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PE3IOME

3a nocneaHne HeCKOMbKO AECATUNETUIA NPON3OLLIM 3HAYNMbIE M3MEHe-
HWA B NOLAXO0AAX K BEAEHWIO NALMEHTOB C NEro4YHOI apTepuanbHoi runep-
TeH3uen (JIAT). C Toro momeHTa, Korga Brnepsble Gbina 06HapOAOBaHA
Knaccudmkaums aToro 3a60seBaHus NOABUINCH HOBbIE ANATHOCTUYECKNE
BO3MOXHOCTY M HOBblE Npenaparbl, KOTOPbIE NO3BONUAN YAYHLINTb Kaye-
CTBO XXW3HU 1 BbKMBAEMOCTb NauueHToB. CTaTbsl NOCBSALLEHA BONPOCam
GbicTpoit anarHoctuky JIAT B cryyae ee BbICOKOI BeposTHOCTK. Ocoboe
BHMUMaHWe yAeneHo 6bICTPOMY HaNPaBEHNIO TaKNX NALNEHTOB B 9KCMepT-
HbIA LIEHTP, e eCTb BO3MOXHOCTb NMPOBEAEHNA KaTeTepu3auum npasbIx
OTHENoB cepaua. Takxe OTMEYaeTCH BAXHOCTb CTpaTU(MKALMM puUcKa
MaLMEeHTOB, Y4TO MO3BOMSIET Y)KE HA PaHHEM 3Tane Ha3Ha4yaTb KOMOUHMPO-
BaHHYI0 CMeLndmnYecKyto Tepanuio, CNOCOBHYI0 3HAYUTENBHO YNy4LaTh
Ka4eCTBO XM3HWU 1 CHUXATb PUCK Pa3BUTWS HEBNAronpPUATHLIX MCXOAOB.
OueHKa pucka nokasaHa BCem NauyueHTaM Kak Ha PernoHanbHOM, Tak U Ha
9KCMEPTHOM YPOBHE C MOMOLLbIO OMnpefeneHus pucka 1-netHeid cmepT-
HocTn npw JTAT. B cTatbe Takxe 06CYXAAt0TCA BONPOCHI AMCMAHCEPHOr0
HabnIAeHNS TakuX NaLUWEHTOB 1 TUTPALMKU A03bl MPW Ha3HAYEHUM cnell-
NPUYECKON Tepanunm 3KCMepTHbIM LEHTPOM. [aHbl pekOMeHAauun no
Hecneunuyeckon Tepanuu J1AT, MCNONb30BAHWUNIO KUCIIOPOAHON NOJ-
JePXKU, aHTUKOAryNAHTOB M Apyrix npenapatoB. 0co60 0TMeYaeTes, 4To

MHrMonTopbl AN®, 610KaTOPLI PELENTOPOB aHTMOTEH3MHA, OETa-0110KaTO-
pbl 1 MBabpaLyH, Kak Npasuio, Ana neveHuns JIAT He UCNoNb3yTCS, U UX
NPUMEHEHUE MOXET OrPaHNYMTb BOSMOXHOCTY CMeLMcMYeCcKoii Tepanin.
WHorga naumentam ¢ J1T Ha pernoHansHOM YpoBHE HE06X0AMMA TUTPaLMA
n03bl JIAT-cneumndnyeckoil Tepanuu, a TaKkxKe perynspHoe HabnioaeHue,
4YTO TpebyeT crneumanbHbIX 3HAHWA. 3TO AMKTYET HEOBXOAMMOCTb CO3/a-
HUA B KOKOOM PErmoHe KabUHETOB NErO4HOI rnepTeH3nn unu BeAeHNs
9TOW rPYNMbl NALMEHTOB B KABUHETAX BLICOKOrO PUCKA, FAe MeLUUUHCKIE
paboTHWUKM BYOYT UMETb HEOBXO0AUMbIE 3HAHWA 1 BYAYT PErynsapHO NPOX0-
AUTb 0BY4eHNe B IKCNEPTHbIX LEHTPaX. ONnUCaHHbIA KNNHUYECKIiA Cyyan
NEMOHCTPUPYET 3PEKTUBHOCTL KOMOUHUPOBAHHOW Tepaniu Nero4Hoi
apTepuanbHOi TUNEPTEH3UN C NPUMEHEHUEM WHHOBALMOHHOMO CeNek-
TMBHOTO arOHMCTa NPOCTAUMKIMHOBbLIX PELENnTOpPoB L1 NepopanbHOro
npuema — cenekcunara. [aHbl NpakTU4eckue peKoMeHAauun no TUTpawmum
[103bl M €ro UCNONb30BaHMIO Y NaumeHToB ¢ J1AT.

KnioyeBble CnoBa: fieroyHas runepTeHsusi, cenekcunar, puck CMepTu,
[MNarHoCTIKA NEroYHoil runepTeH3nm, TUTpaLmns 4o3bl
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ABSTRACT

