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PE3IOME

Lles1b; NPOBECTM KOMNAEKCHbIA aHANN3 KITMHWUKO-(DYHKLMOHANBHOIO 1 remMo-
LMHAMUYECKOr0 CTaTyca NaLneHTOB C JIEr04HOI apTepuanbHO runepTeH3mnen
(JTAT), koTopbiM HasHadaetcs JIAT-crieLmdmyeckas Tepanus Cenekcunarom.
Marepuansl v MeTogbl: B UCCNELA0BAHUMA MPUHANK yyacTie 73 nauneHTa c
AT, cpefy KoTopbIx 49 naumneHToB ¢ MANONATUYECKOI NEroYHON rnepTeH-
3veit 1 24 naumeHTa ¢ accouuvposaHHoi JIAT, Habniofaowmecs B oTaene
IEr04YHON runepTeH3ni 1 3adonesaHni cepaua Oy «HMILL kapanonorum
uMm. aK. E.lN. HYazoa» MuHaapasa Poccun. MNpoBefieH CpaBHUTENbHBIIA aHanmu3
KITMHNYECKMNX, (DYHKLMOHANbHbIX, FeMOAMHAMMYECKMX NapamMeTpoB. [narHo3
YCTaHaB/NBa/ICS B COOTBETCTBUM C AITOPUTMOM, NPEANOXEHHBIM B €BPa3uii-
CKux (2019 1.) 1 poccUinCKUX PEKOMEHIALMAX N0 AUArHOCTUKE W JIEYEHUIO
nr (2020r.).

PesynbTarsi: NMpu nHnumaumn JTAT-cneundr4eckon Tepaniuin Cenekcmnarom
MeJumaHa Bo3pacta nauueHToB cocTasuna 43 roga, 86,3% nauueHToB 6binun
XeHWWHb!. Mpu aHanuse atuonorum JIAT y 49 (67,1%) nauneHTos Obina Bbl-
fIBNIEHA naMonaTuyeckas NeroyHas runepteHauns, y 24 (32,9%) naumeHTos
— accouunposanHas J1Al: y 14 (19,2%) — JTAT Ha (poHe cUCTEMHOro 3a60-
N1eBaHNsA COeMHUTENBHON TKaHW, ¥ 6 (8,2%) — peaupyanbHas JTAI nocne xu-
PYPrit4ecKoil KOPPEKLMM BPOXKAEHHOIO NOPOKa cepaua, y 4 (5,5%) — Ha choHe
BUY-nHdekumm. Megmara guctaHumm B TecTe 6-MUHYTHO x0ab0bl (TEMX)
cocrasuna 370 (300,0-443,75) m, 4to cootBetcTByeT Il dhyHKUMOHABHOMY

Bknap asTopoB. Bce aBTOpbI COOTBETCTBYIOT KPUTEPUAM aBTOPCTBA
ICMJE, npuHumanu y4actue B NOAroTOBKe CTaTbl, HA6Ope Matepuana u
ero 06paboTke.

KoH(hnuKT nHTEpecoB. ABTOPbLI 3asBNIAOT 06 OTCYTCTBUM KOH(DMUKTA UH-
TepecoB. PaboTa BbinosiHeHa 6e3 3afieiiCTBOBAHMSA TPaHTOB U (OMHAHCO-
BOW MOAAEPXKM OT 0OLLECTBEHHBIX, HEKOMMEPYECKNX U KOMMEPYECKNX
OpraHu3aumn.
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knaccy (®K) (BO3), meguana ogbiwku no bopry 5 (3,0-6,0) 6annos. Mpu
atom 7 (9,6%) naumeHTam T6MX He npoBOAWMNCA B CBA3W C TSXKECTbLIO CO-
cTosHMSA. [Tpn KateTepu3aummu npasbix OTAENOB CepALa (MeanaHa): cpefHee
[JaBrieHune B NeroyHoil aptepum 58,5 (48,25-65,0) Mm pT. CT., cpeaHee fasne-
Hue B npasom npeacepauu 7,5 (5,0-10,0) Mm pT. CT., catypauus BEHO3HOM
kpoBu 58,5% (56,0-66,0), cepaeyHbIil uxaekc 2,0 (1,6-2,5) n/mMuH/m2, neroy-
Hoe cocyaucToe conpotuenerue 15,0 (10,3-19,1) eauuny Byga. Takum o6pa-
30M, 1 (1,3%) nauueHT OTHOCKTCA K rpynne HU3KOro pucka netanbHocTu, 21
(28,8%) — rpynne npomexyTo4Horo pucka 1 51 (69,9%) naumeHt — K rpynne
BbICOKOrO PUCKA COrMacHO eBPA3UACKMM WU POCCUACKUM KITMHUYECKUM pe-
KomeHZaunsm. G y4eToM CTeneHu pucka cenekcunar 6bin MHALMMPOBAH B
cocTaBe cxem [iBOitHOW (50,7% naumeHToB) v TpoitHoi (49,3% naumeHToB)
KOMOMHUPOBAHHOI JTAT-Cneuudnyeckoii Tepanmu.

