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PE3HOME

Llenb. MpoBecTi KOMMAEKCHBIA aHANN3 KMHUKO-(YHKLUMOHANBbHOTO W reMOANHA-
MWYECKOrO0 CTaTyca NawuneHToB C NIEro4YHON apTepuanbHO runepTeH3nen, accoLm-
MPOBAHHOW C NOPTaNbHOI rMnepTeH3mnen.

Matepuanbl u meTofbl B uccnesosaHun BknioyeHsl 40 NauWeHToB, ¢ YCTaHOB-
NIEHHbIM [NarHO30M MOPTONEr0YHAA rMNEPTEH3Ns, FOCMUTANU3NPOBAHHBIX B OT-
[Jen Nero4Hom runepteHsum u 3abonesanni cepaua Orby «HMWL kapauonoruu
um. ak. E.N. Yazosa» Munappasa Poccuu B nepuop ¢ 2015 no 2024 rr. MposeaeH
CPaBHUTENbHBIA aHANU3 KITMHUYECKNX, (DYHKLMOHANBHBIX, reMOAMHAMNYECKMX
napameTpos.

PesynbTatbl. 40% nauueHTOB MyXX4WHbI, CPEAHWA BO3pacT 52,6+9,7 rofa. Yauue
Bcero nopto/l pa3suBanach Ha (POHE BPOXAEHHBIX MOPTOKABAIbHBIX LUYHTOB

1 UMPPOTUYECKOTO MOPaXEHWA MEYEHW BUPYCHOrO WAM TOKCMYECKOrO Xapak-
Tepa. Bpems OT MOMeHTa yCTaHOBKW AMarHo3a mopTanbHas runepreHsns ao
ne6iota cumntomos JIAT coctauno 3+2,8 roga. Meamaxa yposHst NT-proBNP
526,60 nkr/mn, D-gumep 0,44. CpefHsas AUCTAHUMA B TECTe LIECTUMUHYTHON
X0fb0bl 406,8+109,2 M, 4T0 cOOTBETCTBYET |l PyHKLMOHANbHOMY Knaccy. Cpef-
HWiA ypoBeHb 35% M 55% 3TUX NALMEHTOB OTHOCWIIMCh K FPpynne BbICOKOro W npo-
MEXYTOYHOr0 PUCKA COOTBETCTBEHHO.

3akntoyeHue. Pa3suTie NOPTONErOYHON rUNEPTEH3NM MOXET 6bITb 06YCNIOBNEHO
pasHbiMK NpuyMHamu. Tpebyetca fanbHeilllee AMHAMUYECKOe HabmoaeHue 3a
3TOiA rPYNNOA NALWEHTOB C LIEMbIO YAYHLLEHUS X KIMHWUYECKOro CTaTyca i Onpe-
LeneHns nporHo3a.

Knto4esble cNoBa: NeroyHas apTepuansHas runepTeH3uns, NopTanbHas runepTeHaus, yHKLUMOHanNbHbIA cTaTyc, NTAT-cneuuduyeckas Tepanus

WHdhopmauus o cobntogennu ITMHeckux Hopm. Viccneaosarme 6b110 BbINOMHEHO
B COOTBETCTBMM CO CTAaHZAPTaMu Hajnexallen KnuHU4eckon npaktuku (Good
Clinical Practice) n npuHumMnamm XenbCuHCKol [eknapauuu.

®unancuposanue. liccnefoBanine NpoBeaeHo 6e3 (IUMHAHCOBON NOAAEPKKM.
Koudhnukt untepecos. AsTop ctatbit MapTbiHiok T.B. ABNAETCA 4YieHOM pefak-
LINOHHOr0 coBeTa XypHana «EBpasnitckuit Kapanonornieckuii XypHan», Ho He
MMEET HUKAKOr0 OTHOLLIEHMS K PELLEHINI0 0NYy6NNKOBaTb 3Ty CTaTbi0. GTaTba Npo-
LUNa NPUHATYIO B XYpHane npoLeaypy peLeH3npoBanns. 06 MHbIX KOHDIUKTAX
WHTEPECOB aBTOPbI HE 3aABNANN.
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SUMMARY

Aim. Review of clinical, functional and hemodynamic status of patients with
portopulmonary hypertension

Materials and methods. Clinical cases of 40 patients with portopulmonary
hypertension, who hospitalized in the department of pulmonary hypertension and
heart diseases of the National Medical Research Centre of cardiology named after
academician E.l. Chazov of Ministry of Health in the period from 2015 to 2024
years. We have analyzed clinical, functional, hemodynamic parameters.

Results. 40% of patients were men, mean age 52.6+9.7 years. More often Reasons
of portopulmonary hypertension of our patients were congenital portocaval

shunts, virus or toxic cirros. The time from the diagnosis of portal hypertension
to the start of PAH symptoms was 3+2.8 years. Median level NT-proBNP was
526.60 pkg/mL, D-dimer 0.44.35% and 55% of these patients belonged to the
high and intermediate risk groups, respectively. The mean distance in the six-
minute walk test was 406.8+109.2m, functional class II.

Conclusion. The occurrence of portal hypertension can be caused by various
reasons. This diagnosis is more often found in middle-aged women. Further
dynamic monitoring of these patients will improve their clinical status and
determine their prognosis.