Over the past few decades, there have been significant changes in approaches
to the management of patients with pulmonary arterial hypertension (PAH).
From the moment when the classification of this disease was first published,
new diagnostic capabilities and new drugs have appeared that have improved
the quality of life and survival of patients. The article is devoted to the issues of
rapid diagnosis of PAH in the case of its high probability. Particular attention
is paid to the rapid referral of such patients to an expert center, where it is
possible to perform catheterization of the right heart. The importance of risk
stratification of patients is also noted, which allows prescribing combination
specific therapy at an early stage, which can significantly improve the quality
of life and reduce the risk of adverse outcomes. Risk assessment is indicated
for all patients at both regional and expert level by determining the risk of
1-year mortality in PAH. The article also discusses the issues of dispensary
observation of such patients and dose titration when prescribing specific
therapy by an expert center. Recommendations are given for non-specific
therapy for PAH, the use of oxygen support, anticoagulants, and other drugs.
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It is emphasized that ACE inhibitors, angiotensin receptor blockers, beta-
blockers, and ivabradine are generally not used to treat PAH, and their use
may limit the possibilities of specific therapy. Occasionally, patients with PH
at the regional level require dose titration of PAH-specific therapy, as well
as regular follow-up, which requires specialized knowledge. This dictates the
need to create pulmonary hypertension rooms in each region or manage this
group of patients in high-risk rooms, where medical workers will have the
necessary knowledge and will regularly undergo training in expert centers.
The described clinical case demonstrates the effectiveness of combination
therapy of pulmonary arterial hypertension using an innovative selective
agonist of prostacyclin receptors for oral administration — Selexipag. Practical
recommendations are given for dose titration and its use in patients with PAH.

Keywords: pulmonary hypertension, selexipag, risk of death, diagnosis of
pulmonary hypertension, dose titration
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KITVHNYECKVIV CJTYYHAN
JIA: BOBMOXXHOCTWV PEMVIOHATIbHOIO SOPABOOXPAHEHVIA

BBEJJEHNE

3a nocnefHue fBa AecATUNETUS NPOU3OLLAN 3HAYUMbIE U3MEHe-
HWS B NOLXOAAX K BEJIEHUIO NALMEHTOB C IEro4YHOI apTepuanbHOn ru-
nepteHaueii (JIAT). G 1973 roga, koraa npotuen MepBblil BceMupHbIii
Cumnosnym no neroyHoit runeptexauu (J), NoABUNMChL HOBbIE Ana-
FHOCTU4ECKME BOSMOXHOCTW M HOBble NMpenapatbl, KOTOpble N03B0-
TN YYYLWIUTD KA4EeCTBO XXM3HW U BbDKMBAEMOCTb NauueHTos [1].

FemoauHamuyeckoe onpepenenue JIAT

B 2018 roay, B pamkax LLectoro BcemupHoro Cumnoaunyma no J1T
ObI710 JaHO HOBOE reMOAMHAMWYECKOe onpefeneHne 3aToro 3abone-
BaHWS. ITO ObINO CBA3AHO C LENbIM PSAAOM MPUYUH, OCHOBHOI M3 KO-
TOPbIX ABASETCH OTCYTCTBUE (DU3MONOrMYECKOr0 060CHOBAHMS Mpe-
Oblayuero onpegenenns J1I (cpeaHee AaBneHue B NIErO4HON apTepum

Tabnuua 1. FemoguHamuyeckas knaccucpukaumsa JIr [4]
Table 1. Hemodynamic classification of PH [4]

(cON1A) 6onee 25 mm pr. c1.) [1]. Cneayet oTmMeTnTb, 410 B 2009 rogy
6bI10 NOKa3aHo, 410 Yy 300poBbIX Nuu cJTA coctasnset 14,0+3,3 Mm
pt. cT. [2]. MocneaytoLme UceneaoBaHns NpoAEMOHCTPUPOBANN, YTO
B rpynne nauueHTos ¢ ¢[/1A 21-24 mm pT. cT. puck passutus J1I no-
BbILLEH 11 aCCOLMMPOBaAH C 6051ee BbICOKOI CMepTHOCTbIO [3]. OaHako
TpebyoTCA NONOMHUTENbHbIE MCCEA0BaHMSA NS ONPEeeneHNs pucka
1 He06X0AUMOCTHI Tepanui B 3TOI rpynne nauueHToB.

CeroaHs B CBA3M C TeM, YTO 60/bLUMHCTBO A0Ka3aTeNbCTB adheK-
TUBHOCTY cneundnyeckoii Tepaniuu JII 6b1nn NONyYeHbl y NaLMeHTOB
¢ c[1/1A 6onee 25 MM pT. CT.., 9Ta FpaHNLIA U JOMMKHA 0CTaBATLCA TEM
YPOBHEM [1aBNIEHUS, NOC/E KOTOPOro He06X0AUMO AMArHOCTUPOBATb
JIT. 31a no3uums oTpaxeHa B KNMHUYECKMX pekomeHpaumusax PKO
(taén. 1) [4].

Onpepenenune
JleroyHasi runepTeHaus

XapakTepucTuku
CpeaHee /1A >25 mm pT. CT.

CpeaHee /1A >25 mm pT. cT.,
[3J1A <15 mm pT. CT.,
JICC >3 en. Byn

MpekanunnspHas
NeroyYHas runepTeHsmns

M3onunpoBaHHas CpegHee [J1A >25 mm pT. CT.,
nocTKanuispHas O3J1A >15 mm pT. CT.,
NneroYHas runepTeH3ns JICC <3 en. Byna
KombuHMpoBaHHas CpeaHee /1A >25 mm pT. CT.,

[3J1A >15 mm pT. cT.,
JICC < 3 en. Byna

npe- n NoCTKanunaapHas
JIeroYHad runepTeH3na

Knuunyeckue rpynnbi

Bce BapuaHTbl 1IEr04HO rMNEPTEH3UM

1. Jleroynas aptepuanbHas runepTeH3ns.

3. JleroyHas runepTeH3ns BCAeACTBME NATONOTMAM JIETKMX.

4. XpoHnyeckas TpOM603IMOONNYECKAS NEroYHas r’MNepTeH3uns.
5. Jlero4Has runepTeH3ns ¢ HesCHbIMU 1/

WM MHOXXECTBEHHBLIMU MeXaH3mMamm

1. Jleroynas runepTeH3uns BCReACTBUE NATOMOrNN NEBbIX KaMep cepaLa.
2. Jlero4Has runepTeH3ns ¢ HessCHbIMM 1/
WM MHOXXECTBEHHbIMU MeXaHu3mMamm