3akmoqenme;  Taumentol ¢ JIAT, KoTOpbIM  MHULMMpoBanack JIAT-
crneundonyeckas Tepanua Cenexkcunarom, Xapakrepusyrotes B 0CHoBHOM lI
®K (BO3), HaxoaaTcs B BbICOKOM PUCKE NETaNbHOCTI, HECMOTPS Ha NpejLue-
cTBytoLLmiA npuem JTAT-cneundouyeckoit Tepanun. Cenekcunar BKAKOYancs B
CXeMbl IBOMHOM 1 TPOIHOW KOMOUHUPOBaHHOI Tepanuu J1AT.

Kntouesble cnoBa: NeroyHas apTepuanbHas runepTeHsmns, accoumMmpoBaHHble
(hopMbl, MaMonaT4eckas neroyHas runepteHaus, JIAM-cneunduyeckas Te-
panus, cenekcunar KOM6UHMPOBAHHAA Tepanus.

WHcpopmauus u cobnroieHne aTHYECKUX HOPM. iccnenoBaHue BbiNomHe-
HO B COOTBETCTBUW C NPUHLMNAMI XeNbCUHCKOI feKnapaunuu; 0jo6peHo
He3aBucMMbIM JTU4ecKUM Komutetom HUW KnnHnyveckon Kapanonorum
um. AJ1. MacHukosa ®IBY «HMUL, kapauonorum mm. E.WN. Yasosa»
Mwun3apasa Poccuu.
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ABSTRACT

Aim: to evaluate demographic and disease characteristics in pulmonary
arterial hypertension (PAH) patients, for which selexipag is prescribed as
PAH-specific treatment.

Materials and methods: the study enrolls 73 patients with PAH, where
there were 49 patients with idiopathic PAH and 24 patients with associated
conditions. These patients were diagnosed in department of pulmonary
hypertension and heart disease of the National Medical Research Centre of
cardiology named after academician E.I. Chazov of Ministry of Health. 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: At selexipag initiation, median of patient’s age was 43 years, 86,3%
were female. Etiological analysis revealed idiopathic PAH in 49 (67,1%)
patients, 24 (32,9%) had associated conditions: 14 (19,2%) had connective
tissue disease—associated PAH, 6 (8,2%) had PAH after correction of the initial
heart defect, 4 (5,5%) had HIV-associated PAH. The median 6-minute walking
distance (6MWD) was 370 (300,0-443,75) m, which was corresponding to
WHO functional class lll, the median Borg dyspnea index was 5 (3,0-6,0).
7 (9,6%) patients did not undergo 6MWD due to severity of their condition.
According to right heart catheterization data the median mean pulmonary
arterial pressure was 58,5 (48,25-65,0) mmHg, the median right atrium
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pressure was 7,5 (5,0-10,0) mmHg, the median venous oxygen saturation
58,5% (56,0-66,0), the median cardiac index was 2,0 (1,6-2,5) liter/min/
m2, the median pulmonary vascular resistance was 15,0 (10,3-19,1) Wood
units. At selexipag initiation, according to Eurasian (2019) and Russian (2020)
guidelines 1 (1,3%) was at low risk, 21 (28,8%) were at intermediate risk and
51 (69,9%) were at high risk of 1-year mortality. Due to risk status, selexipag
was initiated in double (50,7%) and triple (49,3%) PAH-specific therapy.
Conclusions: At selexipag initiation, PAH-patients typically have WHO FC IIl
and are at high risk, despite receiving PAH-specific treatment. Selexipag was
prescribed as part of a combination regimen in most patients.

Key words: pulmonary arterial hypertension, associated conditions, idiopathic
pulmonary arterial hypertension, PAH-specific therapy, selexipag, combination
therapy.
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OPUIHATIbHASA CTATbS

MPUMEHEHUVE ATOHVCTA NMPOCTALIMKIIVIHOBBIX PELIEINTOPOB CEJIEKCUIIATA MNPV JTAC

BBEJJEHNE

NeroyHas aptepuansHas runepteHsms (J1AIN — pegkoe 3a6onesa-
HWe Cepfe4HO-COCYANCTON CUCTEMbI MPOrPECCUPYIOLLEr0 TeYeHMs
C He6naronpuATHbIM NPOrHO30M. B KNMHWYecKoN Knaccudmkaumum
JIAT, kak rpynna 1, aBnsercs Haubonee TXeNoi hopMoi Nero4HON
runeptenaun (JIN [1]. B natoreHese JIA[ guc6anaHc mMexay Baso-
KOHCTPUKTOPHbIMI 1 Ba30ANUNATUPYIOLLMMM CYOCTaHUMAMMU COMPO-
BOXXAAETCA aKTUBALMEN CBEPTbIBAIOLLEH CUCTEMbI KPOBM W ABMSET-
CSl NPUYUHOM MOBbLILLIEHUS NEroYHOro COCYAMCTOr0 CONpOTUBEHMS
(J1CC) n paBneHus B neroyHoit aptepun (AJ1A), 4TO NPUBOANT K pe-
MOZENNUPOBAHNIO COCYA0B MAOro Kpyra KpoBOOOpaLLeHUs, Npaso-
XEeNy[04KOBOW CepLe4HON HeJOCTATOMHOCTU U NPEeXAEBPEMEHHO
cmepTu nauueHTos [2]. AuarnocTuka JTAT Ha paHHux atanax 3a6o-
NeBaHUs ¢ He3ameaNTeNbHbIM HasHaveHnem J1AT-creunduyeckoi
Tepanum CyLLECTBEHHO YNyYLLIAET BbPKUBAEMOCTb M KA4eCTBO XM3HN
naumenTos [1,3]. B cepeauHe 90-x rogos XX Beka nepebiMu Jiekap-
CTBEHHbIMMW CPEACTBAMU, BHEAPEHHLIMU B KNMHUYECKYHD NPAKTUKY,
CTanu npocTaHouAbl. [ng onTUMMU3aLMmM NeKapcTBEHHOro BO3AeN-
CTBUA HA CUTHANbHbIA NyTh npoctauuknuHa (ML) nposogunca anu-
TeJIbHbIil NOUCK XMMUYECKIN CTABWUNBHOMO NIeKapCTBEHHOIO Npenapara
C nepopasibHbIM MyTem JOCTaBKW, U36MpaTenbHO BO3AECTBYIOLLErO
Ha peuenTopsl ML — IP-peuentopbl [1]. B 2019 r. B Hawwen cTpaHe
Obl1 3aperMcTpuMpoBaH eAWHCTBEHHbLIA HEeNpPOCTaHOUAHbIA Cenek-
TUBHbIA aroHUCT IP-peLenTopos ¢ nepopanbHbIM NYTEM BBELEHUS
cenekcunar, peKOMeHAO0BaHHbIA A1 ANUTENbHOro nedeHus JIAT y
B3POC/bIX MALMEHTOB [4,5].

