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PE3IOME

ononatnyeckan neroyqas runeprexsus (A1) — ato peakoe Taxenoe 3abonesa-
Hue ¢ He6naronpuATHLIM NPOrHO30M. OLeHKa KavecTsa Xn3nu (KXK) npu nomoLum
OMPOCHUKOB MOXET 3HAYUTENbHO AOMOMHNTb KIMHMYECKYHI0 U TaBOPaTOPHO-MH-
CTPYMEHTAMbHYH0 MHOPMALMIO.

Llens: oueHnTs KX npu nomoLLy pasnuyHbIx ONPOCHUKOB Y NaLMEHTOB C BNepBble
BbIIBNIEHHBIM 1 PaHee YCTaHOBIEHHbIM guarto3om AJT.

Martepuan u metofbl. B nccnefoBaHue BKIOYEHO 73 NaumeHTa ¢ guarHosom WM,
BCE 00MbHbIE 3anonHMIN onpocHukM KXK: yHuBepcanbHble (SF-36, EQ-5D-3L)
W CreunabHbie Ans MauueHToB ¢ nerodHoi runeptensmein (CAMPHOR, PAH-
SYMPACT, EmPHasis-10). ChopmupoBaHo ABe rpynibl, CONOCTaBUMbIE MO BO3-
pacty v nony: 1-a rpynna - 42 nauneHTa ¢ Bepsble BbIABNEHHbIM AnarHosom UIT;
2-5 rpynna - 31 naumneHT ¢ BeputuLUMpoBaHHbIM paHee auarHo3om UIT.
PesynbTatbl. 3Haummble pas3nuyms B SF-36 BbisSBNEHbI B WKane «[lcuxnyeckoe

3n0poBbe» (52 [40; 64] % B 1- rpynne u 60 [52; 80] % Bo 2-0i, p=0,02) u Mcu-
X0NOrn4eckom komnoHeHTe 3a0posbs (40,8 [34,3; 49,3] % n 49,1 [41,0; 55,9] %
CO0TBETCTBEHHO, p=0,03). Mo peaynbtatam EQ-5D-3L BbIsBNEHbI OTNN4NS B BU3Y-
anbHO-aHanoroBoi Lwkane (BALL) n nHaekce 340p0Bbs: 601ee BbICOKME 3HAYEHMS
BbISIBNEHbI BO 2-01 rpynne (Meauana oueHku BALL coctasuna 50 [40; 60] % B 1-i
rpynne 1 60 [50; 70] % Bo 2-0i, p=0,006, nHaekc 3aoposbs — 0,60 [0,30; 0,71] un
0,66 [0,57; 0,76] cooTBeTCTBEHHO, p=0,05). Mpu aHanuse pesynstatos CAMPHOR,
PAH-SYMPACT, EmPHasis-10 3Ha41uMbIX pasnnyuii B ABYX rpynnax He BbIsBAEHO.
3akntoyeHue. latoreHeTnyeckas Tepanns CnocOBCTBYET YMYHLLEHMIO (PYHKLMO-
HanbHoro craryca nauwextos ¢ WM. Huskue nokasatenu amMoLnOHanbHOro co-
CTOSHSA NMALMEHTOB C ANUTENbHBIM aHAMHE30M 3a60/1eBaHNS YKa3bIBAIOT Ha He-
06X0MMOCTb Pa3BUTMA CUCTEMbI NCUXONOTUYECKOI noMoLLy naumeHTam ¢ UITT.

Kniouesble cnoBa: navonatuyeckas neroyHas runepreH3uns, Ka4ecTBO XNU3HM, ONPOCHMK KavecTsa xu3Hu, SF-36, EQ-5D, CAMPHOR, PAH-SYMPACT, EmPHasis-10
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SUMMARY

Idiopathic pulmonary hypertension (IPAH) is a rare severe disease with a poor
prognosis. Assessing quality of life (QoL) using questionnaires can significantly
complement clinical, laboratory and instrumental data.

Aim. To assess QoL using various questionnaires in patients with a newly and
previously diagnosed IPAH.

Materials and methods. 73 patients with IPAH were included in the study, all patients
filled out Qol questionnaires: universal (SF-36, EQ-5D-3L) and special for patients
with pulmonary hypertension (CAMPHOR, PAH-SYMPACT, EmPHasis-10). Two
groups were formed, comparable by age and gender: group 1 - 42 patients with
newly diagnosed IPAH; group 2 - 31 patients with a previously diagnosed IPAH.
Results. Significant differences in SF-36 were found in the scale of Mental Health
(52 [40; 64] % in the first group and 60 [52; 80] % in the second, p=0,02) and

Mental component summary (40,8 [34,3; 49,3] % and 49,1 [41,0; 55,9] %,
respectively, p=0,03). According to the EQ-5D-3L results, differences were found
in the Visual Analogue Scale (VAS) and EQ-5D Index: higher values were found in
the second group (the median VAS score was 50 [40; 60] % in the first group and
60 [50; 70] % in the second, p=0,006, EQ-5D Index - 0,60 [0,30; 0,71] and 0,66
[0,57; 0,76], respectively, p=0,05). No significant differences were found in the
results of CAMPHOR, PAH-SYMPACT, and EmPHasis-10 in two groups.
Conclusions. Pathogenetic therapy promotes improvement of functional status of
patients with IPAH. Low emotional status indicators in patients with a prevalent
disease indicates the need to develop a system of psychological assistance for
IPAH patients.