LJ1A — pasneune B neroqHoin aptepun; [J3J1A — fasneHne 3aKknnHnBaHus B ieroyHou aprepuu; JICC — neroyHoe cocyamcroe

COMpOTUBIIEHNE
PPA — pressure in the pulmonary artery; PAWP — pressure of

wedging in the pulmonary artery; PVR — pulmonary vascular resistance

Tabnuua 2. OnpegeneHne BEPOATHOCTM NErOYHON FMNEPTEH3UN Ha OCHOBAHUM faHHbIX aX0Kapavorpatuu [4]
Table 2. Determination of the probability of pulmonary hypertension based on echocardiographic data [4]

CkopocTb TPUKYCNMAANBHOI peryprutauuu, M/c

<2,8 Unun He u3mepseTcs HeT

<2,8 nnn He n3mepseTcs Ja

2,9-3,4 HeT

2,9-3,4 na

>3,4 He TpebyeTcs

Tabnuua 3. [lononuuTtenbHbIe 3X0KapAMOrpathiuieckne Npu3HaKku
M3MEpPEHHUI0 CKOPOCTM TPUKYCNUAANbHOA peryprutauum [4]

Hanuyue pononnutenbHbix IxoKr-npusHakos

BepostHocTb JII no AanHbIM 3xoKI
HW3Kas

CpeaHss

cpegHasa

BbICOKas

BbICOKas

, NOBbILLIAHOLHUE YPOBEHL BEPOATHOCTH JIErO4HOI TMNEPTEH3NMU B AONONHEHHE K

Table 3. Additional echocardiographic features that increase the likelihood of pulmonary hypertension in addition to measuring the rate of tricuspid

regurgitation [4]

Xenypouku Jleroynas aptepus

CoOTHOLLIEHNE AMAMETPOB NPaBoro/
NEBOr0 »enya04KoB Ha YPOBHE
6a3asnbHbIX cermeHToB >1,0

YnnoweHne MexKenya04KkoBon
neperopomkn (MHAEKC SKCLIEHTPUYHOCTY
neBoro xenynoyka >1,1 8

cucTony u/unu guacrony)

NyNbMOHaNbHON pe

JluameTp neroyHoi

Bpems yCKkopeHus KpOBOTOKA B BbIHOCALLEM
TpakTe npasoro xenynoyka <105 m/c n/
WK CPESHECUCTONNYECKOE NMPUKPLITUE

CKOpOCTb paHHel UacToIMyeckoi

HuxHss nonas Bexa v npaBoe npeacepane

[Ouametp HIB >21 MM B coYeTaHUm

C YMEHbLUEHNEM CNAfEHMs HA BAOXE
(<50% C pesKum BLOXOM HOCOM WUITN
<20% Ha (YOHE CrOKOWHOr0 AblIXaHus)

lMnowanb npasoro npeacepans >18

ryprurauum >2,2 m/c CM? (M3MepEHNe B KOHLLE CUCTOSbI)

apTepuu >25 Mm

DK — npasbii xenygoyek;, JIA — neroyvas aprepus; HIB — vmwxuas nonas BeHa; [l — npasoe npegcepame. N3 — uHzexc

akcuyentpuyHoctn, AT BTIIXK -

CUCTO/IN4YecKoe BpPeMsA YCKOPEHUA [10TOKA B BBIXOAHOM TPAKTe [1paBOro XKeJyfo4Ka

RV - right ventricle; LA — pulmonary artery; IVC — inferior vena cava, PP — right atrium. IE — eccentricity index; AT VTPZ - systolic time of

flow acceleration in the outflow tract of the right ventricle
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CLINICAL CASE
PAH: REGIONAL HEALTH CARE OPPORTUNITIES

JlvarHocTMKa NeroyHoin apTepuanbHoi runepteHsum (J1Ar)

[ns ckpuHUHra naumeHTos ¢ JIT B NepBMYHOM 3BEHE PEKOMEH[O-
BaHO MCMONb30BaHWE CKOPOCTU TPUKYCMUAANBHON PEryprutaumm u
psfa OOMONMHUTENbHBIX NPU3HAKOB, OMUCAHHbLIX B Tabnuuax 2 1 3.
[anee, B 3aBUCMMOCTW OT BEPOATHOCTW Hanu4ma JIAT no LaHHbIM
Ix0KI', pekomMeH0BaHO NMO60 PacCMOTPEHME anbTePHATUBHOIO Ana-
rHO3a C NEepMoaNYecKUM KOHTPONEM YPOBHA [aBfieHNs B NEro4Hoi
aptepuun, 6o [006CNeA0BaHNe nauneHTa cornacHo anroputmy JII
(Ta6n. 4).

B cnyyae BbicoKkoit BeposTHOCTH J1AT y nauueHTa, Heo6xo4umo ero
ObICTPOE HANPABNEHME B SKCMEPTHbIA LEHTP, re eCTb BO3MOXHOCTb
nposegeHus KIMOC. B cnyyae npoMeXXyTO4HOI BEPOSTHOCTU — A006-
CnefoBaHWe Ha PeroHanbHOM YPOBHE, UCKITHOYEHME, N0 BOSMOXHO-
ctu, JII, accoummpoBaHHoi ¢ 3a601eBaHUAMI JIEBbIX 0TAENO0B Cepaua
(rpynna 2) u natonoruein nerkux (rpynna 3). Takxe napaninesibHo
cneayet uckntoyatb XTI,

lNepBryHOE 1 AONOMHUTENBHOE 06CNe0BaHIe naLmeHTa ¢ Npeano-
naraemon JII' Ha pernoHanbHOM ypoBHe, NOMUMO COOpa aHaMHe3a
(bu3nKanbHOro uceneaoBaHus, NPeACcTaBneHo B Tabnuue 5.

