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CoBpemMeHHast MaTOreHeTMYeckas Tepanusi WANONATMHECKON NEro4YHoi -
nepteHaun (WJTN) — THKENOro »M3HeyrpoXKatoLLero cepaeyHo-CoCyAucToro
3a00NeBaHNs HEYCTAHOBMEHHOM 3TMONOMMKW, NPUBOANT K MO3UTUBHOMY KMu-
HU4eckomy 3dppekTy BCreacTBue 06paTHOr0 PEMOAENNPOBAHWA COCYLOB
MUKPOLIMPKYNATOPHOTO Pycna Nerkux. B KNMMHMYECKYH0 NPaKTUKY B HacTOsLLEe
BpeMs BHE[PEHbl BbICOKO3(D(EKTNBHbIE NEKAPCTBEHHblE Mpenapatbl Crel-
NHUYECKOIA Tepanum, BO3AENCTBYIOLLME HA OCHOBHbIE MULLIEHN NATOreHe3a.

MpencTaBneHHbIA KNUHUYECKUIA Cry4al NALMEHTKN C YCTaHOBNEHHbIM B 2014
r. amardozom W ¢ ucxogHbiM pyHKUMOHANbHBIM Knaccom |l mo knaccu-

Bknap aBTopoB. Bce aBTOPbI COOTBETCTBYHOT KpuTepusm asTopcTea ICMJE, npu-
HUManu y4acTue B NOArOTOBKE CTaTby, Habope MaTepuana i ero 06paboTKe.
WHchopmaums 0 KoHChMKTE MHTEPECOB/(IMHAHCUPOBAHUU. ABTOPbI 3aSBNAIOT
06 OTCYTCTBUW KOHGNIMKTA MHTEPecoB. PaboTa BbinoiHeHa 6e3 3afencTBoBa-
HUSl TPAHTOB W (HUHAHCOBOW NOJJEPXKKM OT 06LLECTBEHHBIX, HEKOMMEPYECKMX U
KOMMEpYeCKIUX OpraHn3aLmii.
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ABSTRACT

Modern pathogenetic therapy of idiopathic pulmonary arterial hypertension
(IPAH), a severe life-threatening cardiovascular disease of unknown etiology,
leads to a positive clinical effect due to reverse remodeling of the vessels of the
microvasculature of the lungs. Highly effective drugs of specific therapy that
act on the main targets of pathogenesis have now been introduced into clinical
practice.

The presented clinical case of a patient with diagnosed in 2014 IPAH with an
initial functional class Ill according to the WHO classification demonstrates high

Authors’ contributions. All authors meet the ICMJE criteria for authorship,
participated in the preparation of the article, the collection of material and its
processing.

Conflict of Interest. All authors declare that there is no potential conflict of interest
requiring disclosure in this article.

>< SAINA170790@ICLOUD.COM

long-term efficacy and safety of specific therapy based on the use of the soluble
guanylate cyclase stimulator riociguat for 5 years after replacing previous
therapy with sildenafil with further implementation of the strategy of sequential
combination therapy due to the addition of ambrisentan and selexipag.

Keywords: idiopathic pulmonary arterial hypertension, specific therapy,
sildenafil, riociguat, ambrisentan, selexipag, case report.
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KIMVHWUYECKW CITYHAN

BO3MOXXHOCTV JOSTTOCPOYHOMO 3DPPEKTVIBHOIMO JIEYEHVIA VIQWOMATUYECKOW JTIEFOYHOW TUMEPTEH3VIN

Nanonatuyeckas nerounas runeptenaus (UII) — taxxenoe xus-
HeyrpoxaroLlee cepfeyHo-COCYAMCTOe 3ab0sieBaHNe HeyCTaHOB-
NEHHON 3TUONOMNK, XapakTepPU3yIoLLLEecs NOBbILLIEHUEM NEr04HO-
ro cocygucroro conpotusnerus (JICC) u fasneHus B Nero4Hom
aptepumn ([J1A) BCnencTBME BLIPAKEHHOr0 pPEMOJennUpoBaHUA
MENIKUX NeroYHbIX apTepuit U apTepuon Kak NpPUHUHbI pa3BUTUS
OnCAyHKUMM npasoro xenypoyka [1]. B ocHose natoreHesa UJTT
NEXUT 3HA0TeNnanbHas ANCYHKUUSA, NPUBOASALLAS K PasBUTUIO
BA30KOHCTPUKLMK, TPOMBO30B in Situ, nponndgepaTuBHbIM 1 BOC-
NannuTenbHbIM W3MEHEHMAM B COCYAaX MWUKPOLUPKYNSTOPHOIO
pycna nerkux.

[lo nossneHus cneumduyeckoin Tepanum MeanaHa BbXMBagmMo-
¢t 60NbHbIX ¢ WJIT, paHHee Ha3biBaemoil NMepPBUYHOI NeroYHo
runepTeHsmeit, coctasnsna 2,8 roga [2]. C BHeAPeHNEM B KNUHU-
4eCKYH0 NPAKTUKY BbICOKOI((DEKTHBHbIX JIEKaPCTBEHHbIX Npenapa-
TOB NaTOreHEeTUYECKOro BO3AENCTBUS, B YACTHOCTU OKa3blBALOLLMX
BMMSHWE HA CUTHAMbHbIA NyTb oKcuA asota (NO) — pacTBopumas
ryanunatumknasa (prl) — umknumyeckuit ryaHo3uHmoHodocdar
(UrM®), AOCTUrHYTO 3HAYMTENbHOE YYYLIEHWE BbDKMBAEMOCTU
3TON KaTeropuu 60nbHbIX [1,3].

