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PE3IOME

14 pekabps 2021 r. Ha IX Bcepoccuiickom KOHrpecce «JleroqHas runep-
TeH3ns 2021» cocToANca CUMNO3uyM, NOCBSALLEHHbIA NPO6Ieme neroy-
HOW apTepuanbHOM runepTeHaun. B 063ope NpuBeLeHbI KNO4eBbIe Mo-
noXeHus n3 foknanos akag. PAH Yazoson W.E., o.m.H. MapTbiHiok T.B.,
K.M.H. Banueoit 3.C., K.M.H. [pamoBuya B.B. 0 LOCTXEHMSX B neYeHmn
nauneHToB ¢ JIAT, BbI30Bax TEKYLLEA anuaeMnonornieckon cutyaumm
ycnosusx nangemun COVID-19, KoTopble U3MEHUN PYTUHHYIO KITUHU-
YECKYI0 NPaKTUKY.

B 0630pe 13N10XXeH COBPEMEHHbIA B3rNAL Ha LiENN Tepanun ero4Hoin
apTepuabHON TUNEPTEH3NN, BAXHOCTb PErynspHoOn CTpatudmkaunm
puUCKa NeTanbHOCTL, C Y4eTOM AAHHBIX MOC/EAHUX PAHAOMM3MPOBAHHBIX
KNMHUYECKUX UCCIIef0BaHMA MPOLEMOHCTPUPOBAHA BaXHOCTb KOM-

Bknap asTopoB. Bce aBTOpbI COOTBETCTBYHOT KPUTEPUSM aBTOPCTBA
ICMJE, npuHumanu y4yactue B NOArOTOBKE CTaTby, HAbOpe mMaTepuana
1 ero 06paboTke.

KoHhnukT MHTEpecoB. ABTOPbI 3asBNAIOT 06 OTCYTCTBUAM KOH(NIMKTA
nHTEpecoBs. PaboTa BbinoniHeHa 6e3 3aeiCTBOBAHUSA TPAHTOB U (-
HaHCOBOII MOAAEPKKMN OT 0OLLECTBEHHbIX, HEKOMMEPYECKMX 11 KOMMEp-
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OGMHUPOBAHHOI CreLndUYecKoii Tepanni, B TOM YUCNE BKITHOYAIOLLEN
MPUMEHEHNE HOBOrO npenapara — CENeKTUBHOr0 arOHUCTa PeLEenTopoB
npocTaunknuHa — cenekcunara. OTAeNbHOE BHUMAHME YAENeHo Befe-
HUI0 NALWEHTOB C JIErO4YHOM rMNepPTeH3Nel B TeKyLLen anuaemnosoru-
YECKOW CUTyaumn, OTMEYeHa BAaXHOCTb PErynspHon crpatudukauum
pUCKa B TOM HMCIIe C UCMOMb30BaHNEM YCTPONCTB NS AUCTAHLMOHHOMO
MOHUTOPWHIA 32 COCTOSAHMEM BOSIbHbIX C LieNbi0 OCYLLECTBIEHNS CBOEB-
peMeHHON 3cKanauum NPoBoAMMOIA Crneunpuyeckoii Tepaniny 1ero4Hoi
apTepuaNTbHOl rMNepTeH3nK, JOCTUXKEHUA HU3KOTO pUCKa J1eTanbHOCTH
1 YNyYLIEHUs NPOrHo3a y aTOM KaTeropui NauyueHTos.

KntoyeBble cnoBa: neroyHas aptepuanbHas runepteHsns, KOMOMHUPO-
BaHHaa creunduyeckas Tepanus, cenekcunar, perucTpbl, HoBas Kopo-
HaBupycHas nuekums COVID-19.

YeCKNX OpraHn3auui.

Wuchopmauma n cobniogenne aTuyeckux Hopm. liccnefoBaHue Bbinos-
HEHO B COOTBETCTBMM C MpUHUMNAMI XenbCUHCKOI feKnapauni; ofo-
6peHo He3aBmcUMbIM 3T4ecknm komuteTom HAW knuHmuveckoil kapau-
onorum um. A.J1. MscHukosa HMIL, kapanonoruu Munaapasa Poccun.
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SUMMARY
Symposium dedicated to pulmonary arterial hypertension took place

based on the latest clinical trials combined specific therapy including
selective prostacyclin receptor agonist selexipag is demonstrated. spe-

at the 9th Russian Congress on Pulmonary hypertension on December
14, 2021. In this review key points from Chazova I.E., Martynyuk T.V.,
Valieva Z.S., Gramovich V.V.'s reports are presented, in which infor-
mation about PAH treatment goals achievement, COVID-19 pandemic
challenges impact on routine clinical practice is demonstrated.

In this review current situation in pulmonary arterial hypertension treat-
ment goals and regular risk stratification importance are observed,
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cial attention is paid to pulmonary hypertension patients’ treatment
during COVID-19 pandemic, regular risk stratification necessity is men-
tioned including remote patient monitoring in order to perform timely
escalation in PAH-specific treatment in order to achieve low-risk status
and to improve the prognosis of PAH patients.

Key words: pulmonary arterial hypertension, combined specific thera-
py, selexipag, registries, new coronavirus infection COVID-19.
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JIETOYHASA APTEPVIATIbHAA TINEPTEH3VIA: BbIBOBbLI V1 JOCTVI>XKEHIA 2021

JleroyHas apTepuanbHas runeptenaus (J1A) — opdaHHoe 3a60-
NeBaHNe NPOrpeccupyroLLEero Te4eHns ¢ Heb1aronpUATHbIM NPOrHO-
30M. B knuHuyeckoii knaccudpukauun J1AT, kak rpynna 1, asnsercs
peaKomn 1 Hanbosee TsHKEST0N DOPMON J1ero4Hoi runepteHsum (J11).
B natorenese JTAI guc6anaHc mexzy Ba30OKOHCTPUKTOPHLIMU 1 Ba-
30MNATUPYIOLLMMI CY6CTAHLMAMU CONPOBOXAAETCSA aKTuUBaLMen
CBEPTbIBALLIEN CUCTEMbI KPOBU M ABAIAETCA MPUYNHON NOBbILIEHNS
nero4Horo cocyauctoro conpotuenenuns (JICC) u pasneHns B neroy-
Ho apTepun (OJTA), 4TO NPUBOANT K PEMOAESTIMPOBAHMIO COCYLOB
Marnoro Kpyra KpoBooOpalLleHUs, MPaBOXENyA04KOBO CEepAeYHON
HEeJO0CTaTO4HOCTM U NPEeXAeBPEMEHHON CMepTyH nauueHTos [1-3].

[na Bepuukaumm anarHo3a HeoO6X0AUMO BbISBUTH KpUTe-
pun npekanunspHon JII — nosbiwenne cpegHero OJ1A (cpAflA)
>25 mm pt. ¢T. 1 JICC >3 E] Byna npu HopmanbHOM YpOBHe AaBrie-
HWUS 3aKNWHKUBaHWA B neroqHon aptepun (O3J1A) <15 mm pr. CT. B
NoKOe Mo AaHHbIM KaTeTepusauun npasbix 0Taenos cepaua (KMoc),
W UCKNIOYNTL [pYyrne BO3MOXHbIE MPUYMHBI (NATONOrUS NErkux/
TUNOKCEMMS, NepeHeceHHas TPOM603MO0SINSA B CUCTEMY JIErO4HOIA
apTepuu, peakne/ cMewwanHble doopmbl). [JuarHoctuka J1AT Ha paH-
HUX 3Tanax 3aboneBaHus ¢ NocneayroLLImMM HagHaqeHnem JTAT-cneu-
NPUYECKOI Tepannn CyLECTBEHHO YNy4LUAET NPOrHO3 M KavyecTBO
XKN3HU nauueHTos [4].

[0 3pbl cneynduryeckon Tepanui BbKMBAEMOCTb NaLMeHTOB
¢ JTAT 6bina nogo6Ha TakOBOI NPY 310KAYECTBEHHbIX OMYXONAX —

pake Nerkux, KonopekTanbHOM pake u ap. MeamaHa BbbKUBagMo-
¢t npu JIAT HeyCTaHOBMEHHO 3TUONOMN — uauonaTuydeckoin JI
(MIT) cocTasnana 2,8 rofa nocne ycTaHOBJIEHUS AMArHO3a U Hava-
na NeyveHns, ay Hanbonee TAHKEeNbIX 60SIbHbIX C UCXOAHbIM (PYHKLK-
OHaNbHbIM Kniaccom (PK) IV (BO3) - okono 6 mecsues [5].

B cepenunHe 90-x rogos XX BeKa B KIIMHUYECKYHO NPAKTUKY BHE-
JPEHbI IEKAPCTBEHHbIE CPEICTBA NATOreHETUYECKOr0 eNCTBISA, 4TO
MO3BOJSINO 3HAYUTENBHO YYHLLNTb Pe3ynbTaThl IEYEHNS — NEPEHO-
CUMOCTb PU3NYECKMX HArpy30K, Ka4eCTBO XN3HM U NPOTrHO3 60/1b-
HbiX ¢ JTAT. CoBpemMeHHble 3apy6eXXHbIe PerncTpbl JEMOHCTPUPYIOT,
YTO BbIKMBAEMOCTb 3TOM KaTErOpMM NALMEHTOB B HACTOALLEE BPEMS
nocturaet 91%, 74%, 65% COOTBETCTBEHHO K 1-my, 3-Mmy, 5-rofy
HabnaeHns. Y poccuiicknx 60MbHbIX N0 AaHHbIM HALMOHANbHOIO
perucTpa roguyHas BbDKMBAEMOCTb cocTaBnsieT 98,9%; K 3-my u
5-my —94,1% u 86,0%, 4710, N0-BMAMMOMY, 06YC/IOBIIEHO BbICOKOM
nonen naumentoB ¢ JIAl, accoLuMMpOBaHHOM ¢ NPOCTbIMK CUCTEM-
HO-N1eroYHbIMK WyHTamMu (36,6%) B 06LLei KOoropTe naumeHToB [6].

