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AHHOTaUMA

Jlerounas apTepuanbHas runepTeH3ua — TAXenoe nporpeccupytoLLee 3aboneBaHne ¢ BbICOKUM pUCKOM CMepTH, TpebyloLliee TOYHOI OLieHKN NporHo3a Ana
onTumu3auuu Tepanun. (TpaTMOUKaLMA pucka Urpaet KNiUYeByl pofib B MPOrHO3MPOBaHUM BbIXUBAEMOCTI U Bbibope TakTUKy Nneuenns. CoBpemeHHble
noaxofibl 6a3MpylTCA Ha MHTErPaNbHOM OLEHKe KNWMHWUYECKNX, reMOANHAMUUeCKUX, NabopaTopHbIX U MHCTPYMeHTabHbIX NapaMeTpoB ANA BblABNEHUA
NaLNeHTOB C HU3KNM, TPOMEXYTOUHbIM 1 BbICOKMM YPOBHEM pUCka CMepTH B TeueHue 1ro4a, 4To N03B0OAAET NepCcoOHaNn3npoBaTh eyeHne: 0T MOHoTepanui
J10 arpeccBHbIX KOMOUHUPOBAHHBIX CXeM 1 HanpaBAeHUA Ha TPAHCNAHTaLMO.
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Modern approaches to risk stratification and prognosis
assessment in patients with pulmonary arterial

hypertension
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Abstract

Pulmonary arterial hypertension is a severe progressive disease with a high mortality risk, requiring an accurate prognosis assessment to optimize therapy. Risk
stratification plays a key role in predicting survival and choosing treatment tactics. Modern approaches in risk stratification are based on an integrated assessment
of clinical, hemodynamic, laboratory and instrumental parameters to identify patients with low, intermediate and high risk of death within 1 year, which allows
to personalize treatment: from monotherapy to aggressive combination regimens and referral for transplantation.
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BBegeHmne

Jlerounas runeptensus (JII') - aTo rpymma 3aboneBaHuUil ¢
TeMOJVIHAMMYECKON KapTUHOM NPOrPeCCUPYIOLIETO MOBBIIIE-
HUs JIero9HOro cocyaucroro conporusnenus (JICC) u gasie-
Hs B ieroyHoit aprepu (JJIA), 4To mpuBOAUT K AUCHYHKIINU
npasoro >kenypouka (ITXK) m pasBuTmio mpaBOXKemy[o4KoO-
BOIl cephedyHOil HegocTatodyHOCTH [1]. OOBIYHO MPOSBIsET-
cs1 HecrrenM(PMIeCKUMIU CUMIITOMAMY, TAKMMY KaK OJBIIIKA,
YCTa/I0CTb, aHTMHO3HBIE 6071 11 06MOpOKM. ITo cOBpeMeHHbIM
ouenkaM JIT ctpajaet ~1% HacenmeHMs MIaHeTH [2].

CormacHo pekoMeHfauusAM EBporeiickoro ofijectBa Kap-
puonoros u Esporneiickoro pecrparoproro obmecrsa (ESC/
ERS 2022) a taxxe marepnanam Cegbmoro BecemyupHoro cum-
nosuyma 1o JIT' 2024 roga ucnonbsyercs ciefylolee onpese-
nenne JII' — cocrosinme, XapaKTepusyloljeecs IOBbIIIEHNEM

CpefiHero AaBeHuA B merouHoit aprepun (cplI/IA) >20 mm pr.
CT. B TIOKO€ IIPM €TO0 OLIeHKe C MIOMOIIbIO KaTeTepusaly 1pa-
BbIX oTfenoB cepaua (KIIOC) [2, 3].

B coorBercTBuu ¢ KInHUYecKoit kaaccupukanneit ESC/ERS
2022 nmerouHas aprepuanbHas runeprensus (JIAD) sBnsercs
omHol n3 nAty rpynn JII' u compsxeHa ¢ BHICOKMM PUCKOM
cmeptu. HuarHoctudyeckumn Kputepuamu JIAI aBnAroTca
crefyomye TreMOfMHAMUYecK1e IapaMeTphl, ONpefenseMble
npu nposeperun KIIOC (2, 3]:

o cplJJTA >20 MM. PT. CT.;

o JaBJIeHNe 3aK/IMHMBAHNA B JIETOYHOI apTepun <15 MM pT.
CT;

« JICC >2 E]] Bypa.

Pacnipocrpanennocts JIAT cocraBnser 48-55 ciydaes Ha
1 MmIMoH B3pocnmoro HaceneHus [1]. AxryambHas nHoOp-
MalysA O TeyeHuu, nporpeccuposanun u ucxopax JIAT nmomy-
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YeHa 13 HAI[MOHATIbHBIX ¥ MEeXJIYHAPOAHBIX perucTpoB. Tak,
B CIIA c 1981 mo 1986 r. 6611 oprannsosan peructp Hanu-
OHAJIbHBIX MHCTUTYTOB 3710poBbs CHIA n1a M3ydeHUs Kiau-
HUYECKMX XapaKTePUCTUK U ecTecTBeHHOro TeueHms JIAT.
[Tpoananusuposanu faHHble 187 NMalleHTOB, BKIIOYEHHBIX B
peructp ¢ 1981 o 1986 r. u Habmogasuxcs go 1988 r. Pacyer-
Hble TT0Ka3aTe/lN BBDKMBAeMOCTH ObIIN CIe Yo nMI: depes 1
rof — 68%, yepes 3 roga — 48% [4,5].

