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Pezrome

Jlerounas runeprensus (JII') mpu maroioruu JIEBBIX OTICIOB cepima — Haubonee dactast popma JII. B Hauane
3a00JIeBaHUsI UMEET MECTO M30IMpOBaHHAs mocTKamuuisipHas JII, ciencTBue MacCHBHOW Iepeqadul JTaBICHUS
W3 JICTOYHBIX BeH. [Ipy MIMTENbHOM CYIIECTBOBAHWH HM30JIMPOBAHHOW mocTKammuispHoi JIIT mpucoenanHseT-
Cs PeMOJICNIMPOBAaHME JISTOYHBIX COCYJOB (BEHYN M 3aT€M apTEpHOi) C TMOBBIIICHHEM JIETOYHOTO COCYIUCTOTO
conpotusnernus (JICC) u hopmupoBanneM KOMOMHHPOBAHHOH MOCT- W IpekanmwursipHoit JII, korma, HecMOTps
Ha TSHKETYIO TaTONOTHIO JIEBBIX OTENIOB CepAIa, 3HAYMMYIO PO B KIMHUYECKOW KapTHHE MOXKET UTPaTh YKe
1 TIPaBOKEITYI0YKOBASI HEIOCTATOYHOCTH (TaK HAa3bIBACMBIH MTPABOXKEITYTOUKOBEIA (hEHOTHIT).

B 0030pe nokaszano, uro BeanunHa JICC — uHTErpanbHelii mokasarens npu JII' BeiaeacTBre 3a001eBaHus JIEBBIX
OTJIENIOB cepia, o0ycioBiuBatonuii ooparumocts JII' M TakTHKY BeJieHUs; JieueHne nocTkanuusipaoi JII' crpo-
UTCS Ha ONTHMHU3AIMU TepPaIlUK OCHOBHBIX 3a00JIEBaHNUI, OJTHAKO ITPOTPECCUPYIOIIAs PABOXKEIYI0YKOBAs JHC-
(DYHKIMS — CAaMOCTOATENBHBIA (DaKTOp YXYIIICHHs IPOrHO3a — JieNlaeT NoiepKanne QyHKIUH NPaBbIX OT/IEIIOB
cepyla BXXHOHN 3aja4ei; K HaCTOSIIEMy BPEMEHN NMEIOTCSI HEKOTOphIe JaHHbIe 00 addexTrnBHOCTH cuiieHadu-
Jla y MalMeHTOB ¢ KOMOMHUPOBAHHOW nocTkammwuisipHoit JII' mpu cepaeyHol HeoCTaTOYHOCTH C COXPaHEHHOU
(paxmmeli BEIOpOca; Ha3HAUYCHHE HHTHOUTOPOB (hOCPOANICTEPA3HI-S IPH H30IUPOBAHHOM MOCTKAMIILIApHO#H JIT,
a TakXKe IPYTHX JICTOYHBIX Ba30AMIATATOPOB COMTPOBOXKIACTCS KIIMHUICCKIM YXYAIICHHEM; CBOCBPEMEHHOE TIPO-
TE3UPOBAHME U TUTACTHKA KITAMTAaHOB cepiia B OOJIBIIMHCTBE CIyYaeB MO3BOJISIET YCTPAHUTH MOCTKAIILIAPHYIO
JIT, pe3unyanbHas xxe JII' yXyamaer pe3yaprarhl Onepaluii; OTAaJEHHas BBIKUBAEMOCTb [10CIJIE IPOTE3UPOBAHUS
KJIAITaHOB Xy’)K€ MPU MCXOAHOW KOMOMHMPOBaHHON mocTKammwuiipHoi JII' (0 cpaBHEHHIO ¢ M30JMPOBAHHON);
perpecc JII" mocie Xupypruueckoro JedeHus 3aBUCUT OT 0OPaTUMOCTH JIETOYHOM COCYUCTON OOJIE3HH U OT TOJ-
HOTBI 0OPAaTHOTO PEMOJICINPOBAHHUS JIEBBIX OT/JCIIOB CEP/la; MAMEeHTaM ¢ 3a00JIeBaHUAMH JICBBIX OTICIIOB CEP/-
na u JII' ¢ npu3HakaMy BBIPAKEHHOTO MPEKANMIISIPHOTO KOMITIOHEHTa M/WJIM MapKepaMH MPaBOXKEITyI0YKOBOI
JcyHKIMHE HEOOXOMUMO ClIeIMAIM3UPOBAHHOE 00CIIe/I0BaHHE.

KoaioueBble ciioBa: JerouHas TUIIEPTEH3Hs, 3200JICBaHUS JIEBBIX OT/ICIIOB Cep/Illa, JIETOYHAs THIIEPTEH3UsI BCIIS -
cTBHE 3a00JICBaHUH JIEBBIX OT/EJIOB CEP/Ia, H30IMPOBAHHAS MTOCTKAMIIISIPHAS JIETOYHAsI THIICPTEH3HsI, KOMOU-
HUPOBAHHAS TIOCT- U MPEKAMMJUIAPHAS JISTOYHAsI THITIEPTECH3MS, IEPCIICKTUBHI JICUCHUS
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Abstract

Pulmonary hypertension (PH) associated with left heart disease is the most common form of PH. At the onset of
the disease, isolated postcapillary PH occurs, a consequence of passive pressure transmission from the pulmonary
veins. With prolonged existence of isolated postcapillary PH, remodeling of the pulmonary vessels (venules and
then arterioles) occurs with an increase in pulmonary vascular resistance (PVR) and the formation of combined
post- and precapillary PH, when, despite severe left heart disease, right ventricular failure (the so-called right
ventricular phenotype) can play a significant role in the clinical picture.

The review shows that the value of PVR value is an integral indicator of PH due to left heart disease, which
determines the reversibility of PH and the tactics of management; Treatment of postcapillary PH is based on
optimization of therapy of underlying diseases, however, progressive right ventricular dysfunction is an
independent factor in worsening prognosis, making maintenance of right heart function an important task; There
is currently some data on the efficacy of sildenafil in patients with combined postcapillary PH in heart failure
with preserved ejection fraction; The use of phosphodiesterase-5 inhibitors in isolated postcapillary PH, as well
as other pulmonary vasodilators, is accompanied by clinical deterioration; Timely replacement or plastic surgery
of heart valves in most cases allows to eliminate postcapillary PH, while residual PH worsens surgical results;
Long-term survival after valve replacement is worse in the case of initial combined postcapillary PH (compared
to isolated); Regression of PH after surgical treatment depends on the reversibility of pulmonary vascular disease
and the completeness of reverse remodeling of the left heart; Patients with left heart disease and pulmonary
hypertension with signs of a pronounced precapillary component and/or markers of right ventricular dysfunction
require specialized examination.