Keywords: idiopathic pulmonary arterial hypertension, quality of life, quality of life questionnaire, SF-36, EQ-5D, CAMPHOR, PAH-SYMPACT, EmPHasis-10
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OLIEHKA KAYECTBA XXV3HW
P VIGVOMATYIHYECKOW JIECOYHOU TUIMEPTEH3VIV

BBEJJEHWE

WNouonatuyeckas neroynas runeprtensus (UM — ato Hewsne-
4yumoe 3ab60feBaHNe, XapakTepuU3yloLeecs Hann4uem neroyHoi
runepteH3uu (JIN npu OTCYTCTBUM APYrUX MPUYMH MOBbILLEHMS
CpeaHero fasneHus B nero4Hoin aptepuu (cpLs1A) n Taxenbim npo-
FPECCUPYIOLLM TEYEHWUEM C KpaliHe He6aronpuATHLIM MPOrHO30M
[1-4]. Mo pauubIM poccuiickoro peructpa auarHo3 W noarsepx-
nancs 'y 40,9% nauneHToB C BrepBble BbISABMIEHHOI Nero4YHoi apTe-
puansHow runeptenaunent (JIA) B Bo3pacte 45,2+14,9 net [1]. Mpu
otcytcTBun JIAT-cneuudomyeckoin Tepanui MeamaHa BbKUBAEMO-
ctv y naumentos ¢ W coctasnser 2,8 roga (95% AW, ot 1,9 mo
3,7 ropa) [5]. bnarogaps NpMMeHeHMI0 NaToreHeTUYECKOM Tepanum
yanocb A0CTUYb HE TONbKO YNYHLIEHNS KNUHUYECKUX U FeMOaU-
HaMW4YeCKNX NoKasaTenem, Ho 1 YBEIMYEHNS 3- U 5- NETHEN BbDKM-
BaemocTu nauneHTos ¢ UJIT go 74 u 65% cooTsetcTBeHHo [1-3, 6].

B coBpeMeHHOM MefuLIMHE NOCTENEHHO BHEAPSAETCA NapTHEPCKUIA
NOAXOA B OTHOLLEHMAX Bpaya U MaLMeHTa, KOraa yyuTbiBatOTCA He
TOMbKO KMWUHWYECKWUE NPOSBNEHUS 60ME3HU, HO W UX BRUSHUE HA
ka4ectBo Xu3HU (KXK) 6onbHoro. Maumentol ¢ WM ucnbiToiBaoT
YXYALWEHWe He TONbKO (OM3NYECKOr0 COCTOSHUS, HO U NPO6NeMbl B
NCUXONOrMYeCcKON 1 coumanbHon cdpepax xu3Hn. OueHka KXK npu
NOMOLLIM OMPOCHWUKOB MOXXET 3HA4YUTENbHO AOMNOSHUTbL KIMHUYECKYIO
1 N1a6OPATOPHO-MHCTPYMEHTANTbHYIO MHCDOPMALMIO U YNYYLLIMTD Be-
feHne nauueHToB. G 3TON LieNbl0 MCMONb3YIOTCA YHUBEPCATbHbIE
(vawe Bcero SF-36, EQ-5D-3L) u cneumansHble Ans nauneHTos ¢ JII
onpocHuku (CAMPHOR, PAH-SYMPACT, EmPHasis-10) [7, 8].

B nutepatype Mano AaHHbix 06 u3yveHun KXK y naumeHToB C
VT, yawe BCero Ha HEMHOrOYMCIIEHHbIX rpynnax, ¢ MCcnonb3o-
BaHMEM pa3HbIX 0NpocHMKoB KXK, 1, Kak npasmno, uccnenoBaqus
npeAcTaBneHbl HA CMeLLaHHbIX rpynnax naumenTos ¢ JIM u JIAT.

Llenb nccnenosaHus: oueHnTb KXK mpu NOMOLWM Pas3finyHbIX
OMPOCHWUKOB Y NALMEHTOB C BMEPBbIE BbISBIEHHbIM W paHee ycTa-
HOBNEHHbIM Anarnosom UJTT.

MATEPWUAN U METO[bI

Ha 6a3e ®I'bY «<HMWLK um. ak. E.lA. HYa3osa» Munaapasa Poccun
NpoBeLEHO NCCNeaoBaHune, NOCBALLEHHO. oueHke KXK'y nauneHToB
C BrepBble BbIABNEHHbIM AuarHo3om WS v npu panHee Bepudun-
LMpoBaHHOM 3a60neBaHum Ha hoHe npuema JTIAl-cneumndmyeckon
Tepanuu. ViccnefoBaHne NposeseHo B COOTBETCTBUN C NpUHLMNA-
MW XenbCUHCKON AeKnapauunm BceMupHoi MeauLMHCKONR accoum-
auun. TpoTokon uccrnefoBaHns 0806peH JI0KanbHbIM 3TUYECKUM
KOMWUTETOM Hay4HO-MCCefj0BaTeNIbCKOro MHCTUTYTA KITUHUYECKOI
kapauonorun um. AJ1. MacHukosa ®efiepanbHOro rocyfapCrBeH-
HOr0 OGHPKETHOr0 y4pexaeHns «HaumoHanbHbIA MeauLUHCKIIA
nceneoBaTeNibCKUA LIEHTP Kapavonoruu» MuHucTepcTea 3[paBo-
oxpaHeHns Poccuitickon ®epepaumn N 274 ot 29.11.2021 r. Bce
NaLMeHTbl Noanucan MHAOPMUPOBAHHOE COTNAcKe Ha y4acTue B
ncenefoBaHMN 1 06paboTKy NepCcoHaNbHbIX JAHHbIX.

Kputepuamu BKNIOYEHUs B UCCNELOBaHME Obli BO3PACT CTapLue
18 neT; BepudpnumpoBanHbIn anartos UIT ¢ kputepusamu npekanmn-
nspHoi JTT, oTCyTCTBME NPEALLECTBYIOLLEA NAaTOreHETUYECKON Tepa-
num unu npuem J1Ar-cneumdnyeckux npenapatos B CTabuIbHbIX 10-
3ax Ha NpoTskeHun 6onee 3 mecsues. Kputepumn ucknoverus: JIAD
LpYroii 3TMoNormm, 3a60/1eBaHNs ONOPHO-ABUraTeNbHOrO annapara,
NPenATCTBYIOLLNE NPOBEAEHUIO TeCTa 6 MUHYTHOR X0ab6bl (TEMX),
TSKENble HApyLLEeHNsA (PYHKLUMN neveHmn (6onee 9 6anmos no LuKane
Yaiina-Mbto, knace C), TKenble HApYLWEHNS (OYHKLMKM NOYeK (CKO-
POCTb KNy604KOBOI (omnbTpauuu meHee 15 MA/MUH), 0TKA3 OT Npo-
BeJieHNs KaTeTepu3aumm npasbix 0Taenos cepaua (KMoc).

