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Llenb: npoBecTM KOMNIEKCHBIA aHANU3 KIMHUKO-(YHKLWUOHANIBHOIO 1
reMOANHaMN4YecKoro cTatyca nauueHTOB C JIEr0YHON apTepuanbHOR
runepteHsunen (J1Al), accouMMpoBaHHON C CUCTEMHbIM 3a00/1EBAHNEM
coeauHuTenbHoi Tkann (JJAF-G3CT).

Matepuan n MeTofbl: B UCCIIEL0BAHMN NPUHANN y4acTue 68 naumen-
T0B ¢ JIAT-C3CT, HabntofatoLmxcs B OTAESe Ier04HON runepTeH3nm u
3ab6onesaHnii cepaua ®rey «<HMUL kapamonorum um. ak. E.N. Yaso-
Ba» MuH3gpasa Poccuu. MpoBefeH CPaBHUTENbHbINA aHANU3 KITMHNYe-
CKNX, DYHKLMOHAMbHbIX, FeMOANHAMMYECKNX NapaMeTpoB. [narHos
yCTaHaBAWBaNCs B COOTBETCTBMW C anrOpuTMOM, NPEASIOKEHHbIM B
eBpasunncknx (2019 r.) n pocCMNCKMX peKoMeHAaLMAX N0 LUarHoCTm-
Ke n neveHuio JIIM (2020 r.).

PesynbTatbl: npu aHanuse atnonorum G3CT y 35 (51,5%) naumen-
TOB BbIfIBJIEHA CUCTEMHAs ckrepogepmusd, y 11 (16,2%) naumeHToB —
CMeLIaHHOe 3a60neBaHne COEAMHUTENBHON TKaHu, y 22 (32,3%) —
nHble G3CT. MeanaHa BpemMeHn OT BO3HMKHOBEHMS cumnTomos JIAT
[10 NepBoro obpalleHns coctasuna 4 mMecaua, a 0T Nepsoro o6paltie-
HMA [0 nocTaHoBKK auarHosa JIAI — 7,5 mecsaues. MeauaHa Bo3pac-
Ta maumeHToB coctasuna 59,5 net, 94,1% nauueHToB — XXEHLLMHBI.
Meganana guctaHuum B TecTe 6-MUHYTHOR X04b0bl (TBMX) coctasm-

Bknapg aBTOpoB. Bce aBTOpblI COOTBETCTBYIOT KPUTEPUSIM aBTOPCTBA
ICMJE, npuHumanu yyactue B NoAroToBKe CTaTbu, Habope matepuana u
ero o6pabotke.

WHchopmaums 0 KOH(IMKTE MHTEPecoB. ABTOPbI 3aABNSIOT 06 OTCYTCTBUM
KOHNNKTA MHTEPECOB.

duHaHcupoBaHue cTaTbi. PaboTa BbinosHeHa 6e3 3aJeliCTBOBaHNSA rpaH-
TOB W (PUHAHCOBOI MOAAEPXKKM OT OBLLECTBEHHBIX, HEKOMMEPHECKMX W
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na 345 (259,25-400,00) m, 4yto cooTBetcTByeT Il PpyHKLMOHANBHOMY
knaccy (®K) (BO3), meanana ogbiwkmn no bopry 5 (3,0-6,0) 6annos.
Mpwn atom 12 (17,7%) naumentam T6MX He nposBoguncs B CBA3M C
TSXKECTbIO COCTOAHNA. [1pK KaTeTepusauum npasbiX OTLENOB cepaua
(meomaHa): cpefiHee fasnieHue B nierovHoit aptepum 51,0 (35,5-62,0)
MM pT. CT., CepheyHblit uHaekc 2,1 (1,7-2,5) n/MuH/M?, nerovHoe
cocyauctoe conpotusneqne 11,48 (5,99-15,71) egmnny Bypa. Go-
r1ACHO Pa3NYHbIM LUKanaM OLEHKM pUcKa 60NbLWIMHCTBO NaLUeHToB
¢ JIAT-C3CT oTHOCMANCb K rpynne BbICOKOrO pUCKa NETanbHOCTH:
60NbWUHCTBY naumeHTos (88,3%) nHuunMpoBaHa KOMOUHMPOBAHHAA
NAT-cneunduyeckan Tepanus: 42,7% — ABOWMHasA, 8,8% — TponHas
NAT-cneundmyeckas Tepanms.

3akntouenmne: JTIAT-C3CT B pOCCMIACKOIA NpakTUKe XapakTepusyeTcs
NO3[Hel ANAarHOCTUKOIA: y BMepBble BbIABNEHHbIX NALMEHTOB 0TMeYa-
I0TCA 3HAYUTENIbHbIE (PYHKLMOHANbHBIE U TEMOLUHAMWNYECKINE HApY-
LUEHWS, BbICOKUIA PUCK NETANbHOCTM, YTO TPeOyeT Ha3Ha4YeHMs KOMOK-
HUpoBaHHoii JTAT-cneundmnyeckoii Tepanuum.

Kniouesble cnosa: fiero4Han apTepuanbHas runepTeHsmns, acCoLnmnpoBan-
Hble (hOPMbI, CUCTEMHbIE 320051eBaHUS COEANHUTENBHON TKaHU, CTpaTu-
thukaums pucka, JIAT-cneundpunyeckas Tepanus.

KOMMEPYECKIMX OpraHu3aLil.

Wndhopmaums u cobnrogesune aTHHECKUX HOPM. liccneoBaHe BbINOTHEHO
B COOTBETCTBMM C NPUHLMNAMU XeNbCUHCKON AeKnapauui; 0406peH0 He-
3aBUCUMbIM JTYECKUM KOMUTETOM HU KNMHWYECKOM Kapanonorum nm.
AJ1. MscHukosa ®IBY «HMMULL kapauonorum um. akagemuka E.N. Yazo-
Ba» MuHaapasa Poccuu.
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SUMMARY

Aim: to evaluate demographic and disease characteristics in pulmonary
arterial hypertension associated with connective tissue disease (PAH-CTD)
patients.