AhheKTMBHOCTb M 6E30MaCHOCTb Cenekcunara y NaunueHToB ¢
JIAT n3gyyqanuce B KnuHuyeckom nceneposaduu GRIPHON — Han6o-
nee MacluTabHoOM M [OATOCPOYHOM PaHAOMMU3UPOBAHHOM MnaLe6o-
KOHTPONIMPYEMOM COBbLITUAHOM WUCCNeaoBaHuy y naumeHToB ¢ J1AT.
KoM6UHUPOBAHHON MEPBUYHON KOHEYHOW TOYKOW B MCCNEAOBaHUN
ABMNOCH BPEMS OT MOMEHTA paHAOMMU3aLuu [0 NporpeccupoBaHns
3abonesanus (rocnutanuaauuu no nosody JIAI unm notpe6HOCTM B
Ha3HAYeHWUN NapeHTepabHbIX NPOCTAHOMO0B, UM OKCUTeHOTEPanum,
WAW NPOBEJEHUS TPAHCMNAHTALMN NIErKUX UK NpeacepaHon aTpuo-
CenToCTOMUM) UK CMEPTH BNNIOTb A0 OKOHYAHUA Nepuoaa fleveHus.
B uccnenosaHun GRIPHON HasHaueHue cenekcumara npuBoAniao K
YBENUYEHWI0 Nepuoja A0 HACTYNNEHUS Nepeoro cobbITua (yxyaLle-
Hue JIAT/cmepTb) Ha 40% (OP = 0,60; 99% [111 0,46-0,78; p < 0,001);
npu4em acheKTUBHOCTb NEYEHUS He 3aBUCENA OT TOr0, NPUMEHSNCS
NN Npenapar B Ka4eCTBE MOHOTEPANUN UK B KOMOMHALNN C APYTUMN
JNAT-cneunchmyeckumin npenaparamu. PesynbTarbl Ie4eHus He 3aBu-
CEenu oT BO3pacTa NauMeHTOoB W aTMoNorun 3abonesaqus [6,7].

BaxHo paccmarpusatb TakTuky Tepanuu JIAT yepe3 npusmy
[aHHbIX, NOMYYEHHbIX B YCNOBUAX PEANbHOM KIIMHUYECKOW npak-
TWKK [8]. B naHHOW pa6oTe npefcTasneH nopTpeT naumnenta c JIAT,
KOTOPOMY LieNiecoo6pa3HO Ha3Ha4yeHWe cenekcunara B COCTaBe
KOMOWHMPOBaHHbIX cxem JIAT-cneuudomyeckoin Tepanuu, npo-
NUCaHbl femorpauyeckme XapakTepucTUKM JaHHbIX NaLWEeHTOB,
oco6eHHocTU JIAT ¢ TOYKM 3pPEHUS OLEHKU puUcKa NeTanbHOCTH,
NanuTpbl CONYTCTBYIOLLEN Tepanuu.

MATEPWAN U METObI

Bcero B uccnefoBaHue B HACTOSALLEE BPEMS BKIHOYEHO 73 nauu-
eHTa ¢ JTAT B COOTBETCTBUM CO CNeayHOLWUMN KPUTEPUAMUN BKINHOYE-
HUA/MCKNoYeHns. Kputepnamu BKHOYEHNA 6bInn: BO3PACT CTapLue
18 net, BepunLMPOBaHHbIA anarHo3 J1Al: nauonatnyeckon ne-
rovyHomn runeptensmen (1) unm accouumpoBanHbix popm (nocne
KOppeKunn BpoXAeHHbIX NOpokoB cepaua (JTAM-BIC), Ha dhoHe
CUCTEMHOr0 3abosieBaHna coeauHuTenbHom TkaHu (JIAM-C3CT)
nnn BUY-undpexkuum (JTAM-BIY)), doyHkumonanbHbiid knace (©OK)
(BO3) II-ll, npepecTBytowwas cneynduyeckas Tepanns (aHTaro-
HWUCT peLenTopos anpoTenuHa (AP3) wunu cungeHadpun/ puouu-
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ryat) u cTaHgapTHas Tepanus (6n0KaTopbl KasibLMEBbIX KaHaNoB,
ANYPETUKK, TIIMKO3WUAbI, aHTUKOATYASHTbI UKW aHTWarperanThl) B
CTabUNbHbIX [103aX B TEYEHME HE MeHee 3-X MecsLeB.

