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Pesome

H3MeHeHue «opTpeTa» NalMeHTOB C UAMOIAaTUYecKoit jerouHoit runepreHsueii (MJITN) u xpoHnyeckoit TpoM603MO0IMYeCKOit JIErOYHOI rurnep-
teH3ueit (XTD JII') 3a mocienHee AecITUIETUE MPeAnoaraeT HeoOXOAMMOCTh pa3paboTKK Mofeneil (DeHOTUITOB Y OOJIbHBIX JaHHOM KOTOPTHI.
Henbio vccienoBaHus SIBUACh OIIEHKA XapaKTepa TeueHUs 3a0osieBaHus 1 mporHoa narreHToB ¢ MJIT u nHeonepabdenshoit XTD JII' Ha ocHOBa-
HUM HOPMUPOBAHUS (HEHOTUITUIECKUX TPYII B 3aBUCUMOCTH OT KOMOPOUIHOTO cTaTyca. Marepuaibl U MeTOlbl. B viccienoBaHue BKIIIOYEHBI
nauueHTsl ¢ T (n = 88) u HeonepabenbHoit XTD JIT (n = 38) B Bo3pacTte 38,5 [28,5; 511 u 53,5 [41; 58] rona coorBeTcTBeHHO. Ha MOMEHT Bepu-
(ukarnmm muarHosa u yepes 13 [12; 20] Mec. BBIMOMHSUTUCH 6-MUHYTHBII maroBblii TecT (6-MIT) 1 crimpoBeoaproMeTpusi, TpaHCTOpaKaIbHast
axokapauvorpadus (9xoKI'), kareTepusalmy npaBbIX OTAENOB cepalia. Bece maiueHTsl ObUIM pa3zieieHbl Ha 5 Py COrIaCHO KOMOPOUIHOMY
crarycy: 1-s rpynna (n = 29) — quua ¢ MJIT / XTD JIT' 6e3 komopOuaHoii natonoruu; 2-s rpynna (n = 23) — ¢ unaekcom maccol tena (UMT)
> 25 xr / M?; 3-a (n = 27) rpynma — ¢ UMT 2> 25 xr / M? v pucununemueii; 4-s rpynma (n = 30) — ¢ runeproHnyeckoit 6onesnso, MMT
> 25 xr / M?> 1 qucnunuaeMueit; 5-s rpynna (n = 17) — ¢ iepevynciIeHHBIMU KOMOPOUIHBIMU TTATOJIOTUSIMU Y HAPYIICHUSIMU YTJIEBOTHOTO OOMe-
Ha (HYO). Pe3yabratsl. icxonHO 10CTOBEPHO OoJiee TsKeblid (DYHKIMOHAIBHBII cTaTyc Habmonancs y 00JabHbIX 4-if U S5-It TpyIII Mo cpaBHe-
HUIO C JIMLAMU, pacrpeneJeHHbIMU B 1-10 1 3-10 rpynnbl. CornacHo AaHHbIM 3-MepHoii DXoKT', y mauueHToB 4-ii U S5-i1 rpyrin BbISIBIEHO JOCTO-
BEPHO 0oJjiee BbIPAXEHHOE YBeJUUeHHE 00BEMOB MTPABOTO XKeJYI0UKa MO CPABHEHUIO C TAKOBBIMM IMOKa3aTeIsIMU Y OOJIbHBIX 1-if U 3-if rpymm.
Tlpu WIIT B 1-i1 u 3-i1 rpymmax 10CTOBEPHO 00Jiee YaCTO OTMEYATNCH TIOJIOXUTEIbHBIE PE3YIbTAThI TECTA HA Ba30peaKTUBHOCTD (34,5 1 48,2 %)
1o cpaBHeHMIO ¢ 4-i1 (6,7 %) u 5-it (5,9 %) rpynmamu. [lepuon ¢ MomeHTa BepuduKaimy 1nar{o3a 10 100aBIeHus 2-T0 CIennubUuIecKoro mpe-
napara 6bUT 3HaYMMO Kopoue y naimeHToB ¢ MJIT / XTD JIT 5-it rpynmsl 1o cpaBHeHMIO ¢ 607bHBIMU 3-ii Tpyrmbl. [Tpu WIIT B 1-it u 3-it rpyn-
ax JIOCTOBEPHO pexke OTMeuasics BHICOKUIA pUCK JieTaTbHOTo rucxona uepes 13 [12; 30] mec. ieueHust 1o CpaBHEHMIO ¢ TAKOBBIM TTOKa3aresieM B S-it
rpymie. 3akmodenue. Codyetanrie UMT > 25 kr / M2, AMCIUITUIEMIH, TUTIEPTOHUYECKOM 00JIe3HU, KakK 1 AonoaHuTeabHoe Haanune HYO, acco-
LIMMPYETCSI C MEHee OJIaronpusTHBIM TeueHreM 3aboeBaHus y nauueHToB ¢ MJIT u HeonepabeabHoit XTD JIT.

KnroueBbie cioBa: uayonaTuyeckasi JeTOUYHasl TUIMIEPTEH3UsI, HeorepadeabHas XpOHUYECKass TPOMOOIMOOIUYecKasl JerouyHass TUTIePTeH3Us,
(beHOTHTITBI, KOMOPOUIHAS TTATOIOTHS, TIPOTHO3.
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Abstract

Changing the "portrait" of patients with idiopathic pulmonary hypertension (IPH) and chronic thromboembolic pulmonary hypertension (CTPH)
over the past decade suggests the need to develop models of phenotypes in patients with this cohort. The purpose of the study was to estimate the
nature of the disease course and prognosis of patients with IPH and inoperable CTPH based on the formation of phenotypic groups depending on
the comorbid status. Materials and Methods. Patients with I[PH (n = 88) and inoperable CTPH (n = 38) aged 38.5 [28.5; 51] and 53.5 [41; 58] years
respectively were enrolled in the study. 6-minute step test (6-MST) and spiroveloergometry, transthoracic echocardiography (EchoCG), catheteri-
zation of the right side of the heart was performed at the moment of diagnosis verification and in 13 [12; 20] months. All patients were divided into
5 groups according to comorbid status: Group 1 (n = 29) — patients with [IPH/CTPH without comorbid pathology; Group 2 (n = 23) with body mass
index (BMI) > 25 kg/m?; Group 3 (n = 27) — with BMI > 25 kg/m? and dyslipidemia; Group 4 (n = 30) with hypertension, BMI > 25 kg/m? and
dyslipidemia; Group 5 (n = 17) with the listed comorbid pathologies and carbohydrate metabolic disorders. Results. Initially more severe function-
al status was observed in patients of the 4™ and 5 groups as compared to those in the 1%t and 3 groups. According to the data of the 3-dimensional
EchoCG, in patients of the 4" and 5" groups a reliably more expressed increase in the volume of the right ventricle was revealed in comparison with
such values in the 1% and 3 groups. In IPH groups 1 and 3, the positive results of the vasoreactivity test (34.5% and 48.2%) were significantly more
frequent in comparison with groups 4 (6.7%) and 5 (5.9%). The period from the diagnosis verification to adding the 2" specific drug was signifi-
cantly shorter in patients with IPH/CTPH of the 5th group compared to patients of the 3" group. a high risk of lethal outcome after 13 [12; 30]
months of treatment was significantly less frequently observed with IPH in Groups 1 and 3 as compared to Group 5. Conclusion. The combination
of BMI > 25 kg/m?, dyslipidemia, hypertension, as well as the additional presence of carbohydrate metabolism disorders is associated with a less
favorable course of the disease in patients with IPH and inoperable CTPH.

Key words: idiopathic pulmonary hypertension, inoperable chronic thromboembolic pulmonary hypertension, phenotypes, comorbid pathology,
prognosis.
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Nnuonatuueckas neroyHas runeprensust (MJIT) saB-
JISIETCST TSDKeI0it (hopMoii JJerouHoi rurepreHsun (JIT)
¢ BepuduKalMeit [uarHo3a Ha MO3JHUX CPOKax, Xapak-
TepU3yeTcsl OBICTPBIM MPOrPECCUPOBAHUEM CUMIITOMOB
3a00JIeBaHUsI, AEKOMIIEHCALIUEN MPaBOXETyI0YKOBOMN
HEJI0CTATOYHOCTU U HEOIATOTIPUSITHBIM TTPOTHO30M TIPU
OTCYTCTBUM JICUECHUSI.

o mosiBieHUs MmpernapaToB MaTOTEHETUYECKOW Te-
panuu NpoOJOJKUTENBHOCTh XU3HU nauueHToB ¢ WUJIT
C MOMEHTa Bepu(UKaAlUM AUArHO3a COCTABJISLIA OKO-
o 2,8 roma, npu WJIT IV ¢pyHKIIMOHATBHOTO Kilacca
(®PK) — okono 6 mec. [1]. [To maHHBIM COBPEMEHHBIX
pPErucTpoB, ONHOTOAWYHAs, 3- W S-JIETHSIS BbDKUBae-
MocThb y 6onbHbIX MJIT cocrasiser 91, 74 u 65 % coor-
BETCTBEHHO [2].

XpoHuueckass TpoMbosamboiuveckasa (XTD) JIT
saBsietcd penkoi dopmoii JIT', moTeHIMaTbHO U3JIeUn-
MOIi C TIOMOINIBIO OIEepaluu JIeTOYHON TpoMOIHAAp-
tepakroMun. OngHako 1o 40 % maunuentoB ¢ XTD JIT'
cuuTalTcs HeomnepabeabHbiMU |3, 4]. V psina maimeH-
ToB ¢ HeomnepabenbHol XTO JII' ycTaHOBIEH AUCTaTb-
HBII XapaKTep TPOMOOTUUECKOTO TTOPaKeHUs C IMopaxe-

HUEM BeTBel JierouHolt aptepuu (JIA) cydbcerMeHTapHOTO
tuna (< 3 MM B auaMeTpe) W / WU OUCTaIbHOM Bac-
KyJionaTueil ¢ peMoAeJIMpOBaHUEM JIETOUHOTO COCYIM-
croro pycia auamerpom 0,1—0,5 mMm [5]. ¥V manueHTOB
JIaHHOI KOropThl MoaooHo O6onbHbIM MIITT Takke BO3-
HHUKAaeT JIESTOYHOE COCYIMCTOE PEMOISTMPOBAHNIE B BUIC
TUMEPIUIa3uM MHTUMBI, BBIpaXXeHHON TuIepTpoduu
MeIuu, Tpoaudepanuu aiBeHTULIMATIBHOTO CJIOS U TO-
BBILLIEHHOW MPOMYKIIMUA IKCTPALEIUTIOISIPHOTO MaTPUK-
ca B agBeHTULINN |5, 6]. Cxoxue maTou3noJIornyecKne
acTeKThl 3a00JieBaHUS U OCOOEHHOCTU PEeMOJAEINPOBa-
HUS JIETOYHOTO COCYAUCTOTO pyciia MO3BOJISIIOT UCITOJb-
30BaTh CEHU(PUUECKYIO TEPANUIO y MAMEHTOB C HEolle-
pabenbHoit XT®O JII', KoTopas paHee moKasaja CBOIO
3((HEKTUBHOCTh Y MALMEHTOB C JIETOUHON apTepuasib-
Hoit runeptensueii (JIAI) [3].