Bbicokas a(p(eKTUBHOCTb COBPEMEHHbIX CTpaTerun nekap-
cTBeHHONM Tepanuu JTAT no3Bonuna ycTaHoBUTb aMOBULIMO3HYHO LieNb
NeYeHnss — [OCTUXKEHME HWU3KOTO PUCKA NETanbHOCT B TEYeHMe
rofa Habnwogexus. Mpu oLugHKe KOMMEKCa KNMHUYECKUX AAHHBbIX,
(PYHKLMOHANbHBIX TECTOB, BUOXMMUYECKMX MAPKEPOB, NMapameTpoB
axokapaunorpadumn (3xoKr) n KMOG ouleHMBaeTCA roguyHblil pyUck
HacTynJieHMs neTanbHOro uexopda y naunentoB ¢ JTAI, KOoTopbIi Co-

Tabnuua 1. CtpaTudmkaums pucka passuTis NeTanbHOro UCXo[a B TEYEHNE roga y nauuenTos ¢ JIAM
Table 1. Risk assessment during one year in pulmonary arterial hypertension patients

MapameTpbl pucka B LLL L

<5%
KnuHn4eckmne npuaHaku
MPaBOXXenyn04KOBON CepAeYHON Het
HEeLoCTaTO4HOCTH
Temn nporpeccuposanus JTIAT Het
CuHkone Het
®K (B03) I, 11

[unctanums B TBMX >440 m

KapauonynbMOHaJIbHbIA HArpy304HbIN V0, peak>15 mn/mMuH/kr
TecT VE/VCO,<36

BNP<50 nr/n

BNP/ NT-proBNP NTproBNP <300 nr/mn

S MMN<18 cm?
OTcyTCTBME BbINOTA B
nepukapae

9xoKI/MPT

[emogmnHamunka cpOrn<8 mm pt. CT.
C >2,5 n/muH/m?

SV0,>65%

[pomMeXyTouHbli
puck 5-10%

Het

[locTeneHHoe
Pepnkne
11l

165-440 m

V0, peak 11-15 mn/muH/kr
VE/VCO, 36-44,9

BNP 50-300 nr/n
NTproBNP
300-1400 nr/mn

SIM 18-26 cm?
He6onbLLUoii nepukap-
AnanbHbIA BbINOT

cpArm 8-14 mm pr. cT.
Cl1 2,0-2,4 n/mMuH/m?
Sv0, 60-65%

Bbicokuii puck
>10%

[a

bbicTpoe
[ToBTOpHbIE
i\

<165 m

V0, peak 1115 mn/muH/Kr
VE/VCO,> 45

BNP>300 nr/n
NTproBNP>1400 nr/mn

S MM>26 cm?
MepukapananbHbiii BbINOT

cpArm>14 mm pr. cT.
Cl<2,0 n/muH/m?
Sv0, <60%

Mpumeyanue: JTAT — neroyHas aptepuansHas runepteH3ns; MPT — marHUTHO-pe3oHaHcHas Tomorpadous; G — cepaedHbin uHaekc; cpdmmn
— cpefiHee AaBnexue B npasom npeacepauu; TBMX — TecT 6-MuHyTHON X0Ab6bl; K (BO3) — (hyHKLMOHANBHBLIA KNAcc N0 Knaccudukalmm
BcemupHoii opranusauum 3apasooxpaHenus; IXoKl — axokapaunorpadus; BNP — mo3srosoii Hatpuitypetudeckuii nentug;, NT-proBNP — N-KoH-
LieBOIA (hparmMeHT MO3roBoro Hatpuiypetudeckoro nentuaa; S MM — nnouwjaab npasoro npeacepaus; Sv0, — catypauns BeHo3HoW Kposu; VE/
VCO, — BEHTUNALMOHHBIN 3KBUBasNeHT; VO,peak — nukooe noTpeGneHue Kucnopoaa

Notes: PAH — pulmonary arterial hypertension, CMR imaging — cardiac magnetic resonance imaging, Gl - cardiac index; mean RAP - mean
right atrial pressure; 6MWN - six-minute walking test; FC (WHO) — functional class (World Health Organization); echocardiography; BNP — brain
natriuretic peptid; NT-proBNP — N-terminal pro-brain natriuretic peptide; RAA — right atrial area; SvO, - mixed venous oxygen saturation; VE/
VCO, — ventilatory equivalents for carbon dioxide; VO, — oxygen consumption
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cTaBnseT <5% npu HU3KoM, 5-10% — npu npomexxyToyHom 1 >10%
— MPW BbICOKOM PUCKe COOTBETCTBEHHO. B 2015 r. B pekomeHzaLm-
ax EBponeiickoro o6uiectsa kapauonoros (ESC) n Eponeiickoro
pecnmpartopHoro obuectsa (ERS) Bnepsble ycTaHOBNEHa 06s3a-
Te/bHas OLEHKa TAXECTU NaLUeHTOB Kak Ha MOMEHT BepudnKaLmm
anarHo3a J1AT, Tak 1 Ha perynsipHoOi OCHOBE B AMHaMIKe KaX[ble
3-6 mecsueB. B EBpa3uincknx pekoMeHaaLmsax no AnarHocTike u ne-
YeHWH neroyHoi runepteHann 2019 r. onpeaeneHbl 3~4 MecsyHble
NHTEPBasbl MEXAY BU3UTamMmn HabnogeHus y 60nbHbIx ¢ JIAT [1,7].

C noMOLLbIO LUKanbl CTpaTUCUKALMN pucka criedyeT OCyLLecT-
BNATb BbI6OP CTAPTOBOW CTpaTeruy Cneumdnyeckon Tepanmm u oue-
HWBaTb Pe3ynbrarbl NPOBOAMMON Tepanuu B AuHamMuke. poduib
HW3KOro pucka netanbHocTH (<5% B Te4eHue roga) cootBeTcTeyet OK
-1l (BO3) npw guctaHyuu B TecTe 6-MUHYTHOM X0ab6bl (TBMX) >380-
440 m; nukosom noTpeGnequy kucnopopa (VO,peak) >15 MI/MUH/KT,
BeHTUNALMOHHOM akBuBanenTe CO, (VE/VCO,) <45 n/MiH No AaHHbIM
KapynopecnynpaTopHOro Harpy304Horo TecTa; AOCTMratoTC HopMasib-
Hble 3Ha4eHns Hatpuitypetnyeckoro nentuga (NT-proBNP/BNP); Hop-
Manu3aums pasmepoB W (PYHKUMWM NPaBOro XXenygoyka no AaHHbIM
Ix0KI™ unu MarHUTHO-pe30HaHCHON ToMorpadum cepaua (nnowiags
npaeoro npeacepans <18 cm?, OTCYTCTBME XWAKOCTA B Nepukapge);
cpefHee JasneHne B npasom npegcepauu (cpdrm) <8 mm pt. cT. 1
noBblILLIEHNE cepaeyHoro uHaekca (CU) >2,5 n/MuH/M2 no AaHHbIM
KMNOC. Puck netansHOro ucxopa B Te4eHWe 0AHOMO roAa y nalmeHToB
¢ JIAT onpefensieTcs npu OLEHKe BCEr0 KOMMeKca napameTpoB K-
HIYECKOro, (OYHKLMOHANIBHOMO, FreMOAMHAMUYECKOro cTatyca, IXOoKT,
ypoBHs 6uomapkepos (NT-proBNP/BNP) (ta6n. 1) [1,8].

Y nauueHToB JTA[ ¢ UCXOAHBIM HU3KUM PUCKOM CMEPTHOCTb
yepe3 12 mec. HabnaeHUs cocTaBnseT 2,8%, npu NPOMexyTouy-
HOM 1 BbICOKOM pucke — 9,9% 1 21,2% COrnacHo JaHHbIM perucrpa
COMPERA [9].

B Haweli cTpaHe u B EBpone B HacTOsLLEE BPEMS PYTUHHO Mpu-
MEHAETCH LWKana cTpaTmdnuKaLmn pucka cornacHo peKoMeHgaunam
ESC/ERS 2015 r. BofbLWIMHCTBO NPEANOXEHHbIX NapamMeTpoB 1 Mo-
POTOBbIX 3HAYEHUIA, NPELCTABIIEHHbIX B JAHHOI LKane, 0CHOBAHbI
Ha MHeHUM aKkcnepToB. Moaudukaumus pucka y KaxLoro naumeHta
NPOUCXOAUT WMHAMBUAYANbHO C Y4€TOM CKOPOCTW MPOrpeccupo-
BaHus 3a60/1eBaHNSA, HAMNYNA UM OTCYTCTBUS MPU3HAKOB MpaBo-
XKEesy04KOBON CEepAeYHO HeAoCTaTO4HOCTH, CUMHKOMANbHbIX CO-
CTOSIHUIA, XapakTepa COMyTCTBYHLLEA naTonorun, Bo3pacTa, rnona
naunenta. Cnegyer y4uTbiBaTh, YTO OMWUCAHHbIE LW Tepanni He
BCEraa peajiMcTuyHbl U MOryT ObITb HEAOCTUXWUMBI Y MALMEHTOB,
NCXOAHO HAXOAALUMXCSH B 04EHb TSKESIOM COCTOSAHUM C BblpAXKeH-
HOM ANCCYHKLMER NPaBoOro Xenymo4ka, TSHKeI0N COnyTCTBYHOLLEN
naTonoruein unu 'y 60bHbIX CTapLiux Bo3pacTHblx rpynn [1,7,8,10].

BaXXHbIM MHCTPYMEHTOM SIBNISIETCA HEMHBA3WBHbINA METOZ OLEH-
KW PUCKA, OCHOBAHHbI HA LOCTWXEHUM Tpuadpl napametpos: OK
[-Il (BO3), auctaHuma B T6MX>440 m, NT-proBNP<300 Hr/n wnu
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BNP<50 Hr/n, ans BbisiBneHuUs nauneHToB JIAI, 4OCTUrAIOLLIMX 04YEHb
HU3KOr0 pucka. H1cno Kputepres TOYHO NpeackasbiBano 6eccobbl-
TWUAHYIO BbDKNBAEMOCTb 1 NMO3BOJIANO MAEHTU(ULMPOBATL KOTOPTY
NauyeHToB C 04eHb HU3KUM PUCKOM NETaNbHOCTU OT JIH06bIX Npu-
YMH N0 JaHHbIM (dpaHLly3ckoro peructpa u peructpa REVEAL 2.0
[2,3]. MocnepgHwit BbinonHeH B GLUA n [0 HacToALEro BpeMeHu
ABNAETCA Hanbonee KpynHbIM peructpom JIAT, no pesynsratam Ko-
TOPOro YCTaHOB/EHbl 12 napameTpoB /17 OnNpejeneHus natu rpynn
pucka ¢ NPOrHO30M roAnyHon Bbhxkmeaemoctu [11]. Kanbkynatop
REVEAL 2.0 ctan ycoBepLUEHCTBOBAHHOW BEPCUEN C BKITHOYEHWUEM
rocnuTanu3aumn no BCem NpuYMHaM B TeYeHWe NPeaLecTBYOLLero
nosiyrofa 1 ckopoctu kny6ovkosoi dounbstpauuu [12]. Mpu npo-
rHO3WUPOBaHWUK pucka cornacHo pekomeHgaumsam ESC/ERS 2015 r.
nonyyeHbl cooTBeTCTBYOWME 6annbl REVEAL 2.0: <6 6annos ans
HU3KOr0 pucka, 7—8 6annoB — AN1s NPOMEXyTO4HOro, >9 — Ans Bbl-
COKOro pucka [2].