Materials and methods: the study enrolls 68 patients with PAH-CTD. These
patients were diagnosed in department of pulmonary hypertension and heart
disease of the E.I. Chazov National Medical Research Centre of cardiology.
Clinical, functional and hemodynamic characteristics of PAH patients were
examined. The diagnosis was confirmed according to Eurasian (2019) and
Russian (2020) guidelines for the diagnosis and treatment of pulmonary
hypertension.

Results: Of 68 patients with CTD 35 (51,5%) had systemic sclerosis, 11
(16,2%) — mixed CTD, 22 (32,3%) — other CTD. The median time from PAH
onset to first visit to health care worker was 4 months, the median time
from first visit to PAH diagnosis was 7,5 months. The median age was 59,5
years, 94,1% patients were women. The median 6-minute walking distance
(6MWD) was 345 (259,25-400,00) m, which was corresponding to WHO
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functional class Ill, the median Borg dyspnea index was 5 (3,0-6,0). 12
(17,7%) patients did not undergo 6MWD due to severity of their condition.
According to right heart catheterization data the median mean pulmonary
arterial pressure was 51,0 (35,5-62,0) mmHg, the median cardiac index
was 2,1 (1,7-2,5) liter/min/m?, the median pulmonary vascular resistance
was 11,48 (5,99-15,71) Wood units. According to several risk stratification
calculators, the vast majority of patients were at high risk of 1-year mortality:
due to risk status, PAH-specific therapy was initiated to 88,3% patients:
42,7% received double and 8,8% — triple PAH-specific therapy.
Conclusions: In Russian clinical practice, PAH-CTD is characterized by late-
onset diagnosis. Newly diagnosed patients have significant functional and
hemodynamic impairment, high risk of 1-year mortality, which results in
combined PAH-specific therapy initiation.

Key words: pulmonary arterial hypertension, associated conditions,
connective tissue diseases, risk stratification, PAH-specific therapy.
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OPUIHATIbHAS CTATbS
JIAC Y NMALMIEHTOB C C3CT

BBEJIEHWE

NerouHan aptepuansHas runepteHsus (JIAIN) asnaetca peakum
3a6onesaHuem cepLe4Ho-COCyAMCTON CMCTEMBI C NPOrpeccupyio-
UM TeYeHMeM W HebnaronpuaTHbIM nporHosom [1]. [uc6anaHc
MEX[y Ba30KOHCTPUKTOPHLIMU U BA30ANNATUPYIOLLUMM CYOCTaH-
LUAMM C aKTMBALME CBEPTbIBAOLLENA CUCTEMbI KPOBU NPUBOANT
K MOBbILLEHMIO N1ero4YHoro cocyguctoro conpotusnenus (JICGC) un
[aBrneHus B neroyHoi aptepun (OJ1A) ¢ nocnegyrowum pemoge-
NUPOBaHNEM COCYLOB Manoro Kpyra KpoBoo6palleHus, npasoxe-
NYL04KOBOI CepAe4HON HefoCTaTOMHOCTU U NMPEeXAeBPeMEHHO
cMepTu nauueHTos [2,3].

Mo AaHHbIM 3apy6exHbIX perncTpos, nauuenTsl ¢ JIAI, accoun-
MPOBAHHOI C CUCTEMHbIM 3a60J1eBaHNEM COEANHUTENIbHOW TKaHW
(NMAT-C3CT), npeAcTaBnsoT Hambomee 4acTyto U3 accounnpoBaH-
Hbix copm JIAT [1,4]. Mo marepmanam pOCCWUIACKOrO Perucrpa,
JIAT-C3CT 3aHMMaeT TpeTbe MecTO no PacnpoCTPaHEHHOCTU Mo-
cne JIAT, accounupoBaHHOM C BPOXAEHHLIMW NOpOKaMu cepaua
(36,6%), coctasnan 19,3% [5].

CuctemHble 3a6001eBaHNA coefuHuTeNnbHON TKaHm (C3CT) npea-
CTaBNAOT CO6OW rpynny reteporeHHbIX 3abosieBaHuin, Hanbonee
pacnpoCTpaHeHHbIM U3 KOTOPbIX ABNAETCA CUCTEMHAA CKNepojep-
Mus (CCL). JAT sBNSIeTCA OLHUM M3 TAXKENbIX 0cnoxHeHuin C3CT.

1,50%

33,80%

O6was pacnpoctpaHeHHocTb JIA[ cpeau naumeHtos ¢ CGL co-
cTaBnser 6,4% (95% [N 5-8,3%) [6]. PacnpocTtpaHenHocTs JTAT
npu apyrux C3CT MeHee U3yyeHa, 4To 06yCNaBINBAETCH MEHbLLEN
BbIABNAEMOCTbIO [7].

CCH - cucTeMHOe ayTOMMMYHHOE 3abonieBaHue, XxapakTepuay-
IOLLEECA TeHepanu30oBaHHOW MUKPOaHruonaTue, UMMYHONOru-
YECKUMU HapYLUEHUAMU 1 aKTUBALMEN NPoLeccoB ubposa, npo-
FHO3 KOTOPOro ONpefenifieTcs NopaXXeHUem BHYTPEHHUX OpraHos,
B MepByt0 04Yepedb Cepaua, nerkux u noyek [8]. MpossneHuamu
CCL, accoumupoBaHHbiMu ¢ JIAT, 9BNAOTCA NOXMNOWA BO3pacT,
NIUMUTUPOBAHHOE MOPXKEHWE KOXU W MOBbILUEHWE PACYETHOrO
CWUCTONMYECKOro faBneHus B neroyHoin aptepun (CLJA) npu axo-
kapguorpadun (3xoKr) [7-9]. B pyTUHHOW KNMHWUYECKON NpakTu-
ke JIAl y 60nbHbIX GCL anarHoCTMpyeTcs NO34HO, YTO HEraTUBHO
CKasblBaeTcs Ha BbhKuBaemoctu [9]. lMporHos naumenTos ¢ J1Al-
C3CT 3Ha4MTENbHO XYXKe, KaK MpWU eCTECTBEHHOM TEYEHUM, TaK U
Npu NPUMEHEHUU COBPEMEHHBLIX METOA0B Tepanuu. MofunyHas Bbl-
xueaemoctb npu JIAT-C3CT coctasnset 82%, B T0 Bpems Kak npu
nanonatuyeckon JTAT (UM — 93% [6,7,10].