[0 HeaaBHEro BpPeMeHW eJMHCTBEHHO TepaneBTUYeCKOMN CTpa-
Ternen BO3AENCTBUA HA YKA3aHHbI CUTHANBHbIA NYTb ABNANOCH
NpUMeHeHne UHrM6UTOPOB hoctoauacTepasnl Tuna 5 (MOO3-5),
3ameansowmx gerpagauuio uM®. B ¢BA3n ¢ foKa3aHHbIM CHU-
XeHnem npoaykuum urM® B néroyHbIx cocyaax y naumeHTos ¢ JIT

Tpomb6ochne6ut bINB
1 MIB cnpasa, lporpeccupoBaHue OfbILLKK,
thne63akTomus OTEKM roneHew,
yyaLleHHoe
cepauebueHne
aT3
TupeoToKkcuko3
0pbilKa npu Cutikone
6bIcTpOM X0ab6€,
nogbeme Ha 4 atax
Tupo3son 20 mr
WsabpapuH 10 mr
Bo3spacr: 46 ner Bo3spacr: 48 ner
Maii 2010 Asryct 2010 Okt 2012 Maif 2013

PucyHok 1. AnamHe3 3a6oneBaHus 60nbHoil I
Figure 1. Medical history of patient G.

B 20-60% cny4aes HabnogaeTca He JOCTUXKEHWEe ONTUMANIbHOrO
0TBETa Ha Tepanuto cungeHadunom [3-5]. 310 cnoco6CTBOBANO
CO3/1aHNI0 HOBLIX MPENapartos C LeNb yny4weHns 6MoJ0CTynHoO-
¢t NO, KoTopble B HACTOSILLEE BPeMs YCMEeLWHO UCNOoNb3yTCs B
KNUHNYECKON NpakTuke.

MepBbiM cTumynsaTopom plL ans nevyeHns NerovyHon runepTeH-
3uu aBuncs puoumryar, 3 ekt KOTOPOro CBA3aH C NOBbLILLIEHUEM
6uocuHTe3a UIM® nocpeactsom kak npsmon ctumynsauum plri,
nofo6Ho NO, Tak W NOBbILLIEHNS YYBCTBUTENLHOCTU (DepmMeHTa B
YCNOBUAX HU3KNX KOHLEHTpauun aHgoreHHoro NO [4]. Puouuryar
ABNAETCA €IMHCTBEHHbIM NPEACTaBUTENEM KNnacca CTUMYNATOPOB
pacTBOPMMON ryaHWNaTUMKNasbl, KOTOPbIA 0A06PEH ANA NeYeHuns
Nero4Hon aptepmancHoi runepteHaun (JIAT) n HeonepabensHoi/
pe3nayansHON XpOHUYECKOW TPOMBO3MOONYECKON NErOYHON Tn-
nepteH3um ¢ 2013 ropa FDA, a ¢ 2014 roaa — EBponenckum meam-
LMHCKUM areHTcTBOM U thapmkommteTom M3 PO [1,5].

CyLLLeCTBYIOT OCHOBHbIE Pa3Nnyns Mexay MexaHusmamu Len-
cTBna puouuryara n NO3-5:

1. puouuryat okasbiBaeT NONOXUTENbHbIE (DAPMaKONOrn4ecKue
adhhekTbl Kak B npucytctaun NO, Tak 1 npu ero aequuuTe;

2. 3athpekTbl NDL13-5 Hanpsamyto 3aBucaT 0T ypoBHs NO, Tak kak
TOnbKO B npucyTcTBumn NO nponcxoaut aktusaums plrll v karanusa
cuHTesa urMa [5,6].

MpencrasnaeTcs KNUHUYECKWA cnyvain nauuneHTkn . 1964 roga
POXAEHUS C ANUTENbHBIM OTBETOM Ha CNeunpUYecKyd MOHOTe-

Mo panxbim Jxo-Kr:

CIIMTA 64 MM pr. cT, B/n cumHTUrpacma nerkmx:

Oudpdhy3Hoe cHuxeHue
nepdy3uu B NpaBom
NErkom ¢ Hanuyuem
aBACKYNAPHbLIX 30H B

OfblLuKa NPy XoAb6e BEPXHUX U HNKHUX OTAEnax

Ao 200 meTpoB
0Teku 10 KoneHa
Kawenb
Acumt

XTanr?
®pakcunapud 120 mr

Topacemupg 10 mr

CnUpoHONaKTOH 25 Mr

Bo3spacrt: 50 ner

Wwonb 2014

lMpumeyanne/Note: XT3/I[ — xpoHudeckas TpOMO0IMOOINYECKAs NeroyHas runepteHaus (chronic thromboembolic pulmonary hyper-
tension); bI1B — 6onbluas nogkoxHas BeHa (great saphenous vein);, MI1B — manasa nogkoxHas Bexa (small subcutaneous vein); 73 —
Ancbaby3HbI Tokenaeckmnit 306 (diffuse toxic goiter); GLJTA — cuctonnyeckoe aBenue B 1ero4Hou aptepuu (Systolic pulmonary artery pres-
sure); IxoKI — axokapanorpaghus (transthoracic echocardiography); 8/n cUnHTUrpagoms — BEHTUIALNOHHO-NEPYINOHHAS CUNHTUTPAGUSA

nerkux (ventilation perfusion lung scintigraphy).
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PucyHok 2. PeHTreHorpacims opraHoB rpyaHoi knetku (asryct 2014 r.).
Figure 2. Chest X-ray (august 2014)

panuio puoLuryaTtom nocne 3ameHbl NpefLecTByOLLeA Tepanum
cunaeHadounom, y KotTopoii yaanoch yCnewHo peann3osatb Lenu
Tepanuu npu JanbHemwem nocneaoBaTeNlbHOM Ha3HaYeHUN KOM-
OMHUpOBaHHO Tepanuun. bonbHaa Habnwopaetcs 8 ®IrbY «HMUL
kapguonorum um. akag. E.W. Yazosa» Munsgpasa Poccum ¢ asry-
cta 2014 r., korga 6bi1a Bnepsble rocnuTann3npoBaHa ans yToy-
HEHWS NPUHNHBI BLICOKOM NIErOYHOI rNepTeH3NN.