ITpocrieKTUBHBI 06CepBAIIMOHHBII HAIMIOHATbHBIN PpaH-
nysckuit peructp JIAT (French PAH Registry - FPHR) yun-
TeiBan nanueHToB ¢ JIAI, xoropeie monydanu JIAT-cmenu-
¢dudeckylo Tepanuio ¢ okTa6psa 2002 roga. ITo manHeim FPHR
pacueTHas 1- 1 3-7eTHAA BbDKMBAEMOCTD Y MAL[MEHTOB C UU-
omarnueckoit JIAI/ nacnepcrsennoit JIAI/ JIAT mupgynupo-
BAHHOJ IIPMEMOM JIEKaPCTB ¥ TOKCMHOB, COCTaBIAna 89 1 69%
COOTBETCTBEHHO, U Obl/Ia 3HAYNTEIbHO BBIIE, YeM Yy Mal[VeH-
TOB 13 peructpa HannonanbHbIX MHCTUTYTOB 310poBbsa CIITA
[6]. Pasnmuuus B JaHHBIX O BBKMBAEMOCTY ManueHToB ¢ JIAT
00yCIIOB/IEHbI BpeMeHeM CO3[aHMsI PETUCTPOB: K0 1100 HOCTIe
nosiB/IeHus coBpeMenHoit JIAT-cnenudnyeckoit Tepanun.

C mapra 2006 r. B CIIIA g4 yTOuHeHMA XapaKTepa Tede-
HI, JIe4eH s, IPOrHO3a M BBDKMBAeMOCTH HanueHToB ¢ JIAT
CO3JlaH PETUCTP MCXOHON U JUHAMIYECKOI OLeHKM BeJeHA
JIeTOYHOII apTepuanbHol runeprensun (Registry to EValuate
Early And Long-term pulmonary arterial hypertension disease
management — REVEAL). B Hero BK/II0OYeHBI ITAI[MEHTHI KaK C
TOJIBKO YTO YCTAHOBJIEHHBIM JMArHO30M, TaK ¥ C paHee ycTa-
HOBJIEHHBIM juarHosoM JIAI. BpiKuBaeMOCTb B TedeHue
roa y HallMeHToB ¢ mpamomatumyeckoit JIAI/ HacnemcTBeH-
Hoit JIAT/ JIAT uHAyUMpPOBaHHOI IIPUEMOM JIEKAPCTB U TOK-
CHHOB, COTJIACHO JJAaHHBIM 3TOTO perucrpa cocrapnsana 91%;
3-71eTHAA BBDKMBAEMOCTb — 74%, YTO CYLIECTBEHHO Jyullle,
4yeMm B peructpe FPHR [7]. O6bscHsieTcss 9TO TeM, YTO Ha MO-
MEHT BK/IIOYEHIS MAIEHTOB BO (PaHIY3CKMIl PErUCTp Ba-
puanTsl JIAT-cnernuduyeckoit Tepamnum 6bUIM OTPaHNYEHDI 1
BKJIIOYa/I} BHYTPMBEHHOE BBEJl€HNME aHAJIOra IPOCTALMKIIN-
Ha — 3II0IPOCTEHOIA U NIePOPAJIbHBLIL IIPMeM aHTarOHMCTA SH-
JOTE/NNHOBBIX peLenTopoB — 6o3eHTaHa. Torga Kak BO BpeMst
cospmanns peructpa REVEAL yxe ObI JOCTyIIeH M aKTUBHO
TIPUMEH A/ICS] MHTA/IAIIVIOHHBII aHA/IOT IIPOCTALIMK/IMHA — UJIO-
mpocr [5].

IIIBenckmil OTKPBITHINI HempepbiBHbIL peructp JIAT (the
Swedish Pulmonary Arterial Hypertension Registry - SPAHR)
BKJII0YaJI rareHToB ¢ JIAT a Takke ¢ XpOHMYECKOIT TpoM6OO-
ambonuyeckoit merounoit runeprensuert (XTIJIT), umcnmus-
muxcs B peructpe ¢ 2008 roga. B rpynne JIAT 1- u 3- neTHas
BBDKMBAEMOCTb COCTaB/IA/Ia COOTBETCTBEHHO 85 1 71% [8].

CpaBHUTENbHBIN TPOCIEKTUBHBIN PETUCTP HOBBIX METO-
nos nedenus JIT (Comparative, Prospective Registry of Newly
Initiated Therapies for Pulmonary Hypertension - COMPERA)
craproBan B uioHe 2007 ropa. Cornacuo peructpy COMPERA
pacyeTHas BDKMBAEMOCTD B TpyIile nanuenTos ¢ JIAL B Bos-
pacte ot 31 o 61 roga 4yepes 1 1 3 rofja oCIe yCTaHOB/IEHN A
IVarHo3a COCTaBIsA/NIa COOTBETCTBEHHO 93,7 1 88,4% [9].

B npencrasnennnix [lapua A. M. n Maproiaiok T. B. jan-
HBIX POCCHMIICKOTO HAallMOHA/JIbHOTO PErucTpa MALVEHTOB C
JIAT u XT3IJIT omHOMETHSS BBDKMBAEMOCTD alueHToB ¢ JIAT
coctasisina 98,9%, TpexnetHssa — 94,1% [5].

YunurtbiBasg HEYK/IIOHHOE IpOrpeccupoBaHue U MHBaIUIU3N-
pymouuit xapakrep 3abonesanus, nayuentsl ¢ JIAT HyxpaoT-
CA B HasHa4YeHMM CIennpUYecKOll Tepamuy, AMHAMUYECKOM
HAO/MIOEHNN ¥ CBOEBPEMEHHO KOPPEeKIWUN JIedeH s IPK He-

obxonnumoctu. IloaToMy emie OfHON 00/1aCThIO IPUMEHEHUs
TAHHBIX, IOMyYEHHBIX U3 peructpos JIAI, ABnAeTCs NpPOrHo-
3upoBaHye 1 cTparuduKanus pucka y manuentos ¢ JIAT pis
olpefieNieHN s TepaneBTUYecKoil crparernn. EBpomnerickue pe-
KOMeHflaluy 1o fiuarHocTtuke u nedennto JIAT yxxe ¢ 2015 roga
[IpefIaraloT KIMHALUCTAM MUCIIONb30BATh CTPATH(UKALINIO
pucKa Iy OpUHSATHUS pelteHnst 06 o6bpeme JIAT-crenudnye-
CKOJ1 Tepamun.

