors declare no conflict of interest.

CoorBercTBMe HOPpMam 3THKM

UccnenoBanne 0100peHO DTHYECKUM KOMHUTETOM
denepanbHOrO TOCYJapCTBEHHOTO OIOIKETHOTO yu-
pexnenus «HanroHanbHbIN MEAUIIMHCKUHN HCCIe10Ba-
TenbcKui 1eHTp uM. B. A. AnmazoBa» MunuctepcTsa
3npaBooxpanenus Poccuiickont denepanuu.

Auteparypa /References

1. ESC/ERS Guidelines for the diagnosis and treatment
of pulmonary hypertension, 2015. Doi: 10.1093/eurheartj/
ehv3li7.

2. Hachulla E, Carpentier P, Gressin V. Risk factors for
death and the 3-year survival of patients with systemic sclero-
sis: the French ItinérAIR-Sclérodermie study. Rheumatology
(Oxford). 2009,;48(3):304-308. Doi: 10.1093/rheumatology/
ken488a.

3. Cavagna L, Codullo V, Ghio S, Scire CA, Guzzafame E,
Scelsi L, Rossi S, Montecucco C, Caporali R. Undiagnosed
connective tissue diseases. High prevalence in pulmonary arte-
rial hypertension patients. Medicine. 2016,95:39(e4827). Doi:
10.1097/md.0000000000004827.

4. Ahmed S, Palevsky H. Pulmonary Arterial Hyperten-
sion Related to Connective Tissue Disease: A Review.Rheum
Dis Clin North Am. 2014;40(1):103—124. Doi: 10.1016/j.rdc.
2013.10.001.

5. Le Pavec J, Humbert M, Mouthon L. Systemic Sclerosis-
associated Pulmonary Arterial Hypertension. Am J Respir-
Crit Care Med. 2010;181(12):1285—-1293. Doi: 10.1164/rccm.
200909-1331pp.

6. Cottin V. Pulmonary arterial hypertension in connective
tissue disease. Rev Mal Respir 2006, 23:13S61-72. Doi: 10.
1016/50761-8425(06)71798-3.

7. Kolstad KD, Li S, Steen V, Chung L. PHAROS Investiga-
tors. Long-Term Outcomes in Systemic Sclerosis-Associated
Pulmonary Arterial Hypertension From the Pulmonary Hyper-
tension Assessment and Recognition of Outcomes in Sclero-
derma Registry (PHAROS). Chest. 2018, 154(4):862-871. Doi:
10.1016/j.chest.2018.05.002.

8. Hu S, Hou Y, Wang O, Li M, Xu D, Zeng X. Prognostic
profile of systemic sclerosis: analysis of the clinical EUSTAR
cohort in China. Arthritis Res Ther. 2018;22;20(1):235. Doi:
10.1186/513075-018-1735-4.

9. ACR/EULAR Classification Criteria for Scleroderma.
London: BMJ Publishing Group Ltd; 2013. Doi: 10.1177/
155989771318003.

10. Chang B, Schachna L, White B et al. Natural history of
mild-moderate pulmonary hypertension and the risk factors for
severe pulmonary hypertension in scleroderma. J Rheumatol.
2006,33:269-274.

11. Iouck Knunu4eckux npeouKmopos 1e2ouHou 2unepmeH-
3UU Y nayueHmos ¢ cucmemHou ckiepooepmueti/H. A. Knayc,
M. A. Cumaxosa, A. JI. Macaanckuu, O. M. Mouceesa // Hayu.-
npakm. pesmamon. —2018. — T. 56, Ne 5. — C. 586-590. [Kly-
aus NA, Simakova MA, Maslyanskij AL, Moiseeva OM. Poisk
klinicheskih prediktorov legochnoj gipertenzii u pacientov s
sistemnoj sklerodermiej. Nauchno-prakticheskaya revma-
tologiya. 2018,56(5):586—590. (In Russ.)].

12. Cumarosa M. A., Macnanckuii A. JI., Hatimywun A. B.
u Op. Ocobennocmu OUAeHOCMUKU 1€20YHOU APMePUATbHOU
2UNEPMEH3UU Y NAYUEHINO8 C CUCIMEMHOLL CKiepodepmuetl //
Pocc. kapouonoe. scypn. — 2016. — T. 21, Ne 11. — C. 60—
65. [Simakova MA, Maslyanskij AL, Najmushin AV, Kly-
aus NA, Moiseeva OM. Osobennosti diagnostiki legochnoj
arterial’'noj gipertenzii u pacientov s sistemnoj skleroder-
miej. Rossijskij kardiologicheskij zhurnal. 2016;21(11):
60—-65. (In Russ.)].