B nccnenosaHme BKNOYEHO 73 nauueHTa ¢ anarHosom WM, yeTa-
HOBNEHHbIM B COOTBETCTBUM C aNTOPUTMOM, NPEACTABNEHHBIM B iei-
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CTBYHOLWMX POCCUICKUX KNMHNYeCKNX pekomeHaaumsax [1,2]. Bcem
60nbHbIM NpoBoAunucs T6BMX ¢ onpeaeneHnem oAblWKKM No bopry;
TpaHcTOpakanbHas axokapguorpadusa (3xoKr); KNOCG; onpenene-
Hue ypoBHA N-TepMUHANBHOTO dhparMeHTa MO3roBOro HaTpuiype-
Tnyeckoro nponentuga (NT-proBNP) ansa ctpatudomkaumm pucka
rOANYHON cMepTHOCTK. IXOKI BbINOMHANACH HA YNbTPA3BYKOBOM
npuéope akcnepTHoro knacca Epiq 7 (Philips, Huaepnanget), KMOC -
¢ ucnonb3osaHnem annapara Allura Xper FD10 (Philips, HugepnaH-
Abl). Ona oueHkn yposHs NT-proBNP npumeHsncs anektpoxemu-
NOMUHECLIEHTHbIN MeToA Ha aHanu3atope Elecsys 2010, Roche ¢
nomotbto Ha6opos proBNPII (Roche, Fepmanus). Mpoduns pucka
rOANYHON CMEPTHOCTM OLIEHNBANCS C NOMOLLbIO LUKANbI CTpaTUdU-
Kauum cornacHo Poccuintckum pekomenaaumam 2024r.

B cTaunoHape Bce NawueHTbl 3anoHWAM 06LLmMe 1 CneumanbHble
onpocHuku KXX: «Short Form-36 Health Status Survey» (SF-36), eB-
ponenckuin onpocHuK ans oueHkm KX (EQ-5D-3L), The Cambridge
Pulmonary Hypertension Outcome Review (CAMPHOR), Pulmonary
Arterial Hypertension-Symptoms and Impact (PAH-SYMPACT) n
EmPHasis-10 [8].

Cratuctmyeckan 06paboTka [aHHbIX NPOBELEHA Npu NOMOLLY
cratuctnyeckon nporpammbl STATISTICA 12.1. MonyyeHHble pe-
3ynbTaTbl NPeACTaBNEHbI B BUAE MeanaHbl, 25% 1 75% nepueHTu-
nen (Me [25%; 75%]) v B BUAE NPOLEHTHOr0 COOTHOLEHMSA (N (%)).
[ina cpaBHeHWs [BYX rpynn UCNONb30BaHbl MeTombl: t-Kputepuit
CTblofieHTa, x2-KpuTepunit Mupcona, kputepuin ManHa-YutHu. [ns
BbIIB/IEHNA B3aUMOCBA3EN MEX Y NONYHEeHHbIMU JaHHbLIMUW NPOBe-
JEeH KOPPenaLMOoHHbIA aHanua no CnupmeHy u MupcoHy.

PE3YJIbTATDI

[lna npoBefieHUs CPABHUTENLHOMO aHanusa cHopMMpoBaHO [Be
rpynnbl: 1-a rpynna — 42 nauueHTa ¢ BnepBble BbISBAEHHbIM AUa-
rHo3zom WJT, 2-a rpynna - 31 nauneHT ¢ BepuuLIMpoBaHHOI paHee
NI (MenuaHa Konu4ectsa MecsilUes OT YCTaHOBMEHUS AuarHosa
W Hayana neyYeHns B AeHb 3anonHeHus onpocHukoB 71 [48; 104]
mec.). MauneHTsl, BOLeALINE B rpynny 2 NPUHAMANKN CTABUNbHYIO
JIAT -cneunduryeckyto Tepanuto Ha NpoTsHXeHnn 3 mecsLes 1 6onee
(MoHoTepanus — 25,8 % nauneHToB, ABoHaA JIAl-cneundmnyeckas
Tepanua — 32,3 %, TpoitHas — 41,9 %).

06e rpynnbl 661K conocTaBuMbl No Bo3pacty (40 [33,0; 48,7] n
44 [37,5; 51,0] neT COOTBETCTBEHHO), NOANY (C NpeobnafaHuem nuy,
XXeHckoro norna - 83,3% 1 83,9% COOTBETCTBEHHO), CEMEIIHOMY No-
NOXEeHMI, 06pa30BaHio, TPYAOBOM 3aHATOCTM M MECTY NPOXKUBA-
Hua (Tabn.1).

3Ha4MMbIX Pasnuynii MO 4acToTe KMMHMYeckux cumntomos JII,
KpoMe »anob Ha ronoBokpyxexue (11,9% nauueHToB B NepBoil rpyn-
ne, 38,7% nauueHToB BO BTOpOW rpynne, p=0,007), Kak HA MOMEHT
BepUUKaLMN ANarHo3a, Tak i Ha GhoHe Tepanum BbISBNEHO He 6bIo.

06e rpynnbl CTATUCTUHECKU 3HAYUMO HE OTANYANNUCL MO (PYHK-
unonanbHomy knaccy (®K) no knaccudpmkauun BecemupHoin opra-
Hu3auum 3apasooxpaHeHns (BO3) (ocHOBHas Aons npefcTaBreHa
nauueHtamu ¢ Il ®K (BO3) — 61,9% cpeam naumneHTos C Bnepsble
BbIfBNIEHHbIM AuarHo3om UM n 77,4% cpedn NaumeHToB C paHee
ycTaHoBeHHown WJT), pucky rognyHoit cMepTHOCTH (60MbLUAs YacTb
NAaLMEHTOB HAaxXoAunachb B rpynne C BbICOKUM PUCKOM - 83,3% u
64,5% COOTBETCTBEHHO). Pasnuyuin mexay rpynnamu no AaHHbim
T6MX (aucTaHums B8 T6MX, BbIpaXXeHHOCTb OfbILKK No bopry) He
BbIABJIEHO.