ITpu oTCYTCTBMM JIeUeHUS TTPOTHO3 MALIMEHTOB C He-
onepabenbHoit XTD JII' HeOIaronmpusATHBINA U 3aBUCHUT
ot cterienu JII' [7]. C MmoMeHTa TIOSIBIIeHUST crieuudu-
Yyeckoil Tepamuu, AokaszaBllieil cBoO 3(DGhEeKTUBHOCTD
y TIAIIMEHTOB C HEOIepabeIbHEIMA U Pe3UIyaTbHBIMU /
nepcuctupymommumu popmamu XTD JIT, mporHo3 y naH-
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HOI KOTOPTHI MALIMEHTOB YJIYUIIWJICS U B peIbHbIX K-
HUYECKUX YCIOBUSX 3-JIETHSIS BbIKMBAEMOCTb Ha (hOHE
Tepary puoLnryatoM coctasiser 94 % [8].

Knununueckasa xaptuna WJIT u XTO JIT' gsngercs
HecneunPUUIHOI, 4TO SBISETCS OCHOBHON MPUUYMHON
BepudUKaLlMU JUarHo3a Ha 1mo3aHux cpokax. CorjaacHo
3apyOexXHBIM PErucTpam U JaHHbBIM Poccuiickoro peru-
CcTpa TMepuoj OT aedoTa CUMIITOMOB 10 BepuUKaLUU
mmnarHo3a UJIT ne nipesbimaer 2,25 roma [9, 10], Torma
KaK CpeIHssl TIPOIOKUTEIbHOCTD BpEMEHU OT 1e0roTa
cumnroMoB XT3 JII' no Bepudukauu auarHosa B 9Kc-
MEePTHBIX LIEHTPaX cocTaBiisieT okoyo 14 mec. [11], a mo
JaHHBIM Poccuiickoro perucrpa 3aHumMaet no 2,6 roma
[12, 13].

3a nocyieqHee AeCATUIETUE OTMEUYaeTCs U3MEHEHUe
«tmopTpeta» nauueHToB ¢ MJIT u HeonepadenpHol XTO
JII" ¢ BO3HUKHOBeHUEM 3a00JieBaHUs y JIULL OoJiee cTap-
IIero Bo3pacTa, OOLIMPHBIM CIIEKTPOM KOMOPOMIHOM
MaTOJIOTUU, UYTO OTpaxkaeTcss Ha KIUHUKO-(YHKIIMO-
HaJIbHOM CTaTyce, FreMOJMHAMUKe U XapaKTepe TeUeHUs
3a00J1eBaHMsI, a TaKKe MO3MHEH Bepu(PUKAIIUN TUATHO-
3a [14—17]. OgHako Ha HaCTOSIIUIT MOMEHT He pa3pado-
TaHbl OMNpeNeJeHHbIE MOJEAU (DEHOTUIIOB MALMEHTOB
¢ WIT u nHeonepabenbpHoit XTO JIT, yTo moapazymeBaeT
HEOOXOMMMOCTD MPOBEICHNUS KIMHUYECKUX MCCIIeIOBa-
HUI, MOCBSIICHHBIX UX MICHTU(MUKALIMK, YTO B CBOIO
ouepelb MO3BOJUT YJIYYIIUTh NMOHUMaHUE MeXaHU3Ma
3a00J1€BaHUs, ONIPENEIUTh KIMHUYECKUIA MPOTHO3 U (pe-
HOTUITUYECKH TIEPCOHATTM3UPOBAHHYIO CTPATETHIO JieUe-
HUS.

Llenbio uccnenoBaHus SIBUJIACh OLIEHKA XapakKTepa
TeueHusl 3aboyieBaHUSl U MporHo3a mnamueHTos ¢ UJIT
n HeornepabenpHoil XTD JIT' Ha ocHOBaHMM (HOPMUPO-
BaHUS (DEHOTUIIMYECKUX TPYIN B 3aBUCMMOCTU OT KO-
MOPOMIHOIO cTaTyca.

MaTepMaﬂbI U MeToAbl

HccnenoBaHue BBIMIOJHEHO B COOTBETCTBUM C MPUHIIU-
mamMu XeJTbCMHKCKOM AeKJIapalliy T10 TIpaBaM YeJIOBeKa.
IIporokon ucciaenoBanusi omoopeH JIOKaJIbHBIM 3THYC-
CKUM KoMuTeToM HayuHo-uccienoBaTeIbcKOro MHCTH -
TyTa KJIMHUUYECKO Kapauonoruu uM. A.JI.MscHukoBa
DenepaTbHOTO TOCYIAPCTBEHHOTO OIOMKETHOTO YUPEXK-
neHus «HanmoHaTbHBIM MEIUIIMHCKUI MCCIeI0BaTeIb-
CKHUI1 LIEHTP KapauoJoruu» MUHUCTEPCTBA 3ApaBOOXpa-
Henus Poccuiickoit @enmeparvin Ne 220 ot 31.10.16. Bee
MMAIIeHTHI MOAITICAIN MH(POPMUPOBAHHOE COTIache Ha
y4acThe B MCCICIOBAaHMU M 00PaOOTKY MEepPCOHATBHBIX
TAHHBIX.

B wuccrenoBaHue BKIIIOYEHBI MAallMEHTH (1 = 126)
¢ BepudunupoBaHHbIM auarHozom WJIT (n = 88:
77 xenmuH, 11 myxunH; Bo3pact — 38,5 [28,5; 51,0]
roga) u auna (n = 38: 29 xXeHIIMH, 9 My>XY1H; BO3pacT —
53,5 [41,0; 58,0] rona) ¢ HeonepabenbHoit XTD JIT'.

Kpurepnu BKIIOUEHUS] B HCCIEIOBaHME: BO3PAaCT
crapure 18 net; BepudummpoBanHblii nuarno3 UJIT nmm
HeorepabenbHass XTO JII', HO ¢ ypoBHeM IaBieHUS
s3aknuHuBaHus B JIA (II3JIA) < 12 MM pPT. CT.; IJIUTEb-
HOCTh HabsogeHusi Ha ¢doHe JIAT-cneuubpuyeckoit
tepanuu > 12 mec. Kputepun uckimouenus: JI3JIA no

allbHbleé UCcnegoBaHuA

MaHHBIM KaTeTepU3allMMd IIPaBBIX OTIOEIOB Cepala
(KITOC) > 12 MM pT. CT.; uiieMuyeckasi 00Je3Hb cepala
(MBC); uepedpoBacKyIsipHble COOBITHUS 3a MOCIETHUE
6 Mec.; 6epeMEHHOCTb, JTAKTALIUST; TSKETble HapyIIeHUST
¢yHKIMM TedeHW / modeK (> 9 0ayuIoB IO IIIKaje
Yaitng—IIsto, k1acc C / MOTpEeOHOCTh B TeMOIUAIN3E).

Cratyc onepabenbHocTy nanmeHToB ¢ XT3 JIT one-
HUBAJICSl OKCIEPTHON KOMMCCHUEll B COCTaBe Kapamo-
JIora, KapaIuOXWpypra, peHTTCHIHIOBACKYISIPHOTO XU-
pypra u IyJbMoHosiora. B mcciiemoBaHue BKITIOUYEHBI
MaIMEeHThI, HE COOTBETCTBYIOIINE KPUTEPUSIM JUISI TIPO-
BEJICHUsI OTIepalluyl JIETOYHOW TPOMOIHIAPTEPIKTOMUN
WM OaJUIOHHOI aHTMOoTUIacTUKU JIA.

[Ipu mpoBeneHUM CPpaBHUTEIBHOTO aHaJIM3a MCXOMI-
HbIX JaHHbIX TMauueHToB ¢ MJIIT u HeomepabenbHO
XTO JIT', HecMOTpsI Ha BBISIBJIEHHBIE PA3IU4YUs MO BO3-
pacty, @K JII' cornacHo knaccudukauuu BcemupHoit
opranuzauuu 3apaBooxpaHeHus (BO3) m aucraHuum,
MPOMACHHO MPH BBITTOJHEHUH 6-MUHYTHOTO [IAaTOBOTO
tecta (6-MILT), mamueHThl OBUIM COIMOCTABUMBI I10
IPYTUM ITapamMeTpaM, OTPaKaroIIiM IIPOTHO3 (TIIOIIAIb
MPaBOro MpeAcepAus U cUcToIuueckas (pyHKUUs mpa-
Boro xenynouka (I12K), BbIpakeHHOCTb XpPOHWYECKO
CEp/IeYHOI HEAOCTaTOYHOCTHU, 3HAUYEHUE CEepACYHOTO
WHJIEKCa, CaTypalusl CMEIIaHHO BEHO3HOU KPOBU KHC-
noponoM (SvO,) M cpegHee JaBjleHUE B IPaBOM TIpe-
cepauu, ypoBeHb N-TepMUHAJIbHOTO ITPOMO3TOBOIO
HaTtpuitypetuyeckoro nerntuna (NT-proBNP) (tabi. 1).
YUuTBIBasI COMOCTABUMOCTh MAIIMEHTOB IO MCXOTHOMY
CTaTyCcy M HaJIW4YMe CXOXHUX MaTOMU3MOTOTHYESCKUX
MEXaHU3MOB Da3BUTHUs 3a00jeBaHUs, LIS pa3padOTKU
(beHOTUTIOB B 3aBUCUMOCTH OT KOMOPOMIHOTO CTaTyca
mareHTsI ¢ MJIT 1 XTD JIT' 6b11i 00beIMHEHBI.

s olleHKU cTaTyca MalMeHTOB ¢ 3aBUCMMOCTU OT
KoMopOuaHocTu Bce jguua ¢ JII' Obuin pasnmeseHsl Ha
S rpynm: 1-g9 (n = 29) — nmauuentsl ¢ U (n = 23)
n HeomnepabenbHOit XTD JII' 6e3 KOMOpPOMIHOIM TTaTo-
sgoruu (n = 6); 2-g9 (n = 23) — ¢ UIT (n = 17) u Heore-
pabenbHoit XTO JII' ¢ uHnekcom Maccol Tena (MMT)
> 25 kr /M2 (n = 6); 3-9 (n = 27) — nmaumeHTsl ¢ UJIT
(n=21) u neoniepadenpHoit XTD JIT ¢ UMT > 25 xr / m?
B COYETAHUU C aucaunuaeMmueii (n = 6); 4-sa (n = 30) —
nanueHTsl ¢ T (n = 19) u HeonepabenpHoit XTD JIT
B COYETAHUU C rurneproHndeckoii 6onesnso (I'), UMT
> 25 xr / M?> u nucnunuaemueit (n = 11); 5-9 (n = 17) —
nauueHTel ¢ UJIT (n = 8) u HeonepabenbHoit XTD JIT
B COYETAaHWM C HapyIICHUSMU YIJIEBOIHOIO OOMeHa
(HYO) u I'b, UMT > 25 xr / M?> 1 guciaummaeMucii
(n=9).