KINOG npoBoamMTCS TONbKO B 3KCMEPTHBIX LIEHTPAX, MMEIOLLMX OMbIT
ero NpoBeaeHNs.

[lanee [OKYMEHTbI NauMeHTa HanpaBnsaTC B 9KCMNEPTHbIA LEHTP
ANs KOHCYNbTUPOBaHUA cneumranuctom no J1 v oLeHKM Heo6X0ANMO-
CTW rOCNMTANU3aLmMmn naumnenTa. B akcnepTHOM LIEHTPe 3aBepLuaeTcs
anarHoctuka Tuna JII n HaYmHaeTcs noabop cneuuduyeckon Tepa-
nun 3a60neBaHus.

JIAT-cneundhuyeckas Tepanus 1 cTpaTuKauma pucka

B HacTosiLiee Bpems CTano 04EBMOHO, YTO PaHHEE Ha3Ha4eHue
creumguyeckor Tepanun CnocO6HO 3HAYUTENBHO Yry4LaTh Kaye-
CTBO XM3HW U CHXATb PUCK PA3BUTUA HEOGNAronpuATHbIX UCXOL0B
[5]. OueHKa pucka nokasaHa BCEM MaLMeHTaM Kak Ha PErMoHabHOM,
TaK 1 Ha 3KCMEPTHOM YPOBHE C NOMOLLbIO ONpejeneHuns pucka 1-net-
Hel cmepTHocTU npw JTAT (Ta6n. 6). B cnyyae Hanu4ms y HUX npo-
MEXYTO4HOI0 U BbICOKOrO PUCKA, NMOKa3aHO Ha3Ha4YeHNe KOMOUHUPO-
BAHHOM (ABOWHOM UM TPOWNHOIA) Tepanuu.

MoHoTepanus UMeeT 0CTaTO4HOE 3HAYEHUE W UCMONb3YeTCA B Cy-
yae [6]:

1. naumeHTbl ¢ uguonartuyeckoit JIAT, Hann4mem 0TBeTa Ha OCTpbIe
TeCTbl BA30PEAKTUBHOCTW, CNaBoi BbIPAKEHHOCTbIO CUMMTOMOB W
6NIU3KUMU K HOPME NOKa3aTenaMu nepeHocMOoCTU (PU3NHECKOI Ha-
rpy3ku, cIJTA u JICC Ha choHe BbICOKKX 103 6/10KATOPOB KanbLMEBbIX

Ta6nuua 4. ANropuTm NarHoCTHKW B 3aBUCMMOCTH OT BEPOATHOCTM NIErOYHOA rMNEPTEH3MN NO AaHHLIM 3XOKapAMOrpacmm y NaumeHToB
C KNTMHMYECKUMU CUMNTOMaMM NPYU HANMYNUK UNK OTCYTCTBUM (DAKTOPOB PUCKA JIErOYHOI apTepuanbHoIi ruNepTeH3uu U XPOHUYECKoil

TpoM603M60NMYECKON NEeroYHon runepTeHsun [4]

Table 4. Diagnostic algorithm depending on the likelihood of pulmonary hypertension according to echocardiography in patients with clinical
symptoms in the presence or absence of risk factors for pulmonary arterial hypertension and chronic thromboembolic pulmonary hypertension [4]

BepostHocTb JII no gaHHbIM oKl

Mpu oTcyTcTBUM chakTopos pucka JIAT/XTIT

Mpu Hannyum chaktopos pucka JIAT/ XTI
PekomeHgoBatb Ix0KI-KOHTPOSb

PekomeHnoBaTb J006cne0BaHue,
BkJtoyas KrNoc

PekomengoBath J006CeA0BaHmeE,

Huskas PaccmoTpeTh anbTepHATUBHBIA ANarHo3
PaccmoTpeTh anbTepHaTUBHbII
CpeaHss AnarHo3 u AxXoKr-KoHTposb
Bo3M0oXXHO pacecmoTpeTb [006Cne0BaHNe
Bbicokas Jloo6cnenoBaue, Bknovas Kroc

Bktoyasa KMNoG

KI10C — kateTepusayns npasbix 0146108 cepaua; XTI — xpoHuyeckas TpomMOIMOO0NNYECKas 16roYHas rmnepTeH3ns
RHC - right heart catheterization; CTEPH — chronic thromboembolic pulmonary hypertension

Tabnuua 5. MepBuyHoe U gonoNHUTENbHOE 06CNEf0BaHNE NaLMenTa ¢ npegnonaraemoi JIM Ha peruoHanbHOM ypoBHe (aganTupoBaHo U3 [4])
Table 5. Initial and additional examination of a patient with suspected PH at the regional level (adapted from [4])

06s3atenbHoe o6cnepoBanne

061K aHanm3 KpoBm
06K aHann3 Mo4u

Koarynorpamma
[OPMOHBI LLMTOBUHON Xenesbl
Hatpuiypetunyeckuii nentung

€9 N @» @S @ N =

9. 9KI

Tect 6-MUHYTHOI X0Ab6bI C U3MEPEHNEM CaTypaLMK KUCIOPOAaA B NMOKOE U Npu Harpyske

Bbroxumuyeckuit aHanna kposu, Bknoyas ACT, AJIT, 6unupy6uH, KpeaTuHuH, pacyetHas CK®

ViccnepoBaHue Ha Hanuyme Bupyca BUY, xpoHuyeckoro renatuta B un G, a Takxe 611e4HON TPENOHEMbI

