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AHHOTauus

B crartbe onmcaHbl MCTOpUUECKME acrekTbl OTKPbITUSE MAAOTO Kpyra KPOBOOOPALLEHUs! U U3YUEHMst AETOYHOM runepTeH3umn (AN kak natodmsmono-
'MYECKOro COCTOSIHUSI C KAIOYEBOM FEMOAMHAMUYECKOM XapakTePUCTUKOM — MOBbILIEHUEM AABAEHMSI B AerO4HOM apTepun. CAOKHOCTU AeveHust Al
3aKAIOYAIOTCS! B €€ BO3MOXHOM CBSI3U C PA3AMUHBIMKM CEPAEYHO-COCYAUCTBIMU M PECTIMPATOPHBIMU 3a00AEBAHMSIMM, YTO TPEOYET MHOMOrPAHHOIO
LLEAOCTHOIO MEXAUCLIMIAMHAPHOIO MOAXOAQ C aKTUBHBIM YYacTMEM Bpaya M naumeHTa. B HacTosilee Bpemst pyKOBOACTBOM AAS YCMELWHON KAMHUYe-
CKOM MPAKTUKM SABASHOTCS KAMHUYECKME PEKOMEHAALIMM, OXBATbIBAOLME BECH CMEKTP AMArHOCTUYECKMX M AEUEOHBIX MEPOTPUSITUIM AAS PA3AMUHbIX
rpynn Al Pa3paboTka pekOMEHAALIMI — 3TO PE3YAbTAT AAUTEABHOIO MYTU M3yUdeHMsi MOP(POAOTHM, MATOPU3MOAOTUM, CO3AAHUS U U3YUEHMST AeKap-
CTBEHHbIX MPEMNAPATOB MaTOreHETUUECKOrO AEMCTBUSI, KAMHUHYECKOTO HABAIAEHMS! 32 GOAbHBIMM B PAMKAX UCCAEAOBAHMM U PETUCTPOB.
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Abstract

The article describes the historical aspects of the discovery of the pulmonary circulation and the study of pulmonary hypertension (PH) as a
pathophysiological condition with a key hemodynamic characteristic — an increase in pressure in the pulmonary artery. The complexity of PH
treatment is due to the association with various cardiovascular and respiratory diseases, which requires a multifaceted holistic interdisciplinary
approach with the active participation of the physician and the patient. Currently, the guide for successful clinical practice are clinical guidelines
covering the full range of diagnostic and therapeutic measures for various groups of PH. The development of guidelines is the result of a long
way of studying morphology, pathophysiology, creating and researching of pathogenetic medical drugs, clinical observation of patients in the
framework of studies and registries.
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Jlerounas runeprensus (JII') npepcrasnser coboit matodu-
3MOJIOTUYECKOe COCTOSTHIE C K/TI0UEBOI TeMOIMHAMNYECKOI Xa-

MenKux BeTBelt JIA u apTeprnonockiepos y 601bpHOr0, yMepIIEro
Ha ()OHe OTEYHOrO CHHPOMA, OfBIIKY U UmaHo3a [3]. [Tepsbie

PaKTEpUCTHUKOI — TIOBbILIEHIIEM [JABIEHWsI B JIETOYHON apTepun
(JTA), koTOpoe MOKeT OBITH CBSI3AHO C Pa3NMYHBIMU Cepred-
HO-COCYAMCTBIMI U PeCIMPAaTOpHbIMU 3aborneBanmsiMu [1, 2].
Iyt usyyenus JII' maunnanca B XIX B., korga B 1865 T
J. Klob Bnepsbie omycan Ha ayToOICuUy BbIPOXEHHOE Cy)XXeHNUe

MICCTIEOBAHNS IIOCBSIIIIEHbI M3y YeHNIO KITMHUKO-TTaToMOopdorto-
TMYE€CKMX XapaKTEPUCTUK N TIONCKY 3TNOIOTNYE€CKOTO (baKTopa.
OpnHako HakoIUTeHVe 3HaHuit B obmactu JII' He MOI/IO peanuso-
BaTbCsl 6€3 MOHMMaHUs aHaTOMUU U GU3NOIOrMU KPOBOOOpa-
IeHVs, MHTepeC K KOTOPOMY 3apOAWJIC €llle B JPEBHOCTIL.
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IlepBBle YHOMMHAHUA O CepAlie KaK «IEHTPaJbHOM 3Jle-
MeHTe 4el0BeYeCKOro Tejla, K KOTOPOMY HOAXOAAT COCYAbI OT
Ka)XJOr0 OpraHa», BCTpedanTcsa B mammpyce dbepca (1550 r.
7o H.3.). B TpakTaTe cyMMMpOBaHbI 3HAHNUA PEBHEETUIIETCKO
MeAMIVHBI TOTO BpeMeHI. B Hal THY OH XpaHUTCS B YHUBEP-
curere Jlertmmura (Fepmanust) [4].

Bo Bpemena Inmmokpara u Apucrorens (VI-V BB. fo H.3.)
npefcTaBieHust 0 (GpU3MONIOrMM ¥ aHATOMUM CepALid SIB/LUICH
BeCbMa NPUOMSUTEIBHBIMI U HEPERKO OMIMOOYHBIMII, TaK KaK
VICTOYHMKOM 3HAHUI CITy>KWIM BCKPBITUA >KUBOTHBIX. [Tpemapn-
pOBaHue YeTOBEYeCKOro Te/la CTPOTro 3aIlpelanoch. Iummokpar
(460-370 rr. o H.9.) mONMAra;, YTO Cepylie MMeeT YeThIpeXKa-
MepHOe CTpOeHMe U ABJIAETCS MbIIIeYHbIM opraHoM. Pusnomno-
TUYecKye TIpecTaBIeHs 6a3upoBaIiCh Ha UMEIOIIUXCA B Tele
YeTBIpeX JKUAKOCTAX (KPOBb, C/IM3b, YePHAS M XKEITas >Keldb),
MICTOYHMKOM KaXXJIOJl M3 HUX COOTBETCTBEHHO SB/LUIUCH CEPA-
11e, TOJIOBHOJ MOS3I, Cele3€HKa, IledeHb. [IpaBas nomoBuHa ceppua
CHHTe3MpyeT KPOBb, TeBas COTEP>KUT BO3[YX, CBS3aHA C JIETKUMIA,
Yepe3 KOTOPbIe IIPOXOMIUT «ITHeBMa» (3(pMpHOE BellecTBO, OCTY-
Taolee yepes Jlerkye ¢ BO3AYXOM M HAIOJHAIIIee OpraHu3M
JKU3HEHHOIT Cutoit). B Haum au sioxHOCTD yoexxaernit [nmmo-
KpaTa OYeBUJHA, HO B CBOE BpeMsA OH II0/Ib30BaJICS OTPOMHBIM
aBTOPUTETOM, MMEHOBAJICA «OTLIOM MENVIVHbI», U €T0 y4eHue
NPVHMMAIOCh B Ka4eCTBe HEOCIIOpMMOil UCTHHBI [5]. Been 3a
IMnmokpaToM BbIIAIOIIMECs CYXK/IEHNUA O Cepflie M COCyHax Mpu-
Hagexxat Apucroteno (384-322 rT. fio H.9.). B MeHb111el1 cTeneHn
MHTEPECYsCh CTPOEHIEM OPTaHOB, OH Hab/IIOfa 3a IpoLieccam,
HPOVICXOASIMMI B OPraHM3Me, U [IEPBBIM BBEJI IIOHATHE «(pU3N-
onorust». Apucrorens micain: «KpoBb TedeT o cocyaM Hogo6HO
MOPCKIM IIPW/IMBAM 1 OT/IBAM», y TBEPXKAAsL, UTO CepALie sIB/IIET-
A «[[BUTATETIeM JIBYDKEHNA KPOBY 110 OPTaHU3MY» [6,7].