Bepudpmumposanubiil gnardo3 C3CT cnoco6CTBYeT OCYyLLeCT-
BNEHWIO PAHHEr0 CKPUHWHIA Ha Hanuyue JIAT y faHHOR KaTeropuu
60MbHbIX C MocnefyowmmM HasHavyeHuem JIAM-cneumdnyeckoi Te-

PucyHok 1. [lnarHo3el nauuenToB ¢ JIAT-C3CT npu noctynnexuu
Figure 1. Diagnosis of PAH-CTD patients admitted to the cardiology department

lMpumeyanne: I'b — runepToHnyeckas 60/1e3Hb; I6C — niwemmyeckasn

23,50% 00/1e3Hb ceppua; NI — ugnonarndeckas neroyHas runepteHsns; JIA-C3CT
(HeYTOYHEHHas1) — /Iero4Has apTepuasibHas runepTeHsns, acCoUNNPOBaHHas ¢
CUCTEMHbI 3a00/1EBAHNEM COELUHUTENILHON TKaHU (HeyToYHeHHas); JIAI-C3CT

15 00 19.10% , (YTOYHEHHas1) — Iero4Has apTepuanbHas runepTeH3uns, accoynmpoBanHHas ¢
3 0 S . -
> 440% CUCTEMHbI 3a60718BaHNEM COEANHUTENIbHON TKaHW (yTo4HeHHas), JII — nero4Has
runepteH3us; pectpuktusHas KIM — pectpuktusHas kapanmommonarns,; XT3/ —
XDOHNYECKas TPOMOO0IMOOSINYECKAS JIErOYHasA TMNepTeH3Ns
M EC Bxranr Notes: HBP — high blood pressure; CAD — coronary artery disease; IPAH — idio-
M5 B NIAT-C3CT (HeyTouHeHHas) pathic pulmonary arterial hypertension; PAH-CTD (unidentified) — connective tis-
nr B NIAT-C3CT (yTouHeHHas) sue di'sgase-associate'd pq/mona(y arterial hypertension (unidentifiqd); PAH-CTD
AT B PecTpukrusnas KM (/'dent/'f/ed)'—' connective tissue d/sease-assqc/ated pu/monary qrter/al h yperten-
muir sion (identified); PH — pulmonary hypertension; RCM - restrictive cardiomyopa-
thy; CTEPH — chronic thromboembolic pulmonary hypertension
4,40% 16,20%

M Anemus

M Cuctemnas cknepogepmus
boaep M Hapywenue putma cepaua

I Cucremnas kpacas

BONYaHKa Bapuko3Hoe paclunpeHune

BEH HUXKHUX KOHEYHOCTEN
CnctemHas

cknepofepmus +
cuHppom LerpeHa

38,20% AHTUDOCHONNNNHBIA CUHAPOM
M rvneptonnyeckas GonesHb

Cuuppom LLerpena I BupycHblit renatut C

67,60% 1,50%

I PesmatongHbiit apTput M 3a6onesanus WUTOBUAHO

W HeauddeperumposanHoe Kenesbl

3abonesaHue
COEAMHUTENbHON TKaHN

M CaxapHbiii gnabet 2 Tuna

I Atepocknepos KopoHapHbIX
aptepuit

M VuTepcTuumanbHoe
NopaXeHue Nerkix

PucyHok 3. ConyTcTBylowue 3a6onesanus y naumentos ¢ JIAT-C3CT
Figure 3. Comorbidities in PAH-CTD patients

PucyHok 2. Cnektp C3CT
Figure 2. CTD diagnoses
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panum npu HeobxoaumocTu [6]. HeCMOTPS Ha BblLLECKA3aHHOE, CO-
rnacHo onbITy padoTel HMUL, kapaunonorun um. akag. E.W. Hasosa,
KaK BEAyLLero B Halleil CTPaHe 3KCMepTHOro LeHTpa no JIero4HOm
runepteHsun (J11), BbISBMEHBI Cly4an Kak NO3JHeN AMarHoCTUKK
JIAT-C3CT, TaK 1 JI0OXKHOW ANarHOCTUKM NPpUYUHBI BbICOKOR ST

MATEPWUAN U METObI

B pyTWHHOIA paboTe 3KCMepTHOro LieHTpa Ha 6a3e oTaena Jieroy-
HOI runepTeH3un n 3abonesanuii cepaua HAW knuHnyeckoii Kap-
anonoruu um. AJ1. MsacHukosa ®IbY «HMUL, kapanonorumn um. ak.
E.IN. Yazoea» MuHsgpasa Poccun 3a nepnog 2016-2022 rr. BbifBNe-
HO 68 NaLMeHTOB C BNepBbIe YCTaHOBNEHHbIM anarHo3om JIAI-C3CT.

OnarHo3s JIAT-C3CT ycTaHaBnmBancs B COOTBETCTBMW C anro-
PUTMOM, NPeLIoXeHHbIM B eBpasunidckux (2019 1.) [2], n poccuii-
CKMX pekomeHpaumsx no nedveruto JI (2020 r.) [3].

MpoBefeH aHanuU3 KNUHUKO-AeMOorpadomyeckoii KapTuHbl B 3a-
BucumocTu ot atuonorum C3CT, nokasatenein (yHKLMOHANILHOMO
W reMOJWNHAMWUYECKOr0 cTaTyca ¢ onpejeneHneM npoduna pucka
NeTansHoCTU.