10. 9xoKT (naBHocTb He 6osee 30 AHe), BO3MOXHO NPOBeAeHNe Y4pe3nuLLeBoHON IXOKI npu Hanu4um nokasaHui

11. PeHTreHorpadus opraHoB rpyfHoi KneTku

12. WccnenoBaHue OYHKLMA BHELLHErO AblXaHWS C OLEHKON AnY3MOHHON CNOCOBHOCTM NErkux

[lononnutenbHoe o6cneaoBaHne

1. AHTUTENa K aHTMreHam agpa knetku n HK npu nofo3peHnn Ha CMCTEMHOE 3a60J1eBaHNe COEAUHUTESTbHON TKaHM

HTUOCHONMMNNIHBIA CUHAPOM

CHECNCORNS

CTIONb30BAHNE CLMHTMIPAUN NETKUX MPK €8 Hannyum)

AHTUTENA K KapAMONAUMNWHY, aHTUTENA K (hOCHONMNMAAM, aHTUTENA K 6eTa-2-rMUKONPOTEUHY NP1 NOJ03PEHUN Ha

[MonmcomHorpadms npu NoJ03PEHNN Ha CUHAPOM 06CTPYKTUBHOMO anHOo3 CHa
KT-anruorpacpus ¢ KoHTpacTupoBanuem ans uckntodenns XTI (B0O3MOXHO
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KIMVHWUYECKW CITYHAN

JIA: BOBMOXXHOCTWV PEMVIOHATIbHOIO SOPABOOXPAHEHVIA

kaHanos (bKK);

2. naumeHTbl ¢ JIAT B aHamHe3e, [IMTESbHO MOoMyYatoLImMe MOHOTe-
panuio (>5-10 net), co cTabunbHbIM NPOPUIEM HU3KOrO PUCKA;

3. naumeHTsl ¢ JIAT B BO3pacTe >75 NeT C HANUYMEM MHOXECTBA
(paKToOpOB pUCKa CepLIeYHON HEAOCTATOYHOCTM M COXPAHEHHOM dhpak-
LiMei BbIGPOCA NEBOr0 XeNnyaoyka (BbICOKOE apTepuanbHoe AaBne-
HWe, caxapHblil AnabeT, uwemuyeckas 60ne3Hb cepaua, Guopunns-
L NPeLCepaNiA, OXMPEHNE);

4. nauuenTbl ¢ JIAT 1 BbICOKOI BEPOSATHOCTbIO MW NOAO3PEHNEM
Ha HaN4me BEHOOKKITIO3MOHHOI 60M1e3HI NErkux;

5. naumeHTbl ¢ JIAT, accoumnposanHoii ¢ BAY unu noptanbHoil rm-
NepTeH3uel, B CTabUIbHOM COCTOSHUW W C NPOPUIEM HU3KOTO pucKa
Ha (hoHe MOHOTepanum (3GhPEKTUBHOCTb UCXOAHON KOMOWUHNPOBAH-
HOIl Tepanuu He JOKasaHa);

6. naumeHTsl ¢ JTAT BCneacTBre HekoppurmposarHoro BIIC, B cTa-
OUNLHOM COCTOSHWUK Ha hOHe MOHOTepanuu (3¢HheKTUBHOCTb MC-
X0JHON KOMOGMHWUPOBAHHOI Tepanum He 0Ka3aHa);

7. naumenTbl ¢ JTAT npu 04eHb NErkoi cTeneHu 3aboneBaHus (T.
e. ®K | no BO3, JICC <4 En. Byna, cJTA <30 mm pT. CT., 61n3Kune K
HOpMe NnokasaTenu npaeoro xenygodka npu 3xoKr);

8. KOMOMHMPOBAHHAA Tepanus HeJOCTYNHA UKW NPOTUBOMNOKa3aHa
(Hanpumep, Npu TSHXXENOM 3260NeBAHUM NeYeHN).

CnefyeT OTMETUTb, YTO HadHaveHne BKK naumeHTam ¢ nogo3peHi-
em Ha JTAT 6e3 nposegeHus KIMOC aBnsetcs KpaiHe HeXxenaresbHbIM
1 MOXET YXYALWUTL COCTOSAHUE U NPOTrHO3 NavueHTa.

Hecneundonyeckas Tepanus JIAl Bkniodaet B ce6d [4]:

1. CTaHAapTHble HEMEeANKAMEHTO3HbIE METOAbI, KOHTPOMb (haKTo-
pOB pucKa, Moandukaums 06pa3oBs XN3HN;

2. NpouUNaAKTUKA MHGEKLMM — BAKLIMHALWS OT rpunna 1 nHesMo-
KOKKa PeKOMeHJ0BaHa, BO3MOXHa BakumHauus ot COVID-19. Cnepy-
T OTMETUTb, Y4TO NMHEBMOHMS ABNAETCSA OTBETCTBEHHON 3a 7% CMep-
TenbHbIX cnyyaes npu J1AT;

3. KMCNOpOL — PEKOMEeHAYeTCA NPOBOAUTL UHraNsSTOPHOE BBefe-
HUe KMCopoAa naumeHTam ¢ JTAT npu CTORKOM CHUXEHWN napLmanb-
HOrO JaBneHns Kucnopoga B kposu MeHee 8 klMa (MeHee 60 mm pr.
CT.) WAW NPY HACILLLEHUN KPOBW KNCIOPOJOM;

4. aHTUKOATYNAHTHAA Tepanus — PEKOMEHAO0BaHa nauueHTam ¢
WNAT, nacnegcteeHHon JIAT, JIAT, accoummnpoBaHHOM C NPUEMOM
npenapatos Ans NeYeHns 0XMPEHWs LIeHTPANbHOro AencTBus, Ans
NPOCHMNAKTUKN TPOMOO30B (B TOM Yucne in Situ);

5. IMYPETMKM — NOKa3aHb! MauneHTam ¢ 3aCTONHON CepaeyvHOl He-
[O0CTATOMHOCTBIO C LEMbio YMEHbLUIEHUS CUMNTOMATUKY W YAYYLLEHUS
Ka4eCTBa XM3HMK;

6. AMIOKCMH — MOXET OblTb PeKOMeHA0BaH nauueHtam ¢ JII ans
KOHTPONA 4acTOTbl CEPLEYHbIX COKPALLEHUA npu PUopPUNNALUMN
npeacepaui;

7. nipenaparbl Xenesa — NokasaHbl Npu aHemMuu 1 JeconLnTe xerne-
32 NS CHUKEHWSA puUCKa NporpeccupoBaHns 3a60nesaHuns.