B 323 . go H.3. mocne cMepTu AnexcaHjpa MakemoHCKO-
ro LeHTpoM obpasoBanus ctan Erumer B AnexcaHnpuu, rue
B MEJUIIVHCKUX LIKOJIAX paspellasoch MPOBOAUTb He TOIbKO
BCKPBITHA, HO U BUBMCeKIuM [8]. Dpasucrpar, yueHuk Apu-
CTOTeJIsI, OAVH 13 OCHOBATeJIell LIKOJIbI aHATOMOB, IOPOOHO
OIINCcas ceppedHble KIananel 1 ux gyukuun [9]. B I-1I BB. H.o.
Haya/y MOABIATBCA MpPEfCTABIeHN O Kpyrax KpoBoobpaire-
Hust. TlepBBIM ommcan fjBa Kpyra KpoBooOpalieHust, coobia-
IOLMXCSI MEXAY COO0IT Yepe3 OTBEpCTIEe B MEXOKETYL0UYKOBOII
meperopogike, [anen (192-200 rr. H. 9). Y Tonbko 60rtee yeM de-
pe3 1000 et cae/aH CeAyONii AT B M3y4eHUM KpPOoBoOoOpa-
mennst. VI6H aH-Hadms (1210 r. - 25.12.1288) cupuer mmo mpo-
VICXOX/ICHUIO, JIeI0-MeaMK MaMIIOKCKOro CyinTaHa bertbapaca,
HepBbIM IOFPOOHO Omucan Masblii KPyr KpoBOOOpalleHMs,
60Jee M3BECTHBIN KaK JIeTOYHOe KpoBoobpaienue [10]. VI6H
aH-Hadn3s npuiiern K pe3y/ipraraM He SMIVMPUYECKIUM Iy TeM, a
TeOpeTUIeCKVMI pa3MBIIIICHNAMU. BeposATHO, 3TO 1 ABMIOCDH
IPUYMHOIL, TIOUeMy ero TeopysI OCTa/Iach He3aMeueHHO cpefi-
HeBEKOBBIMM apabCKUMU MeVIKaMIL.

o Toro BpemeHm, Kak Yumbsam lapseit (01.04.1578-
03.06.1657) cospan cBOe y4eHNe 0 KpPOBOOOPAILeHNM, B Mef-
I[He B TeYeHNe MOYTU IMONTYyTOpa THICAY JIeT TOCIOACTBOBAI
KynbT [aneHa — camblii JONIWIA M PEaKIVIOHHBIN Ky/IbT B MCTO-
puu Hayku. Pagel (1957 r.) meTko HasbiBas [apsest «¢pumoco-
¢dom kpyros» [11]. DTOT aHI/IMIICKNIT Bpay, aHATOM, PU3UOJIOT
U 3MOPHOJIOT MepBbIM CO3JaJl YYeHUe O CUCTeMe KpOBOOOpa-
mennsA. OH IOCTaBMU/I IIOJ, COMHEHMe IIpe[CTaBlIeHMe TOrO
BpPEMEHN «O ABVDKEHUU ¥ JeATeIbHOCTU CEeplla U COCYHOB».
ITyTeM BCKpPBITHIL, OIIBITOB M TIIATeNbHBIX HaO/mofeHmit [apBeit
orpoBepr yueHue lajieHa o cofepKaHUM BO3yXa B apTepuax u
IOKas3aJl, 9YTO [[eHTPA/IbHBIM 3JIEMEHTOM CHCTEMBI KPOBOOOpa-
LIeHUA CIIY>KUT Cepplie, OT KOTOPOTO OTTeKaeT KPOBb IIO ap-
TepusIM, BO3BPAIIAeTCsl XKe K cepAuy mo BeHaM. O6beM KpoBU
IIpY 9TOM He MeHseTcs [11].
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B TedeHMe MOC/TENYIONMX HOYTH TPeX CTONETHIl MHTepec
Y4eHbIX OBIT COCPENOTOYEH Ha M3ydeHmy OOMBIIOro Kpyra Kpo-
BOOOpAIIeHsI, @ MAJIbIIl KPYT OCTABA/ICS HeM3BEAAHHBIM. JIniib
crycrs 6oree 20 et mocne pa6otst J. Klob [3] B 1891 r. mocneno-
BajIa C/IeyIOIasA CTydaifHas IaToJIOroaHaToOMu4ecKas HaXofKa
E. Romberg, opopmrennas B nccnenobanmu «O CKIepose J1erod-
HOJI apTepul 1Py OTCYTCTBIY TIATONIOTMY CEPHLA U JIETKux» [12].
Cepuisi IaTo/I0r0aHaTOMIYECKIX BCKPBITUI IPUBeNa K U3YYeHUIO
OfJHOTO M3 Hambosee pefKMX 3a0O0NEeBAHMIT CepHeIHO-COCYM-
croit cucremsl — niepsugHoit JII' (IUIT). B navane 1900-x rogoB
A. Ayerza mpefcraBu B CBOMX JIEKLMAX II€PBOE KIMHUYECKOE
omycanue Mosogoro mauyenra ¢ ITIT: ofpliika, IMaHO3, TIONN-
1mTemMus. 3aboreBaHye GBICTPO HIPOrPeCcCUPOBATIO U IIPUBETIO K
cmepTy 60bHOTO. Ha BCKpBITIY OOHAPYKEHBI TUIIEPIUIA3VST Me-
AWM ¥ MIHTYMBI, IETOYHAsA TPOMOOTIYECKas 00CTPyKIms. 3aborte-
BaHUe TOT/ja OTy4MIO HadBaHMe 6oesHn Aspsa [3].