CrpaTndukaumm pyicka 1 oLieHKa nporHosay
nauyvieHToB c JIAT

CospemenHas crpatuduxauns puckos JIAI' ocHoBaHa
Ha OLICHKEe PMCKA TOAMYHOI JIeTa/TbHOCTI. B pexomeHpmainu-
ax ESC/ERS 2022 r. mo guarHoctuke u nedednto JII, muis uc-
XOJHOI M HMHAMUYECKOJl OLeHKV PMCKAa UCIIONb3YIOT MHO-
ronapameTrpuyecknii nonxof. C 3Toil Ilebpl0 HNpUMeHAETCA
KOMIIJIEKCHBI/I OJHOBPEMEHHBIN aHaau3 IIPOTHOCTUYIECKUX
napaMeTpoB JIAT, BKIIOYAIOMMX OLIEHKY KIMHUYECKOTO CTa-
Tyca (B T4. ¢pyHKUMOHanbHOro Kinacca (PK) mo kmaccuduka-
unnu BcemupHoit opraHusanuu 3pgpaBooxpaHeHus (BO3)),
pesy/nbTaThl Tecta ¢ 6-MuHyTHON xoxbboit (T6MX), kappu-
o-mynpMoHanpHOro Harpysousoro tecta (KITHT) n nuddy-
3MOHHOII CTIOCOOHOCTM JIETKMX, M3MepAeMOil C IIOMOIIBIO MO-
Hookcuza yrnepoga (DLCO), mabopaTopHbIX OMOMapKepoB
(mosroBoro Harpuityperudeckoro nenrupa (BNP) n N-rep-
MIHAJIPHOTO MO3TOBOTO HaTpuityperndeckoro menruga (NT-
pro-BNP)), a Takxe omjeHKY CTpYKTypsI 1 dyHKunn IDK mpo-
BOJUMYIO KaK C TIOMOIIbIO HEMHBA3UBHBIX (9X0oKappuorpadus
(9x0-KI'), MarHuTHO-pe3oHaHcHasA ToMorpadusa (MPT) cepa-
1ja) MCCaegoBanmit, Tak M uHBasuBHbIMKU MeTomamu (KITOC)
10, 11, 12, 13, 14, 15, 16].

Vcxopnyto oneHKy pucka y nmanuenTos ¢ JIAT nposopgar ¢
UCIIONb30BAHMEM TPEXYPOBHEBOI MOJENN [jIsi BBISABICHUS
MAIMEHTOB C HU3KNUM, IPOMEXYTOYHBIM U BHICOKMM YPOBHEM
pucka cMepTH B TedeHue 1 ropa. IIpu saToM menbpio Tepamuu
JIAT sBnsieTcs JOCTMIXKEHUe CTaTyca HU3KOTO PUCKA, YTO CBS-
3aHO C yIy4llIeHueM BbDKMBaeMocti [1, 2, 3, 10].

C nomoupio fanubIx peructpoB SPAHR, COMPERA, FPHR
u REVEAL B Hacroslnee BpeMs BHEIPEHDI U BaTUAN3NPOBA-
HBI HECKOJIbKO MHCTPYMEHTOB HIJIA CTPaTUUKALUU PUCKOB
JIAT [2, 3, 17, 18]. K HUM OTHOCAT TabIMIy OLIEHKU PUCKOB
ESC/ERS u paspaboTaHHbIII Ha €e OCHOBE Ka/IbKY/IATOP, IIKa-
ny REVEAL 2.0 u paspaboTaHHble Ha ee OCHOBE Ka/IbKYIIATO-
pet REVEAL 2.0 u REVEAL Lite 2, kanpkynarop FPHR - oc-
HOBaHHBIE Ha TPEXYPOBHEBOII MOJIE/IN OLIEHKU PUCKA.

ESC/ERS 2022 tabnuua n KanbKynAaTOp MCXOQHOM
OLeHKIN pucKa Yy nauuneHTos c JIAT

B pyxosopctBe ESC/ERS 2022 pekoMeH[0BaHO peryaspHO
MPOBOANTD OIEHKY PUCKOB y marnueHToB ¢ JIAT (mpu mocta-
HOBKe JIMaTHO3a U Jlajiee He peXKe OfHOTO pa3a B 3-6 MecsAlieB).
JI1s1 3TOro MpUBOAMUTCA TAOMUIIA KOMIUIEKCHON OLEHKU PHU-
cka JIAT, xoropas BkI04aeT MOAMUIMpyeMble apaMeTpbl
mporuosa (tabin. 1). YpoBHU HU3KOro (MeHee 5 %), IPOMEXY-
ToyHOro (5-20 %) 1 BbIcOKOTO pucka (6omee 20 %) cmepTu B
TedeHue 1 TOHa ONMpee/sI0TCA [0 HeCKOIbKUM IapaMeTpaM.
@K (BO3), T6MX u BNP/NT-proBNP o6nmagaroT Hanbosnbluein
MIPOTHOCTUYECKOIT IleHHOCThI0 [2]. Opnako, tabnuia ESC/ERS
2022 He yuuTbiBaeT npuunHbl JIAT, Bo3pacT 1 II0JI TaLIMeHTOB
¢ JIAT, a Tak»Ke COIyTCTBYIOIIME 3a00/IeBaHNA.
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Ha ocnoBauuu tabmnust onenku puckos ESC/ERS 2022 nuu-
L[MaTUBHOII IPyIIIo 1o usydenuto JIAT npu nopnepsxke O6b-
eVHeHHOI TepaneBTiyeckoit kopmopanum (PAH initiative
sponsored by United Therapeutics Corporation) 6bu1 paspabo-
TaH Ka/IbKy/IATOP UCXOHON OLIEHKY PUCKA Y TaLueHToB ¢ JIAT
B maHHOM KanbKy/lIATOpE MCIONb3yeTCA aflalTUPOBAHHASA U3
peructpa SPAHR MmeTopMKa OLleHKM, COITTACHO KOTOPOII Hapa-
MeTpsl IpOrHo3a u3 Tabmuusl oneHku puckoB ESC/ERS 2022,
OTHOCAIINECS] K HU3KOMY, IPOMEXYTOYHOMY U BBICOKOMY pH-
CKY, OLleHMBawTCA B 6autax 1, 2 u 3 coorBercTBeHHO [19]. s
MO/ YeHNUs pe3y/abTaTa HeOOXOAMMO OLEHUTh He MeHee Tpex
napaMeTpoB. YTOObI ONpeneNnTb YPOBEHb PUCKA y MallMeHTa
HeoOXOAMMO CYMMUPOBATh BCe 6aJIIbL, 3aTe€M Pas3fe/nTb CYMMY
IIOJTyYeHHbIX 6a/I/I0B Ha o6liiee KOMMYEeCTBO OLCHEHHBIX I1apa-
MeTpOB IIPOTHO3a 1 OKPYI/INTD Pe3Y/IbTAT [0 JeCAThIX (TabL. 2).