Keywords: pulmonary arterial hypertension, portal hypertension, functional status, PAH-specific therapy

Ethical Compliance Information. The study was performed in accordance with the
standards of Good Clinical Practice and the principles of the Declaration of Helsinki.
Founding source. The work was carried out without attracting additional funding
from third parties.

Conflict of Interest. Tamila V. Martynyuk is a member of the editorial board of
Eurasian heart journal, but had nothing to do with the decision to publish this
article. The article passed the peer review procedure adopted in the journal. The
author did not declare any other conflicts of interest.

Authors' contributions. All authors confirm the compliance of their authorship

P< MARIANNABARKOVSKAYA@GMAIL.COM

according to the international ICMJE criteria. The authors equally participated in
the development of the methodology and content of the manuscript, obtaining and
analyzing data, writing and editing the text of the article. CRediT author statement:
Marianna K. Barkovskaya — conceptualization, methodology, validation, formal
analysis, investigation, research, writing — original draft, writing — review &editing,
visualization; Vera V. Kushnir — conceptualization, methodology, resources,
supervision; Zarina S. Valieva — conceptualization, methodology, editing review,
supervision; Tamila V. Martynyuk — conceptualization, methodology, editing
review, visualization, supervision.

For citation: Marianna K. Barkovskaya, Vera V. Kushnir, Zarina S. Valieva, Tamila V. Martynyuk. Profile of patients with portopulmonary hypertension. Eurasian heart journal.

2025;(2):52-57. (In Russ.). https://doi.org/10.38109/2225-1685-2025-2-52-57

Received: 27.01.2025 | Revision Received: 27.02.2025 | Accepted: 28.04.2025

© Collective of authors, 2025

This is an open access article distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 International (CC BY-NC-SA 4.0) License (https://
creativecommons.org/licenses/by-nc-sa/4.0/), which permits unrestricted use, distribution, and reproduction in any medium, provided the original author and source are credited.

EURASIAN HEART JOURNAL, 2, 2025 | 53 |


https://crossmark.crossref.org/dialog/?doi=10.38109/2225-1685-2025-2-52-57&domain=pdf&date_stamp=2025-05-25

MOPTPET MALMEHTA
C MNOPTOJIEFOYHOU MMNEPTEH3UEUN

BBEJJEHNE

MoptoneroyHas runepteHsusa (noptoSIl) onpenensetcs code-
TaHWEM JIero4Ho apTepuanbHoi runepteHsum (JTAT) n noptans-
HoW runepteHsum (). CneposatensHo, nopto/lT npefcTasnser
C060i TAXKENoe Nporpeccupytollee 3aboneBaHne, OCNOXHEHHOEe
[BYMS OCHOBHbIMU MPWU3HAKAMW: NepeHanps>KeHWem npaeblX OT-
[EeN0B CepAua BCNeACTBUE NEr0YHOMA rUnepTeH3un 1 nexalium B
£e OCHOBE XPOHMYEeCKUM 3aboneBaHmem nedeHu. MpumepHo y 20%
60JbHbIX C LMppo3om neyenu (L) n M umeetcs ymepeHHoe no-
BblLLIEHWE CPEeJHEero AasneHus B nero4Hoil aptepun (OJ1A) mo 25-35
MM pT. cT. Takoe nosbiweHne 1A gBRSeTCA NacCUBHLIM, NPK 3TOM
NMeeTCs He6OoMblUOe PeMOZENMPOBAHUE ErOYHbIX apTepuin npu
MOBbILLEHNN CEPAEYHOro BbiBpoca MUK 06beMA KPOBM NPK HOp-
MajbHOM, WM MOBbILLIEHHOM YPOBHE [aBNeHUs 3aKNMHWUBAHUS B
NeroyHoi aptepuu. Y nauneHToB 06bI4HO NOABASETCS OfbILLKA, KaK
PaHHUN KNUHWUYECKNIA NPU3HaK. Kpome Toro, HabnogaeTcs TeHAeH-
LS K CHYDKEHUIO OKCUreHaLmn n3-3a Anddy3HbixX nepiy3noHHbIX
HapyLIEHUIA B Pe3yNbTaTe BHYTPUNIErO4HbIX U BHENETrOYHbIX LUYHTOB
[1-2].

B 1998 r. nopto/1l 6bIna BblgeneHa B 0TAeNbHYO dopmy J1AT, u,
COrMacHO MHEHUIO 3KCMepTOB, COXPAHSAET CBOKO MO3NULIMIO B KNACCH-
(pukauum BNOTb 40 HACTOALLEro BpemeHu [3].

ToyHyto pacnpocTpaHeHHocTb nopToJIl TpyaHO onpeaenuThb.
ExerogHas 3a6onesaemoctb Bcemu tunamu J1Al coctasnset <10
NaLWeHTOB HAa MUAMINOH HACeNeHNs, U nauuenTsbl ¢ nopToJIl aBns-
t0TCA NPEACTABNAIOT PEAKYI0 aCCOLMUPOBAHHYIO (DOPMY 3TON rpyn-
nel. ictopuyeckmn cymtanocsk, 4to noptol1 coctasnset 5-10% Bcex
nauuenToB ¢ JIAT. MopgasnsatoLlee 60NbWMHCTBO Cny4vaes noptoSir
NpUXoOANTCA Ha NaumeHToB ¢ M1, CBA3AHHOI ¢ LMPPO30M, HELMpPpPO-
Tudeckue npuynubl M (BKKYas TpPOM603 NOpTaNbHbLIX BEH, rpa-
HyNemaTo3Hble 3a60M1eBaHNA, ayTOMMMYHHbIE PACCTPONCTBA, fe-
KapCTBEHHbIE W TOKCUYECKME PeakLmn, MHAEKUMN N BPOXLEHHbIE
aHOManuu) TaKxe BHOCAT CBOW BKNnag B passutue nopto/ll [4-5].

