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AHHOTALUMS

J'Ierqua;l rMnepTeH3us, Kak U ((O6bl"|HCIS|)) apTepuasibHAs rMNepToOHMUs, MOXeT 6bITb KOK COMOCTOSATEJIbHbIM, B TOM 4YUCJI€ FreHEeTH-
ueckn obycnoeneHHbIM, 30601€BOHMEM, TAK M OCTIOXHEHWEM 3HAYUTENBHOTO YMcna apyrux GonesHen. Hanbonblwee uncno nccnego-
BAHMI B HOCTOSILLEE BPEMS MOCBSLLEHO NeroYHOM apTepranbHoi runepTeHsnu (JIAT), ans koTopoit paspaboTaHo neveHue, ynydwa-
owee TeueHne. B HacToswem o0630pe onuceiBaoTcs noaxoasl K NporHo3uposanuio Tevenmns JIAl Ha OcHOBE KNMHMYECKMX AAHHBIX,
ACAHHbIX d))’HKLIMOHClﬂbeIX MmeTonos OGCHeAOBOHHﬂ, perMcTpaumm 6n0M0pKepoa U reHeTU4eCKMX AAHHbIX.

KnioueBble crioBa: nerouHas aptrepuansHas runepTeHsus, GAKTopsl pUCcKa, NPOrHO3.

Abstract

Pulmonary hypertension - as well as “ordinary” arterial hypertension, can be both an independent, including genetically
determined disease, and a complication of a significant number of other diseases. The largest number of studies currently devoted
to pulmonary arterial hypertension (PAH), for which treatment has been developed that improves the course. This review describes
approaches for predicting the course of PAH based on clinical data, data from functional examination methods, biomarker registration
and genetic data.

Key words: pulmonary arterial hypertension, risk factors, prognosis.

B HacTosiiiee Bpemsi JE€ro4yHyl0 TUMIEPTEH3MIO Ta6muma 1
OTIPEIENSIIOT KAaK IPYIIY Pa3sHOPOLHBIX MO MPOKC- Knaccudukamus nerounoii runeprensum 2015 r.
XOXJIEHUIO KITMHUYECKNX COCTOSTHUU, TPU KOTOPBIX Homep
MOBBILIACTCS HABJIECHUE B JIETOYHOW apTepuu, Mpu Tpymmb
9TOM €€ KPUTEPHUEM CYUTAIOT MOBBILIEHUE CPEAHETO | [pynma 1

Jlerounas aprepuanbuas runeprensus (JIAT)
NaBJAeHUsS >25 MM PT.CT. B ITOKOE. 1.1 Vanonaruaeckast JIAT

Ecnu naBineHue 3aKIMHMBAHUS B JIETOUHBIX Ka- 1.2 Teneruyecku obycnosnenHas JIAT
1.2.1 Ienorun ¢ myrauueii B rene BMPR2

Hassanue rpymnmnsi

NUWLISIpax Opu 3ToM <15 MM pT. CT., TOBOPST O Mpe- 1.2.2 Iipyruie MyTamun
KalWUIIDHOW JIETOYHOU TUIIEPTEH3WU, IPEBBIIIE- 1.3 JIAT BeencTBre mprema JIeKapeTB Wil
TOKCHUHOB
HHE TOro mokasatess (MoCTKanuUIsIpHas JeroyHast 1.4 JTAT, accounnposasHas c:
TUNepTeH3Usl) XapaKTepHO 15 JIETOUHOM TUIIepPTEH - 1.4.1 3a6oneBaHMSIMY COETMHUTETBHON TKAHN
3UU BCJIEICTBYE MOPAXEHUs JIEBBIX OTAEIOB CEP/LIa 1.4.2 BUY -nndexunet
- . 1.4.3 TopTasibHOIi runepTeH3uei
CoBpeMeHHas Kiaccu(PuUKalMs JErOYHOM TH- 1.4.4 BIIC
1.4.5 lucrocomo3om

nepreH3uu (tadna. 1) npenjaraet no nNaToreHeTUYe-
CKOMY MPU3HAKy pa3ieuTh BCE MPUYMHBI TOBbILIE- | Ipynna 1’