PesynbraT or 1 1o <1,5 OTHOCKUTCA K HUSKOMY PUCKY, OT 1,5
70 <2,5 — K IPOMEXYTOYHOMY, U OT 2,5 U BbIIIE — K BBICOKO-

My PUCKY

LlLkana REVEAL 2.0 n kanbkynatop REVEAL 2.0

Cospemennas mkana REVEAL 2.0. co3gaHa Ha OCHOBe aHa-
nu3a gaHHbIX peructpa REVEAL. Kaxxgsiit u3 13 moguduin-
pyeMbIX U1 HeMOAUUIMPYEeMbIX TAPAMETPOB, BKTIOYEHHDBIX B
TAHHYIO IIKajy, OLEHMBAETCA C IOMOLIBIO C/IOXKHOTO CTATH-
CTMYECKOTO aHa/NIM3a: «B3BEIIMBAETCA» B COOTBETCTBUU C €TO
IPOrHOCTMYECKUM 3HaYeHMeM He3aBMCUMO OT JIpYIUX Iapa-
metpoB mkanbl. Illkama REVEAL 2.0 aBnsercs mopuduka-
umeit knaccudeckoit mkanbl REVEAL 1 pononHuTe/bHO y4u-
TBIBA€T TAKOJ MapaMeTp KaK «TOCHUTAIU3ALUY IO T0OBIM
IpUYMHAM B TedeHNe IOCTAeNHUX 6 MeCAIeB», II03TOMY MO-
JKeT MPMMEHATbCSA KaK y MAaIlIeHTOB C BIIePBble YCTAaHOBJIEH-
HpIM AuarHosoMm JIAIL, Tak u y paHee JUarHOCTUPOBAHHBIX
nanueHTos. Kpome Toro, s ynydileHUs KadecTBa OLIEHKM
puckoB y nanueHToB ¢ JIAT TpexypoBHeBas MOJeIb OLLEHKM
pucka REVEAL 2.0 gononnena onpefeneHeM CKOpOCTy KIy-
6oukosoit ¢punbrpanuy (CKP), kak 06beKTUBHOTO Mapkepa

Ta6nuua 1. KomnnekcHas oueHka pucka JIAT (ESC/ERS 2022) [2]
Table 1. Comprehensive risk assessment of PAH (ESC/ERS 2022) [2]

MapameTpbl nporHosa
(yxasbiBaloT Ha
npeanonaraemyio
neTanbHOCTb B Te4eHMe roaa)

Husknin puck (<5%)

MpomeKyTouHbIN puck (5-20%)

Bbicokuii puck (>20%)

KnuHunyeckaa cumntomaTmka

NT-proBNP B nnasme Kposu NT-proBNP <300 nr/mn

NT-proBNP 300-1100 nr/mn

npaBoXeNyao4KoBOM OTcyTcTBYyeT OTcyTcTBYeT MpucyTcTeyeT
HeAoCTaTOYHOCTN
MporpeccuposaHmne
CAMMTOMOB Het MocTeneHHoe BoicTpoe
CurHKoNasnbHble COCTOAHUSA Het Penkne® MoBTopstowmecs®
OK (BO3) I LI} \%
T6MX, M >440 165-440 <165
VO,nuk >15 mn/muH/kr (>65% ot VO,nuk 11-15 ma/Munn/kr (35-65% ot | VO,nuk <11 ma/Mnn/kr (<35% ot
KMNHT NPOrHoO3Mpyemoro) NPOrHo3Mpyemoro) NPOrHoO3Mpyemoro)
VE/VCO, <36 VE/VCO, 36-44 VE/VCO, >44
YposeHb BNP/ BNP <50 nr/mn BNP 50-800 nr/mr; BNP >800 nr/mn;

NT-proBNP >1100 nr/mn

nnowaab MM <18 cm?

nnowagb MM 18-26 cm?
TAPSE/COJIA 0,19-0,32 MM/MM pT. CT.

nnowaab MM >26 cm?

nHaekc KCO MK <42 mn/m?

nHaekc KCO MK 42-54 mn/m?

Ix0-KI TAPSE/CANA >0,32 MM/MM PT. CT. TAPSE/COJIA <0,19 MM/MM PT. CT.
nepuKapauaabHoOro BbInoTa HeT Eﬁﬁﬂ‘;ﬁﬁmgﬂ:sg&o BbiNOTa HET nepuKapauanbHblii BbIMNOT
dpakyma Bbibpoca MK >54% dpakuma Boibpoca MK 37-54% dpakyma Bbibpoca MK <37%

MPT cepaua YW >40 mn/m? YW 26-40 mn/m? YW <26 mn/m?

nHaekc KCO MK >54 mn/m?

ANM <8 Mmm pT. CT.
CN >2,5 n/mMun/m?
SVO, >65%

YW >38 mn/m?

lemoguHamuka (KMNOC)

A0 8-14 mm pT. CT.
CW 2,0-2,4 n/MnH/m?
SVO, 60-65%

YN 31-38 mn/m?