Keywords: pulmonary hypertension, left heart diseases, pulmonary hypertension due to left heart disease, isolated
postcapillary pulmonary hypertension, combined post- and precapillary pulmonary hypertension, treatment
prospects
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Beenenune

Jlerounas runeprensust (JII') mpu 3abonesa-
HUSX JIEBBIX OTAENOB cepaua (puc. 1, rpymnmna 2) —
HanOosee yactas ¢popma JII' (mo 80% Bcex ciy-
YaeRB), Pa3BUBAIOIIASACS B PE3YJIBTATE TMOBBIICHUS
nasneHust B eBoM mnpeacepauu (JIII) u 3arpyn-
HEHMSI OTTOKA W3 JierouHbiX BeH. /laBienue B JIIT
MOYKET YBEJIMYUTHCS OJJHOBPEMEHHO C JJaBICHUEM
HanoiHeHus JjeBoro xkenynouka (JDK) mpu cep-
JNIEYHON HEJOCTAaTOYHOCTH CO CHIDKEHHOH WU
coxpaHeHHo (paxkiueit BeiOpoca (CHHDB wnun
CHc®B), mpu nopokax MUTPaIbHOTO WM aop-
TaJbHOTO KJIAMAHOB, MIPU BPOXKIAEHHON/IproOpe-
TEHHOW OOCTPYKIIMM ITyTEH NMPHUTOKA/OTTOKA Jie-
BbIX Kamep cepana [1-12]. Penkumu npuunnamu
JII" BceacTBUE MATOJIOTUM JIEBBIX OTIEJIOB CEpPA-
I[a CJIY)KaT CTEHO3bI JIETOYHBIX BEH — BPOXKJICH-
HbIE WK PUOOPETEHHBIE MOCIIE PAANOYACTOTHBIX
aOmanuii MX ycTheB NMpH GUOPMIUIIIUAHN TIPpeacep-
nuii. [ens HacTosiero 063opa — npeacTaBUTh Co-
BPEMEHHbIE TOAXOAbI K JUATHOCTHKE U JICYCHUIO
JIT" mpu 3a005eBaHUAX JIEBBIX OTACIIOB CepIia.

132

IMaTosornyeckass Gpu3noI0rus

JII' rpynnbl 2 sBAsieTCsl MOCTKAIWJUIPHON
U XapaKTEpHU3yeTCsl CPETHUM JIaBJIEHUEM B JIETOU-
Hoi aprepuu (cp.JlJIA) >20 mm pt. cT. Ipu 1aB-
JIEHWY 3aKJIMHUBaHMS Jjerounou aptepun ([I3J1A,
cypporar cpeanero nasienus B JIIT) >15 mm pt.
cT. [1-3, 6-12], cm. Tabnuy 1. B Hauane 3a0ome-
BaHUSI UMEET MECTO M30JIMPOBaHHAs MOCTKAIMII-
asiprast JIT™, BO3HUKAIOIIAs BCICACTBUE POCTOI

*Mo 2013 . mns pasrpanmueHus (opm JII' rpynmer 2
C JIETOYHOU COCyAHMCTON OOJie3HBIO W 0€3 TaKOBOH HC-
TOJIB30BAJIMCH TEPMUHBI «IIPOTIOPIMOHAIBHASY U HEIPO-
nopuuoHansHas» JII' ¢ moporoBoil BeIMUMHON TPaHCITYIIb-
MonanpHOTO TpaameHta (TIIL, cp. JJJIA munyc [A3JIA)
12 mum pt. ct. 1 JICC 3 en. Byna [13]. Tepmunsl «u30511-
pOBaHHas» U «KOMOMHMPOBAaHHAs MOCTKanwuisipHasy JII'
BBezieHbl B 2013 . [14], mpu 5TOM B KauecTBe pa3rpaHH-
yuTesnbHOro nokasarens B 2013-2015 rr. ucnosnb3oBancs
JIUACTOIMYECKUN TpaHCIyJIbMOHANBHBIN TpaaueHT (L1,
JIUACTOJIMUECKOE JIaBI€HHE B JIETOUYHOW apTepuul MUHYC
JI3JIA) meree u 6onee 7 MM pr. cT. [14], B 20152018 rT. —
xomOmHarus I (menee u 6omee 7 MM pt. ct.) u JICC
(menee u 6onee 3 ex. Byna) [15], B 2018-2022 rT. — TOIBKO
JICC (menee wiu 6onee 3 ex. Byna) [16], ¢ 2022 . — JICC
MeHee win Oonee 2 en. Byna [3].
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1.1.1. OTpuuaTenbHbI TECT Ha Ba30peakTUBHOCTb
1.1.2. TlonoXuUTenbHbIN TECT HA BAa30PEAKTUBHOCTb
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1.2.1. OTpuuaTenbHbI TECT Ha Ba30peakTUBHOCTb
1.2.2. TlonoXuUTenbHbIN TECT HA BAa30PEAKTUBHOCTb
1.3. MiHoyumupoBaHHas nekapcTBaMu 1 TOKCUHaMM
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CUCTEMHO-NErOYHbIE LUYHTbI)
1.4.2. CuCTEMHbIMU 3a60NEBAHNAMN COEAMHUT. TKAHU
1.4.3. TlopTanbHON rMNepTeH3nemn
1.4.4. BUNY-nHdekunen
1.4.5. lncrocomosom
1.5. JIAT ¢ npu3Hakamu nopaxKeHusi NeroYHbIX BeH/ kanun-
NSIPOB (NerovHasi BEHOOKKIMHO3MOHHAs 60ne3Hb/ NeroyHbIi
KanunnsipHbln remaHrmomaTos)
1.6. Mepcuctupyrowas J1IIM HOBOPOXKAEHHbIX
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12. JIM BCneacTBUe NaToONOrMM NEBbLIX OTAENOB cepaua |
1 2.1. CepoeyHasi He4OCTaTOYHOCTb: '
E 2.1.1. C coxpaHeHHoW dpakuuen Bbibpoca neBoro xe- E
| nynoyka i
' 2.1.2. Co CHWXEHHOWN UNN YMEPEHHO CHIKEHHON dpak- |
i Lmen BbIbpoca NeBoro xenyaodka E
i 2.2. KnanaHHasi natonorus i
! 2.3. BpoxgaeHHas/npuobpeTeHHas cepaedHo-cocyanctas !
i naTonorvs, NpuBoasLLas Kk noctkanunnsipHon J1I i

_______________________________________________________________

3. Il BcneacTBue 3aboneBaHU Nerkux U/mnu runokceMmm
3.1. XpoHuueckas o6CTpyKTMBHasA 60Ne3Hb Nerknux
3.2. PecTpukTvBHbIE 3a60neBaHWs Nerkmux
3.3. Opyrve 3aboneBaHns Nerknx ¢ peCTpUKTUBHO-06CTPYK-
TUBHBIMW HapyLUEHUAMU
3.4. T¥NOBEHTUNSALMNOHHbBIA CUHAPOM
3.5. T'vnokcus 6e3 3aboneBaHnii nerkmx (BoicokoropHas J1I)
3.6. AHOmanuv pa3BuTUS Nerkmx

4. NIl BcneacTBUe 0GCTPYKLUMU NEerovyHbIX apTepun
4.1. XpoHnyeckasi Tpomboambonmyeckas NI
4.2. [Opyrvue obCTpyKUUM NErOYHOM apTepum (aHrmocapkoma,
Opyrue BHyTPUCOCYAMCTbIE OMYXOMnu, apTEPUUT, BPOXAEHHbIE
aHomanuu, napasvTapHble 3aboneBaHus)

5. JIl Hen3BeCTHOro UM CMeLIaHHOTO reHesa
5.1. lematonoruyeckune 3aboneBaHus
5.2. CuctemHble HapyLleHus
5.3. Metabonuyeckne HapyLleHus
5.4. XpoHuueckasi noyevHasi HeJoCTaTO4HOCTb ¢/6e3 remo-
ananusa
5.5. TpomboTuyeckast MMKpOaHrMonaTusi erknx BcreacTene
3MBOMMKN ONyXoneBbIMU KreTkamum
5.6. ®nbpo3smpyoLLnii MEANACTUHUT
5.7. CnoxHble BPOXAEHHbIE MOPOKN cepaLa

Puc. 1. Knuanueckas knaccuduxanus JII [2]

Fig. 1. Clinical classification of pulmonary hypertension [2]

MACCUBHOW TIepeauu JaBICHUS U3 JIETOYHBIX BEH
B JierouHyto aprepuio (JIA) npu HopMaabHOM Jie-
rouHoMm cocyauctom conpotusienuu (JICC) <2
en. Byna. M3onuposanHas noctkanuwuisipras JII'
HE COMPOBOXKJAETCS JETOYHON COCYIUCTOH 0O0-
J€3HBIO U, B CIy4ae yCTPaHEHUS] MPUYHHBI, 00-
paruma [10] (puc. 2).