BeHOOKK/1I0310HHAS 00J1€3Hb JIETKMX U/ WM JIETOYHbII

HUS NaBJEHMUsI B JIETOYHOM apTepuu Ha 5 rpynn [1]. KaNU/LISPHbIIA TeMAHTOMATO3
Hacrosiumii 0630p ONMUCHIBAET T€UEHUE W BO3- 1.1 Nnnonarnyeckas
. 17.2 [eneTnuecku o0yca0BAEHHAs
MOXKHOCTU IIPOIrHO3MPOBAHUA (I)OpM 3a60ﬂeBaHl/ll/I, 1’.2.1 Ienorun ¢ myranueii B rene EIF2AK4
otHocamuxca K JIAT, 1°.2.2 Jipyrue myratmm
1".3 JIAT BcnencTBue npremMa eKapcTB WK
TOKCHUHOB
IToTeHuMaIbHO KOPPEKTHPYEMbIe (hAKTOPbI 17.4 JIAL, accouunposanHas c: .
® . 1.4.1 3aboeBaHUSIMU COEAMHUTENbHOIM TKAHU
VHKYUOHAAbHBLU KAACC U Mecm UuecmumMuHym- 1".4.2 BUY —nnceximeii

Holl x00b0bl. TTepeHOCUMOCTb (PU3MUYECKON Harpys-
KM, BhIpaxkeHHasl B Buae (yHKIIMOHAIBHOTO Kjacca

Ipymna 1’ | Tlepencrupyiomas JIAT HOBOPOKICHHBIX
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|2] mau B BUAe AWCTAHLIMM, TIPOMACHHON BO BpeMs
TecTa MEeCTUMUHYTHOM X0AbObI, KOPPEIUPYET C T0-
ciaeaylouieil BekuBaeMocThlo 0oabHOTO JIALL Tect
LIEeCTUMUHYTHOM XONIbObI yIMOOEH CBOCW IIPOCTO-
TOM, MPEIM3MOHHOCTBIO M BOCIIPOM3BOAMMOCTEIO.
H@CMOTDH Ha MJIUTCIBHOCTH €TI0 MCITOJb30BaAHUSI,
OCHOBHBIE CY>XI€HMUS 10 MOBOY ero npeacKa3aTeib-
HOI IEHHOCTH OCHOBBIBAJIMCh HA OTHOCUTEIbHO He-
0onBpIINX MccnenoBaHusgx. OMHaKO ocie MmyoanKa-
uuu aaHHbix peructpa COMPERA (Comparative,
Prospective Registry of Newly Initiated Therapies for
Pulmonary Hypertension), moka3aBiliero BbICOKOA10-
CTOBEPHYIO aCCOIMAIINIO PE3YJBTaTOB TECTa C UCXO-
namu JIAT, coMHeHuUs B 11eJ1ecO00pa3HOCTU UCTOb-
30BaHMSI TAHHOTO TapaMeTpa JUisi OIleHKW TPOTHO-
3a nucuesnu [3]. CHXKeHMe TUCTAaHIIMM MeHee 165 M
HauJydyliuM o0pa3oM KOppeaupyeT ¢ BbIXKHUBAEMO-
cthio. [Ipy 2TOM MpU OlLIEHKE Pe3yJIbTaTOB JIeUeHUS

B KauyecTBe IIOJIOXMTEIbHOTO pe3yibTaTa CIeHAyeT
YUUTBIBATh HEe aOCOMIOTHBIN MPUPOCT AMCTAHLMU, a
npeBeilieHue ee oosee 440 M.

llapamempor  eemoOunHamuku u cmMpPYKMypHO-
@DYHKUUOHANbHbIE XaApaAKMepUCMUKU MUokapoa, acco-
YUUDOBAHHbBLE C MeYeHUeM Ne20HHOU apmepUanrbHoll eu-
nepmensuu. IlapaMeTpbl reMOAMHAMUKU (M3MEpPEH-
Hbl€ MHBA3WBHBIM WY HEMHBA3MBHBIM CITOCOOOM),
a TakXe CTPYKTYpHO-(QYHKIIMOHAIbHBIE H3MEHEe-
HUS cepalla aCCOLUUMPOBAHbI ¢ TEUEHUEM JIETOUHOI
apTepUabHON TUIIEPTCH3MU. 3HAYUTEIHLHOE YHC-
JIO UCCJIEJOBAaHUM B 3TOI 00JaCTU MPUBEJIO K OMU-
CaHUIO LEIOro psiia MPU3HAKOB HEOJArOMPUSATHOTO
HUCXOoJa.

ITpu npoBeaeHUU MaKCUMAIbHOTO (OrpaHUYEH-
HOTO CHMIITOMaMM) KapAuOITyJIbMOHAJbHOI'O TECTa
¢ (Gu3nYecKoit Harpy3Koi y OOJIbHBIX C MAMOIMATU-
yeckoir ¢opmoit JIAT MakcumanbHyl0 Mpeackasy-
JOIIYIO IIEHHOCTh B OTHOIIEHUM Pa3BUTHUS HebJIaro-
TIPUSITHBIX MCXOOAOB MPOACMOHCTPUPOBAT TTapaMeTp
MPOU3BEACHMUSI MAKCUMaJbHOTO MOTPEOJAEHUST KUC-
Jlopojia Ha MaKCUMaJbHOE CUCTOJIMYEHCKOE apTepu-
aJibHOE maBiieHue [4].