Ann >14 mm pr. cT.
CN <2,0 n/mnu/m?
SV0,<60%

YW <38 mn/m?

ANN, pasnexne B npasom npepcepaun; nHaekc KCO MK, MHAEKC KOHEeYHOro cuctonuuyeckoro obbema npasoro xenypouka; KMHT, kapavo-
nynbMOHanbHbIN Harpy3souHbiin TecT; KMNOC, KateTepr3auna npasbix otaenos cepaua; MPT, MarHUTHo-pe3oHaHcHas Tomorpadus; MK, npasbin
»xenygouek; NN, npaBoe npeacepaune; CAJA, cuctonmyeckoe aaBneHue B neroyHon aptepun; CU, cepaeuHbiin nHgekc; T6MX, Tect ¢ 6-MUHYTHOIN
xofb6oit; YU, yaapHbin nngekc; ®K (BO3), GyHKUMOHaNbHLIN Knacc no Knaccudukaumym BcemypHow opraHmsauuy 3apaBooxpaHeHus; 3xo-Kr,
axokapguorpadus; BNP, mosroson Hatpuitypetudeckuii nentug; NT-proBNP, N-TepmyHanbHbI MO3roBOI HaTpuilypetuyeckuin nentug; SVO,,
HacblleHne CMellaHHOW BeHO3HOW KpoBu Kucnopogom; TAPSE, cuctonmuyeckas sKcKypcusa Konbua TpuKycnupanbHoro knanaHa; VE/VCO,,
BEHTUNALMOHHDBIV SKBMBANEHT No yrnekncaomy rasy; VO,nuk, nukoBoe notpebnexne Kncnopoaa;

a CniyyvaiiHble 06MOPOKY BO BpeMaA TAXesbIX GU3NYECKUX YNPaXKHEHWUI UK CllyYaliHble opTocTaTUYecKne 06MOPOKM Y CTabUNbHbIX MaLMEeHTOB.
b MosTopsiowwmecs ann3obl 06MOPOKOB Aaxke NPU HE3HAUUTENBHON U PETYNAPHON GU3NYECKON aKTUBHOCTN.

c B EBpasunckmx KAMHUYECKNX PeKOMeHAauuAX MO AMarHoCTUKe W JIeYeHWMIO NerovyHow runeprteHsmmn cnepytowme yposHn BNP/NT-proBNP
YKa3blBalOT Ha HU3KUIA, MPOMEXYTOUHbIN, BbICOKMI pUck neTanbHocTu: BNP <50 Hr/mn/NT-proBNP <300 Hr/mn, BNP 50-300 Hr/mn/NT-proBNP 300-
1400 Hr/mn, BNP >300 Hr/mn/NT-proBNP >1400 Hr/mn, cooTBeTCTBEHHO [1].

Ta6nuua 2. KanbkynaTtop puckoB ESC/ERS 2022 [19]
Table 2. ESC/ERS 2022 Risk Calculator [19]

Huskun puck

MpomeKyTouHbIN pUcK

Bbicoknin puck

1 6ann 2 6anna

3 6anna

06wui prck = Cymma nosiyyeHHbIX 6annos + Konmyectso oLeHeHHbIX NapameTpoB NPorHo3a 13 Tabnmub 1
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usMepeHns QyHKUMM IMo4eK. JJaHHAs IIKajaa BalIUAN3MPOBa-
Ha 1 obmaaeT BbICOKOIT TogHOCTBI0. REVEAL 2.0 mporHosu-
PYyeT TORMYHYIO TeTalTbHOCTD, @ TAK)Ke PUCK TOCIIMTAIN3ALINN
[0 BCeM IIPUYMHAM B T€YEHME rofa, 1160 He0OXOAUMOCTbD I1a-
PeHTepa/IbHOTO IPUMMEHEHM s aHa/I0r0B NPOCTalMKINHA [20].
Ha ee ocHoBe paspaboran kanbkynsarop REVEAL 2.0, rae co-
[JIACHO IO/y4YeHHOMY KOJIMYeCTBY 0a/jIoB MaleHTbl MOTYT
OBITH pasjeieHbl Ha TPU KaTeropuu pucka: Huskui (0-6 6an-
JIOB), IPOMEXYTOYHBII (7-8 6a//10B) BBICOKMIT PUCK (29 bas-
7n0B) (Tabm. 3). [ly1s1 monmydeHus pesynbrara TpeOyeTCs OLEHUTD

MVHVMYM 7 II€pEMEHHDBIX. TouHoCTH pacdeTa yBenIMINBaeTCA
C YBEIMYEHNEM KOINIECTBA OI€HMBAEMbIX ITAPAMETPOB.

Kanbkynatop puckos REVEAL Lite 2 n metop,
OLeHKN HeMHBa3uBHbIX NnapameTpoB FPHR

HecmoTpst Ha TO, 4TO HEOOXOAVIMOCTb CBOEBPEMEHHOI 11 pe-
Ty/IsipHOI onjeHKM pucka JIAT siBisieTcst obuienpusHaHHOIM,
peasibHbIe JaHHbIE ITOKA3bIBAIOT, YTO OLIEHKA pYCKa B KJIMHU-
4YeCKOJ IPAKTUKE OCTAeTCsA HefocTaToyHoi. Cpeny mpuyuH

Ta6nuua 3. KanbKkynatop puckos REVEAL 2.0 [19]
Table 3. REVEAL 2.0 Risk Calculator [19]

