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AHHOTauua

NerouHas runepren3us (/1) no pe3ynsTatam axokapavorpadun (3xoKr) ABNAETCA YaCTo BCTPEUAILMMCA COCTORHIEM B MPAKTUIKE TepaneBTa U HepeaKo Bbi3blBAET 3aTPYHEHMA B Opefe-
NEHUV TeHe3a, a TakXKe JanbHeiLuen TakTKY BeaeHns. JIIT MOXeT He TONbKO ObiTb OCNIOXHEHMEM TAXeNON CepAeYHON HEOCTAaTOYHOCTA UM XPOHUYECKOV NATONOTN NIETKMX, HO M OKa3aTb-
€A NPOABIEHIEM ropasgo Gonee pefknx 3abonesaHuit: NeroyHol aptepuanbHoi runepteHsuu (JIAT) nan xporudeckoil Tpomboambonuueckoii JIN (XTIIT). CBoeBpeMeHHas AMarHOCTUKa
JII v npaBunbHas TPAKTOBKa €€ MPONCXOXAEHA MPY COBPEMEHHDIX BO3MOXHOCTAX NIeUYeHMsA MO3BONAIOT yAyuLUMTb KaueCTBO XM3H 1 NPOTHO3 NP paHee KpaitHe HebnaronpusaTHol JIAT,
a TaKKe FOBOPUTb O MOTEHLMAIbHOI U3NEYNMOCT HEKOTOPbIX NaLmeHToB ¢ XTI, B cTaTbe onncaHbl NPUHATbIE B perioHe Noaxozbl K BeaeHnto 60nbHbix JT, BKiouas Tanbl ANarHoCTUKiA
B MOMVKANHIKe, CTaumoHape. MpeacTaBneH onbiT B3anmogeicTaua mexay OrbY «<HMUL| um. B.A. Anmasosa» 1 IBY3 «PecnybnukaHckan 6onbHuua um. B.A. bapaHosa» no npobnemam auar-
HOCTIKY 1 neverus naumenTos ¢ JIAT n XTI, Lienb ny6nvkaumy - npofeMOHCTPIPOBaTb BOIMOXHOCTY 06CnefoBaHNA 1 neyenus nauneHTos ¢ I 8 Pecnybnnke Kapenus.

KnioueBble cnoBa: neroyHas runepreH3us, leroyHas apTepuanbHas runepreH3us, XpoHuyeckas TPOMO03IMboNYeckas nerouHas runeprensus, JIAl-cneunduyeckas Tepanms, pyouuryar.
[Iina untuposaHua: Pabkos B.A., Beankosa H.H., Manbirni AH. n gp. OnbiT BeeHIA NaLMeHToB ¢ nerouHoii runeptexsueit B Pecnybnuke Kapenus. Cuctemuble runeptensun. 2019; 16 (3):
43-52.D0I: 10.26442/2075082X.2019.3.190542

Experience of the management of patients with pulmonary hypertension
in the Republic of Karelia

[Best Practice] Abstract

Pulmonary hypertension (PH) is a common and frequent condition in the practice of a physician accor-
ding to the results of echocardiography, and no longer can cause difficulties in determining the genesis,
as well as further management of tactics. PH can be not only a complication of a severe heart failure or
chronic lung diseases, but also be a manifestation of much more rare forms of diseases: pulmonary arteri-
al hypertension (PAH) or chronic thromboembolic pulmonary hypertension (CTEPH). Timely diagnosis of
PH and the correct interpretation of its origin with the contemporary treatment options can improve the
quality of life and prognosis for previously severe PAH, as well as talk about the potential curability of so-
me patients with CTEPH. The article describes the approaches adopted in the region to treat patients with
PH, including the steps of diagnosis both: outpatient and in-patient hospital. The experience of interac-
tion between the experts of the Almazov National Medical Research center and the specialists of the Bara-
nov Republic Hospital on the problems of diagnostics and treatment of patients with PAH and CTEPH is
presented. The purpose of the publication is to demonstrate the possibilities of examination and trea-
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BeeneHune

[ToBplIIEHHE 1ABIEHUA B JIETOYHON apTepud (JIA) 1o pesynsra-
TaM 3xokapauorpaduu (9xoKI') aprgerca HepeaKoi HaXOAKO! 1
MOKET OBITh NMPU3HAKOM OOJIBIIOTO KOTUYECTBA 3A00ICBAHUM,
Tpedyomux JuddepeHIIMPOBAHHOTO N0/IX0/1a K 00CIE0BAHUIO
1 je4eHuIo. COINIAaCHO COBPEMEHHOM KIACCU(PUKALIAY, TETOUHASL
runeprensns (JII) genntces Ha 5 KMMHAYECKUX TPYIIL: 1 — JIerod-
Hag aprepuanbHas runeprensus (JIAD), 2 — JII' BcineacTBue marTo-
JIOTHH JIEBBIX OT/IENOB cepata, 3 — JII BcineacTBue 3a001€BaHNM
JIETKUX U/WIN TUIIOKCUH, 4 — XPOHUYECKAA TPOMOO3IMOO0IMYe-
ckas sierounas runeprensus (XTOJIT) u gpyrue BapuaHTbl 00-
crpykuuu JIA, 5 — JIT' ¢ HEACHBIMUA U/WIA MHOTO(DAKTOPHBIMH Me€-
Xanu3mamu [1].

B cBasu ¢ Tem, uto nsmepenue aasnenud B JIA (IJIA) npu OxoKI'
MOZKET ObITb HETOYHBIM C BO3MOKHOM NEPEOLIEHKON ITOKA3ATENA
6onee yeM Ha 10 MM PT. CT. IO CPABHEHMIO C ICTUHHBIM 3HAYEHU-
€M, CoBpeMeHHoOe onpezencHue JII' mpeanonaraeT noBbIeHue
cpenuero JJIA (CpIJTA)>25 MM PT. CT. B IOKOE, IO JAHHBIM UHBA-
3UBHOM NPOLEAYPHI KATETEPU3ALMM IPABBIX OTAEIOB CEP/ALIA
(KITOC), BBIMOMHAEMON B CIIEIUATU3UPOBAHHOM LIEHTPE [1-3].

HauboJ1e€e 4aCTo B IPAKTUKE TEPANIEBTA BCTPEYAIOTCA MALIUEHTEI
KIMHUYECKUX I'PYNI 2 U 3, 06CIENOBAHUE KOTOPBIX, 3d PEJKAM
uckmogenuem, He TpedyeT KITOC, OCKONBKY €€ PE3YIBTaThl HE
BJIMAIOT HA JAJILHEUIIYIO TAKTUKY BE/IEHNSA, U KJIIOUEBBIM ABJIACTCA
JIEeYEHNE OCHOBHOTO 3200/1eBaHusA 6e3 HasHauenus JIAI-cnenn-
(uueckux npenaparos [1, 3]. KIIOC neo6xouma Jyis o/ TBEpP-
JKIEHUA IUATHO32 U ONIPEIENIEHNA TAKTUKHI JIEYUEHUA OOJIBHBIX, OT-

HOCAIMXCA K KIMHUYECKAM Ipynmnam 1 u 4. B oTcyrcTsue pesyib-
TaToB KITOC HE pekoMen/joBaHO HazHavyeHue JIAT-cnenuduue-
CKUX IPENAPATOB WIN OOCYXAECHUE MTOKA3AHUI YIS JIETOYHON
TpoMGaHAapTepakToMun (JITOD) [1,4].

JIOTIONTHUTENIBHBIE TTAPAMETPBI TEMOJUHAMUKH, OIPEEIAEMbIE
npu KITOC, nO3BOMAIOT BEPUDUIIMPOBATD IFEMOAUHAMUYECKAI TUTL
JIT, 9TO OCOOEHHO BAKHO MTPYU COYETAHHOM MATONOTUH. [TOCTKanmmI-
JirpHas JII' mperMyIeCTBEHHO SIBJIAETCA CICACTBAEM IIATOIOI MM Jie-
BBIX OT/IEJIOB CepALa (KIMHUYECKAA IPYIIIA 2) U COIIPOBOXKIAETC
TIOBBIIICHUEM JIABJICHUA B JIEBOM Ipeacepany, uto rpu KITOC orpe-
JIETIAETCS B BU/IE MOBBIIIEHUSA JIABJICHUS 3AKIMHUBAHUA JIETOYHOM
aprepui (JI13J/IA)>15 mm pr. cT. K npexanmuiaproit JII oTHOCAT npe-
HMIMYIICCTBCHHO KIMHUYCCKUE TPYIIIBI 1 1 4, 4 TAKKE HEKOTOPBIE
popMmel rpym 3 1 5. B 0cHOBE K1aCCHUECKOM MTPEKAmuIIpHOM JIAT
JIEXXUT BOBJIEYEHHUE APTEPUIL U APTEPUOIT MAJIOTO KPyra KPOBOOOPa-
MIEHUA C YBEIMYEHHUEM JIETOYHOTO COCYAUCTOTO CONPOTUBICHUA
(JICC)>3 equnur Bya (WU) B OTCYTCTBUE 3aMHTEPECOBAHHOCTH JIe-
BBIX OT/IEJIOB CEP/ILIA, UTO XapakTepusyercs [I3/IAC15 MM pr. CT. [1].