HaBieHue B mpaBoM MpeAcepIund U UHAEKCUPO-
BaHHBIN yAapHbBII 00beM cepllla SBASIOTCS Mpeau-
KTOpaMu CMEPTH WM MOTPEOHOCTU B TpaHCILJIaHTAa-
IIMM KOMILJIeKCa Cepalie-Jaerkue Hapsimy ¢ (pyHKIIMO-
HaJIbHBIM KJIACCOM U pe3yJibTaTaMU1 TeCTa IeCTUMMU-
HYTHOU X0mb0ObI. [Tpy 3TOM CHUKEHHBII MHIECKCH-
POBaHHBIN ymapHbI 00bEM IpeNCKa3blBaeT HeOIa-
TOTIPUSITHEIC MUCXOIBI TaXkKe CPEAU TeX OOJBHBIX, KO-
TOpbIE MO OOLIENPUHSATHLIM MapamMeTpaM (TecT Lue-
CTUMUHYTHO X0ab0bl 6oJiee 440 M, MHIEKCUPOBAH-
HBI MUHYTHBIN 00beM 6omee 2,5 1 u I-11 ¢pyakumo-
HaJIbHbII KJ1acC) MMEIOT XOPOIIUi MPOrHo3 [2].

Y o6onee Tskenbix 60oabHbIX (III-1V dyHKUIMO-
HaJbHOTO KJIacca) M3 TeMOAMHAMUYECKUX Tapame-
TPOB MPOTHOCTUYECKYIO IIEHHOCTh JTEMOHCTPUPYET
OTHOILIEeHUWE JaBJACHUS B MPaBOM MpeaCcepauH K AaB-
JieHulo 3akauHuBaHus [5]. bojee 6Gi1aronpusiTHoMy
TEUEHUIO 3a00JIEBaHUSI COOTBETCTBYET OTHOILIEHME
RAP/PAWP < 1.

Takue axokapauorpaduueckue nmapameTphbl, Kak
pacyeTHOE TaBJICHWE B IMPaBOM MpeAcepanu, Halu-
Y€ YMEPEHHO BBIPAXXEHHOU M 0COOEHHO BBIPAXEH-
HOI TPUKYCHUIAJBbHOM perypruTauuu [6], a Takxke
BBINOT B MEpUKaple, ¢ BbICOKON CTENEHbIO ITOCTO-
BEPHOCTU KOPPEIUPYIOT ¢ HEeOJaronpusITHBIMU MC-
xonamu 3abosneBaHus [7]. Kpome Toro, ¢ Hebiaro-
OPUSATHBIMU MCXOJAaMU acCOLIMUMPOBAHbI TaKue Ma-
paMeTpbl MPaBOro KeJynouka, KaK CUCTOJIMUYECKOE
cMellleHre TpuKycrmuaanapbHoro Kosbla (TAPSE),
CKOpOCTb JBUXEHMUs KoJibla TK co cTopoHbl CBO-
OONHOW CTEHKM B CUCTOJIy MO JAHHBIM TKaHEBOU
MuokapauanbHoit nomrmieporpaduu (RV S’), ppak-
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LMs1 UBMEHEHMUS TUIoaAn npaBoro xeayaouka (RV
FAC) u creneHp nedopMaluuu MpaBoro Xeiayaouyka
[8—10]. N3meHeHue miolaau MpaBoro Xeayaouka u
yAapHOTO 00beMa MOXET ObIThb KPUTEPUEM HE TOJb-
KO HeOJIaronmpusiTHOro MporHo3a, HO U 3¢ EeKTUB-
HocTu neveHus [11, 12].