Ha mMomeHT Bepudumkauuu auarHosa, depe3 13,0
[12,0; 30,0] m 26,5 [16,25; 56,0] mec. HaGMIONEHUS Ha
(oHe crienmduyeckoit Tepanuu npopoauauch 6-MIIT
C OIpeAeNIeHWeM ONBIIKU 1Mo bopry, cnmpoBenospro-
meTpus (CBOM), nByxmepHas (2D) u TpexmepHas (3D)
axokapauorpadus (OxoKI), KITOC, ompeneneHue
ypoBHsI NT-proBNP, o611uii 1 6MoXuMru4YecKril aHaIu-
3bI KPOBH.

TpancropakanbHast OxoKI mpoBoaumack Ha yabTpa-
3BYKOBOM Mpubope aKkcreptHoro kiacca Vivid E9 (GE
Healthcare, CIIIA) ¢ ncnionp3oBaHreM gatanka MSS-D
n 4V-D nig peructpanun nzobpaxennii B 2D- 1 3D-pe-
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Tabauua 1

Hcxodnwiii cmamyc nayuenmog 6 3asucumocmu
Om 3MuUoA02UN A€204HOY 2UNEePMeH3ul

Table 1

Initial status of patients depending on the etiology
of pulmonary hypertension

Mokasatenb
n=288 n=38

Tpynna UNr pynna XT3 NI

[lemorpacduyeckan xapakTepucTuka

Bospact Ha MomeHT Ae6rota
CUMNTOMOB, rogbl

BospacT Ha MOMeHT BepudmKaLmmn
[MarHo3a, roabl

Kenckuit non, n (%)

Bpewms ot nebrota cumnTomMoB
[0 YCTaHOBNEHUA auarHo3a, mec.

KnuHuko-thyHKUMOHaNbHBIA cTaTyC

32,0 [21,0; 46,5 46,5 [39,0; 55,0]

38,5 [28,5; 51,0]*
77 (87,5)

53,5 [41,0; 58,0]
29 (76,3)

23,5[10,5; 58,5] 28,0 [10,0; 81,0]

®K no BO3 3,0 [2,0; 3,01 3,0 [3,0; 3,0]

[lucTaHuus, npoitaeHHas 377,5 313,0

npv BbinomnHeHun 6-MLUT, m [412,0; 425,5]* [250,0; 390,0]

OTeku HKHUX KoHeuHocTel, n (%) 43 (48,9) 21 (55,3)

TpaHcTopakansHas IxoKr

Mnowapk MM, cm? 23,0[19,0; 28,00 23,9 [18,4; 27,6]

TAPSE, cm 1,5[1,3; 1,6] 1,4[1,3; 1,5]

®pakuus Bbibpoca MK, % (3D-3xoKr) 34,0[27,0; 41,01 31,0 [24,0; 35,0]

KuakocTb B nonoctu nepukapaa, n (%) 25 (28,4) 8(21,0)

KateTepusauus npaBbIx oTAenoB cepaua

CepaeyHbIA MHAEKC, N | MUH | M2 2,0[1,7; 2,4] 1,9 [1,6; 2,5]

Sv0,, % 59,0 [54,0; 66,0] 61,0 [54,0; 65,0]

CpenHee gaBnehue B M, Mm pr. cT. 5,0 [3,0; 10,0] 5,0 [2,0; 9,0]

Bromapkepbl kpoBu

NT-proBNP, nr / mn 671,2 738,9
[128,7; 1519] [208,7; 1472,0]

Mpumevanue: U - nanonatiieckas nerouqas runeptetansi; XT3 I - XpoHuyeckas Tpom-
Boambonuyeckas nerouHas runepreHans; OK - dyHkumMoHanbHbIi knace; BO3 - BcemmpHas
opraHu3aums aapasooxpaHeust; 6-MLUT — 6-MuHyTHbIA Warosbii TecT; xoKI™ - axokapauo-
rpacoust; MM - npasoe npeacepave; TAPSE - cuctonuyeckas aKkekypews KonbLa Tpukycri-
[anbHoro knanaHa; MK - npasbiii xenygouek; SvO, - caTypaums CMeLLaHHO! BEHO3HON
kposi kucnopogom; MMT - uHpekc maccsl Tena; NT-proBNP — N-TepMuHanbHbIi npomosro-
BOIA HaTPUYPETUYECKIA NENTE; * — Pasni4ys MeXay NaLMeHTamy ¢ BNonaT4eckoi neroy-
HOIA TUMEPTEH3NEN U XPOHUYECKO TPOMBOIMBONMYECKOI nerouHoi runeptexanelt (p < 0,05).
Note: *, differences between patients with idiopathic pulmonary hypertension and chronic
thromboembolic pulmonary hypertension (p < 0.05).

JKMMax COOTBETCTBEHHO. JIJIsI OIIEHKU CHCTOJIMYECKOM
dyuxkuuu XK B 2D-pexnme UCTIONB30BATUCH MTOKA3a-
TEJIN CUCTOJIMIECKON SKCKYPCUU TUIOCKOCTU TPUKYCITH -
nanbHoro konbuia (7ricuspid Annular Plane Systolic
Excursion — TAPSE) 1 ¢pakiimoHHOTO U3MEHEHUsI TJ10-
wanu [12K. Ananusz cucronnueckoil ¢gyHkiuu I1XK
B 3D-pexume (dpaxkmus BeiOpoca I12K) m odobemon
I2K mpoBoauics B iporpamMmme Tomtec Ha paboueii cTaH-
uuu EchoPac PC (GE Healthcare, CI1IA).

KITOC mnpoBoaunack ¢ UCIOIb30BAaHUEM arliapara
Allura Xper FDI10 (Philips, Hunepnannel). B pamkax
KITOC omnpenensiioch gaBjieHNUe B MPaBOM MPEACEPAUHN,
JIA (IJTA) u A3JIA ¢ nomounbio kKatetepa CBaH—IaH1a,
SvO,, paccumnThIBaJICST TTOKa3aTelb CEpAEYHOTO BRIOpOCa,
VIAPHBIA 00BEM U JISTOYHOE COCYIUCTOC COIPOTHUBIIC-
Hue. 1 oripeesieHusT Ba30peaKTUBHOCTH JIETOUHBIX CO-
cynoB mamueHTam ¢ WMJII' Ha MoMeHT BepubuKaluu
JIMarHO3a MPOBOAMIIACH OCTPast (hapMaKOIOTUIecKast Ipo-
6a (ODII) ¢ okcumoM a30Ta WJIM MHTATSIIIMOHHBIM WJIO-

npoctoM. Kpurtepuem nonoxurensHoit ODIT sBisiioch
cHmkeHue cpenHero JAJIA (JIJ1A¢,) > 10 MM pT. CT. ¢ n0-
CTUXeHUeM adbcomoTHOro ypoBHs AJIA,, <40 MM pT. CT.
U OTCYTCTBMEM CHUKEHUS TIOKa3aTessi CepraedHOro
BbIOpoca. C 1IebIo OLIEHKM XapakTepa TPOMOOTUYECKO-
ro TopaxkeHusl U pelieHus: Bompoca o0 orepadenbHO-
ctu nauueHtaMm ¢ XTO JII' mpoBoauiack celleKTUBHAS
AHTUOTTYTbMOHOTpadusl.

CB®M mnpoBoamiachk Ha IEKTPOMAarHUTHOM CITHPO-
Besioapromerpe SCHILLER CARDIOVIT CS-200 Ergo-
Spiro ¢ razoananuzaropom Ganshorn Power Cube.

VYposenb NT-proBNP omnpenensiicss 2JeKTpoXeMu-
JIIOMUHECIIEHTHBIM METOJOM Ha aHanu3atope Elecsys
2010, Roche mpu ucnonb3oBaHuu HabopoB proBNPII
(Roche, I'epmanusi).

OrpenesieHre pucKa JIETAIBHOTO MCXOAa B TeUeHUE
1 roga y maunenrtoB ¢ MJITI' u HeonepabenvHoit XTO JIT
MPOBOIMJIOCh HAa MOMEHT BepuduKauuu AuarHosa
u yepes 13,0 [12,0; 30,01, 26,5 [16,25; 56,0] mec. HaOIIO-
neHust Ha (oHe crennbUuIecKoil Tepanmuu Ha OCHO-
BaHWU OIIEHKU KOMIIJIEKCAa MAHHBIX KIWHUYECKOTO
obcienoBaHus, (QPYHKIMOHAIBHBIX TecToB (6-MIIT
u CBOM), BxoKT u KITOC, ypoBHs NT-proBNP, npen-
CTaBJICHHBIX B IIKaJIe CTPATU(DUKAIIMN PUCKA COTIIACHO
EBpomneiickum pekoMmengamusm o JIT [18].
Craructiyeckass 00padoTka daHHbIX. KoynuecTBeHHbIC
MoKa3aTeJu TPEACTaBICHbl B BUAEC MEAUAHbl U MEX-
KBapTUJIBHOTO pa3maxa (25-6 u 75-W TPOLEHTUIb).
[Ipu olieHKe pa3nuunii KOJTUYECTBEHHBIX MOKa3aTesei
HCMOJIb30BaJIMCh HelapaMeTpuueckue Kpurtepuu MaH-
Ha—YutHu (mpu 2 rpymnmax cpaBHeHus1) u Kpyckan-
nma—Yomnnuca (npu > 3 rpynmnax cpaBHeHus). Kpu-
TUYECKUM YPOBHEM CTAaTUCTUYECKOUN 3HAYMMOCTHU (p)
npuHuUMazach BeanunHa 0,05.