Kputepusamu ncknio4eHus aenannck: Bospact monoxe 18 ner, J
JPYroi YCTAHOB/IEHHOW 3TUONOTMK (MOPTONIErOYHARA FMNepTEH3NS,
JII BCneacTeme NnopaXkeHus NeBbIX 0TAEN0B cepaua, J1T 06ycnoBrieH-
Has 3a60MeBaHNAMI NETKUX WK TUNOKCUEN, XPOHUYECKas TPOM-
603mbonuyeckas nerovHas runeptensus), ©K | unm IV (BO3), npea-
LUECTBYIOLLAR Tepanus CeneKkcunaromM Unu MionpocToM, Tsxenas
CONYTCTBYIOLLAS MATONOrKA, NPensTCTBYIOWIAs Y4acTUI0 nauueHTa
B UCCNEAO0BaHUM (NEYEHOYHAs HEeLOCTATOMHOCTb CPefdHen W TsKe-
NON CTENneHN TSKECTU, XPOHMYECKas MNo4YeyHas HefoCTaTOYMHOCTb
(HM3KWI1 KNTMPEHC KpeaTWHWHA)), HecobNoLeHe METOLO0B KOHTpa-
Lenumn XeHLMHaM1 AeTOPOHOI0 BO3pacTa, 6epPeMEHHOCTb, Nak-
Tauwsa, aptepuanbHan rNepToHUs, UemMnyeckas 60NesHb ceprua,
NOATBEPXAEHHAA MO [aHHbIM MYJbTUCMMPAIbHON KOMMbOTEPHOI
TOMOrpacui KOPOHAPHbIX apTepuid UM KOPOHAPHON aHruorpadoum,
a Takxe 3a60/1eBaHNA OMOPHO-LBMraTeNilbHOro annapara, npenst-
CTBYIOLLIE NPOBEAEHMIO TECTA 6-MUHYTHOM X0Ab0bI.

Bcero B uccnepoaHue Bknto4eHo 49 nauuentos ¢ WIT n 24
naumeHTa ¢ accouuuposanHon JIAT (14 ¢ JIAT-C3CT, 6 ¢ pe3uay-
ansHou JIAT nocne koppekuuu BIIC, 4 — ¢ JIAT-BNY), koTopbie
6bIIM FOCNUTANNU3NMPOBAHbI ANs 06CNeJ0BaHMA W J1e4eHUs B OT-
[en NeroYyHoi runepTeHsun n 3abonesanui cepgua ®rey «HMUL
Kapguonorum um. ak. E.. Yasosa» Mun3gpasa Poccuu B nepuog
¢ 01.01.2020 r. no 01.01.2023 r.

[narno3 UNI nnn accoumnposanHoit popmsbl JTAT ycTaHaBnm-
Bancs B COOTBETCTBUAM C anropuTMOM, NPeAnoXeHHbIM B eBpa-
3ninckux (2019 r.) u poccuiickmx pekomeHzaunax no nevequto Jr
(2020 r.) [4,5].

Tepanus cenekcunarom WHULWKMPOBANAach B HavyanbHOI 036
200 MKr 2 pa3a B CyTKW, N0A60p 403bl Cenekcunara ocyLecTBs-
CS NYTEM EXEHeeNbHOro yBennyeHus 1o3sl ¢ warom 200 Mkr 2
pasa B CYTKW 10 AOCTMXXEHUS MaKCUManbHO NepeHOCUMOil, KOTo-
pas fBnAeTCA WHAMBWAYaANbHO NOA0OPAHHON NOALAepPXKMBAOLLEl
[030i1 npenapara, UM 4o makcumanbsHoi — 1600 mMKr 2 pasa B
cyTku [9].

CTpatudmkaums pucka netanbHOCTW B TeyeHue 1 roga npous-
BOJMMACh COrMACHO LLIKae OLEHKN PUCKa, NPELOXEHHON B eBPO-
nenckux pekomengaumax ESC/ERS 2015 r., espasuiickux (2019.)
1 POCCUMCKMX pekomeHgauusax no nevexuo JII (2020 r.) [1,4,5].
Kateropun pucka onpefensinncb Kak HM3KOro, MPOMEXYTO4HOr0
1 BbICOKOrO B COOTBETCTBUU C UMEIOLLMMUCA (DAKTOPaMK puUcka y
K2X[0ro nauueHTa Ha cTapTe Tepanuu cenekcunarom [4].

Mony4eHHble AaHHble NPEACTaBEHbl B BUAE CPEAHEr0 3HAYeHUs
1 CTAHOAPTHOrO OTKNOHEHMS, MeaunaHbl, 25% 1 75% nepueHTunei
U ABASAIOTCA ONUCATENTbHBIMMU.

PE3YJIbTATbI

KnuHuko-gemorpadnyeckne xapakTepucTuku nauneHTos npes-
CTaBneHbl B Tabnuue 1.