Ina KnnHn4eckon KaptuHbl nopToJiT xapakTepHbl »anobbl Ha
OAbILIKY NPW YMEPeHHON (ON3MYECKOI Harpy3ke, ¢ MOCTENEHHbIM
NPOrpecCUpPoBaHNEM, TaKXe NaUWeHTbl XKanylTcsd Ha YTOMIse-
MOCTb, CnaboCTb, rONOBOKPYXeHWe. Mpu AeKoMneHcauum BO3-
HWKAKOT CUMNTOMbI MPABOXESY04KOBOI CEepAEYHON Hea0CTaTou-
HOCTW: OTEKU, BEHO3HbI 3aCTON B CUCTEME HUXKHEN MOS0 BEHbI.
AcunT 1 rnapoTopakc MoryT 6biTb NPOABIEHUAMU U CEPAEYHOI 1
MeYeHO4HON HelocTaTO4YHOCTH [4].

CpepfHee JaBneHme B Nero4HoON aptepumn 6onee 35 MM pT. CT. UC-
KM0YaeT BO3MOXXHOCTb TPAHCMAHTALMN NEYeHN NaLMEHTaM € Xpo-
HWYECKUMK, He MOAAAIOLIMMUCA JIEYEHNIO 3a60M1eBAHUAMU NEYeHN,
MOCKONbKY PUCK UX CMEpPTU BCKOPE NOCME TPaHCNnaHTauun 3Hadm-
TeNbHO BbILLE, YeM Y NaLKUeHTOB C 605ee HU3KIUM Nero4HbIM aBne-
HueM. [T03TOMY CHUXKEHME NEr04HOr0 COCYANCTOro CONpOTUBIIEHMS
W LaBNeHWs B NEr04HON apTepun y nauueHTos ¢ noptoJ1l ssnsetcs
KenaTenbHOA LieNbio MO HECKONbKUM NpUYMHAM: 06NervyeHne cim-
NTOMOB, 3amejJIeHne JeKOMMeHcauun npasbix Kamep cepaua u [o-
CTVDKEHWE KPUTEPUEB NIErO4HOI reMoUHAMIKK, NO3BONAIOLLMX pac-
CMaTpuBaTb NPOBEAEHNE TPAHCNNAHTALMN neyeHn [1].

MoyTi 13 BCEX PErucTpaunoHHbIX UCCNeJ0BaHUIA, NPUBEALINX K
0406peHUI0 Npenaparos, CNeLumUYHbIX AN Ne4eHUs Nero4HoN ap-
TepuanbHOI rMNepTeH3UK, BbIK UCKITHOYEHbI NauueHTbl ¢ nopToJIT
(B OCHOBHOM W3-32 TSXKECTM WX COCTOSHUS W MIIOXOr0 NpOrHo3a);
NO3TOMY OMbIT NPUMEHEHMS 3TUX NPENapaToB y 3TON KOHKPETHOI
rPYNnbl NaUWeHTOB OrpaHuyeH HeGOMbLUNMU CepusiMmu Cryyaes U
HEKOHTPONMPYEMbIMU UCCNefoBaHNAMU. B naeane, npenapat ans
naumeHToB ¢ noptoJI ABNAETCS CENEKTUBHLIM B OTHOLLEHUN Ne-
rOYHOro NpeKanuAsPHOro pycna, He HapyLwaeT ras006MeH W, 4To
Hamb0/ee BAXXHO, He renatoToKCUYHbIM [1].
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MauueHTam ¢ noptoll Hanbonee yacTo HazHadaroTea NPO3-5. B
HEKOHTpoNuUpyemom uccnegosanmm npu KMOC y nauneHToB ¢ nop-
Toll otmeyanock cHimkeHune JICC n cplJ1A 4epe3 3 roaa nevexuns,
4TO y OAHOro M3 11 NauMeHTOB NO3BOSMNG YCMELLUHO BbINOMHUTL
TPAHCNNAHTALMIO NeYeHn [2].

B PKW PATENT-I 11 naumeHtoB ¢ noptoJll nonyyanu Tepanuio
puouuryatom no 2,5 mr 3 pasa B [ieHb, 04HAKO aHanm3a addex-
TUBHOCTM 11 6€30MACHOCTY JIe4eHUs B 3TON NOArpynne He 6bIN Npo-
BefieH. ViccneoBaHunii no noBojy Ha3Ha4eHWs Tepanum cenexkcuna-
rOM 3TOI KaTeropuu nauyeHToB He NPOBOLMOCK[6].