13 aHamHe3a 13BecTHO, 410 B Mae 2010 r. nauneHTKy BrepBble
cTana 6ecnokouTb OTEYHOCTb NPABOIA FONEHN, KOTOpas NosBUNACh
BHE3amnHo 1 CONPOBOXAAnach 60MEBbIMM OLUYLIEHUSAMU HOKOLLE-
ro Xapakrepa B NPaBOi UKPOHOXXHOW MbILLILE NPU MUHUMANbHOM
(bu3nyeckoit Harpy3Ke 1 B MOKOE, a TAKXKe NOKPACHEHWNEM KOXHbIX
NOKPOBOB MNPaBO/ roNeHn 1 061acTi roNeHOCTONHOMO CycTaBa.
Mpwn 06¢cnegoBaHum Gbin BbiABNEH TPOMOOGNEO6UT 6OJBLLON 1 Ma-
Noit NOAKOXHbIX BEH NPABON HUKHEA KOHEYHOCTU, XPOHUYeCKas
BEHO3Has HeAO0CTATOYHOCTb. [1poBeeHa KOMOUHMPOBAHHAA npa-
BOCTOPOHHAA (hne6akTomms (puc. 1).

CnycTs 4 mecsila 60nbHas BNepBble 0TMETINA NOABNEHNE OAbILL-
KW NPY YMEPEHHbIX, paHHEEe NPUBbIYHBIX ANs Hee, (PU3NHECKNX Ha-
rpyskax. B 2012 r. oTMe4anocb nocTeneHHoe nporpeccupoBaHune
OAbILUKKW, NOSABMEHUE ABYCTOPOHHEN OTEYHOCTM FONEHeR W cTon,
B 2013 I. OAHOKPATHO BO3HWK/IO CMHKONANIbHOE COCTOSHME MpW
BbIMOJTHEHUM MHTEHCUBHON (PU3NYECKOil Harpy3ku. B mae 2014 r.
0TMeYana peunansbl CUHKONE, CKNOHHOCTb K TaXMKapaum 1 runo-
TOHUKU. G LEeNbio KOHTPONS CEepAeYHOro puTMma nedalum Bpayom
Mo MeCTY XUTeNbCTBa 6bl Ha3Ha4YeH nsabpaauH 10 mr/cyTku. Mpu
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PucyHok 3 Inektpokapamorpamma (asryct 2014 r.)
Figure 3. Electrocardiogram (august, 2014)

NPOBEAEHNA HEWHBA3UBHBIX METOA0B 06CNeJ0BaHNS Obln BbISB-
NEH NONMCepo3uT (NMPaBOCTOPOHHWIA NEBPUT, acumt). NpoBeaeHo
yNbTpa3BykoBoe uccnenosanne (Y3U) WMTOBMAHON Xenesbl, No
JaHHbIM KOTOPOro BbiiBNIEH ANPMY3HbIA TOKCUYECKNIA 306, TH-
PEOTOKCUKO3 CPEAHEil CTeNeHN TSHKECTU B CTafuM Cy6KOMMEHca-
uum (TTr = 0,01 mckME/mn (B Hopme 0,3-4,2 MkME/mn),T3 = 5,02
Hmons/n (8 Hopme 1,2-3,1 Hmons/n); T4 = 1,62 nMone/n (B HOpMe
3,1-6,8 nmons/n)). PekomeHf0BaHa Tepanus TUPO30I0OM.

B uione 2014 r. ofplwka npuobpena BbipaXKeHHbIA XapakTep,
NPUCOEANHUANCE CYXOi HENPOAYKTUBHBIA Kallenb, 06Lias cna-
60CTb, YTOMAAEMOCTb NMPU YMEPEHHbIX (DU3NYECKUX Harpyskax,
NPOrpeccMpoBaHine OTEKOB HUXHWUX KOHEYHOCTeil. B cBa3n ¢ co-
XPaHSAIOLUMUACH CUMNTOMAMK, BbINOSIHEHA TpaHCTOpakanbHas
axokapauorpadus (3xoKr): o6HapyxeHbl npuaHakm J1AT.

B ceHTabpe 2014 r. nauueHTKa BnepBble rocnuTannM3mpoBaHa
B ®IBY «HMWL kapguonorum» MuHzgpasa Poccun B TsXeNoM
COCTOSIHUM C XKano6amm Ha OAbILLKY NPWU HE3HAYUTENbHONR (PU3M-
YeCKOW Harpyske, NepUOAMYEcKne 3nNnU30Abl rOSIOBOKPYXEHMS W
06MOpPOYHbIE COCTOSHUSA, OTEKW HUDKHUX KOHEYHOCTEN, npenmy-
LLIeCTBEHHO B 06MACTW rOSIEHOCTOMHbIX CyCTaBOB. VHAEKC MacChl
Tena 25 Kr/m%. Yactota AbIXaTeNbHbIX ABWXKEHUA 18 B MUHYTY.
Mpu ayckynbTauun B NErKUX BbICAYLIMBANOCH AbIXaHWE C XECT-
KuM OTTeHKOM. [pu ayckynbTauuu cepiua BbICTyLWMBANMCh aK-
LLeHT 1 pacLuenneHne BTOPOro ToHa Hag neroyHoit aptepueit (J1A),
CUCTONMYECKNIA LUYM Haj Me4yeBMAHbIM OTPOCTKOM. CO CTOPOHbI
OpraHoB NuLLeBapeHns, MOYeBbIAENTUTENIbHOR U HEPBHOM CUCTEM
NaTonorMm He BbISBNEHO.