0O0630p5I

[Ipu nauTeNnbHOM CyIIECTBOBAaHUU H30JIUPO-
BaHHOM mnoctkanwuripHon JII' mpucoenuuser-
Csl pEeMOJEIMPOBAHKUE JIETOYHBIX COCYIOB (Be-
Hyl1 U 3areM aptepuoi) ¢ noseimieHuem JICC
>2 en. Byna u ¢popmupoBanremM KOMOUHHUPOBAH-
HOW mocT- u npexamwuisipHon JII' [1-3, 6-12].
bynyun apanTuBHOM peakiuel, IOBBIIIEHUE
JICC npensiTcTBYeT 3anpeAesibHOMY POCTY J1aB-
JICHUSI B JITOYHBIX BEHAX, HAKOTUICHHUIO YKHJIKO-
CTH B JIETOYHOM MHTEPCTHUILIMH, HAPYLIEHUIO ra-
3000MCHa M KIIMHUYECKOM JiecTadbunn3aruu [17].
Opnnako nMpyu KOMOMHMPOBAHHOM TOCTKAITUIIISAP-
Hoit JII" MokeT popMUPOBATHCS TaK Ha3bIBAEMBbII
MIPaBOXKETYIOYKOBBIN (DEHOTHII, KOT/Ia, HECMOTPS
Ha UMEIOLLYIOCS TSKEIYIO IMATOJIOTHIO JIEBBIX OT-
JIeTIOB Cep/la, B KIMHUYECKOW KapTHHE 3a0oIie-
BaHHUs 3HAYMMYIO POJIb UTPAET yKE U IIPABOXKEIY-
JIOUYKOBasi HeA0CTaTOuHOCTh [ 1—12]. TToBbIIIEHUE
JICC >5 en. Byna cBuaETEnbCTBYET O BBIPAXKEH-
HOM IPEKANWUIIPHOM KOMIIOHEHTE M COMNpsIKe-
HO C YXY/ILIEHHUEM MPOTHO3a, a TAKXKE pe3yibra-
TOB XMPYPrHUECKHX BMEIIATENHCTB (KOPPEKIUS
KJIAMIAaHHBIX TIOPOKOB, UMIUIAHTAIUsl YCTPOMCTB
BCIIOMOT'aTeIbHOTO KPOBOOOpAIIEHUs, TpaHC-
TUTAaHTalUs cepAarna), TpeOys BHUMAaHUS CIielna-
muctoB B obmactu JII' [1-3, 6-12]. [losBunmuce
JAHHbIE O TEHETUYECKOM MpeApacronoKeHHO-
CTH K MPEKAMWIUISPHOMY KOMIIOHEHTY IOCTKa-
nuuisipaoi JIT™ [18]. KomOuHupoBaHHas TOCTKA-
nusipHad JII' co 3HaYUTENbHBIM MOBBILLIEHUEM
JICC B nacrosmee Bpems Henzneunma [10].

Kiannndeckoe TeyeHue M AMATHOCTHKA

Haubonee wuacToii >xano0oil y maluMeHToB
¢ JIT rpymnmbl 2, Kak U Mpu Ipyrux ee dhopmax,
CITY’KUT OZIBIIIKA NPH (pU3nUecKoit Harpy3ke. Jlis
noctkanuusipHon JII' xapakrepHsl 3M30/1b1 Op-
TOIHO? U MPUCTYIBI NAPOKCU3MAIBHON HOYHOMN
OZIBIIIKH, CBSI3aHHBIE C YCYryOJEHHEM 3acToii-
HBIX SIBJICHUH B MajoM Kpyre KpoBOOOpaIleHUs
B MOJIOKEHUH Jiexka [1-5, 7-12].

[Ipu nuarnoctuke JII' Bcnenctue 3aboneBa-
HUH JIEBBIX OTAEIJIOB CEpPALA CIENAYET OMUPATHCS
Ha KJIMHUYECKHUE JAaHHbIE M KOMIUIEKC MHCTPY-
MEHTaJIbHbIX HccienoBanui [1-12, 14-16, 19]
(Tabmn. 2). ITauueHTaM ¢ BBICOKON BEPOSTHOCTHIO
IIaTOJIOTHH JIEBBIX OTZEJIOB CEpALa KaK OCHOBHOM
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Tabnuma 1
I'emopunamuueckas kiaaccuuxanms JI [1-3]
Table 1. Hemodynamic classification of pulmonary hypertension [1-3]
Ompenenenne I'emonuHamMHMuecKas XapaKTepUCTUKA Kimnnueckue rpynmnst JII'
JIr Cp.JJIA >20 MM pT. CcT. Bcee rpynnst JII'
[pexanumspuas JII' Cp.JJIA >20 MM pT. CT. 1. JIAT

J3JIA <15 MM pT. CT.
JICC >2 en. Byna

TeHe3a

3. JIT pu maTojoruu JETKUX W/HIH THITOKCHHI
4. JIT" npu obctpykmu JIA
5. JII" Hen3BeCTHOTO W/ WM CMEIIaHHOTO

W3onupoBanHas noctkanmuigpHas JII Cp.JJIA >20 MM prT. CT.
J3JIA >15 MM pT. CT.
JICC £2 en. Byna
Cp.JIA >20 MM pT. CT.
J3JIA >15 MM pT. CT.
JICC >2 en. Byna

KomOuHMpOBaHHAS ITOCT- U IPEKAIIHII-
nsipuas JII'

T€He3a

2. JII' npu naToJjoruu JeBbIX OTJEJIOB CepAla
5. JII' Hen3BECTHOTO ¥/ WIIA CMEIIAHHOTO

Tadoauma 2

®eHOTHIIBI NAIUECHTOB M BepossTHOCTL JII' mpn 3a00/1eBaHNAX JIeBBIX 0TAEJI0B cepaua [1-3]
Table 2. Patient phenotyping and likelihood for left heart disease as cause of PH [1-3]

JlanHble MaioBeposiTHO [IpomexyTOuHast BEPOATHOCTD Bepostro
Bospact <60 ser 60-70 ner >70 ner
Osxupenue, aprepraabHas OTCyTCTBYIOT 1-2 >2
THIEPTOHMS, TUCITUITNAESMUS,
HapyIICHUE TOJIEPAHTHOCTH
K TIIFOKO3€e/caXxapHbIi tuabet
Hanwuue 3a0oneBanmii Her Jla Ja
JIEBBIX OT/IEJIOB CepaLa
BwmemarenscTBa Ha cepaue Her Her Ja
OubpusIIus Mpencepauit OtcyTcTBYeT TTapoxcu3manbHast [MocTosHHAs/MepCUCTHPYTOITAst
CrpyKTypHbIe 3a00IeBaHHS Her Her IIpucyrcrBytor
cepaua
OKT B Hop™me unu neperpyska [DK VYmepennast runeprpodust JOK | BJIHIIT win runeprpodus JIK
OxoKI" Her nunararmuu JITT Hert nunararum JITT Junaranwms JIIT (naaexc oobema
Ele’<13 Henocrarounocts MK <2 JIIT >34 ma/m?)
T'uneprpodus JIK
Henocrarounocts MK >2
KapanonynsMoHaIbHBIN Beicokuit VE/VCO, Mossiennsiit VE/VCO, ‘YMepeHHO MOBBIIICHHBIN