AHanusnpyembliit napameTp 3HaueHue B 6annax
AccouunpoBaHHas C MOpTaNibHOW rnunepTeH3nen +3
HacnepctBeHHas +2
nAr AccoLMmnpoBaHHas ¢ CUCTEMHbIMU 3a60N1eBaHNAMU 1
COoeAVIHUTENbHON TKaHU
npyroe 0
HeT 0
[emorpaduryeckrie faHHbIe: MyXUUHbI, CTapLie 60 neT 2
na
N Het 0
CKD<60 mn/muH/1,73m
na +1
| -1
Il 0
OK (BO3)
1] +1
\% +2
=110 0
CrcTonnyeckoe apTeprianbHOe faBieHre, MM PT. CT.
<110 +1
y . <96 0
acToTa cepAeYUHbIX COKpaLLeHNIA, yaapoB B MUHYT
pa pauy yRap yTy ~96 +1
. HeT 0
locnutanusaymm B TeueHne 6 mecaues (Mo No6ow NpuUmnHe) ; w
il
2440 -2
320 po <440 -1
ToMX, m
165 po <320 0
<165 +1
<50 -2
50 po <200 0
BNP, nr/mn 200 go <800 +1
mnm 2800 +2
NT-proBNP, nr/mn <300 i)
300 go <1100 0
>1100 +2
. HeT 0
MepukapananbHbIN BbINOT HA IXOKapAuorpaMmme ; r
il
HeT 0
DLCO, % <40%
na +1
CpepHee fasnenue B MMM >20 MM pT. CT. B TeueHne 1 roaa HeT 0
nocne KNMoc na +1
HeT 0
JICC <5 eguHuny Bypa npu KNOC = ]
CymMma nonyyeHHbIX 6annos
+6
O6Lee Konmyectso 6annos

Mpumeuanune/Note: KIMOC - kaTeTepusaumsa npasbix otaenos cepaua (RHC-right heart catheterization); JIAT - nerounas aptepuanbHas runepTeHsns
(PAH - pulmonary arterial hypertension); JICC — nerouHoe cocyanctoe conpotmneHne (PVR - pulmonary vascular resistance); MMM - npasoe
npeacepane (RA - right atrium); TEBMX — TecT ¢ 6-MuHyTHOI XoAb60I (BMWT - 6-minute walk test); CKO - ckopocTb kKny6oukoBoi ¢unsTpaumm
(GFR - glomerular filtration rate); ®K (BO3) — ¢yHKLMOHaNbHbIN Knacc no Knaccndrikaumm BcemupHoii opraHunsayum sgpasooxpaHenus (FC (WHO) -
functional class according to the classification of the World Health Organization); DLCO - anddy3moHHaa cnocobHOCTb NErknx, nsmepaemas ¢
nomolbio MoHookcuga yrnepopa (DLCO - Diffusing Capacity of the Lungs for Carbon Monoxide); BNP — mo3roBoi HaTpuitypeTuiyecknin nenTug
(BNP - brain natriuretic peptide); NT-proBNP — N-TepMuHanbHbiii Mo3rosoi HaTpuitypeTtundeckuii nentug (NT-proBNP — N-terminal brain natriuretic

peptide)
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Ha3bIBAIOT CJIOXKHOCTD CYLIeCTBYIOMINX MHCTPYMEHTOB OLleH-
K PUCKa, 6O/IbIIOEe KOMMYECTBO OLCHMBAEMBIX [IAPAMETPOB,
a TaKoKe JKeJlaHMe 130eXXaTh MOTEHIIMATbHO HEHY)KHbIX NHBa-
3MBHBIX Ipouenyp [21, 21]. IloaTomy, ¢ LebI0 SKOHOMUM Bpe-
MeHI 1 06JIerdeH st HPOLeyphl OLIEHKM PUCKA Y MAL[EHTOB C
JIAT B peanibHOII KIMHUYECKOIT TPAKTUKe ObIIN pa3paboTaHbl
YIpOIleHHbIe MHCTPYMEHTBI OLleHK! pucka. K Takum nHCcTpy-
MeHTaM OTHOCATCSA KanbKynATop puckoB REVEAL Lite 2 n me-
TOJI OLIeHKM HeMHBa3uBHBIX MapameTpoB FPHR.

B kanpkynarop puckos REVEAL Lite 2 BxogaT 6 HenHBa-
3MBHBIX ITapaMeTpoB, Bkmoyas onenky ®K (BO3), T6MX u
BNP/NT-proBNP - Tpex xpurepues, o61aganomnx Hanbomip-
LM TPOTHOCTMYECKUM moTeHImanoM (tabm. 4). I[amueHTst
c JIAT paspenenbl Ha 3 KaTeropuu pucKa, COIJIACHO MOTy4YeH-
HOMY KOINMYeCTBY 06aj/toB: HU3KuUii (<5 6asioB), IpOMexy-
TO4HbI (6-7 6a/10B), BBICOKMIT prcK (=8 6ajutoB). CornmacHo
REVEAL Lite 2 BepoATHOCTb CMEPTU B TeUeHIe TOfla COCTaB-

nseT <5% Ipu HU3KOM pucke, 5-10% Ipu NpoMeXyTOYHONM U
>10% npu BbICOKOM. [IJisi MONMydeHMs pesyiabrata TpebyeTcs
OLIEHUTb KaK MUHUMYM 3 IepeMeHHbIe, [IBe 13 KOTOPBIX OT-
HOCATCA K 001a/jalo M HauOO/IBIIMM IIPOTHOCTUYECKUM 10~
TeH1ManoMm [18].

Mertop, OLieHKVM HEMHBAa3MBHBIX IapaMeTpoB (PaHI[y3CKO-
TO PETUCTPa OLEHMBAET IATUIETHION BbDKMBAEMOCTb, «CBO-
OOIHYI0 OT TpaHCIUTAHTALMU», IO KOJTMYECTBY HEMHBA3UB-
HBIX ITApaMeTPOB HU3KOTO PUCKA IIPY MCXOLHON OLIEHKe pUCKa
y naumenToB ¢ JIAI u npu mepBoM IOC/IefyOIIeM OCMOTpe
(rabn. 5). K mapamerpam Huskoro pucka orHocstcss K I wm
II (BO3), ToMX >440 m 1 BNP/NT-proBNP <50/<300 rir/mr co-
OTBETCTBeHHO. IIpy HamMuuy y manyeHTa BCeX TpeX KpUTepu-
€B HI3KOTO PUCKa 1-1eTHAS BBDKMBAeMOCTh cocTapsaeT 100%, a
5-7eTHAA BBDKMBAEMOCTD - 97%. [piryem, Kax ¥ A7 [PYTUX BbI-
IIeNIepeuNCIeHHbIX MHCTPYMEHTOB, OLjeHKa PJCKa B IMHAMUKe
nMeeT 60Iblliee MPOTHOCTIYECKOE 3HAUEHIIe, YeM MCXOHAs [23].