MepnunaHa BospacTa naumenTos coctasuna 43 (38,0-55,0) ropa,
86,3% naumeHTOB ObIN »XKeHLKUHbI. Y 60NbLIMHCTBA BONbHBIX ANa-
rHoctuposada VI (67,1%), cpeau accounmnpoBaHHblx qopm J1AT
(32,9%) Haubonee 4acTo YCTaHOBMEHHbIM AMArHO30M 6bina JIAT-
C3CT (19,2%), NAT-BIC n JIAT-BWY BCTpeyanuchb B MEHbLLIEM YUC-
ne cny4aes (8,2% u 5,5%, cooTBeTCTBEHHO) (Tabn. 1). Meamana
uHgekca maccol Tena (MUMT) coctasuna 24 kr/m>. Mpu aHanu3e Bbl-
PaXXEHHOCTU ABMEHWNIA CepAeYHON HegocTaTo4HoCTH Y 34,2% naum-
€HTOB 0TMEYanochb Hanu4me 0TEYHOr0 CUHAPOMA, a TakXKe BbINoTa
B MOMOCTM NepuUKapAa no AaHHbIM axokapanorpacuu (IxoKr).

MeganaHa gucraHuum B Tecte 6-MMHYTHON XoAb6bl (T6MX) co-
crasuna 370 m (300,0-443,75), 410 COOTBETCTBYET (DYHKLMOHASb-
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Homy knaccy Ill ®K (BO3), npu atom MeamaHa ofblllku no bopry
5 (3,0-6,0) 6annos. Cnepyet oTMeTUTb, 410 7 (9,6%) naumeHTam
T6MX He NpoBOANNCA B CBA3N C TAXKECTbIO COCTOSHWA. B Lenom,
y 19 (26%) naumentos otmevanca Il ®K (BO3), y 3Ha4utenbHo-
ro 6onbwuHeTea — 52 (71,2%) — Ill ®K (BO3), nuws y 2 (2,8%)
naumenTos otmeyanca ®K -1V (BO3). Meanana yposHs mMo3ro-
BOro Hatpuiypetuyeckoro nentuga (NT-proBNP) coctasuna 1165
(205,75-2327,0) Hr/n.

Mo paHHbIM 3xOKI mepgmana nnowanu npasoro npeacepaus
(S MM) cocrasuna 24 (19,0-28,0) cm2. MMpu KateTepusauun npa-
BbIX OTAEN0B CepAua nosy4eHbl Creaytolmne pesynbtarbl: Megu-
aHa CpefiHero AaBneHus B neroyHoi aptepuu 58,5 (48,25-65,0)
MM PT. CT., MEAMaHa CPefHero AasfieHns B NMpaBoM MNpeacepauu
7,5 (5,0-10,0) mm pr. cT., meguana Sv02 58,5% (56,0-66,0), me-
AmnaHa ceppie4Horo mHaekca 2,0 (1,6-2,5) n/mun/m2, meamaHa ne-

royHoro cocygmcroro conpotusnedus 15,0 (10,3-19,1) en. Byna.

Takum 06pa3om, Ha cTapTe Tepanuu Cenekcunarom no pesysb-
TaTam OLEHKU C MOMOLLbIO LUKaNbl ONpefeneHus pucka, npeg-
NoXeHHoW B esponeickux pekomerpaunax ESC/ERS 2015 r. un
eBpasuinckmnx pekomengaumsax 2019 r. [1,4], 51 (69,9%) naument
OTHOCWNCA K Tpynne BbICOKOrO PpuUCKA He6aronpusTHOro npo-
rHo3a, 21 (28,8%) — Kk rpynne nNpoMeXyTo4HOro pucka 1 nuilb
1 (1,3%) nauueHT — K rpynne HU3KOro pUcKa, 4TO NOKa3aHO Ha
puUCyHKe 1.

Mo pesynbTatam 06cnejoBaHNA NaLMeHTaM cenekcunar Ha3Ha-
yarcs B cocTase ABOMHbIX (50,7%) 1 TpoiHbIX (49,3%) CXem KOM-
6uHupoBaHHo JTAT-cneunuyeckoit Tepanuu. Hambonee pacnpo-
CTPaHEHHOI J1IeKapCTBEHHOW KOMOUHaLMen U3 [ByX npenapaTos y
14 (19,2%) cTano co4YeTtaHue CTUMynSTopa pacTBOPUMON ryaHu-
naTuMKNasbl puouuryara 7,5 Mr/cyT 1 cenekcunara, a cpem Tpoi-

Ta6nuua 1. UcxoaHas xapakTepuipcTuka nauMeHToB, KOTOPbIM Ha3Ha4anca cenexkcunar
Table 1. Patient demographic and disease characteristics at selexipag initiation

XapakTtepuctuka Hanuble (n =73)

Bo3pacT Ha MOMEHT UHMLMaLUN

43 (38,0-55,0)
Tepanuu cenekcunarom, net

KeHLWmHbI, % 86,3 (n=63)

MMT Ha MOMEHT nH1Lpmauum

Teparnuu Cenekcunarom, Kr/m? 2 ()

