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AHHOTALA

ovonatnyeckan nerovHas runeprensus (W11 cerogs 4acto AuarHoctmpyercs
Y BO3PACTHbIX NALMEHTOB. B CBA3M C 3TUM BCE Yallle BCTPEYAtOTCH KOMOPOUaHbIE
COCTOSIHMSA, 3aTPYAHAIOLLME ANATHOCTMKY W OLLEHKY pUCKA NaLMeHTa, a TakKe Bn-
AOLLME Ha TepaneBTUYECKIE PeLLeHNs. B JaHHOM CTaTbe BHUMaHWe COCpeaoToYe-
HO Ha CPaBHEHWM KNMHUKO-MHCTPYMEHTANbHBIX 1 AeMOrpachryecKinX napameTpos,
BbDKMBAEMOCTI W NPOrHO3a NaUWEHTOB C «Knaccuyeckon» W 1 KoMOpPOUAHbIX
NaLmeHTOoB.

Marepuan u metofibl. B nccnegosaHine BKOYEHbI NauneHTbl (n=56) ¢ Bepudm-
uMpoBaHHbIM guardosom WIT B Tederne 2014-2023 rr. Bee nuua Gbinn paspge-
NeHbl Ha fiBe rpynnbl: naunenTsl ¢ W 6e3 komopbuaHoctu (n=26) — rpynna 1;
60onbHble I ¢ komop6uaHocTbio (n=30) — rpynna 2. [poBoAnnmuch CreayioLime
uccnenosanus- T6MX, 3xo-KI, KMNOC, onpeaenexune yposHs NT-proBNP, o6Lwuii
11 BUOXMMUYECKMIA aHaNN3bl KpoBW. ONpeaeneHne pucka NeTanbHOro MCXofa npo-
BOAUNOCH HA MOMEHT YCTaHOBKM inarHo3a, yepe3 1 rod 1 3 rona Ha choHe Tepanum
C MOMOLLbHO LLIKaN CTpaTudMKaLmm pucka.

PesynbTatbl: KOMOPOUAHbIE NaLKMeHTs! 6binn cTapLue 46,5 [35,2; 53,0] net n 33,0
[28,0; 38,0] net, p=0,001 1 Ha MOMEHT BKNIOYEHWUS B UCCNELOBAHNE UMENM 60/b-
LYo Maccy Tena i 3HadveHust CALL 4TO OTpaxkano Hanuyme komopougHocTi. Cny-
cTa 36 Mec. Mexay rpynnami Habmoanuch CTaTUCTUYECKM 3HAYMMblE OTAMYMA
B AncraHumn T6MX (p=0,04), yposHe NT-proBNP (p=0,014), remoguHamun4eckmx
napametpax — (LA (p=0,014), cp/1A (p=0,01), Sv02 (p=0,009), ANM (p=0,033)
1 JICC (p=0,012). Mokasatenu BbhkuBaemocTi Yepes 1, 3 u 5 net B rpynne 1 —
96,1%, 92,3% 1 92,3% co0TBETCTBEHHO. B rpynne 2 yepe3 rog — 96,7%, 3 —
86,7% un 5 net —73,3%, p=0,022.

3akntouenue: M0BbILLIEHNE B NONYNAUMA 40NN KOMOPOUAHBLIX nameHTos ¢ UM
BAMAET HA ANArHOCTUKY W NeYeHWe 3TOW rpynnbl NaLMeHTOB, X BbPKMBAEMOCTb
11 OTBET Ha Tepanuio. [ns 6onee TOYHOIA OLIEHKM PUCKa YKe CEerofiHs Heobxoam-
MO BKMHOYEHNE NPOthns KOMOPOUAHOCTM B NEPeYeHb OLEHNMBAEMbIX NapamMeTpoB
NPV CTpaTUCNKALKM pUCKa.

Knio4eBbIe CNOBA: MAVONATUYECKAS TIEr0YHAA MUNePTEH3IA, KOMOPBUAHOCTD, KIMHNYECKOE TeYeHNe, NPOTHO3

AsTOpCKMA BKnap. Bce aBTOPbI COOTBETCTBYHOT Kputepusm asTtopcTea ICMJE,
NPUHUMANK y4acThe B MOArOTOBKE CTaTbil, HAGope marepuana 1 ero 06paboTke.
ABTopckuit Bknag (no cucteme Credit): Lapusa A.M. — chopmynupoBaHme uccneao-
BATESbCKUX Lieneii 1 3afiay, NPOeKTPOBaHME 1 pa3paboTka MeToA0Norn 1ccne-
[J0BaHWs, NPUMEHEHNE MATEMATUYECKUX W CTATUCTMYECKUX METOLOB ANs aHanuaa
[JlaHHbIX UCCNEea0BaHNs, NOArOTOBKA W CO3AAaHNe TekcTa cTatblt; MapTbiHioK T.B. —
(hOpMyNMpPOBaHUE UCCNELOBATENBCKNX Lieneid 1 3adad, NPOeKTUPOBaHNE U pa3pa-
60TKa MeTOAONOrMM UCCNE[OBAHNSA, HA30P 1 PYKOBOLCTBO 3 MNAHNPOBAHUEM 1
BbINONHEHWEM UCCNEL0BATENbCKON AEATENbHOCTI, BKMHOYAA HACTABHUYECTBO.

Wuchopmaums u cobnioexue atuyeckux Hopm. ccnenosadne 6b11o BbINOMHEHO
B COOTBETCTBUM CO CTaHZapTamMu Hafnexallell KnuHu4eckoil npaktuku (Good
Clinical Practice) n npuHumMnamn XenbCuHcKoil [eknapauum. Mpotokon nccnegmo-
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ABSTRACT

Idiopathic pulmonary hypertension (IPAH) nowadays frequently diagnosed in
older patients. Consequently, comorbidity increased, complicating patient risk
assessment and diagnosis, and influencing therapeutic decisions. This article
focuses on comparing clinical, instrumental and demographic parameters,
survival rates, and prognosis in patients with “classical” IPAH and those with
comorbidities.

Materials and Methods. The study included patients (n=56) with a verified
diagnosis of IPAH between 2014 and 2023. All participants were divided into two
groups: patients with IPAH without comorbidities (n=26) — Group 1; and patients
with IPAH and comorbidities (n=30) — Group 2. The following examinations were
performed: 6 minute walk test, echocardiography, right heart catheterization, NT-
proBNP level assessment, and clinical and biochemical blood tests. Mortality risk
assessment was conducted at the time of diagnosis, after 1 year, and after 3 years
of therapy using risk stratification scales.

Results. Comorbid patients were older: 46,5 [35,2; 53,0] years vs. 33,0 [28,0;

38,0] years, p=0,001. At time of diagnosis, they had higher body weight and
systolic blood pressure values, reflecting the presence of comorbidities. After 36
months, statistically significant differences between the groups were observed in:
6MWT distance (p=0,04); NT-proBNP levels (p=0,014); pulmonary artery systolic
pressure ( p=0,014), mean pulmonary artery pressure (p=0,01), mixed venous
oxygen saturation (p=0,009), right atrial pressure (p=0,033), pulmonary vascular
resistance (p=0,012). Survival rates at 1, 3, and 5 years were 96,1%, 92,3%, and
92,3% respectively in Group 1, . In Group 2, survival rates were 96,7% at 1 year,
86,7% at 3 years, and 73,3% at 5 years (p=0,022).

Conclusion. The increasing proportion of comorbidity patients with IPAH in the
population affects the diagnosis and treatment of this patient group, their survival
rates, and response to therapy. For a more accurate risk assessment, it is already
necessary to include the comorbidity profile in the list of parameters evaluated
during risk stratification.