Mo panHbim KNOG B rpynne 1 ¢ WJTT Ha MOMEHT ycTaHOBNEHNS
AnarHo3sa 6binu BbISBNEHbI 60S1Ee BbIPAXEHHbIE eMOANHAMUYE-
CKME HapyLUeHUs: CTaTUCTUYECKWU 3Ha4umo Bbiwe cp/1A (59,5
[51,5; 67,8] no cpaBHeHuto ¢ 56 [48; 62] MM pT. CT. B rpynne 2,
p=0,04) u nero4Hoe cocyauctoe conpoTusnenue (1114,4 [920,9;
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1714,5] n 956,8 [721,3; 1373,9] AMH*CeK/CM®> COOTBETCTBEHHO,
p=0,05), HKe ypapHblil o6bem (44,3 [37,2; 55,7] n 52,3 [45,8;
67,5] mn cooteTcTBEHHO, p=0,04) 1 NOAATNMBOCTL NErO4HON ap-
Tepum (0,7 [0,6; 1,1 n 1 [0,8; 1,3] Mn/MM pT. CT. COOTBETCTBEHHO,
p=0,05). OgHaKo nmoKas3aTenu AaBfieHWst B NPaBOM MpPeacepaunn,
CepAeYHOro MHAEKca W caTypaunit BEHO3HON KPOBW CTATUCTUYECKM
3HAYMMO He oTnMYanuck. MNpu cpaBHeHUK napameTpoB IXoKI 3Ha-
Y/Mble Pa3fiNyUs BbISIBIIEHbI MEXAY NoKa3aTeNnaMm nepeaHesasiHe-
ro pasmepa npasoro xenygoyka (3,8 [3,4; 4,6] B rpynne nauueH-
TOB C BNepBble BbIsBMIEHHbIM AnarHosom WM v 3,4 [2,9; 4,3] cm, B
rpynne 60MbHbIX ¢ BepuduumposanHoii panee W, p=0,03) n cu-
CTONIMYECKON 3KCKYPCUM (HMBPO3HOr0 KONblia TPUKYCNUAANLHOIO
knanaHa (TAPSE) (1,5 [1,3; 1,7] u 1,7 [1,5; 2,0] cM COOTBETCTBEH-
Ho, p=0,01), KoTOpble BGbINN XyXe B rpynmne nawLueHToB C Brepsble
BbIsiBJIEHHbIM AnarHo3om UJTT. Mpu ouexke yposHa NT-proBNP 60-

PesynbTatbl SF-36 GH
80 PucyHok 1. Pe3ynbtatbl SF-36 y nayMeHToB ¢ BnepBbie BbISBIEHHbIM
MCS 70 PF

PCS

MH

ee BbIPAKEHHAs CepAeyHas HefoCTaTOYHOCTb BbISIBMIEHA B rpynne
1 (taén. 2).

Mpwn aHanu3e faHHbIX ONPOCHUKA SF-36 BbISBMEHbI MOHWKEHHbIE
3HAYeHMs NOYTY BO BCEX LUKANaxX (hM3NYECKOr0 U NCUXOMI0rNYecKoro
KOMMOHEHTOB 3[J0POBbs B 00€UX rpynnax CpaBHEHUs, Npu4em Hau-
6onee BbIpaXEHHbIE HAPYLIEHUS B LUKanax «®Pu3nveckoe yHKUmM-
oHuposanue» (30 [10,0; 63,8] B rpynne 60/bHbIX ¢ I HA MOMEHT
ycTaHosneHns guardosa u 40 [20; 60] % B rpynne ¢ sBepudmumpo-
BaHHo panee W) u «Ponesoe oyHKUMOHMPOBaHUE», 06YCIIOB-
neHHoe cpuamnyeckum coctosHuem (0 [0; 25] m 25 [0; 62,5] % co-
OTBETCTBEHHO). Mpu cpaBHeHUu nokasareneit SF-36 cTaTUCTUYECKM
3HAYMMble Pasnuyms ObiN BbISBNEHbI TONMbKO B LUKane «[lcuxuye-
ckoe 3popoBbe» (52 [40; 64] B rpynne 1 u 60 [52; 80] % B rpynne
2, p=0,02) un lNcuxonornyeckom KOMMoHeHTe 300poBba (40,8 [34,3;
49,31 n 49,1 [41,0; 55,9] % cooTtBeTcTBEHHO, p=0,03) (puc. 1).

(rpynna 1) m ¢ paHee YCTaHOBNEHHbIM (rpynna 2) AMarHo3oMm
ManoNaTUYecKon NEroyHoi runepTeH3un, % [cobCcTBEHHbIE AaHHbIE]

Figure 1. Results of SF-36 in patients with newly diagnosed (group 1) and
previously established (group 2) idiopathic pulmonary hypertension, %
RP [own data]
lMpumeyanne. GH — 06ujee cocTosiHne 340p0Bbs; PF — ®uanyeckoe
yHkymoHuposarne; RP — PosieBoe (hyHKUNOHNPOBAHNE, 06YCII0BIEHHOE
Gunsnyeckum  coctosiHnem, RE -
00YCI0B/IEHHOE  AMOLMOHANIbHBIM  COCTOSIHMEM, SF — CoumanbHoe
RE hyHKkunounposarnne; BP — WHTeHcuBHoCTs 60/m; VT — XKu3HeHHas
aktneHocTb; MH —[cuxuaeckoe 340p0Bbe; PCS — @u3nyecknii KOMIOHEHT
380p0Bbs; MCS — [leuxonornyecknii KOMOHEHT 3/J0P0BbA.
Note. GH — general health; PF — physical functioning; RP — role-physical
functioning; RE — role-emotional functioning; SF - social functioning; BP —

Ponesoe  yHKLMOHUPOBAHME,

BP bodily pain; VT - vitality; MH — mental health; PCS — physical component

—{l— Tpynna 1 il Tpynna 2

summary; MCS — mental component summary.