Atuonorus JTAI Ha MOMEHT UHMLMALIA
Tepanuu cenekcunarom, %
nnr

Accounposatkbie popubi AT 00T (1=49)
32,9 (n=24)
JIAr-C3CT
19,2 (n=14)
JIAT-BNG VA
NAT-BIY 82(0-)
58,5 (48,65-65,0)
cpJ1A B nokoe, MM pT. CT. (1262)
91,5 (76,0-104,75)
CIUNA, MM pT. CT. A
7,5 (5,0-10,0)
AN, MM pT. CT. il
8,0 (5,0-10,0)
[3MTA, MM pT. CT. s
2,0 (1,6-2,5)
2
CI, n/mun/m O

XapakTtepucTuka Nahubie (n =73)
0 58,5 (56,0-66,0)
SVOz, %o (n _ 62)
15 (10,3-19,1)
NICC, en. Byna (n=61)

Bpems 0T NOCTaHOBKM uarHo3a
NAT [0 nHMUMaLmm Tepanum
CefleKcunarom, Mec

®K (B0O3), yucno (%)
|
Il
I
-1V

31,0 (7,0-60,0)

0

19 (26)
52 (71,2)
2(2,8)

370 (300,0-443,75)
(n =66)

5 (3,0-6,0)
(n = 66)

1165,0 (205,75-2327,0)
(n =52)

34,2 (n = 25)

24,0 (19,0-28,0)
(n=73)

34,2 (n = 25)

J6MX, m

Oppbllwka no wkane bopra, 6ann

NT-proBNP, Hr/n
SABneHus MK CH, %
ST, cm?

Bbinot B nonoctu nepukapaa, %

lMpumeyanmne. faHHble MPeACTaB/IEHbI B BUAE MeAuatbl, 25% n 75% nepLeHTusen

L3/1A — naBneune 3aknnHuBanns neroyHout aprepun; A1 — cpenHee aasnexne B npaBom npegcepanu; [J6MX — auctaHuns B Tecte
6-MuHyTHO X0Ab0bI; VI — nanonatuyeckas neroyHas runepteHsns; UMT — nHaekc maccsl tena; JIAI — neroyHas aptepuanbHas
runeptensus; JIAT-BUY — neroqnas aptepuasnibHas runepTeHsns, accoynupoBaHHas ¢ BUPYCOM UMMyHogegdnunTa yenoseka, JIAl -
BIIC - pesupyansHas neroyHas runepTeHsuns nocse Xupypruyeckon KoppexkLmumn BpoXaeHHoro nopoka cepaua, JIAr-C3CT — neroyHas
apTepuanbHas runepTeHauns, acCounmnpoBaHHas ¢ CUCTEMHbIM 3a00/18BaHNEM COEANHNTENbHOM TKanu; JICC — nero4Hoe cocyancToe
conpotusnenne; GLJIA — cucTonnyeckoe JasneHne B 1ero4Hoi aprepun; CY — cepgeyHsii uHgexc; cpJ1IA — cpeaHee JasneHne B

neroyHoi aptepun; ®K (BO3) — chyHKUMOHANBHBIA KNACC 10 Knaccugbukaymy BeemmpHoi opraHnsaumn 3apasooxparHeqns; NT-proBNP —
N-KoHueBO cbparmeHT MO3roBoro Hatpuiypetudeckoro nentuga; S 11— nnowase npasoro npegcepans,; Sv0,— catypaymns BEHO3HOM
KpoBu,

Notes: Continuous data are summarized using median, interquartile range (IQR) and categorical data counts, and percentage of patients
PCWP — pumonary capillary wedge pressure; RAP — right atrial pressure; 6MWD - six-minute walking distance; iPAH — idiopathic pulmo-
nary arterial hypertension; BMI — body mass index; PAH — pulmonary arterial hypertension; HIV-PAH — HIV associated pulmonary arterial
hypertension;, PAH-CHD — pulmonary arterial hypertension after correction of the initial heart defect; PAH-CTD — pulmonary arterial hy-
pertension associated with connective tissue disease; PVR — pulmonary vascular resistance,; SPAP — systolic pulmonary arterial pressure;
Cl - cardiac index; mean RAP — mean right atrial pressure; FGC (WHO) — functional class (World Health Organization), echocardiography;
NT-proBNP — N-terminal pro-brain natriuretic peptide; RAA — right atrial area; Sv0,— mixed venous oxygen saturation
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HbIX CXeM KOMOUHMpOBaHHOW JIAT-cneumdomyeckon Tepanum —
y 15 (20,5%) — nHruéutopa octoanacrepasbl 5 Tuna (MP3-5)
cungeHaduna 60 mr/cyt, AP3 maumteHtaHa 10 mr/cyT u cenek-
cunara (cxembl JIAT-cneuuduyeckon Tepanuu npeacTaBieHbl Ha
pUCYHKax 2 u 3).

MeganaHa BpemeHn OT nocTaHOBKU AuarHosa JIAI fo HasHa-
yeuus cenekcunara cocrtasuna 31,0 (7,0-60,0) mecqaues. Y 60nb-
LWMHCTBA nauneHToB (95,9%) npopomkanack nofAepXusaoLlas
NeKapcTBEHHas Tepanus, Haubonee 4acTo HasHa4yaemoln rpynno
npenaparos ABNANNCL AHTArOHWUCTbI anbhocTepoHa (76,7%), a
CPeau MpenapatoB aHTUKOATYNAHTHOIO LENCTBMA — AHTArOHUCT
BuTammHa K sapapuH (23,3%) (taon. 2).