Mpn peHTreHorpaoum OpraHoB TrPYLHONW KNETKW: NeroYHbIn
PUCYHOK Ha mepudepuun NeroyHbIx nonein 06eAHEH, BbIABNAIOT-
CH NPU3HAKW NEroYHON apTepuasibHOM rMNEPTEH3UM: PaCcLUMpPeH
CTBOJ1 NIETOYHON apTepuu W ero rnaBHble BETBU (KOIPuUMeHT
Mypa 38% (B Hopme < 30%), koadhpuumeHT Jlionn 40% (B Hopme
< 30%). YBenunueHsl npasble OTAENbI CEpALA, KapauoTopaKanbsHbIN
UHAeKC 57% (B Hopme < 50%).

Ha anektpokapanorpamme (3KT) (puc. 3): CUHYCOBbLIA pUTM C
4acToToi cepaeyHbix cokpalenuii (HCC) 72 ynapa B MuHyty. OT-
KNOHEHMe 3NEKTPUYECKON OCK CepAaLa Npaso, pOTaLMOHHbIE CABU-
ru. VismeHeHWe npejcepaHOro KOMNOHeHTa no Tuny p-pulmonale,
npu3Haku runeptpocoun MXK. HenonHas 610kaga npaBon HOXKK
nyyka mca.

Mo paHHbIM Ix0KI: npusHaku JIAT, gunataums npasblX OT-
JenoB cepaua c neperpyskoit npasoro xenynoyka (MXK) pasne-
Huem. [unataums JTA u ee BetBelt. OTHOCUTENbHAA HEAOCTATON-
HOCTb TPUKycnuAanbHoro knanaHa (TK) 2 ctenenun. HapyleHue

EURASIAN HEART JOURNAL, 4, 2022 | 77 |



KIMVHWUYECKW CITYHAN

BO3MOXXHOCTV JOSTTOCPOYHOMO 3DPPEKTVIBHOIMO JIEYEHVIA VIQWOMATUYECKOW JTIEFOYHOW TUMEPTEH3VIN

CUCTONMYECKO U puacTonuyeckon yHkumu MK (2 crenenu),
LNacToNu4eckoin yHkumu nesoro xenynodka (JIXK) (1 crenenn).
HuxHas nonas seHa (HMB) pacwwupexa go 2,6 cm, Hey[oBNeTso-
PUTENbHO KOMMabupyeT Ha Baoxe. OnpefensieTcs He3Ha4YMTeIbHOe
KONN4YeCTBO CBOGOAHOI XUAKOCTU B NOJIOCTY Neprukapaa, acuut.

Mo JaHHbIM BEHTUNIALMOHHO-NEPY3NOHHON CLUHTUrpacum
nerkux (BMNCJ1) (puc. 4): HapyLweHNnit BEHTUNALUN HE BbISBIIEHO,
pacnpefenexune pagunodapmnpenapara auddysHo paBHOMEPHOE.
PeructpupytoTcs Kpaesble AedekTbl nepdy3nn ¢ HeHeTKUMN KOH-
Typamu B NPOeKLmMn 1-2 CErMeHTOB J1IeBOr0 JIErkoro.

B Tecte 6-muHyTHOM xomb6bl (T6MX) nauweHtka npowmna 379
METPOB C BbIPAXEHHOCTbIO OfbIWKN (MHAeKc bopra) 3 6anna.
B o6wem aHanuse kposu (OAK): rematokput 33,3 (Hopma 37,0-
47,0%), remorno6ud 10,14 (Hopma 12,00-16,00 r/an), ysenuye-
Hue Yucna TpombouuToB 527 (Hopma 130-400 x 10*9/n). O6paLya-
N0 Ha cebs BHUMaHWe 3HauuTenbHoe ysenudeHue NT-proBNP fo
1850 nr/n (Hopma < 300 nr/n). lMpn nabopaTopHOM UCCef0BaHUM
KpOBU aHTuTena K agepHoiM autureHam (ANA) He BbisiBNeHbl. 3a-
nogo3peHa XTAJI, pekomeHfoBaHa Tepanus (HpakcUnapuHom.
Y4uTbIBas CKNOHHOCTb K KDOBOTEYEHUAM, HANUYLE XXenesoaedu-
LUTHON aHEMWU, NALUEHTKE NPOAOMKEHA aHTUKOAryNAHTHAA Tepa-
MU 3HOKCANApPMHOM HATPUA B NPOUNAKTUYECKO O3e.

Yepes 4 mec. 6051bHasA NOBTOPHO rocnutanuaumposaHa B HMIALL
KapAmonorum B CBA3N C HapacTaHuem oapiwku. Mpu IxoKr oTme-
yeHo yeenmyenune CJTA B J1A no 85 mm pt.cT. (Tabn. 1), coxpans-
etcs nosbiweHue NT-proBNP Ha npexHem ypoBHe (puc. 5).

VicxopHo npu karetepusauum npasbix 0oTAenos cepaua (KMOC)
cpefHee [JaBneHue B nero4Hoi aptepun (cpL/1A) 47 mm pt. CT.,
neroyHoe cocyaguctoe conpoTusnenne (J1CC) 782 auH*cek/cm”5,
[aBneHune 3aKnuHUBaHNA B nerovHon aptepum (O3/1A) 1 mm pT. CT,,
CepreyHblit BbIOPOC 4,6 N/MUH, Npo6a Ha Ba30PEaKTUBHOCTb C WI0-
NPOCTOM OTPULATENbHAS; NPU CENEKTUBHOM aHMONyIbMOHOrpadgum
TPOMOOTUHECKOr0 NMOPaXKeHUs He BbIABMEHO (Tabs. 2). Takum obpa-
30M, YCTaHOBSEH AnarHo3 «/guonarnyeckas nero4Has runepTeHsms.
®yHkunoHansHbii knace Il (BO3). Jlero4Hoe ceppLe: 0THOCUTESb-
Has HeJOCTAaTO4YHOCTb TPUKYCNUAANBHOIO KNnanaHa 1-2 cTeneHn».