Harpy30uHbId TECT deHoMeHa Harpy304HON OCLUII-

J'IHTOpHOfI BCHTUWJIALIWU HECT

deHomMeH Harpy304HOH OCIuII-
JISITOPHOW BEHTHJISIIAN

VE/VCO,
DeHOMEH Harpy304HOU
OCLIWIISATOPHON BEHTUIISILIUU

MPT cepaua OTCcyTCTBHUE IATOJIOTUH JIEBBIX

OTHACIIOB cepaLa

T'uneprpodus JIK
Junaranus JIIT (nedopmarms
v JITYTIIT > 1)

IIpumeuanue. BJIHIIT — Gnokana neBoit Hoxku mydka I'nca, JDK — neBblit sxenynouex, JIIT — neBoe npencepane, MK — mutpansabii kiaman, IDK —
npasblii xeaynouek, [1I1 — npaBoe npencepaue, DKI — snexkrpokapauorpadus, IxoKI — sxokapauorpadus, E/e’~VE/VCO, — koaddpunnent BeHTHIs-

TOPHOM 3()(PEKTUBHOCTH 10 YIIIEKUCIIOMY Ta3y.

npuarHbl JII, 1100 pu HATMYKUK MTaTOJIOTHH JIe-
BBIX OTIEJIOB cepAua ¢ HadaibHOU JII' nHBa3uB-
Has OIleHKa reMOJAWHAMHKH He TokaszaHa [1-3].
Karerepuzauusi npaBbeIX OTAENOB cepAlla PeKo-
menayercs [1-3]:

— TIpU TIOJIO3PEHUU Ha JICTOYHYIO apTepualib-
HYI0 WJIU XPOHUYECKYI0 TPOMOOIMOOINIECKYIO
JIT;
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— Korga mnpcAarojaractcs KOMGI/IHI/IpOBaHHaf{

nocT- U npekanuwugpHas JII' ¢ BbIpak€HHBIM
MPEeKANMUUISIPHBIM KOMIIOHEHTOM, a MOJy4YeHHast
Ipyu KareTepu3anuu UHGOpMAIUs MOXKET ObITh
M0JIe3HA U1 TUAarHOCTUKHU U BbIOOpA JIEUCHMUS,
— IIPY MOATOTOBKE K TPAHCIUIAHTALMU CEPLIA.
[Tpu karerepusaryu 11si 1uddepeHnaIbHON
JIMArHOCTUKHM TIpe- U nocTkanwuisipHo JII' cie-
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Puc. 2. ITaronoruueckas usuonorus JII' npu 3adoneBanusx aeBbix oTaea0B cepana. Esporneiickue (ESC/ERS) pexomen-

Jlaiuy 1o auarsoctuke u edennto JII [3]

Fig. 2. Pathophysiology of PH associated with left heart disease. European (ESC/ERS) guidelines for the diagnosis and treatment of PH [3]

JyeT IIOMHHUTH O HEOOXOANMOCTH OTMEHBI ITepest
IpOIeTypOol MOYETOHHBIX IpPEnaparoB U O BO3-
MOYXHOCTH TIPOOBI ¢ BOJHOM HAarpy3KOd B CiTydae
norpannyHbIX BeanuuH J{3J1A (1315 MM pt. cT.),
0COOEHHO y MOTYYaBIIUX AUYPETUKHU IMALUEHTOB
[1-5, 7-12, 14, 15]. Ecnm usmepennoe [[3JIA

MPEBBIIIACT JUACTOIMYECKOE aaBieHue B JIA,
OYEBHUIHA TEXHUYECKas OMIMOKa; B MOT0OHOM cH-
Tyallul PpCKOMCHIAYCTCA OLICHUTH KOHCUHOC IHa-
cronuyeckoe nasinenue JOK [2, 20].

Bonee wem y Tperu OOJBHBIX C MpEKANHII-
JIAPHOUW JIETOYHOW apTepHaibHON TUIEPTEH3UEH
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NATI CeppeyHas
He[oCTaTOYHOCTb
Knaccuyeckas JIAC Het NI
NAP SESITUALE LU ®PyHkumsa MK HopmanbHas
3aGonesaHusMn TaxecTb NpeKanusspHOro
KoMnoHeHTa J1Ir
KomnnanHc J1A
JNicc
KombuHupoBaHHas U3onupoBaHHas
noctkanunnsapHaa JIlC | noctkanunnsapHasa JIl
Tskenas JIIT YmepenHas I
PyHkuma MK HapyleHa DyHKuma MK HopmarnbHas
LleneBas NAT -cneundmyeckas
NATr-cneundmryeckas Tepanus
Tepanusi He nokasaHa

Puc. 3. Crekrp (eHOTHIIOB OT cepaeuHoi HemocrarouHoctu 0e3 JII' no «xpecromaruiiHON» mauonaruueckoi JIAT
Tpyaunoctu s auddepeHnnanbHoi JUarHoCTUKU MOTyT Tpenctasisith JIAIT ¢ cepieuHo-1erouHoi KoMOpOUIHOCTBIO
n KoMOunupoBanHas noctkanuusipHast JII' mpu CHc®B (kpacusle npsimoyronsHuky). [1o marepuanam KenbHckoro KoH-

cencyca sxcnepToB 1o JII, 2018 [8]

Fig. 3. Spectrum of phenotypes from heart failure without PH to the “textbook” idiopathic PAH. Difficulties in differential diagnosis may be
presented by PAH with cardiopulmonary comorbidity and combined postcapillary PH in HFpEF (red rectangles). Based on the materials of the

Cologne Consensus Conference on PH, 2018 [8]

(JIATL, cm. puc. 1, rpynmna 1) — «xpecromaruii-
Hoi» nanonaruyeckoit JIATL, JIAI mpu BpokieH-
HBIX [TIOPOKaX Cepla — MMEETCS COITyTCTBYIOLIAst
MaTOJIOTHS JIEBBIX OTAENOB CepAlla: HIIeMHUYe-
ckasi OoNe3Hb, apTepuabHas THIEPTOHUs, (Hu-
Opwsitus npencepauii u mpodee [21]. C 2018 1o
JUTSL TIAIIUEHTOB, y KOTOPBIX (hOpMaIbHO MMEET-
cs npekanmwuisipHas JIAL, HO ¢ comyTcTBYOIIHN-
MU (QaKTOpamMH pHCKa MOpPaKEHHs JIEBBIX OTHAE-
JIOB cep/ia, MPUMEHSETCS] TePMUH «aTUITUYHAs
JIAT» wm «JIAT ¢ comyTcTByronmmMu 3a0oieBa-
HUSIMIY, pacCMaTprBaeMas Kak cMeranHast hop-
ma JIT, yacto Habmromaromascs y NOXWIbIX Ia-
uuenToB [1-3, 8]. B 2018 r. BBegeHa KoHLIETIUS
IUTABHOTO TIEPEX0/ia OT U30JINPOBAHHOM MOCTKa-
nuwusipaor JII' (rpynma 2) K mpeKanuuIsIpHOR
JIAT" (rpynma 1), To €CTh NOHUMaHHUE TOTO, YTO
y OIHOTO OOJBFHOTO MOTYT HUMEThCS niBE (op-
Ml JII' B paznuunom cootHomenuu [8] (puc. 3).
Oco0ple TPYTHOCTH MOXKET MPEACTaBIATH AH(D-
dbepeHInanbHbId TMarHo3 MEXIy WAHONaThye-
ckoit JIAT' ¢ cepmedHO-Iero4Hoil KOMOpPOHIHO-
CThIO M KOMOWHHUPOBAHHOW TOCTKANMUJUISIPHON
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JII" mpu CHc®B [2-5, 8—12]. [Taiuentos ¢ JICC
>5 en. Byna nenecoo6pa3zHo 06cie10BaTh B KC-
nepTHoM LeHTpe no JII.