Keywords: idiopathic pulmonary hypertension, comorbidity, clinical course, prognosis
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OCOBEHHOCTW KITMHNYECKOIO TEYEHWISA V1 MTPOMHO3A UOWOMATUYECKOW JTEFOYHOW MMEPTEH3VIV

Y MTALVIEHTOB B SABUCHIMOCTV OT HAJTNYVIA KOMOPBWOHOCTU

BBEJIEHWE

WNouonatnyeckas neroyHas runeptensus (WM — ato pegnkoe,
HO TSXKENoe 3a005eBaHue, XapakTepuaytoLleecs nporpeccupyro-
UM OBANTEPUPYIOLLAM PEMOJENTMPOBAHNEM MENKUX NEroYHbIX
apTepuil U NEroYHbIX apTepunos, NPUBOLALLMM K NPaBOXEeNya04KO-
BOil HEJOCTATOYHOCTU W NeTanbHOMy ucxoay [1].

TpaauumonHo VT paccmatpueanach Kak M30n1poBaHHoe 3abone-
BaHWe Nero4HbIX COCyNoB. 3a nocnefHue ABa AeCATUNETUS NPOrHo3
naumeHToB ¢ VI 3Ha4nTesIbHO ynyywmuncs 6narogaps paspaéoTke
creumguyeckux NeKapcTBeHHbIX Npenaparos 1 BHELPEHWO cTpare-
TN CTApTOBOI KOMOWHMPOBAHHOW Tepanin [2,14]. OfHaKo B Hawm
OHVU [aHHbIe COBPEMEHHbIX PErUCTPOB CBUAETENLCTBYIOT O TOM, YTO
y naumenToB ¢ UJIT 4acTo NpucyTCTBYIOT KOMOPOUAHBIE COCTOSHNA
(apTepuanbHas runepTeH3us, 0XUPeHWe, CaxapHbli auabeT u ap.),
KOTOPbIE MOrYT MOAMMUUMPOBATL KUHWYECKYIO KapTuHY, 3aTpya-
HATb AWArHOCTUKY, 06YCOBNMBATL MHANBUAYANbHDIA OTBET HA feYe-
HWE 1 BNNATL HA BbIXMBAEMOCTb M NPOrHO3. Kpome TOro, Knyvesoe
3Ha4YeHNe UMEET He TONbKO CXeMa JIeYeHUs, HO U CBOEBPEMEHHOCTb
€e Ha3Ha4eHus, onpenensemas Ha OCHOBE MHOrOMapameTpuyecKon
OLLEHKM CXOLHOr0 pucKa cMepTHOCTM [3].

Oco6yto noarpynny cpean nauneHTos ¢ U cocTaBnsOT NaLNeHTb
C NONOXMTENbHOI OCTPON chapmakosoruyeckor npodon (OPI) — ¢
OXPaHHOI peakLMei NeroYHbIX apTepuini Ha Ba30AMNATaTopbl BO Bpe-
MSl MpoBefeHUs KaTeTepu3auun npasblx oTaenos cepaua (KMoC)
[4]. [anHaq koropta naumeHToB NpeAcTaBnseT CO60A YHUKANbHBIN
OTAENbHbIA (DEHOTUN C OT/IMYAIOLLENCA TeHETUKOA WU NOTEeHUMANbHO
6NaronpuATHLIM PasBUTUEM 3a60N1eBaHNA NPWU Ha3Ha4eHun 6noka-
TOPOB KanbLueBbx kaHanos (BKK). OTMeYaeTcs CHWXeHMe 4acToTbl
BCTPEYAEMOCTM COXPAHHOI Ba30PEaKTUBHOCTI Y BOMbHbLIX C COMYT-
CTBYIOLLMMM 3a6051€BaHNAMU, B CPABHEHUM C KOTOPTOM NauMeHToB
6e3 KomopbugHocti [5,6]. Y4uTbiBas 0COBEHHOCTU KIMHUYECKOro
TEYEHUS, NYYLLYI0 BbKUBAEMOCTb B 3TOW MOArpynne, Hanuyue y na-
LUMeHTOoB nonoxutenbHon QI ABNANOCH KPUTEPUEM WX UCKITIOHEHNS
113 aHann3a B HacTosALLeR paboTe.

Llenblo [aHHOro uccrnefoBaHns sBNSETCA OLEHKA BIUAHUA KO-
Mop6maHoro cratyca naumeHTa ¢ U Ha xapakTep TeveHus 3a6o-
NeBaHWA 1 NPOTHO3, a TaKXXe BbI6OP CTAPTOBOM CXeMbI Tepanui.

MATEPWAJbI U METObI

PeTpocnekTBHOe OLHOLEHTPOBOE MCCMEe0BaHWE BbINOMHEHO B
COOTBETCTBUU C MPUHLMNAMI XeNbCUHKCKOI eknapauumm no npasam
yenoseka. [TpoTokon uccnegoBaHns 0406peH JIoKanbHbIM 3TUHECKUM
KOMUTETOM Hay4HO-MCCe0BaTeNbCKOr0 MHCTUTYTA KIMHUYECKOW
kapauonorun um. AJ1. MacHukosa @efiepanbHOro rocyjapcTBEHHOr0
OI0DKETHOMO Y4pexaeHns «HaunoHanbHbIi MeAULUHCKUA nccnemo-
BaTeNbCKUIA LIEHTP Kapanonorum» MuHUCTEPCTBA 3LpaBOOXPaHEHMS
Poccuitickoin ®epepauun No 228 ot 27.03.2023r. Bce nauneHTbl noa-
nucany MHGHOPMUPOBAHHOE COrNacke Ha y4acTue B UCCNEA0BaHUMN U1
06paboTKy NepCOHaNbHLIX JaHHbIX.

B uccnenosaHue BKNHOYeHbI NaumeHTbl (N=56) ¢ BepudMLMpOBaH-
HbIM guarHosom U B Tevenue 2014-2023 rr. Kputepuu BKITIOHEHNS
B CCNeAO0BaHMe: BO3PacT craplue 18 fet; BeputmLMpOoBaHHbIiA Ana-
rHo3 W ¢ cneaytolwmmu Kputepusmn nNpekanunnspHoii Nero4Hon
runepteHsuu (J11): cpenHee pasnexue (cpfAJ1A) 6onee 25 mm pr. CT.,
neroyHoe cocyaumctoe conpotusnenue (JICC) 6onee 3 Ea Byaa, ypos-
HeM [jaBneHns 3aknuHueanms B J1A ([3/1A) < 12 mm pT. cT. Kputepum
ucknoyeHuns: JIAI gpyroit aTmonorum, 3a6onesaHns OnopHo-aABura-
TeNbHOro annapara, NpenaTcTBYIOLLME NPOBEAEHUIO TECTa 6 MUHYT-
HOW x0fb6b! (TBMX), TAXKeNble HapyLLeHNs qoyHKLMKM NeYeHn (6onee 9
6annos no wkane Yaiing-Noto, knacc C), THKeNbIE HAPYLLIEHNS (YHK-
uuu noyek (CK® menee 15 mn/mun), nonoxurensHas 0O npu KNOC
Ha MOMEHT YCTaHOBMEHWS AuarHosa.

[ns OLEHKN KINUHUKO-MHCTPYMEHTANbHbIX PA3NNYuiA 1 CPABHEHNS
BbKMBAEMOCTY BCE NINLA ObINW PasfeneHbl Ha [BE rpynnbl: nauueH-
bl ¢ W1 6e3 Komop6uaHocTn (n=26) — rpynna 1; 60bHble W ¢ Ko-
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mMop6uaHocTbio (n=30) — rpynna 2. B cnekTpe COnyTCTBYIOLLEN NaTo-
norvm npeo6nagany PaAKTopbl pUcKa ANAcTONNYECKON AMCHYHKLNN:
runepToHnyeckasn 6onesHb (), oxupeHue, AnabeT, XpoOHMYeckas
60nesHb noyek (XbM).