Pe3yneTathl U 06CyxaeHNe

[Tpu pasnenenuu nauuentos ¢ UJIT u XTD JII' B 3aBu-
CUMOCTU OT KOMOPOUIHOTO CTaTyca BBISIBJEHO, UTO
JINIIA ¢ OOIIMPHBIM CITEKTPOM KOMOPOMIHOM TTaTOJIOTUN
n3 4-i1 m 5-if Tpynm Ha MOMEHT JeOroTa 3a00JIeBaHUS
OBUIM TOCTOBEPHO CTapIlie MO CPaBHEHUIO C TAKOBBIMU
6e3 komopounHoctu (1-s rpynmna). [Ipu olieHke Bcero
CTIeKTpa KJIMHUYECKUX CUMIITOMOB IO CpPaBHEHUIO
C TaKOBBIMM Y OOJIBHBIX 1-I TPYIIIBI Y TIAIIMEHTOB 2-it
U 4-ii TPy JOCTOBEPHO Yallle OTMEeYaIuCh XKaao0bl Ha
0oiu B IpynHoi KieTke (oTHolieHue maHcoB (OL) —
4,39; 95%-wublii noBepuUTEIbHBINA WHTepBan (W) —
1,1-17,44; p = 0,03; OL — 7,58; 95%-ub1it AN — 1,51—
39,95; p = 0,01 cOOTBETCTBEHHO), TOTAA KaK Yy MallMeH-
TOB 2-# U 5-ii TpyIn — OT€KNU HMKHUX KOHEYHOCTE! Ha
MOMEHT Bepudukauuu nuarnosa. B 4-it u 5-i rpynmnax
OTMeUeHBl IOoCcTOoBepHO Oosee TseKkenblii PK mo BO3
Y MEHbIIIasl AUCTAHIISI, IPOMAeHHAs TIPY BBIMOJHEHUUN
6-MILT, mo cpaBHEHUIO ¢ TAKOBBIMHU ITOKA3aTEISIMU BO
1-ii 1 3-i rpynnax (taba. 2); Ipu 3TOM JOCTOBEPHBIX
pasznmuuwnii B mapamerpax CBOM He BBISIBICHO.

[1Ipu oLieHKEe CTPYKTYPHO-(DYHKIMOHAIBHOIO COCTO-
stHus cepaua 'y nauueHToB ¢ MUJIT u XT3 JIT mo naHHBIM
PErpecCUOHHOTO aHaJM3a BBISIBJIEHO, YTO MPUHAIIEXK-
HOCTb KO 2-ii, 4-11 1 5-i1 TpymnIamM acColMMpyeTcs ¢ yBe-
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Tabauua 2

Kaunuko-gyuxuuonaavnoiii cmamyc 6 3agucumocmu om Komopouonocmu

Table 2
Clinical-functional status depending on comorbidity

Ipynna ‘

n=29 n=23
22,0 [15,0; 29,0] 38,0 [29,0; 46,0]

Mapametp ‘ 19 2-9
Bospacr, roabl

WM, kr | w2 21,0 [19,0; 22,0] 27,0 [25,2; 30,0]

KnuHuyeckue cumnTombl

Bonu B rpyaHoi knetke, n (%) 8 (27,59) 15 (65,22)

Oreku HK, n (%) 10 (34,48) 16 (69,57)

OYHKUMOHANBHBI CTaTyC

oK no BO3 2,0[2,0;3,0] 3,0[2,0;3,0]

6-MLUT, m 409,0 [341,0; 455,0]  379,0 [286,0; 432,0]

33,0 [24,0; 49,0]

25,4 [25,0; 27,6]

9(33,33)

12 (44,44)

3,0 [2,0;3,0]

407,0 [357,0; 467,0]

34 4-9 5-a Paznuuus
n=27 n=30 ‘ n=17 Mexay rpynnamu
45,5 [37,0; 53,0] 52,0 [44,0; 54,0] Pia

P15
30,0 [28,0; 36,0] P14

P15

28,5[26,0; 32,6]

16 (53,33) 7(41,18) P12
P14
11 (64,71) P12

P15

15 (50,0)

3,0 [3,0; 3,0] 3,0 [3,0; 3,5] P14
P15
P35
280,0 [205,0; 346,0] P14
P15
P34
P35

314,0 [250,0; 340,0]

Mpumevatue: UMT - uHgexc maccs Tena; HK — HikHue koresHocTi; 6-MLUT - 6-MuHyTHBIN Wwarosblit TecT; OK — dyHkunoHansHbii knacc; BO3 - BeemupHas opranuaaLms 3apaBooxpaHeHws:;

* — panuuus mexay rpynnamu (p < 0,05).
Note: *, differences between groups (p < 0.05).

JINYEHUEM TepelHe3aqHero pa3Mepa JIEBOTO Mpelncep-
IIWST, TOJMIINHBI 3anHeit cTeHKH JI2K ¥ TOMIIMHBI MeXoKe-
JIyIOYKOBOM MEepEeropoaku, K 5-ii TpyIire co CHIKEHUEM
@B JIXK, K 4-ii Tpy1IIe ¢ yBeIMYEHMEM MacChl MMOKapa
JIZK, xoneunoro nuacronunyeckoro (KJ1O) u cuctonuue-
ckoro oobeMoB I12K 110 cpaBHeHUIO ¢ OOJBHBIMU 0O€3
koMopouaHoctu (1-s rpynmna). [1Ipu 3ToM 10CTOBEPHBIX
pa3Iuuuii B MapameTpax, OTpaxkarolnuX CUCTOIUIECKYIO
dyukuuio I12K, He BBISIBIIEHO.

[Ipu olleHKe OMOXMMHWUYECKOTO aHaj3a KPOBH y T1a-
uueHToB ¢ UJIT u XTD JIT (3-s1 rpymiia) BeISIBIEH 10CTO-
BepHO 0o0Jiee BBICOKUIA YPOBEHb JUIMOMPOTEUIOB BHICO-
koit rorHoctu (JITIBIT) (1,3 [1,2; 1,6] mMoab / 1) 1o
CPaBHEHMIO C TAKOBBIMU ITOKA3aTSISIMU BO 2-i1 TPyIIIe
(1,0 10,0; 1,2]) m 5 (1,0 [0,8; 1,4] mMmoap / 7).
HocroBepHbIx pa3nuuuii B ypoBHe NT-proBNP mexmy
TPYIIaMu B 3aBUCUMOCTUA OT KOMOPOUIHOI TIaTOJIOTUN
HE OTMEUECHO.

[To maHHBIM PErpecCUOHHOTO aHaJIu3a MPUHAMLIEK-
HOCTb K S5-I TpyTIIie acCOUUUPYETCS C YBETUUYEHUEM CH-
cronmuueckoro JJIA (CHJIA) nHa B-koadduuueHr,
cocTtaBuBLInii 23,62 MM pT. cT. (p = 0,01), yMeHbIIEHU-
eM SpO; (o nauubiM KITOC) Ha —4,37 % (p = 0,005) no
CpaBHEHHIO ¢ TalMeHTaMu 0e3 KOMOPOUIHOCTU
(1-51 rpynma).

[Monoxurensuerit pesyapratr O®DII mocToBepHO
yaile HaoOmopanca y mauueHToB ¢ MJIT 3-if rpymmbl
MO0 CpaBHEHUIO C TakKoBbIM Bo 2-ii (p = 0,02), 4-i1
(» = 0,0004) u 5-it (p = 0,006) rpynmax, a y 60JIbHBIX
1-1i TpynIIBl — O cpaBHEHMIO ¢ auiamu 4-it (p = 0,007)
u 5-i1 (p = 0,02) rpynm (puc. 1).

OTMeUYeHO, YTO y TMALMEHTOB S5-I TpymIibl MEepUO.
IO TIepexojia ¢ MOHO- Ha JBOIHYI0 KOMOWMHUPOBAHHYIO
Teparnuio 0T moctoBepHo MeHbIe (7,0 [5,0; 10,0]) o

Tabauua 3

Accouuauus kKomopouoHo2o0 cmamyca nayueHmos

¢ uduonamuueckoii 1e204Hol unepmensueil /
MpoMO0IMO0AUMECKOTL 1e204HOll 2unepmen3uell

¢ napamempamu 2D- u 3D-3xoxapouozpaghuu

Table 3

Comorbid status association of patients with idiopathic
pulmonary hypertension/thromboembolic

pulmonary hypertension with 2D and 3D
echocardiography parameters

Mokasatenu 3xoKr ‘ B-koadpchnument ‘ p* ‘ lpynna
Mpasble otaens! cepaua (3D-AxoKT)
KOO MX, mn 53,17 0,02 Prs
KCO MX, mn 35,7 0,01 Pis
Nesble otaensi cepaua (2D-3xoKr)
N3P 1N, cm 0,38 0,002 P12
0,40 0,0009 [
0,32 0,002 Pis
TonwwHa 3agHeit cteHku NK, cm 0,13 0,00002 pi»
0,05 0,02 P
0,09 0,001 P14
0,08 0,04 Pis
TMX, cm 0,02 0,00002  pi
0,07 0,007 Prs
0,1 0,001 Pis
0,1 0,02 Pis
Macca muokappa K (ASE), r 27,2 0,009 Pi2
231 0,001 P13
314 0,003 Pis

Mpumevanme: * - paanuumns mexay rpynnamu; xoKI™ - axokapavorpacms; KO — koHeuHblit
Avactonnyeckuit obbem; MK — npasblit xenygoyek; KCO — KoHeuHblit cucTonuueckuit 06bem;
N3P - nepeaxesapHuit pasmep; /M - nesoe npeacepave; /X — neBbIit xenynodex;

TMXT - TonwmHa Mexkenyaoykosoit neperopogky; ASE (American Society of Echocardio-
graphy) — AMepykaHckoe axokapauorpadnyeckoe 06LLECTBO; AaHHbIE PErPECCHOHHOO aHa-
n13a npepcTaBneHb! B BUAe B-koadhuLeHTa 1 YPOBHS CTaTUCTUYECKOI 3HAYMMOCTY p.
Note: ¥, differences between groups; regression analysis data are presented as B-factor and
statistical significance level p.
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CcpaBHEHMIO ¢ manmeHTamu 2-i (25,0 [17,0; 48,0]) u 3-it
rpymisl (30,0 [11,0; 60,0]) mec. ITaunentam 1-it rpynib
nmoctoBepHO pexke (34,48 %) WasHauajach OTUypeTHUC-
cKkas Tepanus ucxomHo u yepe3d 13,0 [12,0; 30,0] mec.
HaO0JII0IEeHMS 10 CpaBHEHMIO ¢ O0obHBIMU 2-1i (73,91 %),
4-i1 (63,33 %) u 5-11 (70,59 %) rpymi, KaK U malueHTam
3-i1 rpynmiel (44,4 %) no cpaBHeHUIO co 2-ii (73,91 %).