IToaxoapl k JiIeUeHHUIO

Jledenue JII' BcaeacTBue MaTOJOTHU JIEBBIX
OTJICJIOB CEpAIla CTPOUTCS Ha XUPYPIHUECKOM,
WHTEPBEHIIMOHHOM M MEIUKAaMEHTO3HOM Jieue-
HMH OCHOBHBIX 3a00JICBAaHUM M ONTHMHU3AIUH
Tepanuu HEIOCTATOYHOCTH KpPOBOOOpaIeHUs
[1-12, 14, 15, 18]. OnHako mporpeccupyromas
MIPaBOXKETYI0YKOBAsI TUCPYHKITUS, KaK CaMOCTO-
ATEIbHBIA (AKTOp YXYAUICHHs] MpOrHosa [22-—
24], nenaet nmojyepkaHue PyHKIUN MPABbIX OT-
JIETIOB Cep/illa BayKHOM CTpaTeruyecKor 3amadei
[2-6, 9—-12].

Hecmotpss Ha TO 49TO mpuW KOMOWHHUPOBAH-
HOM noctkanuuiipHon JII' umeercs mnopaxke-
HUE JIETOYHOTO COCYIHMCTOrO 3HJAOTENUA C MO-
BBIIICHUEM YPOBHS HJIOTEJIMHA M HapYyIICHUEM
OKCHJI a30Ta-3aBHCHUMOM JIETOYHOM Ba30auja-
Tanuu [25, 26], 1aHHBIE O MPUMEHEHHUH CIICIH-



Kpearusnas kapauonorus. 2025; 19 (2)
DOI: 10.24022/1997-3187-2025-19-2-131-145

(UYeCKUX JIETOYHBIX Ba30MJIATATOPOB OTPAHU-
YEHBl ¥ TIPOTUBOPEUUBHI: MPHU TMOJIOKHUTEIHHOM
pe3yabTaTte HeOOBIIOr0 YUCIa KPaTKOCPOUHBIX
U MaJbIX MO MOIIHOCTH UcchenoBanui [27, 28]
OoJbllas 4acTh PAHIOMU3UPOBAHHBIX KOHTPOJIU-
pyembix uccinenoanuii (PKW) ne monrsepauiia
uX 3QPEKTUBHOCTH U J1aXKe MPOJEMOHCTPUPOBA-
Ja MoTeHuuanbHbIi Bpen [29-39]. JlroGombITHO,
YTO KaTeTepu3allys, O3BOJISAIONIAs TOATBEPIUTh
Haimnuue u auddepeHUpoBaTh U30IUPOBAH-
HYI0 ¥ KOMOMHHPOBAHHYIO IOCTKANWUISIPHYIO
JII, B muzaitn mHormx Takumx PKI He BXOmm-
na [29-31]. PaccMorpuM Hambosee 3HAYMMBIE
PKU 3apeructpupoBannbix B PO cnenuduue-
CKHUX JIETOYHBIX Ba3zoauiaraTopos (Tadm. 3 [40]),
MIPOBOJIMBILIUXCS C KaTeTepu3alueil mpaBbIX OT-
nenoB cepana (tabdn. 4 [32-39, 41, 42]). Jlums
B PKMM MELODY-1 [35], DYNAMIC [37],
SIOVAC [38], PASSION [39], M. Guazzi et al.
[41] u peructpe COMPERA [42] nannsbie namu-
€HTOB C KOMOMHMPOBAHHOM MMOCTKaNWIISPHON
JIT'" ObLTM MpOAaHATU3UPOBAHBI OTIENBHO OT JIaH-
HBIX NAUEHTOB C U30JIMPOBAHHOM.

Hayuenmor ¢ JII' npu CHc®B HyxnawTcs
B MEIMKaMEHTO3HOM JIEYEHUH OCHOBHBIX (ap-
TepUajbHasl TUNEPTOHUS, QUOPWILIALUS Ipe-
cepauil W T.J.) U KOMOPOUIHBIX 3a0o0NeBaHUM
U B ONTUMH3ALMM TEPaluU CEpIEYHON HEH0-
CTaTOYHOCTH (AMYPETHKH, WHTHOUTOpPHI Ha-
TPUN-TIIIOKO3HOTO KO-TpaHCHIOpTepa 2-ro TUMa
uap.) [1-12, 14, 15, 18, 43]. MoxeT mpuMeHsTh-
Csl TIOCTOSIHHBIA MHBA3WBHBIA KOHTPOJIb JaBICHUS
B JIA myTem 3HI0OBacKyIsIpHOM HMIUIaHTALUU
COOTBETCTBYIOIIETO JaTyuKa (M1 ONTUMHU3AIUU
auypetuueckoil tepanuun) [44—46], sHa0BacKy-
JsipHAs UMIUIAHTALKS B MEXIIPEICEPAHYIO TIepe-
TOPOZKY YCTPOMCTB Ul CO3JaHUs JIEBO-IIPABOI0O
copoca [47, 48] u cumnaruueckasi JACHEpPBAIIHs
JIA [49] (puc. 4).

B opnonieaTpoBom PKU M. Guazzi et al. [41]
y MalMeHTOB C MPEUMYIIECTBEHHO KOMOWHU-
poBanHoi noctkamwusipHoi JII' mpu CHc®B
uHruoutop  gocdoamdcrepaspl-5  (MD3-5)
cunaenadun ymyuman cp.JIA, ¢ynkuuto mpa-
BOT'O JKENyJ0uKa, J1aBJICHUE B MPABOM Npeicep-
muu, JICC, J3JIA, cepneunsnii uHaekc (CH)
u gpyrue mnapamerpbl. Muarubutopsr DPI3-5
MOKa3ajau YyJIydlleHHe IePeHOCUMOCTH (U3n-

0O0630p5I

Tabomnuma 3

3aperucTpupoBanHbie B P@®
cnenuduyecKne Jeroynbie Ba3oauaaTaTopsi [40]

Table 3. Specific pulmonary vasodilators
registered in the Russian Federation [40]

[Ipenapar | OpuruHajibHble | I'enepukn
AHTAaroOHHCTBI PeNleNTOPOB YHAOTEINHA
bosenran” v v
Manurtenran v v
AMOpu3eHTaH v v
HUnruduTops! pochoandcrepaspl-S

Cunnenadun v v
Tananagun - v

CTHMYISITOPBI PACTBOPUMON IYaHHIATHHK.IA3bI
Puonuryar | v | —

IIpocTanouabl

Wnompocr | v | v

ATOHHCTBI peuenTopoB nNpocTauK/JIAnHa

Cenexcunar | v | -

*OpuruHaibHas AUCIeprupyemMas jJekapcTBeHHas (popma 3aperucTpupo-
BaHa JUISL I€TeH, [Tl B3POCIIBIX — TOJIBKO FCHEPUUCCKHE JIEKaPCTBEHHbIE

(hopMmbl.

YEeCKOM Harpyskd, (yHKIMOHAIBHOTO Kjacca
(®K) u BNP (npu Oomnbiieli 4acToTe OTMEHBI
M3-3a HEXENATeJIbHBbIX sBICHUHN) y 226 mnauu-
€HTOB C MPEUMYIIECTBEHHO KOMOWHHPOBAHHOM
noctkanwusipHoit JII' npu CHc®B u3 perucrpa
COMPERA [42]. ITpu 5TOM B OJHOLIEHTPOBOM
PKU E.S. Hoendermis et al. [32] nmpu CHc®B
U IPEUMYLIECTBEHHO H30JMPOBAaHHOW IOCTKa-
muwuisspHot JII' cunpenadun He mpopeMoHCTpuU-
poBai 3pHEKTUBHOCTH.