Ta6nuua 1. XapakTepucTHKa NaUUeHTOB C BNEpBbIe BbIABNEHHbIM (Fpynna 1) u ¢ paHee YCTaHOBNEHHbIM (Fpynna 2) AUarHo30M MAMONATHYECKOil

NEroyHoil runepTeH3un [co6CTBEHHDbIE faHHbIE]

Table 1. Characteristics of patients with newly diagnosed (group 1) and previously established (group 2) idiopathic pulmonary hypertension [own data]

lpynna 1 - nauMenTs ¢ BNepeble

Ipynna 2 - nauueHTbl ¢ paHee

lMokasarenu BbISIBNIEHHbIM fiuarHo3om UJIT yCTaHoBNEHHbIM AnarHo3om WIII  p
(n=42) (n=31)

Boapacr, ner 40 [33,0; 48,7] 44 [37,5; 51,0] 0,61

My»XUUHBI KEHLWMHBI, N (%) 7 (16,7)/35 (83,3) 5(16,1)/26 (83,9) 0,95

CemeitHoe nonoxeHue, n (%)
€OCTOMT B 6pake 25 (59,9) 23 (74,2) 0,19
He cocTouT B 6pake 17 (40,5) 8(25,8)

06pasosaHue, n (%)
BbiCLLEE 19 (45,2) 14 (45,2) 0,99
CcpeflHee/cpefHe-creLmnansHoe 23 (54,8) 17 (54,8)

Tpynosas 3aHATOCTb, N (%):
He paboTaeT 17 (40,5) 14 (45,2) 0.45
PabOTHWK YMCTBEHHOIO Tpyaa 13 (31,0) 12 (38,7) ’
PaboTHUK hK314eCKOro Tpyaa 12 (28,5) 5(16,1)

Mecto npoxwsanus, n (%)
ropog 32 (76,2) 26 (83,9) 0,42
ceno 10 (23,8) 5(16,1)

LnnTenbHOCTb CUMMTOMOB NIErOYHOI TMNEPTEH3NN 1859,8; 34,8] 91 [58,5; 1275] <0,0001

Ha MOMEHT 3aroJIHeHUst ONPOCHUKOB, MEC.
lMpumeyanne. NI — nauonatnyeckas neroyHasi runepTeH3ns.

Note. IPAH — idiopathic pulmonary hypertension.
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Mpu ananuse oTBETOB Ha onpocHWK EQ-5D-3L y 6onbluMHCTBA
NaLneHToB 06enX rpynn MMeKTCs YMepeHHbIe HapyLLEHMs BO BCeX
LKanax, Kpome LKanbl «Yxof4 3a co60M». BbipaXeHHble HapyLle-
HUS OTCYTCTBYIOT B LIKanax «[oaBmxHOCTb», «Yxo[ 3a co60i»
«bonb/guckomdopT>» B rpynne ¢ sepucuumposaqHoin paHee UJTT,
BbISIBNEHbI Y HEOOJbLUON YaCcTU ONPOLUEHHbIX B LWKane «Tpesora u
penpeccua» (9,5% nauneHToB B rpynne 60JbHbIX C BNEPBble Bbl-
ABNEHHbIM guardosom WIIT, 3,2% B rpynne ¢ BepucuunpoBaHHom
patee W) (puc. 2). OfHAKO 3HAYUMBIX PA3NNYUiA NPKU CPABHEHUN
pe3ynbTaToB ABYX FPYNn BbIABNEHO He ObIno. [pn cpaBHEHUN AaH-
HbIX BU3Yya/ibHO-aHanoroBoi Wkans! (BALL) 1 nHaekca 300poBbs No
AaHHbIM EQ-5D-3L BbIfiBNEHbI CTATUCTUYECKM 3HAYMMbIE OTANYMS —
00ree BbICOKWNE 3HA4EHNS BbISIBIIEHbI B rpynne 2 (MeAnaHa oLeHKK
cocTosHus 3goposbs BALL coctasuna 50 [40; 60] % B rpynne 1 n
60 [50; 70] B rpynne 2, p=0,006, a ungekca 3goposbs — 0,60 [0,30;

0,711 n 0,66 [0,57; 0,76] cooTBeTCTBEHHO, P=0,05) (pUC. 3 1 4).

lMpun aHanu3e 0TBETOB HA OMPOCHUKW, CheunanbHble Ans naum-
eHTOB ¢ JIT, MeXAy nauneHTamu ¢ BrepBble BbIABEHHbIM U C paHee
YCTaHOBNEHHbIM AnarHo3om WS 3HaYnMbIX pasnnynii He BbisBIie-
Ho (Ta6n. 3).

[ns onpeaeneHns B3aMMOCBA3EA Pe3ynbTaToB OMPOCHUKOB U
(hYHKLMOHANBHOMO cTaTyca NauveHToB ObIN BbINOHEH Koppens-
LIMOHHbIA aHanu3 B 06LLeil Koropte nauueHTos ¢ WJIT. bbinn Bbl-
IBNEHbl CTATUCTUHECKM 3HAYMMbIE YMEPEHHbIE MNOMOXUTENbHbIE
Koppensuun noyti Beex wkan SF-36 ¢ guctaHumeid B T6BMX, o0T-
puuatensHele — ¢ yposHeM NT-proBNP n ®K (BO3), camas cuib-
Has NONOXUTENbHasA Koppenauus — auctaHuuy 8 TBMX co Lwikanoi
«®Du3nyeckoe yHKUMoHMposaHue» (r=0,54, p<0,05). Mpu oueHke
B3aUMOCBS3M Pe3yNbTaTOB EBPOMNEICKOro 1 CneunanbHbIX 0npoc-
HUKOB BbISIBMIEHbI NPUMEPHO TaKME XXe 3aKOHOMEPHOCTH: BCE LUKa-
Nbl UMEOT YMePEHHble Koppensumn ¢ auctaHumen B T6MX, ypos-
Hem NT-proBNP n ®K (BO3). Hanbonee cunbHas nonoxuTenbHas

Tabnuua 2. Knuhnyeckas xapakTepucTKa NaLuMeHTOB C BNEPBbIE BbIABNEHHbIM (rpynna 1) U ¢ paHee YCTaHOBNEHHbIM (Tpynna 2) AUarHo3om
MAMONATUYECKON NIEr0YHON runepTeH3un [CO6CTBEHHbIE aHHbIe]
Table 2. Clinical characteristics of patients with newly diagnosed (group 1) and previously established (group 2) idiopathic pulmonary hypertension

[own data]

Mokasarens

@K (B03), n (%)

I

Il

I

vV

Puck roguyHoit cmepTtHOCTH, N (%)
Huskun

[poMeXyTO4HbIN

Bbicokuin

T6MX

uctanuwmsa B TBMX, m

Opnbiwka no bopry B T6BMX, 6ansnb!
NT-proBNP

NT-proBNP, nr/mn

Knoc

Cpepntee [UTA, MM pT. CT.
[0, mm pr. cT.