Ha MoMeHT Bepupukaumm guarHo3a, 4epes 1 rog v yepes 3 roga
HabmIOfeHNs Ha (hoHe cneundguyeckorn Tepanuyu NPOBOAMIUCH
Cneaylolme nccnefoBaHusa- TecT 6-MUHYTHON X0Ab6bl (TBMX) c
OnpeenieHnem OfbILLKM No bopry, ABYXMepHas axoKapanorpadgus
(3x0-KTI'), KNOC, onpefeneHne yposHs NT-proBNP, 06w n 6uo-
XUMUYECKMIA aHanu3bl Kposu. Ix0-KI npoBoaMnach Ha ynbTpassy-
KOBbIX npubopax akcneptHoro knacca Epiq 7 (Philips, Hugepnan-
abl). KNOC nposogmnacs ¢ ucnonb3osaqnem annapara Allura Xper
FD10 (Philips, Hugepnangbl). Yposenb NT-proBNP onpegensncs
ANEKTPOXEMUIOMUHECLIEHTHBIM METO0M Ha aHanuaartope Elecsys
2010, Roche ¢ nomouibto Ha6opos proBNPII (Roche, epmaHus).
Onpegenexne pucka NeTanbHOr0 UCXof4a NPOBOANIOCH HA MOMEHT
YCTAHOBKW [narHo3a, yepe3 1 rog u 3 roga Ha (hoHe Tepanuu ¢
NOMOLLBIO PA3MMYHbIX LUKAN CTPATUUKALNY pUCKa (LKana, Npea-
noxeHHaa B Poccniickux pekomenpaumax 2024r n REVEAL Lite).

Cratuctuyeckas 06paboTka pesynbTaToB NPOM3BESeHa C UCMONb-
30BaHuem npunoxenus Microsoft Excel (Bepcus 2411), nakera cra-
TUCTUYECKOrO aHannsa AaHHbix Statistica 12 for Windows (StatSoft
Inc., USA). Konu4ecTBeHHble MOKa3aTenu NpefcTaBieHbl B Buae
MeAmaHbl U MeXKBapTUIbHOrO pasmaxa (25-M u 75-i NPOLEHTUNb).
lMpu oueHKe Pas3nM4Mii KONWYECTBEHHbIX MOKasaTenel MCnonb3o-
Ba/IUCb HenapameTpuyeckune kputepun MaHHa-YuTHW. [ns oLeHKu
Pa3nNUYMn Ka4eCTBEHHbIX MOKa3aTeneil NPUMEHANCH KpuTepuin Xu-
kBagpar lupcoHa. Kputn4eckum ypoBHEM CTATUCTUYECKOW 3HAYU-
mocTu (p) npuHumanace BenuymHa 0,05. [Ina NOCTPOEHMS KPUBbIX
BbDKMBAEMOCTW MCMonb3oBanca metoa KannaHa-Menepa.

PE3YJIbTATbI

Mpw cpaBHeHUM aemorpaduyeckmnx napameTpoB naumeHTsl [pynnbl
2 6binn cTapLue, 4em B [pynne 1: 1 46,5 [35,2; 53,0] net u 33,0 [28,0;
38,0] net, p=0,001 cooTBETCTBEHHO, 1 HA MOMEHT BKJIO4EHUS B UC-
CrefoBaHue Umenu 6onbluylo Maccy Tena (taén. 1). CooTHoleHne
MYXYUH W XKeHWKH coctasuno 19,3%/80,7% ana rpynnbl 1 n 10%/
90% ana rpynnsl 2. MeanaHa BpeMeHn 0T Ha4ana CUMNTOMOB 10 No-
CTaHOBKM anarHosa U cpeam naumeHToB ¢ KOMOPOUAHOCTLIO 6bia
6onbLue u cocrasuna 23,0 [8,0; 51,7] mecsues, a cpeau naunueHTos
6e3 komopbugHoctn 11,5 [6,0; 31,25] mecaues, p= 0,02 (tabn. 1).

Mpwn cpaBHeHNUN CUMNTOMOB NALMEHTOB Ha cTapTe 60S1e3HN U B n-
HaMWKe BbISBNEHO, YTO Y 6O0MbLUNHCTBA 60MbHbIX B 06EMX rpynnax
CaMbIMM 4aCTbIMU CUMNTOMaMK ObINK OAbILLKA, OTEKWU HIKHUX KO-
HEYHOCTEN 1 60Nb B rpyAHON KneTke (Tabn. 1). B uenom, no Yacrote
BCTPEYAEMOCTU TeX UMK UHbIX XKanob rpynnbl 6bin CONOCTaBUMbI
32 UCKITI0YEHWEM TOr0, YTO Y UCXOAHO MauueHTbl U3 rpynnbl 1 vaile
npeabaBnany xanobbl Ha cepauedueHne — 65,3% npotus 36,6%,
p=0,03 1 ronosokpyxeuue — 46,1% npotue 20%, p=0,02. Ha dpoHe
NpoBOANUMON Tepanuu Yyepe3 12 n 36 mMec. 3TU Pasnuyus HUBENIMPO-
Banuch (taon. 1).

Mpn (U3MKTLHOM OCMOTPE Tpymnmnbl WCXOAHO OTAWYanMCh B
YPOBHE CMCTONNYECKOro apTepuansHoro fasnexus (CAL) (taén. 2),
NpuU4emM JaHHOE OT/IMYWNE COXPAHANIOCh M Yepe3 rof, HeCMoTps Ha
Ha3Ha4YeHHYI0 Tepanuto He ToNbKo JTAM-crneundmnyeckyto, Ho 1 aHTu-
runepTeH3uBHyto (puc. 1).

CambIMM 4aCcTO BCTPEYaEMbIMM CPEaY COMYTCTBYIOLLMX 3260MeBaHMIA
[pynnbl 2 0Ka3anuch Natonorus LWMTOBUAHO Xenesbl (LK) — 50%,
runepToHnyeckas 6onesHb (Mb) —46,6% n oxupenne —33,3% (puc. 2).

Mpu oueHKe (YHKUMOHANBLHOrO CTaTyca NauMeHTOB MefuaHa
anctaHumum B TBMX ucxoaHo He otnmyanack. OfHAKO, HECMOTPSA Ha
NPOBOAMMYIO Tepanuto, KOropta KOMop6UAHLIX NaLNeHTOB JeMOH-
CTPUpPOBAna XyALYK NepeHOCMMOCTb (PU3NYECKMX HArpy30K Mnpu
HabnogeHun B guHamnke — 486,0m [400,0; 526,25] npotus 402,5m
[235,05 508,7] 4epes 36 mec., p=0,03 (Tabn. 3).
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Tabnuua 1. [lemorpachuyeckas XapaKTepucTHKa
KNMHUYECKUX CUMNTOMOB [CO6CTBEHHbIE laHHbIE]
Table 1. Demographic characteristics and frequency of clinical symp-
toms [own data]

M Yactora

MapameTpbl pynna 1 [pynna 2 P
Ilemorpachuyeckas xapakTepucTmka

Boapac, neT 33,0[28,0; 38,0] 46,5[352:53,0] 0,001

MyxunHbl/KeHwmHel — 19,3%/80,7%  10%/ 90% 0,32
Mepwog ot pebrota

CMMNTOMOB 11,5[6,0; 31,25] 23,0[8,0;51,7] —0,02
L0 AnarHo3a, Mec.

Mepuoa

0T BepudmKaLmm
[0 Ha4ana Tepanui, Mec.