OBCYXIAEHUE

Llenbto coBpemeHHoiA Tepanumn naumeHtos ¢ JIAI cornacHo co-
BPEMEHHbIM PEKOMEHZAUMAM SBNSAETCA HAAEXHOE LOCTUXKEeHUe
HW3KOro pucka netanbHoctn [1,3,4,5]. Cenekcunar kak nepsbii
npenapar M3 Knacca aroHUCTOB MPOCTALMKIMHOBLIX PELLeNnTOPOB
[0Kazan npenMyLLecTBa npu Ha3Ha4YeHU B COCTaBe KOMOBUHMUPO-
BaHHbIX cxeM JIAl-cneumndouyeckon Tepanuu [10].

B LaHHOM uCCrefoBaHUM NPOBELEH aHanM3 KIKYeBbIX Xapak-
TepucTuk nauueHtos ¢ JIAl, Habnogatowwmxcs B ®IrbY «HMUL,
kapauonorum um. ak. E.N. Yazosa» Munagpasa Poccum, KOTOpbIM
BrepBble OblNa Ha3HayeHa Tepanus cenekcunarom. Mpencrasns-
eT WHTEPEC COMOCTABEHNE MOSTYYEHHbIX JaHHbIX C pesynbTatamu

Ta6nuua 2. ConyTcTBYHOLLAA TEPANNA HA MOMEHT MHULMALMK NpUEMa
cenekcunara
Table 2. Non-PAH-Specific medications at selexipag initiation

Konuuectso
Mpenapar NaLWeHToB,

n (%)
MaumneHTbl, NpUHUMAtOWmMe > 1 npenapara
He Ans cneunduryeckoir Tepanum JIAT 5
ACK 14 (19,2)
Bapchapun 17 (23,3)
JHOKCanapuH Hatpus 1(1,4)
lMepopanbHble aHTUKOArYNAHTbI 16 (22,0)
AnukcabaH 7(9,6)
[laburarpaH 1(1,4)
PvBapokca6aH 8 (11,0)
leTrnesble AMYPETUKM 92 (71,2)
AHTaroHuCTbI anbaocTepoHa 956 (76,7)
CTaTtuHebl 18 (24,7)
AHTaroHUCTbI KanbLus 1(15,1)
BabpaguH 26 (35,6)
bera-agpeHo6nokaropel 9(12,3)
[penapartbl Xenesa 7(9,6)
[Tpenapatbl Ans nevyeHns caxapHoro amabera 6 (8,2)
J1eBOTUPOKCUMH HaTpus 6(8,2)
[MoKOKOpTUKOCTEPOMb! 4 (5,5)
[MAPOKCMXNOPOXMH 2 (2,7)
APBT 4 (5,5)

lMoumeyanus: ACK — avyetnncannuynnosas kucnora, APBT —
aHTUPETPOBUPYCHASA Tepanus
Notes: ASA — acetylsalicylic acid; ART — antiretroviral therapy
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OTKPLITOro HabnwaarensHoro uccnegosanms SPHERE [8,11,12],
rNaBHON 3ajayell KOTOPOro SIBMNACh OLEHKA 3 EeKTUBHOCTU U
6e30MacHOCTU Cenekcunara npu NPUMeHeHUU B pearibHON KIMHK-
YECKO NpakTuke.

B koropTe Hawmx nauueHToB 60MbLIMHCTBO COCTABUIIA XKEHLLN-
Hbl OTHOCWUTENbHO MOM0A0ro Bo3pacta. [pu conocTaBneHum ¢ faH-
HbiMu uccnegosadus GRIPHON [6,7] n npocnekTMBHOrO Habnmio-
parenbHoro uccnepgosanus SPHERE [11,12] oTmedaetca cxopHas
Jemorpaguyeckas xapakTepucTuka rpynn naumeHToB. HazHadvenue
cernekcunara OCyLLEeCTBNIANOCh B COOTBETCTBME C MOKA3aHUAMM —
®K 1111l (BO3)) n atmonorum JTIAT (Hambonbluas A0S NauneHTos ¢
WIT (67,1%), n3 accoumnmnpoBanHbIx hopm npeobnagany 60NbHble
¢ JIAT-C3CT (58,3%)). Hawm nauueHTs! 6biin 3HAYUTENBHO MOSIO-
e (CPeaHuin BO3paCcT Ha MOMEHT MHWULMALMM Tepanun cenekcuna-
rom 45,5 nert), 4em B peructpe SPHERE (meamana Bospacta 58,6
net) [11,12] unn GRIPHON (mepnuaHa Bo3pacta 47,9 ner) [6,7]. Ot
MOMEHTa NOCTAaHOBKKM AnarHo3a JIAI 4o Hadvana cneundguyeckoi
Tepanuu No HaWuM AaHHbIM NPOXOLUNO, B CPeAHEM, 2,5 roaa, 4to
cornacyercs ¢ pesynstatamu uccnegosanus GRIPHON (megmana
2,4 ropa) [6,7]. CnemyeT OTMETUTb, 4TO B aMEPUKAHCKOM PerucTpe
SPHERE atot nepuog gocturan 3,4 roga [11,12].