OcHoBHasi 4acTb

B o6cneposanuu 601bHOrO JII' Ha aMOyIaTOPHOM 3TAIE BEALY-
IIYIO POJIb UTPAIOT HEMHBA3UBHBIE METO/BL. C LIEJIBIO YIIOPsA/0Ye-
HUA JUATHOCTUYECKOTO IyTH MAIUEHTA C IT0103peHreM Ha JII' Te-
panesTaM U KapAuoJIoraM IONUKINHUK Pecniybnuku Kapenus
(PK) 6bL1 IPEUIOKEH AITOPUTM, COCTABIEHHBIA HA OCHOBE PEKO-
Menyanui EBponerickoro obmectsa kapauosnaoros (European So-
ciety of Cardiology — ESC) n EBponeiickoro pecnupaTopHoro 06-
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and treatment of PH).

AnropuTtm o6cnepoBaHus naymwenta c JII 8 PK (agantupoBaHo 13 PekomeHpauuin ESC/ERS no gnarHoctuke v nevenuio JI, 2015 1.).
Algorithm for examination of a patient with PH in the Republic of Karelia (adapted from 2015 ESC/ERS Guidelines for the diagnosis
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| TleKapcTa, Tokcuhe! | \—>| MopTo-nynbmoHanbHaa
Te BU/Y
| ecrra | TpaHcTopakanbHaa IxoKT,
| BY |<—| ypecnuwesoaHaa IxoKT,
MPT
BpoXkaeHHbI Mopok
cepaua
HacnepctBeHHasn Vanonatnyeckas L -
TIBOB/TIKT TIBOB/NIKT - > WAl HacnencrteeHHan JIAT

MpumeyaHue. KT - komnbloTepHas Tomorpadus, IBOB — neroyHas BEHOOKK03MOHHAA 6one3Hb, JIKI — neroyHblii KanuanspHblil reMaHromMaTos,
MIKT - mynstpetekTopHas KT, MPT — MarHUTHO-pe3oHaHcHas Tomorpadus.

mecTtBa (European Respiratory Society — ERS) o juarHocTuke u
sedenuio JII' 2015 . (CM. pUCYHOK), B KOTOPOM OIIPE/IE/IEHBI CIle-
JYIOIIUE TAIBI OOCIENOBAHNA B IOMKIUHUKE [1]:
1. TepaneBT/KapAXOIOT NOMUKINHUAKK:
* 110/103peHue Ha JII' (KWINHUKA /CKPUHUHT);
* BpIABIEHUE TPU3HAKOB JIT 1pu Ox0KT;
* o1eHKa BepOoATHOCTH JIT, o aHHbIM OXOKT;
e yuckmouenue JII' KIMHUYeCKuX rpym 2, 3;
* BbIABIEHUE OTEHI[MAIbHBIX IPUUUH IIPU NO403peHuu Ha JIT
KIMHUYECKUX Ipymi 1,4, 5;
® TIOJITOTOBUTEIBHBIC UCCIEIOBAHMS /IJIsI TOoTeHITAIbHOM KITOC.,
2. Kapanosnor noMMKIMHUKY:
* OLIEHKA PE3YJIBTATOB PAHEE BBIIOJTHEHHbIX MCCIIETOBAHNI;
® 3AIMCh HA IUVIAHOBYIO F'OCHUTATU3AIMIO U1 OKOHYATEILHOIO
pemennd Bonpoca o KIIOC u BBIIONMHEHUA NPOLIEAYPDL
I 6os1ee paHHEH JUarHOCTURY JIT' Ha aMOyIaTOPHOM 3Talle B
peruoHe 6b10 MPEPIOKEHO OOPATUTh BHUMAHNE HA KATETOPUU
NIPEAPACIONOKEHHBIX OOBHBIX, TOIEKAMUX DXOKI -CKPUHUHTY:

* CeMCUHBIIN aHAMHE3 JIAT}

e cuMnToMbl JIT'y maruenTa ¢ CUCTEMHBIM 3200JIEBAHUEM COE/IU-
HurenbHol TKanu (C3CT);

® TTAITUEHT C ATOJIOTUEN I'PYIITBI CKIEPOJICPMUYECKUX OOTIE3HEH
HE3ABUCUMO OT Haanuusg CUMIToMoB JII' (exerojHo, 1o Bo3-
MOKHOCTH B COYETAHUH C OLIEHKON AU(PPY3HOHHOI CITIOCOOHO-
cmu nerkux — DLCO);

e cuMIrToMbl JIT'y manrenTa ¢ maToIoruen reveHwy;

* IUTAHUPYEMAst TPAHCIUIAHTALVS [IEYEHH,

e cumntoMmbl JII'y manmenTa ¢ BU9-undexnumers,

° [IEPCUCTUPYIONIAs OJbIIIKA Y IallMEHTA, IEPEHECIIETO TPOM-
603M60m10 JIA, uepes 3 MeC a/IEKBATHOI aHTUKOATYJISIHTHON
TEPAIHY;

* TTAITUEHTHl C KOPPUTHPOBAHHBIMU BPOK/ICHHBIMU ITOPOKAMU
cepaua (BIIC) B anamHese.

CydgeToM Toro, uto onpegenenue J1JIA o gaaasmv OXoKI MoxeT

OBITH HEZJOCTATOUHO TOYHBIM, OBUIO TIPEJIOKEHO OTIEPUPOBATH

noHATHEM BeposTHOCTU JIT (1261 1). C nenbio onjeHKu OXoKTI-Be-
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Ta6nuua 1. MpoToKon 3xoKapanorpadpuyeckon oLeHKN BepoATHOCTY 1 TaxkecTu JIT
Table 1. Protocol of echocardiographic assessment of PH probability and severity.

OGamunna Bo3spacr
Nma JlaTta nccnepoBaHus
OTtyecTBO
MapameTtp 3HaueHune OueHKa 3HaueHnsa Hannune
npu3sHaka
<2,8 nnun He onpepenaeTca

lNnKoBas CKOPOCTb TPMKYCNMAANbHON peryprutaumm, m/c 29-34

>3,4
MK/neBbiii xxenynouek, 6asanbHblii ArameTp >1,0 A
MHAeKC SKCLeHTPUYHOCTI 1IEBOTO XeNlyAouKa >1,1 A
Bpems yckopeHua neroyHoro KpoBoToKa, MC <105 B
CpefHecucTonunyecknin 3ybel (gonnnep B BbixofHoM otgene MXK) Onpepensetca B
CKOpOCTb paHHel ANacTOIMYECKON NIErOYHON peryprutaumm, m/c >2,2 B
Lnametp JIA, Mm >25 C
[nameTp HUKHE NONON BEHbI, MM >21
MHCnNupaTopHbI KONNanc HUXXHeM Nonon BeHbl, % unjzg;’{?’;g;;lyn%?(‘;%mgﬂ%ﬁoxe ¢
Mnowagab MMM B KOHLE CUCTOSbI, CM? >18 C
TAPSE
MepuKapananbHbI BbINOT Onpepgensetca

OuyeHka eepoamHocmu JII

3xoKappauorpadunyeckas BepoAaTHocTb JII

MuKoBas CKOPOCTb TPUKYCMNAANBHOIA
perypruTauum, m/c

Hannuve npn3sHakoB Kak MUHUMYM U3 ABYX
pasnuyHbIx Kateropuin A/B/C

Huskasn <2,8 nnun He onpepenseTca Het
<2,8 nnun He onpepenaeTca Oa
MpomexyTouHas
2,9-3,4 Het
2,9-34 Na
Bbicokan
>34 He TpebyeTtca

Bpay

Ta6nuua 2. TakTMKa BefeHUs NaLMeHTOB ¢ noAo3peHnemM Ha JIT Ha amGynaTopHOM 3Tane B 3aBUCMMOCTM OT SXOKapauorpaduyeckomn
BEPOATHOCTYU 1 KIIMHNYECKOI CUTyaumm

Table 2. Management of patients with suspected PH at an outpatient stage depending on the echocardiographic probability and clinical

situation.
JxoKappauorpaduyeckas
KnuHuueckas cutyauyms
BepoATHocTb JII yau
CMMMTOMHble 60JbHble BeccumnTomHble 6onbHbIE
DaKTopbl prCKa UM COCTOAHUA, accolmmpoBaHHble ¢ JIAT DaKTopbl prcKa UnNn COCTOAHUA,
vnn XTI accoummpoBaHHble ¢ JIAT nnu XTI
Het Ectb Het Ectb
Huskan Ox0oKrI yepes 6-12 mec.
IxoKT yepes 6 mec. [Mpn oTyeTnnBON Mpw oTyeTnBOMN
oTpuuatenbHon guHamuke JII Taktka | [JomonHWUTENbHbIX | OTpULATEeNIbHON ANHAMUKe
Monck TUX NPUYNH o o
APy P obcnefoBaHNA COOTBETCTBYET LencTauin JII TakTVKa 06CcnefoBaHs

CMMNOTOMATUKN

NPOME>KYTOUHOI/BbICOKOW
BepoAaTHocTn JII

He TpebyeTca cooTBeTCTBYeT
NPOMEXKYTOUHO/BbICOKOW

BepoATHocTn JII

MpomexxyTouHas nnu
BbICOKas

Mo pe3ynbratam 06CHEHOBaHMﬂ YCTaHOBJ1€Ha NMaTOJIOrNA NErknx nan nesbix OTaesoB cepaua, 06'bﬂCHﬂIOU.laﬂ Hann4yne