C TeyeHmeM BpeMeHM pa3pabaTbIBa/MCh METOLbI JMArHO-
ctuxn. [lna nogTBep>xaenna auarnosa JII, ycraHOB/IEHHOTO Ha
OCHOBAaHMY [AaHHBIX KIMHNYECKON KapTMHBI, TabOpPaTOPHBIX
aHAJIM30B, HEMHBA3VBHBIX METOMIOB 00C/IeOBaHMA (37IeKTPOKap-
nuorpaduu, sxokapayorpaguu — IxoKI, perrtrenorpadmm opra-
HOB TPY/JHOV KJI€TKY, CLMHTUrPaduu JIeTKUX U Ap.), TpedyeTcs
MpOBefieHNe KaTeTepusannu npassix otaenos cepana (KIIOC).
Ha ceropHAIIHMII TeHb MeTOJ, ABIACTCA «30JIOTHIM CTaHJAP-
toM» uarHocTyky JIT. ITombeITKy BBINO/IHEHVS KaTeTepU3aLiyi
ceppua venoBeka mposoamnucs ¢ Hadama XX B. (E Bleichroder,
E. Unger, W. Loeb), Ho mono>xeH1e KaTeTepa He MOJTBEP>KAEHO
HM PEHTT€HOBCKVMMU M300PKEHVAMY, HU 3aIMChI0 KPUBBIX
masnenust. He sHas 06 axciiepumentTax E Bleichroder, E. Unger,
W. Loeb, Bpaa W. Forssmann 8 1929 r. mpogeMOHCTprpoBa ad-
(beKTMBHOCTD 1 6€30MacCHOCTD IIEPBOIl 3apPerMCTPUPOBAHHON
KaTeTepusaluy ceppila denoBeka. OH BecbMa YBJeKascsA TeM,
YTO KaTeTepu3alysi Cepylia MOXeT YAYYIIUTh BBEfEHNE U 3¢-
(eKTUBHOCTD JIEKAPCTBEHHBIX IIPEIAPATOB 1 YCOBEPUICHCTBO-
BaTb NIOHVMMaHIe MeXaHI3MOB KPOBOOOpaIlleHNA 1 MeTabomn3-
ma. W. Forssmann paspa6ora croco6 kareTepusanmuu cepaua u
VICIIBITAJI €ro Ha cebe, IPoBefsl MOYEBOIT 30HA Yepe3 JIOKTEBYIO
BeHy B IpaBoe mpefcepaye. CIMTaIOCh, YTO HPY IPOHMKHOBE-
HMU B Cepflie MTHOPOJHOTO MpeiMeTa HaCTYIUT IIOK U OCTaHOB-
Ka cepaliebueHys1. Be3onacHOCTD POBeeHNsT KaTeTepyu3aLnm
CepAlia Ha >KMBOTHBIX HOATBEPAIACH, OFHAKO MAHUITY/IALINN
Ha Cepplie 4Ye/loBeKa He PeKOMEH/[OBAJINCH, IIOCKOIBKY 4acTO
3aKaH4MBaNMNCh cMepThio [13, 14]. Tem He menee W. Forssmann
petunicst Ha onblT. OH cfie/a Hagpes TOKTEBOIT BEHBI U BBEJI B
Hee MO4eBoIi KaTeTep. B epBblil pa3 kaTeTep He JOCTUT CEPALIA,
TaK KaK aCCUCTEHT OTKAa3a/ICs IIPOJO/DKATh OMACHDIN SKCIIepH-
MeHT. Bo BTOpOII pa3 OH IeiiCTBOBAJI CAMOCTOATEIbHO: OH BBEJI
KareTep Ha 65 CM M JOCTUT IIPABOJ [IOJIOBMHBI CEPHLIA, 3aTeM
BK/IIOYV/I PEHTTEHOBCKNUII aIllapar ¥ IMOMYYMI IHOATBEpXKie-
HIe cBoero ycmexa [13]. BrmocnepctBum 3a paspaboTaHHYIO
UM METOAMKY OH COBMECTHO C aMEPUKAaHCKVMU BpadyaMu
A. Cournand n D. Richards monyunn HobeneBckyio mpemuio
B 1956 1. [15]. KIIOC cTana yHMBepcaabHbIM MHCTPYMEHTOM
IS OIpefie/leHNs TeMOJMHAMMYECKUX IapaMeTpoB, 00beMa,
rasoB 1 pH KpoBW, BHyTpUCEp[IeYHOTO HaBJICHN, AbIXaTelb-
HOTO Ta3000MeHa y MAaLMeHTOB C CEpPHeYHOI HEJOCTATOYHO-
cTpi0. [TosiBUIaCh BOSMOXHOCTD U3y4aTh BPOX/EHHbIE TIOPOKI
cepaua (BIIC) ¢ u3MepeHMeM HaB/eHNs B BepXHell M HIDKHeN
THOJION BeHe, KaMepax IMpaBBIX OTAenoB cepaua u JIA. Ananus
006pa310B CMeIIaHHOII BEHO3HOI KPOBY U3 IIPABOTO XKeTyL0uKa
(IDK) nmo3Bomm paccYnTaTh CepAeYHBII BHIOPOC IO IPYHIIMITY
®yxa. Bo3MOXXHOCTb M3y4eHMs JUHAMUKY JIETOYHOTO KPOBO-
obpaleHns HOMy4dnIa faabHelinee passutiue, Korga Hellems
M COABT. BIIEpPBbIE OIVICANIN IIPOLEAYPY M3MEpPEeHNs JaBIeHNs
saxkamHuBaHuA B JIA [16].
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Peskuit poct uncna 6onpubix IUIT BeepcTBUe IpreMa amu-
HOpEKCa — IIpelapara, CHIKAIoLEero anmneTnt, B 1960-1970 rr. B
IBermapuy, lepManyy u ABCTpUM CTa/l IPUYMHON IIpOBefie-
HUA coBellaHyus BceMMpHOI OpraHmsaluy 34paBOOXPAaHEHNUA
(BO3) no Bompocam JIT' B JKeneBe B 1973 1. Marepuass 3TOi
BCTpe4n OMyO/IMKOBAHbI B JOKYMEHTE, COlepIKallleM KIMHIYe-
ckyto xapakrepuctuky I1JIT, Mop¢onorudecke TUIIBI, JUATHO-
cTudeckme Kputepyun. [Inarsos JII' nogTeepkaaeTcs Ipyu ypoB-
He cpenHero pasenns B JIA (cplJJIA) >25 MM PT. CT. B TIOKOE 1
>30 MM pT. cT. — 1pu $pu3uyeckoit Harpyske. Cp/IJIA He 3aBucKT
OT I0JIa ¥ BO3PACTa, Y 37I0POBBIX JINI] HAXOLUTCS B IMAIa3o-
He Jio 20 MM PT. CT., @ /I HaJIeXKHOTO M3MePeHMs [JaB/ieHNs B
JIA pexomenpoBano nposoputb KIIOC. Kpome Toro, Brepsble
IIPeIOKEHO BBIIEATh MEPBUYHYIO U BTOpuuHYy0 (popmser JIT.
Paspa6oTtanHslit anroput™ nederns [UIT BKIodan fBe cTyIe-
HI — 6a30ByI0 Tepanuio (OpajbHble aHTMKOATY/IAHTBI, AUype-
TUKM, AVMTOKCUH, QHTATOHVCTBI KA/IBLINS, KMCTIOPOJOTEPAIINIO),
a IpY OTCYTCTBUM KJIMHUYECKOTO YAY4IIeHUsA — TPaHCIUIAHTa-
muio nerkux. I[To pesynbraraM coBellaHMA SKCIIEPTaMy IIPefIo-
JKEHO co3fianme perucrpa 60mpHbIxX IUIT 1 u3ydeHus KIMHN-
YeCKIX 1 [TATOMOP(OIOTNIECKIX OCHOB 3a00/IeBaHMsI, KOTOPBII
BriociencTBum, B 1980-e rompl, co3mad HaiymoHampHBIM MHCTU-
TYTOM CepALa, merkux, kposu CIIIA [17].

B nepuop stmpemum IJIT B 1960-1970 rr. npumepHO y 60%
6OMNBHBIX C ycTaHOB/IEHHBIM AuarHo3oM ITJIT umenuch aHaMHe-
CTUYeCKMe CBEeIeHNs O IpueMe aMIMHOPEKCa, T.e. 0OHApY KMBa-
7Tach BpeMeHHas M reorpadudeckas B3auMOCBA3b MEXY MpU-
MeHeHeM Ipenapara u passurieM 6omesnu [18,19]. YV 6onpHbIx
BBIABJIA/IACH NpeKamuisApHas ¢opma JII' ¢ Mopdomnormyeckoir
KapTHHOI IIEKCOTeHHOI1 apTepyonaryu. [Ipornos 3aboneBanns
OKasajICsl BecbMa HeO/aronpusaTHbIM: depes 10 et mocre smm-
memuyt 1/2 60/1bHBIX OGN 10 TIPUYMHE IPaBOXKETYA0YKOBOI

cepueyHoll HegocTaTouHocTu [18]. HecMoTpss Ha odyeBMAHYIO
POJIb JIeKapCTBEHHOTO IIperapaTa B cTaHoBneHny JIT, knuHnyec-
KU€ U TUCTONOTMYeCKye 0COOEHHOCTH JIETOYHOI apTepyaIbHOI
IUIepTEeH3NN, MHAYLIMPOBAHHON IIPMEMOM aMUHOpPEKca, He OT-
JIMYaIUCh OT TaK HasbiBaemolt ITJIT.