B mHoroueHtpoBom wuccnenosaHuu PORTICO 6binn paHmomu-
3upoBaHbl 85 nauneHToB C LMppo30M neyveHn knacca A unu B no
knaccudpmkauum Yaing-lfMeto u noptofll. B 3asumocTn oT rpyn-
Mbl nauueHTam Oblf Ha3Ha4YeH npuem maumteHtaHa 10 mr (n=43)
unu nnaue6o (n=42) B Te4eHne 12-HefenbHOro ABOHOIO CNeno-
ro nepuoga, a 3atem 12-HefenbHOro OTKPbLITOro nepuoaa. BaxHo
OTMETUTb, Y4TO U3 WUCCNEefO0BaHMSA ObIIN UCKNIOYEHbI NALUEHTbI C
knaccom C no Yanng-lNbto unu oueHkoii no wkane MELD 19 n 60-
nee, NoaTomy aMEKT B 3TOW rpynne nauueHToB He onpeaeneH. B
UCCMef0BaHNUN ObINO NOKA3aHO, YTO JIeYeHNe MaLUTEHTAHOM npu
nopToJIl 3HAYUTENbHO YNYYLIAET NEroYHy0 reMoMHaMuKy nocne
12 Hedenb neveHns 6e3 yxyALWeHUs NevyeHOYHON YHKUWUKM unu
NopTabHON runepTeHsum [71].

B uenom, neveHne 3Toil KaTeEropun NaLMEHTOB JOSKHO COOTBET-
CTBOBATb TaKTUKe, NPUHATON npu apyrux popmax J1Al ¢ ydeTom
Hanmyus 3abonesaHnin nevexn [3].

MATEPWAJIbI U METObI

B pyTuHHON paboTe 3KCMEpTHOro LieHTpa Ha 6a3e WHcTuTyTa
KnuHnyeckoit kapauonoruu um. A.J1. MsacHnkosa 3a nepuog 2012-
2024 rr. 66110 BbIfBNEHO 40 NALMEHTOB C YCTAHOBNEHHbLIM ANATHO-
3om noptoJ1l B Bo3pacTte 52,6+9,7 roaa (40% myxuuH). lposeaeH
aHanu3 KNUHUKO-AeMOrpacomyeckoin KapTuHbl, 3TUONOrMKU nop-
TJTbHOW TUNEPTEH3NUU, NOKasaTtenein PYHKUMOHANBHOIO U reMom-
HAMWYEeCKOro cTatyca ¢ onpegeneHunem npoguns pucka.

[narHoa nero4yHon runepTeH3vn, accouMMpOBaHHOM C nop-
TanbHOW TMNEPTEH3UeN yCTaHaBNNUBAICA B COOTBETCTBUM C anro-
PUTMOM, MPELJIOKEHHbIM B eBpasuickux (2023 r.) 1 poccUMCKuX
pekomeHaaumsax no neyenuto JII (2024 r.).

Ctpatudpukaums pucka netansHoCTU B TedeHue 1 roga npous-
BOAWNIACH COrMacHO LLUKane OLEHKU PUCKa, NPeLI0KEeHHO B eBPO-
nerickux pekomengaumnax ESC/ERS 2022 r., espasuiickux (2023 r.)
1 pocCuiicknx pekomeHgauumsx no nedequnto JII (2024 r.) [2,6,8].

CTaTmcTnyecknic aHann3 NpoBOAMNICA C MUCMONb30BaHMEM MPO-
rpammbl StatTech v. 4.7.0 (paspa6otyuk — 000 «Crartex», Poc-
cus). KonnyecTseHHbIe Nokasarteny OLEHWBANNCL HA NPEAMET CO-
OTBETCTBUSA HOPMANbHOMY pacnpefeneHnio ¢ NOMOLLbIO KpUTepUs
LLanupo-Yunka. Konu4yectBeHHble NOKa3aTenu, BbIGOPOYHOE pac-
npefeneHne KOTOPbIX COOTBETCTBOBANO HOPManbHOMY, OMUCHIBA-
NINCb C NOMOLLbIO CpefHMX apudmeTnyeckux sennymd (M) u cran-
JapTHbIX OTKIOHeHUA (SD). B cryd4ae OTCYTCTBUS HOPMasibHOMO
pacnpefieneHus KONM4eCTBEHHbIE [aHHbIE OMUCHIBAIUCHL C MOMO-
Wbto Meauanbl (Me) 1 HuwKHero n BepxHero keaptunen (Q1 — Q3).
KateropuanbsHble JaHHble ONUCBIBANIUCE C YKa3aHWEM abCONMOTHBIX
3HAYeHWit 1 NPOLIEHTHBIX Aonen. 95% [oBepuTeNbHblE MHTEPBASbI
ONs NPOLEHTHBLIX JONeN paccyMTbiBanUCb No mMetody Knonnepa-
[TnpcoHa.