WNuruéutopel Al®, 6nokatopbl peLenTopoB aHr1MoTeH3uHa, beTa-
6nokartopbl 1 nBabpaanH ans neveHus JTAT He MCNONb3YHOTCSA, TONb-
KO B CIly4ae Hanuyms Lpyrux nokasaHwii K ux 1UCnonb3osaHuio [4].
VX npuMeHeHWe MOXET OrpaHu4UTL BOSMOXHOCTM Creuncmn4ecKon
Tepanuu.

B kayectse cneumduyeckoit Tepanuu JIA[ MOryT 6bITb UCMONb30-
BaHbl (nocne nposefeHust KMOC ¢ TecToM Ha Ba3opeakTUBHOCTD):
BKK, aHTaroHucTbl 3HAOTENMHOBLIX PeLenTopos (603eHTaH, amopu-
3€HTaH, MaLMTEHTaH), MHrM6UTOpLI (HOCCHOAMICTEPA3LI (CUMaeHa-
hun), CTUMYNATOPLI PACTBOPUMON TyaHUnaTLMKNasel (puoumryar),
WHranaLMoHHbIA MNONPOCT W HOBbINA Npenapar Cenekcunar, 3aperu-
CTpupoBaHHbIin B PO B 2019 ropgy.

Cenexcunar — nepBbI CENEKTUBHBIA arOHUCT NPOCTALMKIMHOBBIX
(IP) peuenTopoB NS nepopanbHOr0 npuema. Vx ctumynuposaHue
06ecneynBaeT Ba3oaMNaTaUMIO, a TaKXKe aHTUNPONUKEPATUBHBIA K1
aHTudbnbpoTuieckmin acpdpekt. B uccneposanun GRIPHON, Bknto-

Ta6nuua 6. Tabnuua cTpaTudimMKaLum pucka, 0CHOBaHHas Ha MHeHuU akcnepToB no JIAT [5]

Table 6. Risk stratification table based on the opinion of PAH experts [5]

Onpepensiowue

thakTopbI nporHo3a Huskuit puck <5%

KnuHnyeckune npusHaku

PacuerHasi 1-neTHas CMEpPTHOCTb

MpomexyTouHbIA puck 5-10% Boicokui puck >10%

OtcyTeTByHOT VimetoTcs

MepneHHoe bbicTpoe

anusonunyeckue 06MopoKM [ToBTOpSAIOLLMECH 0OMOPOKN
11} v

165-440 m <165 ™

MpaBOXeny104KOBO OTcyTCTBYHOT
HEe0CTaTO4YHOCTH

[MporpeccupoBaHne cuMnTomoB  OTCyTCTBYET
06mMopok Het

®K Ll

T6MX >440 m

KapanonynsMoHanbHbIi
Harpy3o4HbIn TecT (KMHT)

YposHu NT-proBNP B nnasme
BuayanusupytoLine

uccnenoanus (AxoKr,
MPT ceppua)