BakHO OTMETHUTD, UTO IOC/IE 3allpeTa aMMHOPEeKCa U U3b-
SITUSA Tpenaparta ¢ peiHKa 3aboneBaemocts ITIT crama sHaun-
Te/IbHO yMeHbIaTbcA. OfHaKo yXe B Hadane 1980-x IT. mos-
BIIUCD TIepBble MyOIMKALUM O TOM, 4TO pasButye JII Moryt
TaK>kKe BBI3BATh fiepuBathl peHdmypamuna [20, 21]. Ity rumo-
Te3y NMOATBEPANU/IN PE3YIbTAThI IEPBOIO MEXIYHAPOHOTO UC-
cnegoBanysA y 6onpHbIX IUII, B KOTOPOM OIpefie/ieHa YeTKas
B3aJIMOCBA3b MEXY BO3HMKHOBEHMEM IaTO/IOTUY Y IIpMMeHe-
HIeM JiepuBaToB GeHnypammHa [22].

B mamerni crpane mcropua JII' HaumHamach ¢ M3y4eHUs
Haubonee Tsxenoro cocrosuua — IUIL Ipo6nemort IUIT B
TedeHMe MHOTMX JIeT 3aHuMajcs npogeccop H.M. Myxaps-
MOB. B 1970-e IT. OH IIepBbIM OINUCAT KIMHUYECKYIO KapTHUHY,
(daxTOpBI prCKa U BapMaHTHI TedeHust 6oresHu. Vgen ydeHoro
HAIIV IOATBEpXKieHNe B paboTax ero yueHukos. Hampumep,
TUIIOTe3a O HEOOXOZMMOCTM IIPOBefeHMs AHTUKOATYILAHT-
HOJT M [le3arperaHTHOll Tepamnyu y BaHHON KaTeropmy Oonb-
HBIX HallUIa MOATBEpP)X/IeHNe B NAIbHENMIINX MCCIefOBaHNAX.
WM.E. YasoBa meTanpHO omymcana MOp(GONIOrMYecKyo KapTuHy
IJIT, mokasasa mopakeHue Bcex 000/1049eK COCYAUCTON CTeHKU
Menkux JIA oT MHTUMBI IO aiBEHTUIIVNM, YaCTOE BOB/IEYEHNE B
IATOTIOTMYECKMIT IIPOL[eCC MEJIKUX BeH ¥ BeHY/, popMMpoBa-
HIte TpoM6030B in situ [23, 24].

Yepes 25 net nocie 1-i koHpepennnu BO3 B 1998 . B OB1-
aHe (Ppannus) cocrosncs 2-it Bcemmphsrit cummnosuym mo JIT
(raém. 1). OcHOBHBIE M3MEHEHMsI KOCHYIUCh KIMHUYECKON
KnaccuuKanmy, Tak Kak mpe>xHee pasjie/ieHIe Ha IIepBUYHY0

Tabanua 1. BcemnpHbie KoHrpeccsl. Mctopuueckne Bexu B usydeHnn Al

Table 1. World congresses. Historical milestones in the study of pulmonary hypertension

1973 . 1998 . 2003 1. 2008 r. Tana- 2013 r. Huma 2018 r. Huma
Kenesa OBuan Benenusa (Vranms) Iount (CIIIA) (Dpannus) (Ppanmms)
(IIBeitapms) (®pannus) 1 PanI PaHIy
AMMHOpeKC Dendnypamun Tepmun VJIT Hosbli1 guarocT- MyTanua KCNK3 Hosblit auarsocTnyec-

Kpurepun pmar-

1-a xuHMYeC-

Cewmeitnas JIT'

YECKUIT KpUTepUin
JIT

Hosa JIT' Kad KJac- .
JmarsocTiyeckui
Knaccudukarys cuukanusa P— IMorpanmynas JIT
JIT: TUIT u BTO- (5 rpynm) Hacnegyemas JIT
Kpurepun OPII
puuanas JIT ITarorenes A
AJITOpUTM edeHUA /ITOPUTM JICICHIA
p
Kmmunyeckas ONONpOCTeHON 6onpubix JIAT
60mbHbIX JIAT K I1(BO3
XaPaK;Ie}PI’?T“Ka OK III-IV (BO3) (BO3)
(AP3, NO13-5, Kom6rHMpoBaHHast
Mopdonoruye- VIHT /LA MOHHBIN Tepanus
ckue tunsl IIJIT WIIONIPOCT)

Peructp 6071b-
ubix TIJIT (NTH,
CIIIA)

Henu repanim

Hosas nepsuynas
KOHEeYHas TOYKa
PKMW: Bpems o

PasBUTHA KIMHIYE-

CKOTO XY/ IIeHNs

+ 4 HOBBIX JIEKapC-
TBEHHBIX IIpenapara
JIAT-cnieunduyec-
KOJI Tepanumu

OTMeHa TepMIHOB
«morpanyyHas JII» u
«IMCTIPOTIOPLIIOHAID-
Has JIT»

Iuacronmyeckmit
TPafiMeHT I oIpe-
Te/leHNs IpeKanni-

JIAPHOTO KOMITIOHEHTA
npu JII' Bcnepcrue

MaTOJIOTUM JIEBBIX

OTJe7NIOB cepAla

VIsmeHeHUs B KTMHA-
4ecKoIt Kimaccuuka-
mym JIT

Crparerus CKpMHIH-
ra JIAT

Lenu Tepanun

Hosple npenapaTst
JIAT-cneundnyeckoit
Tepamuy (MaluTeH-
TaH, pUOLUTyaT)

AnropuT™m ne4eHus
XTOJIT

KU1 KpUTEpUit

O6HOBIEHNE K/IMHAYEC-
KO K/maccuukanmm

O6HOB/IEHYIE TEMOJIN-
HaMI4YecKoit Kmaccudu-
Karmm

HoBble MuliieHn mato-
T€He3a

Mopenu oLeHKM pucka

ANTOpUTMBI ANATHOCTH-
KU U JiedeHns 2—4 Knm-
HUYECKUX TPy

Hosble nenu Tepanun

JIAT

CrapToBast KOMOUHUPO-
BaHHas JIAT-crenndu-
YecKast Teparvis

CrpaTerus nepexodye-
Husa ipy JIAT?

HoBblit anropnty nede-
Hug XTI
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Y BTOPUYHYI0 (OPMBI He OTPaXkajIo B IIOTHOI Mepe 0COOeHHO-
CTU KIMHMYECKOII U MaTOMOP(OIOrNIecKOli KapTUHBI, ITOX0-
IbI K IUaTHOCTUKE U JIe4eHMIO.