13. Galie N, Humbert M, Vachiery JL et al. authors/ Task
Force Members 2015 ESC/ERS Guidelines for the diag-
nosis and treatment of pulmonary hypertension: The Joint
Task Force for the Diagnosis and Treatment of Pulmonary
Hypertension of the European Society of Cardiology (ESC)
and the European Respiratory Society (ERS): Endorsed by:
Association for European Paediatric and Congenital Car-
diology (AEPC), International Society for Heart and Lung

www.microcirc.ru 18(1) /2019 Regional hemodynamics and microcirculation 53



OPUTMHAABHBIE CTATbU (kAnHnueckne nccaeaoanms) / ORIGINAL ARTICLES (clinical investigations)

Transplantation (ISHLT). Eur HeartJ 2015,;46.:903-975. Doi:
10.1183/13993003.01032-2015.

14. Koenig M, Joyal F, Fritzler MJ et al. Autoantibodies
and microvascular damage are independent predictive fac-
tors for the progression of Raynaud s phenomenon to systemic
sclerosis: a twenty-year prospective study of 586 patients, with
validation of proposed criteria for early systemic sclerosis.
Arthritis Rheum 2008,58:3902-3012. Doi: 10.1002/art.24038.

15. Clements PJ, Tan M, McLaughlin VV et al. The pul-
monary arterial hypertension quality enhancement research
initiative: comparison of patients with idiopathic PAH to pa-
tients with systemic sclerosis-associated PAH. Ann Rheum Dis.

2012;71:249-252. Doi: 10.1136/annrheumdis-2011-2002635.

Uudgopmaums 06 aBropax

Kastyc HataAust AHApeeBHa — acrnpaHT KacheApbl BHYTPEHHMX
60Ae3Her HauMoHaAbHOrO MEAMLIMHCKOTO MCCAEAOBATEALCKOTO
ueHTpa uM. B. A. AamasoBa, e-mail: klyausn@mail.ru.

CumakoBa Mapus AAeKCaHAPOBHA — KaHA. MEA. HayK, CTap-
WM HayYHbIA COTPYAHMK Hay4HO-UCCAEAOBATEALCKOM Aabopa-
TOpuK KapanommonaTuit HauMOHaAbHOrO MEAMLIMHCKOrO MC-
CAEAOBATEABCKOTO LieHTpa MM. B. A. AamasoBa, e-mail: maria.
simakova@gmail.com.

Macasinckuit Arekceit A€OHMAOBMY — KaHA. MEA. HayK, CTap-
LM HAYYHbIA COTPYAHUK HAyYHO-UCCAEAOBATEALCKOM AabOpaTO-
puM peBMaToAOrMK HalMoHaAbHOrO MEAMLIMHCKOIO UCCAEAOBA-
TeAbCKOrO LieHTpa uM. B. A. AAMazoBa, e-mail: esc_4@mail.ru.

MounceeBa OAbra MmuxalAOBHA — A-p MEA. HayK, AMPEKTOP
MHCTUTYTa CepALla U COCYAOB HaLIMOHaALHOTO MEAMLIMHCKOTO MC-
CAEAOBATEALCKOTO LIEHTPA MM. B. A. AAmazoBa, e-mail: moiseeva.
cardio@gmail.com.

Author information

Klyaus Nataliya A. - MD, postgraduate student of the depart-
ment of the internal diseases of Almazov National Medical
Research Centre, e-mail: klyausn@mail.ru.

Simakova Maria A. — MD, PhD, senior researcher of the
department of research laboratory of cardiomyopathies of
Almazov National Medical Research Centre, e-mail: maria.
simakova@gmail.com

Maslyanskiy Aleksey L. — MD, PhD, senior researcher of the
department of research laboratory of rheumatology of Almazov
National Medical Research Centre, e-mail: esc_4@mail.ru.

Moiseeva Olga M. — MD, DSc, director of the institute
of heart and vessels of Almazov National Medical Research
Centre, e-mail: moiseeva.cardio@gmail.com.

54 PernonapHoe kpoBooOpaueHme 1 MUKPOLIMPKYASILIMA 18(1) /2019 www.microcirc.ru