CU, n/mun/*m?

Svo2, %

JICC, pnH*cek/cm®

YaapHbiii 06bem, Mi

lNofatnmBoCTbL NIErO4HON apTepuu, Mi/MMm pT. CT.

IxoKr

[nowaab M, cm?

M3P MK, cm

Beinot B nosoctv nepukapaa, n (%)
TAPSE, cm

pynna 1 (n=42)

0
14 (33,3%)
26 (61,9%)
2 (4,8%)

2 (4,8%)
5 (11,9%)
35 (83,3%)

390 [300; 460]
412,3; 5]

1315
[567,6; 1968,5]

59,5 [51,5; 67,8]
8 [5; 14]

21 [17:24]
64,5 [56, 69,3]

11144
[920,9; 1714,5]

44.3[37,2; 55,7]
0,7[0,6;1,1]

22 [17; 28]
38[3,4; 4,6]
11 (26,2 %)
15[1,317]

Ipynna 2 (n=31) n
0

7 (22,6%)

0

5 (16,1%)

6 (19,4%) 0.14
20 (64,5%)

450 [318; 500] 027
5[2,3;6] 0.56
4196

[143;1368,5] 0,02
56 [48; 62] 0,04
10,5 [8,3; 14] 027
22[1,8;,2,7] 0.5
63 [59; 67] 0.93
956,8

[721,3;1373,9] 0,05
52,3 [45,8; 67,5] 0.04
110,8;1,3] 0,05
20[16,5; 25,3] 048
3412943 003
10 (32,3 %) 057
1,7[1,52,0] 0.01

lMpumeqanme. OK (BO3) — (yHKUMOHANbHBIA KAAce 10 Knaccugukaumm BeemupHod opranusauymm 3apaBooxpaHenns; T6MX — tect
6-muHyTHON X0Ab0b1; NT-proBNP — N-TepmutanbHbii hparmeHT MO3roBoro Hatpuilypetndeckoro nponentuga; KNOC — katetepusaums
npasbix 0746108 cepaua; /1A — gasnenne B neroyHout aptepumn; CU — cepaeqHbivi MHAEKC, Svo. — catypauns BeHo3Hou kposu, JICC —
JIEro4Hoe cocyauetoe conpotusnenne; IxoKIm — axokapamorpagus, 11 — npasoe npegcepane, M13P [IK — nepegHe-3agHui pasmep
npasoro xenynoyka, TAPSE — cuctonnyeckas skckypcus oubpo3Horo KosbLa TPUKyCuaanbHoro Knanana.

Note. FC (WHO) - functional class according to the World Health Organization classification;, 6MWD — 6-minute walking distance; NT-
proBNP — N-terminal fragment of pro-brain natriuretic peptide; RHC — right heart catheterization; PAP — pulmonary arterial pressure; Cl -
cardiac index; Svo. — mixed venous oxygen saturation, PVR — pulmonary vascular resistance; echo — echocardiography; RA — right atrium;
AP-RVD - right ventricular anterior-posterior dimension; TAPSE — tricuspid annular plane systolic excursion.
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Lkana

3.2
Tpesora/nenpeccus 2 — 54,8

41,9

9,5
Tpesora/aenpeccus 1 _ 66,7

23,8

0
Bonb/mickomcopt 2 I 67,7
il thop 32,3

9,5
bonb/auckomdopr 1 _ 61,9

28,6

33 '
oBceaHEBHas AeATENbHOCTb 2 29— 67,7
19_
MoBcegHeBHas 4eATeNnbHOCTS 1 64,3

16,7
0
Yxopn 3a co6oil 2 " 32,3

2.4
Yxop 3a coboit 1 — 30,9
MoABMXHOCTb 2 — 61,3

38,7

MopsuxHOCTb 1 b 76,2

19

Pacnpenenexue
NauneHTos, %

. BbipaxeHHble
. YMepeHHble
67,7 HeT HapyLueHuii

66,7

PucyHok 2. Pesaynbtatbl EQ-5D-3L y naumeHToB ¢ BnepBeble BbiABAEHHbIM (rpynna 1) u ¢ paHee yCTaHOBNEHHbIM (rpynna 2) AWarHo3om
MAMONATHYECKON IEro4HON runepTeH3un, % [co6cTBEHHbIE faHHbIE]

Figure 2. EQ-5D-3L results in patients with newly diagnosed (group 1) and previously established (group 2) idiopathic pulmonary hypertension,
% [own data]

BALL, %
100 EQ index
1,0
80
0,8
60 50 ¥ 0,6 060 s
40 I 0,4
20 A \edian 02 A \Median
[ 25%-75% ’ [ 25%-75%
— T Min-Max 0,00 T Min-Max

[pynna 1 pynna 2 Mpynna 1 [pynna 2

PucyHok 3. Pe3ynbTaTbl OLEHKN BU3YaNibHO-aHANOroBOM LUKANbI
EQ-5D-3L y nauueHToB ¢ BnepBble BbifBAEHHbIM (rpynna 1) u ¢
paHee YCTaHOBNEHHbIM (rpynna 2) AMarHo30M MANONATUYECKOW
NeroYHoi runepTeHsunm, % [co6cTBeHHbIe faHHbIe]

Figure 3. Results of VAS-EQ-5D-3L in patients with newly diagnosed
(group 1) and previously established (group 2) idiopathic pulmonary
hypertension, % [own data]

[Mpumeyarune. BALLl — Bu3yanbHo-aHanorosas wkana EQ-50-3L.
Note. VAS - Visual Analogue Scale of EQ-5D-3L.