OLeHKa pucKa NeTanbHOCTX B TeYeHWUe OLHOM0 rofa npou3Boam-
nacb COrnacHo LiKanam CTpaTuuUKauum pucka, npessioxXeHHbIM
B eBponeickux pekomeHpaumax ESC/ERS 2015r, eBpasuiickux
(2019 1.) n poccuiickmnx pekomergaumsax no nedvenuto Jr (2020 r.)
[1-3], a Takxe no gaHHbimM pernctpa REVEAL 2.0 [12] u ynpoLueH-
HOro Kanbkynsrtopa oueHkn pucka REVEAL Lite 2 [13]. Kateropun
puUCKa Onpefensnnch Kak HU3Koro, NPOMeXyYTO4HOr0 M BbICOKOTO
B COOTBETCTBUU C MMEKOLLMMUCA (PAKTOpaMU pUCKa y Kaxaoro na-
LLMeHTa Npu BKIKOYeHUK B uccnegosanue [1-3,12,13].

MonyyeHHble AaHHbIE NpeSCcTaBNeHbl B BUAE CPEAHEr0 3HAYEHUS
1 CTaHJAPTHOrO OTKNOHEeHUs, MefmnaHbl, 25% 1 75% nepueHTunen
W ABAAKOTCA ONMCATENIbHBIMU.

PE3VJIbTATDI

Mo pesynbTaTam OLEHKW [aHHbIX Npu noctynneHun y 23,5%
nauueHToB nuiib npeanonaranca awarto3 Jir, y 19,1% nauuex-
T0B — W, y 5,9% — XpoHuyeckon Tpomboambonuyeckon I, ay
11,8% naumeHTOB Npeanonaranoch Hanuyue WHOro 3aboneBaHns
CepZeYHO-COCYANCTON cucTemsl (puc. 1).
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PucyHok 4. iInHamuka cumnTomaTuku y nauuedTos ¢ JIAI-C3CT

Figure 4. Symptoms progression in PAH-CTD patients

Cpean Bcent nanutpsl C3CT y nonosuHbl naumeHTos (51,5%)
BbicTaBnancsa guardo3 GGJ, Takxe 4acTo BCTpeyanachb KOMOWHa-
ums CCO n cunppoma Lerpena (16,2%) (puc. 2).

Cnenyet 06patutb BHUMAHME W HA NPOPUITL COMYTCTBYIOLLEN
naTonorum, cpean Kotopon y 67,6% nauneHToB NpesanupoBasno
Hanu4yue runepToHNYecKo 60Ne3HU, BAPUKO3HOr0 pacLLUMpeHus
BEH HUDKHWUX KOHe4HoCTen (38,2%) u 3abonesaHui LUMTOBMIHOI
xenesbl (33,8%), 4TO OTpaXKeHOo Ha pucyHke 3.

MNpu OLEHKe KITMHUYECKOro cTaTyca MefMaHa Bo3pacTa nayneH-
TOB cocTasuna 59,5 (53,0-69,0) net, 94,1% 60nbHbIX GbIN XEH-
WwnHbl. Meanana uHaekca maccol tena (MMT) coctasuna 27,0 kr/m2.
Y 60NbLINHCTBA GONbHLIX BbISBIEHbI NPU3HAKU CEPAEYHOI Heao-
ctato4HocTM (CH): y MOMOBMHBI NALMEHTOB — OTEYHBIA CUHAPOM
(55,9%), a npu nposeaeHun axokapauorpadpum (3xoKr) — Beinot
B nonoctu nepukapaa (51,5%), y nAT0M 4actu nauneHToB — rena-
Tomeranus (17,6%).

Bo Bpemsi cbopa aHaMHe3a o6pallano Ha cebs BHUMaHWUE Obl-
cTpoe nporpeccupoBadne cumntomoB JTAI n CH oT ux manude-
cTauuu 0 NOCTAHOBKW AWarHosa, YT0 NMOKa3aHo Ha pucyHke 4.
MpumeyaTenbHO, 4TO MeanaHa BPEMEHU OT MOSB/IeHUs NepBoro
CUMNTOMA [0 NepBOro obpalleHns K Bpavy coctasuna 4 mecsua
(0-13,5), a o1 nepsoro obpatieHns Lo NOCTAaHOBKW AMarHosa 7,5
mecsaues (1,75-20,0).

Mo pesynbTatam OLEHKU (DYHKLMOHANBHOrO CTatyca MeamaHa
ANCTaHLUN B TecTe 6-MUHYTHON X0ab6bl (T6MX) coctasuna 345,0
M (259,25-400,0), 4T0 COOTBETCTBOBANIO (DYHKLMOHAIIbHOMY Kfac-
cy Il ®K (BO3) ¢ meauanoii oapiwku no bopry 5 (3,0-6,0) 6annos.
B cBd3n ¢ TAXeCTbIO cocTodHus 12 (17,7%) naumentam T6MX He
nposoguncsa. Takum 06pasom, y nojasnsioLiero 60MblUMHCTBA
60nbHbIX (66,2%) No pesynbTaTam 06cnefoBaHus yctaHosneH Il
@K (BO3), y 19,1% - IV ®©K (B03), a | n Il ®K (BO3) - nuwwb y
2,9% 1 11,8% nawmeHTOB COOTBETCTBEHHO.

[na oueHKu TXXeCTH 1 cTpatudoukaumn pucka JIAI no umeto-
LLIMMCS U3BECTHBIM LLIKanam OLLEHKU prUcKa NpoBoausca pag nabo-
PaTOPHbIX U UHCTPYMEHTaNbHbIX UccnefoBaHuini. MeanaHa ypoBHs
MO3roBoro Harpuitypetudeckoro nentuga (NT-proBNP) cocrasu-
na 1953 (367,2-3472,0) ur/n.
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OPUIHATIbHAS CTATbS
JIAC Y MALVIEHTOB C C3CT.