[To paHHbIM Poccuiickoro peructpa npoBefeH PETPOCNEKTUBHBIN
aHanu3 pesynbraToB 24-mec. HabNOAeHUs 229 naLyreHToB ¢ Bepuun-
LIMPOBaHHbIM AnarHo3om WJIT. Ha MOMEHT yCcTaHOBMeHMs aMarHosa
nonu naupnentos ¢ OK /NI (BO3) coctaBunm 8%/ 32%/ 48%/ 12%,
COOTBETCTBEHHO. Y 12% 60MbHbIX B Ka4€CTBE Ha4anbHOM CTpaTerumn
6bina BbibpaHa cTapToBas [BoiiHas JIAT-cneumdmyeckas Tepanus.
CnegyeT OTMETUTb, YTO [0S 60/bHbIX, HA4aBLUMX JIEYEHIE B PEXMME
MOHOTepanun no AaHHbIM eBPONENCKNX PerncTpos — MpaHLly3cKoro,
LLIseackoro n peructpa COMPERA Bapbuposanu o1 12,3% 110 22,6%
[9,13,14]. Y 88% poccuiniCkux 60SbHbIX peann3oBbiBanack CTpaTerus
nocneAoBaresibHOi KOMOUHMPOBAHHOW Tepanuun. dckanauns Tepanum
K 13 mecsuam HabntoaeHus nposoaunack y 28% ¢ npeaLlecTByto-
LLIeNn MOHO-, Y 6% — C NPeLLeCTBYOLLENA ABONHON Tepanuei, a Yepes
24 mec. HabnoaeHns — yeunerue JTAM-cneundouyeckon Tepanuin oo
JIBOAHOM Y 26% C NpeaLIecTBYOLLEA MOHO- 11 8% — 0 TPOWHOM Npw
npeLecTByOLLEeA aBoNHONM Tepanun. Moandukaums pucka y nauu-
eHToB /1 nokasaHa Ha puc. 1. B peaynbrate npoBOAUMOr0 Ie4eHus
0TMeYasiocb A0CTOBEPHOE YiyyLleHWe (DYHKLUMOHANBHOrO cTatyca ¢
poctmxeHnem OK /NI (BO3) y 15%/ 43%/ 35%/ 7% nauneHToB,
COOTBETCTBEHHO.

ApceHan coBpemeHHOW cneunduyeckon Tepanun JIAI npea-
CTaB/IEH JIeKApCTBEHHbIMU Mpenaparami, BO3LEACTBYIOLMMU Ha
TPU MULLEHN NaToreHe3a — akTMBALUMIO CUCTEMbl 3HAOTENMHa-1,
Jedomunt npoctauukimia n okenga asorta (NO). JleroyHble Baso-
Annarartopbl, BO3JENCTBYIOLLME HA NATOreHeTUYECKNe MexaHWU3Mbl
pa3BuTus 3aboneBaHus, Aoka3anu 3PEEKTUBHOCTb W 6Ge3onac-
HOCTb B 3Ha4uTenbHom uucne PKIW. B Poccuitckoin ®enepauun
NpeLCTaB/ieHbl aHTarOHUCTbl PELenTopoB aHAoTeNnHa (APJ), npe-
naparbl, BO3LENCTBYIOLLME HA AeDULMT SHAOrEHHOr0 OKcMaa a3oTa
(MHrMeuTOpbI dhocdoanactepasbl TMNA 5 (MPOL3-5), cTUMYNATOPbI
PacTBOPUMON TyaHWUNaTUMKA3bl), CUHTETUYECKUA aHanor npocra-
LMKIIMHA — HTanALMOHHbBIA unonpoct [7].

32 25 1
32
56 66 58
icxomHo 12 mecsueB 24 mecsiua
HU3KMIA MPOMEXYTOYHBI/ BbICOKMN

PucyHok 1. Ctpatuchukaumsa pucka y 6onbHbix WII no ganubim Poccuiickoro peructpa
Figure 1. Risk assessment in IPAH patients according to Russian register
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TaXNUNaKeus

PucyHok 2. OrpaHuyenus, CBI3aHHbIE C NPUMEHEHUEM
npoctadoupos [1,15]
Figure 2. Prostanoids intake associated restrictions [1,15]

AHanoru npocTaumKiiMHa, HaYMHas C 3MOMpOCTEHONa, CTanw
nepsbIMy Npenapatamu Ans neveHus JIAT. 13BeCTHbI OrpaHuyeHms,
CBA3aHHbIE C MPUMEHEHWEeM NPOCTAHOWULOB, CPeAU HUX MaApeHTe-
panbHOe Ha3Ha4yeHue B BUAE NOCTOSAHHbLIX BHYTPUBEHHBIX UN NOA-
KOXHbIX WHPY3WIA, OTCYTCTBUE CENEKTUBHOCTU, (DEHOMEH [ECEHCU-
Ounu3aumn/ Taxuunakcui, HacTole HeXxenartenbHble aereHns (H5)
(puc. 2). B HalLem cTpaHe eAMHCTBEHHbIM NpPenapaTom 13 paga npo-
CTaHOWOB ABNIAETCA UNOMPOCT B MHransLuUoHHON cpopme. lMpume-
HEeHWe JAHHOrO CMHTETWYECKOro aHanora npoctauuknuHa Tpebyet
NPOBELEHNA 4acTbIX MHransunini Lo 9 pas B AeHb C NOMOLLbIO HEDY-
nansepa B Te4eHne 5-10 MuUHyT. 310 CBA3AHO C BECbMa KOPOTKUM
nepuoAoM NosyBbiBeAEeHNS 5—25 MUHYT.

B Poccuitckom mpoCneKTUBHOM, MHOTOLEHTPOBOM, HEUHTEp-
BEHLMOHHOM nccnegosanumn [VENT no n3y4eHnto npuBep KeHHOCTH
nauneHTos ¢ J1I nieqeHno nHranaumsamu unonpocra 89 60/bHbIX C
JIAT 1 XpoHU4eckoin TPOMO60IMO0STMYECKO NErOYHON TUMEPTEH3U-
eil B Bo3pacTte 47,6 = 14,2 nieT nony4anyt UHransaunoHHbIiA UionpocT
B Ha4anbHom fose 8,0 + 7,9 [95% AW: 6,2-9,7] mkr. Yepes 12 me-
CALEB Tepanuu cyToYHas [03a [03a cocTasuna 7,2 + 4,9 [95% [I:
5,9-8,5] mkr npu yucne uuranaumin 6,1 £ 1,28 [2,0-9,0] B AeHsb.
HA, cBa3aHHbIe ¢ npuemom npenapara, otmevanucs y 17,1% na-
LIMEHTOB, Hanbosee 4acTbiMM U3 HUX BbInn cyxoli Kawenb y 9,8%
00JIbHbIX, FON10BHAsA 6051b — Y 6,1%, ronosokpyxeHue (4,9%) [16].

B cepenuHe 2019 r. B KNMHUYECKYIO NPAKTUKY BHEAPEH HOBbIN
npenapar — CeNeKTUBHbIA aroHUCT |P peLenTopoB npocTauukinHa
LN NepopansHOro npumeHeHus cenekcunar [7]. B pusnonoruye-
CKMX YCIIOBUSAX NPU LOCTATOYHOW MPOAYKUMM MPOCTALMUKIIMHA Ans
aktusaumun [P peuenTopoB BHYTPYW KNETOK BbIPabaTbiBAETCS LIMKIN-
4ecknii ageHosnHMoHodhocdar (LAM®), 4To NpUBOAMUT K Ba30Au-
narauum n antunponndepavun. B 34oposbix cocyaax 3t aeKThI
bramonormyeckn ypaBHoselumsaotcs BausHuem NO ¢ 0fHOI CTo-
POHbI, 3HAOTENIMHA 1 TPOMOOKCaHa — C Apyroii. Y naunentos ¢ JIAT
MPU CHWXEHWN YPOBHA MPOCTALMKINHA BO3HWUKAET YMEHbLUEHUE
ypoBHa UAM®, BCrieAcTBMe 4Yero npeobragalnwmmm addgekramm
CTQHOBATCS Ba3OKOHCTPUKLMS 1 nponudepauus. CTuMynmpoBaHue
CesieKcMnarom 1 ero akTueHbIM MeTabonutom IP-peuentopos npu-
BOAWT K Ba3oAunarauuy COCyLoB Manoro Kpyra KpoBoobpalleHus,
cHmxkeHuto JICC, a Takxe aHTMNponudepatnBHOMY U aHTUGMOPO-
Tn4eckomy adppekram [17].

OCHOBHbIMM MpPEUMYLLECTBAMI Cenekcunara no CpPaBHEHMIO C
eLMHCTBEHHbIM 3apPErucTpupoBaHHbIM B PO CUHTETUYECKMM aHano-
rOM NPOCTALMKINHA UHTANALMOHHBIM UIIONPOCTOM ABNAKOTCH MEHb-
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LIAs KPaTHOCTb Npuema, BbICOKas CefleKTMBHOCTb K IP peuentopam
NpoCTauMKIINHA, OTCYTCTBME HEO6X0AUMOCTM B UCMOMb30BAHUN [0-
NOJSTHUTENbHbIX YCTPOWCTB ANs BBEeAEHMs npenapara [15].