B nocnenHue roasl B CBSI3U C YCOBEPILIEHCTBOBA-
HUEeM METOIMK 3XOKaparorpaduu BCe Yalile MCIob-
3yIOTCST METOJIMKH TpexMepHoro aHanmm3a. OnHol u3
HUX SIBJSIETCSI OLleHKa AedopMaliii MUOKapaa ¢ Uc-
M0JIb30BaHMEM aHajau3a MNPOCTPAHCTBEHHOIO JBU-
JKEHUSI aKyCTUYECKMX TISITEH (CIEKJIOB), OTpaxkalo-
KX TMHAMUKY ,[le(I)OpMaLll/ll/l OTAOCJIbHBIX CJIOEB MU-
oKapJa Ha TpeXMepHOM 3XxoKapAuorpadruieckom
n3o0paxeHuun. Takoil aHau3 MO3BOJSET BBISIBUTH
camble paHHUE HapyIIeHUs COKPaTUMOCTH MUOKap-
Jla 1 HAMHOTO TOYHEE U3MEPUTDh ero (pyHKIMOHATb-
Hble BO3MOXHOCTH. OleHKa Tolaam redopMalinm
MMPaBOro 3XEeJylo4yKa IPW JIETOYHON TUIEePTeH3UU
TTIO3BOJIAACT TIOJIYYUTH AOOTIOJITHUTCIBHBIC HAHHBIC B
OTHOLIEHUM MPOrHo3a 3abosieBaHus. BenuunHa tak
Ha3blBaeMOll IJ00AJbHOM ILIOWAAM AedopMaLiu
MpaBoTOo Xeaya0uKa, peBbimarolias 18% — mocro-
BEPHBIN MPOTHOCTUUECKUIA MapKep HeOJIaronpusT-
HBIX MCXOI0B JIETOYHOM I'MIEPTEH3UU IIPpU 6-Mecsiu-
HOM HabmogeHum [13].

Buoxummuyeckue MapKepbl HeOJIarONpHUITHOTO Tevye-

HMS JIETOYHOW apTepuaIbHON rMIepTeH3un

Hampuiiypemuueckue nenmudw. WccnemoBa-
HUE YPOBHSI HATPUNYPETUUCCKUX TETITUAOB SIBASICT-
C4l KJIIOYEBBIM METOJIOM OLIEHKM TSIXKECTU U MPOTrHO-
3a y 00JIbHbIX CEPIIEYHOUN HemocTaTouHOCThIO. Tlpe-
BBILIEHUE MO3rOBOTIO HATPUMYPETUUECKOTO NeNTHaA
340 nr/mna, nmo nanHbiM peructpa REVIAL, ¢ Brico-
KOI CTEMEHBIO TOCTOBEPHOCTHU IMPENCcKa3bIBAET Xy/I-
LIYIO MSTUJIETHIOI BBIXKMBAEMOCTb OOJIbHBIX JIEr0Y-
HoOUl aptepuanbHOU TumiepteHsueit [14]. [lpu wnc-
noas3oBaHuu NT-cdparmenta (NT-proBNP) nns
OLICHKH YPOBHSI JaHHOTO OMomapKepa Hebaronpu-
SITHOMY TMPOTHO3Y COOTBETCTBYET MPEBBILIEHUE €TO
ypoBHs B 895 nir/ma [15]. KpomMe Toro, o6 yxyniie-
HUU T€YEHUS 3a00JIeBaHUSI CBUIETEIbCTBYET YBEJIU-
yenne NT-proBNP na 250 nir/mi u 6omee [16]. B
HacTosiiee BpeMsi usmepeHue NT-proBNP sBisi-
eTcsl 00513aTe/IbHBIM KOMITOHEHTOM KOMILIEKCHOM
OLIEHKHU TPOTHO3a MpPHU JIETOUHOI apTepruaibHOM TU-
NepTeH3uun (CM. HUXE).

Apyeue duomapkepvr. Y OOJBbHBIX C HeOJIATOMNpU-
SITHBIM TeyeHueM JIAIT MCXOMHO OTMeYaloCh TOBbI-
LLIEHWE YPOBHSI PEHUHA, KOTOPOE SIBJISICTCSl HE3aBUCU -
MbIM MPOTHOCTUYECKUM IPU3HAKOM HEOJIAronpusIT-
HbIX MCXOAOB 3a00J1€BaHUSl Hapsily C MOBBILIEHUEM
NT-proBNP, npu 5ToM ypoBeHb a1bA0CTEPOHA HE IO~
Boiajcs [17].

Eumie omHuM HeOaaronpusiTHbIM TIPOTHOCTUYE-
CKUM (aKTOPOM OKAa3ajCsl CHUIKEHHbIN YPOBEHb aJib-
OyMHHA, KOTODPBI, IO HEKOTOPHIM JaHHBIM, MO-
KeT (UKCUPOBAThCs Y yeTBepTH 00JibHBIX JIAT [18].
Kpome Toro, aHemusi 1 HapymeHHass GyHKIHSA MoYeK
(cKOpoCTh KJIYOOUKOBOI (huabTpauuu MmeHee 60 M/
MMH/M? TAKXK€e YKA3bIBAIOT HA BEPOSITHOCTh Heb1aro-
MMPUSTHBIX UCXOMIOB Y TaKMX OOJBHBIX [15, 19].