Y4uTbiBag COXPAHEHWe >Xanob Ha 0fplLiKy Npu 06bIYHON (uU-
3MYECKOW Harpyske, CYObEKTMBHOE YXYALIEHWe COCTOSHMA K
NpOrpeccupoBaHne Nero4yHom runepTeH3un no AaHHsIM 3XoKI
KNOC, nauumuposana JTAT-cneunuyeckas tepanus cunaeHadu-
nom B go3e 10 Mr 3 pasa B CyTKU C nocnenytoLLen Tutpauueit nossl
0o 20 mMr 3 pa3a B CyTKM U peKOMEHAAUNAMN BO3MOXXHOI0 YBESn-
4eHus 1o3bl 4o 120 Mr B CyTKW.

PucyHok 4. BenTUnsuMoHHO-Nepty3UOHHAA CUMHTUTPachua Nerkux
(centabpb 2014 )
Figure 3. Ventilation-perfusion lung scintigraphy (September, 2014)
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B anBape 2016 r. 6011bHas NOBTOPHO rocnUTaNN31poBaHa B CBA3K C
BbIPOKEHHbIM YXYZLLIEHWEM NePeHOCUMOCTY (DU3UYECKUX HArPY30K,
4acTbIMK CepaLebUeHUAMY, MPECUHKONANbHBIMM U CUHKONANIbHBIMM
cocTosHuAMN 2-3 pasa B mMecal. B T6MX oTmeveHa oTpuuatensHas
JWNHAMUKa CO CHUDKEeHWeM aucTaHumn fo 319 MeTpoB ¢ UHLEKCOM Mo
bopry 4 6anna; catypauus 40 Havana xoAb0bl U NOC/E 3aBepLLIEHMNs
T6MX coctasuna 98% u 97%, cootBeTcTBEHHO. pn Ix0KI no cpas-
HEHMIO C JaHHbIMU OT AHBaps 2015 r. 6e3 CyLLeCTBEHHON AMHAMUKN.

B cBA3M C HEJOCTUXEHWEM Lienei Tepaniuu B Ka4eCTBe BO3MOX-
HOW Oonuun npeacTaBnanacb 3aMeHa HeapdekTUBHOA Tepanuu
cunaeHaduiom Ha puouuryar. lNocne oTMeHsl cungeHadguna Ha
24 yaca Hayara TuTpaums puouuryara ¢ fossl 1 mr 3 pasa nog
KOHTpOJSIEM apTepuansHoro AasneHus. [1epeHoCUMOoCTb B X0je
JanbHeillen TUTpaLuu 403kl npenapara octasanacb YA0BNETBO-
PUTESIbHOM, NOBOYHbIX ABNEHNA HE 0TMEYanoch.

MauneHTKa B Te4eHUe NOCNEAYIOLLMUX YeTbIpEX MECALIEB NPUHU-
mana Tepanuio puoLuryatom B 4o3se 4,5-6 Mr B CyTKu, 4TO NPUBENO
K 3Ha4NTENbHOMY CYObEKTUBHOMY YNy4LUEHWO coCcTosHMA. ono-
XKUTENbHAA AUHAMUKA NOATBEPXKAEHA JaHHbIMU NPOBEAEHHbIX UC-
CnefoBsaHuil (taén. 1-3).

B thespane 2017 r. Bo Bpems rocnutanusauuu B ®reY «HMUL
Kapavonoruu» no AaHHbIM NPOBEEHHOr0 KOMNIEKCHOro 06¢neso-
BaHUsA OTMEYeHa sIBHas NONOXWUTENbHAA JUMHAMUKA N0 BCEM MOKa-
3arenam B pesynbTate NPOBOAUMON Tepanumn puouuryaTom 7,5 mr
B cyTku. Mo pesynbtatam IxoKI oTmeyanoch cHwxenne GOJIA ¢
85 10 53 MM pT. CT., yMeHbLUEHMe NNOoLWaan Npasoro npeacepans
(S MM ¢ 18,5 po 16 cm?, nepeHE3aaHEr0 pa3Mepa NpaBoro Xeny-
pouka (N3P MXK) — ¢ 3,4 cm po 2,7 cm, cteona JIA - ¢ 3,5 o 3 cm,
YBEJIMYEHUE CUCTONIMYECKOM 3KCKYPCUM KOMbLA TPUKYCNUAANBHOTO
knanaxa (TAPSE) — ¢ 1,9 no 2,1 cm, Hopmanusaums nHIekca akc-
LLlEHTPUYHOCTM NIEBOTO XeJyj04Ka U OTCYTCTBUE NepuKapauanbHo-
ro BbinoTa. Mo JaHHbIM PEHTreHorpadum OpraHoB rpyaHON KNeTku
BbISIBNIANOCH YMEHbLUEHUE PEHTTEHOMETPUYECKNX NapaMeTPOB: KO-
appuumenta Mypa ¢ 38% no 36%, koadpcpuumenta Jlionu ¢ 40%
10 34%, kapamoTopakanbHoro uHaekca ¢ 57% ao 50%. Mpu T6MX
0TMeYanoch yeenuyeHne auctaHumm ¢ 415 o 522 meTpoB CO CHU-
XKEHUEM BbIPAXXEHHOCTM OfbILWKY C 4 10 3 6annos (puc. 6).

Mo maHHbIM cnuposenoaprometpun: VO, peak yenuyuncs B
JuHamuke ¢ 9,2 10 11 MI/MUH/KT, BEHTUAALMOHHBIA 3KBUBANIEHT
VENCO, cHusuncsa ¢ 35 fo 33. Mpu KMOC pocTurHyTo cHikeHue
CONA ¢ 110 po 57 mm pr. cT., cpJ1A — ¢ 66 4o 34 mMm pT. CT.,
cpMM —c¢ 11 po 2 mm pt. cT., JICC — ¢ 1169 no 487 ann/c/cmd,
yBenuyeHne GB - ¢ 3,9 0o 4,6 n/muH., CU — ¢ 2,2 fo 2,6 n/mMuH/m?
N0 CPABHEHWIO C JAHHbIMM OT fekabpsa 2015 .