ApdekTMBHOCTL M 6E30MACHOCTb Cenekcunara npu npuéme
BHYTPb Ansa neyeHus JTA n3yyanacb B YHUKabHOM AONTOCPOYHOM
MEeXAYHapoLHOM MHOTOLEHTPOBOM M/1aLe60- KOHTPONMPYEMOM
PKW chasbi Il B napannensHbix rpynna, GRIPHON. KnuHuyeckmn 3Ha-
YUMOIA 1 BbICOKOHALEXHOW NMepBUYHOIA KOHEYHOW TOYKOW ABUNOCH
BpEMs OT MOMEHTA paHJoMU3auun [0 NepBoro cobbiTus 3abone-
BAeMOCTM MK CMEPTHOCTW — NPOrPeccUpoBaHns 3a60s1eBaHus (ro-
cnutanudauuu) no npuyuHe JTAT nnu noTpe6HOCTM B Ha3HAYeHUM
napeHTepasibHbIX MPOCTAHOMA0B WM OKCUTEHOTepanum Wian npo-
BeJEHWS TPAHCMIAHTaLUN Nerkux/aTpuocentTocToOMU UM CMepTu
BNIOTb 0 OKOHYaHWA nepuofa JiedeHns. B HeM NpuHANKM yyactue
1156 naunenToB ¢ JIAl B 181 meauumHckom LeHTpe B 39 cTpaHax
mMupa, B TOM yucne u B Poccumn. Y4actHukam uccnenoBanus Tpe6o-
Banocb UMeTb 3Ha4eHus JICC=5 eamHuy, Byna n BO3MOXHOCTb Mpo-
XOAMTb ANCTAHLMIO B TECTe 6-MUHYTHOM X0f4b0bl (TEBMX) 50-450 m.
B nccnenosanun GRIPHON npuHAnu y4acTue naumeHTsl B BO3pacTe
0T 18 10 75 neT ¢ NoATBEPXKAEHHBIM MAarHO30M: NANONATUYECKON,
HacnefcteeHHom JIAT; JIAI, accouuupoBaHHOM ¢ 3aboneBaHus-
MW coeanHuTenbHOM TkaHu (JTJAF-C3CT); JTAT, accoumnpoBaHHO
C KOMIMEHCUPOBAHHbIM MPOCTbIM BPOXAEHHBIM MOPOKOM CepAaua
(NAT=BIIC); NAT, nHoyuMpoBaHHbIe iekapcTBamu/TokcuHamu; J1AT,
accouunpoBaHHoii ¢ BUY-undpekumen (JTAM-BMY). Y 60nblunHCTBa
nauuenToB 3a6onesanue 6b110 Il unn Il ®K (BO3) (46 n 53%, co-
OTBETCTBEHHO). MMauuenTbl He nonyyanu npexge J1Ar-cneunduye-
ckyto Tepanuto (20,4%) wnn e nosydanu cnepyrowime 6a3osble
npenaparbl 415 neveHns JIAI B ctabunbHbix gosax: AP3 (14,7%),
n®a3-5 (32,4%) nnn kombuHaumo aTux npenaparos (32,5%).

Mpn oueHke kKnuHudeckux mcxopos y 1156 naumentos JIAl B
pamkax uccneposanus GRIPHON cenekcunar B Ka4eCTBe MOHOTepa-
MK UAK B KOMOMHALMW C aHTArOHUCTaMK PeLenTopoB SHAOTENIMHA
(AP3) w/unun n®L3-5 CHmKan cMepTHOCTb NaLMEHTOB W 4acToTy
pasBUTMS OCIIOXKHEHWIA, CBA3AHHbIX C JTAT (KOMNO3MTHAS NepBuYHas
KOHe4Has T04Ka: CMepTb OT BCEX MPUYMH, roCnuTanm3auns Becnes-
cTBue yxyawenns JIAT, TpaHcnnaHTaums nerkux, aTpuocenTtocTo-
MUS, UHALMALMS NapeHTepanbHbIX NPOCTaHOMA0B W NOCTOSAHHASA
0,-Tepanus BCnejcTeue NporpeccuposaHns 3a6onesanns) Ha 39%
(OP 0,61; p=0,0001). 3Ha4mmoe COKpaLLeHWe pucka CMepTu Wiau
nporpeccuposanus JIAl (B 3aBUCUMOCTM OT TOr0, Kakoe 13 COObI-
TWiA HACTYNano pablue), Hab/t0AaBLLIEECs B rpymnne cenekcunara, B
LLeS10M NPOCANEXNBaINoCh BO BCEX BbIAENEHHbIX NOAMPYNnax nauneH-
TOB (Ha 0CHOBaHuUM ncxogHon Tepanuu JTAT, ucxogroro ®K (BO3),
nosna, Bospacta, atnonorum JIAI n reorpadpuyeckoro peruona). o
pesynsratam aHanu3a noarpynn 6bl10 YCTAHOBEHO, YTO (PaKTu-
YeCKWit TepaneBTUYeCKU apdheKT cenekcunara no CPaBHEHUID C
nnaye6bo B OTHOLLEHWW NEPBUYHON KOHEYHOW TOYKM Obl1 COMocTa-
BUMbIM Yy BCEX MaLmneHToB ¢ JIAT, cBSA3aHHOI ¢ 3a60NeBaHUAMM CO-
e[IMHNTENbHbIX TKaHeN. [pu NpUMeHeHNUN cenekcunara 0TMevanoch
YMEpPEHHO yny4lleHue nokasarenied T6MX (BTOpM4Haa KOHeyHas
TOYKA) MO CPaBHEHWIO C MCXOLHbIMU 3HA4YEHUAMMU, KOTOPOe 6blso
60/1ee BbIPAXEHHbIM, YeM B rpynne nnauebo, B 06LLen Nonynauumn
Ha 26 Heaene uccneaosanus. Mponopuys NaUWeHToB, Y KOTOPbIX He
Haboganoch yxyawenue ®K (BO3) (BTopnyHas KOHEYHas TOYKA),
3Ha4MMO He pasnimyanacb Mexay rpynnamu cesekcunara u nnae6o
Ha 26 Hefene uccneaoBaHus. Ha 0CHOBaHMN MepapXM4ecKkoro aHa-
Nn32a 0CTaBLUMECH HABNIOAEHUS B OTHOLUEHNN BTOPUYHbIX KOHEYHbIX
TOYeK 6blnN pacLeHeHbl Kak NoucKoBble. B rpynne cenekcunara, no
CPaBHEHMIO C rpynmnoi nnawue6o, MeHbLUee YACN0 NauneHToB 6biio
rOCMMTann3npoBaHo B CBA3M C yxyaweHuem JIAT unu ymepno ot
JIAT B Te4eHWe BCEro nepuojaa NeyveHns.

B uccneposanum GRIPHON cenekcunar npu npueme BHYTpb (B
no3se 200-1600 mkr 2 pasa/cyT.) okasancs apmeKTMBEH A1 CHU-
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XKEHUS pucka cMepTu 1 nporpeccuposanus JTAT, 4To noaTBepXaa-
eTCH 3HA4YMTENbHbIM Ha 40% COKpalLleHMEM puUcKa AOCTUXKEHUS
KOMMO3WUTHOM KOHEYHOM TOYKM (CMePTU OT JI6OM NPUYMHBI M
nporpeccuposadus JIAI) no cpaBHEHWO C TaKOBbIM B rpynmne nna-
Le60. Mpu aHann3e B NoArpynnax ¢ PasnuyHoi NCXOAHON THXKECTbIO
CUMMNTOMOB B Fpynne Cefekcunara nokasaHo CHUXEHWE pucka Ha
64% no cpasHeHwWto ¢ nnauebo (OP 0,36, 95% [ 0,14-0,91) y na-
umenToB ¢ OK Il (BO3) n Ha 26% (OP 0,74; 95% [W: 0,50-1,10) y
naunentos ¢ K Il (BO3) [15].

Pa3Butie HexxenateNibHbIX SBIEHUIA HA )OHE Tepanuu cenek-
cunarom 06YCNOBMEHO NMOTHOCTbHO |IP-peLenTopoB u SABNAETCS
WHAUBUAYANbHBIM, Hanbonee 4actbiMu NO60YHbIMK 3hdEKTamMu
ABNIAETCA rOMI0BHAsA 60Mb, AUCNencus, Mmanrus n 60ib B KOHeY-
HOCT$IX, YTO CBA3AHO C HAX0XK[aeHneM |P-peLienTopoB Ha OTPOCTKAX
HelpoHoB [15].

Moa6op [03bl cenekcunara OCyLLEeCTBAAETCA MHAUBUAYANbHO, a
npuém npenapara BO BPems efbl MOXET Cnoco6CTBOBATbL YIyYLLe-
HUIO €ro NepeHocKUMocTyn. PekoMeHJ0BaHHas CX0AHAs 403a Celek-
cunara coctasnset 200 MKr 2 pasa B CyTKU (C NPOMEXYTKOM Mexay
fo3amu ~ 12 yacos). Bnocneactemn [03a NoBbILAETCS C LUAMOM
200 MKr 2 pas3a B CyTKW, Kak NpaBuiio, eXXeHeaenbHo [0 Tex nop,
noka He 6yaeT LOCTUrHyTa MakCMManbHas WHAMBMAYANTbHO NePeHo-
cumas fosa (MakcumansHas fo3a 1600 Mkr 2 pasa B cyTku). Mpeg-
MnonaraeTcs, 4YT0 B Hadane Kaxaoi hasbl Noadopa [03bl NepByto
NOBBILIEHHYIO O3y Cenekcunara fiyyile NpuHUMaTh Be4epoM s
YNyYLIEHNS NepeHoCMMOCTI. B peanbHOR KIMHWYECKOR NPaKTUKe
pacnpefesieHne NoLAepXMBatoLLMX A03 Cefiekcunara CTpeMuTces K
TakoBbIM B uccnegosanum GRIPHON [19].