HexkoppekTupyembie (pakKTOpbl, aCCOMUPOBAHHDBIE C
NPOTHO30M y OOJIbHBIX JIETOYHOI apTEpPHAIbHOI TH-
nepreHsuen

Teuenue necouHoll eunepmeH3uu 8 3A8UCUMOCHU
om ee npoucxoxcdenus. HecMOTpsi Ha JUIMTEIbHYIO
WCTOPUIO U3YUYE€HMSs, JAHHBIX, Kacalolluxcsd COMo-
CTaBJICHUS] BBIXKMBAE€MOCTU OOJIbHBIX JIETOUHOM TM-
MepTeH3Ue B 3aBUCUMOCTH OT €€ MPOMCXOXKACHUS,
He TaK MHOro. DTO CBSI3aHO C TeM, YTO B TE€YEHUE
MOCAEIHUX NECATUIETUI CYIIIECTBEHHO U3MEHUIIUCH
Kak npeacTtaBieHus: o npoucxoxaeHuu JIT (v npu-
HaJJIEeKHOCTU K COOTBETCTBYIOLIEH KiaccuuKalu-
OHHOI I'pyIIie), TaK U NPUHLIMIbI JiIeueHUs 3a00J1e-
BaHUs. BeposiTHO, UMEHHO MOATOMY B COBPEMEH-
HbIe cTpaTU(PUKALIMOHHbIE cxeMbl aTHO0rus JIT' He
BKJIIOUeHa. TeM He MeHee OUYEeBMAHO, YTO MPOUCXO-
xaeHue JIT uMmeeT KioueBoe 3HaUYeHUE IS TPOTHO-
3a 3a00JIeBaHUSI.

B Haubonee maciitabHOM KCCAENOBAaHUU, OMY-
6avkoBaHHoMm B 2017 1., mpoaHaJU3UpOBaHbI JdaH-
HBIE TT0 TeueHuIo 3aboneBanusg y 2067 6onpHBIX JIT,
B TOM uuciye 6onbHbIX 1-1 rpynmer (JIAD) - 685, 2-i1
rpynmnsl (BCAEACTBUE JIEBOXEIYA0YKOBOM HeaocTa-
TouyHOCTH)- 307 OOJIbHBIX, 3-i1 TpyIbl (BCAEACTBUE
3a00JIeBaHMIl JIeTKNX) - 546 OOJBHBIX, 4-i1 TPYIIIEI
(XpoHUYECKOI TPOMOOIMOOINYECKOI JIETrOYHOM TH-
nepTeH3un)- 459 00NbHBIX U, HAKOHELI, S5-I IPyIMbl
- 70 60apHBIX. XyAIIast BEBDKMBAEMOCTh ObLIa Y 00JTh-
HBIX 3-11 1 5-1 rpynm, HawTydinasi — y OOJTbHBIX 4-
TPYMIIbI, HECKOJABKO XYK€ — Y OOJbHBIX 1-i1 U 2-
rpynn [20].

Cpenn 6ombHBIX JIAT (1-5 rpynmma) Xyminast BeI-
>)KMBAE€MOCTb 3aperuCTpUpPOBaHa Y OOJAbHBIX BEHOOK-
KJII03MOHHOM 00JIe3HbIO JIETKUX U y 00abHbIX JIAT,
ACCOLIMMPOBAHHOW C CHUCTEMHBIM 3ab0JieBaHUEM,
Hawaydmasa — y 6onpHBIX JIAI, accoumnmrpoBaHHOM
C BpPOXIEHHBIMU Topokamu cepauna. Cpeau 0607b-
HBIX C JIEBOXEJYA0YKOBOM HEIOCTAaTOUHOCTbHIO ca-
MBI HU3KWI MOKa3aTeb BBDKMBAEMOCTU OTMEYall-
cs1 y OOJIbHBIX ¢ KOMOMHUPOBAHHOM Mpe- U MOCTKa-
MUWUISIPHOM TUIEePTEeH3Mel, BbIXKMBAEMOCTb 00JIb-
HbiXx XOBJI npeBblllIaga aHAJOTUUHBINM MOKa3aTedb
y OOJIBHBIX C UHTEPCTULMAIBbHBIM ITOPAXKEHUEM JIET-
KMX.

boabhbie JIAIL, y KOTOpBIX yaaeTcsl MPOCIAeAUTb
HaCJIECTBEHHYIO OTSATOLIEHHOCTD (C ceMeiiHoi G op-

"
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moii JIAT), uMeroT XyAluii MPOrHO3 MO CPaBHEHUIO C
00bHBIMU UAKMONATUYECKOM popmoit JIAL [21].