PE3YJIbTATbI

Mpu aHanuse aTONOrMK NOPTNbHON rMNEPTEH3NN NALMEHTOB C
noptoJir y 22-x (55%) nauueHTOB BbIABMIEH LMUPPO3 MEYeHu, npu-
YMHOWM KOTOPOro ABNAETCS BUPYCHbINA renatut Gy 7-mu (17,5%) na-
LIMEHTOB, BUPYCHbIIA renatut B y 2-x (5%) NauMeHTOB U COYeTaHue
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renatutoB B+D y 1-i1 (2,5%) nauueHtku. Y 4-x (10%) naumeHTok
YCTaHOBJIEH AWUArH03 NepBUYHbLIA GUIMAPHbLIA LMPPO3 NeyveHu. 2e
nauueHToB (5%) Habnhanucb ¢ ayToMMMYHHbIM 3a60J1eBaHNeM
neyYeHn. BpoxxaeHHbIe aHoManuu, B NepByro 04epelb Manbdopma-
unsa AGepHeTH, KOTOpbIe CTanu MPUYMHON NOPTANbHOW TUNEpPTeH-
3un BbifBNeHbl Y 10-Tn (25%) nauueHToB. TakXKe MOXHO BbILENUTb
5 (12,5%) naumeHTOB C XUPYPruyecKUMmn nopTo-KaBanbHbIMM LWYH-
TaMu, KaK JIe4eHne OKKMO3nK BOPOTHOI BEHbI B UCX0[€ FHOWHOro
omcpanuTa B HeoHaTanbHoM nepuoge. MI, Kak mcxon CUHApPOMA
bappa-Kuapu noarsepxpaeHa y 2-x (5%) nauueHToB. MpuynHON
TOKCMYECKOr0 renartuta, KOTOpbIA Obin OMAarHOCTMPOBAH Yy 7-Mu
(17,5%) nauueHToB, ABNAAMCL ANKOroNb WKW NEKAPCTBEHHbIE
cpencrea (puc. 1).

I renatut C
I renatut B+D
B xvpyprudeckue WwyHTl

O TOKCWUYECKUI renatut
renatut B
OUnMapHbIA LMPPO3

ayTOMMYHHbIE

B BpoxaeHHbIe aHomanum
3a60N1eBaHNA NeYeHM

I cunapom bagpa-Kuapu

PucyHok 1. 3Tmonorus nopranbHON runepTeH3un y NaLUeHToB
C nopToneroYHoi runepTeH3uen [co6cTBEHHbIE faHHbIe]
Figure 1. Reasons of portal hypertension in patients

with portopulmonary hypertension [own data]

BDEMFI 0T MOMEHTa YCTaHOBKW AnarHo3a noptasibHaa runepTeH-
3u1a Jo ae6rota cumntomoB JIAI coctasuno 3+2,8 roga.

[laHHble nabopaTopHoro o6cneaoBaHns NpeacTaBneHsbl B Tabm-
ue 1. Mo pesynbTatam KNUHUYECKOrO aHanM3a KpoBmM CPeaHMin ypo-
BeHb apuTpoumTos 4,8+0,7*10'2/n, cpesHWi NoKasaTesib reMorno-
6uHa 14,4+2,21 r/an, meauaxsl TpoméoumnTos 116 [86-159,5]*10°/n
n C03 4,5[2-20] mm/4ac. Mo faHHbIM GMOXMMUYECKOrO aHann3a
KpoBM MeamaHa obuLero 6enka 70,5[64-78,6] r/n, obLiero 6unupy-
6uHa 32,4 [23,8-48,7] mkmonb/n, AIT 23 [17-35,5] Ea/n, ACT 37
[24,5-54] En/n. Meanana ypoHst NT-proBNP 526,6 [402,6-1135]
nkr/mn, D-gumep 0,4 [0,2-0,9].

[ns oueHKn (OYHKUMOHANBHOMO CTaTyca nauueHTam MpoBefeH
TeCT 6-MUHYTHOW x04b6bl (TLUX). 7-mn (17,5%) nauueHtam Te-
CTUPOBAHWE HE BbIMOJTHEHO, B CBA3N C TSHKECTbH) COCTOSAHMS WAN
CONYTCTBYIOLENA NaToNOrueil ONOPHO-ABUraTeNIbHOrO annapara.
CpepnHsas anctaHums B TLUX coctasuna 406,8+109,2 m, 4TO COOT-
BeTcTBYET Il doyHKUMOHanbHOMY Knaccy, Sp02 o Tecta 95,3+3,7%,
Sp0: nocne 94,1+2,9%, ogbiwka no bopry 3,6+1,8 6anna.

Mpwn aHanu3e gaHHbix AxoKI cpeaHss nnoLwaab nNpaBoro npem-
cepavns 24,69+6,66 cm?, MeanaHbl nepeaHesagHero pasmepa MK
3,5 [3,3-3,9] cm, TonwmHbl nepeaHeit cteHkn MK 0,7 [0,6-0,8] cm,
TPUKyCnnaansHas peryprutauus 8 cpegHem 2,0 cTeneHu, cpeaHun
ypoBeHb cuctonuyeckoro JJ1A B nerodHoit aptepum 86,6+20,6 Mm
pT. cT., cp. [JTA 51,6412,1 MM pT. CT., BbINOT B NOIOCTW NepuKapaa
BbIIBMEH Y 9 nauneHToB (22,5%), B 55,6% cny4aes cnejosoe Ko-
NNYeCTBO (Tabn. 2).