MenuaHa TIPOOOJDKUTEIIBHOCTH XKM3HU C MOMEHTA
BepuduKauuu quartHosa y namuentos UJIT u XTD JIT
1-5-it rpynn cocrtaBuna 4,4 [2,2; 8,0]; 4,4 [3,0; 7,5];
5,0 [2,0; 7,0]; 3,0 [2,5; 4,01 u 2,9 [2,0; 3,5] rona cooTBeT-
ctBeHHO (p > 0,05).

HMcxonHO M mpu TMOBTOPHBIX HaOMOAEHUAX OO0Jb-
muHeTBO nanueHToB ¢ MJIIT Haxoauauch B 30HE BBICO-
KOTrO pUCKa Pa3BUTHS JIETAIbHOIO MCXOda B TEYEHME
1 roma. ¥V 6onbHbix WJIT 1-if 1 3-ii rpymnmn JOCTOBEPHO
peXe BBIIBISIICS BBICOKMI PHUCK JIETAJBHOTO HMCXoda
yepe3 13,0 [12,0; 30,0] mec. JaeyeHUs MO CpaBHEHUIO
¢ mairMeHTamu S-i rpynmsl (puc. 2). [1pu olieHKe pucka
JietanpHOro ucxona y 6oapHbix UJIT 1 HeonepabeabHOM
XTH JII' B 3aBUCUMOCTH OT KOMOPOWMIHOTO cTaTyca
JIOCTOBEPHBIX Pa3IMUUii B pUCKE Ha MOMEHT BepuduKa-
LIMY AWarHo3a M IIpU TTOBTOPHBIX HAOIIONCHUSX HE
BBISIBJICHO.

C MoMmeHTa BepMdUKAIMKM AWar€Hos3a 1-rommyHast
BBXKMBAEMOCTh MAIlMEHTOB |- Tpymmbl cocTaBuiIa
89,6 %, 2-i1 — 95,6 %, 3-it — 96,2 u 4-i1 1 5-i1 rpynm —
100 %, Torna Kak 3-JIeTHsISI BBKUBAEMOCTh B |- rpyIie
cocrasuia 82,7 %, Bo 2-i1 — 86,8 %, 3-i1 — 88,6 %, B 4-i
u 5-i rpynmax — 97 u 98,3 % cOOTBETCTBEHHO.

I[To maHHBIM COBPEMEHHBIX PETUCTPOB IPOIEMOH-
CTPUPOBAHO U3MeHEeHUe TUMMMYHON KapTruHbl UIT 1 He-
omnepabenbHoit XTD JIT' ¢ Bepudukaumeil 3a00jieBaHNT
y Iu11 OoJiee CTapllIero Bo3pacTa ¢ OOIIMPHBIM CIIEKTPOM
koMopounHoii marojoruu [14—17]. Tak, 1Mo AaHHBIM
Aunrnuiickoro peructpa u peructpa CIIA REVEAL,
EBpomneiickoro peructpa COMPERA 3a mocnegnue
10 ner, cpemHuit BO3pacT Ha MOMEHT Bepu(pUKaLUU
nuarHosa y nmauveHtoB ¢ UJIT npesbimaet 50 yert [15],
TOrJa Kak IT0 JaHHBIM PoCCHITICKOTo perncTpa TaKOBOI
nokaszatenb coctaBuia 41 rox [10]. ¥V mamuenTtoB ¢ XTD
JIT Ha MoMeHT BepuduKalMyu IUarHo3a CpeIHUl BO3-
pact mo gaHHbiM peructpa COMPERA mnpesbicui
63 roma [17], mo maHHBIM Poccuiickoro peructpa —
54,6 roma [13]. HaubGosee pacmpocTpaHEHHBIMU CO-

Bbicokui puck yepes
. BbICOKMiIA pUCK UCXOAHO y 13,0 [12,0;30,0] mec.
g b
100 ~ -
4 75,0 4
80 g 108 787 "
60 ’ 52,4 52,6

47,.8*

%
13(48,2%)

50,0

10(34,5 %)

4(17,4%)

2(6,7 %) 1(5,9 %)

0,0 ]
1-9 rpynna 2-arpynna  3-Arpynna  4-arpynna 5-1 rpynna

Puc. 1. YacroTa nmojioxuTebHO MpoObl Ha BAa30PEakTUBHOCTD Y Ta-
LMEHTOB C UAMONATUYECKON JIETOYHOI TMIIEPTEH3UEN B 3aBUCUMOCTH
OT cTaTyca KOMOPOUITHOCTH

Figure 1. Frequency of positive vasoreactivity test in patients with idio-
pathic pulmonary hypertension depending on comorbidity status

MNYTCTBYIOIIUMHU 3a0o0jieBaHUSIMU y TtauueHToB ¢ WMJIT
u XTD JIT" mo ganHbIM Poccuiickoro peructpa siBiasiioT-
cs apTepualibHasl TUNepTeH3us u oxupenue [10].

I[IpuMeuaTeTbHO, YTO B HACTOSIIEe BpeMsI HE Cy-
IIEeCTBYET pa3pabOTaHHBIX Mopeei (PeHOTUIIOB IIa-
muentoB ¢ UJIT' u XTO JII'. B pamkax HacTosero
HCClIeI0BaHUs MTPOBOAWIACH OlleHKAa (heHOTUITMYECKUX
ocobeHHocTelt nmanueHToB ¢ UJII' u HeomnepabenbHOI
XT®D JIT B 3aBUCUMOCTH OT KoMopoumHoro craryca. Co-
[JIaCHO TOJIYUCHHBIM pe3yjabTaTaM y IIallieHTOB 0e3
komopouaHoctu (1-s1 rpynma), UMT > 25 kr / M? 1 ic-
aunuaeMueii (3-g rpymnna) HaOmogaacs 0ojiee coXpaH-
HBII (YHKIIMOHATBHBIM CTATyC Ha MOMEHT BepHpUKa-
1IMM OMarHo3a IO CpaBHEHHIO ¢ mauueHTamu ¢ I'b
B couetanuu ¢ UMT > 25 kr / M? 1 nuciaunuaeMueit
(4-s rpynna) u B couetanuu ¢ HYO (5-4 rpynma).

Hanmyme KOMITOHEHTOB METaOOJMUECKOTO CHHAPO-
Ma, B OCOOCHHOCTH OXXMPEHUSI, SIBJISIETCS JOTIOJHUTEb-
HBIM (baKTOPOM, BJIMSIIOIIMM Ha MPOTPEecCUpOBaHUE
OJBIIIKM W CHUXXEHME TOJIEPAaHTHOCTU K Harpy3kKam
y marmeHToB ¢ JIAT [19—21]. B marHOM uMccleqoBaHNT
y OOJIbHBIX 4-11 1 5-1 TPy BBISIBIEHO 00Jiee BhIpaXKeH-
Hoe moBeImeHe UMT ¢ meamanoit 28,5 n 30,0 xr / M2
COOTBETCTBEHHO, YeM MOXHO OOBSICHUTD UX 00JIee TSkKe-
JIBINA (DYHKIMOHAIBHBIA CTaTyC IO CPaBHEHUIO C ITaIl-
eHTaMu 1-i u 3-i1 Tpym.

V manueHToB 3-i rpynmnbsl MeauaHa ypoBHs JITIBIT
Obl1a TOCTOBEPHO BHIIIe (1,3 MMOJTB / JT) TIO CpaBHEHUIO
¢ 5-i1 rpymmoit (1,0 mmons / ). I1pu 3TOM B psime padbot

Bbicokuii puck yepes
26,5 [16,25; 56,0] mec.

88,0 ] [ 1-a rpynna (n = 23)

42,9*

20 3

L [ 2-arpynna, (n=17)

[] 8-arpynna, (n=21)
£l 38,1 =
i ) [] 4-arpynna, (n=19)

[ 55 rpynna, (n = 8)

64,7

Puc. 2. CTpaTI/ICbI/IKaLlHH PUCKa JIETAJIBHOTO UCXO/1a Y IMAallUEHTOB C UIMONATUYECKOU JIETOUHOM FI/IHCpTCH3I/IeI71 B 3aBUCUMOCTHU OT KOMOp6I/I}1HOCTI/I

[Mpumeyanue: * — paznuuus MexXIy nmaureHTamu 1-it u 3-if rpymr ¢ TakoBbIMU B 5-

it rpynine (p < 0,05).

Figure 2. The death risk stratification in patients with idiopathic pulmonary hypertension depending on comorbidity
Note: *, differences between Group | and Group 3 patients with such patients in Group 5 (p < 0.05).
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Opu

Huskuit ypoeHs JITIBII y nanuentos ¢ JIAI accoiuu-
poBajics ¢ Oosee TsekeabiM POK, BBICOKMM ypOBHEM
NT-proBNP u naBneHust B mpaBoMm mpencepauu [20],
HauOOJIbIIIE BEPOSTHOCTHIO KIMHUYECKOTO YXYIIIIe-
Hug [20, 22], yeM MOXHO OOBSICHUTH 00JIee COXpaHHBII
CTaTycC TMalMeHTOB 3-i1 TPYIIMHI.