MauuenTsi ¢ JTIAT B uccnepoanun GRIPHON B Lenom ynoBneTso-
PUTENBHO MepeHOCUNM cenekcunar npu npuéme BHYTPb, a Hanbosee
4acTbiMn HA 6binn No604HbIE 3PMEKTLI, 3aPErNCTPUPOBAHHbIE NPU
NMPUMEHEHNN 3NONPOCTEHOSA 1 ero aHasioroB (rofiloBHas 60sb, Aua-
pesi, TOWHOTA 1 Ap.). 3T HA, KaK 1 B pyTUHHOI NPaKTUKE, BOSHUKANN
yaule B (pa3y nogbopa [03bl npenapara, Yem B MOAAEPKMBAIOLLYHO
(hasy, TaKxXe OHU XapaKTepPU30BAIUCH TPAH3UTOPHOCTbIO 1 paspeLua-
JINCb C NMOMOLLbIO CUMNTOMATUYECKUX CPeACTB (Hanpumep, aHanbre-
TWUKOB, NPOTUBOAMAPEHBIX U NPOTUBOPBOTHLIX Npenaparos) [20].

Gaine S. 1 coaBT. B pe3ynbTaTe anocTepUOPHOro aHannaa faH-
HbiX PKIA GRIPHON nokasanu npeumyLIecTBa Nie4eHnsi cenekcuna-
rOM B OTHOLLIEHUM nporpeccupoBanus JTAT npn paHHeM Ha3Ha4YeHuN
npenapata. 1156 naumeHtoB JIAI 6bIM KnaccMuUUMPOBaHbI Ha
[BE Tpynnbl CO BPEMEHEM OT YCTAHOBJIEHWUS AMArHo3a [0 Hayana
NeYyeHns cenexkcunarom <6 mMecsLes n >6 MecsLeB Ha MOMEHT paH-
pomusaunu. Mpn oueHke OTHOLLEHUS PUCKOB C UCMOJIb30BAHWEM
MOZerel npornopuyuoHanbHbIX puckos Kokca cesekcunar no cpas-
HEHWI0 C Nnaue6o CHKan puck 3a60s1eBaemMoCcT/CMePTHOCTM Y Na-
LIMEHTOB CO BPEMEHeM OT MOMEHTa NOCTaHOBKM 1arHo3a <6 mec n
>6 Mec (oTHoweHme puckos 0,45 [95% [ 0,33-0,63] n 0,74 [95%
A 0,57-0,96], cOOTBETCTBEHHO, P — 3Ha4eHWe B3aMMOLENCTBUA
0,0219) [18].

B PO cenekcunar pekomeHayeTcs Ans neveHus nauueHtos JIAM
¢ OK II-lll (BO3) mnsa npepoTBpalieHns nporpeccupoBaHns JIAT
(cmepTb, NOTPE6GHOCTb B Ha3Ha4eHWW B/B UM N/K NPOCTAHOWLOB),
KnuHuyeckoe yxyawenue JIAT (ymeHblueHWe guctaHuun B T6MX,
YXYALUEHNe KNMHUYECKON CUMNTOMATHKI, NOTPEBHOCTb B LOMOSHN-
TenbHoM JIAT cneundnyeckon Tepanui B BULE MOHOTEPANun Uim B
KOMOMHALMN C YPOBHEM/KNAaccom foKasatenbHocTu IB [7, 12].

MpefCcTaBnAlT WHTEPEC pesynbTaTbl aHanu3a Mo U3y4eHuto
B3aWMOCBA3N MPOuNsA pucka C COBbITUAMK 3ab60/1eBaeMoCTi/
CMEPTHOCTM B MOMYNAUAU PAHLOMU3UPOBAHHOMO KJIMHWUYECKOro
nceneposanus (PKIW) GRIPHON npu nprMeHeHUM HeWHBa3WBHOIO
noaxofa hpaHLy3ckoro perucrpa u kanbkynatopa REVEAL 2.0 [1].
®paHLysckas rpynna usy4asna BeposTHOCTb YBESIMYEHUs yucsna Kpu-
TEPUEB HU3KOr0 pucka K 26-0i HefieNie Tepanin no CPaBHEHUIO C

ncxogHbiM ypoBHem B Koropte PKI GRIPHON. Y nauueHTos, npu-
HUMaBLUWX CesieKkcunar, OHa OKasajiacb [O0CTOBEPHO BbILE, Y4eM
y nauuenToB 13 rpynnbl nnaueéo (OWW 1,69, AN 95% 1,28-2,24,
p=0,0002). 311 pe3ynbTaTbl COrNacoBbIBaINCH NPU OLEHKE MO LIKa-
ne REVEAL 2.0%: BepOSTHOCTb YNyyLleHNs cTaTyca pucka K 26-oi
Heflene Tepanuu No CPaBHEHMID C UCXOLHbIM OblNa TakXXe Bbille Y
nauyeHToB, NMPUHUMABLLKX CesieKcunar, B CpaBHEHWU C rpynnoi
nnaue6o (OLL 1,84, O 95% 1,41-2,40, p <0,0001) [3].

B EBpasuiiCkux pekomMeHaaumsx no AMarHocTuke u nevenuto Jir
2019r. noayepkmBaeTcs, YTO NocneaoBarefibHas KOMOUHUPOBAHHASA
Tepanus BISETCH Haubosee LUMPOKO MCMONb3YeMON cTpaterueil B
KNMHUYECKOM NPaKTUKe: 0T MOHOTepanuu K 406aBneHuto BTOPOro, a
3areM TpeTbero npenapara. llocnegosartesibHas KOMOWHUPOBAHHAA
Tepanus y 60/bHbIX C paHee yCcTaHoBNeHHOI JTAT fokasana ynyiie-
HUE KJTMHWYECKNX WCXOAOB MPU KPATKOCPOYHOM (MeTaaHanuabl) 1
npu anutenbHom HasHadeHuu (PKI SERAPHIN/GRIPHON). Mpeumy-
LLieCTBA NOCNeA0BaTeNbHOM ABONHOM KOMOWHUPOBAHHONM Ccneundu-
4eCKOM Tepanuu Haf MOHOTepanuei JoKasaHbl B OTHOLLEHWN YyY-
LUEHUS nokasarenen reMoOAMHAMUKIA U NEePeHOCMMOCTY (OU3N4ECKOI
Harpy3kn. OfHaKo BNUSHME KOMOWHWPOBAHHOW Tepanun Ha CMepT-
HOCTb naumeHToB ¢ JIA[ He yaaetcs MOATBEPAUTb CTATUCTUHECKN,
Y4UTbIBas BO3MOXHbIA 3CDCIEKT NpeLecTBYIOLLEN Tepaniu, a Takxe
Ha3Ha4eHue, Kak NpaBusio, B KA4ECTBE «Tepanum CnaceHns» npu Knm-
HUYECKOM YXYALUEHUN (HU3Kas CMEPTHOCTb B rpynne koHTpons) [1].
B poccuiickoit npakTuke MMEOTCS ONpeaenieHHble CIOXHOCTY, Npej-
LecTBytOLMe nonyyeHuto JTAT-cneunuyeckoin Tepanium BO MHOMNX
PermoHax Haller CTpaHbl, a TaKXXe NepepbIBOB B JieYeHNI; (hapmMakoa-
KOHOMWYECKMI aCMeKT 1 OTCYTCTBIE NapeHTePaibHbIX NPOCTAaHOM0B
0rpaHnN4MBatoT BOSMOXHOCTU KOMOUHMPOBAHHOM Tepanun [21].

Peaynbtatbl PKIA AMBITION onpeaenunn npuopuTeT Ha4yanbHOM
KOMOMHWUPOBAHHOI Creumduyeckon Tepanum y 60MbHbIX HU3KOro/
MPOMEXYTOYHOr0 PUCKA, YTO HALLIO OTPaXKEHWe B COBPEMEHHbIX
pekomengaunax ESC/ERS 2015 r. [IBoiiHas Tepanus ambpu3eHTa-
HOM 1 Taganadunom y naumentos JIAI ¢ ®K II-lll (BO3) cnoco6-
CTBOBasa [JOCTOBEPHOMY CHVDKEHWIO PUCKA MPOrpeccupoBaHus
3a00neBaHNA 1 HE AOCTMKEHMS KNMHMYEeCcKOro otBeta Ha 50%, a
TaKXXe CyLLEeCTBEHHOMY NMPUPOCTY AMCTaHUuUM B TBMX 1 CHKEHMIO
ypoBHs NT-proBNP no cpaBHeHWt0 ¢ MOHOTepanueil KaxasiM 13
npenaparos [22].

B MHOrougHTpOBOM [BOMHOM CienoM nnatebo-KoHTponupye-
mom PKIA cpasbi 3b TRITON (NCT02558231) Brepsble cpaBHMBanach
3(DMEKTUBHOCTb HAYaNbHOW TPONHOW (MauUTeHTaH, Taganadun un
cenekcunar) U HavanbHOW ABOWHONM (MauuTeHTaH 1 Taganadui)
KOMOWHMPOBAHHON Tepanumn y paHee He Ne4eHHbIX 601bHbIX ¢ JTAT.
B nccnenosanue BKNKOYanuch nauueHTbl B Bo3pacte 18-75 net ¢
AnarHosom J1AT, ycTaHoBneHHbIM <6 Mec. Hasag (WJ1T/ Hacneay-
emas JIAT; NAT, nHayumMpoBaHHas NpueMoM JIEKApCTBEHHbIX Mpe-
naparos unu TokcuHoB; JIAT-G3CT, JTAT-BIY, JIAT-BMC (He mexee
OJHOr0 rofa nocsfie XMpypru4eckon Koppekuum)). cxonHas auc-
TaHums B T6BMX coctaBnana >50m, 79% 60nbHbix umenn ®K [lI-1V
(BO3), no gaHHbIM KMOC cp/1A>25 mm pT. cT., J3JTA<15 mm prT.
ct., JICC>6 E[ Byna. Bce naumentsl Bkntovanuce B PKU npu ot-
cyTcTBUM npeaecTsytoLeir JTAT-cneuudmyeckoii Tepanun. Mauu-
TEHTaH 1 Taganagun Ha3Ha4yanucb nocse paHgoMmM3aunm, cenexkcu-
nar (n=123)/ nnaue6o (n=124) Ha 15-i AeHb ¢ TUTpaumen no 12-i
Hepenu. AdeKTUBHOCTL U 6E30MaCHOCTb OLEHWUBANIUCL CRENbIM
MEeTO[IOM M0CIe 3aBepLIeHns BU3uTa Ha 26-it Heaene nocnegHUM
paHLOMWU3NPOBaHHLIM nauueHToM. MeauaHa HabngeHns cocra-
BUNa 77,6 n 75,8 HefleNb NpyU CTapTOBOW TPOWHOM WM [BOIAHOIA
Tepanum COOTBETCTBEHHO. Y BCeX 60/bHbIX 0TMEYanoch 3Ha4MMoe
ynydileHne K 26 Heaene OyHKLMOHANLHOMO W reMOAUHAMUYECKO-
ro craryca, ypoBHs NT-proBNP 6e3 f0CTOBepHbIX Pasnuynii mexay
rpynnamu, Takxe Habnganac TeHAEHUMS K YIYHLIEHUIO KNUHNYe-
CKMX CXO0J0B B rpynre TpoiiHomn Tepanuu [23].
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[Mpn n3y4eHnn NepBUYHOI KOHEYHO TOYKM CHIKeHue J1GC K 26
Hell. coCTaBuno 54% B rpynne TPOMHOW Tepanuu u 52% B rpynne
NBOIHON Tepanui 6e3 [A0CTOBEPHbIX PA3NNHNA MEXAY rpynnamu.
ConoctaBumoe [OCTOBEPHOE Yy4lleHne (OYHKLMOHANTbHOIO U re-
MOJIMHAMUYecKoro cratyca, ypoBHs NT-proBNP k 26 Hefene oTme-
yanocb B 06eunx rpynnax. ®K (BO3) He yxyawancs y 99,2% n 97,5%
NawuneHTOB COOTBETCTBEHHO.