IlopronmynbmonaabHass runeprensus (IIIIT). B
OpUTAHCKOM pEerucTpe npu HaOJaAEHUU 3a 00JIb-
HBIMA C TOPTOJIETOYHOM TUIIEPTEH3UEN, ACCOLIM-
upoBaHHO# ¢ uupposom, u IIIIT ¢ HeuuppoTuye-
CKMM BKJIJIOM TMOKa3aHO, YTO MPOAOIKUTEIbHOCTh
K13HU 00JbHBIX ¢ [TTIT Obl1a Takas Xxe, Kak y 00J1b-
HbIx ¢ JIAI, accOllMMPOBAHHONW C CUCTEMHBIMU 3a-
0oneBaHMSIMM, HO Topasno xyxe, yem npu WMIIAL
Yanie ngaBjieHME B JIEFOYHOU apTepuyd OTME4aiocCh
y xeHmuH. CTaHmZapTHBIE IMOKa3aTeau KIMHUKO-
UHCTPYMEHTaAbHOW auarHoctuku JIAT sBiisiiuch
MPOrHOCTUYECKU 3HAYMMBIMU, B TOM YHUCJE U B OT-
HOIIIEHUM TeUyeHMs 1uppo3a. IlpomomkuTeabHOCTh
KM3HM Yy JaHHBIX OOJIbHBIX 3aBHUCHUT OT TSKECTH U
nporpeccrupoBaHus 3a00eBaHuUs TIEYEHH, TIPU 3TOM
JieueHue renaTuta MOXeT yXYIIIUTh TeUEHHUE JIeTou-
HOI TUTIEPTEH3UM, KPOME TOTO, TAKMM OOJILHBIM He-
BO3MOKHO MPON3BECTH TIepecanKy MeIeH U Ha3Ha-
YUTh AHTArOHUCTHI DHAOTEJMHA M3-3a MX Teraro-
TOKCUYHOCTHU [22—24].

Ilon u eo3pacm. KenHuuHbel 3abosieBaoT JIAT
B UYeThIpE pasa yalle, YeM MYKUMHBI. DTa 3aKOHO-
MEPHOCTb OTHOCUTCS Y K HACJEeACTBEHHBIM (hopMaM
JIAT (3a uckiroyeHueM BEHOOKKJIFO3UOHHOM 00J1e3-
HU Jierkux). JlaHHbIA (haKT yKa3biBaeT Ha «IIPUBSI3-
Ky» TIeHETPaHTHOCTU 3a00JeBaHUS K MOJYy OOJIbHO-
ro. B To xe BpeMsi y My>)KUMH JaHHOE 3a00JeBaHUE
IMpoTeKaeT 00Jiee TSXKEI0 U HaUMHAeTCs, KaK MpaBu-
J10, B 0oJjiee MOJ10IOM Bo3pacrte [25, 26].

Yewm B OoJiee paHHeM Bo3pacTe pa3BuBaercs JIAT,
TeM TsiKesiee TeueHue 3aboieBanus |27, 28]. JlaHHas
3aKOHOMEPHOCTh OTCYTCTBYET y OOJIbHBIX C aCCOIM-
WPOBAHHOI C CUCTEMHBIM 3a00JIEBAHUEM JIETOUYHOM
runepreHsueit (3nech pazputue JIAI B ctapuinx Bo3-
PaCTHBIX TPYMIIaX aCCOIMMPOBAHO C HEOIATOTIPUST-
HBIM TIpOTHO30M) [29].

Hacaedcmeennvle pakmopsl u meuveHue ne204HOU
apmepuanvroil eunepmensuu. OTpenessionias poyib
HaCJIEJICTBEHHOCTH B T€UEHUM JIETOYHOM apTepHrab-
HOM TMIEPTEH3UU MPOSABISIETCS yXE Ha YPOBHE pa-
COBBIX pa3anuuii. Tak, MpUHAAIEXKHOCTb a3MaTCKOMI
pace win Haauuue apuKaHCKUX KOPHE acCOLMu-
POBAHO C CYIIECTBEHHO MEHee OJaronpusATHBIM Te-
yeHueM 3aboneBanus [30]. OgHako Hauboee cylie-
CTBEHHBbIE PA3JINYUS YIAETCS BBISIBUTH MPU MPOBE/IE-
HUM TeHOTUTIMPOBAHUSI.