ITpu WJII' u XTO JII' yacto Bcrpevarorcss HYO,
OITHAKO N0 KOHIIA HE M3BECTHO, UTPAIOT JIU OHU POJIb
B mmatoreHese JII' wim IBISIOTCS CICICTBUEM IIPOTPECCH -
poBaHus 3abosneBaHus. I1o MaHHBIM pPEerpecCHOHHOIO
a"amm3a Hammare HYO, UMT > 25 kr / M2, I'b n nuc-
munuaemuu y nanmentos ¢ MJIT / XTO JIT accorumpo-
Bajoch ¢ Oosiee BbIpaXeHHBIM yBenmueHneM CIJIA
[0 CpaBHEHMIO C TMalMeHTaMMU 0e3 KOMOPOUIHOCTH
(1-s1 rpynima), uto cornacyercs ¢ paboroit M. E. Whitaker
et al., Tie MokazaHo, 4To (haKT HAJTMYMS CaXapHOTO ra-
6eta (CJl) 2-ro tuma y manueHToB ¢ JIAIT accomumpy-
eTcsl ¢ Oosiee TSKEJIbIMM IapaMeTpaMM LIeHTPaabHOM
reMOIMHAMUKU IO CpaBHEHMIO ¢ manueHtamu c JIAT
6e3 CII [23].

[Ipm omieHKe cTaTyca BAa30peaKTUBHOCTH O0JIee YacToe
BhIsiBIIeHUE TToytoxkuTebHO ODPIT Ha MOMEHT Bepudu-
Kaluy AuarHosa Habmogaaoch y nmauueHtoB ¢ MIIT 1-it
U 3-1i TPYIIIBI IO CPaBHEHUIO C 4-1i 1 S5-I TpyIIaMu, 4To
ele pa3 MOATBEPXKIACT MEHEee OJIArONPUSITHOS TCUCHUE
3a0oseBaHus y aull ¢ JIT' B couetanuu ¢ 06oJjiee BhIpaxkKeH-
HBIMU METa0OJMYECKUMU HAPYIIEHUSIMU.

M3BecTHO, 4YTO HaJIWYME OXUPCHUS TIPUBOMUT
Kk runeptpodun JIXK, pacmmpenuto moiocteit JIK
U JIEBOTO TIpeACEepays 3a CUET YBEIUUCHUSI 00beMa 1IUp-
KyJUpPYIOIIE KPOBU U TOPMOHAJbHBIX HapyUIeHUH,
AKTUBHOCTU BHUCUEPAIBHOTO Xupa [24], 4yTo Takxke
MOXET OTpaxaTbCsd M Ha peMonenupoBanum [12K [25]
B CBSI3U C CHCTEMHOM SHAOTEIMAaIbHON AUChYHKIIUEH
C pa3BUTHMEM Ba30KOHCTPUKIIMU W MOBBIIIEHUEM COCY-
nuctoro comportusienust [23, 25]. Ilo pesynbTaTam
HacTosIIeil pabOTHl TaKKe ITOATBEPKICHBI TAaHHBIC
ucciaegoanusi MESA-RV, raoe y aui ¢ oxupeHueM
BoisiBNieHO yBenuueHue KO TT2K u Gonee HuU3Koe
s3HaueHne @B ITXK no nanusiM OxoKI 1o cpaBHeHUIO
¢ OOTBLHBIMU C HOPMaJTbHOM Maccoii Tena [25].

[IpoBeneHa olleHKa KIMHUYECKUX MCXOIOB M IPO-
rHo3a manueHToB ¢ UJIT / XTD JII' B 3aBUCHMOCTH
OT KoMopOuaHoro cratyca. Tak, y mauueHros ¢ WJIT
6e3 KoMopOumHoii maTtojornu (l-g rpymma) m UMT
> 25 kr / M? u auciunuaemueit (3-s1 rpymma) JI0CTo-
BEpHO pexXe HaOMomascs BBICOKUI PUCK JIETAJbHOTO
ucxona veped 13,0 [12,0; 30,0] mec. neyeHus (47,83
1 42,85 %) 1m0 cpaBHEHUIO C MAlMEHTAMU S5-I TPYIIIIbI
(88 %), Torma Kak JOCTOBEPHBIX Pa3IMUMil MEXKIY pUC-
koM manuenToB ¢ UJIT / XTD JIT B 3aBUCMMOCTH OT
KOMOPOUMIHOTO CTaTyca He BBISIBIIEHO. MeauaHa TIpo-
TOJKUTCIBHOCTH KM3HM C MOMEHTa BepHdUKalMU
IMarHo3a y JIMI C OOIIMPHBIM CIIEKTPOM KOMOPOW/I-
HOU matosioruu (4-ii u 5-i rpymnmsl) Obuta HUXke (2,9
u 3,0 Toga COOTBETCTBEHHO) TT0 CPaBHEHUIO C MTallMeHTAa-
Mu 1-it m 3-it rpyni (4,4 u 5,0 roma cOOTBETCTBEHHO),
OIHAKO 0€3 TOCTOBEPHO 3HAYMMBIX Pa3INIMIA.

bonee crapmmii Bo3pacT mMalMeHTOB Ha MOMEHT
Bepr(UKAIIMM OUArHO3a U OCOOCHHOCTH KOMOPOWIHO-
IO cTaTyca TakkKe BHOCAT BKJIAJ B BBDKMBAGMOCTh TAlIM-

allbHbleé UCcnegoBaHuA

enToB ¢ MJIT u HeonepabenbHoit XTH JIT'. Tak, mo maH-
HeiM peructpa COMPERA, y 6onbHbix MJIT crapiie
65 JeT omHOTOAMYHAS W 3-JIETHSIST BEBDKMBAEMOCTh COCTa-
Bua 90 u 68 % [26], Torma kKak s manueHTos ¢ XTD
JIT' — 92 u 75 % coorBerctBeHHo [17]. CoriacHo maH-
HeiM LlIBenckoro perucrpa, B KOTOPBIit ObLIM BKJIIOUE-
HBeI manueHTel ¢ JIAI' (MegmaHa Bo3pacta — 67 JieT)
u HeorepabenpbHoit XTO JII' (MeguaHa Bo3pacta —
70 meT) ¢ HaAMMYMEM TaKUX KOMOPOMIHBIX COCTOSIHUIA,
kak I'b, CII, UBC u ¢pubpumisaus npeacepaunii, oqHoO-
TOOWYHAS, 3-JICTHSIST W S5-JIETHSAS BBDKMBAEMOCTH TP
JIAT cocraBuna 85, 71 u 59 %, npu XTD JIT' — 91, 75
u 69 % coorBercTBeHHO [16]. OmHAKO B HACTOSIILEM
uccnenosanuu Hanuuve MBC y manumentos ¢ WIIT /
XTO JIT aBisiioch KpUTEPUEM UCKITIOUEHUST, UTO TAKXKE
MOTJIO CKa3aThCsT Ha IIPOTHO3E.

M3BecTHO, YTO HaAIW4YMe KOMITOHEHTOB METaOOJIM-
yeckoro cuHapoma y OonbHBIX JIAIT accormupoBaHo
C YXyAIIeHWeM MPOTHO3a, He3aBUCHUMO OT APYTUX Cep-
MIEYHO-COCYIUCTBIX (PAKTOPOB pHUCKA W CTEICHU TSI-
xectu [19, 20]. B psme paboT HUBKUN IUIa3MEHHBIN
ypoBeHb JITIBIT accomuupoBajicsi ¢ TOBBIIIEHHOMN
CMEPTHOCTbIO Y HAaUOOJIbIIIEH BEepOSTHOCTbIO KJIMHUYE-
ckoro yxynumenus npu JIAT [20, 22]. TIpumeuartenasHo,
yto y auu ¢ MJII' u n30bITOUHOI Maccoil Teia jeTalb-
HOCTb B TeyeHUe | roma HuxXe U cocrtasiser 12,7 % mno
CPAaBHEHMIO C TALMUEHTAMU C HEIOCTATOYHON Maccou
tena (46,4 %) nwmu oxupennem (UMT 30,0-34,9 —
y 21,1 % 6onbubix; UMT > 35 — y 38 %) [27]. Hanu-
yue HYO Takke BHOCUT BeCOMBII BKJIal B CHUKEHUE
YPOBHS JOJTOCPOYHOU BBIKMBAEMOCTU TallIEHTOB
c JIAT [28].

Jlnst Koroptel nauueHToB ¢ JIAI 1 HU3KUM pUCKOM
JIETaJIbHOTO MCXOIa YPOBEHb CMEPTHOCTH B TEUECHUE
1 roma mocturaet 2,8 %, y JIWII ¢ TIPOMEKYTOUHBIM PUC-
KoM — 9,9 %, ¢ BeIcOKMM puckoM — 21,2 % [29].

Ilpu WUJII' u obmupHOt KOMOPOUIHOI MaTOJOTrUU
(5-2 Tpymnma) HauOojiee 4YacTO BBISIBASICS BBICOKMIA
puck JnertanbHoro ucxona uepes 13,0 [12,0; 30,0] mec.
JICUeHUs] TI0 CPaBHEHMIO C OOJNBHBIMU 0€3 KOMOp-
ounHoctu (1-g rpymnma) u UMT > 25 kr / M? B coueTa-
Huu ¢ nucaunuaemueii (3-s rpynma). [lonydyeHHbIe naH-
HbI€, BEPOSITHO, MOXHO OOBSICHUTH 00Jieeé BBICOKUM
ypoBHeM JITIBII y manieHToB 3-ii rpymiisl u 0ojiee HU3-
kM UMT y nun 1-# u 3-3i TpymIn 1o cpaBHEHUIO C TAKO-
BBIMU TTOKa3aTeJIsIMU B 5-i1 TpyIIme.

Pasnmuns B omHOTOIVMYHOM 1 3-JIeTHEH BBIKMBAEMO-
CTH B 3aBUCUMOCTH OT KOMOPOMIHOTO cTaTyca IaieH-
toB ¢ WIII / XTD JII' obbsacHsIOTCS TeM, uyTo y 50 %
yMepiux 6e3 koMmopoumHoctu (1-s1 rpymma) auarHos
o611 BepuduuupoBadH B mnepuon ¢ 2008 mo 2010 rr.,
KOTJa oTMevaaach KpaifHe HU3Kasl JOCTYITHOCTD CIICIIM-
¢duyecKoit TepammM, YTO COIPOBOXKIAIOCH BBICOKOI
JIETaJIbHOCTbIO B TEUYCHME TEPBBIX JIET HAOJIOICHUS,
TOorjga Kak y O0JbHBIX U3 4-ff U S5-I TpyIIl, Y KOTOPbIX
nuarHo3 Bepuduiuposan mocie 2013 1., oTMeuyeHbI
JIyYIINe TTOKA3aTeIM OMHOTOOUYIHOM U 3-JIeTHEH BBIXKU-
BaeMOCTHU II0 CPaBHEHMIO C TallMEHTaMu 0e3 KOMOp-
ounHoctu (1-s rpynmna). Crneayer oOpaTUTh BHUMaHMeE
Ha OoJbIllce 3HAUCHUE MEIWaHBI IPOIOJLKUTEIIBHOCTH
JKW3HU TAIIUEHTOB 0e3 KoMopouaHocTH (1-51 Tpyrma) mo
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CpPaBHEHMIO C OOJBHBIMU C OOIIMPHON KOMOPOUIHOMN
naTtoyiorueit (4-i1 m 5-i1 TpymiIib).