YuukanoHoe PKW TRITON, npoBefieHHOE BnepBbie B MUPOBOWA
NPaKTUKe 411 CpaBHeHNUs 3PMEKTUBHOCTU HAYanbHOM TPOMHON (Ma-
UWTEHTaH, Taganadun v cenekcunar) 1 Ha4anbHOM LBONHON (Maum-
TEHTaH 1 Taganadgun) KOMOUHUPOBAHHON TePANK Y PaHee He Je4eH-
HbIX 6071bHbIX JIAT, HE JOCTUIIO NEPBUYHON KOHEYHOM TOYKN. OaHAKO
B2)XHbIM Pe3y/bTaTOM SBUIIOCH CHUXKEHUE PUCKA NMPOrpeccrupoBaHms
JIAT Ha 41% npw Ha3Ha4yeHUN HaqabHOI TporHoi Tepanum (OLL 0,59
[95% [ 0,32-1,09], p=0,087) no cpaBHEHWIO C Ha4aNIbHO ABOMHOM
Tepanueii. HAl cooTBeTcTBOBANM Npodunto 6e30MNacHOCTU UCCNeaye-
MbIX npenapaTtos. Haubonee yacTbiMu HS npu Ha3Ha4eHUM TPOHON
1 [BOVHOW Tepanun 6binn ronoBHas 60Mb, Auapes, TOLWHOTA, 60Jb
B KOHEYHOCTAX, 60Nb B Y4eNtocTW U pBoTa. [Jons naumeHToB ¢ HY,
NPUBEALINMN K OTMEHe cenekcunara / nnaue6o, 6bina 0fnMHakoBo
MeXay rpynnamu. [1ga nauueHta ymepnu B UCXOHOW TPOWHOA 1 9 B
MCXOLHOM [JBOWNHOI TepaneBTUYecKoii rpynne [23].

B centabpe 2021r. Ha koHrpecce ESC Coghlan J.G. n coaBT
NpefcTaBUN UHTEPECHbIe pe3ynbTathl post-hoc aHanus3a obbeam-
HeHHbIX AaHHbiX Asyx PKW GRIPHON (NCT01106014) (n=1156) n
TRITON (NCT02558231) (n=247), BKnto4aBLunx naumeHTos ¢ JIAl
(MNT, Hacnenyemas JIAT; JTAT Ha choHe BIAY nnu npuema nekapcts/
TokcuHoB; JIAM-C3CT, peauiyanbHoii hopmoii nocne KoppekLumu
BMNC) B Bo3pacte 18-75 net. Cenekcunar wav nnauebo (rpunna
KOHTPOJIS) Ha3Ha4anMcb B Ka4eCTBE KOMMOHEHTA TPOIHON Tepanuu
(B covetaHun ¢ AP n nd®[3-5) y 44% 60bHbIX, 32% NaLneHToB
nonyyanu cenekcunar B codetaHun ¢ AP3 nnu nd®[13-5, moHotepa-
nus cenekcunarom npoBoaunack y 24% 60MbHbIX.

B 06beanHeHHoI Koropte 60MbHbLIX C AUarH030M, YCTaHOBMEH-
HbIM <6 MEC. [10 BKITHOYEHUSA B UCCNEA0BaHNE, ObIIM CHOPMUPOBAHbI
rpynnbl cenekcunara (n=329) n nnaue6o (n=320). KoHeuHble TOYKN
nporpeccupoBaHuns 3aboseBaHuns onpeaensince Kak B uccnemosa-
Huax GRIPHON n TRITON cooTBeTCTBEHHO. [1ns OLEHKW BPEMEHN
no nporpeccuposanus JTAI noctpoeHbl KpuBble KannaHa-Maiiepa,
CMOMb30BaNach perpeccmoHHas mogenb Kokca. B o6Len koropTe
cerekcunara no CpPaBHEHUID C KOHTPOSIEM LOCTUrHYTO CHUXKEHWe
pucka nporpeccuposanusa JIAI Ha 52% (OP: 0,48; 95% [W 0,35;
0,66). B rpynne, nonyyasLieii npewecTByowwyto Tepanuio AP3 1
n®03-5 (n = 285; 145 B rpynne cenekcunara u 140 B rpynne nnaue-
60), cenekcunar no CPaBHEHMO C KOHTPOJIEM 06ecneynBa CHIKe-
Hue pucka Ha 48% (OP: 0,52; 95% [ 0,30; 0,92).

BaxHo paccmatpuBath TakTuky Tepanum J1A[ yepes npuamy
[aHHBIX, MOJSY4EeHHbIX B YCIIOBMSAX PeasibHOM KJIMHWUYECKOM Mnpak-
Tku. Mocne peructpauun cenekcunara ans nevenus JIAI 8 CLUA
VHULMMPOBAHO MOLLHOE NPOCMEKTUBHOE, HAb0AaTeNIbHOE MCChe-
posanne SPHERE (SelexiPag: tHe usErs dRug rEgistry) ons ougHkm
KIMHWYECKMX XapaKTepuCTUK nauueHToB 1 cxem JIAT-cneuundmnye-
CKOW Tepanuu S0 Hayana Jie4eHns cenekcunarom. 3aniaHupoBaHo
BKNt04MTbL 800 naumeHToB, COOP AaHHbIE OCYLLIECTBNAETCA BO Bpe-
M$ 06bI4HbIX MOCELLEHNA KNMHUKIA. B HacTosiLLee BPeMS NoJyHeHbl
JaHHble 500 60MbHbIX, BKNIOYEHHbIX B McCnegoBaHne. auneHTb
Habntoganuch oo 18 mecaues, mMeanaHa HabnwAeHUs cocTaBuna
17,8 mec. TuTpaumnto cenekcunara HaquHanm ¢ 200 MKr aBaxabl B
[eHb 1 YBENUYMUBANN 40 UHANBUAYANbHON NOAAEPXKMUBAIOLLEN [03bI
AN KOKAO0ro naumeHta. ®asa TMTPOBaHUS ONpegessnach Kak nepu-
0 MeX[y Hayariom Tepanuu U MakcumanbHoW 40300, JOCTUrHYTON
B Te4eHne 6 mecsLeB nocne uHuunauuu. MNogaepxusaroLas [o3a
cerekcunara onpefensnach kak nepeas 4o3sa B hase nocne TMTpo-
BaHWS, KOTOpPas NoAaepXuBanach B TeyeHne >14 nHei 6e3 npepbl-
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BaHUA W / UNN N3MEHeHUs [03bl [24].

bonblUMHCTBO naumeHToB B cpefgHem Bospacte 60 (49-69) net
umenun T u NAT-C3CT, nons xeHumH coctasuna 74,4%. Cymmap-
Has ANMTENbHOCTb Tepanun cenekcunarom coctasuna 20,6 mecsLes
B noarpynne JIAT-G3CT u 21,5 mecaues B nogrpynne W, Cpeanss
noffepxmeatoLias fosa npenapara coctasuna 1200 mkr 2 p/cyt B
06enx noarpynnax. Yactota OTMeHbl MCCReayemoro npenapara no
npu4KnHe HS, He cBA3aHHbIX ¢ nporpeccupoBannem J1AT, 6bina oauHa-
KoBoi1 y nauueHTo. ¢ JIA-C3CT (10,6%) n UIT (9,8%). Lons naumen-
TOB, NPEKPATUBLLKX TEPAN0 MCCeayeMbIM NpenapaTtom no NpuinHe
HS, cBsizaHHbIX ¢ nporpeccupoBaHnem JIAT, 6bina BbilLe B NOArpymnne
JNAT-C3CT, 4em B nogrpynne U (15,2% no cpasHenuto ¢ 11,0%).

Ha MOMEHT Hayana Tepanuu cenekcunarom oLeHKa pucka B co-
0TBETCTBMN C Kanbkynatopom REVEAL 2.0 nokazana, 4To naumeHTsl
¢ JIAT-C3CT umenu 60nee BbICOKMA PUCK CMEPTHOCTK, YeM nauu-
eHTbl ¢ WIIT. Y naumneHTos ¢ JIAT-C3CT no cpaBHEHMIO ¢ nauueHTa-
mu ¢ UJTT puck B cOOTBETCTBUM € KanbkynaTopom REVEAL 2.0 6bin
HU3KUM (y 23,5% 1 49,6%, COOTBETCTBEHHO), NPOMEXYTOYHBIM (Y
40,9% n 25,2% COOTBETCTBEHHO) W BbICOKUM (y 35,6% 1n 25,2%,
COOTBETCTBEHHO) [25].