[Tamonoeuueckue sapuanmot cena BMPR2. B 1ie-
JIOM, TIPOTHO3 Yy OOJIbHBIX C BPOXIEHHON (opMoit
JIAT xyxe, ueM y ocTajbHbIX 00abHbIX. Hanbob-
1ee YMCI0 MCCAeNOBaHWI B JaHHOW 00JacTH IO-
CBSILIIEHO MPOTHO3Y 3200JIeBaHUS Y HOCUTEJIE MaTo-
Jornyeckux BapuaHTtoB reHa BMPR2. Takoe Hocu-
TEJIbCTBO COMPOBOXAAETCS OOJIee TSKEIBIM TEUSHU -

eM 3a0oJieBaHUS, pa3BUTHEM B 0OJiee paHHEM BO3-
pacTte, ObICTPLIM pa3BUTUEM CEpAEYHOIl HedoCTa-
TOYHOCTU 1 6oJiee BBICOKOI 4acTOTON paHHUX (a-
TadbHbIX COOBITUI. Cpeau OOJbHBIX JIETOYHON TH-
NEePTEH3UEN, HMMEIOIIMX ITATOJOTUYECKU Bapu-
aHT reHa BMPR2, npu npoBeaeHUN Ba30peaKTUB-
HOI'0 TecTa pe3yJbTaT MPakKTUYeCKM BCEraa OTpulia-
TenbHBIN [27, 28, 31]. I1pn aTOM MOpdosorndyecKast
KapTWHA - TUTIepTpodus, aronTo3, ¢pudpo3, MmioT-
HOCTb KalNWJUISIpPOB, MPU3HAKKU BOCHAIIEHUS U CEp-
JIeYHOro MeTaboarM3Ma — Oblia CXO/IHA Y HOCUTeJIei
MyTalnu 1 He HocuTeseit [32]. Eme Oonee paHHUM
HavyajoM U Oosiee TsKEJbIM TEYEHUEM XapaKTepu-
syetcs JIAD BciaeacTBue MaToJOTMYeCKOro BapMaH-
ta reHa ACVRL 1. OgHako JIeroyHoe COCYINCTOE CO-
MIPOTUBJIEHWE U MPOMOKUTEIHHOCTDb XU3HU y Je-
Tell ¢ YKa3aHHBIMU MyTallMSIMU ObLIM 3HAYUTEIbHO
HUXKE, yeM y JeTeit 6e3 mytanumii [33].

Mytannu B KCNAS TakKe OB MASHTU(DUIINA-
POBaHBI, TIPEXKIEC BCETO, KaK YCYTYOJSIONINE Teue-
Hue JIAI' y 6onbHbIX ¢ MyTauueit BMPR2, uyto nipu-
BOJIMT K 00Jice paHHEMY Hauvajuy u 0oJiee TsKeJIoMY
TeueHuIo 0one3Hm [34].

Ilamonoeuueckue eapuanmor eena EIF2AK4. Tlpu
ceMeilHbIX (opMax BEHOOKJIO3UOHHON 00Je3HU
JIETKWX BBHISIBJICHBI MyTalluu B reHe EIF2AK4, oboHa-
pyXeHMe MaHHON MyTallMy TaKXKe acCOLMUPYETCS C
0oJsiee paHHUM HayaJioM 3a00JIeBaHUS MO CpPaBHE-
HUWIO C HE HOCUTEJISIMM U CMEPTHOCTBIO B DoJiee paH-
HeM Bo3pacTte [35—37].

KomniekcHasi onenka pucka y 00JbHOTO JIErOHOI

apTepuasIbHOI runepTeH3uei

IlepBylo cTparuuKallMOHHYIO CXeMy paspa-
0oTalu Ha OCHOBaHUM NaHHBIX pernctpa REVEAL
(Registry to Evaluate Early and Long-term PAH
Disease Management). B cxemMy ObuLIM BKIIIOUE-
HbI ciienytonie napametpol — dopma JIAL, Hanu-
yye TOYEeUYHOM HEeIOCTaTOYHOCTH, BO3pacT cTap-
e 60 jet, GYyHKIMOHAJIBHBIN KJIaCC, CHUKEHUE CU-
CTOJIMYECKOTO apTepHraJbHOTO naBieHus meHee 110
MM pPT.CT., Taxukapaus (6oJiee 92 ynapoB B MUHYTY),
MpoiiicHHast 32 6 MUH AUCTaHLMsI, YpPOBEHb HATPUIA-
YPETUYECKOTO TENTUAA, HAJTUYMUE BBINIOTA B IMEpU-
Kapa, nuddy3moHHas CIOCOOHOCTb JIETKMX, Cpel-
Hee NaBJeHue B TPaBOM TMPEACEePIUU U TETOYHOE CO-
cynucToe conpoTtusieHue [21].

OnHako OoJiplliee pacHpOCTpaHEHUE TOJIYyIH-
Jla OIlleHKa pUCKa C WCIOJb30BaHUEM (haKTOPOB,
powenmux B EBponeiickue pekomenmauuu 2015 .
(TabJ. 2).