3aknroyeHue

[To pe3ynbraTaM uccaeaOBaHUS YCTAHOBACHO, YTO Y JIUIL
¢ WUIT u HeonepadenpHoit XTD JII' 6e3 KoMmopOuIHO
marojgoru 1 UMT > 25 xr / M? B COUeTaHUU C ITUCIIH-
MUAEMUEN OTMEYaeTcsl JOCTOBEPHO 0oJiee COXpaHHBII
(bYHKIIMOHANIBHBIN CTAaTyC; Yallle BBISBISIETCS TTOJIOXM-
TeJibHasl peaklus Mpy MPOBEAECHUU Ba30pPeaKTUBHOTO
tecta y nuil ¢ MJIT Ha MOMeHT BepuduKauuu 1MarHos3a
(34,5 u 48,2 % COOTBETCTBEHHO); PEIKO OTMEYAETCS
BBICOKMI PUCK JIETAJbHOTO MCXOoda Ha (poHe JedyeHus
(47,8 1 42,9 % CcOOTBETCTBEHHO); TaKxKe HaOJI0IaeTCs
0OsbIIasT TIPOJOJIKUTEILHOCTh XKW3HU, OJHAKO 0e3
MIOCTOBEPHBIX pasmumunii (4,4 1 5,0 Toma COOTBETCTBEH-
HO) TI0 CPaBHEHUIO C MallMeHTaMU C COMYTCTBYIOIIUMU
I'b, UMT > 25,0 kr / M? n qucaunuaemueii, HYO (5,9
u 88 %; 2,9 roga COOTBETCTBEHHO).

Takum oOpazoM, coueTaHHBIM KOMOPOUIHBIN CTAaTyC
KakK cocTaBisolmuii ¢geHoruna mnauueHtoB ¢ MJIT
u HeornepabenbHoit XTO JII' accounupyercsi ¢ MeHee
O71aroNpUSTHBIM TeUeHUEM 3a00J1eBaHUSI U TPOTHO30M,
YTO TpearoJiaraet 6ojiee paHHee Ha3HaYeHEe KOMOUHU-
pOBaHHOM criel(UIECKON Teparu y MalyeHTOB JaH-
HOW KOTOPTHI.
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HaJIbHBIN MGHI/IHHHCKHﬁ HCCJTCI[OBaTCJ'[BCKHI‘;I LOECHTP KapAWOJIOTUM»
MunuctepctBa 3apaBooxpaHeHusi Poccuiickoit denepannu. OuHaH-
CHUpOBaHUE IIpoLecca r[y6n1/11<au1/m CTaTbM OTCYTCTBYET.

Conflict of interests

The authors declare no conflict of interests.

This study was funded under the theme of research work No. 85 at the
Lomonosov Clinical Cardiology Research Institute named after
A.L.Myasnikov Research Institute of Clinical Cardiology of the Federal
State Budgetary Institution "National Medical Research Center for
Cardiology" of the Ministry of Healthcare of the Russian Federation.
There was no funding for the publication process.

Nurepatypa

1. D'Alonzo G.E., Barst R.J., Ayres S.M. et al. Survival in
patients with primary pulmonary hypertension. Results
from a national prospective registry. Ann. Intern. Med. 1991;
115 (5): 343—349. DOI: 10.7326/0003-4819-115-5-343.

2. Benza R.L., Miller D.P., Barst R.J. et al. An evaluation of
long-term survival from time of diagnosis in pulmonary arte-
rial hypertension from the REVEAL Registry. Chest. 2012;
142 (2): 448—456. DOI: 10.1378 /chest.11-1460.

3. Lang I.M. Managing chronic thromboembolic pulmonary
hypertension: pharmacological treatment options. Eur.
Respir. Rev. 2009; 18 (111): 24—28. DOI: 10.1183/09059180.
00011110.

4. Mayer E., Jenkins D., Lindner J. et al. Surgical management
and outcome of patients with chronic thromboembolic pul-
monary hypertension: results from an international prospec-
tive registry. J. Thorac. Cardiovasc. Surg. 2011; 141 (3):
702—710. DOI: 10.1016/j.jtcvs.2010.11.024.

5. Moser K.M., Bloor C.M. Pulmonary vascular lesions occur-
ring in patients with chronic major vessel thromboembolic

10.

12.

14.

15.

16.

18.

19.

pulmonary hypertension. Chest. 1993; 103 (3): 685—692.
DOI: 10.1378/chest.103.3.685.

. Yazosa M.E., MapteiHiok T.B. JlerouHasi rumnepreH3us.

M.: Ipakruka; 2015.

. Wilkens H., Lang I., Behr J. et al. Chronic thromboembolic

pulmonary hypertension (CTEPH): Updated Recommen-
dations of the Cologne Consensus Conference 2011. /nt. J.
Cardiol. 2011; 154 (Suppl. 1): S54—60. DOI: 10.1016/S0167-
5273(11)70493-4.

. van Thor M.C.J., ten Klooster L., Snijder R.J. et al. Long-

term clinical value and outcome of riociguat in chronic
thromboembolic pulmonary hypertension. IJC Heart
Vasculature. 2019; 22: 163—168. DOI: 10.1016/j.ijcha.2019.
02.004.

. Humbert M., Sitbon O., Chaouat A. et al. Pulmonary arte-

rial hypertension in France: results from a national registry.
Am. J. Respir. Crit. Care Med. 2006; 173 (9): 1023—1030.
DOT: 10.1164/rccm.200510-16680C.

Yazosa U.E., Apxunosa O.A., MapteiHiok T.B. Jlerounas
apTepualibHasl rurepTeH3us B Poccun: aHanm3 mecTumer-
Hero HaOJIoIeHUsT TI0 TaHHBIM HalmoHaasHOTO perucrpa.
Tepaneemuueckuii apxue. 2019; 91 (1): 24-31. DOI:
10.26442/00403660.2019.01.000024.

. Pepke-Zaba J., Delcroix M., Lang I. et al. Chronic throm-

boembolic pulmonary hypertension (CTEPH): results from
an international prospective registry. Circulation. 2011;
124 (18): 1973—1981. DOI: 10.1161/CIRCULATIONAHA.
110. 015008.

Yazosa U.E., Maproeitiok T.B. KnuHnueckue pekomeHa-
LIMY TI0 IUATHOCTHUKE U JICYCHUIO XPOHUUIECKOI TPOMOOIM-
oonmyeckoit jerouyHoit rurnepreHsuu (I yacte). Tepanes-
muueckuil apxue. 2016; 88 (9): 90—101.

. Yazosa U.E., MaprsiHiok T.B., Banuesa 3.C. u ap. OueH-

Ka OpeMEeHU XPOHUYECKOU TPOMOOIMOOINYECKON JIerou-
Holi rumepTeH3un B Poccuiickoii Denepaumu. Tepanes-
muueckuti apxug. 2018; 90 (9): 101—109. DOI: 10.26442/
terarkh2018909101-109.

Dweik R.A., Rounds S., Erzurum S.C. et al. An official
American Thoracic Society Statement: pulmonary hyper-
tension phenotypes. Am. J. Respir. Crit. Care Med. 2014; 189
(3): 345—-355. DOI: 10.1164/rccm.201311-1954ST.
McGoon M.D., Benza R.L., Escribano-Subias P. et al.
Pulmonary arterial hypertension: epidemiology and reg-
istries. J. Am. Coll. Cardiol. 2013; 62 (25, Suppl.): D51—-59.
DOI: 10.1016/j.jacc.2013.10.023.

Radegran G., Kjellstrom B., Ekmehag B. et al. Cha-
racteristics and survival of adult Swedish PAH and CTEPH
patients 2000—2014. Scand. Cardiovasc. J. 2016; 50 (4):
243-250. DOI: 10.1080/14017431.2016.1185532.

. Kramm T., Wilkens H., Fuge J. et al. Incidence and charac-

teristics of chronic thromboembolic pulmonary hyperten-
sion in Germany. Clin. Res. Cardiol. 2018; 107: 548—553.
DOI: 10.1007/s00392-018-1215-5.

Galie N., Humbert M., Vachiery J.L. et al. 2015 ESC/ERS
Guidelines for the diagnosis 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 Cardiology (AEPC), Inter-
national Society for Heart and Lung Transplantation
(ISHLT). Eur. Heart J. 2016; 37 (1): 67—119. DOI: 10.1093/
eurheartj/ehv317.

Zamanian R.T., Hansmann G., Snook S. et al. Insulin
resistance in pulmonary arterial hypertension. Eur. Respir. J.
2009; 33 (2): 318—324. DOI: 10.1183/09031936.00000508.

434

Mynbmoxonorus. 2020; 30 (4): 427-436. DOI: 10.18093/0869-0189-2020-30-4-427-436



20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

Heresi G.A., Aytekin M., Newman J. et al. Plasma levels of
high-density lipoprotein cholesterol and outcomes in pul-
monary arterial hypertension. Am. J. Respir. Crit. Care Med.
2010; 182 (5): 661—668. DOI: 10.1164/rccm.201001-
00070C.

Weatherald J., Huertas A., Boucly A. et al. Association
between BMI and obesity with survival in pulmonary arteri-
al hypertension. Chest. 2018; 154 (4): 872—881. DOI: 10.
1016/j.chest.2018.05.006.

Larsen C.M., McCully R.B., Murphy J.G. et al. Usefulness
of high-density lipoprotein cholesterol to predict survival in
pulmonary arterial hypertension. Am. J. Cardiol. 2016;
118 (2): 292—297. DOI: 10.1016/j.amjcard.2016.04.028.
Whitaker M.E., Nair V., Sinari S. et al. Diabetes mellitus
associates with increased right ventricular afterload and
remodeling in pulmonary arterial hypertension. Am. J. Med.
2018; 131 (6): 702.e7—702.e13. DOI: 10.1016/j.amjmed.
2017.12.046.

de Simone G., Izzo R., De Luca N., Gerdts E. Left ventric-
ular geometry in obesity: Is it what we expect? Nutr. Metab.
Cardiovasc. Dis. 2013; 23 (10): 905—-912. DOI: 10.1016/j.
numecd.2013.06.012.