Hosas xmaccuduxanma Bkmodana 5 rpymmn JIL u atoT mon-
XOf B IIE/IOM COXPaHWICS [O HACTOSAIIETO BpeMeHW. BBenmeH
TEPMVH «JIero4yHas aprepyajbHas runepreHsus» (JIAT), a «Bro-
puyHas JII» ympasgHeH Mo IpMYMHE MHOXKECTBA BO3MOYKHBIX
IIPMYMH TOBbIeHNA fasienus B JIA. JIAT pasBusaeTca BCen-
CTBIE HOBPEX/EHNS WM AUCHYHKUMY SHAOTeNs Menkux JIA,
YTO IPUBOJUT K OOCTPYKTMBHOMY PEMOJEIMPOBAHMUIO JIETOY-
HOTO COCYIAMCTOTO PYCIa, IIPOTPecCUpYIOLeMy IIOBBIMICHNUIO
neroyHoro cocypucroro conpotusnenua (JICC) n mapmeHus B
JIA ¢ pasButuem aucoyskym IDK kax Hanbonee dacroit mpu-
YMHBI JIeTabHoro ucxopna. Ipuunny passutua JIAI cBasbiBamm
C HEJIOCTaTKOM BasoftaTupyoiyx cyocranmmit (NO u mpocra-
IVK/IVHA) Y TIOBBIIIEHHBIM YPOBHEM Ba30KOHCTPUKTOPOB (9HTO-
tenuH-1) [25]. CoBepliieH IPOPbIB B OTHOLICHI JIEKAPCTBEHHOI
Tepanmy, HpeAcTaB/eH IepBbll IIpelapar MaTOTreHeTIIeCKOTo
IeiiCTBIA SIOMIPOCTEHON (BHY TPYBEHHBII ITPOCTALMKIIVH), JOKa-
3aBIINIi CBOIO 9 dekTrBHOCTD Y mareHTos ¢ ITIL

JledeHre 3MOMPOCTEHO/IOM YTy9IIAeT CHMIITOMBI, (ysnmdec-
KYI0 Harpy3Ky U TeMOIVMHAMMKY, CHIDKaeT CMepPTHOCTb. Bbicokue
T03bI 3MIOIPOCTEHO/IA OKAa3hIBAIOT IPOAIIONITOTIYECKOE [IefiCTBIE
Ha I7IaJIKOMbIIIeYHble K1eTKy JIA depes IP-penierrrops! u perymns-
uyto smranpa Fas. OnHako ymmTenibHOEe BHY TPMBEHHOE BBEieHe
Ipemapara CBA3aHO C PYCKOM MHOUIIMPOBAHMA U3-32 TOCTAHOB-
K IIeHTPa/IbHOTO KaTeTepa, KpoMe TOro, nHy3uu BecbMa T0po-
TOCTOSIINE, TTIOITOMY IIMPOKOTO PACIHPOCTPAHEHVs B JIeUeHUU
IAIVIEHTOB JaHHAs Tepamys 0 HACTOSIIETO BpeMeH) He IIONy-
4iia. DMOMPOCTEHOT OCTAETCA MperrapaToM Bbibopa y Hanboree
TSDKEITBIX OO/BHBIX, OKUJAIOIUX TPAHCIUIAHTAIINY JIETKUX VTN
KOMIUIEKCa ceppie/erkue [26, 27]. IloMnMo rekapCTBEHHOI Te-
pammu Ha CHMIIO3MyMe IOTY4rIo OOOCHOBaHME HOBOE MHTEp-
BEHI[VIOHHOe JIeueHNe — mpefcepaHasa centoctomus. CospmaHue
COOOIIEHNsT B MEXIIPEICEPHHOI IIePeropoiKe ISl CHIDKEHVs
JaB/ieHMs B IPaBOM Ipefcepauu, yaydmenns Gpyukoym IDK i,
KaK C/IefiCTBUE, YBeMUECHNsI CePAEYHOr0 BBIOpOCa MPUBORUT K
YMEHBIIIEHNIO CUMIITOMOB (CHMHKOIA/IbHBIE COCTOAHMA, TOJO-
BOKpY)KeHIe). DHIOBAaCKy/IApHOe JiedeHMe pPacCMaTpUBanoch
y maruenToB III-1V ¢yHxumonansHoro kmacca — ®K (BO3) ¢
YacTBIMM OOMOpOKamy Tpy HedHHEKTUBHOCTU JIEKAPCTBEHHOI
Tepanmy KaK MHTepBEeHIMOHHBIN a/UIMaTYBHBIN 3Tall IO TPaHC-
IUTaHTALVV JIETKVIX VIV KOMIUTEKca cepptie/merkue [28].

OCHOBHBIM MEXAaHU3MOM Pa3BUTHUA Ba3OKOHCTPUKIVM U
PpeMofieTMpOBaHNsA JIETOYHBIX COCYAOB ABIACTCA AUCHYHKINA
sHporenus. JucbanmaHc Ba3OKOHCTPUKTOPHBIX (TpoMOoKca-
Ha B, u sHoTenMHa-1) ¥ Ba3OAMMATHPYIOIINX (TPOCTALMKIIN-
Ha, NO) areHTOB II0Ka3aH KakK y MallMeHTOB, CTPATAIOIIIX U/N-
omarndeckort JIT (VIJIT), rax m ipu JIAT BciefcTBIE CHCTEMHOI
cxnepopepmun (JIAT-CCJI) u BIIC. ITokasana poyb BOCIasm-
TeNbHBIX LUTOKMHOB Yy 6onbubix VIJIT u JIAT-CCII [29, 30].
BMmecTe ¢ TeM [j0Ka3aHa POJIb MOIJHOTO Ba3OKOHCTPUKTOPA
PeHMH-aHIMOTEH3UH-a/IbJOCTEPOHOBOIL CUCTEMBI — AaHIMIOTEH-
3uHa II, KOTOpBIil YBEINUMBAET COCYHOCY>KUBAIOINIT 3P PeKT
y manuentos ¢ VIJIT, JIAT-CCJ] u BIIC [31]. Bonbioit BKIaz
MucturyTa KmmHndeckoit kapauonoruy um. A.JI. MacHuKoBa
CoCTONT B U3ydeHnu HacnencTsenHoit ¢popmbl JII. A.JO. Iloct-
HOBBIM OIMCAHBl HOBbIe BAapMAHTBl IATONOIMYECKUX HYK-
JIEOTUAHBIX MocnefoBaTenbHOcTell reHoma GRCh37/hgl9,
[IPOAaHAMN3MPOBAHbl MOMMMOPGU3MbI T€HOB IPOTPOMONHA,
¢dakTopa V, pubprHOreHa Kax IpeRpacloaramluX areHToB
XpoHMIecKoit Tpomboambonmyaeckoit JIT' (XTIJIT) [24].

B HUMM xnuanyeckoit kapayuonorny uM. A.JI. MsacHukoBa ¢
Le/IbIo yTy4ieHns auarHocTuky JII, ocobeHHO Ha ypoBHe Iep-
BIYHOTO 3B€HA 3[APABOOXPAHEHUsI, paspabOTaH OMPOCHUK IS
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IALMEHTOB, BKTIOYAIOLINIT CeMb PasfesioB — XanoObl, aHaMHe3,
0011111 OCMOTP, Ha/mm4ue accormmupoBanHbix ¢ JII' 3ab6oneBanmit,
Hajmaue Npu3HakoB JII' Mo JaHHBIM MHCTPYMEHTAIBHOTO 00-
crepoBanus (anexrpokapanorpaduy, IxoKI, peHrreHorpadmn
OpraHOB IPYJHON K/IeTKM). B 3aByMcMMOCTHM OT CyMMbI 6a/U1oB
pelaeTcs BOIPOC O BepOATHOCTHU AuarHosa JII' m Heobxopu-
MOCTH JIa/IbHENIIIero f0o6C/IeloBaHNs, B TOM YUCIe B CIIELN-
a/m3npoBaHHOM LieHTpe [32]. Ilpu TpancropakambHOi Ox0KI
npemIoxkeHo oneHnBaTb TAPSE [y OLeHKM CHCTOMMYECKON
¢bynaxuun IDK, A oLieHKM >Ke CUCTONMMYECKO (QYHKIUM Jie-
BOTO Xenyziouka y nanuenTos ¢ VIJIT' u XTOJIT pekomenpiyeTcst
JCIIO/Ib30BAaTh [IOKA3aTe/ YAAPHOro 00'beMa U CepAeYHOrO BbI-
6poca, IOCKOIbKY y HMAL[VIeHTOB AAHHOI KaTeropyy IOoKa3aTeNb
¢dpakumu Beid6poca JDK spnsercsa HemHpopmatuBHBIM. [To pe-
3y/IbTaTaM aHaIM3a 37MacTHYECKUX cBOMCcTB JIA mpemmoxeHa
OlIEHKA TIOKasaTeNell cephedHo-cocyamucToro conpskenusa IDK
n JTA, 1eBOro >KenyIo4Ka 1 a0pThI 1A JeTa/IbHOM OLIeHKY (QYHK-
IVOHaNIbHOTO cocTosHMA nanyeHTos ¢ VIJIT n XTIJII. Biepsoie
B OTe4eCTBeHHOI TpaxTuke B IpoTokon KIIOC BkmoyeHa oljeH-
Ka M3MEHEHMI XapaKTePUCTHK JIeTOYHOrO KPOBOTOKA M CTPYK-
TypBI CTeHK! JIA [0 Hayaja JeYeHNs U B pe3y/nbTaTe [IUTe/b-
HOJ crien14ecKort Tepanmy ¢ HOMOIbI0 BHYTPUCOCYAUCTOTO
Y/IBTPasByKOBOIO MCCIeROBaHys. PaspaboTaHbl peKOMeHaIu
I10 IIPUMEHEHUIO OFHO(DOTOHHOI SMUCCHOHHOI KOMIIBIOTEPHOI
ToMorpadun 1 KOMITBIOTEPHOIT ToMorpaduu [24].