Mo pesynbTatam 3xoKI meamaHa nnowiaau nNpasoro npeacep-
aunsa (S MNM) cocrasuna 23 (19,0-26,75) cm?. MNpu KateTepusaumm
npasbix oTAenoB cepaua (KMOC) nonyyeHbl cnemyroLine AaHHble:
mefmnana cpepnero [J1A 51,0 (35,5-62,0) Mm pT. CT., MeauaHa
cpeaHero pasnenus B MM 7,0 (5,0-12,75) mMm pT. CT., MeauaHa
caTypauuu CMeLIaHHON BeHo3HoW Kposm 62,0 (56,0-66,0)%, me-
AmnaHa cepaeyHoro uxgekca 2,1 (1,7-2,5) n/mun/m2, megnana J1ICC
11,48 (5,99-15,71) en. Bypa.

Knuuuko-femorpauyeckune XxapakTepucTuku naLuyueHTos npes-
CTaBNeHbl B Tabnuue 1.

B cooTBeTcTBMW  C  KpuTepuamMu  AmarHoctuku - J1Al-
accouumpoBaHHoro deHotuna CC[, BbifBMeHHbIX B paboTte Ha-
kuHon H.H. coast. (2017) [9], npoaHanu3npoBaHbl JaHHbIE BCEX
naumenTos ¢ JIAT-C3CT, BKMO4EHHbIX B UCCNER0BaAHNE (Ta0N. 2).

Y naumentoB ¢ CCL moyesas kucnota (MK) naentudomumpo-
BaHa Kak Mapkep MOBPEeX[eHW MUKPOCOCYLOB U AEMOHCTPUPY-
eT XOPOLUYIO KOPPenauuio ¢ ypoBHEM KpeaTUHUHA B CbIBOPOTKE U
nokasarenamu remoguHamuku [14,15]. Tunepypukemus — yacrtoe
NPOABNEHNE TMNOKCUW TKaHel: nosbiweHne ypoBHA MK, no6ou-

HOr0 MPOAYKTa OKUCMEHU NYPUHOB, BOSHWUKAET NPU HapYLLEHUU
OKUCNUTENIbHOr0 MeTabonu3ma U 06HApPYXMBAETCA Y NauueH-
TOB ¢ JIAl pasnuyHoi 3TUONOrMN C JOKA3aHHON KOppensumen ¢
®K, cmepTHOCTbIO 1 aucTtaHumen T6MX [14]. Bcem nauuentam B
HMWLK pyTUHHO BbINONHAETCA GUOXUMUYECKUIA aHANM3 KPOBU, HO
Npu OTCYTCTBUW CYCTaBHbIX CUMNTOMOB He OLIEHMBAETCH YPOBEHb
MK, B cBA3M C 4eM HeT pe3ynbTatoB yposBHa MK B AaHHOM wuc-
CNnefoBaHuN.

C y4eTOM NoJy4eHHbIX B pe3ynbTare 06cNe0BaHNS AaHHbIX NPO-
BeJieHa OLleHKa PUCKa JIETanbHOCTN C NOMOLLLbIO LUKaSIbI ONpejene-
HUS PUCKA, NPESJSIOKEHHON B eBponenckux pekomengaumusax ESC/
ERS 2015 un espasuitckux pekomergaunax 2019 r. [1-3], a Takxe
cornacHo peructpy REVEAL 2.0 u ynpoOLieHHOMY KanbKynatopy
REVEAL Lite 2 [12,13]. Mo pesynbTatam OLEHKM GOJIbLIVHCTBO
nauneHToB UMeNU BbICOKWIA PUCK HE6NAronpuUATHOrO NPOrHo3a ¢
HE60bLUNM KONUYECTBOM NapameTPoOB HM3KOrO pucka (Taén. 3),
Y4TO MOCMYXXMNO NOBOAOM K HagHa4veHuo JTAM-cneunduyeckoit Te-
panuu B pPeXX1MmMe Kak MOHO-, TaK U KOMOUHWUPOBAHHBIX JBOAHbIX U
TPOWMHBIX CXeM (puc. 5).

Ta6nuua 1. KnuHuko-gemorpadmyeckue xapaktepucTuku nauuentos ¢ JIAT-C3CT

Table 1. PAH-CTD patients demographic and disease characteristics

lNokasarenb

Bospacr, ner

JKeHLWwmHbl (n=64)

NMT, Kr/m2

Oteku H/K = XK CH (n=38)
lenatomeranus (n=12)

Sp02,%

9xoKT: S M, cm? (n=66)

BbinoT B nonoctu nepukapaa (n=35)
®yHKUMOHanbHbIA cTatyc: A6MX, m (n=56)

®K (B03)
[ (n=2)
I (n=8)
Il (n=45)
IV (n=13)
Oabiwka no bopry (n=54)
NT-proBNP, Hr/n (n=29)
BNP, Hr/n (n=9)
KMNOC (n=54):
cpJ1A, mm pT. CT.
LM, mm pT. cT.
CB, n/muH
CI, n/mun/m?
Sv02, %
JICC, en. Byna

3Ha4eHue

59,5 (53,0-69,0)

94,1

27,0 (24,0-29,0)
55,9%

17,6%

94,5 (90; 97)

23 (19-26,75)

51,5%

345,0 (259,25-400,0)

2,9%

11,8%
66,2%
19,1%

5,0 (3,0-6,0)
1953 (367,2-3472,0)
454,6 (38,7-531,8)

51,0 (35,5-62,0)
7,0 (5-12,75)

3,5 (2,93-4,47)

2,1 (1,7-2,5)

61,0 (56,0-66,0)
11,48 (5,99-15,71)