[emogmHamumka

MukosblIi VO, >15 Mn/MuH/Kr
(>65% 0T JoMmKHOrO)
Yron HaknoHa VE/VCO, <36

BNP < 50 Hr/n
NT-proBNP < 300 Hr/n

Mnowaab MM <18 cm?
MNepukapananbHbIn
BbINOT OTCYTCTBYET

MM <8 mm pr. cT.
CI >2,5 n/muH/m?
Sv0, >65%

Mukosbliii VO, 11-15 mn/mun/kr
(35-65% 0T AOMKHOrO)
Yron Haknowa VE/VCO, 36-44,9

BNP 50-300 Hr/n
NT-proBNP 300-1400 Hr/n

Mnowapb MM 18-26 cm?
lMepukapananbHbIA BbINOT
OTCYTCTBYET WJIM MUHUMATbHbIi

JMr 8-14 mm pr. cT.
Cl 2,0-2,4 n/muH/m?
Sv0, 60-65%

MukoBbIi VO, <11 mn/mun/kr
(<35% 0T [o/MmKHOrO)
Yron HaknoHa VE/VCO, >45

BNP > 300 Hr/n
NT-proBNP > 1400 Hr/n

Mnowapp MM >26 cm?
VImeeTca nepukapauanbHblit
BbINOT

AN >14 mm pr. cT.
CIN <2,0 n/munH/m?
Sv0, <60%

(111 - npasoe npesacepane; Al — ganexne B npasom npegcepamn; CU — cepaeyHbii nugexc; T6MX — tect 6-muHyTHOW X04b0b1; MPT
— MarHnTHO-pe30HaHcHas Tomorpacgus, Sv0, — catypaymns KUCIoPoAOM cMeLLIaHHOA BeHO3HOA kposu, VE/VCO, — BEHTUNATOPHBI
akeuaneHt no CO,, VO, — notpe6rieHne knciopoga
PP — right atrium; brpZ pressure in the right atrium; SI — cardiac index; T6MH - 6-minute walk test; MRI — magnetic resonance
imaging; Sv0,— oxygen saturation of mixed venous blood; VE/VCO2 — ventilator CO, equivalent; VO, — oxygen consumption
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yuslem 1156 naumeHTOB (rpynna cenekcunara — 574 nauueHTa),
JIAT-MOHOTEpanuUa Cesiekcunarom WM nocrefosaresibHan Komou-
HWPOBAHHaA (OBOWMHAA W OAXe TPOMHasA) creunduyeckas Tepanus ¢
[06aBfieHNeM Ceniekcmnara CHKana Bpems o HacTynyieHns nepeoro
co06bITns, accoummpoBanHoro ¢ JIAT, unu cmepTty nauneHTa Ha 40%
(oTHoweHme puckos (OP) 0,60; 99% [OW 0,46-0,78; p<0,001) [7].
I heKTUBHOCTL Cenekcunara He 3asucesna 0T TOro, NPUMEHANCA N
npenapar B kayecTse MoHoTepanuu (OP = 0,57; 99% [l 0,32-1,03)
Unn B KOMGUHALMW C ApyrumMu cneumduyeckumm npenaparamu. K
KOHLLY 1BOMHOrO cNnenoro neproja (26 Heaens) 0TMEYEHO CHUXEHWe
CMEPTHOCTM 1 4aCTOTbl FOCNTANU3AUNIA B CBA3W C YXYALIEHWEM Te-
yeHus JIAT Ha 30% (OP = 0,70; 95% 1 0,54 po 0,91; p = 0,003) [7].
[aHHble 0TKpbITON a3kl uccnegosanus GRIPHON, npeactasneHHble
Galie N ¢ coasT. Ha EBponeiickom KoHrpecce kapauonoros B 2018
rogy, NpoAeMOHCTPMPOBAnK, 4T0 3a 60 MecsLEeB BbKUBAEMOCTb Na-
uneHToB ¢ JIAI Ha cenekcunare 6bina 6onee 75% (puc. 1).

B HacTosLLee Bpems cenekcunar peKOMeHL0BaH B Ka4eCTBe MOHO-
Tepanun n B pamkax KOMOMHUPOBAHHOI Tepanuu nauueHTam ¢ JIAD
[I-1l ©K ans npeaynpexaeHus nporpeccuposaquns 3abonesaqus [4].

Mocne BbIMUCKM M3 3KCMEPTHOrO LIEHTPA MaLMeHTY Mo MECTy Xi-
TeNbCTBA [JO/MKHA ObITb NPOBEAEHA BpayeGHas KOMUCCUS, KOTOpas
NOATBEPXKAAET HEOOXOAMMOCTb Ha3HAYeHUs creunpruyeckon Tepa-
nuu. TTpOTOKON KOMMCCMM U 3asiBKa Ha HEOOXOAMMbIE NIeKapCTBEH-
Hble Npenaparbl HanpaBnseTcs B pernoHanbHblit MuHaapas. B cnyyae
Hanmuna y naymenTa XTI, ans nony4eHns AaHHOR Tepanium Heo6xo-
AMMO 0CDOPMAEHIE TPYNMbI UHBANIMAHOCTH.

WHorpa naumentam ¢ JII Ha pernoHanbHOM YpOBHE Heobxoauma
TUTpaumMa fo3bl JIAT-cneunduyeckon Tepanun, a TaKxe perynsp-
HOe HabnoaeHne, YTO TPebyeT CneunanbHbIX 3HaHWA. ITO AUKTYeT
HE0OX0AMMOCTb CO3AaHUS B KAXKAOM PErnoHe KabUHETOB NEro4HoiA
TUNEPTEH3UN UMK BeieHUs ATON rPYNMbl NALUMEHTOB B KABMHETAaX Bbl-
COKOr0 pUcKa, rae MeauUuHCKINe paboTHUKKM BYaYT MMETb HE0BX0au-
Mble 3HaHUs 1 6yayT PErynsipHo NPOXOAUTL 06Y4eHME B KCNEPTHbIX
LIEHTpax.

[ncnaucepHoe HabntoaeHue nauueHtos ¢ JII JOMKHO OCYLLECT-
BNATLCSA B COOTBETCTBUM C KIIMHUYECKMMU PEKOMeHZaumamu (Tabn.
7) [4]. CnepyeT OTMETUTb, YTO HA KX0M BU3UTE TAKXXE PEKOMEeH[Y-
eTCS ONpeaeneHne pucka.
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=
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Bpems 0T MHULMALMN TepanuK CenekcunaroM Mecslbl)

PucyHok 1. BbDkuBaemMocTb NayMEHTOB Ha Tepanuu cenexkcunarom B 0TKpbIToR (hase uccneposanua GRIPHON [7]
Figure 1. Survival of patients on selexipag therapy in the open phase of the GRIPHON study [7]

Ta6nuua 7. AnropuTm AMHAMU4ECKOro HabNIOAEHUA NALNEHTOB C NEroYHO apTepuanbHoi runeptTeHuen (¢ n3MeHeHusaMK U3 [4])
Table 7. Algorithm of dynamic observation of patients with pulmonary arterial hypertension (with changes from [4])

WcxopaHo

KnuHnyeckas ougHka u onpegenexne OK
KoHTpons HA 1 nepeHocumocTy Tepannu
IKI

T6MX / wkana bopra

MynbcokcmmeTpus

dprocnmpomeTpus

dxokapauorpadus

CtanpapTHoe nabopatopHoe 06¢neaoBaHne
BNP/NT-proBNP

Krnoc

HS — HexxenartesnibHble SBAeHNS
AE — adverse events

+ + o+ o+ o+ o+ o+ o+ o+

s

Yepes 3-4 mecaua

Kaxpble 3-6 Kaxpble 6-12 B cnyyae
MecsueB MecsLeB fIOCE HSMEHEHAA YXYALWEHNs
Tepanuu
+ + + +
+ + + +
+ + + +
+ + + +
+ + + +
+ +
+ + +
+ + + +
+ + + +
+ + +
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TuTpaums [0o3bl Cenekcunara OCyLLECTBNAETCH B COOTBETCTBUM C
WHCTPYKUMeN K npenapary (puc. 2) [8].