Tabnuua 1. Pesynbtartbl Na60OPaTOPHbIX UCCNEA0BAHUIA NALNEHTOB C
noptoJI [co6cTBEHHbIE faHHbIE]
Table 1. Results of laboratory tests of patients with PoPAH [own data]

lMokasartenu HanHble (n=40)
['emorno6uH, r/an 14,4422
Aputpoumtel, 10'%/n 4,8+0,7

Tpom6ouuTsl, 10%/n

116 [86-159,5]

€03, mm/yac
06Lwuin 6enok, r/n

4,5 [2,00-20,00]
70,5 [64-78,6]

061t 6UIMpy6UH, MKMOMb/N 32,4 [23,8-48,7]

ANT, EQ/N 23 [17-35,5]
ACT, EL/n 37 [24,5-54]
NT-proBNP, nkr/mn 526,6 [402,6-1135]
D-numep 0,4 [0,2-0,9]

Mpn KaTeTepusauun npaBbiX OTAENOB CepAua: CPEAHee 3HAYeHNe
CUCTONWYECKOro AaBneHns B neroyHoit aptepumn 90,8£22,2 MM pT. CT.,
CpefHee faBneHue B ieroqHor aptepun 53,0+13,7 Mm pr. CT., cpeaHee

Tabnuua 2. lannble axokapauorpatuu nauuedTos ¢ nopToJil [co6cTBEHHDbIE faHHbIE]

Table 2. Echocardiography data of patients with PoPAH [own data]
MNokasatenm

S M, cm?

M3P MK, cm

TG X, cm

TpukycnuganbHas peryprutauus, cteneHb

CLJTA, mm prT. CT.

Cp. BasneHue B J1A, MM pT. CT.

[TneBpanbHbIii BbINOT

Dannbie (n=40)
24,7+6,7
3,5[3,3-3,9]
0,7 [0,6-0,8]
2 [2-3]
86,6+20,6
51,6£12,1
22,5% (n=9)

lMpumeqanne/Note: S — nnowage (S - area), I1l1 — npasoe npegcepane (RA — right atrium), [13P — nepegHe3agHnii pasmep (AP — anter-
oposterior dimension), K — npasbii xeny[odek (AP — anteroposterior dimension), TI1C — TonwmHa nepegHei cteHkn (AWT — anterior
wall thickness), GLJJTIA — cuctonnyeckoe fasnexne B neroyHon aptepum (SPPA — systolic pressure in the pulmonary artery)
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[NiaBrneHne B npasom npeacepann 6,9+4,8 mm pr. cT., SV0. 64,2+8,9%,
cepaeyHblid Bbopoc 4,4+1,2 n/MuH, cepaeyHbli nHaeke 2,4+0,7 n/muH/
M2, Nero4Hoe cocyaucroe conpotusnenue 11 [9,6-12,9] Ex. Byza.

Tabnuua 3. [laHHble KaTeTepu3aLum npasbIxX Kamep cepaua y
nauuenTos ¢ noptoJil [co6cTBEHHbIE AaHHbIE]

Table 3. Results right heart catheterization of patients with PoPAH
[own data]

lokasarenu DaHHble (n=25)

Cuctonuyeckoe JJTA, MM pT. CT. 90,8+22,2
cpOJ1A, MM pT. CT. 53,0+13,7
Cp. aasnexue B M1, Mmm pT. CT. 6,948
[31A, Mm pT. CT. 8,2+3,4
Sv02, % 64,2+8,9
CepaeyHblit BLIGPOC, N/MIUH 4,4+1,2
CeppeyHblit HAEKC, /MUH/M? 2,4+0,7
JICC, en. Byna 11 [9,6-12,9]

lMpumeyanne/Note: [J/IA — gasnenne B neroyHoi aprepun (PAP —
pulmonary artery pressure), [ll1- npasoe npegcepane (RA — right
atrium), []3/1A — paBnexne 3ak/mmHNBaHne B J1€ro4Hou aptepun
(PAWP - pulmonary artery wedge pressure), JICC — nero4Hoe
cocyanctoe conpotusneune (PVR — pulmonary vascular resist-
ance)

Takum 06pa3oM, Ha MOMEHT NOCTAHOBKW AWArHo3a 1 MHuLmaLmum
JIAT-cneuuduyeckoin Tepanuu, nNo pesynbrartam OLEHKU ¢ NOMO-
L0 LWKaNbl ONpefeNeHns prucka, NpeanoXeHHON B eBpONeicKmx
pekomeHpaumuax ESC/ERS 2022 r. n eBpasuiickux pekomeHgaunax
2023 r.[2,6], 14 (35%) naumeHTOB OTHOCWUSIUCH K FPYMIE BbICOKOr0
pucka He6naronpUATHOro NPorHo3a, 22 (55%) — K rpynne npome-
XKYTO4HOr0 pucka u nuwwb 4 (10%) naumeHTa — K rpynne HU3Koro
puckKa.

OBCYXEHUE

B HacTofiLLee BpeMs B pa3HbIX CTPaHaX MUpa CO3JAKTCA peru-
CTPbI NALMEHTOB C NIErO4HOI rMNepTeH3NeR, YTO NO3BONAET NPOBO-
OWTb CTAaTUCTUYECKNIA aHANU3 AeMOorpauyecknx, aTUoNormyeckux
N KNUHUKO-MOPONOTNYeCKNX AaHHbIX. MaumeHTbl ¢ nopToJll He
ABNAOTCA UCKIOYeHMeM [9].