[Mpumeyanne. faHHbIe NMPeLCTaB/IeHb! B Bue meanambl, 25% n 75% nepueHtunen; M1 — cpegHee gasnexne B npasom npegcepamm; J6MX —
ANCTaHLNSA B TECTE 6-MUHYTHOM X0ab0bl; IMT — uHgexc maccsi ena; KINOC — kaTeTepu3auus npasbix 0746108 cepaua; JICC —

n1ero4Hoe cocyauctoe conpotusnenmne; [IXK CH- npaBoxesny[04KoBas CepaeyHas HeaocTaTo4HocTs, CB — cepaeyHbiii Bbibpoc; CY —
cepheyHbiii nngexc; cp/1A — cpegHee gasnenne B eroyHod aptepun; OK (BO3) — chyHKLMOHAbHBIA KNACC 0 Knaccugukaymm BeemmpHoin
opranmn3aumn 34paBooxpaHenns; IxoKI — axokapanorpachus,; BNP — mo3srosovi Hatpuiypetuyeckuii nentug, NT-proBNP — N-koHuesoi
(hparmeHT Mo3roBoro HaTpuiiypetuyeckoro nentnga; S 11— nnowage npasoro npegcepans,; Sv0,— catypauns BeHO3HOA KpoBu

Notes: Continuous data are summarized using median, interquartile range (IQR) and categorical data counts, and percentage of patients;

RAP — right atrial pressure; 6MWD — six-minute walking distance; BMI — body mass index; RHC — right heart catheterization; PVR — pulmonary
vascular resistance; RHF — right heart failure; CO — cardiac output; Cl — cardiac index; mean RAP — mean right atrial pressure; FC (WHO) —
functional class (World Health Organization), echocardiography; BNP — brain natriuretic peptide; NT-proBNP — N-terminal pro-brain natriuretic

peptide; RAA — right atrial area; Sv0,— mixed venous oxygen saturation
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CtonT oTMeTUTb, 4TO 60Mee MNOMOBMHbI MauMeHToB (57,4%)
Takke npuHumanu Ttepanuio C3CT, Ha3HaYyeHHyt) pPeBMAToNo-
rom. Oxsat naumeHToB cneundunyeckon Tepanmen C3CT cBsizaH
C NO3[Hel AUarHOCTUKON OCHOBHOrO 3a60MeBaHUS KaK MPUYMHbI
JIAT. YyutblBas Hanu4yue ABJIEHWIA CEPLEYHON HELOCTaTO4YHOCTH,
69,1% nauueHTOB Ha3Ha4YeHa JuypeTMyecKas Tepanus neTnesbiMu
OuypeTukamu, 75% nauneHToB — aHTaroOHUCTamMn anbAoCTepoHa
(tabn. 4 n 5).

17,70%
36,80%

[ ]
\
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I Kom6unnposaHHas Tepanus

M Monotepanus

42,70%
He Ha3HayeHa

1,50% IBoitHas Tepanus
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1.50% M Puouuryat+MauutenTan
M Puouuryat+Cenekcunar
[ | Puouuryat+inonpoct

M BosenTan+Cenekcunar
boseHTaH+/nonpoct
M Mauutentan+Cenekcunar

PucyHok 5. Cxembl JIAT-cneuuchu4eckoii Tepanuu
Figure 5. PAH-specific therapy schemes

4,40%

OBCYXAEHWE

Mo pesynbTaTam McCnefoBaHWs, HECMOTPA Ha YnyylUeHue Bbl-
sgngemocti C3CT pesmartonoramm (3a 2020-2022 rr. 60,3% na-
umeHtoB, noctynuewunx B HMWLK, umenu BepuchnLMpoBaHHbIi
anarHo3 C3CT npotue 39,7% NauMeHTOB, rOCANTANM3NPOBAHHBIX
B 2016-2019 rr.), cymmapHo nuwb 35,3% nauneHToB 3a nepuog
2016-2022 rr. UMenn YCTaHOBJIEHHbII PEBMATONOIOM [MarHo3
NAT-C3CT Ha momeHT rocnutanusauuu 8 HMULK. 3tomy ot4acTty

1,50%
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M Tpoiinas Tepanus

Tpoitnas Tepanus

M Cungenacun+
MaumTenTan+Cenekcunar
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Ta6nuua 2. lnarnoctuyeckue kputepuu JIAT-accouumnpoBanHoro heHotuna CCQl

Table 2. PAH-SSc phenotype criteria
lMokaszarensb

CymmapHas gnutensHoctb C3CT, mec
TeneaHrnoaktasuu (n=53)
AHTULEHTPOMEPHbIE aHTuTena (n=15)
DLCO,% (n=8)

MopaxeHne XKT (n=27)

AuTuTena kK Tonousomepase (n=1)

[laHHble

78 (1-588)

77,9%

22%

38,75 (31,15-47,6)
39,7%

1,5%

lMpumeyanne: faHHbIe NPEACTABAEHbI B BUAE MeanaHbi, 25% n 75% nepueHtuneid; XKT — Xenya04H0-kniueyHbii Tpakt;, C3CT —
CUCTEMHOE 3a00718BaHNE COBANHNTENbHON TKaHu; DLCO — angbgby3noHHas crioco6HOCTb ErKux

Notes: Continuous data are summarized using median, interquartile range (IQR) and categorical data counts, and percentage of patients;
GIT - gastrointestinal tract; CTD — connective tissue disease; DLCO — diffusing capacity of the lungs for carbon monoxide
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CNoco6CTBOBAN ANUTENbHBIA NPOMEXYTOK BPEMEHN MEeX[y Hava-
NOM KIIMHNYECKNX NPOABNEHNIA U 06PALLEHNIO K Kapauonory munm
peBMarosiory ¢ nocneayroLLen NoCcTaHoBKOM AnarHosa.

bbicTpoe nporpeccupoBaHue CUMNTOMATUKW C YTSKENEHUEM
COCTOSHMA 60NbHBLIX OT MaHUecTauum 3a60nesaHmns 1o nepeoro
o6palleHus K cneuuanucty BMecTe C YBeNUYEHWEM BpeMeHU A0
NOCTAHOBKM [MarHo3a NpuBeno K MOBbLILIEHUID PUCKA FOSUYHON
NeTaNIbHOCTU, YTO NOATBEPXAAETCA NPWU CTpaTUdIMKALMK PUCKA
MaLMEHTOB C NOMOLLbI0 pasnuyHbx Wwkan (REVEAL 2.0 n REVEAL
Lite 2, ESC/ERS 2015).