[Tpn aHann3e BpeMeHW 0 NePBON rocnuTannaaumnn 6b110 NokKa-
3aHO, 4YTO C YBENNYEHMEM CTEMEHU p1CKa BO3pacTaeT BePOSTHOCTb
rocnuTanu3aLUmnmn; N0 CPaBHEHMIO C MaLMEHTaMU C HU3KUM PUCKOM
Ha 70% (0P [95% CI]: 1,70 [1,16, 2,50], p-3Ha4eHne 0,0070) y na-
LLMEHTOB MpoMexyTo4yHoro pucka n Ha 199% (HR [95% Cl]: 2,99
[2,10], 4,25], 3HayeHne p<0,0001) y mayumeHTOB BbICOKOr0 pucka
[26]. PacyeTHas BeposTHOCTb BbhKMBaHWUA B nogrpynne JIAM-G3CT
6bina Huxe, yem B nogrpynne VI 81,9% (95% AW 65,7-91,0) n
87,2% (95% [N 76,0-93,4), cootBeTcTBEHHO. OHAKO 3TO 6bINIO 06-
YCNOBIEHO 60J1€€ BbICOKMM WCXOLHbIM PUCKOM B MOATpYNne naum-
eHToB ¢ JIA[-C3CT. Mpu cpaBHEHWUM BbDKUBAEMOCTM B NOATpynnax
JIAT-C3CT n WIT ¢ nomoLibl0 MOLeNin PerpecCMOHHOr0 aHanusa
Kokca ¢ monpaBKoii Ha MCXOJHYIO KAaTeropul0 prucka rno Kanbkyns-
Topy REVEAL 2.0, [oCcTOBEpHbIX pa3nuynii BbisieieHo He 6biio (OP
0,685 [95% [1 0,388-1,207]; p = 0,1906). Y nauneHTOB C Brepsble
Ha3Ha4yeHHOM Tepanueii cenekcunarom OP coctasun 0,714 (95% AN
0,293-1,739; p = 0,4583) [25].

AHann3 faHHbIX, NOMYYEHHbIX B YCOBUAX PeanbHON KNNHNYe-
CKOIi NPaKTUKK, nokaszan, 4to naumentsl ¢ JIAI-C3CT, nonyyasiune
Tepanuto cefiekcunarom (Mo CPaBHEHMID C aHANOTMYHbIMK NaLNEH-
Tamn B PKIN GRIPHON), 6biiu cTapue (58 net no cpaBHeHuto ¢ 52
rogamu), Umenu xyaLiune pesynoratbl B TBMX (npoigeHHas gucTaH-
umMs cocTasnsna 286 M no cpaBHeHWto ¢ 354M) n 6onee TSHKENbli
@K (BO3) (OK Il (BO3) y 24% no cpaBHeHUO € 46%).

CpeaHee Bpems 0T Ha4ana npuema ceniekcunara jo A0CTUKEHMS
noAJepXXnBaroLLen 1o3bl cocTasnsano 8,1 Hemenu. B uccnenosavue
SPHERE 87,8% nauneHTam TpeboBanoch 605ee 7 aHel Ans noBbi-
LeHns Ao3bl npenaparta Ha 200 mMKr 2 p/cyT. ocne Havana npuema
cenekcunara cpedHss 4o3a yBenn4nBatbCsl U AOCTUrana ctabub-
HOW BENUYMHbI Yepe3 6 MecsaleB. Takum 06pa3om, NauueHTbl TU-
TPOBANNCb MeANEHHEE B PeanbHbIX KIMHUYECKUX YCO0BUSX, YeM B
nccneposanuy GRIPHON. MakcumanbHy peKOMeHA0BaHHYH 103y
cenekcunara 1600 mkr 2 p/cyT nonydanu 33% naumeHTos [25].

lMpeacTaBnsOT MHTEPEC pe3ynbTaTbl MEXAYHapOAHOr0 MHO-
rOLEHTPOBOr0 MPOCNEKTUBHOrO HabMt0AaTeNIbHOr0 MCCReA0BaHMS
EXPOSURE (EUPAS19085) ans oueHKM 3hdeKTUBHOCTA 1N 6€30-
nacHocTW cenekcunara. Lienbio ABASETCH ONMCAaHWE KITMHUYECKNX
XapaKTepUCTIK N NCXO[0B Y MALNEHTOB, KOTOPbIM BMEpPBbIe Ha3Ha-
yeHa JIAT-cneuudonyeckas Tepanus ¢ akLLeHTOM Ha NPUMeHeHNe ce-
nekcunara ans xapakTepucTuki npocuns 6e30MacHOCTH B YCNOBM-
IX peanbHOI KIIMHNYeCKON NPaKTUKW. B nccnenoBaHme BKIKOYAKOTCA
B3pOCHble nauueHTbl ¢ JIAI ¢ BNepBble Ha3HA4YEHHOW Tepanuen ce-
neKcunaroM BHe 3aBUCMMOCTM OT NPUMEHEHUs 6a3MCHOI Tepanui
JIAT (koropTa cenekcunara, 3anjaHuMpoBaHHOE 4WUCNO NauWUeHTOB
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n=1450) nnn HasHa4eHnem ppyroin JIAT-cneunuyeckoin Tepanum
(koropTa fie4eHns Lpyrum npenapartom, 3ansiaHupoBaHHOE YUCII0
naunentos n=1850). HabntofeHne 3a nauneHTaMmu oCyLLeCTBIAETCS
COrMIaCHO PYTUHHOM KITMHWUYECKOW NPaKTUKe B TeyeHue >18 mecs-
LieB UJIM O MOMEHTA CMePTH, 0TKa3a 0T y4acTus, NoTepu Ans Lanb-
HeNLero HabsiloAeHns WM OKOHYaHWA uccnefoBanus. Kareropus
pUCKA FrOANYHOIM CMEPTHOCTW (HWU3KWUIA, NPOMEXYTOUHbIN, BbICOKNIA
puck) oueHuBaetcs no wkane COMPERA Ha 0CHOBaHWW Hanuyus
>2 ncxoaHbIx nokasareneit (PK (BO3), oucraHums B TBMX, ypoBHM
BNP/NT-proBNP, gaHHble KOG — cpegHee OMM, CU u/unu Sv02).
[anubie KMNOC paccmatpuBanu TOMbKO B TOM Cllyd4ae, e€Cnim OHa
Oblnia NpoBe/ieHa B Te4eHne 3 MecsLeB 10 Ha4ana nepuoja Habnto-
neHus. icxogHo 60SbLIMHCTBO nauneHToB (60,4%) OTHOCUIMCL K
rpynmne NPOMeXyTOYHOr0 puUcka.

lMpu aHann3e KOropTbl CesieKcunara aroHUCT peLenTopoB npo-
CTALMKNMHA NPUMEHSAETCS, TMaBHbIM 06pa3oM, B COCTaBe TPOWHON
KOMOUHMPOBaHHO Tepanun (71,9%), a B pexxmMe ABONHON KOMOU-
HUPOBAHHON Tepanuu unu moHotepanun y 14,4% v 4,1% naumeHToB
COOTBETCTBEHHO. MefaHa nHTepBana TUTPALMK [03bl cenekcunara
coctaBuna 7,5 (4,0-12,6) Hegenb. 3aBepwmnnin nepuog TUTPOBAHMS
n=316 (82,7%), n3-3a Henpeofonmmbix HA npekpaTuim TUTpoBaHme
6,5% 60MbHbIX. B HacTOsLLIEe BpeMSi NPOAOIHKAKT Nepuoj TuTpa-
umn 10,7% nauneHTos.

MpumeyaTenbHO, YTO B (Da3e NOAAePXKMUBatOLLEi Tepanin 60Mnb-
LUMHCTBY nauueHToB (73,4%) He TpeboBanachb KOPPeKLmMs L03bl, 04-
HOKpaTHas koppekuums Tpebosanack 19,3% nauueHTam, a iByXKpar-
Has — 7,3%. Takum 06pa3om, KoppekLus 103bl Oblfa BbINOHEHA Y
~ 25% nauueHToB. B Lenom, npodunb 6€30MacHOCTM Cenekcunara
COOTBETCTBOBAN [aHHbIM KIWHUYECKMX WCCnefoBaHuin. CpeaHss
ONNTENbHOCTL Tepanum cenekcunarom coctasuna 7,7 (3,0-14,9)
mecsueB, 34% nauneHToB AOCTUMNN BbICOKOW A03bl >1200 mkr 2
pasa B cyTkn [27]. B 2022 r. B Mex[yHapoJHOe MHOIOLEHTPOBOE
HabnoaatenbHoe uccnenosanne EXPOSURE 6yayT BKNOYaTbCS Na-
uneHTbl JIAT B 20 pOCCUIACKINX NCCNEA0BATENbCKMX LIEHTPaX.

Mo pesynbrataM PETPOCMNEKTUBHOMO aHanm3a [aHHbIX NauueH-
T0B ¢ JIAT B [epMaHumn B yCNOBUSX PearnbHOM KIIMHUYECKON Npak-
MKW Yy 26% (7/26) naumeHToB HS 3apernctpupoBaHo He 6bi0, a
y 8% (2/26) naumeHToB passunuch HA, KoTopble NpuBesn K npe-
KpaLLEeHWo Tepanum nuccnegyembiM npenapatom. HoBbIX, paHee He

onncaHHbIX HA B X0[e 1ccnefoBaHns 3aperucTpupoBaHo He 6bIno.
MakcumanbHoi pekomeHgoBaHHON [03bl 1600 MKr 2 pasa/cyT. [o-
cturnn 45% nauueHToB. [puMeHeHne TPORHOK KOMOUHUPOBAHHON
Tepanuu, BKOYAOLLEA cenekcunar, npuBoguno K ynyyiexmto OK
y 35% naumeHToB, y 55%- coxpaHsncs ctabunsHoin OK (BO3) un
ToNbKO Yy 10% 60nbHbIX HA6M0LAN0Ck ero yxyhleHue [28].

MMocne 3asepiueHuns PK GRIPHON n GRIPHON OL 953 nauueH-
TOB nony4anu cenekcunar B Teqeque 31,7 (0, 106) mec. [29]. B nony-
NAUMA NALMEHTOB, PaHAOMU3MPOBAHHbIX B Fpynny cenekcunara (n =
574), BbxnaemocTb 4epe3 1, 3, 5 1 7 et coctasmna 92,0%, 79,3%,
71,2% 1 63,0%, Co0TBETCTBEHHO (KpMBble KannaHa-Meiepa) [29].