1501,0:30]  1,0[0;4,0] 0,43

NMT, kr/m? 21,25[20,2; 24] 26,5 [19,5; 32,75] 0,006
CumMnTOMBI
0nblwka
NexonHo 26 (100%) 29 (96,6%) 0,34
12 mecsues 23 (92%) 28 (93,3%) 0,52
36 mecsues 21 (84 %) 23 (85,1%) 0,81
Ocunnoctb ronoca
WcxopHo 2 (7,6%) 1(3,3%) 0,47
12 mecsaues 2 (8%) 0 (0%) 0,15
36 mecsues 1 (4,3%) 0 (0%) 0,27
Cnab6ocTb
NcxopHo 12 (46,1%) 10 (33,3%) 0,57
12 mecsues 10 (38,4%) 12 (40%) 0,17
36 mecsLeB 10 (40%) 11 (40,7%) 0,2
OTEeKH HWKHUX KOHEYHOCTeil
WcxopHo 11 (42,3%) 10 (33,3%) 0,48
12 mecsues 10 (38,4%) 17 (56,6%) 0,17
36 mecsues 9 (39,1%) 12 (48%) 0,5
Cepauebuenue
WexopHo 17 (65,3%) 11 (36,6%) 0,03
12 mecsLeB 11 (44%) 11 (36,6%) 0,66
36 mecsaues 11 (47,8%) 9 (33,3%) 04
FonoBokpyxeHue
WexoaHo 12 (46,1%) 6 (20%) 0,02
12 mecsLeB 9 (36%) 7 (23,3%) 0,35
36 mecsaues 8 (34,7%) 7 (28%) 0,6
bonb B rpyau

NexonHo 15 (57,6%) 13 (43,3%) 0,27
12 mecsues 14 (56%) 14 (46,6%) 0,59
36 mecsues 10 (43,4%) 10 (25%) 0,82

Tabnuua 3. Tect 6 MUHYTHOWM X0fbObI [CO6CTBEHHbIE aHHbIE]
Table 3. 6-minute walking test [own data]

Mapametpel  pynna 1 pynna 2 P

T6MX,
Ha MOMEHT 1 1 1361 5: 460,0] 396,0 [307,0: 448,0] p-0.73
[narHosa

Yepes 1ron 460,0 [410,0; 523,01 407 [327,0;480,0]  p—0,04
Yepes 3ropa 486,5[400,0;526,25] 402,5 [235,0; 508,7] p—0,03

Tabnuua 2. launble husnkanbHoro ocmotpa [co6CTBEHHbIE iaHHbIE]
Table 2. Physical examination findings [own data]
Mapametpbl  Tpynna 1 pynna 2 P
$p02, % (cp)
WexopHo 97,0 [95,25; 98,0] 96,0 [95,0; 97,0] 0,22
12 mecsues 97,5 [96,0; 98,0] 97,0 [93,5; 97,0] 0,07
36 mecsues 97,0 [95,0; 98,0] 97,0 [94,0; 97,0] 0,8
AKUEHT 2 ToHa Hap JIA

VcxomHo 88,4% 93,1% 0,5
12 mecaues 100% 93,3% 0,18
36 mecaues 100% 100% 0,14
Cuctonuyeckui wym Hag TK
WcxoaHo 42,3% 34,4% 0,55
12 mecaue 40% 50% 0,45
36 mecsiues 52,1% 52% 0,89
YCC, ya/muu
VcxomHo 76,0 [70,0; 90,0] 80,0 [76,0; 85,0] 0,83

12 mecsues 74,0 [70,0; 83,0] 72,0 [70,0; 80,0] 0,74

36 mecsues 73,0 [69,0; 80,0] 73,0 [69,0; 80,0] 0,79
CAl, mm

VcxoaHo 110,0 [100,0; 118,0] 122,0 [110,0; 132,0] 0,012

12 mecsaues 105,0 [95,0;110,0] 115,0 [100,0; 120,0] 0,014

36 mecsaues 105,0 [100,0; 110,0] 110,0 [100,0; 120,0] 0,19

0 1 2 3 4 5 6 7 8 9

sacpaw [ 26,74 (1-8)
bera-6nokatopsl _ 20% (n=6)
CTaTuHbl _23,3% (n=7)
Funornukemmyeckas _ 13,3% (n=4)
aympoc NN 3 39 (n-4)
[unoTeHsnBHas _23,3% (n=7)

PucyHok 1. ConytcTByrowias Ttepanus nauwentoB [pynnbl 2
[co6cTBEHHDIE faHHblE]

Figure 1. Concomitant therapy in Group 2 [own data]

0 2 4 6 8 10 12 14 16

naronorws LUK (GG 500 (n=15)
ro. I 46.6% (n-14)
nvacer [N 16.6% (n=5)
oxupenue [[NERGNGEGEEEEEE 33.3% (n=10)
vc [ 13.3% (n=4)
x6n [ 20% (n=6)
xH [ 13.3% (n=4)
Anevns [ 10% (n=3)

PucyHok 2. ConyTcTBYHOLias NaTonorus nauueHToB pynnbl 2
[co6cTBEHHDIE faHHbIE]

Figure 2. Comorbidity in Group 2 [own data]
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B 06enx rpynnax 0CHOBHas Macca nauueHToB Ha MOMEHT yCTa-
HOBKMW AnarHo3a Haxoaunack Bo II-Ill ®K. MpumeyaTenbHO OTCYT-
creue B pynne 1 naumentos OK-1V (BO3) Ha ctapte Tepanuu u
yepes rog (puc. 3).

8,3% (n=2 10% (n=3) 6,8% (n=2 13,0% (n=3),

38,4%

(n=10)  44% (n=11) 375% (n<9 44,8%
5% (0=9) 409 (n=12) (13 47.8%
(n=11)
50% (n=13) 40% (n=10)  41,6%
(n=10) 40% (n=12) ~ 48,2%
(n=14)  39,1% (n=9)
11,5% (n=3) 16% (N=4) 12,5% (n=3) 10% (n=3)
MNcxopHo 12 mecsueB 36 mecsLes MNcxogHo 12 mecsue 36 mecaues
Ipynna 1 [pynna 2
oK1 K 2 ®K3 M oK4

PucyHok 3. ®yHkuuoHanbHbii knace (BO3) [co6cTBEHHbIE faHHbIE]
Figure 3. Functional class (WHO) [own data]

Tabnuua 4. JlabopatopHble MeTOAbI HCCNE0BaHUA [COOCTBEHHbIE AaHHbIE]

Table 4. Laboratory tests [own data]

Mo AaHHbIM NaboPaTOPHbLIX METOA0B UCCNEA0BAHNA NaLUEHTbI
MCXOLHO MMeNu pasHyto meauany yposHs NT-proBNP ¢ 6onee Bbl-
COKUM YPOBHEM Cpean KOMOpOMAHbIX nauueHtos — 604,5 nr/mn
[237,0; 1764,25] n 1393,0 nr/mn [1016,0; 1951,5], p = 0,011, uT0
COXPaHANOCH B TEYEHWe BCEro nepuoaa HaénofeHus (taon. 4). Ne-
XO[HO naumeHTbl [pynnbl 2 umenu 605ee BbICOKME YPOBHM 06LLE-
ro 6unupybuHa, XonecTepuHa u rnioKo3bl, YTO OTPAXKAET HaNU4ue
COMYTCTBYIOLLNX CEPAEYHO-COCYAMCTbIX 3260/1eBaHNIA Y 3TUX NaLm-
eHTOB. Ha ¢poHe NpoBOAUMON Tepanun LaHHbIE PAsNnUYus Mexay
rpynnamu yepe3 1 rog u 3 roga otcyTcTeoBanu (Ta6n. 4).

Mo maHHbIM peHTreHorpadoum OTK u 3xo-KI oTmevaeTcs 6onee
BbIp2XXEHHOE PEMOJeNMUpOBaHWe CepAaua Yy nauueHToB [pynnbl
2. OfHAKO pasnnyns HEBENWKM W He LOCTMratoT LOCTOBEPHOCTY
(Tabn. 5).