JII v yposeHb [J1A (KnuHmnYeck

ne rpynnbi 2, 3)

Het

Oa

O6cnepoBaHMe Ha NpeaMeT BO3MOXHOM npuymHbl ST
(KnuHMYeckue rpynnsbl 1, 4, 5)

KoHcynbTauma cneymanncta Pb B 3aBrcumocTy
OT npegnonaraemoro reHesa JIl

JIAT, XT2J1T, HenponopuoHanbHO

O6cnepoBaHuMe, ieYeHne Nno NoBoAY BbisIBIEHHOM
naToNorMmn NErknx Un NeBbIX OTAENOB cepaLa

Kapawvonor Bbicokas JII npy natonorum nesbix
oTfenoBs cepaua
PeBmatonor NAT-C3CT
MynbMoHonor XT3/, HenponopLunoHanbHO

Bblcokan JIT npu natonorum nerknx
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poarHocTr JII' K OCHOBHOMY 3aKJIIOUEHUIO IIPEYCMOTPEH JIOKA/Ib-

HBII IIPOTOKOJI (Tad1. 1), BRIIOYAIOMINI JOIOJHUTENbHBIE TAPa-

METPbI U KPUTEPUU UX OLIEHKH B COOTBETCTBUN C PEKOMEH A1~

mu ESC/ERS [1]. JaHHBI IPOTOKOJ NPEJIOKEHO 3AIONHATD B OT-

CYTCTBHE OYEBH/THON ITATOJIOTMHN JIEBBIX OTAEIOB CEP/LIA I 34-

60eBaHUI JIETKUX, OOBACHAIOMUX uMmelomyiocs JIIL Takruka

JTATIbHENIIIETO BEIEHUS B 3aBUCUMOCTH OT OXOKTI-BepositHOCTH JIT

1 KIMHUYECKON CUTYALIMM NIPEACTABIEHA B TA0/. 2. B ciydae, ecmm

CHENUAIUCT OT/IE/IEHNA (PYHKIIMOHAIBHOU JMATHOCTUKY aMOy1a-

TOPHOT'O YUPEKAECHUA HE ONPEAENAET JOIONHUATENbHBIE OXOKT -

[IaPAMETPBL, TEPATIEBTAM NOJTUKIMHUK PEKOMEHIOBAHO OOPAIIATh

0c000€ BHUMAHHUE HA MAIIUEHTOB C PACYETHBIM CUCTOINYECKUM

JJIA>50 MM PT. CT. M IPU3HAKAMH yBEINYEHUA/TUIIEPTPODUN

TIPABBIX OTAEIOB CEPALIA.

B ciyuae npomexyrounor /BeiCOKON BeposTHoCcTr JIT, 110 jaH-
HbIM OXOKI, ¢ LeNblo BBYIENEHUA OOJNBHBIX KIMHUYECKUX
rpynn 2, 3, KotopeiM He norpedyerca KITOC n JIAT-cnenmnguye-
CKas Tepanus, Ha aMOyIaTOPHOM 3Talle PEKOMEHIOBAH CJIEYIO-
UM HAG0P UCCIIEJOBAHULL
® OLIEHKA HAJTMYMA CHUMITOMOB M aHAMHECTUYECKUX JAHHBIX,

MPE/NIONATAIONNX ONpe/eneHHbIN xapaxrep JIT;

* KIMHUYECKUH aHAIN3 KPOBH, JIEUKOLIUTAPHAS (POPMYIIA, CKO-
POCTb OCEAHUA IPUTPOLUTOB;

¢ anexrpokapanorpadus (OKD);

* PEHTTEHOrPAMMa OPIaHOB I'PYAHOH IOJIOCTY,

* OleHKA (PYHKIMM BHEmHero abixanua (PBJI): cnimporpadus,
6oauIuIeTU3MOrpadus, oleHka AudQy3sHoHHOI CIOCOOHOCTH
Jerkux [1, 3].

B ciydae ycTaHOBIEHNA MATONOIMN JIETKAX WM JIEBBIX OT/AEIOB
cepaua, oobsicHsonmen Hannuure JII' 1 crenens nossimeHus J1JIA
(KIMHMYECKUE I'PYIIILL 2, 3), AalbHENIIee 06CIEJOBAHUE U JIEUE-
HHE OCHOBHOT'O 3200/1EBAHNA OCYLIECTBIAETCA TEPATIEBTOM IOJIH-
KIMHHWKHA. HQ.L[I/ICHTI:I, HC OTHCCCHHBIC K KIMHHUYCCKHUM I'DYII-
T1aM 2, 3, HAPABJIAIOTCS HA CIEAYIOMMM 3Tam aMOyIaTOPHOTO 06-
CJIEIOBAHMA, IPEATIONATAIOIMH BbIABIeHME TpuanH JII' 1 noaro-
TOBKY K BO3MOXHO¥ KITOC:

* KpOBb Ha acnapraTaMuHoTpancdepasy (ACT), aTaHUHAMUHO-
Tpanchepasy (AJIT), bunnupyous;

® KPOBb HA KAJIMH, HATPUH, KPEATUHUH, MOYEBYIO KUCIIOTY;

® KDOBb HA AHTHUTENA K BUPYCY UMMYHOJE(DUIINTA YETOBEKA
(BUY);

* kposb Ha HBsAg, anturena HCV,

* KPOBb Hd TUPEOTPOIHBIN TOPMOH, CBOOOAHBII T4;

® KPOBb Ha AaHTUHYKIECAPHBIN (DAKTOD, AHTUTENA K ABYCIIMPATIDb-
ot [IHK;

* YJIBTPa3BYKOBOE nccieiopanue (Y31) opraHoB OpIOMHON 110-
JIOCTH;

* criipaibHas KomnbioTepHas Tomorpagus (CKT) ¢ konTpacTu-
posanueM JIA;

* OCMOTp peBMaTosora rnpu nojo3pennn Ha C3CT.

PesynsraTel 06C/1€10BaHUsA TO3BOJIAIOT 3a110/J03PUTh BAPUAHT
JIT, B COOTBETCTBUM C KOTOPBIM KaPAUOJIOT MOTAKIMHUKA HAIPAB-
JI€T 60JIBHOTO Hd KOHCY/IBTATUBHBIN OCMOTP ClieLuanucTos I'EY3
«Pecniy6mkanckas 6onpHuIA UM. B.A. Bapanosa» (PB): kapauomno-
ra (JIAT, XTOJIL, HenponopuuoHanbHoO Beicokas JIT' mpu naTosno-
TMH JIEBBIX OT/IENIOB CEPALIA), peBMaTonora (JIAIL, acconmnpoBan-
Has ¢ C3CT — JIAI-C3CT), nynpmonosnora (XTOJIL, Hempornopiuo-
HaJIbHO BbICOKaA JII' Ipy IIaTONIOrUM JIETKUX). JlaibHEeNIINIL juar-
HOCTHUYECKUH IIOMCK IPOJOILKAETCA B CIEIMATA3UPOBAHHOM OT-
JIEJIEHUH KPYIVIOCYTOYHOT'O WM JHEBHOI'O CTaljMoHapa Pb (kap-
JUOJIOTUYECKOE, PEBMATOJNOTMYECKOE, ITyIbMOHOIOIUYECKOE)
B 3aBUCUMOCTH OT IIPEANoaaracMoro sapuanTa JII

B PK He BBINONHAETCA BEHTUIAIMOHHO-TIEP(PY3MOHHAA CLIMHTH-
rpadus JIETKUX, TPOBEJEHNE KOTOPOH IPESYCMOTPEHO [ BEPHU-
puxanuu/uckmodenus XTOJT [1, 4, 5]. TIo 3TOH IPUYUHE CIIE-
[UAJIUCTHI B PETMOHE OPUEHTUPYIOTCS Ha pe3ynsratel CKT ¢ KoHT-
pactuposanueM JIA, npuHUMAad BO BHUMAHUE HEJLOCTATOUHYIO
YYBCTBUTENBHOCTh U CHENU(MPUIHOCTD METOAA B OTHOIIECHUH
XTI [6-8]. B cBsi3u ¢ Tem, uto 10 1/2 maruenTtos ¢ XTI e
HUMEIOT B aHAMHE3€ YKA3aHUIT HA TIEPEHECEHHYIO TPOMO03IMOO-

smio JIA, mo6011 601bHOH, 06c1eAyIonuMiics B cBs3u ¢ JII, nomkeH
PaCLEHUBATBCS KAK IOTEHINAIbHBIN anueHT ¢ XTOJIT 7, 9]. CKT
C KOHTPAaCTUPOBAaHUEM JIA BBIIIOHAETCA BCEM MAIIUEHTAM, IIPO-
XOZAIUM OOC/IEIOBAHUE B CTAIIMOHAPE 110 nIoBoAy JIT.