Ha 3-m Bcemmupnom cummosmyme B Benmeumm B 2003 T
TIpeJ/IOKeHbI BayKHbIE MI3MEHEeHN A, Kacaloliecss HOMEHK/IATy-
PbL, KIMHIYECKOI Knaccu(uKanmm 1 IoAXomoB K tedeHno JIT
(cm. Tabm. 1). Panee ncnionbayemslit repmut I1JIT 3ameHeH Tep-
myHamu VIJIT i1 XapaKTepUCTUKY CIOPaiUuecKuX ClydaeB
u «cemeitHas» JIT' — npu vammaum myranuit BMPR2, ACVRLI,
SMAD, CAVI wun pp. [33]. OrMedeH psf T€KapCTBEHHBIX
CPENCTB U TOKCHHOB, CIOCOOCTBYIOIUX passutuio JIAL, - ato
aHOpeKTVKN (aMMHOpeKc ¢ymapat, pendnypamuH, gexceH-
¢nypamun), parcoBoe mMacio, L-rpunrodan, merampeTamu,
KoKayH [28]. IIpy 3ToM BIiepBble IIpenaparbl PaH)XMPOBaHbI
B 3aBUCHMMOCTY OT CHWJIBI B3aMMOCBSA3M MEXNY SKCIO3MIuel
Ipernapara 1 BepoATHOCTbIO pasputus JIAL

IkcrepTamu mopTBepXKAeHO, 4to KITOC HeobxopmMma st
muarHoctuku JII. Kpome Ttoro, ana JIAT BBefjeHbI HONONTHMU-
Te/IbHble TeMOfIMHAMIYECKIe KPUTEPUHN TI0 JABJICHUIO 3aK/IN-
HyBaHuA B JIA (JI3JIA) <15 MM pT. cT.m JICC>3 E]] Byna. Bniep-
Bble st marueHToB ¢ VIJII' pekoMeH/{0BaHO B 00s13aTeIbHOM
nopsgke Bo BpeMa KIIOC npoBopguTh TecT Ha Ba3OpeaKTUB-
HOCTb C UCIIOJIb30BAHMEM BHYTPUBEHHOTO SIIONPOCTEHONA
VTV IHTA/TALMOHHOTO MIOIPOoCTa. [10/I0KMTEeTbHBIM CUNTANICA
orBeT npu cHiKeHuM cp/IJIA He meHee yem Ha 10 MM PT. CT.
u camxenneMm CIJIA go 40 MM pT. CT. ¥ HVDKe IIPM COXpaHe-
HUJ WIM TIPUPOCTe CepievHoro BbIOpoca (BBUAY MOILIHOTO
MHOTPOITHOTO [EMCTBUS SIONPOCTeHONa). [10M0XKMTe/IbHBILI
pe3y/braT TecTa CBUJETEIbCTBYeT O HOTEHIMANIbHOI 3 deK-
TUBHOCTU Tepanuy 6710KaTopaMy KamblyieBbIX KaHajIoB [34].

3-it BceMupHBII CMMIIOSMYM ABUICA Ba)KHOJM BeXoil B
ucropun nedeHns JII, MOCKONMbKY O3HaMeHOBA/CA MpeCTaB-
JIeHNeM TIepBbIX NepopanbHbix JIAT-crenmduyeckux mperma-
paroB, AoKa3aBUIMX 3P PEKTUBHOCTD B PAHIOMUSMPOBAHHBIX
KIMHMYeCKUX uccenoBannsax y 6onpubix VIJIT u JIAT Ha done
CUCTEMHBIX 3a00/IeBaHMIl COENMHMUTEIbHON TKaHM (aHTaro-
HJCT peLienTOpOB 3HAoTeNnHa — APD — 603eHTaH, MHIMOUTOP
dochomuacrepaser tuma 5 — VIOI-5 cunpgenadu, MHramsi-
IVIOHHBINl aHAJIOT MPOCTAlMK/INHA WIONMPOCT) JUIA JIeYeHUA
MALMEHTOB C OTPULATENBHON (apMaKOTIOIMIecKoil mpoboii
Ha Ba30peaKTMBHOCTb [35-37]. C mosBIeHNeM HepopabHOI
JIAT-cnenududeckoit Tepanumn 5-7eTHAA BBDKMBAEMOCTD Y Ia-
nuenTtos ¢ VIJIT yBemmunnach ¢ 34% [38] mo 50% [27].
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BriepBple OTMeueHa BaKHeNIasA pOb HEMEJUKAMEHTO3-
HBIX MEPONPUATHIL, HAIPABJIEHHBIX Ha CHIDKEHNE PMCKa BO3-
MO>KHOTO YXY/ALIeHNs KIMHIYeCKOro TedeHns 6omesHn. Heme-
IMKAMEHTO3Has TepaIlys BK/II0YAeT BBIIIONHEHME eXKeJHEBHOI
[O3MPOBAHHON (PM3MIECKONl HATPY3KM I HOAfEPXKaHMs
CKe/IETHOI MYCKYIaTypbl, HNPO(PUIAKTUKY WHGPEKIIMOHHBIX
3aboneBaHMil (BakUMHALMA OT TPUINA U ITHEBMOKOKKOBOIL
nH(peKLMN); BO BpeMs aBUAIEPeIeTOB C L[e/IbI0 yMeHbIIEeH s
TUIIOKCUM PEKOMEH/IYeTCs IIPOBefeHle JOIIOTHUTEIbHO KIC-
JIOpOOTepanui, MOKa3aH KOHTPO/Ib YPOBHS IeMOITIOOMHA U
IIpM pasBUTUM aHEMUU — HeMeflIeHHOe JiedeHNe, MallyieHTKaM
PeNpOfyKTUBHOIO BO3pacTa HeobxonuMa 0bs3aTeNIbHast KOH-
Tpalleniusa B CBA3MU C BBICOKMM PYICKOM JIETa/JIbHOCTY IIpY Ha-
cTymieHun 6epeMeHHOCTH [34].