OueHka pucka He6naronpuaTHOrO NPOrHo3a ¢ NOMOLLbK Kasb-
kynatopa REVEAL Lite 2 [13], ucnonbaytoLei T0Mbko HeuHBasms-
Hble KpUTepuu, nokasana, YTo 60/1bLMHCTBO NauneHToB (60,3%),

BK/MIOYEHHbIX B UCCIIEA0BaHNE, HAXOAATCS B FPynne BbICOKOro pu-
CKa He6naronpmaTHOro NPOrHo3a ¢ MeAuaHon CyMMapHOro yucna
napameTpoB HU3KOro pucka pasHon 3 (3,0-4,0).

Onpenenexune pucka He6NaronpuATHOro NPOrHo3a ¢ NpuUMeHe-
Huem peructpa REVEAL 2.0 [12], y4uTbIBaIOLLEr0 3TUONOTUIO 3a-
60neBaHNs N COLEePXKaLLEro B TOM HWUCNe WHBA3WBHbIE KPUTEPUM
cTpatuukauum pucka (nosHas OLeHKa pucka 6biia BOSMOXHOM
Nuwb y 8 4enoBek B CBA3N C OTCYTCTBMEM fJaHHbIX DLCO), Tak-
)Ke CBUETEeNbCTBOBASIO O UCXOLHOW BbICOKOM TSXKECTU COCTOSHMS
60nbHbIX ¢ JTAT-C3CT, BKNIOYEHHbIX B UCCIEA0BAHME.

Micnonb3oBaHme Kak HEWHBA3WBHbIX, TaK W WHBA3WUBHbIX KPW-
Tepues Ang OnpedesneHns KNUHWKO-(DYHKUWOHANBHOMO cTaTyca,
OLEHKN (DYHKLIMOHMPOBAHWS CEPAEYHO-IIErO4YHON CMCTEMBbI, na-

Tabnuua 3. Crpatudhmkauus pucka nauuentos ¢ JIAT-C3CT ¢ npumeHeHremM pasnudHbIX MOfenei

Table 3. Risk stratification of PAH-CTD patients using different models
Crpatuthukaums pucka

ESC/ERS 2015
Huskuii puck (n=1)
MpomeXxyToyHbIA puck (n=13)
Beicokuit puck (n=54)
Yucno napameTpoB HU3KOrO prCKa

REVEAL 2.0 (Tonbko npu Hanu4un aaHHblx DLCO) (n=8)
Huskmit puck (n=1)
MpoMeXyTouHbIR puck (n=1)
Bbicoknit puck (n=6)
YMcno napameTpoB HU3KOTO puUCKa

REVEAL Lite
Huakuii puck (n=14)
MpomexyToyHbIA puck (n=13)
Boicokuii puck (n=41)
Yucno napameTpoB HU3KOrO pUCKa

1,5%
19,1%
79,4%
3 (2-5)

12,5%
12,5%
75,0%
7,5 (5,75-8,0)

20,6%
19,1%
60,3%
3 (3-4)

lpumeyanue: faHHbIE NPEACTABAEHbI B BUAE MeanaHsl, 25% n 75% nepueHtunen; DLCO — anghehy3noHHasa criocoOHOCTb JIErkux;
ERS - EBponevickoe pecrinpatopHoe o6Lyectso (European Respiratory Society); ESC — EBponevickoe kapanonornyeckoe o6LyecTso
(European saciety of cardiology); REVEAL — pernctp 6onbHbix JIA (CLUA) (the Registry to EValuate Early And Long-term PAH disease

management)

Notes: Continuous data are summarized using median, interquartile range (IQR) and categorical data counts, and percentage
of patients; DLCO - diffusing capacity of the lungs for carbon monoxide; ERS — European Respiratory Society; ESC — European society
of cardiology; REVEAL —the Registry to EValuate Early And Long-term PAH disease management

Ta6nuua 4. Cneuudpnyeckas Tepanus C3CT
Table 4. Specific treatment of CTD

Cneumtpuyeckasn tepanusa C3CT 57,35% (n=39)

[MAPOKCMXNOPOXMH 7,4% (n=5)
MeTtunnpeaH1300H 36,8% (n=25)
[TpeaHu3ooH 7,4% (n=5)
leHTOKCUGMNNNH 2,9% (n=2)
MukodheHonara mocpetun 5,9% (n=4)
[TeHnuunamuH 2,9% (n=2)
MeToTpekcar 7,4% (n=5)
NecpnyHomung 2,9% (n=2)
Linknodpochammp 1,5% (n=1)
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Tabnuua 5. Mpochunb conyTcTBYHOLLEIH Tepanum
Table 5. Non-PAH-Specific medications

ConytcTBytoiyas Tepanus 95,6% (n=65)
AHTaroHUCTbI KanbLus 26,5% (n=18)

Auetuncanuumnoas kucnota  25,0% (n=17)

BapdhapuH 4,4% (n=3)
JHOKcanapuH Hatpus 1,5% (n=1)
[MepopanbHble aHTUKOArynaHTbl 17,7% (n=12)
AnukcabaH 4,4% (n=3)
[aburatpan 1,5% (n=1)
PuBapokcabaH 11,8% (n=8)
[MeTneBble ANypeTUKM 69,1% (n=47)
AHTaroHMCTLI anbaocTepoHa 75,0% (n=51)
CTaTuHbl 48,5% (n=33)
ViBabpaanH 35,3% (n=24)
berta-afpeH06/10KaTopbI 23,5% (n=16)
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PaMeTpPOB remMoAMHAMUKM C MOMOLLBH LKAkl U3 eBPONeNCcKMx
KnuHuyeckux pekomengaumin ESC/ERS 2015 r. [1] ¢ nocnegnyio-
Lel cTpaTunKaLMen pucka HebaronpuaTHOro NporHo3a y na-
uuenToB ¢ JIAT-C3CT, BKNOYEHHbIX B UCCNEL0BAHNE, TAKXKE CBU-
[eTeN1bCTBOBASO O BbICOKOM UCXOAHOM PUCKE aHHbIX 60NbHBIX.