BceMm manpmenTam, o6ceyeMem 1o nosoy JII' B cralinoHape,
BBIMTOJIHACTCA TPAHCTOPaKaabHaAg OXOKI ¢ 3aronHeHneM Jomon-
HUTEIBHOTO MPOTOKONA (CM. Tabm. 1), a IpU MOJO3PEHUM HA
BIIC — taxxe n upecnumeBopHas OXoKI. Bee nccnenosanns ma-
I[UEHTOB BBIIOIHAIOTCS 110 BO3MOKHOCTH Ha OJJHOM alIapaTe oj-
HUM CHENUAINCTOM, XOPOIIO BIA/IEIOMIUM HABBIKAMH OLIEHKH J0-
TIOJTHUTENBHBIX OXOKI-11apameTpos. 1o pe3ynsraTam 00CIen0Ba-
HUA IpUHUMAaeTcs penienne o Heoo6xopumoctu KITOC. B P npo-
neypa KITOC BBIIONHAETCA BpAYOM aHECTEZUOTIOIOM-PEAHUMA-
TOJIOTOM, UMEIOIUM PETYIAPHYIO IIPAKTUKY B YCIOBUAX CITYKOBI
CEPJIEYHO-COCYJUCTON XUPYPTUH, HA TEPPUTOPUU OT/IEIEHUAL
AHECTE3UONOTMU-PEAHUMALINN CTALIMOHAPA. BCe mpoLeyprl Bbl-
TIOJTHAIOTCA OJHUM CIELIMAIUCTOM, CTPOT'O COOMIOAAIONIMM CTAH-
JApTHYIO METO/IUKY M3MEPEHUS MOKA3aTeIEH I'eMOJUHAMUKH.
B xoze KITOC o6s13ateneH 3a60p KpOBU HA AaHAJIM3 T'A30B U3 IIEPU-
peprueckont aprepu, EHTPANLHON BeHbl, JIA, a npu mogo3pe-
HUU HA IIYHTUPYIONIUE TIOTOKU — TAKKE U3 IPABOTO MPECEPUs
(TTIT) m npasoro xenynouka (IDK). Bemmunna cepieuHoro Bp6po-
ca (CB) onenmusaerca no Meroy Puxa. Miamepsemble 1 paCcyeTHLBIE
PE3Y/BTaThl UCCIAEOBAHUA BHOCATCSA B JIOKAJIbHBIM MPOTOKOJ
KITIOC (rabmn. 3).

B xope KITOC mannenTtam ¢ uauonarudeckor JIAI (nJIATD), Ha-
cnepcrsennon JIAL a Taxoxe JIAL acCOMMPOBAHHON C IPUEMOM
JIEKAPCTB, IPUHATO BBIIOJTHEHUE BA30peaKTUBHOIO Tecta (BPT).
PexomenposannbsiMu ESC/ERS npemaparamu A IpOBEJEHUA
BPT sBmsmiorcst okcuyy a30ta (NO), 3MONPOCTEHON U 4/[EHO3UH.
VIMEIOTCsI IaHHBIE O BO3MOKHOCTH UCIIONB30BaHNA /uis BPT nHra-
nanuonHoro mionpocra [1]. Ionoxurensnpiit BPT (cHmxenne
CpJIA>10 MM PT. CT. C JOCTHKEHUEM A0COTIOTHBIX 3HAYCHUHI
CpIJIA<40 MM PT. CT. IPH YBEIMYEHHBIX WA HEU3MEHEHHDIX I10-
Kazarenax CB) roBOPUT O BEPOATHOM OTBETE HA JJTUTENBHOE
JIEUEHUE BBICOKHUMHU [JJ03aMU 6JIOKATOPOB ME/TIEHHBIX Ka/IbIIMe-
BHIX KaHanoB (BMKK) 1 gBingercs eJMHCTBEHHBIM OCHOBAHNEM
ana HasHadenna BMKK [1, 3]. IIoTeHIManTbHbIMU OTBETYNKAMA HA
JUIUTENBHYIO TEPATIUIO BBICOKMMU J103amu BMKK siBisioTcs He 60-
see 10—25% manueHToB. B CBsI3M ¢ HEOOJIBIIUM KOJIMYECTBOM JIU-
arnoctrdeckux KITOC B PB OTCYTCTBYIOT JIEKAPCTBEHHBIE ITPETIA-
pars! i nposezienus BPT, n nasnayenue BMKK nipu sBepuduiiu-
poBaHHOM JIAI' HE IPAKTUKYETCSL.

Kax/1pIii MAIMEHT C MOATBEPIKACHHBIM inarHo3oM JIAT, XTOJIT, B
cootsercTBu ¢ pekomenanuamu ESC/ERS 2015 r, omkeH O6bITh
OTHECEH K TOMY UM HHOMY (PyHKIIHOHAIbHOMY Ki1accy (PK) o
Kraccuurkanuy BceMrpHON OPraHu3anny 3paBOOXPAHEHUA
(BO3) B 3aBUCUMOCTH OT IEPEHOCUMOCTH (PUBUUECKUX HATPY3OK.
DK sABg€TCA OIHUM U3 HAUOOJIEE CUIBHBIX IIPEJUKTOPOB BbIKH-
BaemocTH [1, 4, 10]. [Ina o6beKTUBU3AIMKA (PYHKIIMOHAIBLHON
OLIEHKH U IMHAMHYECKOTr0 Ha6/I0/IeHNs B PD TpaAUITMOHHO HC-
TOJIB3YETCs TECT 6-MUHYTHOM XO/50bI (TOX), PE3yIBIaThl KOTOPO-
TO BHOCATCA B JIOKAJIbHBINA IPOTOKON (Ta0I. 4).

OKOHYATEIbHBIE PE3YIBTATHl 00CIE0BAHNS OOIBHOTIO OOCYXK-
JIAIOTCS KOMAHJION CIIELMAJIMCTOB Pb B COCTaBE INIaBHOTO BHE-
IITATHOTO TepanenTa PK, 3aBeAyIOmeEro KapguonorudecKum OT/e-
JIEHUEM, BPA4a-KAP/AUOJIOrd, KYPUPYIOIEro nanueHTos ¢ JIAI' u
XTHIII, Bpaya oTAeneHus (PyHKIUOHAIBHOM JUarHOCTHUKY, Bpava-
AHECTE3NOJIOTA-PEAHUMATOIIOT, BPAYd-PEBMATONOrA (TIPY HAJIU-
yun C3CT), 3aBEIYIONETO MYIbMOHOJOTUYECKUM OT/ICICHUEM
(npu Hanuyuu XTOJIT WK CONyTCTBYIOMIEN ATONIOTUH JIETKUX).
JMarHoCTUYIECKOE NPEACTABICHNE 1 INIAHUPYEMAs TAKTHUKA BEZIE-
HUA OPOPMIIAIOTCA B BUJIE SMUKPU3A, KOTOPBII C PE3YIBIATAMU
06CIEOBAHUA B JJIEKTPOHHOM BU/IE HAIIPABIIAETCA 711 KOHCYIIb-
Tauuy B HMO HEKOpOHApOreHHbIX 3a00nesannii cepamna PIrby
«HMMUIL] um. BA. AnmazoBa». Ha OCHOBaHUM 3aKTI0YEHUS CIICIINA-
JIMCTOB (PEAEPAILHOTO LIEHTPA GOIBHOU HAUUHAET COITTACOBAH-
Hoe neyenue B PK mim HanpasageTcs Juid JONOIHUTEIbHbBIX HC-
cneposannii B PIBY «HMUL um. B.A. Antmasosa» ¢ opopMmaeHreM
HaIPaBUTEIbHBIX JIOKYMEHTOB OT PB.
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Ta6nuua 3. MpoTtokon KMNOC
Table 3. RHC Protocol

®.1.0. naymeHTa

[arta poxpaeHusa BospacT nauueHTa

PocTt, cm T, °C [NaTa KaTeTepusaymm
Macca Tena, Kr Hb, r/n Bpems KaTeTepusauum
®.1.0. Bpaua

Wccnepyembliin napameTp Hopma McxopHble faHHble BPT
Al cuctonnueckoe/Al] cpepHee/Al] ANAcTONNYECKOE, MM PT. CT.

LJ1A cuctonnueckoe/CpAJTA/ONA pnactonnyeckoe, MM pT. CT. 15-30/9-19/4-12

O3NA, MM pT. CT. 4-12

TMT, MM pT. CT.

[lnactonuyecknii rpagueHT, MM pT. CT.

[asneHwue B M1, MM pT. CT. 0-10

[asneHue B MK, MM pT. CT. 15-30/0-8

YCC, ya/mnH

CB, n/muH 4-7

CW, n/mnn/m? 2,8-4,2

ONCC, anHxcxcm™ 800-1200

Orncc, Wu 10-15

JNICC, anHxcxem™ 50-150

JICC, Wu 0,6-1,8
Mynbcokcnmetpus, SpO,, % 95-98

LleHTpanbHas BeHa, SVO,, % 68-77

MM, SvO,, %

X, SvO,, %

NA, SvO,, %

MNepudepuueckan aptepus, SaO,, % 95-99

CW=CB/MMT, n/MnH/m?

OlMNCC=80x(cpenHee cuctemHoe All-cpeaHee aasnexue MM)/CB;
JICC=80x(CpAJ1A-[A3J1A)/CB=80xTII/CB;

TNr=CpANA-A3N1A;

Inactonnuecknin rpagneHT=J/1Agnactonnyeckoe-f3J1A

Npumeyvanune. Hb - remorno6uH kposy, ALl - apTepranbHoe aasneHne, YCC — yacToTa cepaeuHbix cokpalyeHui, OMNCC - obuee nepudepuyeckoe

conpoTuBneHmne cocynoB (auHxcxcm>, Wux80), CU — ceppeunbin nngekc, MMNT - nnowaab nosepxHocTy Tena (m?), TMNIM — TpaHCNynbMOHaNbHbI

rpagueHT.

