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PE3IOME. Beegenne. Onepauusa GoHTeHa — KJIHOYEBOW METO/ NasMaTMBHOM MOMOLLM NaLueHTam ¢ GyHKLKO-
HaNIbHO eAMHCTBEHHBIM XeNyA04YKOM cepAua. HecMoTps Ha BbiCOKYt 10-NeTHIOK BbXNUBaeMocTb (f0 95%), ¥
30% naumeHTOB pasBUBaeTCA CepAeyHas HelocTaTOYHOCTb, KOTOpas 0CTaeTCcs BeAyLlei NPUYMHON CMEPTHOCTM.
OcobeHHOCTM reMognHaMukn GoHTeHa TPebYOT MHAMBUAYANBHOTO MOAX0AA K MEANKAMEHTO3HOI Tepanuu
CepAeyHoil HeloOCTaTOYHOCTK, 0AHAKO AoKasaTe/lbHble peKOMEeHAaL M orpaHuyeHbl 13-3a aHaTOMUYECKOii rete-
POreHHOCTU U MaNioil YUCNEHHOCTW KOropTbl. Lieab. CuctemaTu3npoBaTbh COBpeMEHHbIe MOAXOAbI K MeANKaMEH-
TO3HOI# Tepanuu cepAeYHoii HeOCTaTOYHOCTM NpU reMoAnHamnke GOHTEHa, NpeACcTaBUTb COHCTBEHHDINA OMbIT
BeJEeHWUS faHHOW rpynnbl nauueHToB. MaTepuanbl u MeTogbl. B peTpOCNeKTUBHOE UCCNEA0BaHME BKOYEHDI
25 NauneHToB C reMoANHaMUKON GoHTeHa, U3 HUx 16 (64%) ManbunkoB U1 9 (36%) aeBoyek. CpefHuit BospacT
Ha MOMEHT MepBOoro KOMMAEKCHOro 06ciefoBaHmna B Halleii knuHuke coctaBun 11,2+4,4 roga. CUCTEMHbIIA
npaBblii eJMHCTBEHHDbIN Xenyaouek Habnwpanca y 9 (36%) nauneHToB, CUCTEMHbIiA NEBbI e MHCTBEHHDIN Xe-
nypoyek y 12 (48%) nauneHToB, HeaupdepeHUUpPOBaHHbI eANHCTBEHHDIN Xenyaouek y 4 (16%) nauneHToB.
B Halweii rpynne nauMeHTOB OTCYTCTBOBaNM Cyyan CTEHO3a KaBOMYJibMOHANbHOIO aHAaCTOMO3a, a Takxe fie-
(bopMaunK UIN Cy)XeHMs NEroYHbIX apTepuit U BeH. Bcem nauneHTam npoBefieHa OLEHKa JaHHbIX aHaMHe3a,
nabopaTopHbIX NoKasaTenei 1 pesynbTaToOB MHCTPYMEHTaNbHbIX METOAOB 06cnefoBaHus. Pesynbtarbl. Meau-
KaMEHTO3HYH Tepanuio XpOHMYECKON CEPAEYHOI HeAOCTAaTOYHOCTM Noydanm 22 nauyuenTa (88%): MHrM6UTO-
pbl aHrMoTeH3MHNpeBpaLatowero epmenta — 13 geteii (52%), aHTaroHUCTbl anbaocTepoHa — 11 NaLUeHToOB
(44%), pMypeTnyeckyto Tepanuio — 7 nauueHToB (28%), npenapaTtbl U3 rpynnbl aHTAarOHUCTOB PELLENTOPOB aH-
rnoteHsuHa Il — 1 nauyueHT (4%), npenapaTbl U3 rpynnbl 6eTa-aapeHo6nokaTopoB — 13 yenosek (52%), UHrM6m-
TOPbI HATPNIi3aBUCMMOTO MEPEHOCYMKA TNIHOKO3bl 2-TO TUMa Nonyyanu 2 yenoeeka (8%) M KOMOGUHUPOBAHHbIE
610KaTOpPbl PELEnTOPOB aHrMOTEH3MHA C UHTMOUTOPaMK HenpunuanHa nonyyanu 2 yenoseka (8%). Cneundu-
YEcKYyo Tepanuio IEroyHoi apTepuanbHoi runepTeHsun npuHumanu 11 yenosek (44%), M3 HUX 3 nayueHTa
nonyyanu KOM6UHUPOBaAHHYH cneunduryeckyto Tepanuio 1eroYHon apTepuanbHoOn runepTeHsumn. AnuTenbHoOCTb
HabnioaeHusa coctaBuna 2 roga. Ctabunusaums cocTosiHa Ha GOHe MONMKOMMNOHEHTHO! MeAUKaMEHTO3HOIA
Tepanuu JocTurHyta y 64% nayueHToB (n=16), 4T0 NOATBEPXKAANOCH KIMHUYECKUMU U UHCTPYMEHTANbHbIMMU
AaHHbIMU. [TonoxuTenbHas AMHaMnKa oTMedeHa y 24% 6onbHbix (n=6). JletanbHocTb cocTaBuna 4% (1 cnyyai)
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Y NaUWEeHTKN C LEKOMMNEHCMPOBAHHOMN NeroYHOM runepTeH3nei U nofMopraHHoi HefoCcTaToMHOCTbIO. locne
Ao6aBneHusa npenapatoB JanarnupnosuH unu BancaptaH + Caky6utpun k 6asosoit Tepanuu XCH y nayuen-
TOB C reMoJMHaMuKoi PoHTeHa He 6bINo 0TMeUYeHO Nob6oYHbIX apdekToB. bonee Toro, Habnoaanacb cTabu-
nn3aumusa COCTOSAHUA NO KNAUHUYECKUM JaHHbIM, MaLUeHTbl OTMEeYanu XopoLlyio NepeHoCMMOCTb Npenapartos.