Ta6nuua 4. KanbkynaTtop puckoB REVEAL Lite 2 [19]
Table 4. REVEAL Lite 2 Risk Calculator [19]

AHanusupyemblilt napameTp 3HaueHue B 6annax
5 HeT 0
CKO<60 mn/mnH/1,73m
na +1
| -1
Il 0
OK (BO3)**
1 +1
\% +2
>110 0
CncTonnueckoe apTepranbHOe AaBeHne, MM PT. CT.
<110 +1
g ) <96 0
aCTOTa CepAeUHbIX COKPALLEHUI, YAAapPOB B MUHYT
pa pauy ynap yTY 296 "
>440 -2
320 fo <440 -1
TOMX, m**
165 no <320 0
<165 +1
<50 -2
50 go <200 0
BNP, nr/mn 200 go <800 +1
nnn **
NT-proBNP, nr/mn =800 +2
** <300 -2
300 go <1100 0
>1100 +2
Cymma nosnyueHHbIx 6annos
+6
O6Lee Konnuyectso 6annos

MprmeyaHune/Note: ** — nepemeHHble, obnagatoyie HanbonbLWUM NPOrHOCTUYECKMM NoTeHunanom (** — Variables with the greatest prognostic

potential)

T6MX - TecT ¢ 6-MUHYTHOI Xoabbon (6MWT — 6-minute walk test); CKO - ckopocTb kKnyboukosoi ¢punbrpaumu (GFR - glomerular filtration rate);
OK (BO3) - dyHKLMOHanNbHbI Knacc no Knaccudukaymm BcemmnpHoi opraHnsauum 3gpasooxpaHerus (FC (WHO) - functional class according to
the classification of the World Health Organization); BNP — mo3rosoii HaTpuitypetundeckuii nentug (BNP - brain natriuretic peptide); NT-proBNP —
N-TepMuHanbHbIi Mo3roBoii HaTpuitypeTuyeckmin nentug (NT-proBNP — N-terminal brain natriuretic peptide)

Ta6nuua 5. HenHBasusHblie napametpbl FPHR [19]
Table 5. Non-invasive FPHR parameters [19]

AHanusupyembliii napameTp Husknn puck MpomeXKyTOouUHbI PUCK Bbicokuii puck
OK (BO3) lununll 1 \%

T6MX, m >440 165-440 <165

BNP/ <50 50-300 >300
NT-proBNP B nnasme kposwu, nr/mn <300 300-1400 >1400

Mpumeuanune/Note: TEMX — TecT ¢ 6-MUHYTHOW Xxoabbon (6MWT — 6-minute walk test); ®K (BO3) — dpyHKUMOHaNbHbIN KNacc no Knaccmdrkaumm
BcemupHoii opraHunsauum 3gpasooxpaHenus (FC (WHO) - functional class according to the classification of the World Health Organization); BNP —
MO3roBoW HaTpuiypetuueckuin nentug (BNP - brain natriuretic peptide); NT-proBNP — N-TepMUHanbHbIii MO3roBOM HaTprinypeTniyecknini NnenTug

(NT-proBNP — N-terminal brain natriuretic peptide)
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COMPERA 2.0: 4-ypoBHeBas oLeHKa pUCKOB

ITpuMeHeHMe TPeXypPOBHEBBIX MOJie/Iell OLeHKM PUCKa Orpa-
HIYEHO Y MALMeHTOB, yKe nomyvaomux JIAT-crenudnyeckyro
Tepanuio. [Ipu MOBTOPHOI OLleHKe C IOMOIIBIO JAaHHBIX MO-
menent y 60-70% mauyueHTOB U3 TPYIIBI IPOMEXYTOYHOIO PU-
CKa OTCYTCTBOBaJIa Kakas-mubo guHamuka [2]. IlosTomy B pe-
komeHpanyAax ESC/ERS 2022 r. ana crpatuduKkanuy puckoB y
IaLMEeHTOB, yoKe nony4daroimx JTAT-cienndndeckyio Tepanuio
OBUIO IPEIOKEHO MCIIO/Ib30BATh YETHIPEXYPOBHEBYIO MOJIE/Ib
COMPERA 2.0 ¢ fOIIOTHUTETbHBIM BbIfIe/IeHNIEM KOTOPT IIPO-
Me>KyTOYHOTO-HU3KOT'O I IPOMEXYTOYHOTI'0-BbICOKOTO PMCKOB.
JJaHHas Mofenb M3ydanach B ABYX KPYIHBIX MCCIIETOBAHMAX,
BK/IIOYaBIINX B cymme 4000 marnuentos ¢ JIAT [24, 25]. Ha oc-
HOBAHMM YTOYHEHHBIX IIOPOTOBBIX 3HAUeHMII okasareneit GPK
(BO3), ToeMX n BNP/NT-proBNP BbIfjefleHbI TPYIIIBI HU3KO-
ro, IPOMEXYTOYHOIO-HM3KOTO M IIPOMEXKYTOYHOIO-BBICOKO-
IO ¥ BBICOKOTO PUCKOB C TOAMYHOMN /1eTaIbHOCTDI0 0-3%, 2-7%,
9-19% u 60nee 20% coOTBETCTBEHHO (TabI. 6).