Ta6nuua 4. NMpotokon T6X
Table 4. T6X Protocol

WcxopHo Mpw 3aBeplueHnn
Bpema
All, Mm pT. CT.
YCC, ya/muH
SpOz, %
MakcumanbHas § 10 MakcumanbHas § 10
OueHb, oyeHb Taxenaa ff 9 OueHb, oyeHb Taxenan ff 9
8 8
OueHb TAxenas | 7 OueHb TAxenas | 7
6 6
Taxxenan f 5 Tsxxkenan f 5
OueHKa oKy no wkane bopra, 6ann
Heckonbko Taxenas | 4 Heckonbko Taxenas | 4
YmepeHHas f 3 YmepeHHas f 3
Nerkas § 2 Nerkas § 2
OueHb nerkas 1 OueHb nerkas 1
QueHb, oueHb nerkasa f§ 0,5 QueHb, oueHb nerkasa f§ 0,5
0 0
PaccTosHMe no pesynbratam TecTa, M
[MprynHbI NpexaeBpeMeHHOro 3aBepLUeHna TecTa
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Tabnuua 5. Cxema HabnoaeHus nauymenTa ¢ JIAT (agantupoBaHo us PekomeHgauuii ESC/ERS no guarHoctuke n neyenuio JII, 2015 r.)
Table 5. Monitoring of the patients with PAH (adapted from 2015 ESC/ERS Guidelines for the diagnosis and treatment of PH)

UcxopHo | Kaxkable 3-6 mec? | Kaxkgble 6-12 mec? no;eepv?:n/?eﬂgﬁmﬁ Mpu kuHUueckom
B Tepanun? yXxynuieHun
MeguumHckuin ocmotp 1 onpepeneHne OK no BO3 + + + + +
K + + + + +
T6X/wkana bopra + + + + +
KapanopecnupaTopHoe TecTpoBaHue + + +e
SxoKI + + + +
JlabopatopHble TecTbl (6a30BbiN)° + + + + +
JlabopaTtopHble TecCTbl (pacLUMPEHHbIN) + + +
la3bl apTepranbHom Kposud + + + +
KNnoc + +f Lo 4e

2/HTepBasibl 3aBUCAT OT NOTPEOHOCTM NALMEHTa; PKIMHUYECKNI aHaNN3 KPOBY, MEXAYHAapOLHOe HOPMaM30BaHHOE OTHOLLEeHNe (Tepanus
BapdapriHOM), BUOXMMNYECKINIA aHaNV3 KPOBW, KpeaTuHH, Kanuin, Hatpuia, ACT/ANT (tepanusa AP3), 6unupy6rH, BNP/NT-proBNP; cTupeoTponHbiit
rOPMOH, TPOMOHUH, MOYeBas KNC0Ta, 0OMeH ene3a (kenie3o, GeppuTUH, pacTBOPUMbIV peLenTop TpaHcheppuHa); “apTepranbHas nnv
apTepuasnbHas KanunisapHasa KPoBb, BO3MOXHO onpeaeneHue SpO, y cTabusbHbIX 60/bHbIX; *tHEOOXOANMO PacCMOTPETb BO3MOXHOCTb
BbINOIHEHUS; 'BBINONIHAGTCA C perynsapHbIMY HTEpBalamMyi B PALE LIEHTPOB.

2Intervals depend on the patient needs; °clinical blood test, international normalized ratio (warfarin therapy), biochemical blood test, creatinine,
potassium, sodium, AST/ALT (therapy with ERASs), bilirubin, BNP/NT-proBNP; <thyroid-stimulating hormone, troponin, uric acid, iron metabolism
(iron, ferritin, soluble transferrin receptor); darterial or arterial capillary blood; possible determination of SpO; in stable patients; ¢it is necessary
to consider the possibility of implementation; fruns at regular intervals at a number of centers.

Ta6nuua 6. OueHka nporHo3sa (aganTupoBaHo u3 PekomeHngauuin ESC/ERS no gnarHoctuke n nevenuto Jir, 2015 r.)
Table 6. Prognosis assessment (adapted from 2015 ESC/ERS Guidelines for the diagnosis and treatment of PH)

MporHocTnyeckui NnpusHak Husknin puck . _ .
(npepnonaraemasn CMepPTHOCTb B TeYEHMe roaa) (<5%) Cpepnuit puck (5-10%) Bbicokuit puck (>10%)
KnrHunyeckre nprsHaky NpaBoXenyfoYyKkoBON cepaeyHom
HEOCTATOYHOCTH OTcyTCTBYIOT OtcyTcTBytOT MpucyTcTByIOT
MporpeccrnpoBaHne CMMNTOMOB Het MenneHHoe BbicTpoe
. lNoBTOpHbIE
Penikve npu taxkenomn .
CuHkone Het npwv NoBceaAHEeBHOM NN
Harpyske nnm s oproctase He3HauNTeNIbHON Harpyske

OK no BO3 I 11l \%
T6X, M >440 165-440 <165

nnkosoe MI/MUH/KP >15 11-15 <11
KapanopecnupatopHoe -
TecTMpoBaHue VO, % OT QOSIKHOIo >65 35-65 <35

VE/VCO; slope <36 36-44,9 245

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

NT-proBNP, Hr/n <300 300-1400 >1400

nnowgaab MM, cm? <18 18-26 >26
IxoKI

BbINOT B MONOCTY NepuKapaa Het HeT nnn MMHUManbHbIN Ha

nasnenwve B MM, MM pT. CT. <8 8-14 >14
lemoanHamuka ) B
(npu KNOO) CW, n/MnH/m >2,5 2,0-2,4 <2,0

SvO,, % >65 60-65 <60
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Tepanus JIAT BKmOUaeT oOIue MEPONIPUATHSA, HECTIELU(DUUE-
CKYIO MEMKAMEHTO3HYIO TEPATIHIO, CIELU(DUIECKOE JIEKAPCTBEH-
Hoe Jieyenue. B ocnose narorenesa JIAL iexaT aH/10TeNnaIbHas
JUCYHKIMA, TUIEpTpOopUa Meanu, nponudepanud u Guoépos
HMHTHUMBI, BOCITAJIEHUE U JIOKATbHBIE MUKPOTPOMOO3BI COCY/IOB C
IPOIPECCUPYIONIEIT OOINUTEPAIIUE IETOUHOTO COCYJUCTOTO PyC-
J1a 1 POPMUPOBAHUEM IIEKCOTEHHON aPTEPUONIATUN. [IpUUMHOI
1 CIEICTBUEM THUX ITATOIOTMYECKUX IIPOLECCOB CIYKUT ANCHA-
JIAHC MEXKJY SH/IOT€HHBIMU BAa30/IUIATUPYIONUMI MEUATOPAMH,
NPENATCTBYIOIMMUMHU PA3BUTHIO JIETOUHO-COCYAUCTON OOIE3HU
(NO, mpOCTAUKINH) ¥ BA30KOHCTPUKTOPHBIMA MEIUATOPAMH,
HNOTEHIUPYIOMUMHU €€ (3H/IOTENNH, TPOMOOKCAH, CEPOTO-
HuH) [1, 4, 11]. CoBpemenHoe neyeHue JIAI npeanonaraer Bo3jei-
CTBUE HA TPU NTATOTEHETUYECKUE MUIIEHH, BOBJICYEHHBIE B DA3BU-
THE U Tporpeccuposanue JIAT, — 3T0 aKTUBAINA CUCTEMbI 3H/I0TE-
JmHa-1, nepunnt sH10reHHOro npocranukinHa U NO [4]. Mcxons
13 KIMHAYECKON cuTyanny, JIAI-cnenndryeckas Tepanus Bpion-
paeTcs Cpey IOCTYHBIX B POCCHY IPENapaTOB YETBIPEX KIACCOB:
HHru6UTOPH (hocoanacTepasbl-5 (MPID-5), CTUMYIATOPEI pac-
TBOPUMOM I'yaHMUIATIMKIA3E! (PI1L), aHTArOHUCTHI PELENTOPOB
3H7I0TENMHA (APD), aHasoru npocTauukinga 3, 11-13).

DHpoTenManbHas JUCyHKmua npu JIAL XapakrepusyeTcs yMEHb-
HIEHHEM 06PA30BAHMA BA30OAWIATATOPOB ¥ AHTUIPOIM(DEPATUBHBIX
coeimHeHn, TakuX Kak NO u mpocTaikini. NO — KOPOTKOKUBY-
U PEAKTUBHBIN I'a3 C BBICOKON MIPOHUKAIOIIEN CIOCOOHOCTHIO,
BBIPAGATHIBAEMBIN U3 L-aprununa ¢ ygacrueM NO-CHMHTA3bl, yJa-
CTBYIOIIUI B PETYIIAIIMY 0OPA30BaHUA BA3OKOHCTPUKTOPOB, POCTO-
BBIX (DAKTOPOB B SHJOTEINH COCY/IOB U BBI3BIBAIOLINIT BA30JU/IATA-
LIMIO, 4 TAKKE MHIMOMPOBAHNE AKTUBALIMH TPOMOOIIUTOB 1 IIPOJIH-
(peparyn 1713/IKOMBIIIEYHBIX KIETOK COCYIUCTON CTEHKN [14, 15].