PucyHok 4. PesynbTatbl OUEHKM WHAEKca 3aopoBbs EQ-5D-
3L y naumeHTOB C BnepBble BbIIBNEHHbIM (rpynna 1) u ¢ paHee
YCTAHOBJIEHHbIM  (rpynna 2) [AWarHo3oM MAUONATUYECKOi
NeroyYHoil runepteH3nmn [co6cTBEHHbIE laHHbIE]

Figure 4. Results of EQ Index in EQ-5D-3L in patients with newly
diagnosed (group 1) and previously established (group 2) idiopathic
pulmonary hypertension [own data]

lMpumeyanne. EQ Index — urgekc 3g0possa EQ-5D-3L.

Note. EQ Index — Index in EQ-5D-3L.

Tabnuya 3. PeaynbTathl cneLUanbHbIX ONPOCHUKOB Y NALWEHTOB G BNEPBbIE BbISBEHHbIM (rpynna 1) U ¢ paHee YCTaHOBMEHHbIM (rpynna 2)
AWarHo3oM MAUONATUYECKOI NIEr04HOM ruNepTeH3un [Co6CTBEHHbIE faHHble]
Table 3. Results of special questionnaires in patients with newly diagnosed (group 1) and previously established (group 2) idiopathic pulmonary

hypertension [own data]

Llikana onpocHuka Ivana3on cymmbl 6annos  Ipynna 1 (n=42) Ipynna 2 (n=31) p
EmPHasis-10 0-50 27,5[20,0; 38,8] 29[18; 36] 0,79
PAH-SYMPACT

CumnToMbl 0-44 11 [5; 16] 8[4;14] 0,35
Brmnanue 0-44 15,519,3; 23,7] 12 [8,5; 18,0] 0,12
CAMPHOR

CumnTombl 0-25 11[8,0; 15,7] 91[6,5; 15,5] 0,29
AKTWUBHOCTb 0-30 91[6;13] 91[5;13,9] 0,50
KayecTBO XKU3HN 0-25 71[4;10] 61[2,0;12,5] 0,44
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KOppensaums BbisBIeHa Mexay AucTadumein 8 TGBMX n nnpekcom
3n0poBbs B EQ-5D-3L (r=0,60, p<0,05) 1 oTpuuaTenbHas — co LiKa-
namn «BnusHue B SYMPACT» (r=—0,62, p<0,05) n «AKTUBHOCTb B
CAMPHOR» (r=—0,57, p<0,05).

OBCYXEHUE

WIT — 3710 Xn3Heyrpoxarollee 3abonesaque, ofHako 6rarofaps
NPUMEHEHNIO NATOreHeTUYECKON Tepanuu, B HACTOsLLee Bpems Le-
TNbl0 NIEYEHMS CTaNI0 He TOSbKO MPOASEHNE XNU3HU, HO W YNy4LLEeHWe
ee kadvecta [1-3, 8]. B KIMHWYECKOI NpaKTUKe U paHLOMU3NPO-
BaHHbIX KIIMHWUYECKIUX UCCNefoBaHUAX N1 OLEHKN 30DheKTUBHOCTY
Tepanuu UCMosb3yKTCA NoKasaTenu (DYHKLMOHANbHOrO cTatyca W
reMOAMHAMWKKM, OHAKO OHU He MoryT oTpasutb KX nauueHTa. B
Hallem 1ccneaoBaHun Mbl OLeHUAN KXK Npy NOMOLLM 5 pasnnyHbIX
OMPOCHWKOB Y naumenTos ¢ I, npuyem cpaBHMAM ee y NnauueHToB
Ha MOMEHT BepUUKALMN JNarHo3a u y NaLMeHToB C YCTaHOB/IEHHbIM
paHee AmarHo3om, nonyyatomx JTAr-cneyucuyeckyto Tepaniio.

MauueHTbl, BOLEALIME B MCCREAOBaHWe, NPeACTaBiAlT [Be
NPaKTUYeCKIN WAEHTUYHbIE TPYNMbl N0 NOMY, BO3PACTY U (PYHKLMO-
HanbHOMY cTaTycy. CocTaB rpynn COOTBETCTBYET 3NMAeMMonoruye-
CKUM [jaHHbIM POCCMICKOr0 HaLMOHaNbHOro peructpa (npeobna-
AaHne NauneHToB XeHckoro nona —81,3% cpeaw nauneHTos ¢ J1AT,
CPefHUIn BO3PACT HA MOMEHT YCTaHOBIIEHUS AnarHosa 45,2 +14.9
net, 61% naumentoB ¢ VT Ha MOMEHT NOCTAHOBKMW AWArH03a ume-
an I/IV ©K (BO3)) [9].

B cepun poccuinckux n 3apy6exxHbIX UCCNeA0BaHNIA NPy OLiEHKe
B3aUMOCBSA3€EM AaHHbIX ONPOCHUKOB KXK, MCMOMb3YeMbIX B JaHHOM
nccnefoBaHMK, W pe3ynbTatoB 06CnefoBaHus MOATBEPAUIUCH
KOPPEnaLuumn, BbISBIIEHHbIE B O0MEE PaHHWX MCCNEefOBaHUAX Ha
rpynnax nauueHTtoB ¢ JTAT n XTOJIT: BbISBNEHbl CUMTbHbIE U YME-
peHHble cBA3K ¢ aucTaHumen B8 TEMX n ®K (BO3) [10-14].