Ha MOMEHT NOCTaHOBKM MarHo3a nauueHTbl ABYX rpynn He OT-
NnYanucb Mexay cobom B nnaHe reMognHaMu4ecKmnx napameTpos.
OpHako, cnycTs yxe rog Habnogenus JICC, nasneHne B NpaBom
npencepaumn (MM), carypauns BeHo3HOM Kposu (Sv02), cpdJTA u
cucTonnyeckoe aasneHue B nerodHon aptepun (COJTA) 6binmn fo-

MapameTpbl Ipynna 1 Ipynna 2 3Hayenue P
Jla6opatopHbie MeTofbl 06Cnef0BaHNA
NT-proBNP, nr/mn
WexopHo 604,5 [237,0; 1764,25] 1393,0 [1016,0; 1951,5] 0,011
12 mecsLeB 298,0 [127,0; 631,0] 996,0 [412,7; 1151,5] 0,03
36 mecsues 179,0 [72,1; 718,6] 805,0 [278,6; 1795] 0,014
Femorno6u, r/n
WcxoaHo 14,99 [13,4; 16,6] 14,87 [13,9; 15,9] 0,67
12 mecsues 13,8 [12; 14,4] 14,0 [11,7; 15,5] 0,78
36 mecsLes 13,9 [12,7; 14,9] 14,1 [11,7,15,7] 0,64
06wwmit GunKpy6UMH, MKMONb/N
WcxoaHo 16,3 [12,1; 26,5] 25,8 [19,4; 33,4] 0,04
12 mecsues 14,7 [10,6; 27,8] 17,9 [13,9; 32,5] 0,43
36 mecsLes 17,1[10,2; 31,1] 19,0 [14,8; 25,4] 0,61
XonecTepuH, MMOnb/N
WexopHo 4,0[3,9; 5,4] 4,7 [3,8; 5,3] 0,04
12 mecsues 4,5[3,7;5,3] 4,0[3,43,3; 5,1] 0,31
36 mecsLes 4,5[3,4;5,3] 41[3,4;5,0] 0,72
nioko3a, MMonb/n
WexopHo 4,6 [4,5;5,1] 5,0 [4,7;5,4] 0,03
12 mecsues 4,7 [4,5; 4,9] 491[4,5;5,6] 0,2
36 mecsLes 4,5[4,3; 4,9] 48[4,6;5,1] 0,09
CkopocTb Kny604koBOil hunbTpauum, mn/mMun/1,72 M2

WcxoaHo 95,0 [87,5; 103,5] 89,0 [69,0; 102,5] 0,55
12 mecsues 98,5 [87; 110] 90,0 [70,2; 103,2] 0,04
36 mecsLes 89,5 [83,7; 97,2] 82,0 [66,0; 99,0] 0,04
Tabnuua 5. Pentrenorpachus u 3xo-KI [co6¢cTBEHHDbIE AaHHbIE]
Table 5. X-ray and echocardiography [own data]

MapameTpbl Ipynna 1 Ipynna 2 3Hayenue P

PentreHorpacms OIK
LLiupnHa npaBoro KopHs, Mm
WexopHo 17,0 [15,0; 18,25] 17,0 [16,0; 21,0] 0,18
12 mecsues 18,0 [16,0; 20,0] 18,0 [17,0; 22,0] 0,22
36 mecsLes 18,0 [16,5; 20,5] 20,0 [17,0; 21,0] 0,24
JUIA, Mm
WexopHo 28,0 [26,0; 30,0] 28,0 [25,5; 31,0] 0,86
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apameTpbl
12 mecsues
36 mecaLes

McxogHo
12 mecsLeB
36 mecsLes

McxogHo
12 mecsLeB
36 mecsLes

McxoaHo
12 mecsiLeB
36 mecsLeB

VcxomHo
12 mecsues
36 mecaLes

McxogHo
12 mecsLeB
36 mecaLes

McxogHo
12 mecsLeB
36 mecaLes

McxogHo
12 mecsLeB
36 mecsLeB

cxogHo
12 mecsLeB
36 mecsLeB

McxoaHo
12 mecsiLeB
36 mecaLes

VcxonHo
12 mecsLeB
36 mecaLes

Ipynna 1
27,0 [26,0; 32,5]
29,0 [27,0; 33,5]

35,5 [32,0: 39,75]
37,0 [33,0; 42,0]
37,0 [34,0; 41,0]

35,0 [32,75; 36,25]
34,0 [32,0; 37,0]
34,0 [33,0:39,0]

50,0 [44,0;55,0]
52,5 [49,0;56,0]
52,0 [46,5;57,2]

[pynna 2
28,0 [28,0; 30,0]
28,0 [27,0; 33,0]
Wnpeke Mypa, %
35,0 [32,0; 39,0]
38,0 [32,0; 40,0]
38,0 [35,0; 39,0]
Wnpexce Jtonu, %
35,0 [33,0; 37,0]
35,5 [34,0; 38,0]
37,0 [34,0; 38,0]
KTW, %
51,0 [47,5; 54,5]
51,0 [49,0; 55,0]
52,0 [48,7; 57,2]
IX0-Kr

WNHpeke akcueHTpuyHocTu (N3) JIXK

1,6 [1,5:1,7]
1,6 [1,37:1,77]
1,45[1,3:1,9]

23[17,6:26,7]
22 [17,5-23,4]
20 [17,6-29,2]

1,5[1,3;1,8]
1,6 [1,4;1,8]
1,6 [1,4;1,8]

S nn, cm?
20,5 [17,2; 25,0]
21,7 [18,5; 26,0]
23,2 [19,3; 28,0]

basanbHbiii pasmep MX (4AC), cm

4,6[3,8; 5,2]
4,6 [4,0; 5,0]
4,51[4,2;4,9]

0,6 [0,5; 0,8]
0,7 [0,58; 0,75]
0,7 [0,6; 0,8]

1,6 [1,37;1,9]
1,9 [1,35; 2,0]
1,9[1,4; 2,0]

92 [80,0;105,0]
84,5 [67,2; 91,5]
80 [57; 88]

3,2 [2,9; 3,3]
3,2 [2,8; 3,5]
3,3[3,2; 3,5]

461[4,1;4,9]

4,6 [4,3; 5]

4,6 [4,2; 5]
TNCMX, cm

0,7510,6; 0,8]

0,7[0,6; 0,8]

0,7[0,6; 0,8]
TAPSE, cm

1,6 [1,3;1,8]

1,7 [1,5;1,8]

1,8 [1,5;1,9]

CJIA mm pT. CT.

85,0 [79,2; 99,5]

87,0 [79,0; 99,0]

88,5[72,2; 96,2]
Crteon JIA, cm

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

3,1[3,0; 3,4]

3,4 [3,0; 3,6]

3Hayenue P
0,72
0,32

0,9
0,5
0,7

0,66
0,72
0,85

0,72
0,2
0,82

0,56
0,9
0,8

0,33
0,7
0,5

0,77
0,74
0,9

0,3
0,7
0,9

0,62
0,13
0,82

0,55
0,41
0,2

0,6
0,09
0,3

lMpumeyanune/Note: OTK — opranbi rpygHov knetku (TCO — Thoracic Cavity Organs); JI/IA — neas neroyHas aptepus (LPA — Left Pulmonary
Artery); KTW — kapgnotopakansHbiii nigexc (CTl — Cardiothoracic Index); 9xo-KI — axokapgunorpaghus (Echo-CG — Echocardiography);
TTICIK — TonwmHa nepesHen cTeHku npasoro xenygoaka (RVWT — right ventricular wall thickness);, TAPSE — cuctonnyeckas akckypeuns
Konbya TpukycnuganbHoro knanana (TAPSE — Tricuspid Annular Plane Systolic Excursion); GLIJIA — cucTonn4eckos aBeHns B J1€r04Ho
aprepun (PAPs — Pulmonary Artery Systolic Pressure); JIA — neroynas aptepusi (PA — pulmonary Artery)
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CTOBEPHO BbllIEe cpean nauueHToB Ipynnbl 2. [daHHas TeHAeHUMS
coxpaHsanace 1 cnycta 36 mec. HabntofeHus (Taorn. 6).