OJHUM 13 OCHOBHBIX (PaKTOPOB natorenesa JII' CYnTaeTca yMeHb-
menue copepxanna NO-cnnTas B 3n0TeMy. CyleCTBEHHOE 110~
BBIIIEHUE B JIETKUX KOHIIEHTPAIIMH ACUMMETPUYHOIO IUMETHIIAP-
TMHUHA, ABJIAIONEIOCA HAMOOJIEE 3HAYMMBIM HMHIMOMTOPOM
NO-CUHTA3bl, 4 TAKKE CHIKEHUE IKCTIPECCUU NO-CHHTA3bI MOTYT
OOBSACHATD YMEHBIIIEHUE COfiepKanys sHzioreHHoro NO [4, 11].

KiroueBbIM pernenntopoM aHioreHHoro NO ssnsercs pI'Ll, ctu-
MyJIALMA KOTOPOI YBEIMYMUBAET OOPA30BAHNE CUTHAIILHOM MOJIE-
KYJIBl IIMKJIMYECKOIO I'yaHo3uHMoHO(pochara (uI'MP), peryu-
PYIOLIEr0o MHOTUE (PU3MONIOTHYECKUE U TATOPUIUOJOTHUECKUE
yHKIMH coCcy0B. BI'M® HE TOIBKO BBI3BIBAET BA30ANIATALIUIO
BCJIE/ICTBUE PETAKCAIUN IJI/[KOMBIIIEYHBIX KJIETOK CPEAHEN
060JIOUKH, HO U NIPENATCTBYET MIPOLIECCAM IPOoaUdepanuy, pud-
PO3a ¥ BOCITAJIEHHSL.

[Ipy CHWKEHHOM KOHLEHTPAMU 3HA0reHHOro NO, a Takke
paspymennu I’ MP nzopepmentamu GID 3(hPEKTUBHOCTD IPe-
mapatos rpynmsl UP/ID-5 npu JIAT MOXKET OKa3aThCS HETOCTATOU-
HOI1 (TI0 HEKOTOPBIM JTAHHBIM /10 60% MAIIUEHTOB HE OTBEYAIOT Ha
Tepanuio uP/ID-5). B CBA3M € 3TUM ObIIO BBICKA3aHO OOOCHOBAH-
HOE IIPEANIONIOKEHNE O LENECOOOPAZHOCTH HA3HAYEHNA CTUMYJIA-
TopoB PI'T] 601bHBIM JIAT, HE OTBEYAIONUMM Ha Tepanuio uP/ID-5.
Crumynarop pIll — puonuryar — 06/1a/Ja€T JBOMHBIM MEXAHU3-
MOM JICUCTBHS: CIIOCOOCTBYET MOBBIMIEHUIO CHHTE3a M 110-
cpezictBoM npsmoit crumyssitnu pI'll nogo6uHo NO, HO He3aBU-
CHMO OT HETO, a Takke cencubumsupyer pI'll k sugorennomy NO
nyrem crabunmmusanun casu NO-pI'Ll. Boccranosnenue ecre-
ctBeHHOrO MeTabomnueckoro mytu NO—pIlll-ul'M® BeI3bIBaeT
yBenuueHue npoaykiuu nl'M®. Cnoco6HOCTb pUOLTUTYATa CTH-
MyIApOBaTh cuHTE3 NI M® B ycnousax gedunura NO, 9acTo Ha-
6moaaemoro npu JIAL, ABIA€TCA NOTEHIIUAIBHBIM PEUMYIIIE-
crsoM niepeys udb/ID-5 [15].

JIo TIOCIEAHETO BPEMEHN NMPAKTUKA HA3HAYEHHUA HAYAIbHOMN
KOMOMHUPOBAHHOU Tepanuu JIAT-crierudryeckiMu pernapara-
Mmu B PK He 6pu1a pacnpocrpanena. OOGHOBIEHHbIE PEKOMEH/IA-
LMY KOHCEHCYCHOM KOH(pepenuuu B Kempne (2018 1) npeanona-
raloT B KAYECTBE CTAH/IapTa JICUEHU BIIEPBbIE IMATHOCTHPOBAH-
HBIX IAIIUEHTOB C «KJIACCUYECKUMU» (popmamu JIAT, mpenmyie-
CTBEHHO MOJIOJIBIX OOJIBHBIX 6€3 3HAYMMBIX (CEPBE3HBIX) CEPACY-
HO-JIETOYHBIX KOMOPOU/THBIX COCTOSTHUH /3200IEBAHNM, UCTIONb-
30BaTh HAYAJIbHYI0O KOMOMHUPOBAHHYIO Tepanuio. Haznauenue

MIPENAPATOB B KAYECTBE MOHOTEPAIMU OOJIEE HE CUMTAETCA ONTU-
MQJIBHBIM ITOJXO/JJOM Y TAKAX NAIIUEHTOB. TAKMM 06pa30M, Ialu-
€HTY C BHOBb /IMATHOCTUPOBAHHOM «KITACCUYECKOMN» JIAI' HU3KOTO
WA IPOMEKYTOYHOI'O PUCKA I0JKHA ObITh HA3HAYEHA JJBOMHAAL
NIEPOPANTbHAA KOMOMHUPOBAHHAA Tepanusa APD+ud/ID-5 nmm
APD+crumyssitops! pI'Ll cootsercrseHHo [16].

OKOHYATENBHOE PEMIEHHE IO TAPTETHON TEPAnuu 60IbHLIX JIAT
COIVIACOBBIBAETCA CO CHELMATUCTAMUA (PEJEePANTbHOIO LIEHTPA,
0(OPMIIAETCA B BU/IE XO/IATANCTBA HA MM MUHHUCTPA 3/PABO-
oxpanenus Pb 32 TOAMUCHIO COTPYAHUKOB Pb: Ty1aBHOrO BHEmTaT-
HOTO TepanesTa PK, 3aMecTuTess 11aBHOro Bpaya 1o TEPANeBTH-
YECKOM YACTH, 3aBEYIOMETO KAPAUOJOIMYECKUM OT/EICHUEM,
BPaya-KapUOI0rd, KypUpyIomero nanueHTos ¢ JIAT u XTOJIT, 3a-
BEIYIOLIETO PEBMATONIOIMYECKUM OTAENEHUEM (IIPH HAINYUH
JIAT-C3CT), 3aBeAyIonero MmyJbMOHOJIOTHYECKUM OT/IEIEHUEM
(npu Hamayun XTOIIT).

PuHAHCHPOBAHME JIEKAPCTBEHHOTO O6ecTedeHns 60abHbIX JII
OCYIECTB/IACTCA B PAMKAX BEJIOMCTBEHHOM 1€/IEBOM IIPOIPAMMBI,
YTBEPAKIAEHHOM NpUKa3oM Munsapasa PK ot 24 nexkabpsa 2015 1.
Ne2504 «[IpepynpexaeHue MHBAMAAN3AINN Hacenenus Pecmy6-
mku Kapenus». [Topnporpamma «JIekapcTBeHHOE O6ecredeHne
MAIUEHTOB C OP(PAHHBIMU 32001€BAHUAMM> ITO3BOJIAET IPOBO-
auth JIAT-cienmduyaeckyio Tepanuio nanuentam ¢ uJAIL Biaro-
Japs noanporpamme «OT/ebHbIE MEPOIIPUATHS, HAIPABICHHbIC
Ha OOECIIEYEHHE JIEKAPCTBEHHBIMU NPENAPATAMU TPAXKIAH IPU
XPOHMYECKNX 32001€BAHUAX (COCTOAHMUAX), YIPOKAIOMNX JKU3-
H» JIAT-criennpryeckast Tepanus Ha3HA4aeTCsl TAKKE IPU JPy-
rux popmax JIAT u XTSI [17].

Ormmunrensnon yeptoir XTOJII aBageTcsas BO3MOKHOCTD J10-
CTHYb Y OOJIBIIMHCTBA NOAXOAIMX (OIlePaOEIbHbIX) MAIMEHTOB
3HAYUTEIBHOIO YIyIIIEHNA TEMOJUHAMUKH U KIMHUYECKOI'O CO-
CTOAHHA IO PE3YABTATAM ONEPATUBHOTO Jeuenus — JITOO. Hop-
MaIN3a1UsA TEMOIMHAMUKY Y TAIMEHTOB, epeHecnmx JITO3, mo-
JKET CONPOBOXIATHCA OOPATHBIM peMoaenuposanuem IDK u Boc-
CTAHOBJIEHUEM €T'0 (DYHKIMH, YTO 3HAYUMO YIy9IHIAeT (DYHKIHO-
HAJIbHBIY CTATYC ¥ IPOTHO3 [1, 4, 13].