lMony4eHHble HaMK Pe3yNbTaTbl CPABHEHMS B rpynnax nauneHToB
Ha MOMEHT BepuuKaLmm anarH03a 1 paHee YCTaHOBIEHHbIM Jna-
rHo30M WJIT cOOTBETCTBYIOT [aHHbIM psafa paboT, NPOBEAEHHbIX
paHee. MetaaHanu3 11 uccnegosanuin (1218 naumeHTos), B KOTO-
PbIX OUeHnBannch namereHns KX nauuentos ¢ JIAI npu nomowm
onpocHuko SF-36 n CAMPHOR, 6b1511 NOMy4eHbI CX0XNE C HALLMMIA
B 06eMX rpynnax CHMKEHHblE NOKa3aTenu: oM3n4ecknit KOMMNOHeHT
3n0posbsa B SF-36 coctasun 37,2 +3,9 %, NCUMXMYECKUA KOMMO-
HEHT 3[0p0oBbs B SF-36 — 46,4 2,2 %, wkana KX 8 CAMPHOR -
8,37 = 2,2 6anna [15]. B uccnegosanum AIR-1 (203 nauneHta c JIAT
n XTOJIT), Tak e Kak 1 B HalleM UCCref0BaHWN BbIO BbISBIIEHO
yny4wenue nokasatenen BALL (c 46,9+15,9 no 52,8+19,1) u uH-
nexca 3goposba (¢ 0,49+0,28 oo 0,58+0,27) no gaHHbIM EQ-5D Ha
thone JIAT-cneuudu4eckoro neveHns, Ho 0TCYTCTBOBANM Pa3nnyus
Mo JaHHbIM WwKan onpocHuka [11]. Borgese M et al., n3y4asiunx KX
y naunenToB ¢ JIAT npu nomowm EmPHasis-10, nokasanu pe3ynb-
TaTbl, aHaNornyHble Hawmm: 25,4+12,2 6annoB, KOTOPbIE COOTBET-
CTBYIOT MPMMEPHO Cepe/nHe anana3oHa BO3MOXHbIX Pe3yNbTaToB
onpocHuka [16]. B Hawwem uccnegosaHum He 6bIno 3HAYUMbIX pas-
NUYUIA MeXAYy NaLueHTamn C BMEPBble BbIABNEHHbIM [MArHO30M
WNI n ¢ paHee yctaHosneHHoi WJIT B pesynbTatax OMpOCHUKA
PAH-SYMPACT TaK xe, KaK u B faHHbix T6MX n ®K (BO3), 410
COOTBETCTBYET pe3ynbTaram uccnegosaHus SYMPHONY, rae 6binu
nokasaHbl koppenauum ¢ guctaduuert 8 TBMX n ®K (BO3) [14].

[pynnbl UcCnefoBaHWUS 3HAYUMO OTANYANUCL MO BPEMEHW OT
Hayana nepBbiX CMMMTOMOB, NO3TOMY Y NALUWEHTOB M3 rpynmbl
C YCTaHOBJIEHHbIM paHee AMArHO30M npu OTCYTCTBMW Tepanuu
MOXHO 6bIN0 6bl OXWAATH 3HAYMMOE YXYALUEHWE pPe3ynbTaToB
KMWUHWKO-MHCTPYMEHTANbHbIX JaHHbIX. HO 6narogaps nartoreHe-
TUYECKOM Tepanun nokasatenn reMoAMHaMunkn no gaHHbiM KOG
n 9IxoKrI, yposHs NT-proBNP B rpynne nauueHTOB, MOfyYaBLLnX
JIAT-cneuunduyeckyro Tepanuio, OKas3anuch Nyylle, 4em y naum-
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€HTOB Ha MOMEHT YCTaHOBMeHUs auarHosa. OHAKO M3MEeHeHus
(pyHKUMOHANbHOrO cTaTyca no AaHHbIM T6MX u oueHke ®K (BO3)
He oTMevaeTcs. [laHHble pes3ynbTarbl COMMACYOTCA CO LiKanamu
ONPOCHNKOB KX, 0TpaXkatoLmmm om3nyeckoe COCTOSHIE NaLneH-
TOB. Takum 06pa3om, 419 yny4LIeHns A0Ar0CPOUHbIX KIUHUYECKUX
pe3ynbTaToB HEOOX0AMMbI PAHHAS ANArHOCTUKA U Ha4ano addex-
TUBHOIA NATOreHETUYECKO Tepanum Ha paHHUX CTagusx 3abornesa-
Hud [9].

HecmoTps Ha NONOXWUTENbHbIA KNUHUYECKUA 3adhdhekTt JIAT-
cneLmtuYecKomn Tepanum B Buae NofaepXxanHns yHKUNOHANbHOMo
cTaryca W (Pr3n4ecKoro COCTOAHIUA NaumeHTa Ha NPexXHEM YPOBHE,
NCUXONOTNYECKOe COCTOSHUE B rpynne NauueHToB ¢ Bepuguum-
POBAHHbIM paHee LUArHO30M XyXe, YeM Y NaLMeHTOB HA MOMEHT
YCTaHOBNEHNA AuarHosa. MNopaepxxaHue NCUXU4eckoro 370P0BbSA
naumenTos ¢ VT [OMKHO CTaTb HEOTLEMIIEMOI YaCTbIO NeYeHus:
HE06X0MMbl OpraHu3aLmns BCECTOPOHHEN peabunuTauum u conpo-
BOX[EHWE NEYEHN KOHCYbTaLUAMU NCUXONOra.

3AKJIHOYEHUE

OnpocHuku KX y naumentos ¢ WIT oTpaxaroT BbIpaXKEHHOCTb
(PYHKLMOHANBHbIX HapyLLeHnit. B pesynbTare JTAT-cneuudnyeckon
Tepanun y 60nbHbIX U qocturaeTcs ynydiieHue n ctabunnsaums
(bM3M4eCcKON aKTUBHOCTU, OAHAKO 06paLLalOT Ha Cebs BHUMaHWe
60onee HU3KME NOKa3aTen IMOLMOHANTBHOr0 COCTOSHUA NaLUEHTOB
C ANUTENbHbIM aHaMHe30M 3a60/1eBaHKs. 3TO YKa3blBaeT Ha Heob-
XOAMMOCTb Pa3BUTMS CUCTEMBI NCUXONOTNYECKON MOMOLL NaLneH-
Tam ¢ WIT. Mopaxo «1e4nTb He 60J163Hb, a 60SIbHOr0» BKITHOYAET HE
TOJ/IbKO OLIEHKY reMO1HaMN4ecKoro 1 oyHKLMOHANbHOMo cTaTyca,
HO 1 AMOLMOHANbHbIX U COLMANbHbIX NOTPEOHOCTEN NaLneHTa.
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