[na oueHKM nporHosa 3ab60NeBaHNs W OMpefeneHns TakTUKK
BEZIEHUS HA KaXJ0W KOHTPONBHON TOYKE NPOBOAMUNIACE CTPATUM-
Kauus pucka no wkanam Poccuickunx pekomenpaumnin 2024 v ynpo-
weHHoN wwkane REVEAL Lite 2, He Bkntovatowen aaHHble KMOC.
B pesynbTtare 60/bLUMHCTBO NALMEHTOB B 06€MX rpynnax UCXoaHO

HaXOAMNUCb B NPOMEXYTOYHOM PUCKE C NPeBanupoBaHWEM cpesu
rpynnbl 2 [0MM NaunMeHTOB BbICOKOrO pucka. Ha ¢hoHe nedvexus
cnycta 36 Mec. cpeau nauueHToB 6e3 OTArOLEHHOro No ConyT-
CTBYIOLMM 3a60N1€BaHNAM aHamMHe3a 60SbLUNHCTBO HAaX04MN0Ch B
HU3KOM puUcke no 06emm LuKanam. B To Bpems Kak y nauneHTos ¢
OTATOLLEHHbIM aHAMHE30M NpPoMNb PUCKa CYLLECTBEHHO He Me-
Hanca (puc. 4).

pynna 1 [pynna 2
20,8% (n=5) 23,3% (n=7) 23% (n=6)
33,3% (n=10)
§7,5% (n=9) 20,8% (n=5)
65,3% ?nG:‘TIZ/O) 53,8% 46,1%
(n=17) 60% (n=18) ("4 (n=12)
50% (n=15)
54’1% 58,3%
e 34,6% (n=9) o
19,2% (n=5) ’ 166% (ne) 000 (D) 16,6% (n=5) indishind
McxomHo 36 mecsLes McxogHo 36 mecsLes McxomHo 36 mecsLes VcxogHo 36 mecsLes
Poccuiickas wkana 2024 REVEAL LITE Poccwiickas wkana 2024 REVEAL LITE
Huakuii puck TpOMEXYTOUHBI PUCK I Bbicokuii puck
PucyHok 4. CtpaTtudhmkanuma pucka ucxoaHo n yepe3 36 mecsues [co6CTBEHHbIE AaHHbIE]
Figure 4. Risk stratification at time of diagnosis and in 36 month [own data]
Tabnuua 6. CpaBHenue napametpoB KIMOC [co6cTBEHHbIE faHHbIE]
Table 6. Comparing of hemodynamics [own data]
MapameTpbl Ipynna 1 Ipynna 2 3nauenue P
Knoc
HNasnenue B I, mm pT. CT.
McxoaHo 8,0 [5,0; 13,0] 8,5[4,7;12,2] 0,9
12 mecsLes 6,0 [3,0; 11,0] 8,5[5,2; 11,0] 0,04
36 mecsiLes 5,0[4,2; 8,2] 9,0 [4,5; 11,0] 0,03
CLNA, MM pT. CT.
McxoaHo 90 [72,0; 102,0] 96,5 [82,7; 111,5] 0,1
12 mecsues 78 [60; 85] 94,5 [82,5; 109,7] 0,02
36 mecsLes 80[77,2;95,2] 102,0 [87,0; 118,5] 0,01
cpUTA, Mm pr. cT.
McxoaHo 57 [50,0; 60,0] 62,5 [54,0; 69,5] 0,14
12 mecses 49 [39,0; 54,0] 64,5 [53,2; 66,0] 0,03
36 mecsLes 50 [45,5; 56,2] 63,0 [53,0; 72,0] 0,01
Sv02, %
McxoaHo 59,5 [53,0; 67,0] 62,0 [57,0; 65,0] 0,49
12 mecsues 69,0 [62,2; 71,5] 62,5 [56,0; 66,0] 0,04
36 mecsLeB 71[66,75; 74,2] 62,0 [55,0; 65,0] 0,01
JICC, guH X ¢ X cm®
McxoaHo 1696 [1129,0; 2488,5] 2104,0 [1250,2; 2946] 0,3
12 mecsues 720 [577,8; 1052,0] 1169,0 [929,0; 1658,0] 0,03
36 mecsLes 686,5 [564,2; 983,2] 926,0 [799,0; 1111,0] 0,01
CW, n/mun/m?

McxoaHo 1,9[1,6; 2,2] 2,0[1,5-2,2] 0,89
12 mecsues 2,4 [2,22; 2,9] 1,95 [1,7; 2,5] 0,1
36 mecsLeB 2,72,5; 3,4] 2,2 [2,0; 3,0] 0,08

lMpumeyanne/Note: CLIIA — cuctonnyeckon fasneqns B nerodHon aprepumn (PAPs — pulmonary artery systolic pressure); JIA — nero4Has
aprepus (PA — Pulmonary Artery), cpllJIA — cpeaHee pasnexns B neroyHoi aptepuy (mPAP — mean pulmonary artery pressure)); JICC —
nieroyHoe cocygucrtoe conpotusnenne (PVR — pulmonary vascular resistance);, CW — cepaeqHbii usgexc (Cl — cardiac index); Sv0. —
carypauns BeHo3Ho kposu (Sv0: — mixed venous oxygen saturation); NT-proBNP — vatpuitypetudeckui nentug (NT-proBNP — N-termi-
nal pro-brain natriuretic peptide); CK® — ckopocTb kiyb604koBov counbtpaynn (GFR — glomerular filtration rate)
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Bcem  yd4acTHMKam  uccnefoBaHus — Ha3Havanacb  JIAT-
cneuuduyeckas Tepanus, a nauueHTam Ipynnbl 2 TaKxe, y4nTbiBas
HanM4ne KOMOpPBUAHOCTH, CONYTCTBYHOLLAA Tepanus. Npn CpaBHEHNN
CTApPTOBbIX CXeM Tepanuu YCTaHOBMEHO, YTO MOCKOSbKY HA MOMEHT
MOCTaHOBKM AMArH03a NauneHTbl rpynnbl 2 AeMOHCTPUpOBanu 6onee
BbICOKWE 6annbl B LUKanax CTpaTuuKaumm pucka, NpuMepHo TpeTu
Oblna Ha3Ha4YeHa CTapToBas KOMOGMHUPOBAHHAA Tepanus (puc. 5).

B Hawem mccnefoBaHumM NaumeHTbl AeMOHCTPMPOBAN XopoLume
noKasaTtesnu BbKWBAEMOCTH, YTO CBA3AHO C Ha3HAYeHMEM COBpe-
MeHHbIX JTAT-cneuudonyecknx npenapartos cpasy nocse nocTaHoB-
KW OnarHo3a u ynydileHuem fekapcTBEHHOro 06ecnevyeHns 3Toil
Kateropuu 60nbHbIX. OfHAKO, rPYNMbl CYLIECTBEHHO OTAMYANNUCh
mexqay co6on. lTokasarenn BbhKMBagMoCTh Yepe3 1, 3 n 5 net B
rpynne 1 coctaBunu — 96,1%, 92,3% n 92,3% COOTBETCTBEHHO. B
rpynne 2 Yepes rog — 96,7%, 4epe3 3 u 5 net cocrasmna 86,7% u
73,3% COOTBETCTBEHHO (puc. 6). Paznuymsa mMexay rpynnami 6biim
CTaTMCTUYECKN 3HAYUMbIMU (p=0,022). Y 60MbHbIX Fpynnbl 2 Hau-
60nee 4acToi NPUYUHOIA cmepTyn 6bino nporpeccuposaue J1AT ¢
MPaBOXeJyJ04KOBOI CEPAEYHOI HeJOCTaTOYHOCTbIO, @ CMEpPTH No
npuynHaMm, He cBadaHHbIM ¢ VT, 6binn y 2 nauneHTos.
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PucyHok 6. Kpusble 5-netHed BbhkuBaemocT [co6cTBEHHblE
AaHHble]

Figure 6. 5-year survival analysis [own data]
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OBCYX[EHUE

3a nocnegHue rofsl NPOrHo3 nauneHToB ¢ U — TAXENon xus-
HeyrpoXxatoLein cepfie4Ho-CcocyAUCTOR NaTonormen, 3Ha4MTeNbHO
yny4ylmncs 6narogaps paspaboTke creuuduyecknx nekapcTseH-
HbIX NPEenapartoB 1 BHEAPEHWO CTPATernu CTapTOBON KOMOUHUPO-
BaHHOW Tepanuu. B nepwop ao BHeapenus JIAT-cneumncdnyeckoii
Tepanuu B KINMHUYECKY0 NPAKTUKY NOKA3aTeNn BbKMBAEMOCTM Na-
LIMEHTOB C 3TOM naTonorueit 6oinu cneaytowmmm: 1-netHas — 68%;
3-neTHsAA — 48% u 5-neTHas — 34% [7]. Ve okono 10 neT Ha3ag no
JaHHbIM POCCUIACKOTO perncTpa, BbKMBAeMoCTb nauneHTos ¢ J1AT,
CPEeAM KOTOPLIX B HanbonbLuem Konuyectse (43,8%) Habniopanuch
nauueHTbl ¢ WT, coctaBuna K 1-my roagy HaéntoneHus — 98,9%, k
3-my — 94,1% un 5-my — 86,0% [8].