3aknoyenne. PaboTa NOCBALLEHA aHANU3Y UCKTOUYUTENBHO MELMKAMEHTO3HOI Tepannuu XpOHMYECKON cepaeu-
HOM HEAOCTaTOYHOCTU Y NaLMeHTOB C reMoAuMHaMuKon GoHTEeHa, He 3aTparMBanucb acnekTbl JIeYEeHUs ConyT-
CTBYHOLLMX NATONOTMUIA U OCNOXHEHWA Y 3TOI KaTeropuu naumeHToB. Mbl 060611 COBPEMEHHbIE AaHHbIE O
cTpaTernu MeamMKamMeHTO3HOI Tepanuu cepAaeyHon He,OCTaTOYHOCTU Y NaLnMeHToB nocne onepauuu GoHTeHa.
Oco60e BHUMaHWE yAaeeHo NPMMEHEHUIO NPenapaToB U3 rpynmnbl MHIMBUTOPOB HATPUIA-TIFOKO3HOTO KOTpaHC-
noptepa 2-ro Tuna (SGLT2) n KOMBUHMPOBAHHbIX 6/10KAaTOPOB PELLENTOPOB aHMMOTEH3NHA C UHTUOUTOPAMK He-
npunusuHa. MHEMBUAYanbHbIA NOAXOA K Tepanuu, UCNoNb30BaHNE COBPEMEHHBIX hapMaKonoruyeckux npena-
paToB U perynsipHoe MOHUTOPUPOBaHME COCTOSHUA NaLWeHTOB COCTABNSIOT OCHOBY YCMELWHOrO eYeHUs 3Tolk
CJTOXHOW KJIMHUYECKOM rpynnbl.

KNIOYEBDBIE CJIOBA: cepgeyHas HeOCTaTOYHOCTb, reMofnHamuka QoOHTeHa, e IMHCTBEHHbI XeyA0YeK, Mean-
KaMeHTO3Has Tepanusi XPOHNYECKON CepAeYHON HeJoCTaTOYHOCTH
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ABSTRACT. Introduction. Fontan surgery is a key method of palliative care for patients with a functionally single
ventricle heart. Despite the high 10-year survival rate (up to 95%), 30% of patients develop heart failure, which
remains the leading cause of death. Fontan’s circulation features require an individual approach to medical
therapy for heart failure, but evidence-based recommendations are limited due to anatomical heterogeneity and
small cohort size. The aim of the study is to systematize modern approaches to heart failure therapy in Fontan
circulation, to present our own experience in managing this group of patients. Materials and methods. The
study is retrospective. The study included 25 patients with Fontan circulation, 16 (64%) boys and 9 (36%) girls.
The average age at the time of the first comprehensive examination in our clinic was 11.2+4.4 years. Systemic
right single ventricle was observed in 9 (36%) patients, systemic left single ventricle in 12 (48%) patients, and
undifferentiated in 4 (16%) patients. In our group of patients, there were no cases of stenosis of cavopulmonary
anastomosis, as well as deformities or narrowing of the pulmonary arteries and veins. All patients underwent an
assessment of their medical history, laboratory parameters, and the results of instrumental examination methods.