[ins panHero BoisgneHus JIAT y nauuentos ¢ CCL (kak Han6ornee
4acTo BCTpeyatoLlenca Hosonorum cpeam G3CT, a TakxKe ¢ y4eTom
HU3KON BbDKUBAEMOCTW [AHHOW KaTeropum 60MbHbIX) U OLEHKU
Heo6X0ANMOCTU B MHBA3MBHBLIX METOAX MCCNe0BaHMs MPOBO-
OUTCA paspaboTka pPasfiMyHblX anropuTMOB, OLHUM M3 KOTOPbIX
asngerca DETECT [11]. Omarnoctnka OCHOBbIBAETCA Ha OLEHKE
HaNU4YnA TeNeaHrno3KTasuin, aHTULEHTPOMEPHBIX aHTUTEN, YPOBHS
MK n NT-proBNP, 0TKNOHEHWS 3N1eKTPUYECKOI 0CKM Ceprua Bnpa-
BO Ha 3sieKTpokKapauorpamMme, niowianyu npasoro npeacepaus u
CKOPOCTM TPUKYCNUAANbHON peryprutauuu no aaHHeim 3xoKr, ot-
HOLUEHMS )OPCUPOBAHHOM XXN3HEHHON eMKocTU erkux K DLCO y
NauueHToB ¢ NUMUTUPOBAHHON dhopmoit CCJl B Te4eHme He MeHee
3 net. O1HaKO B CBA3M CO 3HAYUTENIbHBIMU PUHAHCOBLIMU 3aTpa-
Tamu, HeJOoCTYMHOCTbIO HeKoTopbIX MeToAo0B (DLCO), a Takxe CHu-
xeHnem DLCO He Tonbko npwm JIAT-C3CT, HO 1 Ha cTapTe MHTEp-
CTULMANbHBIX 3200J1€BaHNI NErkux, NPOrHOCTUYECKas LEHHOCTb
BbILLEONMCAHHOrO aNropuTMa ycTynaeT amarHoctuyeckoin [9,11].

Ananus rpynnsl naumeHToB ¢ JIAT-C3CT, BKITIOYEHHbIX B paH-
AOMU3NPOBAHHOE KnuHuyeckoe uccneposaHme GRIPHON — Ham-
6onee macluitabHoe cpeau naumeHtoB ¢ JIA[, 4TO yXyALleHue
NporHo3a 3TOW rpynmnbl NALMEHTOB CBA3AHO KaK C Hanuyuem
C3CT-06ycnoBneHHbIX KOMOPOMAHOCTEN, MCXOAHO 60NEe HU3KUM
KIMUHUKO-(OYHKUMOHANbHBIM cTaTycom (naumeHTbl ¢ C3CT 06bI4-
HO 60Jiee CTapLUero BO3pacrta 4acTo UMeOT CKeNEeTHO-MbILLIEYHbIE
NpPoG6JIeMbl, YTO OTPaHNYNBAET BbIMOMHEHNE U UHTEPMPETALMIO Ha-
rPY304HbIX NP06), TaK 1 C HECBOEBPEMEHHO JUArHOCTUKON [4].

Takum 06pasom, NpoBefieHNe WHBA3WBHOW AMArHOCTUKMA B [O-
NOJIHEHUE K OLEHKE KIMHNKO-(DYHKLMOHANBHOIO CTaTyCa, a TaKXKe
AaHHbIX IX0KI y nauneHTos ¢ JIAM-C3CT Ha cTapTe AMarHocTuUye-
CKOro Mmomcka fBNSAETCA BAXHOW COCTABNAIOLLEN C TOYKU 3PEHUs
Kak NOCTaHOBKU AMArH03a, Tak 1 cTpatudukalnmu pucka ¢ nocne-
AYIOLWMM peLleHnemM Bonpoca 0 Heo6xoanmMocTi HazHaveHus JTAT -
cneunuyeckoin Tepanuu, 4TO NOATBEPXKAAETCA pe3yrbTatamu
KMUHUYECKUX UCCIIeA0BAHUIA W 3aKPENEeHO B NPOTOKONAX KNUHU-
Yyeckux pekomengauun [1-3].

3AKNTHOYEHUE

bonbwmHcTBO NauuenToB ¢ JIAT-C3CT HaxoAaTcs B rpynne Bbl-
COKOr0 puUcKa neTanbHOCTI He TONbKO N0 KPUTEPUSM UHBA3UBHOMN,
HO W HEMHBA3WBHOI AUArHOCTUKN. 3HAYUTENbHbIA BPEMEHHOM UH-
TepBasn OT NOSABNEHWS CUMNTOMOB A0 06paLLEHMs K Bpady 1 nocTa-
HOBKM auarHo3a JIAl cnoco6cTByeT 60s1ee No3aHeMY Ha3HaYeHMo
NeYeHNs N yXyaleHno nporuosa naunenTtos ¢ JIAT-C3CT.

PaHHUi cKpuHUHT 600bHBIX ¢ C3CT Ha Hanuyue JIAT, perynsp-
Has oLeHKa pucka Bcex naunenToBs ¢ JIAT-C3CT gaxe npu cyobek-
TUBHOW CTAOUNBLHOCTW COCTOAHMS — K04 K YNYYLIEHWNIO Ka4ecTBa
XKWU3HM 1 NPOrHO3a BbDKUBAEMOCTM AaHHOM KaTeropun 60bHbIX.
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