Mpu oueHKe (DYHKLMOHANBHOMO CTaTyca B AaHHOM WUCCef0Ba-
HUM Meauana auctaHuuu B T6MX coctasuna 370,0 m, cooTBeT-
cteyrowwas Il ®K (BO3), 4T0 66110 60JIbLLE BENUYUHBI SUCTAHLMUM

1,30%

Huskmit puck

28,80% .
MPOMEXYTOUHBIA PUCK

69,90% I Buicokmit puck

PucyHok 1. CTpaTuthukanus pucka nayueHToBs
nepen MHULMALKMEN TEpPanuUN CENeKkcunarom

Figure 1. Risk stratification at selexipag initiation

B Cungenadun+Cenexcunar
9,60% ®
boseHTaH+Cenekcunar

Puouuryat+Cenekcunar

MaumteHntaH+Cenekcunar

PucyHok 2. Cxembl ABOWHOI  KOMOMHUPOBaHHON
JIAT -cneyudpnyeckoi Tepanum, BKNHOYaloLLen
cenekcunar, y naumentos ¢ JIAT

Figure 2. Double combination PAH-specific therapy
including selexipag in PAH patients

[ | CunpeHacpun+Maumtentan+Cenekcunar

Pnouuryat+MauuteHTan+GCenekcunar

20,50%

Puouuryat+boseHtaH+Cenekcunar

Puouunryat+Am6puseHtaH+GCenekcunar

PucyHok 3. CoctaB cxem TPOifHON KOMOMHUPOBaHHON
JIAT-cneuuchuyeckoil Tepanum, BKHOYaLOLWE
cenekcunar, y nauuentos c JIAI

Figure 3. Triple combination PAH-specific therapy
including selexipag in PAH patients
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B PKW GRIPHON [6,7] v peructpe SPHERE (353,2 m 1 320,9 m,
cootBeTcTBeHHO) [11,12] npu menee Taxenom OK (BO3).

B cxemax JIAT-creumdmyeckon Tepanum B Hallem WCCreaoBa-
HUWM NaLMeHTBLI NoNyYanu cenekcunar TonbKo B COCTaBE KOMOUHU-
POBaHHbIX CXeM, B T0 Bpems kak B PKW GRIPHON [6,7] u perucTpe
SPHERE [11,12] y 4acTi nauueHTOB Ha3Hayanacb MOHOTepanus
CerieKkcunaroM. B KnuMHWYecKux pekoMeHZaunax no NeYeHuto na-
uueHToB ¢ JII' nponucaHa HEO6XOAUMOCTb KOMOWHWUPOBAHHOW
Tepanum, BKnoYawoLlein B cebs JIAM-cneynduyeckue npenaparb
W3 pasHbIX rpynn, Ans BO34eNCTBMSA HA BCE MULLEHW NaToreHesa
JIAT (nyTW 3HO0TENMHA, OKCMAA a30Ta M NPOCTALMKINHA), 4TO OT-
PAXEHO B CXeMax MeAMKaMeHTO3HOr0 JIeYeHMs HallnxX NaLueHToB
c AT [1,4,5].

MauneHTbl B HaLIEM WUCCef0BaHNM HECKONbKO Halle nosy4any
ONYpeTnYeckyto Tepanuio (71,2%) B CpPaBHEHUM C NaLMeHTamm
B peructpe SPHERE (67,8%) [11,12]. B kadectse aHTUTpOm6O-
LUTAPHOM Tepanuu y Halunx NauMeHTOB Yalle NPUMEHAKTCH Kak
aHTaroHucTsl BuTammHa K (23,3%), 0TMe4eHO HaszHauyeHue nepo-
PaIbHbIX aHTUKOArynsaHToB (22%), B MEHbLLENR CTENeHn — npuém
auetuncanuuunosoit kuenotsl (ACK) (19,2%), B T0 Bpema Kak y
nauueHTos pernctpa SPHERE nuaupytoLee nonoxeHue 3aHumaet
npumeHenne ACK (25,4%) no oTHoweHuto K Bapdhapuny (14,2%)
[11,12].

3AKJNTHOYEHUE

Mo pe3ynbTaTam oLeHKM 73 nauneHTos ¢ JIAI, HabnoaaoLWwmxcs
B 3KcnepTHOM LieHTpe no npo6neme JII ®IBY «HMWLL kapauono-
rum um. ak. E.N. Yasosa» Munagpasa Poccun, 60NbLINHCTBO CO-
CTaBUJIN XXEHLLMHbI B Bo3pacTe 0T 38 fo 55 net ¢ aHamuesom J1AT
B TeyeHue 2,5 net. 28,8% n 69,9% nayueHToB, COOTBETCTBEHHO,
UMENN NPOMEXYTOYHbIA UAN BbICOKMA PUCK HEOGNAronpusATHOro
NporHo3a, HeCMOTPS Ha MPUEM MOHO- UAM KOMOGWHWUPOBAHHOI
JIAT-cneumdonyeckoin Tepanuun, Bkntodawowen n®O35 unu puo-
uuryat u AP3. [JanbHeiwmnini aHanu3 AaHHbIX NO3BOAWT OLEHWUTb
3(ppeKTUBHOCTb U NMEPEeHOCMMOCTb A0JITOCPOYHON KOMOMHUPO-
BaHHOI CreLnpuyecKoin Tepanuu, BKOYatoLLen cenekcunar, fo-
30Bble PEXUMbl NnpenapaTta U KAUHUYECKUE UCXOAbl B YCNOBMAX
peanbHOM KIIMHUYECKOW NPaKTUKM.
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