Bo Bpems TUTpOBaHMS L03bl MOTYT BO3HUKATL HEKOTOPLIE HEXena-
TeNbHbIE PEaKLK, CBA3AHHbIE C MEXAHU3MOM AENCTBUA Cenekcunara
(Takne Kak, ronosHas 60b, Auapes, TOLHOTA U PBOTA, 60Nb B Ye-
NIOCTU, MUanrus, 601b B KOHEYHOCTSAIX, apTPANTIA, NPUINBLI KPOBU K
NMLY 1 BEPXHE MONOBWHE Tena). [JaHHbIe HeXenaTebHbIe peakumm
00bI4HO ABNAIOTCA NPEXOAALLMMUN UMK KYNUPYKOTCA CUMNTOMATHYE-
CKum nedeHuem. OJHaKo, ecnu NaLMeHTy Ha3HavyeHa [03a, KOTopyto
OH HEe MOXET NepeHOCUTb, OHa [0/MKHA BbITb CHUKEHA [0 Npenblay-
LLlero ypoBHs [8].

B kayecTBe KNMHWYECKOrO MPUMEPA YCMELLUHOr0 MCNoNb30BaHUS
Cenekcunara Hxe NPUBOANTCA KMMHUYECKWIA Cnyyai. B auarHocTu-
YecK0oe KOHCYNbTaLMOHHOE OT/EeNeHNe Kapanonornyeckoro Ancnax-
cepa obpartunach xeHiuHa 40 net ¢ oablwKoit 3-4 ®K no BO3. U3
aHaMHe3a W3BECTHO, YTO OHA B [IETCTBE 4acTo 60Mena NHeBMOHMEN,
OPBI. C 12 net 6eCNOKOUT OfbILLKA, HA PEHTrEHOrpaMmMe OpraHoB
PYAHOI KNeTKW BbISIBNIEHO PaCLUMpeHne MpasbiX OTAENO0B CepAvua.
B 16 net naumeHTKa 6bina rocnutanusuposaxa 8 PKHIK, rae nocne
KMOC 6bin ycTaHoBNeH auarHos mamonatuyeckon JTAI (cOJ1A — 60
MM pT. CT.), ¢ 16 Ao 30 NneT npuHMMana amnoamnuH, Haxoaunach B
1 ®K no BO3. OfblLIka NOCTENEHHO ycunmBanach, YT0 noTpe6oBano
pelLeHns Bonpoca 06 u3meHeHun Tepanun. B PKHITK 6bina npose-
AeHa nosTopHas KOG, TecT Ha Ba3opeaTMBHOCTb OTPULATENbHbIN
(cOJTA =70 mm pT. CT.), Ha3Ha4yeH 6o3eHTaH 125 mr/cyT. OfHaKo npu-

KAX[bIiA LIAT ANUTCS OKOJI0 HELENMN

. TabneTka 800 MKr
UCIONb3Y6TCA B LWArax 5-8 J1a COKDALLBHNS Y1CTa TDEOYeMbIX TAOETOK

HUMATb ero He CMOrNa U3-3a HeXenaTerbHbIX ABMNeHNiA. Haxoaunack
B 3-4 ®©K no BO3. bbina rocnutanmanposara B PKHIK - HasHaYe-
Ha Tepanus amnoaunuHoM 7,5 mr/cyT u cenekcunarom 800 mMKr/cyT.
HexxenaresibHbIx ABNEHUIA He 6bIi0. B HacToswwee Bpems Ha JaHHOI
Tepanum naumneHTka umeet 1 ®K no BO3, HU3KNiA puck cMepTu B Te-
yenue 1 roga. narHos: JlerouHas aptepuansHas runepteHsus 1 OK
BO3. XpoHuyeckoe NneroyHoe cepue: avnatauus npasblX OTAEN0B
cepaua, TK peryprutaumsa 1 cteneqn. Habntogaetcs B KaBUHETE Bbl-
COKOrO pUCKa N0 MECTY XWUTeNbCTBA U Nepuoanyeckn obcneayeTcs B
OreY HMIL Kapanonorum Munzgpasa Poccun.

Takum 06pa3om, 3afayen PermoHaNbHOrO 34PABOOXPAHEHUs SB-
NSIETCA PaHHEE BbIAB/EHWE, ObICTPAA LMArHOCTMKA W HanpasnieHue
naumeHTa ¢ nogo3peHnem Ha JIAI B aKcnepTHble LEHTPbI. Takue na-
UMEHTbI [OMKHbI HABMAAThCA B KAaBMHETaX BbICOKOrO pucKa Uniu
KabuHeTax JII, B 3afa4n KOTOPbIX AOMKHbI BXOAUTb HE TOMbKO AMC-
MaHcepHOe HabnofeHne, HO U KOHTPOSb CNeLndguYeckoi Tepanuu, a
TaKxKe TUTPaLKsA [03 NeKapCTBEHHbIX NPenapaTos.
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PucyHok 2. Tutpaumua go3bl cenekcunara B COOTBETCTBUN C MHCTPYKUMEN K npenapaty [8]
Figure 2. Titration of the selexipag dose in accordance with the instructions for the preparation [8]
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