B anpene 2021 r. B CBA3N C yXy[LIEHWEM NMEPEHOCUMOCTU (ou-
3M4ECKUX Harpy30K MauueHTka NOBTOPHO rOCMWUTANU3NPOBaHA B
OrbY «HMWL kapanonoruu», y NaumeHTKU NOATBEPXKAEHO KNu-
HUYECKOEe YXyLLIeHune, KOTopoe NoTpe60oBano KoppeKLum Tepanuu.
B T6MX npoitfenHas auctanums coctasuna 450 metpos (-115m B
cpasHeHuu ¢ Hos6pem 2018 .) (puc. 5). Mpu KNOC noagteepxaeHa
0TpuuaTenbHas guHamuka (tabn. 2), 0TMe4eHo BO3pacTaHue ypoB-
Ha NT-proBNP mo 426 nr/mn (puc. 5).

YunTbiBas Hanuuue (hakTOpOB BbICOKOrO PUCKA NETarbHOCTM Y
60JIbHON C COXPAHHOM TONEPAHTHOCTBIO K (PU3MYECKMM Harpy3kam
NPUHATO peLUeHne 06 3ckanauuu nepopanbHON Tepanuu 3a CyeT
NPUCOeUHEHNS K puouuryary 7,5 mr/cyTku ambpuseHTaHa 10 mr/
CYTKM W cenekcunara (TUTpauus fo3bl A0 MaKCUMaNbHO NepeHocU-
Mo 3200 mKr/cyTkm). BoibpaHHas CTpaTerus okasanach BbICOKO3M-
(heKTUBHON, Pe3yNbTaThl KOHTPOSILHOTO 06CNeN0BaHUS B CEHTAGpE
2021 r. y6eauTensHO CBMAETENbCTBOBANN O JOCTUMXKEHUN HU3KOrO
pucka netansHocTy (taén. 1 n 2).
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PucyHok 5. lunamuka NT-proBNP y 6onbHoii I'.
Figure 5. NT-proBNP dynamics of patient G.
Ta6nuua 1. [iuHamuka napameTpoB TPaHCTOPaKanbHOI axokapa1orpadmu y 60nbHOM I
Table 1. Echocardiography dynamics in patient G.
Centabpb finBapb gg:gprb Maii Anpenb
2014r. 2015r. : 2016 . 2021 .
MapameTpbl nepexop
cungeHadmn cungeHadun ¢ cunenadina 4 mec. Tepanuu 5 neT Tepanuu
60 mr/cyt 120 mr/cyt Ha pHOUMTYaT puouMryatom  puoLuryatom
M, cm 3,0 3,3 3,3 3,4 3,3
KOP K, cm 3,5 4,0 42 42 4,0
®B, % 60 60 60 60 60
TMXI, cm 1,0 1,0 0,9 1,0 1,0
T3CJITXK, cm 1,0 1,0 0,9 1,0 1,0
Mnowagb MM, cm 20 18,5 20 17,5 15,5
M3P X, cm 3,4 3,4 3,2 2,7 2,7
TACXK X, cm 0,7 0,6 0,62 0,55 0,8
TAPSE, cm 2,0 1,9 2,0 1,9 1,6
CONA, mm pT.CcT. 75 85 98 73 49

—)—
NT-proBNP

! [lata, mec./ron

Hos6pb
2021r.
TpoitHas
Tepanus
(puoumryar,
aMpU3eHTaH +
cenekcunar)

2,9
43
65
1,0
1,0
16,0
3,0
0,8
2,2
37

Moka3atenu
B Hopme

2,0-4,0
4,0-5,5
>60
0,7-1,1
0,7-11
<18
<3,0
<0,5
>1,6
<36

lMpumeyanune/Note: JIl — nesoe npegecepaume (left atrium); KLP — KoHeYyHo-auactonnyeckuii pasmep €BOro xeny[o4ka (end diastolic
volume); ®B JIX — ¢pakyns Bbibpoca neBoro xenynoyka (left ventricle ejection fraction); TMXKI — TonLmHA MEXOKENTYL0YKOBON
neperopofku (intraventricular septum thickness); T3CJIXX — TonwmHa 3aHel CTEHKM 1€BO0 XenyAo4ka (posterior wall thickness); S 11—
naoLwane npasoro npeacepans (right atrial area); N3P K — nepegHe-3agHnii paamep npasoro xenynoyka (basal right ventricular diam-
eter), TIICIX — ToniymnHa nepeaHesi cTeHku npasoro xesny[o4dka (right ventricle free wall thickness); TAPSE — cuctonmnyeckas 3kckypcus
Konbya TpuKycrnnganbHoro knanaua (Tricuspid annular plane systolic excursion); CLJTA —cucTonnyeckoe [aBaeHne B f1eroyHol aptepun

(systolic pulmonary arterial pressure).
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ObCYXEHUE

B Te4eHue nocnefHuX NeT WKUPOKO 06CYXAAeTcs BONPOC 0 BO3-
MOXHOCTW ONTUMW3ALMK Tepanuu 3a CHET 3aMeHbl NMpenaparos,
KOTOpble BO3[ENCTBYIOT HA OLHY MMWLIEHb naTtoreHesa. [aHHbIN
KNUHWUYECKUIA Cryyail AeMOHCTPUPYeT 3O eKTUBHOCTb CTpaTerum
nepekntoyeHns ¢ UOO3-5 cungeHadmnom Ha puouuryat y nawu-

eHTKM ¢ VJIT 1 BOBMOXHOCTb JOCTUXEHWS AONTOCPOYHOr0 yene-
Xa Npu JOCTWXEHUU CYTOYHOM 03kl 7,5 Mr. Y Hallen 601bHOI Ha
NPOTSXKEHUM 5 NeT npuéma puouuryata 0TMeHanocb He TOMbKO
ynyywerne OK (BO3) n nepeHoCMMOCTU (ON3UYECKUX HArpy3oK,
HO TaKXXe reMoAMHAMNYecKnX napameTpoB U Nokasarenei pemo-

nennpoBaHua cepaua.