B teyenue nocnegHux 10-12 net ctano 04eBMAOHO YBENWUYEHUE
cpenu naumeHTos ¢ W aonu BO3pacTHbIX U KOMOPOMAHbIX NaLm-
eHToB. B 2016 r. Opitz et al. ucnonb30Banu JaHHbIe PErncTpoB Ans
CPABHEHUS KMMHWNYECKNX XapaKTEPUCTUK, reMOAMHAMUKN N 0TBETA
Ha NneyeHne y naumeHToB ¢ knaccuyeckon U, dpopmoin UNT co-
YeTaKoLLencs ¢ KOMOPOUAHOCTbIO (MMM MUHUMYM TpU hakTopa
pucka 3a605eBaHus NeBbIX OTAENO0B CepALa) U C CepAeyHoil He-
JOCTaTOYHOCTBIO C COXpaHeHHOW chpakuueit Boibpoca (CHC®B).
B pesynbTate 66110 NOKA3aHO, YTO MALMEHTbI C KOMOPOMAHOCTbIO
UMeI0T 06LL1e YepTbl ¢ ABYMS ApYruMu nogrpynnamu [7]. bein cae-
NaH BbIBOA 0 TOM, 4TO nauneHTbl ¢ UJI He 06pa3yoT 0HOPOAHYIO
rpynmny 1 B TOM Xe rogy aKcnepTbl KENbHCKOI KOH(epeHLMn BBeNU
[Ba HOBbIX TepMuHa: «Tunu4Has NN u «atunudgHas U [9].

B 2018 r. Hjalmarsson et al. nccnefoBanu BnusiHWE BO3pacTa
U KOMOPOMAHOCTM Ha mcxofbl nauuentos ¢ WM. OHu npoaHanu-
3uposanu koropty u3 264 nauweHtos LlIsenckoro peructpa J1IAT
U XPOHWYECKOW TPOMOBO3IMOONMYECKON JIEro4HON rUNepTeH3nu
(SPAHR), KoTopble 6bInK pa3fesNieHbl Ha YeTblpe BO3pacTHbIE rpyn-
nbl: 18-45, 46-64, 65-74 n >75 net. Komop6uaHocTb Haubonee
4acTo BCTpeYanach B [BYX CamblX CTAPLUMX BO3PACTHbIX rpynnax,
B KOTOPbIX 20% WUMeNun No KpanHen Mepe YeTbipe COMYTCTBYHOLMX
3a60/1eBaHMA. 5-NeTHAA BbIXMBAEMOCTb Oblna Camoii BbICOKON Y
nauneHToB B Bo3pacte 18-45 net (88%), B TO Bpems Kak nokasa-
TENW BbDKUBAEMOCTU B BO3PACTHbIX rpynnax 46-64, 65-74 n >75
net coctasunu 63%, 56% 1 36% cootsetcTaeHHo (p<0,001) [11]. B
HalleM uccnefoBaHuM MefmaHa Bo3pacta KOMOPOUAHbIX NauueH-

TPYMMA 2

CunpeHadun+

Bo3eHTaH MaumteHTan+Wnonpoct 12,5% (n=1)
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25% (n=2)

Puoumryat+nonpoct
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Pucynok 5. Cxembi JIAT-cneuuchnyeckoi Tepanumn [cOGCTBEHHbIE faHHbIE]

Figure 5. PAH-specific therapies strategies [own data]
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OCOBEHHOCTW KITMHNYECKOIO TEYEHWISA V1 MTPOMHO3A UOWOMATUYECKOW JTEFOYHOW MMEPTEH3VIV

Y MTALVIEHTOB B SABUCHIMOCTV OT HAJTNYVIA KOMOPBWOHOCTU

TOB cocTasuna 46,5 net [35,2; 53,0], a 5-NeTHsASA BbIXKMBAEMOCTb —
73,3% (p=0,022), 4T0 conocTaBUMO C rpynmnoi Bospacra 46-64 net
B LLIBeackom uccnenosaHun. Xyallas BbDKUBaeMOCTb MALMEHTOB
CTapLUMX rpynn MOXET 0TPAXaTb CTECTBEHHOE BNUAHME BO3paC-
Ta, BNUSHWNE KOHKPETHBIX COMYTCTBYIOLLIMX 3a60N1eBaHUI HA UCXOA,
60siee NO3JHIO AMArHOCTUKY BBWAY CMELLEHHOr0 akLeHTa fua-
FHOCTMYECKOro NMoMckKa Ha COMyTCTBYHOLME 3a60MeBaHus, XyALLWiA
OTBET Ha NeyeHne. B Lenom, naumeHTbl NOXMNOro BO3pacTa pexe
nosyyani NepBrUYHOE neveHne KOMOUHMPOBAHHO TapreTHON Tepa-
nueid JTAT n umenu xyawmin ncxog [10].

B HenaBHeM ucnaHCKOM wccnenoBaHui nauneHTbl ¢ WM Tak
Xe Oblnu pasfenedsbl No Noarpynnam B 3aBUCUMOCTU OT KOMOP-
ouaHocTn. Cpean nauneHToB, MMeOLMX 60onee 3 CONYTCTBYHOLLINX
naTonoruit, Habnaanace Xyawas nepeHocUMocTb (PUINYECKMX
Harpy3ok (ouctaHuus B T6MX — 398+117 m npotus 308+112 wm),
meauaHa yposHs NT-proBNP coctasuna 1251 nr/mn cpeau naunen-
TOB C COMYTCTBYIOLLEA NaTonornen NpoTue 566 nr/mn ¢ «knaccuye-
ckoi» UITT n meHee 61aronpuATHbIA reMOANHaAMUYeCcKnii npodub
(cp1A, CW, NCC). Hanbonee yacTbiMu CONYTCTBYOLLMMU 3a60/1€-
BaHMAMMN Obinn apTepuanbHas runeptensus (41,5%), oxupenue
(24,6%) n xpoHu4eckas 6onesHb noyvek (19,2%). Tem He MeHee,
NCXOAHO, He OGHAPY)XXEHO pasNuyuii Mexay nauueHtamu 6e3 Ko-
mMop6uaHocT 1 ¢ 1-2 conyTcTBylOWMMI 3aboneBaHusamu. Mepe-
MEHHbIMU, aCCOLMMPOBAHHBIMM CO CMEPTHOCTbIO, BbINIM MYXXCKOI
non (OP 1,88, 95% 11 1,26-2,8), sospacTt (OP 1,04, 95% [ 1,02-
1,06) n Hanu4me >3 conyTcTBytowmx 3a6onesannit (OP 1,49, 95%
[ 0,98-2,27) [11].

PeTpocnekTuBHbLIN aHanu3 nauueHToB ¢ awnarHosom WIT, gua-
rHOCTUPOBaHHbIX B nepuop ¢ 1989 no 2019 roa, 6bin HanpasneH
Ha OLEHKY apekToB neyveHus JIAT-cneumdmyeckorn Tepanuen
y NaLUMEHTOB C BbICOKUM 6annom wwkansl H2FPEF, rae oueHka >5
yKasblBana Ha 60s1ee BbICOKYIO BEPOATHOCTb AMACTONNYECKON AmC-
cynkumn JDX (O0J1K). BoiseneHo, 4to naumentsl ¢ WIT ¢ Bbico-
kum 6annom H2FPEF cTaplue, Yalie MyXX4uHbI, UMEOT N30bITOYHYIO
Maccy Tena 1 UMeLoT 60MbLLe CONYTCTBYOLLMX 3a60/1eBaHMIA; BbICO-
kuit 6ann H2FPEF 6bin cBS3aH C XyALWMUM NPOrHO30M U C NPU3Ha-
kamu OOJDK. Tem He meHee, 6naronpuaTHbIA reMoJMHaMNYeCKIiA
1 (DYHKLMOHANbHbIA OTBET HA NeYeHne Obli 06HAPYXeH Y BCex na-
uueHToB ¢ U He3aBmcumo ot oueHku H2FPEF [12]. B cBsizn ¢ 4em
clienaH BbIBOA 06 OTCYTCTBMM BECKUX NPUYMH Ans MOMHOro 0TKa3a
0T CneumcM4ecKon Tepanuu y NaLMeHToB ¢ npekanunnsapHoi JTAT
1 3HAYNTENbHLIMI COMYTCTBYIOLLMMM 3a60NEBAHNAMM UAWN AOMNON-
HUTeNbHbIMK dhakTopamu pucka JAJDK.