HagexHoe [AOCTUMKEHME Leneid NeYeHus M NPOAOIIKeHNe
JIAT-cneuncdnyeckon Tepanum UMeeT BaXXHENMLLIEe 3HA4eHWUEe B YC-
NOBMAX MaHAEMWN HOBOW KOPOHABMPYCHOW WHMDEKLWUM, KOTopas
CYLLIECTBEHHbIM 00pa30M M3MeHWUa PYTUHHYK NPaKTUKY BeAeHNs
nauneHtoB ¢ JIAT. VI3BeCTHO, 4TO 3Ta KaTeropusi NauueHTOB He
noJgep>xeHa 60nbLueMy pucky 3aéonesaemoctit COVID-19, Ho 6e3-
YCNOBHO NMeeTCs 6051ee BbICOKMIA PUCK Pa3BUTUSL OCTIOXHEHWIA.

3apybexHbIn OMbIT NMOKa3blBaeT [0BONbHO HU3KYH 3aboneBae-
mocTb GOVID-19 cpeay 60nbHbIX ¢ JTAT 1 OTHOCUTENBHO BRaronpuaT-
HOE TeyeHune MHAEKLUMOHHOMO npoLecca. Mo AaHHbIM 77 3KCMepPTHbIX
uentpos no J1 8 CLLIA, 3a6onesaemoctb COVID-19 cpeu nauueHTos ¢
JIAT coctauna 2,1 cnyyas Ha 1000 naumeHToB, YTO COOTBETCTBYET Ya-
cToTe nHpuumposanus COVID-19 cpeau HaceneHns B Lenom. G Lenbro
CHVDKEHMS PUCKA MHAOMLMPOBAHMS B HACTOSILLIEE BPEMS MPUMEHSIOTCA
BCE BO3MOXHbIE BMbl KOMMYHUKaUWK (KoMnbtoTep, TenedoH, iPad),
TeneOoHHbIe 3BOHKU U BWUAEO-BU3UTbI; HEWHBA3WBHBIA MOHUTOPUHT
(aKkTurpadomns); UHBASMBHbLIA MOHUTOPUHI FeMOAMHAMUYECKMX Mapa-
METPOB C MOMOLLbIO UMNMAHTUPYEMbIX YCTPOICTB [30-32].

B HMULL kapanonornu Wupoko NPUMEHSIOTCS Pecypehbl Tene-
MeAMLMHCKNX TexHosoruin (telemed@cardio.ru). lMoTpe6HOCTb B
KOHCYNbTaunsax 3Ha4uTensHo Bo3pocna B 2020-2021 rr. (puc. 3).

ANNUAeMUONOrnYecKas cuTyauns 0CNOXHUNA ANarHOCTUYHECKMIA
npouecc. Tak, y 60nbHbIx JIAT B 2018-19r. Bpems oT aebtota cum-
NTOMOB [0 YCTaHOBJIeHUs fuarHosa coctasuno 14,2 [4,3; 35,4] me-
caua, B 2020-2021 rr. oHo Bo3pocno go 16,8 [10,0; 29,1] mecsues,
Mpu 3TOM Ha MOMEHT Bepudnkauui anarHo3a 4ons Hambonee Ta-
xenbix naunentos ¢ OK I11-1V (BO3) Bo3pocna o 87,5% no cpasHe-
HUMKO € 67% B 2018-2019 rT.

Tabnuua 2. AHanu3 cnyvaes 3abonesanns COVID-19 y poccuitckux nauuentos UIT

Table 2. Analysis of COVID-19 cases in Russian patients with IPAH

bonbHble W noaTeepxxaeHHon COVID-19 (n 16 (12 >KEHLMH/ 4 MYy>YMHbI

Bospact, rogsl
InutensHocTb WJIT, roabl
®K (BO3) 1INV

Pexxumbl JTAT-cneumndpuyeckon Tepanum (n,%) (MOHO/LBOHASA/TPONHASA

[ocnuTanusauus
locnuTanu3aums B OTAENEHME peaHuMaLn 1 UHTEHCUBHOI Tepanum
JleTanbHbIin ncxon

Hncno 60JbHbIX C NPOBELEHNEM KOMMbIOTEPHON TomMorpadum (KT)
Nerkux

YxypweHue JTAT ¢ noTpe6HOCTbIO B rOCNMUTann3auny B Te4eHne 3 Mec

nocne COVID-19/ ackanauusa Tepanuu (n)
[pumeHeHne Tepanum (n,%)

»  [lpotnoBupycHble npenapatsl 16 (100%)

»  Koptukoctepougbl 6 (37,5%)

e AHTM6aKTepuanbHele npenaparbl 10 (62,5%)
e Buramuu C 12 (75%)

« 0,6(37,5%)

445433

5,5¢2.8

6%/19%/75%/0%

3 (18,75%)/5 (31,25%)/6 (37,5)

5 (31,25%)

2 (12,5%)

0 (0%)

10 (62,5%) (KT1 —4 6onbHbIx, KT2 — 4, KT3 — 1)

9 (56,25%)/ 5 (31,25%)

e AHTMKOarynaHtol 15 (94%)

e Auetuncanuuunoas kucnora 1 (6,25%)
e AHTnkoBugHas ceisopoTka 0 (0%)

e Toumunmsymab un ap. 0 (0%)

» iNO /unonpoct 1 (6,25%) / 3 (18,75%)
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Figure 3. Number of telemedicine consultations for patients with PAH/
CTEPH at the National Medical Research Center for Cardiology

B xone TenedoHHoro onpoca B 2020-2021 rr. cpeaun 92 naum-
eHToB WI, Habnogaembix B POCCUIACKOM perucTpe, BbisBieHo 16
cny4aes 3abonesanns COVID-19 (1a6n. 2).

MaupenTsl JTIAT gOMmXHbI CnegoBaTb pekoMeHaauuam ans nuu
BbICOKOrO PUCKA W NPOAOMKATb TEPanuto B NOMHOM 06beme. [Mpu
COVID-19 npoBOANTCS Ne4eHne BUPYCHOI MHAeKLK, NOAAEPXKMBA-
toLLIME MEpbI, PECMpaToOpHas NoaaepXKa, reMOANHAMUYECKIUIA KOH-
TPOSIb ANs ONTUMU3ALNI NPeSHArPY3KM MPABOro Xesygo4ka n CHU-
)KEHUS ero NoCTHarpy3Kkn ¢ NOMOLLbIO JIErO4HbIX Ba304MnaTaTopos,
npu He06X0AMMOCTM Ha3HAYAKOTCA MHOTPOMHBIE U Ba30NPECCOPHbIE
npenapartbl. [lokasaHo 6Ge3onacHoe codetaHue JIAT-cneumdmnye-
CKMX NpenaparoBs CO CPeACTBAMI STUOTPOMHOI U NATOreHETUYECKOA
Tepanun COVID-19. Mpu TsHKeNbIX PecnupaTopHbiX UHQEKLMsX,
TPeOYIOLLMX rOCUTanM3aun B OTAENEHUS UHTEHCUBHO Tepannu,
ONTMMasbHO BEeHME NALNEHTOB B CMeLMann3npoBaHHbIX LEHTPaX,
CMOCOOGHbLIX 06ecneynTb BeCb 06beM MEAULUHCKOA NOMOLWMN (UH-
TEHCWUBHAS Tepanus, 3KCTpakopnopanbHas MembpaHHas OKcure-
Hauus, TpaHcnnaHTauma nerkux) [33-35].

3AKIHOYEHUE

JIAT ocTaeTca nporpeccupyrowmm 3aboneBaHneM, npu Ko-
TOPOM NMpeaoTBPALLEHNE KITMHWYECKOr0 YXYALIEHN U HaJeXHoe
noadepXXaHue cratyca HU3KOr0 pucka SBASETCS YPe3Bbl4aNHO
BaXKHOW 3ajayen, a TLlaTeNbHasA OLEHKA puUcka NeTarbHOCTM Mo-
3BOJNISIET CBOEBPEMEHHO OCYLLECTBUTL dcKanaumo Tepanuu. bonee
paHHee Ha3Ha4YeHue ABOHONI U TPONHOW KOMOUHMPOBAHHOI Tepa-
nun SBNSETCS 3aN0roM YNnyyLleHns NPorHo3a y nauueHTos ¢ J1AT,
470 noayepkusaeTcs B pekomeHaaumsax ERS/ESC 2015, Espasuit-
ckux pekomenpauuax 2019 r., Poccuickux pekomergaumsx 2020
r. [Toka3aHo, 4T0 NPUCOEAMHEHNE arOHKUCTA PeLenTopoB NpocTa-
UMKANHA Cenekcunara K NpeawwecTBYOLWEN MOHO- UAKU [ABOIHOIA
JTAT-cneundnyeckon Tepanun ABNAETCA MPeanoHTUTENbHbIM
npu JNAT ¢ anutenbHocTblo <6 mec. GBoiiCTBa cenekcunara, o6e-
CMeyunBaLLNe YNyyLleHHY SM(EKTUBHOCTb, 6630MaCHOCTb U
NepeHoCUMOCTb NPU CEeNeKTUBHOM CBA3bIBAHWM C peLenTopamu
NPOCTaUMKNKNHA, COCOOCTBYIOT HAAMEXallen NPUBEPXKEHHOCTN K
NeYeHno, He06X0ANMOIA AN YNy4LIEHNs NPOrHo3a U BbKNBAEMO-
CTM 60JbHbIX ¢ JIAT.

BeneHve nauueHToB ¢ JIAI B TekyLlei anuaemMmonornyeckoi
CUTYaLMW HanmpaBNeHO Ha CHWKEHWe pucka WHMULMPOBAHMS
SARS-CoV-2, ctabunbHoe noaaepXXaHue cratyca HW3KOro pucka
B pesynbrare nposoaumMoii Tepanuu. Y nauynentos ¢ JIAT COVID-19
aCcCOLMNPYETCSA C NOBbLILLEHHBIM PUCKOM KITMHUHECKOr0 YXYALLIEHNS,
4TO TPEOYET TLIATENbHOIO KOHTPONSA 3a COCTOSAHNEM BONbHbIX, 0CY-
LLieCTBIIEHNEM CBOEBPEMEHHO acKanauum, npooaumoii JTAr-crneu-
ncpunyeckoii Tepanum Ans AOCTUXKEHUS KaTErOPUK HU3KOT0 PUCKA I
yNyyLIeHns NporHo3a naunexTos ¢ J1AT.
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