600
565 570
500 486 522
450
= 40 i, 423 415
g n ‘ PUOLIMIYAT PUOLMIYAT
= 300 319
§ KoM6u
§r 200 Tepanus
g
100
0
ceH.14 ceH.15 ceH.16 ceH.17 ceH.18 ceH.19 ceH.20 ceH.21
ceH. 14 | aHB. 15 | aHB. 15 | pgek.15 | AHB. 16 | okT. 16 | cpeB. 17 | HoA.18 | anp.21 | HoA.21
| OT6MX| 379 434 486 319 423 415 522 565 450 570

PucyHok 6. [luHamuka gucTaHuuu B TeCTe 6-MUHYTHOI X0ab6bl 60NbHON I'.
Figure 6. The 6-minute minute walking distance dynamics of patient G.

Ta6nuua 2. Mokasarenu KMOC 6onbHoit I'. B guHammke

Table 2. Indicators of right heart catheterization of patient G. in dynamics

MapameTpbl

CanA/ [ONA/ cpNA,
MM pT. CT.

CpenHee paBneHwe B [M1,
MM pT. CT.

[asneHue MX(cucton/anacton/
CpefjH.), MM pT. CT.

[laBneHue 3aknuHusanus JA,
MM pT. CT.

Sa0,, %

Sv0,, %

CB, n/mun

C, n/muH*mA2

Y0, mn

JICC, amn*cek/cm”5

lTpumeydanne/Note: CLJIA — cuctonmyeckoe JasneHne B eroyHon aptepuu (systolic pulmonary arterial pressure); /1A -

fluBapb 2015r. Mait 2016 T.
Tepanus 4 mec Tepanuu
cungeHatunom puoumuryaTom
110/43/66 78/25/39

11 6

107/8/20 99/11/4

9 9

90 97

60 67

3,9 4.1

2,2 2,2

70 70

1169 500

®espanb 2017r. Anpenb 2021r.
24 mec. Tepanuu 5 neT Tepanun

PUOLUrYaTOM  PUOLUTYaTOM
57/21/34 91/32/52
2 8

52/0/4 104/6/16
6 7

100 98

75 67

4.6 39

2,6 2,1

69 52,1

487 923,1

Hos6pb 2021 r.

8 mec. TpoitHo#
Tepanum
(puoumryar +
ambpu3enTaH
+ Cenexemnar)

55/27/39

52/5/7

354

MapameTpbl
B HOpMeE

15-30/4-15/
9-18

2-6

15-35/0-1/
10-12

6-12

>95
60-80
4,0-8,0
2,5-4,0
>60
<240

ANacTonu4eckoe JaBneHune B neroyHoi aptepum (dyastolic pulmonary arterial pressure); cpl/IA — cpegHee JasneHune B 1eroyHoi
aprepun (mean pulmonary arterial pressure); cpegxee [I11— naBnedune B npasom npescepauu (mean right atrial
pressure); 4K — pasnenne B npaBom xeny[oyke (right ventricle pressure); J3/1A — gaBnenne 3akinHnBaHns 1ero4Hoi aptepum

(pulmonary artery wedge pressure); Sa0, - caTypauus apTepuansHoi kposu (arterial oxygen saturation) Sv0, - catypauus

BEHO3HOW KpoBu (mixed venous oxygen saturation); CB — cepae4Hbii BbI6poc (cardiac output); CU — cepaeqHbi nHaexc (cardiac
index); YO — ynapHbiii 06bem (stroke volume); JICC — nero4Hoe cocyamncToe conpotusiegHne (pulmonary vascular resistance)
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[onrocpoyHas KnuHU4Yeckas aEKTUBHOCTL puouuryara fo-
kasaHa B uccnepgosaHum PATENT-2 y 396 (98%) nauueHTOB, 3a-
seplumslunx Il chasy ncenenosaHus PATENT-1. B gnutensHom oT-
KPbITOM KJIMHUYECKOM WCCel0BaHNM HA6N0Lanoch yny4lieHue
anctaHuum B T6MX, ctokoe cHuxeHne NT-proBNP, ynydweHue
®K (BO3) v psaga ppyrux nokasartenein [7]. BopkuBaemoctb na-
uneHToB B uccnegosanuu PATENT-2 cocrasuna 97% (95% [N
95-98%) K koHuy 1 ropa uccnegosanus; 93% (95% N 90-95%)
K KOHUY 2 roaa uccnegosauus. B uccnegosanun PATENT-2 puo-
Luryar npoAeMOHCTPUPOBAN XOPOLLYK NepeHoCUMOoCTb U 6naro-
NPUATHBIA MPOGMNL 3PMEKTUBHOCTM KaK Y PAHEE HE NIEYEHHbIX
00JIbHbIX, TaK W Y NALWEHTOB, KOTOPbIE NOMyYanu NpeaLlecTByto-
LLYt0 Tepanuio aHTaroHMCTamm PeLenTopoB 3HAOTENUHA UK NPO-
cTaHoupamu [7].