B nccnegosatum AMBITION nauneHTbl ¢ MHOXECTBEHHBIMM (haK-
Topamu JJTXK 6bin UCKNHOYEHbI 13 NEPBUYHON aHANUTUYECKON
BbI6OPKK. NS cpaBHeHUs nauueHToB ¢ JTAl n chakTopamn pucka
OOIDK 1 6e3 Hux 6611 NPOBEAEH AONOSTHUTENbHBIA aHanus. Yacto-
Ta NpeKpaLleHns NeYeHns y nauneHToB, Noy4aBLWnX HavyanbHy0
KOMOWHUPOBAHHYIO Tepanuto, coctaBuna 33% y naumeHToB ¢ 3-ms
CONYTCTBYIOLLMMM NATONOrUAMM» NO CPaBHEHMIO ¢ 14% y nauueH-
TOB, Y KOTOPbIX 6bISI0 MEHbLLUE CONYTCTBYIOLMX 3a60NeBaHNIA Ui
OHM oTCcyTCTBOBANW. Y nauneHToB ¢ JIAI ¢ MHOXXeCTBOM (hakTOpoB
pucka passutusa OOJ/K Habnoganca ocnabneHHbIn KNMHUYECKMIA
3(phekT, a 0TBET Ha KOMOWUHUPOBAHHYIO TEPanuI0 Mo CPaBHEHUIO
C MOHOTepanuen 6bin ocnaéneH. MepeHoCUMOCTb Tepanuu TaKxe
OblN1a Nyylle y nauneHToB 6e3 thakTopos pucka LAJDK [13].

B Hawem uccnenoBaHumM rpynnbl NALUEHTOB C «KMACCUYECKOM
W u «atunuyHoin UITM» ncxoAHo oTnnyanucs no Bo3pacty, Bpe-
MEHM [0 YCTaHOBKM AnarHo3a, ypoBH NT-proBNP n pagy naéo-
PaTOPHbIX TECTOB, OTPAXAKLLMX HANUYME Y HUX KOMOPOMOHOCTW.
OC06EHHOCTbIO HaLero WCcrefoBaHUS ABNSETCA TOT (DaKT, 4To
cpeam pynnbl 2 (KOMOP6UAHbIE NALMEHTbI) KOMUYECTBO NaLueH-
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TOB C 6onee Yyem 3 CONYTCTBYHOLLMMU NATONAOMMAMMN BbINO HEBENN-
Ko — 13,3%. B 0CHOBHOM, Y NauneHTOB MMENOCH [1Ba CONYTCTBYHO-
LMX 3a6oneBaHns cnocobHbiX npusectit K OJTK. 3T0 06bACHAET
He CTO/b BbIPAXKEHHYI0 WCXOAHYIO pasHuMLYy B NepeMeHHbIX Mexay
rpynnamu, Kak u B paHee ynomsHyToMm lcnaHckom uccneaoBa-
Hum [11]. OgHako, yxe cnyctsa 12 Mec. 0TMeYaeTcs 40CTOBEpHast
pasHuLa B NEPeHoCUMOCTU (HM3UYECKO HArpy3Ku (LUCTaHums B
T6MX), remoguHamndeckux nokaszarensx (OMM, COJIA, cpJIA,
Sv0z, JICC), coxpaHsertcs pasHuua B yposHe NT-proBNP. 3Ta TeH-
JeHLMS NOJTHOCTbIO COXPAHAETCA M CnycTa 36 Mec. HabnoaeHus.

HecmoTpsa Ha Hanu4ue COMYTCTBYIOLLEA NAToNorum, naumeHTam
[pynnbl 2 MCXOAHO Ha3HAYanacb B TOM YuCIe KOMOUHMPOBAHHas
NAT-cneundpunyeckasn Tepanus. OAHAKO, MPEUMYLLUECTBEHHO WC-
noNb30BaNCh Mpenapatbl M3 Knacca aHTarOHWCTOB PeLenTopoB
3HAOTENMHA-1 N HrMbuTop dhocdoanacTepassl-5 — cungeHadun,
Kak B MoHoTepanuu (36,3%), Tak n B cocTase KOMOUHUPOBAHHOIA
Tepanuu (62,5%). B T0 Bpems Kak nauueHtam 6e3 KoMop6uaHOCTH
B COCTaBe KOMGWHUPOBAHHOM Tepanuu WIUPOKO Ha3Havanmch Cxe-
Mbl C UCMONb30BAHWEM NpenapaToB BTOPOro MOKONEHNA: puoLmry-
at B 50% cny4aes u cenekcunar B 25% (puc. 5).

B pesynbrtate, HecMoTps Ha npuem JIAT cneuuduyeckoir Te-
panuu, y KOMOpOUAHbIX NaUMeHTOB PeaKo HabniofaeTcs moau-
thukauma pucka 1 cnycta 36 Mec. nauneHTbl NPOMEXYTOYHOMO K
BbICOKOr0 pucKa npeo6bnafatoT Haj nauueHTaMu HU3KOro pucka, B
oTnuyme ot Mpynnbl 1.

Takum o6pasom, Hanuyue y naumeHta ¢ W cepaeqHo-cocyam-
CTOW KOMOPOUAHOCTY, MOANCULIMPYET KITMHUYECKOE TeYeHue 60-
Ne3HW, onpeaensieT XyAwWwuin OTBET Ha CNeLndUYecKyo Tepanuio,
06yCnaBnu1BaeT HEBOSMOXHOCTb A0CTUYb HU3KOrO pucka Hebnaro-
NPUATHOrO NPOrHO3a W, TEM CaMbIM, CYLLECTBEHHO BNWAET Ha Bbl-
)KMBAEMOCTb 11 NPOrHO3 NaLWEHTOB.

3AKNHOYEHUE

HecmoTps Ha NOCTOAHHOE YNy4LUEHNe AMArHOCTMKN 1 60/1ee paH-
HIOK BbISIBNIIEMOCTL 60M1E3HN, C TEYEHMEM BPEMEHN CTapT 3a60-
NeBaHMs NPUXOANTCA Ha BCe 60/ee CTApLLY0 BO3PACTHYIO rpynny.
370 06yCcnaBNMBAET HaNM4Me Y HUX BONbLUEr0 KONMYeCcTBa CONyT-
CTBYOLUMX 3a60N€BaHNA, 0COBEHHO CepAeYHO-NEero4Hoil natono-
MK, KOTOpasa BANAeT Ha MHOre acnekTbl ANArHOCTUKKN 1 neveHna
aTon rpynnbl NAaLWeHToB, UX NPOrHO3 N BbKMBAEMOCTb. C y4yeToMm
NOBbILLEHNA B nonynauun Konn4ectsa KOMOpﬁVI):leIX nayneHToB C
VT, BAWSIHMS CONYTCTBYIOLMX COCTOSHWIA HA UCXOA NauuMeHTa u
TaKTUKY NeYeHns, CTAaHOBUTCA 04eBUAHA HEOOXOAMMOCTb BKIHOYE-
HWS Npocouns KOMOPBUAHOCTI B NEPeYEHb OLEHUBAEMbIX Napame-
TPOB NpW cTpaTMduKaLm pucka.
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