Hocpouno 3aBepuieHHOe (u3-3a TpoOIeM
C TOCTaBKaMHU IIpernapara) MyJIbTULEHTPOBOE
PKU PASSION, 2024 [39] He nponeMOHCTpHU-
poBajo yaydlleHHs KOMOMHHPOBAHHOW Iep-
BUYHOM KOHEYHOH TOYKM (CMEpPTh OT BCEX MpPHU-
YUH WM TOCHUTAIM3ALM B CBA3U C CEPACUHON
HEJIOCTaTOYHOCTbIO) MPH OTCYTCTBUHM  YIyd-
menuss OK, nucranuuu B Tecre 6-MHUHYTHOMN
x01p0b1 (6MX), NT-proBNP u kauectBa >xu3HU
B 0TOOpAHHOM IpymIe MakeHToB ¢ KOMOMHHUPO-
BaHHOM noctkanmusipaoi JII' mpu CHc®B.

B mynsrunenrposeix PKMI BADDHY, 2017
(maumentsl ¢ JII' mpu CHc®B) u MELODY,
2018 (marueHTh ¢ KOMOMHUPOBAHHOW TOCTKA-
mwusipHoi JII' mpu CHc®B) antaronuctsl pe-
LIENTOPOB 3HJOTENIMHA 003€HTaH U MALUTEHTaH
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JII" npu CHu®B

Jlerkue n ymepennsie HS, unentuu-
HbIC TAKOBBIM B TPYIIIE IJ1anedo

TenaeHMs K OONBIIEMY YUCITY
cepbe3nblx HA no cpaBHenuto

Her munamuku cp.JJJTA" Ha oHe yimydmieHust
JICC, CU, ungexca YO u KayecTBa KU3HU

W KOHEYHOU TOY-

Vxymienue mo KOMOHHUPOBAHHO

ke" (cMepTh, rocnimranusaius, ®K u camoorieHka

cocTosHMs) 03 pa3nu4uii B MOArpyNIax U30JIupo- | ¢ mianedo

1 MOCTKANMIUISIPHOM

OMHHMPOBAHHO

BaHHOM ¥ KOM

JIT. PKU npekpaliieHo TOCPOYHO U3-3a MpodiieM
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S
=
N
S
=
S
s
S
N
3
)
T
z
g -

T = <
o 3 S S I < §
5 9 2 Eg&'%
O X < & 5 oM
=) = L
2 x S| 8283
= = ~ Q o, s o
S = Q (ST o

= = 2 = -
N m:‘;Nr-\T
< o E =0
7T CE5z2da
l)ﬁ| oxvvv
Pag] Z HO o <
ad e 3Cq e
— QO \OOI::[—U
= O wEEEQ
E S > EEHE

S

S
— (o]
< I
A =
Il -
g =
: s
9 B
= =
o =
=~ =
= @)
= -
- —
5] <
g 51
E 5
ES EISI
5 o
m < Mm
A e
A5 Uk
= o < O
Em >oo

— o =
m o — O
— A 2 N

[epBuyHas KOHEYHas TOUKA (IIPH HATTMYMH ).

*

i rpaaueHT (nuacronuueckoe nainenue B JIA munyc I3JIA), u®/I3-5 — unruburopsr Gpocdoandcrepassi-S,

JICC — nerounoe cocyauctoe conporusienue, H — nexenarensnoe asienue, [1I1 — npasoe npexacepaue, PKU — panaomusupoBaHHoe KOHTpospyeMoe uccnenosanue, CB — cepaeunsiit Beiopoc, CU — cepaednslit
unneke, CH — cepaeunas Hepocrarognocts, TIIT — TpancmynbMoHanbhbli rpagueHt (cp.JJJIA munyc 3JIA), YO — ynapuslit 06bem, DK — ¢pyrkunonansusiii kiaace, NT-proBNP — N — koHIIeBO#t ()parMeHT MO3TOBOTO

- HI/I&CTOJ’II/I‘{eCKI/Iﬁ TIyJIbMOHAJIbHBI

Ipumedyanue. APD — aHTaroHucT peuentopo sHuorenuna, 11T

, peak VO, — nukoBoe notpedieHre Kucaopoaa npu Gpusndeckon

HATPHAYPETUYECKOTO MENTH A

, TAPSE — cucronudeckast 9kcKypcrs puOpo3HOro Kojiblia TPUKYCIHAAIBHOTO KilanaHa.

il Harpy3ke

.,

0O0630p5I

He noka3anu 3(pQPEeKTUBHOCTH, NMPHUBEAS K OONb-
HIEMY YHCITy HEXKEJIaTeNbHbIX SIBICHUH (B 4acT-
HOCTH, K 3aJIepKKe kuakoctu) [34, 35].

ManuTeHTad y nalMeHToB ¢ KOMOMHUPOBAH-
HoH noctkanuusipaoi JII' mpu CHc®B ne npu-
Bogmi K ynyumieHuto NT-proBNP (mepBuunas
KOHEYHasi TOUKa) U BPEMEHHU 10 IPOrpeccrupoBa-
HUSI CeplIeYHON HEI0CTaTOYHOCTH IpH Oosiee ya-
CTOH 3aJiep>KKE >KUJIKOCTH B MYJIBTULIEHTPOBOM
PKUN SERENADE; uccienoBanue 0110 mpekpa-
1IeHO 10cpodHO [36]. KomMeHTUpYs pe3yiabTarhbl
PKUM SERENADE, HekoTOpbie aBTOPBI TOBOPST
0 «IeOEeMHOHN TMeCHe» aHTAarOHHCTOB PEIEITO-
POB 3HAOTENNHA NpU nocTKanuwusipHon JII' [50].

B mynsrunentposom PKII DYNAMIC, 2022
[37] y maummenToB ¢ CHc®B (wyacth — ¢ u3omnu-
POBaHHOM, YaCTh — ¢ KOMOMHUPOBAHHOM MOCTKa-
nmwusipHoi JII') ctuMynsTop pacTBOpuMOi rya-
HWJIATUUKIIA3bl PUOLUTYAT MPOAEMOHCTPUPOBAI
YBEJIMYEHUE CEpPACYHOIO0 BBHIOpOCA, CHUKECHUE
JICC u TpaHCIyJbMOHAJIBHOTO TPaJMEHTa NpU
orcytcTBuM BiMsHUA Ha DK, nuctanumnio 6MX,
NT-proBNP u xadecrBo xusuu. Ilpu sTom
y MalUEeHTOB C KOMOMHMPOBAHHOW IMOCTKAIWII-
nspuoit JII' ormedena tenaeHuus (6e3 craru-
CTUYECKOW 3HAYMMOCTH) K OOJBIIEMY yITydIle-
HUIO TEMOJIMHAMUKH.

Hayuenmvr ¢ JII' npu CHu®B HyxXIawT-
Csl B XMPYPrMYECKOM, UHTEPBEHIIUOHHOM U Me-
JTMKaMEHTO3HOM JIEYEHUH OCHOBHOTO 3a00JeBa-
Hus (uiIeMuyeckoi OOJe3HU cepiala, apuTMUl
U T.J.), KOMOPOUIHBIX 3a00J€BaHUM, ONTUMHU3A-
MU MEIMKaMEHTO3HOW TEepaIruu CepJeuHON He-
JOCTAaTOYHOCTH, IO IIOKA3aHHUAM — B HMIUIAH-
Tallud PECUHXPOHMU3UPYIOIIUX U YCTPOMHCTB
BCIIOMOTATEIHHOTO KpoBooOparieHus [1-12, 14,
15, 18]. MoryT npuMeHsTbCSI TOCTOSHHBIN NHBA-
3UBHBII KOHTPOJIb JaBieHus B JIA u cumnarude-
ckas genepsarus JIA [44-46, 49] (cm. puc. 4).