Ha choHe NpoBOAMMOI MOHOTEPANUM PUOLIMIYaTOM Y HaLLel 60/1b-
HOW Npu oueHKe AnHamMukn IXOKI 0TMEeHYeHO YMeHbLUEHUe MpaBbIX
otaenos cepaua S MM ¢ 20 go 15 cm? u N3P MX ¢ 3,3 go 2,8 cm,
ysenudenue TAPSE ¢ 1,37 o 1,7 cm, Bo3pacTaHue (ppakumn Bbl-
6poca MK ¢ 29,4 0o 39%. 3Tn faHHbIe COrNacytTCs C pesynbTaramm
nceneposaHus Marra A.M. v coaBT.: Ha (pOHe Tepanun puoLmMryaTom
Ha npoTsbkeHun 3-12 mecaues y 71 nauuenTa ¢ JTIAT (45%) n XpoHu-
4eCKOI TPOMB03MO0IMYECKON Nero4HON runepTeHsuen (55%) (uc-
cneposanue RIVER) k 6 mecauy neveHus JOCTUTHYTO YMEHbLUEHWE
S TN v MX, ckopocTh TPMKYCNMAanbHOW peryprutauum, a vyepes 12
MeCALEB — 3HAYNTEbHOE YMEHbLLEHUE Pa3MepoB NpasblX OTAENO0B
cepaua v ynyyweHue doyHkumm MK [8].

MpuHUMan BO BHUMaHWE OTPULLATENBHYIO AUHAMUKY U NMPOrpec-
CUpOBaHWe 3a60N1eBaHNs y Halen 60NbHOIA cNycTa 5 NeT MOHO-
Tepanum puoLuryaTom 6biio NPUHATO PeLleHne 0 NPUCOeaNHEHNN
ambpu3eHTaHa 1 Cenekcunara, 4To NPUBeno K KNUHUYECKN 3Ha4u-
MOMY YNYYLIEHMIO.

VIHTepecHo, 4T0 B NOCNeAHWE rofibl NOABASIOTCS UCCNeL0BaHNA,
NOCBSALLEHHbIE OLeHKe 3(PEKTUBHOCTM CTAPTOBOM TPONHOI KOM-
OMHWUPOBAHHON Tepanuu. Tak, B PETPOCMEKTUBHOM WUCCIIeL0BaHUM
n3y4anucb 3(PMEKTMBHOCTL M 6E30MaCHOCTb TPOMHON Nepopans-
HO KOMOWHMPOBAHHOW Tepanuum MauWUTEHTAHOM, PUOLMryaTom
n cenekcunarom y 26 naumentos ¢ JIA[ B cpegHem Bo3pacte 38
net (73,1% >eHLLMH), U3 KOTOPbIX [eBATb NaUWeHTOB NPUHUMA-
nu npepwectsyowyto JIAT-cneuudmyeckyto Tepanuio. CpeaHee
BpeMs OT Hadana npuéma nepsoro J1Ar-cneundpuyeckoro npe-
napara 10 Ha3Ha4YeHus TPeTbero npenapara y NauueHTOB, paHee
He Momy4YaBLwX NeveHne, cocTaBuno 24 OHA (MEXKBaPTUIbHLINA
ananasoH 12-47 pueit). Yetbipe naumedta (15,0%) npekpatunm
npuém ogHoro u3 Tpéx JIAr-cneundmyeckux npenaparos no npu-
YiHE HeXKenaTeNbHbIX ABNeHNA. 17 naumeHToB (65,4%) nocturnu
MakcumanbHoi [o3bl Bcex Tpex npenapatos. GpA/lA, JIGC n CB
ynydwunucb Ha 29%, 65% wu 82%, COOTBETCTBEHHO (CpeaHuil
nepuop HabniofeHus 441 neHb), ynydiieHne reMmoguHamMmmyeckux
napameTpoB HabJ04anoch U y NALMEHTOB, paHee He NoJyYaBLUmMX
neveHue. B faHHOM HabnoeHUN TPOIHAA nepopanbHas KoMou-
HUPOBAHHAs Tepanus MaLMTEHTAHOM, pUoLMUryaToM U cenekcuna-
FOM 3HAYMTENIBHO YNyHLLIUIA KNUHWUYECKME NMOKa3aTenu 1 XopoLLo
nepeHocunack naumeHtamu ¢ JIAI. 31a KOMOUHALNA MOXET OblTb
0COOEHHO MHOr006eLLaoLLEel CTpaTernein y NayueHToB ¢ HU3KUM/
NPOMEXYTOYHbIM PUCKOM NETANIbHOCTU W, BEPOATHO, Y psAfa MOJI0-
ObIX NALUEHTOB BbICOKOr0 PUCKA C HE3HAYMTESIbHO CKOMMPOMEH-
TUPOBAHHBLIM (HYHKLMOHANbHBIM CTaTycOM [9].

3AKJTHO4EHUE

JlaHHbIA KNUHWYECKMA Ccryqail JeMOHCTPUPYEeT BO3MOXXHOCTb
AOCTIDKEHNS ANIMTENBHOrO NO3UTMBHOMO KNIMHWYECKOr0 OTBETA Y
6onbHoi UNT ¢ ®K 11l (BO3) npwm nepekniodeHnm ¢ Tepanum NHr-

6utopom N®L13-5 cunpeHaduna Ha puoumMryar Ha npoTsHKEHUM 5
neT. 312 CTpaATErus Bnepsble NPeanoxXeHa npu HeadhPeKTUBHOCTH
N®O3-5 y naumuentos JIAI ¢ ©K Il (BO3) B pocCUIICKMX KNUHU-
YECKMX PEKOMEHAAUmMax no auarHoctuke u nevenuto JII 2016 r.
U yTBEPX[EeHa B peKkomeHaaumax EBpasmiiCcKom accoumaumm Kap-
anonoros 2019 r. [1]. B panbHeillwem, B CBA3N C YXYALIEHUEM
KNUHUYECKUX, (PYHKLMOHANbHBIX U reMOAMHAMUYECKUX Napame-
TPOB YCMELUHO peannu3oBaHa CTpaterns nocnefoBaTeNlbHON KOM-
GWHUPOBAHHOI Tepanun 3a CYET NPUCOEANHEHNS aMOPU3eHTaHa 1
cenekcunara.
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