Wenger D.S., Kawut S.M., Ding J. et al. Pericardial fat and
right ventricular morphology: The Multi-Ethnic Study of
Atherosclerosis — Right Ventricle Study (MESA-RV). PLoS
One. 2016; 11 (6): e0157654. DOI: 10.1371/journal.pone.
0157654.

Hoeper M.M., Huscher D., Ghofrani H.A. et al. Elderly
patients diagnosed with idiopathic pulmonary arterial hyper-
tension: results from the COMPERA registry. Int. J. Cardiol.
2013; 168 (2): 871—880. DOI: 10.1016/j.ijcard.2012.10.026.
Mazimba S., Holland E., Nagarajan V. et al. Obesity para-
dox in group 1 pulmonary hypertension: analysis of the
NIH-Pulmonary Hypertension registry. Int. J. Obes.
(Lond). 2017; 41 (8): 1164—1168. DOI: 10.1038/ij0.2017.45.
Benson L., Brittain E.L., Pugh M.E. et al. Impact of dia-
betes on survival and right ventricular compensation in pul-
monary arterial hypertension. Pulm. Circ. 2014; 4 (2):
311-318. DOI: 10.1086/675994.

Hoeper M.M., Kramer T., Pan Z. et al. Mortality in pul-
monary arterial hypertension: prediction by the 2015
European pulmonary hypertension guidelines risk stratifica-
tion model. Eur. Respir. J. 2017; 50 (2): pii: 1700740. DOI:

10.1183/13993003.00740-2017.
MocTtynuna 28.03.19

References

1.

D'Alonzo G.E., Barst R.J., Ayres S.M. et al. Survival in
patients with primary pulmonary hypertension. Results
from a national prospective registry. Ann. Intern. Med. 1991;
115 (5): 343—349. DOI: 10.7326/0003-4819-115-5-343.

. Benza R.L., Miller D.P., Barst R.J. et al. An evaluation of

long-term survival from time of diagnosis in pulmonary arte-
rial hypertension from the REVEAL Registry. Chest. 2012;
142 (2): 448—456. DOI: 10.1378 /chest.11-1460.

. Lang .M. Managing chronic thromboembolic pulmonary

hypertension: pharmacological treatment options. Eur.
Respir. Rev. 2009; 18 (111): 24—28. DOI: 10.1183/09059180.
00011110.

. Mayer E., Jenkins D., Lindner J. et al. Surgical management

and outcome of patients with chronic thromboembolic pul-
monary hypertension: results from an international prospec-
tive registry. J. Thorac. Cardiovasc. Surg. 2011; 141 (3):
702—710. DOI: 10.1016/j.jtcvs.2010.11.024.

. Moser K.M., Bloor C.M. Pulmonary vascular lesions occur-

ring in patients with chronic major vessel thromboembolic

opVII'VIHaﬂbeIe nccnenoBaHuaA

10.

12.

14.

15.

16.

18.

19.

pulmonary hypertension. Chest. 1993; 103 (3): 685—692.
DOI: 10.1378/chest.103.3.685.

. Chazova 1.E., Martynyuk T.V. [Pulmonary hypertension].

Moscow: Praktika; 2015 (in Russian).

. Wilkens H., Lang I., Behr J. et al. Chronic thromboembolic

pulmonary hypertension (CTEPH): Updated Recommen-
dations of the Cologne Consensus Conference 2011. /nt. J.
Cardiol. 2011; 154 (Suppl. 1): S54—60. DOI: 10.1016/S0167-
5273(11)70493-4.

. van Thor M.C.J., ten Klooster L., Snijder R.J. et al. Long-

term clinical value and outcome of riociguat in chronic
thromboembolic pulmonary hypertension. IJC Heart
Vasculature. 2019; 22: 163—168. DOI: 10.1016/j.ijcha.2019.
02.004.

. Humbert M., Sitbon O., Chaouat A. et al. Pulmonary arte-

rial hypertension in France: results from a national registry.
Am. J. Respir. Crit. Care Med. 2006; 173 (9): 1023—1030.
DOI: 10.1164/rccm.200510-16680C.

Chazova 1.E., Arkhipova O.A., Martynyuk T.V. [Pulmo-
nary arterial hypertension in Russia: six-year observation
analysis of the National Registry]. Terapevticheskiy arkhiv.
2019; 91 (1): 24-31. DOI: 10. 26442/00403660.2019.01.00
0024.

. Pepke-Zaba J., Delcroix M., Lang I. et al. Chronic throm-

boembolic pulmonary hypertension (CTEPH): results from
an international prospective registry. Circulation. 2011;
124 (18): 1973—1981. DOTI: 10.1161/CIRCULATIONAHA.
110. 015008.

Chazova I.E, Martynyuk T.V. [Clinical guidelines for the
diagnosis and treatment of chronic thromboembolic pul-
monary hypertension (Part I)]. Terapevticheskiy arkhiv.
2016; 88 (9): 90—101 (in Russian).

. Chazova I.E., Martynyuk T.V., Valieva Z.S. et al. [The eco-

nomic burden of chronic thromboembolic pulmonary
hypertension in Russian Federation]. Terapevticheskiy
arkhiv. 2018; 90 (9): 101—109. DOI: 10.26442/terarkh2018
909101-109 (in Russian).

Dweik R.A., Rounds S., Erzurum S.C. et al. An official
American Thoracic Society Statement: pulmonary hyper-
tension phenotypes. Am. J. Respir. Crit. Care Med. 2014;
189 (3): 345—355. DOI: 10.1164/rccm.201311-1954ST.
McGoon M.D., Benza R.L., Escribano-Subias P. et al.
Pulmonary arterial hypertension: epidemiology and reg-
istries. J. Am. Coll. Cardiol. 2013; 62 (25, Suppl.): D51-59.
DOI: 10.1016/j.jacc.2013.10.023.

Radegran G., Kjellstrom B., Ekmehag B. et al. Charac-
teristics and survival of adult Swedish PAH and CTEPH
patients 2000—2014. Scand. Cardiovasc. J. 2016; 50 (4):
243-250. DOI: 10.1080/14017431.2016.1185532.

. Kramm T., Wilkens H., Fuge J. et al. Incidence and charac-

teristics of chronic thromboembolic pulmonary hyperten-
sion in Germany. Clin. Res. Cardiol. 2018; 107: 548—553.
DOI: 10.1007/s00392-018-1215-5.

Galie N., Humbert M., Vachiery J.L. et al. 2015 ESC/ERS
Guidelines for the diagnosis 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 Cardiology (AEPC), Inter-
national Society for Heart and Lung Transplantation
(ISHLT). Eur. Heart J. 2016; 37 (1): 67—119. DOI: 10.1093/
eurheartj/ehv317.

Zamanian R.T., Hansmann G., Snook S. et al. Insulin
resistance in pulmonary arterial hypertension. Eur. Respir. J.
2009; 33 (2): 318—324. DOI: 10.1183/09031936.00000508.

http:/ljournal.pulmonology.ru/pulm

435



Tapan U.H. u dp. «[loptper» nauuenton ¢ MJIT u XTD JIT' B 3aBUCKMOCTH OT KOMOPOUIHOTO CTaTyca

20.

21.

22.

23.

24.

Heresi G.A., Aytekin M., Newman J. et al. Plasma levels of
high-density lipoprotein cholesterol and outcomes in pul-
monary arterial hypertension. Am. J. Respir. Crit. Care Med.
2010; 182 (5): 661—668. DOI: 10.1164/rccm.201001-
00070C.

Weatherald J., Huertas A., Boucly A. et al. Association
between BMI and obesity with survival in pulmonary arteri-
al hypertension. Chest. 2018; 154 (4): 872—881. DOI: 10.
1016/j.chest.2018.05.006.

Larsen C.M., McCully R.B., Murphy J.G. et al. Usefulness
of high-density lipoprotein cholesterol to predict survival in
pulmonary arterial hypertension. Am. J. Cardiol. 2016;
118 (2): 292—297. DOI: 10.1016/j.amjcard.2016.04.028.
Whitaker M.E., Nair V., Sinari S. et al. Diabetes mellitus
associates with increased right ventricular afterload and
remodeling in pulmonary arterial hypertension. Am. J. Med.
2018; 131 (6): 702.e7—702.e13. DOI: 10.1016/j.amjmed.
2017.12.046.

de Simone G., Izzo R., De Luca N., Gerdts E. Left ventric-
ular geometry in obesity: Is it what we expect? Nutr. Metab.
Cardiovasc. Dis. 2013; 23 (10): 905-912. DOI: 10.1016/j.
numecd.2013.06.012.

25.

26.

27.

28.

29.

Wenger D.S., Kawut S.M., Ding J. et al. Pericardial fat and
right ventricular morphology: The Multi-Ethnic Study of
Atherosclerosis — Right Ventricle Study (MESA-RV). PLoS
One. 2016; 11 (6): e0157654. DOI: 10.1371/journal.pone.
0157654.

Hoeper M.M., Huscher D., Ghofrani H.A. et al. Elderly
patients diagnosed with idiopathic pulmonary arterial hyper-
tension: results from the COMPERA registry. Int. J. Cardiol.
2013; 168 (2): 871—880. DOI: 10.1016/j.ijcard.2012.10.026.
Mazimba S., Holland E., Nagarajan V. et al. Obesity paradox
in group 1 pulmonary hypertension: analysis of the NIH-
Pulmonary Hypertension registry. Int. J. Obes. (Lond). 2017;
41 (8): 1164—1168. DOI: 10.1038/ijo. 2017.45.

Benson L., Brittain E.L., Pugh M.E. et al. Impact of dia-
betes on survival and right ventricular compensation in pul-
monary arterial hypertension. Pulm. Circ. 2014; 4 (2):
311-318. DOI: 10.1086/675994.

Hoeper M.M., Kramer T., Pan Z. et al. Mortality in pul-
monary arterial hypertension: prediction by the 2015
European pulmonary hypertension guidelines risk stratifica-
tion model. Eur. Respir. J. 2017; 50 (2): pii: 1700740. DOI:
10.1183/13993003.00740-2017.

Received: March 03, 2019

436

Mynbmoxonorus. 2020; 30 (4): 427-436. DOI: 10.18093/0869-0189-2020-30-4-427-436