Mo paHHbIM HaumoHanbHoro peectpa CoenuHeHHoro Kopones-
ctea ¢ aHBaps 2001 roga no aekabps 2010 roga 3apermcTpuposa-
HO 110 nauweHTOB C MOPTONEroYHON runepTeHauneir. MNokasarenu
BbDKWBAEMOCTW Y AaHHOW rpynnbl NauueHToB cocTtasnanu 85%,
60% n 35% B TeyeHue 1, 3 n 5 net. PacnpocTpaHeHHOCTb nop-
ToJ1r coctasuna 0,85:1 000 000 cnyyaes. CpefHuil BO3pacT Ha Mo-
MEHT NOCTaHOBKM AMarHo3a coctasnan 53+12 net, ¢ 04UHAKOBbLIM
pacnpefeneqvem no nony. Ankoronb (n=57) u renatut G (n=10)
OblNM Hanbonee pacnpocTpaHeHHbIMU NPUHUHAMU MOPTANIbHOM
runepTeH3un. VHrmbéutopsl hocthoanactepasbl-5 Hambonee 4acto
ncnonb3yemoit JIAI-cneunduyeckon Tepanueid, OHN 6binnN Ha3Ha-
YeHbl 63,6% (n=70) nauneHTOB, aHTarOHUCTbI PELENTOPOB 3HA0-
TenuHa ucnonb3osanucs 8 10% (n=11), B CBO 04epeb aHanoru
npoctaumknuHa B 12,7% (n=14). AHann3 ncxoLHbIX XapakTepucTuk
He NPOJAEMOHCTPUPOBAN 3HAYUTENILHOTO BIMSIHUA TSXECTU Nop-
TTbHOW TUMNEPTEH3UW UK UMPPO3a MNeyYeHn, (PYHKLMOHANTbHOIO
knacca BO3, ceppe4Ho-nero4Hol reMOAMHaMUKM Ha BbDKMBaE-
MocTb [9].

Mo paHHbIM amepukaHckoro peectpa REVEAL B nepuof ¢ mapta
2006 roga no gekabpb 2009 rof 66110 3apernctTpuposaro 174 cny-
yas noptoJ1l. CpeaHuii Bospact coctasnan 53+10 net, 52% nauueH-
TOB ObIIN XEHCKOro nona. ®YHKLUMOHANbHbIA Knacc 6% nauueHToB
cootsetcTeoBan IV. Mpu cpaBHeHUM JaHHON rpyNMbI C NALMEHTaMK C
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nanonatnyeckon JNIAI — 2x-NeTHS BbPKMBABMOCTb OT AaTbl MOCTa-
HOBKMW AMarHo3a 67% npotus 85%, 5-netHss BbhKuBaemMocTb 40%
npoTuB 64% y uanonatnyeckoii JTAT. OgHako, HECMOTPS Ha XyaLlue
pe3ynbTathl BbPKMBAEMOCTM, FEMOLMHAMUYECKIUE NApameTpbl npu
AnarHoctuke 6binn ny4we y rpynnbl nopto/l: cpefHee AasneHue
NeroYyHo aptepun 49 MM pT., cpeaHee faBneHne NPaBoro npeacep-
Ans 9 MM pT. CT. IEr04HOE COCYANCTOE CONPOTMBIIEHNE 8 eAnHUL, N0
BY[l n ceprieuHbIin BbIGpoc 5 n/muH [10].

B ucnanckom peectpe REHAP ¢ axBaps 1998 roga no gekabpb
2017 ropa 3adpukcmposaHo 237 cnydaes noptoJil. Y naumeHTos ¢
noptoJ1 Hanbosee YacTbiM 3a60N1eBaHNEM NeYeHMN 6bln BUPYCHbII
renaTtut, Hanbonee 4acTbiM CUMATOMOM MPW NOCTYNAEHMN Bbina
oAblwka (91%), nonosuHa nauneHToB oTHocunack K -1V ¢pyHk-
unoHansHomy knaccy. 10% naumeHtoB ¢ nopToJll Haxogunuch Ha
VBJ1. Mpwn cpasHeHun ¢ naumentamu ¢ VAT (n=678), nauneHTsl ¢
nopToJ1T 661N NPEMMYLLLECTBEHHO MY>XHUHAMMW, CPefHUIA BO3pacT
NOCTAHOBKW AMArHo3a Obl1 Bbile, TaKXe naumeHTbl ¢ noptolir
umenu 6onee BbICOKWIA PYHKLMOHANbHbIA Knacc. OfHako 6uomap-
Kepbl cepfie4HoN HegoCcTaTo4HOCTL B rpynne noptoJil 6biin xyxe.
5-NeTHAN BbDKMBAEMOCTb C NMOMNPAaBKOW N0 BO3PACTy U Nony nocne
MOCTaHOBKYW auarHo3a coctasuna 49,3% ans naumeHtos ¢ noptoSlr
u 68,7% Ansa naumeHToB ¢ uauonaruyeckon J1AT. Bocbmu (3,4%)
nauueHTam npoBefeHa ycnewHas TpaHcnnaHTauma neveHu. Bos-
pacT, HU3KUIA OYHKLMOHAMbHbIA CTATYC W acuuT ABASIOTCA Npeau-
KTOpamu He6aronpuATHOro nporHosa [11].

B Anonun JTAT 6bina BKNoYeHa B HaunoHanbHbIA MUccnenosa-
TeNIbCKMA MPOEKT MO TPYAHOU3NeYUMbIM 3aboneBaHuam. B xoae
NpOoeKTa paccMOTPeHbl 36 NaLueHTOB, KOTOPbLIM BMEPBbIe YCTaHOB-
neH anarto3 noptoJIl B nepuopg ¢ 2012 no 2013 rr. CpeaHuii BO3-
pacT Ha MOMEHT NOCTaHOBKW aAuarHo3a 50,4+17,7 net, nepuop o1
MOSIBIEHMA CUMNTOMOB [10 NOCTAHOBKM AnUraHo3a coctasun 3,6+3,4
net. CpedHsas AMCTaHUMA B TeCT BMUHYTHONW X0abbbl 336,5+15,9
meTpoB. B 40% cny4aes nauueHTaM Ha3Hayanach CTapToBas 0JiHO-
KOMMOHEHTHAA Tepanus MHrunéutopamm cocdoamnactepassbl 5-ro
Tuna [12].