B ¢BA3M C TEM, UTO IPUHATBIE B MUPOBOU INPAKTUKE METO/IBI XU-
PYPrUYECKUX BMEMATENLCTB NPY XTOJII HE BEIMOAHAIOTCA B PK,
6OJIbHBIE, HYXKIAIONIUECS B TAKOM JIEUEHUH, HATIPABJIAIOTCA B (pe-
JepaipHble IeHTPbL. Bee nmanuenTel ¢ XTOJIT o6cyxaaoTes Ha
TIpeJMET BO3MOKHOCTHU IPOBEAEHNA OIIEPATUBHOIO JIEYEHUSA CO
crenuanucramu PIr'by «<HMULL um. B.A. Aimazosa». Pe3ysraTsl
CKT /14 KOHCY/IBTAIUK HANIPAB/IAIOTCA B (PEAEPAIBHYIO KIMHUKY
4yepes UEHTP TeNEKOMMYHUKauu PB. B cirygae oTcyTcTsus BO3-
MOKHOCTH oriepaTuBHOro jedeHus XTOJI 8 OTBY «HMUIT um.
B.A. AmMa30Ba» 60IbHBIE OOCYKAAIOTCS CO CIELUATACTAMU BTOPO-
ro pedepenTHoro 1nentpa (Proy «HMMUIL nm. akazn, E.H. Memain-
KWH2»). [Ipy IpU3HAHUH NAIUEHTA HEOTIEPAOEIbHBIM B IBYX (hbe-
JIepaJIbHBIX LeHTPax JII' Wn Hammyuu epCUCTUPYIONIEi /pesnyly-
anpHOoM JIT mocyie mMpoBEICHHOTO ONIEPATUBHOIO JICUCHHUS PEIie-
HHUE I10 TAPTrE€THON MEUKAMEHTO3HO Tepanun 0(popMIIsLeTCs B
BUJI€ XOATAUCTBA HA UM MUHUCTPA 34paBooxpanenus PK. Peko-
MEHJIOBAHHBIM IIPENIAPATOM B JIEYEHNH TAKUX MTAITUEHTOB ABJIACT-
¢s1 cruMysiaTop pr'll puonuryar Kax npenapar 1-m JIMHuM, KIMHU-
YECKUE UCCIIENOBAHNA KOTOPOT'O IPOJEMOHCTPUPOBATH 3P PEK-
TUBHOCTDb M 6€30IIACHOCTD JIEYEHUA MALUEHTOB C HEKOTOPBIMU
opmamu XTOIT [1,4,7,8,11, 16,18, 19].

PerynsipHoe Ha6/10/I€HNE TAIIUEHTOB, ToayJYaomux JIAl-cne-
IU(UIECKYIO Tepanuio, B PK ocymecTsiseTca BpadoM-Kapanoo-
I'OM WJIY TEPATIEBTOM IOJUKIMHUKY 10 MECTY JKUTENbCTBA. OHO-
BPEMEHHO NAIIUEHTDI NEPUOAUYECKH OCMATPUBAIOTCA BPAYOM-
Kapauonorom PB, kypupyromum 60abHbIX JIAT 1 XTOJII, ¢ KOTO-
PBIM KKABIA U3 TALMEHTOB UMEET IMMOCTOAHHYIO BO3MOKHOCTD
CBA3aTbCA 10 TeNe(pOHY IPU YXYAIEHUN CAMOYYBCTBUA WX BO3-
HUKHOBEHHWH TPYAHOCTEN B ITIOJIY4EHNH JIEKAPCTBEHHBIX MIPETIa-
paToB. B onpezenenny KpaTHOCTU U IJIAHA BUSUTOB CIICIUAIN-
crel PB crapaiorca npupep:xusarbesa pekomenganui ESC/ERS
2015 1. (Tabm. 5), 9TO OBIBAET 3ATPYAHUTENLHO B OTHONIEHNH T1a-
LMEHTOB, IPOKUBAIOMINX B OTJAJICHHBIX parioHax [1]. Kaxapii ma-
LIUEHT OCMATPUBAETCA IO BO3MOKHOCTH HE MEHEE /IBYX PaA3 B I'OJL.
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Tabnuua 7. Xapaktepuctukun 6onbHbix JIT (2015-2018 rr.)
Table 7. Characteristics of patients with PH (2015-2018)

Bapnant nl?l'?g? MNepBbiit BU3NT Tepanus MocnepgHunn Bn3uT
nr
nata narta BNP, Hr/n NT"::?,? NP, T6X, m nata BNP, Hr/n NT'ﬁlr_‘/): NP T6X, m

NAT-C3CT | 012014 | 042016 <300 405 A+C 122018 <300 MM
NAT-C3CT | 062014 | 01.2016 300-1400 435 P 06.2018 <300 465
NAT-BMC 2000 06.2016 <50 MM 11.2018 <300 MK
NAT-BMC 2002 102017 <50 415 M 11.2018 HA HA 405
WIAT 072011 | 032016 <300 470 P 08.2018 <300 510
WIAT 102012 | 052016 <300 480 C 102018 <50 515
WIAT 072015 | 07.2015 300-1400 405 C 102018 <300 370
WIAT 042012 | 052018 <300 460 | C+B(C+M) | 102018 | 50-300 480
WIAT 012014 | 052015 <300 610 C+A+M | 112018 HI HA 460
égnﬂrma) 082014 | 082017 | 50-300 445 C(C+M) | 102018 300 405
é?%ra) 042016 | 04.2016 >1400 260 P 102018 | 300 440

MpumeyaHune. A — ambpuseHTaH, b — 603eHTaH, V1 — nnonpocr, P — puouuryart, C — cungeHadun, M — maunteHTaH, MU — manovrHdopmaT/BHBbIN TecT
(conyTcTBYIOLME COCTOAHUA, HE NO3BONAIOLLME aleKBATHO BbINONHUTL T6X), HI — HET AaHHbIX.

Bo Bpema AuCnaHCEPHO-AUHAMUYECKOTO HAOMIOAEHUA PEKO-
mengyercs nposesienune KITOC c onenxoit pynknnum [DK namene-
HUA KOTOPOH MOT'YT ObITh MACKHUPOBAHHBIMU Y KIIMHUYECKH CTa-
O6nIbHBIX TauueHToB [10], opHako B PK HE IPaKTHUKYETCA PETy/sp-
Hoe BoinosHenue KITOC ¢ 4acToToi, peyIoKEHHON eBPOIIEH-
ckumu Komteramu. Onenka apdexrusnoctu JIAI-cnenuduye-
CKOHM TEPAIMM OCHOBBIBAETCA HA HEMHBA3WBHBIX HCCIIEJOBA-
HUSIX — IMHAMUAKA CHMITTOMOB, T6X, TIOK432TeIIst HATPUIYpETHYE-
ckoro nentuzia (BNP) i N-KOHIIEBOIO NpeAIeCTBEHHUKA BNP
(NT-proBNP), napamerpos DX0OKI, BKIIOUast Pa3MePbI IPABbIX OT-
nenoB cepana, TAPSE (cucronnueckoe JIBHKEHUE IJIOCKOCTU
KOJIbIIA TPUKYCIAAAIBHOTO KIAIaHA) U HAIMYKUE BbIIIOTA B [IOJIO-
ctu nepuxapza [20, 21]. Bonpoc 0 KOppeKIUK TEPATTUN PENTAETCA
Ha OCHOBAHUHW NPHUHAJICKHOCTUA IMAITUECHTA K OHpCL[CJICHHOI;I
IPYIIIE I'OJJOBOIO PUCKA CMEPTHOCTHU (TabiL. 6). Llenbio Tepanuu
JIAT B PB ABIA€TCA CTAOMIN3ALINA COCTOSHNSA ITALINEHTA HA Y/IOB-
nersoputenpHOM KnHrdeckoM yposHe (I nu IT @K o BO3) 6e3
npusHakoB [DK-Henocratounocru (1,4, 11].

Benenue perncrpa 60mbHbIX JII OCYIECTBAAETCA CIENUATUCTAMA
PB ¢ mag 2015 1., B HEI'O BOIWIN HE TOJIbKO IIEPBUYHO BbIABICHHbIE
cydan JIAT u XTI, HO M alueHTsl, ke nosy4datonue JIAT-cre-
nupuaeckyio Tepanmio. K Hagany 2019 . 8 Pb oz perynapHbiv Ha-
omozenreM HaxoaaTcst 12 marueHToB. OJIBINIKA SIBISIETCS HauOosee
YaCTBIM U PAHHUM CUMIITOMOM 3200/I€BAHUA — OTMEYAIACh BCEMHU
GOJIBHBIMHU B I€6I0TE 326071€BaHMS. B cpe/iHeM ¢ MOMEHTA MOsIBIIE-
HUS OZIBIIIKU (TIEPBBIX CUMIITOMOB MaHU(DECTAIIUY 3200/1EBAHIUA)
Jjo BemonHenus KITOC (3a uckmouenuem ciydaes BIIC) npoxoau-
JIO OKOJIO 2—3 JIET, YTO JJOCTATOYHO MHOT'O IIPH MEINAHE BbLKUBAC-
MOCTH marueHToB ¢ WJIAT 28 roja 6e3 TapreTHOH Tepa-
nu [4, 22-24]. Bce xogararicTsa o HazHauenuu JIAI-cnenudpuye-
CKOH TEPATINH, TOJAHHBIE 3d BPEMS BEICHUA PETUCTPA G0MbHBIX JIT,
ObLIN YIOBIETBOPEHBI B ITOJTHOM OOBEME, B TOM YHCJIE B OTHOIIE-
HUU U MAIJUEHTOB, CTPAJAIOINX OTIMUHbIMU OT WIAT popmamu JIT.