JaHHbIi1 HaOoOp (haKTOPOB pUCKa Mpolles Bajlu-
Jauuio Ha koropre peructpa COMPERA, koTtopas
MOATBEPAUIAa TMPaBUIbHOCTh TAaKOM MPOTrHOCTUYE-
ckoif knaccudukanuu [38]. croap30BaTh 9Ty IIKa-
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DakTopbl PUCKA B COOTBETCTBUM ¢ peKoMeHaanusivu EBporneiickoro Kapauojioru4eckoro oouecrsa [l]Taﬁﬂl/lllEl ’
Hwuskuii puck IIpomesxyTOUHBIH PUCK Bboicokuii puck
(<5% 3arom) (5-10% 3a rom) (>10% 3a ronm)
L1 111 v

Tect 6-M x0nbODBI >440 m 165—440 m <165m

VYposenb NT-proBNP <300 ng/L 300—1400 ng/L >1400 ng/L

Jannbie OxoKTI

[nowans mpaBoro npeacepaust <18 cm2 18—26 cm2 >26 cm?2

[MepukapavanbHblil BHIMTOT Her Her unu MuHUMabHbIH Hwmeercsa

IemonnHamMuyeckue napamMeTpbl

JlaBneHue B IpaBOM TpeIcepanu <8mmHg 8—14mmHg >14mmHg

CepaeyHblilt UHIEKC > 2.5 L/min/m2 2.0—2.4 L/min/m2 < 2.0 L/min/m2

SvO2 >65% 60—65% <60%

JIy MOXXHO CJIeIylolMM 00pa3oM — BceM (hakTopam Jlureparypa

pucka nmpucBamBaeTcd ot 1 mo 3 6amnos (1 6amm —
HU3KWI pUCK, 2 0ajia - TPOMEKYyTOUHBIN U 3 Oaj-
Jla — BBICOKMI1), 3aTeéM BBIUMCIISIETCS CpeaHee 3Ha-
YyeHWE U3 BCeX NMEIOIINXCs (haKTOPOB JIJIsI KOHKPET-
HOTO 0OJIbHOTO. 3HAUY€HME OKPYIJSIETCS O I1eJ0-
ro uyncia. Takoe pasmeseHne NTOCTOBEPHO pas3inda-
eT 6oabHbIX JIAT (MauonmaTU4ecKoil, ceMeiiHOl, ac-
COLIMMPOBAHHOM C CHCTEMHbIMU 3a00JIeBAHUSIMU,
BPOXJIEHHBIMU MopokaMu, BUY unu ¢ nopranbHoOi
rurnepreH3ueii, a rakxe JIAL, nHAyUUpOBaHHO Jie-
KapcTBaMmu) [39].

B03MOXXHOCTH MCITOJb30BaHUSI KPUTEPUEB, YKa-
3bIBAIOIIMX Ha HU3KUI PUCK Pa3BUTHUS HEOJIarommpu-
SITHBIX MCXOM0B, Obl1a m3ydyeHa Ha 1017 OOJbHBIX
JIAT. Oxka3anoch, 4TO OHU JIy4llle BCEro TUCKPUMU-
HUPYIOT TPYMITY ITO PUCKY CMEPTH MJIM HEOOXOIMMO-
CTU TPAHCIUIAHTALIMU KOMILIEKCA Ceplic-AerKue He
Mnpu MnepBoM o0CAeI0BaHUM, a B TOM Cilyyae, €clu
00JIbHOI MPOXUJI XOTs1 Obl roj MOC/e MOCTaAHOBKU
nuarHo3a JIAL. Ilpu nepBoM obOcienoBaHUM Hau-
0ojiee 3HAYMMBIM (PaKTOPOM OKa3zajlaCh NMCTaHLIMSI
6osee 440 M, TipoiimeHHass OOJBLHBIM 3a 6 MUH, TIpU
MOBTOPHOM € O00CJeJ0BaHUM TakKuMu ¢aKTopa-
MU, KpOME TIeCTUMUHYTHOM nuctaHiuu, owvutm [-11
GyHKUMOHAIbHBIN KJIacc, T1aB/ieHUE B TPaBOM Mpe-
CepPAUM MEHEE 8§ MM PT.CT., @ TAKXKE CEPACUHBINA UH-
nekc 2,5 i1/mMunH/m? u 6osee. Jlydiie Bcero rnpu aajib-
HelilneM HabJloAeHUM BbIXMBAJIM 00JbHbIE, UMEB-
mue Bce 4 KpuTepust HU3Koro pucka [40].

Takum obpa3zom, NOCTENIEHHOE HAKOIJIEHUE UH-
dopmaluu, Kacawiueics teueHus: JIAI, naet ocHo-
BY TSI UHAMBUAYAJIU3AUU JEYEHUST TAKMUX OOJbHBIX
U CBOEBPEMEHHOI1 IIOCTAHOBKM BOIIpOCAa B OTHOIIIE-
HUM TIEPECaaKM JETKUX.
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