B poccuiickom pernctpe no faHHbIM, ony61MKoBaHHbIM B 2018r.
Ha gonto noptoJIT npuxoaunca nuiwb 1,8% 60MbHbIX, 0CHOBHbLIMU
Xano6amm y naumeHToB 6bin 0AblKa 1 06was cnabocTts. Cpep-
HA AUCTaHUMA B TecTe 6MUHYTHON X0ab6bl 451,7+24,14 meTpos,
oAbiwka no bopry 2,9+0,94, chyHKUMOHANbHBIA Knacc 2,44+0,454.
[Tpn aHanu3e pe3ynbTaToB aXOKapAuorpaduu Meamasl naowanu
npasoro npegcepaua 17 [16-25] cm2, TOMLWMHbI NepegHen CTeH-
kn MK 0,5+0,2 cm, TAPSE 1,9 [1,7-2,2], ypOBHSI CUCTONNYECKOrO
ONA 75,0 [69-90] mm pT. cT. Mo ganHbiM KIMOC - cpeaHee 3Ha-
yeHue cuctonnyeckoro OJ1A 72,5+10,9 mm pr. cT., cpegHee [J1A
48,0+8,9 mm pr. cT., cpeaHee pasnexue B MM 5,0£2,1 mm pT. CT,,
Sv0: 63,0+2,6%, cepfeyHblin BbIOPOC 4,3+0,9 n/MUH, CepAeYHbIi
uHaekc 2,4+0,3 n/MUH/M?, Nero4Hoe COoCyamcToe COMPOTUBIIEHME
9,8+7,2 En. Bypa [13].

B Hawem uccnefoBaHuM NpoBeAEH aHann3 KNYeBbIX XapakTe-
pucTuk nauuentos c J1AT, Ha6ntogaowmxca B ®IbY «HMUL, kap-
avonorun um. ak. E.N. HYazosa» MuHzapasa Poccuu, KOTOPbIM 6GbiN
YCTAHOBNEH AMarHO3 NMOPTOJSIeroYHas runepreH3ns. bonbWMHCTBO
3TUX NaLMEHTOB — XeHLWMHbI (60%), cpeaHuii Bo3pacTt 52,6+9,7
roga. OCHOBHbIMW NpuynHamu noptoSIl y aTUX NauWeHTOB ABNSA-
t0TCH BPOX[EHHbIE NMOPTOKaBANbHbIE LWYHTLI (25%) U UnMppo3 ne-
YeHU Ha poHe Tokcuyeckoro (17,5%) wnu BUPYCHOro renatuToB
(17,5%). XapakTepHbIMW OTKIIOHEHUSMMW B TABOPATOPHbIX MUCCIie-
[OBaHUAX CTalM TPOMOOLMUTONEHUS W runepounupybuHemus. B
cpeaHeM (OYHKLWMOHANbHbIA CTATyC 3TOW FPYNNbl NALUWUEHTOB COOT-
BetcTBOBanN Il Knaccy. 35% n 55% 3TMX NALUWMEHTOB OTHOCUNIUCH K
rpynne BbICOKOrO U NPOMEXYTOYHOIO pUCKa COOTBETCTBEHHO.
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3AKIHOYEHUE

MopToneroyHas runepreH3ns — peakoe, MONUITUONOrUYECKoe
3abonesaHne. COrNAacHO HalwmMm pe3ynbTaTaM M [aHHbIM WHO-
CTPaHHbIX permcTpos, nopto/Il yaile OMarHoOCTUPYETCs Y nauueH-
TOB CPEeJHEro B03pacTa, HECKOMbKO YalLle Y XKeHLWMH. JngupytoLimne
nosuuun B reHese noptoJ1 no-npexHemy y BUPYCHOr0 UIn TOKCK-
4eCKOro LMppo3a neyYeHu, 0JHAKO B HaLLEeM UCCNef0BaHUM 60Mb-
LUas [oNs NauueHToB C BPOXAEHHLIMU LUYHTAMU NMOPTOKABANIbHOM
cuctembl. bonblie NMonoBMHbI NALUEHTOB OTHOCATCA K MPOMEXY-
TOYHOMY PUCKY NETanbHOCTU.

[anbHeiwee BKNOYeHUEe naumeHToB ¢ noptoJil B HauMoHanb-
Hble PerucTpbl, AMArHoCTU4eCcKas HaCTOPOXXEHHOCTb B nnaHe JIAT
y NauueHToB C LMUPPO30OM W NMOPTOKABANbHLIMU LUYHTAMK, AWHA-
MUyYeckas oueHka apdpektusHocTn JTAl-cneumdmnyeckon Tepanum
MO3BOSUT YIYHLLIUT KAYECTBO XWU3HW 1 MPOrHO3 Y NALWEHTOB C Nop-
TONEro4HOM rUnepTeH3ne.
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