KmoueBble monmoxeHuss 3-ro BcemupHoOro cummosmyma
JIET/IM B OCHOBY IIEPBBIX POCCUIICKMX PEeKOMEHZAIMII IO Jya-
rHoctuke u nedeHuo JII' 2007 r. [39]. B anropurMe tepanun
[UIst JIedeHNst KaTeropuy IMal[ieHTOB C OTPULIATeIbHOI IIPo6oit
Ha Ba30peaKTVBHOCTb MIOMUMO KYPCOBOTO IIPMMEHEHNs Ipo-
crarnmaipyia E1 ¥ MHTaMALMOHHOTO OKCHJIa a30Ta YKa3aHbI
3aperucTpMpoOBaHHbIe B Halllell CTpaHe NpenapaTbl IaTOreHe-
TUYECKOIt Tepanuu 603eHTaH u cuiageHadun (25, 40]. B ganb-
HellllleM HaIVOHA/IbHbIE PeKOMeHZauy 06HOB/sUCh B 2013,
2016, 2020 1. B COOTBETCTBIM C EBPOIEVICKMMI JOKYMEHTAMM.

B 2008 r. B ana-ITonut (CIIIA) cocrosincs 4-it Beemup-
HBIII cuMIIo3uyM 1o mpo6yeme JII. BriepBble OCTaBIeHDI MO
coMHeHue iuarHocTudeckue kputepun JII. Cucremarmyecknit
aHa/IM3 IMTePaTyphl, BKIoYaBmii modTy 1200 3mopoBeIX [0-
6pOBO/IBLEB, [TOKA3a/, YTO BEPXHSAS IPAHUIA HOPMATIbLHOTO
cplJIA B cocTostHuM TOKOst cocTaBisieT 14-18 M pr. cT. [41].
QakTH4ecky 3TO NOCTYAMPOBANM €llle Ha IIEPBOM COBella-
Hun BO3 B 1973 ., HO Temepb CTaNo HOKA3aHO pe3y/lIbTaTaMu
MOIIHOIT 6a3bl JaHHbIX. TeM He MeHee PelIVIN, YTO TeMOANHA-
MU4ecKMit opor aas guarsoctuku JII He cemyeT M3MeHATD
BO M30e>xaHue TUIEePANArHOCTUKY U TedeH s ALIeHTOB 6e3
JIETOYHOTO cocyamcroro 3aboneBanms [41, 42]. Ilpemmoxe-
HO MHUIVVPOBATh HOBbIE MCCIENOBAHNUA [ O0jIee TOYHOTO
olpefieNieHNA KIMHIYecKoro sHaueHnsA cplIJIA B fuanasoHe ot
21 0 24 Mm pr. ct. Taxoke npusHaHo, uT0 cpJIJIA Bo Bpems u-
3UYECKOJ HATPY3KM 3aBUCHUT OT YPOBHA (PU3MIECKOI HATpPy3-
KI ¥ BO3PACTa, YTO TpebyeT N3ydeHUst B CBA3M C OTCYTCTBMEM
eIVHOTrO ITopora st onpepeneHys naronorun [41,43]. B anro-
purMme nedennst JIAT (MckmounTenpHO AjIst 1-it TpyIIbI) BIEp-
Bble YIIOMMHAETCS O BO3MOXXHOCTH IIPMMEHEHMUs I10C/IefoBa-
Te/IbHOJ KOMOMHIPOBaHHOI Tepanuu y mauuenTtos ¢ JIAT III
n IV ¢yuknmonanpHoro kiaacca (BO3). B paspene JIAT-cieru-
(uaecKoll Tepanmy MOSIBUINCH HOBBIE IpemnapaTsl — APD am-
6pusenta u VI®[I9-5 ragamadurn [41].

Ha 5-m Bcemupnom cumnosuyme B Humne B 2013 1. npu
M3MeHeHUM KIMHNYecKoit kmaccuduxanym JII' oTMeHeHbI Tep-
MuHb!l «norpannyHas JII» u «gucnponopuuonaneHas JII» y
MAIVIEHTOB C IIaTO/IOTHEN JIETKMX WIN JIEBBIX OTHE/NIOB CepAlia
(cM. Tabm. 1). IIpenmoxeHO OLleHMBATh AMACTOMUYECKUIL Tpa-
IMEHT KaK pasHULy Mexnay guacronmdeckum [IJIA u I3JIA nna
onpefieNieHNsl IPeKANN/UIAPHOIO KOMIIOHEHTA BCIEICTBHE T1a-
TOJIOTMM JIEBBIX OT/eNOB cepaua. JII' Ha (poHe reMonuTIIECKOI
aHeMuM OTHeceHa K 5-it rpynme. [loaBunuch HOBbIe TIpenapa-
bl JIAT-crienyudmaeckoit Tepanuy — MalMTEHTaH ¥ PUOLIUTY-
ar. [Ipepmoxen anroputm nedeHus manyentos ¢ XTIJIT [30].
Oxcnepramn EBpomeiickoro o6mectBa kappyonoros (ESC)/
EBpomneiickoro pecryparopHoro obmectsa B 2015 T, cenys
OCHOBHBIM HPeNNTOXeHUsM 5-11 koHpepeniun BO3, Bbimyie-
HBI PEKOMEHJALMN 110 AuarHocTuke u ynedenuio JIT [44-46].
BriepBble IOKa3aHa OLIEHKA PUCKA JIETAJIBHOCTU Y OOIbHBIX
JIAT, xoTopasi OCHOBBIBAaeTCA Ha KIMHUKE IPaBOXKETyLOYKO-
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BOJI HEOCTAaTOYHOCTHM, IIPOrPECCHPOBAHNY CUMIITOMOB, Ha-
JIMYUM CMHKOMa/IbHBIX coctostHuit, PK mo kmaccubuxarym
BO3, naHHbIM 1a60paTOPHbBIX (MO3TOBOI HATPUITY peTUYECKIIA
HeNTHA) ¥ MHCTPYMeHTanbHbIX (9x0KI, MarHUMTHO-pe3oHaHC-
HOJI ToMorpadum 1 T.1.) METOROB [47].

Ha 6-m Bcemmuprom cummnosmyme B 2018 r. B Hunie paccma-
TpuBaIVCh Borpocs! maroduanonornu JIAT un gpyrux ¢popm JII.
IIpencTaBnensl HoBble TreHeTHYecKue MyTauuu npu JIAT, moka-
3aHa B3aMIMOCBA3b ME&X/Y IPOrpecCupOBaHIEM PEMOJIETNPOBA-
HIS JIETOYHOTO COCY/ICTOTO Pyc/la U BoclaneHueM. B paspene
auarHocTuky JII' 06Cy’>XHamoch CHIDKEHNE JUAaTHOCTIYECKOTO
nopora cpllJIA pna onpepenenus JII' go 20 MM pT. CT., onu-
pasdcp Ha T0, uTo cp/IJIA>20 MM PpT. CT. aCCOLMUPYETCS € IPO-
rpeccupoBaHyeM 3a00eBaHNMs ¥ IIOBBILICHHBIM PICKOM Jie-
tanpHOCTH. [Ipexanumiapnas JII' onpegensanach Ipyu HamUMIUu
Tpex reMofMHaMu4ecKux kpurepues — cpJ/IA>20 MM pT. cT,,
JI3JTA<15 mM pr. cT., JICC=3 E]] Byna. OT™MeHeHo onpefienieHne
AMACTO/INYECKOTO TpajifieHTa I/l M30IMPOBAHHON U KOMOVHM-
posanHoit nocTkamuasapHoi JII. Ilokasana 1eHHOCTh MeTofa
CIIMPOBENOIPTOMETPUM /L1 OLEHKU TSDKeCTH, pUCKa ¥ IIpo-
rHo3a nanyenTos ¢ JII. Hosbt anropurm nedenns JIAI ocHo-
BaH Ha OLIEHKE PUCKa JIET/IbHOCTH, M3MEHeHbI K/IacCubyKaIys
XTOJIT, anropuT™ JIe4eHNs C y4eTOM YPOBHA TPOMOOTIYECKOTO
nopaxennst JIA [43-51].