B PKUM LEPHT, 2013 [33] npu CHH®B u JII'
(manueHTsl ¢ U30JIMPOBAHHON U KOMOMHUPOBAH-
HOM noctkanwurapHon JII' ornensHO He aHamu-
3UpPOBAINCH) CTUMYISATOP PACTBOPUMON T'yaHU-
JATUMKIIA3bl  PUOLUTYAT IPOAEMOHCTPUPOBAI
orcyTrcTBue nuHamuku cp.JIJIA (mepBuyHas xo-
HeyHasl To4ka) Ha (POHE YIydIlIeHUs HEKOTO-
pBIX JpPYrUX IE€MOJMHAMUYECKUX I10Ka3aresnen
Y XOPOIIIEH NEPEHOCUMOCTH.
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Puc. 4. HekoTopeble najuimaTUBHBIC SHI0BACKYIISIpHBIC Tpotieyphl ipu JII' BenencTBre 3a001€BaHMIA JIEBBIX OTACIIOB CEP/I-
na. Bepxuuit psan (a—6): uMmioianTanus B BetBu JIA naTymka MOCTOSHHOTO MOHHTOPHWHTA JaBicHUs [44]; cpeaHuil psia
(e—e): cozmaHue MEXIPEICEPHOTO COOOIICHHUS C JICBO-TIPaBBIM cOpocoM [47]; HmKHHN psf (o, 3): CHMIIATHYecKas Je-

Hepsarus JIA [49]

JIIT — neBoe npencepnue, [111 — npaBoe npexacepaue, IK — npablit sxemnygouex

Fig. 4. Some palliative endovascular procedures in PH due to left heart disease. Top row: implantation of a continuous pressure monitoring
sensor in the PA branches [44]; middle row: creation of an interatrial communication with lefi-to-right shunt [47]; bottom row: PA sympathetic

denervation [49]

[Tpu nepBuuHOIi (MprOOpPETEHHON U BPOXKICH-
HOW) namonozuu K1anawos cepoya Xupypruyde-
CKasi M WHTEPBEHIIMOHHAss KOPPEKIHs B OOJb-
IIMHCTBE CJIy4aeB MO03BoJiAeT ycTpaHnuTh JII,
3HAYMMasl K€ pe3uayallbHas TUIEPTEH3Us yXY/I-
maet mporno3 [1-12, 14, 15, 51-59]. B mo-
CJ€IHHE TOJbl MOKa3aHO OTPHIATEIILHOE BIIUS-
HUE KOMOWHUPOBAHHOW mocTKamuusipHoi JII'
(IO CpaBHEHUIO ¢ U30JIMPOBAHHOI) HA PE3yJIbTa-
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Thl Koppekuuu (puc. 5) [55]. Pesunyansnas JII'
MOCJIe OTepaIii MOXKET OBITh BhI3BaHa [52—55]:

— HaJHM4YUeM JIETOYHOW COCYIUCTOH Ooie3HH
(B cBOIO ouepesib 0OYCIOBICHHON CTETICHBIO UC-
XOJIHBIX HAPYIIEHUN FeMOAMHAMUKH U JITUTEIb-
HOCTBIO MX CYILLIECTBOBaHMS);

— HETOJIHBIM OOpaTHBIM PEMOIEIMPOBAHNEM
JIeBBIX OTAEOB cepAra (00bema, CUCTOINYECKOU
u quactonudeckort pynkiun JOK, pyaknun JIIT,
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Puc. 5. BepkrBaeMocTb TOCIIE IPOTE3UPOBAHUS A0PTaIbHO-
TO KJIallaHa [IPH €0 TSHKEJIOM HCXOIHOM CTEHO3€ HIDKE Y Ma-
IIUCHTOB ¢ KOMOMHHPOBaHHOH mocTKamwuisipHoit JIT [55]

Fig. 5. Survival after aortic valve replacement with severe initial
stenosis is lower in patients with combined postcapillary PH [55]

coxpaHeHue (GpUOPWUISIMKM Tpefacepauil u ap.)
II0CJIE OTIEPATUBHOTO JICYEHMS.

JloomiepaniioHHbIE  (AKTOPhl pUCKA PE3H-
nyanbHoi JIIT m kputepum omnepabenbHOCTH
C TOYKHM 3pPEHMSI €€ COXpPaHEHHs] O CUX IIOop
HE YCTaHOBJICHBI.

Bropuunas MuTpanpHas HEIOCTAaTOYHOCTh
MoxkeT ycyryounars JII' npu CHH®B u CHc®B.
VYMeHbIIIEHHE CTENEeHH MUTPaJIbHOM HENoCTa-
ToyHocTH y mnanueHtoB ¢ CHH®B (B wacTHO-
CTH, ITyTeM UMIUIaHTanuu ycrpoiicts MitraClip)
camo 1o cebe Urpaer petamuyo poib, IIPUBO-
14 k cHrkenuto cp.JlJIA, JI3JIA u noBbIlIeHUIO
cepaeyHoro Bbiopoca [53, 54].

MsuoronentpoBoe PK SIOVAC, 2018 [38]
BBISIBUIO KJIMHUYECKOE YXYAIIEHUE MPU MpUeMe
cuigeHaduIa nanueHTaMu ¢ pesuayansHoi JII
MocJe MPOTE3UPOBAHMS WM TUIACTUKH KIlara-
HOB cepla 0e3 pa3nyuid B MOArPYMIAX H30JIH-
POBaHHON U KOMOMHHMPOBAHHOM IMOCTKAIMILISAP-
Hou JII'; BO3MOYKHOW TPUYMHOM aBTOPHI CUUTAIOT
HEIOCTaTOYHOE 00paTHOE PEMOICTUPOBAHUE JIe-
BBIX OTJEJIOB Cepilla UM COXpaHAIlytocs (u-
OpWIIIALIMIO TIpeACEepauii, 4T0 O00YyCIOBIUBACT
HECIOCOOHOCTH JIEBBIX OT/IEJIOB CEp/Alla MPUCTIO-
cobuThes K noBbleHuto BeiOpoca DK npu ne-
TOYHOW Ba30WJIATALINH.

S. Sardo et al. [60] B GonmbIIOM MeTaaHAIH-
3e 28 PKUM (1879 maumeHToB rpymnmsl 2) mpo-
aHaJTU3UPOBATH d(PPEKTUBHOCTH PA3IUYHBIX Ba-

0O0630p5I

30/1MJIaTaTOPOB (OKCHJA a30Ta, BHYTPUBEHHBIX
U MHTaJSIUOHHBIX WJIONPOCTA, MPOCTALUKIN-
Ha, JEBOCHMEHJIaHA, MUJIPHUHOHA, HUTPOIVIMILIE-
puHa, BHYTPUBEHHBIX 3HOKCHMOHA, TE€30CETaHa
U HUTPOIPYyCCUa, COYeTaHus 100yTaMUHA C HU-
TPOIIMLIEPUHOM, MEPOPATBHOTO CHIIeHaUIa
Y coueTaHus cuiiieHaduia ¢ 6eparnpocTom) B ro-
CIIUTAJILHOM IIEPUOJE N10CIIE KOPPEKLIMH KilallaH-
HOM MAaTOJOrMM, AOPTOKOPOHAPHOTO IIYHTHU-
pOBaHMS M COYETaHHbIX omepauuil. Jlooutbcs
cHkeHus cp./JJIA no3Bossim MWIPUHOH, UHTa-
JSIUUOHHBIM NPOCTAlMKINH, OKCHJ a30Ta U HHU-
TPOIIPYCCUJ, CHUKEHHS TOCIIUTAJIbHOW JIETallb-
HOCTH — TOJIBKO UHTAJIIIUOHHBIN IPOCTALUKIINH.
JloonepallnoHHY0 KaTeTepu3aluio MpaBbIX OT-
JIEJIOB cepAlla B OONBIINHCTBE BKIFOUEHHBIX HC-
CJIEJOBAHUI HE BBIITOJIHSIIN.