JUHAMUKA HEKOTOPBIX IIPOTHOCTUYECKUX IPU3HAKOB 32 BpEMA
Ha6/TI0/IeHNS 6OIPHBIX ITPE/ICTABICHA B TA6JL. 7. 32 IEpro/] HAbIIo-
nenus v aedeHus ¢ 2015 o 2018 1. CKoHYaIUCh 4 MarueHTa, rmo-

nay4gasmue JIAT-crienuduyuecKkyo Tepanuio. M3 Hux 3 60JbHBIX
JIAT B BO3pacre 58-60 ser ¢ ucxoaubim III ®K mo BO3
(JIAT-C3CT — 2, JIAI-BIIC — 1): B 2 ciy4asix U3 3 IPUUMHOM CMEp-
TH CTAJIA TSLKENAA GAKTEPUANTbHAA MH(PEKIINA JbIXATENTbHBIX ITy-
Tel. B 4-M cydae cmeprb nanuenTa ¢ XTOJIT nacTynuia oT BHyT-
pUYEPENHON reMOpparuu Ha (POHE COCYJUCTON MaNb(HOPMaALIUI
TIPM LEJIEBBIX 3HAYEHUAX MEKIYHAPOJHOTO HOPMAIM30BAHHOIO
oTHOMIEeHuUA cryctd 1 ro nocie apdexrusHon TP, BbITOTHEH-
Hott B ®IBY «HMULL M. B.A. AMa30Ba» (IMHAMMKA B CDOKU 3 MeC
no/mocie onepanurt: NT-proBNP — 1718,0-99,4 nr/mi, T6X —
190-510 M, pacuernoe cucromndyeckoe IJIA npu OXOKI —
110-38 MM pr. cT, [DK — 4638 MMm).

06cyxaeHue

OmnbiT Begenus nanuenTos ¢ JII' B PK noarsepxgaer TpyjHOCTH
paHHEN AUATHOCTUKU IO NPUYMHE HECHEIM(PUIHOCTH HAYAIb-
HBIX cuMIITOMOB [1, 11, 13]. Tlepuos or Manudecrannu 3a601eBa-
HUSA JIO YCTAHOBJICHHUSA OKOHYATEIBLHOI'O IMario3a B PK cocrasnger
OKOJIO 2—3 sieT. Hanbonee 9acThiM M paHHUM nposasiaenueM JIAT u
XTOIIT sinsiercst ofipimKa [1, 24]. B cBs3u € BeAymieil posblo nep-
BUYHOT'O 3B€HA B BbIsABICHUU C1ydaes JIAT u XTOJIT npencrasnser-
€ 1IeNIECO0OPA3HON Pa3PA6OTKA TOKAIBHBIX AITOPUTMOB 0OCIIE-
JIOBaHUA U BeZieHUs G0IbHBIX JII' B 3aBUCMOCTU OT JJMarHOCTHYE-
CKHUX Y JIEYUEOHBIX BO3MOKHOCTEN PETHOHA, B TOM YUCIIE C YKA3a-
HHEM IIEPEYHs COCTOAHMI, TpeOyomux OXOoKI -ckpunumra JIIL

B cBA3U € TEM, UTO OCHOBHBIM HEMHBA3UBHBIM METO/JOM JJMATHO-
cruku JIT' saesercss OxXoKI, BaKHOM CTAHOBUTCS HHPOPMUPOBAH-
HOCTD CHENUATNACTOB OTAEAECHNN (PYHKIIMOHAIBHOM IUATHOCTH-
KU U KIMHUAIUCTOB OTHOCHUTE/IBHO CIENU(UUYECKUX TAPAMETPOB
B OIIEHKE U BEPOATHOCTHOM XaPAKTEPE 3AKIIOUEHHA IPU KOHCTA-
TAIUX TOBBIIEHNA PACYETHOTO JIJIA.

JocrosepHas seprcpuxariys JII' oOCHOBaHA Ha PE3Y/BTaTaX HHBA-
suBHOM npoueaypsl KITOC, ocymmecTsiseMoi B CIEUAIU3UPO-
BaHHOM LeHTpe [1, 11, 14]. Bersnennoe npu OxXoKI' mosbimeHne
JUTA, 06BICHUMOE UMEIOIIEHCS TTATONIOTHUEN JIEBBIX OTAEIOB CEP/I-
114 WIK JIETKUX, KaK IPABUJIO, HE MPEANOJIATd€T BBITIOJHEHUE
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KITOC, HagHaueHus JIAT-cnenu@uaeckou Tepanuu, Ho TpedyeT
JIeYeHUs] OCHOBHOTO 3a001eBanus. B 1o e Bpems KITOC Heo6x0-
quMa st moreepykaeHus JIAT u XTOJIT nocie NCKITIOYEHMs BCEX
BO3MOKHBIX 60s1ee pacnpocTpaneHHbIX popm JII' [11]. TIpuunna
niosbimenys [JJIA, mo ganasM KITOC, omkHa OBITE YCTAHOBICHA B
X0/I€ IONOJIHUTENBHOTrO 0OcneioBanust. WJIAT B crpykrype JIAT
SBJISIETCS. IMATHO30M UCKIIOUEHNS, U 00 3TOM CJIEIYET IOMHUTD,
KOrIZIa BeAyTCa An(dEePEHIIMATbHbIE ITOMCKU CPEAN ACCOLTUUPO-
BaHHBIX (hopMm JIAT (BUY, BIIC, C3CT) [4].

CospemenHsle JIAT-cienugpuyueckne Ipenaparsl s T€UCHUS
HEKOTOPBIX (hOpM JIAT O3BOIAIOT YAYYIIUTD (DYHKITMOHATBHOE
COCTOSTHUE OPraHNU3Ma, TEMOIMHAMUYECKUE 1 JIAOOPATOPHBIE T10-
Kazartenu. [IpuMevaTesnsHo, 4To UX MPUMEHEHNE ACCOLIMUPOBAHO
C JOCTATOYHO BBICOKMMH ITU(PPAMU BBLKUBAEMOCTH ITALIEHTOB,
YTO MOATBEPK/AET PsAfl KIIMHUYECKUX UCCIE0BAHUN U PETUCT-
pOB [25]. PemeHne BONIPOCa O HA3HAYEHUHN BBICOKUX 103 BMKK
OCYIIECTBIIAETCS TOJTBKO HA OCHOBAHWUY TIOJIOKATEIBHBIX PE3YIIb-
TatoB BPT B xone KITOC (WJIAT, Hacneacrsennas JIAT, JIAT, acco-
LIUMPOBAHHAS C IPUEMOM JIEKAPCTB) (1, 4].

ITporpeccupyromee COCYAUCTOE PEMOAETNPOBAHME, JIEKAIIEE B
ocHose narorenesa JIAT u XTOJIT, npuBo/siiee K HEOOPATUMBIM
HU3MEHEHUSM B COCYIUCTON CTEHKE U HEYKJIOHHO YXY/IIAIOMIEMY-
€Sl KAYECTBY JKU3HU MMALIIEHTOB, IPUBEJIO K IIEPECMOTPY OAXO0B
K JIAT-cnienpucpmaeckoit repanuu [1, 14, 22]. JIAT-cnenuguyueckas
MOHOTepanus 60JIe€ HE CIUTAETCS ONTUMAIBHBIM ITO/IXO/IOM VIS

JIEYEHU IIAIIUEHTOB C BIIEPBbIE BbIABIEHHOI JIALL Pekomenganuu
KOHCEHCYCHON KOH(epeHiun B KenpHe (2018 1) onpejensior B
KAa4ECTBE CTAPTOBOM KOMOMHUPOBAHHYIO (JIBOMHYIO/TPOIHYIO)
TEPATHNIO /YISl MOJIOJBIX MAI[UEHTOB U MOHOTEPAIIHUIO /IS TIOXKU-
JIBIX GOJIBHBIX C TSKEION CONYTCTBYIOMEN ITAaTONOrnen. OHOBpPE-
MEHHO IIPEyCMOTPEHA BO3MOKHOCTD CMEHBI ITPETIAPATA TPYIIILI
n®/19-5 Ha crumynaTop pI'll Ha UHANBUAYAIBHON OCHOBE, UTO B
pARE CIYY4A€B MOXKET SABIATHCA ONTHUMAIBHBIM IOJXOZIOM,
B CPABHEHUH C ACKAIAryeit Tepanuu [16, 21].

XTOJIT siBsieTCs NOTEHIMAIBHO U3neunmoit popmort JIT, a ome-
PATUBHOE JIEYEHUE ABJIAETCS OCHOBHBIM METOZIOM. K coxanenuo, B
GOJIBIIOM YHCIIE CIYYAEB ONlepaTUBHOE edenne XTHJIT no pas-
HBIM [IPUYHHAM BBIIIOIHEHO ObITh HE MOXKET [14, 26, 27]. Becbma
OOHAJICKUBAIOT PE3YABTaThl HazHaueHus JIAT-crenuduaecknx
npenaparos naiuentam ¢ XTOJIT [13]. Cnepyer OTMETUTD, YTO
PUOLIUTYAT HA CETOAHSANTHUH JIEHD BJIETCS €IMHCTBEHHBIM Ta6-
NeTUPOBAHHBIM JIAT-CIenn@UUECKUM NPENapaToM I MEPO-
PAJILHOTO NTPUEMA, KOTOPBIN 3aPETUCTPUPOBAH B Poccuu u nmeer
MIPONUCAHHBIE B UHCTPYKIMU ITOKA3AHYS /I TEPAIINU MTAIIEHTOB
¢ neonepabenpnon XTOJII mim nepcucTUpyIomen/penninBu-
pytomeit XTOJIT nocsie onepaTuBHOTO JieueHus [28].
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