B 2022 1. Ha konrpecce ESC yTBepK/ieHbl HOBbIE PEKOMEH-
mauyy 110 JII, B KOTOPbIX HAO/MIOAAETCS LIe/blit PsAJ| BaYKHbIX 13-
MeHeHMil. B remopunaMumdeckom onpenenenuu JII' ycranosie-
HBI TIOporoBble 3HayeHus A cpJJIA>20 mm pr. cT., ;i JIAT
IOMMMO yKa3aHHOTO ypoBHs cp/IJIA ykaspIBaloTCA 3HAUeHUS
JICC>2 EIl Byna u I3JIA<15 MM pr. cT. [1]. DKcrepTsl cunra-
I0T, YTO HOBBIE IIOPOrOBble 3HAYEHNA PACHIMPAT KOTOPTY Maln-
€HTOB, HallpaB/IsieMbIX Ha IIPMEM Bpada B SKCIIEPTHOM LieHTpe
no mpo6neme JII. [l CHyOKeHMs pUCKa TMIIEPAMATHOCTUKY
HotpebyeTcs KpOnoTaMBas padora cO CIeLMaTUCTaMM Iep-
BUYHOTO 3BeHa /11 000CHOBAHHOTO HAIIPaB/IeHNs MAI[IEHTOB B
9KCIIEpPTHBbIE LIEHTPbL. BakHO oTMeTuTbh, 4TO 9(HEKTUBHOCTD
JIAT-cniennduyeckoit Tepanun y manyenTos ¢ JIAT mpu cpJIJIA
21-24 mm pr. cr. u/umu JICC B npepenax 2-3 EJl Byna mo Ha-
cTosALIero BpeMeHM He usydeHa. ClieffoBaTe/IbHO, KpUTEPUN /LA
Hauana JIAT-creruduraeckoit Tepammy OCTAIOTCA MPEXXHUMIL.

B xmaccuduxanym JII' B 1-t rpymnme JII' BbigensioTcs ma-
yuenTol ¢ VMJII' ¢ momo>xuTenbHOI/OTPULATENIBHOM OCTPOIt
(dhapMaKoIorn4ecKoit mpoboit, yupolleH AMarHoCTHYeCKIIT -
roput™ JII' ¢ 1je/IbI0 paHHETO BBIAB/IEHNs 3a00/IeBaHMs, OCHO-
BaHHBIJ Ha TPEX3TAIIHOM IIOXOfie: OT MOJAO3PEHNS Ha Halu4d1e
JIT BpauaMy mepBUYHOTO 3BeHa (urar 1) [0 BBIABIEHUSA C IIO-
mornbio IxoKT (war 2) u moaTBepxaeHus ¢ momorubio KITIOC
B oKcrrepTHBIX meHTpax JII' (mar 3). Kpurepmy mo maHHBIM
9x0KI 1 MarHUTHO-pe30HaHCHOIT ToMorpadum cepana fobas-
JIeHbI B Ta6MUIy cTpaTUUKALUY PUCKA JIETATbHOTO MCXOJa,
I/1A yIydlleHNs] HeMHBA3MBHOI OLIEeHKM IIpM IIOCTAHOBKe [-
arHo3a IPENJIOKeH HOBBIN KPUTepuil CepiedyHO-COCYAUCTOTO
conpsixernsa TAPSE/CJIIJIA. Kpome Toro, mpu fyHaAMUIeCKOM
Habmogenuy manmentos ¢ JII' mpemaraetcst cTpaTnduKanys
PMCKa C BbIJie/IeHNeM YeThIpeX TPYIII, pasfie/olas 60MbIIyo
TPyIIly IPOMEXYTOYHOIO PUCKAa Ha TPYIIIbl IPOMEXYTOU-
HO-HU3KOTO M HPOMEXYTOYHO-BBICOKOrO pucka (6e3 kpure-
pMeB MHBA3UBHON [AVATHOCTUKM). YIIPOLIEH U aITOPUTM JIe-
yeHus JIAT ¢ akileHTOM Ha Ha/mMyue cepfieyHO-COCYAVCTBIX U
JIETOYHBIX COIYTCTBYIOLIMX 3a00/IEBAHMIl, OLEHKY PUCKa, KaK
IpY IOCTAHOBKE AMAarHO3a, TaK ¥ IPY HAOIONEHNN, @ TaKXKe
B)XHOCTb Ha3HAYeHN:A KOMOMHUPOBAHHOI TepaIuy IpU Be-
puduKanmy fuarHosa B 3aBUCUMOCTY OT PMCKa IanyenTa [1].

B 3akmodeHne ciefyetT OTMETHUTb, 4TO Ooratas MCTOPUs
usyuenusa JII' B pesynbrare usydeHMsa MOPQOIOTMIECKUX
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ocobeHHOCTell 60/Ie3HN, OCHOB MaTO(M3MONOTUM, CO3[AHNS
U U3YYEHMs JI€KAPCTBEHHBIX IPEIapaToB IIaTOT€HETUYECKOTO
IeliCTBYA, KIIMHNYECKOTO HaO/MoleHns 32 60/IbHBIMIU B paMKax
UCC/IelOBAaHMIA M PETUCTPOB ¢ Havasna XXI B. 03HaMeHOBanach
Pa3paboTKOI MPAaKTUIECKNX PeKOMeHAALMIT /st edeHns Ha-
LMEHTOB C 3TOJ TAXeTOM naTonorueit. Oxcneprol EBpasuiickoit
accouyanmy KapAMOJOroB C YYeTOM KIIIOYEBBIX ITOTOXKeHMIt
HoBbIX pexomengaumit ESC n EBpomneiickoro pecnmpaTropHOro
obuiectsa B 2023 I. peyIOXUIN HOBYIO Bepcuio EBpasuiickux
PeKOMeHIAIINII [T0 AUATHOCTUKe 1 sedeHnto JII, B koTopoii 06-
HOBJIEHBI JMArHOCTMYeCKMe KPUTEpUM, NpeNIo’KeHbl HOBbIE
anropuTMbl fuarHocTvky u nedenus JIAT u XTOJIT [52].

PackpsiTie MHTEpecOB. ABTOpBI HEKIAPUPYIOT OTCYT-
CTBIe€ IBHBIX ¥ IIOTEHIIMAIbHBIX KOH(INKTOB MHTEPECOB, CBS-
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Cnmcok cokpaueHui

APD - aHTarOHUCT PeLENITOPOB SHJOTEINHA

BO3 - BcemmpHas opraHmsanms 3paBoOXpaHeHNA
BIIC - BpoX/ieHHbIe TOPOKM CepALia

JI3JIA - maBneHVe 3aKIVHVBAHVA B JIETOYHON apTepum
VUIT - upuonaTuyeckas geroyHas ruInepTeHsus
N®O-5 - unruburop dpochopuscrepassl tnma 5
KITOC - kaTeTepusauys IpaBbIX OT/EIOB CEPALIA

JIA - nero4Has apTepus

JIAT - nero4nas apTepuasnbHas TUIePTEH3MU
JIAT-CC]] - nero4Has apTepuaabHas TUIIEPTEH3NA BCIECTBIE CUCTEMHO
CKJIepofiepMuUM

JIT' - neroyHas runepTeH3us

JICC - nero4soe coCyfiicToe COpOoTB/IeHIe

IDK - mpaBblit xemymodex

IUIT — nepBMYHasA IeroyHas TUIePTEH3NA

cpllJIA - cpenHee naBjieHMe B JIETOYHOI apTepuUn

DK - dyHKUMOHATBHBII KTacc

XTIJIT - xpoHudeckast TpoM609MO0IYeCcKas 1eroYHast IUIepTeH3us
9xoKT - sxokapanorpadmst

ESC - EBporeiickoe 06111eCTBO KapAIOTIOTOB
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