ITapaMeTpbl IPOTHO3a 13 TAOMUIBI 6, OTHOCAIMECA K HU3-
KOMY, IPOME>KYTOYHO-HI3KOMY, IPOMEXXYTOYHO-BBICOKOMY 1
BBICOKOMY PMCKaM, OLIeHUBAIOTCA B 6ajax 1, 2, 3 1 4 cooTBeT-
CTBEHHO. I/ Mo/ydyeHNs: pe3ynbTaTa HEOOXO[UMO OLIEHNUTh
BCe mapaMeTpbl. Pyck paccunThiBaeTcsa myTeM fieleHUA CyM-
MBI TTOJTy4eHHBIX 6aJ/I/IOB Ha KOMNYECTBO OLIEHEHHBIX (PaKTO-
POB IIPOrHO3a U OKPYTJIEHUA [0 AecAThIX. PesynbraT or 1 1o
<1,5 OTHOCUTCA K HUSKOMY PUCKY, OT 1,5 10 <2,5 — K IpOMeXy-
TOYHO-HU3KOMY, 1 OT 2,5 110 <3,5 K IPOMEKYTOUHO-BBICOKOMY
” = 3,5 K BBICOKOMY PUCKY.

YeTkoe pasTpaHMyYEHME NALMEHTOB TPYIIBl IPOMEXY-
TOYHOTO pUCKA Ha HPOMEXYTOYHO-HUSKUI U IIPOMEXYTOU-

HOTO-BBICOKMII IIO3BOJIAET KIMHUIVICTY CBOEBPEMEHHO WH-
treHcuuuuposarb JIAT-crenudnyeckyio Ttepamuio. Tak, B
pexomenpanuax ESC/ERS 2022 r. omeHka pucka mHaiyeH-
Ta Kakfible 3—-6 MecsAlleB Ha perylsapHBIX OCMOTpPax C IIOMO-
mpi0 yeTbipexypoBHesoit mogenu COMPERA 2.0 BxiarodyeHa
B 0OHOB/IeHHBIT anroput™m aedenust JIAT ¢ uenbio ompepere-
HUSI HeOOXOAMMOCTY B 9CKATALMN ClIenudrIecKoil Tepannn,
B IIEPBYIO OYepeflb, C Ha3HaueHMeM MapeHTepabHbIX aHaJIO-
TOB IPOCTAIIMK/IVHA B IPYIIIIe IPOMEKYTOYHO-BBICOKOTO pI-
cka [2].

3ak/ouyeHune

JIAT - HeyKJIOHHO IIporpeccupyiollee, >XM3HEYTPOXKAI0-
1jee 3ab0eBaHMe C HOPa>KeHNEM CUCTEMbI JIETOYHOI apTePUN
U NPEeUMYIeCTBEHHO IIPaBbIX OTHENOB ceppua. IlaumenTs! ¢
JIAT Hy>X[aoTCsa B IepCOHNPULPOBAHHOM IIO[XOfie, OCHO-
BAaHHOM Ha OIleHKE PICKA Pa3BUTHS HEOTArONPUATHBIX UCXO-
IOB C UCIIONTb30BaHNEM MHOToOIapaMeTpudeckoro nogxopa. K
napamerpaM, 00aJaoIMM HAaUOOIbIIEN IPOrHOCTUYECKUI
eHHOCThI0, oTHOCAT: K (BO3), ToMX 11 BNP/NT-proBNP.

B mporuecce fuHAMI4YeCKOTO HAOTIONEHS UCIIONB3YIOT Pas-
JMYHBIE MOZieNN cTpaTudukanyy pricka. [Ipu ncxogHOM ompe-
TeNIeHNM PUCKA IPUMEHAIOT TPeXyPOBHEBYIO MOJIENb [/ BbI-
ABTIEHMA NALM€EHTOB C HU3KUM, IIPOMEXYTOYHBIM U BHICOKMM
YPOBHEM pICKa CMepTH B TedyeHue 1 rofa. B janpHeiiem, Kax-
mble 3-6 MecsLeB, s CTpaTnUKALUI PUCKOB Y MAL[MEHTOB,
yxe monydatomux JIAT-crenndudeckyio Tepamnmio ¢ Leabio
OIlepaTUBHOII ee 3CKa/lalluy, IPUMEHAIOT YeThIPEXYPOBHEBYIO
MOJie/ib C IOIOTHUTE/NIbHBIM BbIJieJIeHIEM KOTOPT IIPOMEXY-
TOYHOTO-HM3KOTO ¥ IPOMEXXYTOYHOT'0-BbICOKOTO PUCKOB.

Ta6nuua 6. lMapameTpbl NPOrHo3a, UCNoNb3yeMmble B 4-ypOBHEBOII OLleHKe PUCKOB [2]

Table 6. Forecast parameters used in the 4-level risk assessment [2]

MapameTpbl nporHosa Huskun puck | MpomMmeKyTOUHbIN-HN3KNN PUCK MpomeKyTOUHbIN-BbICOKNI PUCK | BbicoKun puck
HaumcneHHble 6ansbl 1 2 3 4

OK (BO3) lnan 2 - n \%

T6MX, m >440 320-440 165-319 <165
BNP/NT-proBNP B nnasme <50 50-199 200-800 >800

KpoBu, Nr/mn <300 300-649 650-1100 >1100

2 OK I mnn Il (BO3) nprcBamBaeTca 1 6ans, MOCKONbKy 06a CBA3aHbl C XOPOLUe JONTOCPOYHO BbIXKNBAEMOCTbIO.
06wuin prck = Cymma nonyyeHHbIx 6annoB + KonnmuecTBo oLeHeHHbIX NapameTpoB NPOrHo3a 13 Tabnuubl 6

Mprmeyanue/Note: TEBMX — TecT ¢ 6-MUHYTHOI xofbboi (BMWT - 6-minute walk test); OK (BO3) - dpyHKLMOHaNbHbIN Knacc No Knaccuoukaumm
BcemupHo opraHusauumn 3apasooxpaHeHus (FC (WHO) - functional class according to the classification of the World Health Organization); BNP —
Mo3roBoii HaTpuitypetudeckuin nentug (BNP — brain natriuretic peptide); NT-proBNP — N-TepMuHanbHblii MO3rOBOI HaTPUIAYpeTUYeCKniA nenTung

(NT-proBNP - N-terminal brain natriuretic peptide)
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