Pestomupyst pesynsratel PKU, cnenyer nox-
YepKHYTh MPOTUBOpEUYHE IaHHBIX 00 3Pdek-
TUBHOCTH CUiJieHa(uia y MalMeHTOB C IOCT-
xkamwuisipaor JII' mpu CHc®B u Hemoctatok
naHHbIX 00 addextuBHOCTH UD/D-5 y manm-
€HTOB C KOMOMHHMPOBAHHON MOCTKaNWUISIPHOMN
JII. Haznayenune ud/3-5 npu wH30IHpOBaH-
HOW TOCTKanWUIIpHOW M npyrux Qopmax JII'
BCJIE/ICTBUE 3a00JIEBaHUN JIEBBIX OTIENIOB CEpll-
na (MoOMUMO KOMOMHHMPOBAHHOW MOCTKAMUIIISAP-
Hoit ipu CHc®B), a Takxe npyrux cneuupuyie-
CKHX JIETOYHBIX Ba30JWJIaTaTOPOB, IO JAHHBIM
PKU, compoBox1anoch KIMHUYECKUM YXYIlIe-
HueM. [lepuonepannoHHoe Ha3HaYeHHE CIIELU-
(mUecKuX JETrOYHBIX Ba30JWJIATATOPOB B Kap-
JUOXUPYPIHUECKOM TMPaKTUKE, XOTS U IIMPOKO
UCIIOJIb3YETCs, TIOKA HE UMEET JOCTAaTOYHOU J0-
Ka3aTesbHOM 0as3bl.

CommacHO  IEUCTBYIOIIUM  PEKOMEHAAIUAM
[1-3], mpu JII' BciencTBHe MHaTOJNOTHHU JIEBBIX
ornenoB cepama JIAI-cnenuduueckas Ttepa-
nusl He MoKa3zaHa (KJ1acC peKOMEeHAAalui U ypo-
BeHb JloKazatesnbHocTH [I1A); ogHako manueHTam
¢ JICC >5 en. Byna pexoMeHayeTcsi UHIUBUIY-
anpHbIl mogaxon (I-C), To ectb paccMoTpeHue
BO3MOXHOCTH HazHaueHuss ndJ1D-5.

B neckonbkux PKU u B pyTUHHON KIMHUYE-
CKOM MpaKTUKE MMOKA3aHO, YTO ONTUMU3ALUS IU-
YPETUYECKON TEPANNH 3a CYET IHAO0BACKYIIIPHON
UMIUIAaHTalUuu B BeTBU JIA naTunka mocTosHHO-
r0 MOHMTOpPHMHIA JaBJICHUS MO3BOJIsATA JOOUTh-
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csl CHIDKeHMS JaBieHust B JIA U 4acTtoTel rocnu-
tanuzanuii [44-46] (cm. puc. 4, a—8). Coznanue
MEXIPEACEPHOTO COOOIICHHSI C JIEBO-TIPABBIM
cOpocoM  («aTpUOCENTOCTOMHUSI  HAa00OpOT»)
y nanuentoB ¢ CHc®B u He3nauutenvnon JII'
(cp. JIA ~25 MM pT. CT.) B KpaTKOCPOYHOM IIEPUO-
JIe YITydIIano GyHKIUIO JIETOYHBIX COCY/IOB B TI0-
KO€ U Mpu (PU3NIECKON HArpy3Ke, HO HE BIUSIO
Ha CEpJICUYHYI0 HEAOCTATOUHOCTh U CMEPTHOCTh
B oTaeeHHOM niepuoze [47, 48] (cm. puc. 4, 2—e).
[To nanueim PK PADN-5 [49], cumnaruueckas
nenepsars JIA y 60JbHBIX ¢ KOMOMHUPOBAHHON
noctkanusuisipHoit JII' mo3sosisiia CyecTBeHHO-
IO IOBBICUTH JTUCTAHIMIO B Tecte 6MX U CHH-
3uth JICC (cM. puc. 4, o, 3).

3ak/ao4YeHne

[TonBoast UTOTH, MOTUEPKHEM:

— BesinunHa JICC — uHTErpajibHbIN MOKa3a-
tens npu JII' BenmeacTBue 3aboiieBaHUiA JIEBBIX
OTJIENIOB cepjilla — O0yCIOBIMBAECT MOTEHIHAIIb-
HYy10 oOpatumocTh JII' U TaKTUKY JICUeHUS;

— neuyenue nanueHToB ¢ JII' mpu 3a0oneBanHu-
AX JIEBBIX OT/IEJIOB CEPALIA CTPOUTCS HA ONTUMHU-
3aI[u¥ Teparuy OCHOBHBIX 3a0oeBannii. OgHaKo
MPOTPECCUPYIONIAST  TIPABOXKEIYIOUKOBasl JIUC-
(GYHKIHST — CaMOCTOSITENIbHBIN (haKTOp yXy/Iie-
HUS MPOTHO3a — JIeTIaeT nojaepx aHue QyHKIUN
IIPaBbIX OTJEJIOB CEPLIA BAXKHOM 3a1a4eH;

— K HACTOSIIEMY BPEMEHHU MMEIOTCS HEKOTO-
pble naHHble 00 3((deKkTuBHOCTU cuiaeHaduIa
y HalMEeHTOB ¢ KOMOMHUPOBAaHHOW IOCTKAIMII-
nsapuoit JII' mpu CHc®B. Ha3znauenune ud2-5
IIPM  M30JMPOBAHHOM mnocTKanwuapHo JII,
a TaKkKe JPYrux JIETOYHBIX Ba30AWIATaTOPOB,
no nanHeiM PKU, compoBoxaanoch KiIuHUYE-
CKUM yXY/ILICHUEM;

— CBOEBPEMEHHOE MPOTE3UPOBAHUE WUJIU ILJIA-
CTHKa KJalaHOB cep/la B OOJBIIMHCTBE CIy-
4YaeB IO03BOJSET YCTPAHUTh MOCTKAIWJUIAPHYIO
JII. PesupyanpHas JII' yxynmaer pesynabTrarsl
onepauuii. OTnaneHHas BBDKMBAEMOCTH IOCIE
IIPOTE3UPOBAHUS KJIAIIAHOB XYK€ IIPU HCXOJ-
HOM KOMOMHMpOBAaHHON mnocTkanuwuisipHoit JII'
(mo cpaBHeHHUIO ¢ U30MHMpoBaHHON). Perpecc JII'
10CJIE XUPYPIUUYECKOIO JIEYEHMs] 3aBUCUT Kak
OT 00pPaTUMOCTH JIETOYHON COCYIUCTOM OO0JIe3HH,
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TaK ¥ OT OJTHOTHI 0OPaTHOTO PEMOACITUPOBAHUS
JIEBBIX OT/AEJIOB Ceplla;

— TamMeHTaM c 3a00JIeBaHUSMU JIEBBIX OTIe-
noB cepaua u JII' ¢ npu3HakamMu BBIPAKEHHOTO
MPEeKANMUUISIPHOTO KOMIIOHEHTa /WM MapKepa-
MU TIPaBOXEITYJOYKOBONH JUC(HYHKIHUU HEOOXO-
JTUMO CIIeHUaTU3UPOBaHHOE 00CIIeI0BaHuE.
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