Results. 22 patients (88%) received medication therapy for chronic heart failure: angiotensin-converting enzyme
inhibitors — 13 children (52%), aldosterone antagonists — 11 patients (44%), diuretic therapy — 7 patients (28%),
drugs from the angiotensin Il receptor antagonist group — 1 patient (4%), beta adrenoblockers — 13 (52%), 2 people
(8%) received sodium — dependent glucose transporter type 2 inhibitors, and 2 people (8%) received combined
angiotensin receptor blockers with non-lysine inhibitors. 11 people (44%) received specific therapy for pulmonary
arterial hypertension, of which 3 received combined PAH-specific therapy. The follow-up period was 2 years.
Stabilization of the condition on the background of multicomponent medical therapy was achieved in 64% of
patients (n=16), which was confirmed by clinical and instrumental data. Positive dynamics were noted in 24% of
patients (n=6). The mortality rate was 4% (1 case) in a patient with decompensated pulmonary hypertension and
multiple organ failure. Following the addition of Hemodynamicsdition of Dapagliflozin or Valsartan + Sacubitril to
the basic therapy of chronic heart failure in patients with Fontan circulation, no side effects were noted. Moreover,
according to clinical data, clinical stabilization was achieved, with patients reporting good drug tolerance. This
work is devoted exclusively to the analysis of medical therapy of chronic heart failure in patients with Fontan
circulation, without affecting the aspects of treatment of concomitant pathologies and complications in this
category of patients. We have summarized the current data on the strategy of heart failure in patients after
Fontan surgery. Particular attention is paid to the use of drugs from the group of sodium-glucose cotransporter
type 2 inhibitors and combined angiotensin receptor blockers with non-lysine inhibitors. An individual approach
to therapy, the use of modern pharmacological drugs and regular monitoring of patients’ condition form the basis
for successful treatment of this complex clinical group.

KEYWORDS: heart failure, Fontan circulation, single ventricle, drug therapy of chronic heart failure
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BBEAEHUE

BHeppeHne onepauun ®OoHTEHa CTano BaXHeii-
WKXM 3TanoM nanaMaTUBHON NOMOLLM MaLUeHTaM C
(GYHKLMOHANbHO €AMHCTBEHHbIM Xenyao4ykoM. bna-
rofaps COBEpLIEHCTBOBAHMIO KapANMOXMPYPruyecknx
METOAMK U NOcneonepaluoHHOro BEeAEHUS COBpe-
MeHHble nokasatenu 10-neTHeil BbIXXUBAEMOCTH MO-
cne TOTalbHOro KaBOMy/IbMOHANbHOMO COefUHEHNS
(TKMNC) c ucnonb3oBaHUeM aKCTPaKapAManbHOro KOH-
ayuta pocturaot 95% [1]. OgHaKo, HECMOTpS Ha 3Ha-
ynTesbHbIA NPOrpecc, Y AaHHON KaTeropum 60/bHbIX
COXPaHSAETCS BbICOKUI PUCK Pa3BUTUA CEPbE3HbIX OC-
NOXHeHun. CornacHo KNMHUYECKUM JaHHbIM, OKOMO
30% nayueHToB C remoauHamukon GoHTEHa CTanku-
BaKTCA C CMHLPOMOM HEAOCTaTOYHOCTM KPOBOOGpa-
weHua. Kpome TOoro, UMEHHO ceppeyHas HefjocTa-
TouyHocTb (CH) siBnsieTcs oAHOW U3 BeyLNX NPUYMH
CMEPTHOCTW B JaHHOW rpynne nayueHToB. lMoHATHE
«HEJ0CTaTOYHOCTb remofuHamukn OoHTeHa» npeg-
cTaBnseT co6oii AUCHYHKLNIO BHYTPEHHUX OpPraHoB
W CUCTEM OPraHM3Ma, CBSI3aHHYIO C 0COOEHHOCTAMMU
KpOBOOOpaLLeHNUsa Noc/e TOTanbHOTrO KaBoMynbMO-
HaNbHOro coefiMHenus [2]. Takaa CH cyuiecTBeHHO
OT/INYaeTcsl OT M3BECTHOrO HaM TEPMUHA «CepAeyHas
HEZ0CTaTOYHOCTb» § MALUEHTOB C GUBEHTPUKYNSAPHON
remofnHamMnkon. OCHOBHbIMU NPUYMHAMK Pa3BUTKSA
CH B oTganeHHoM nepuope nocne onepauun GoHTeHa
SIBNAIOTCSA: aHaTOMMYecKasi 06CTPYKLUA UM TpoM603
KaBOMynbMOHaNbHbIX aHaCTOMO30B, aTPMOBEHTPU-
KynsipHasi peryprutauus, CUCTONMYeckas u/mnm gua-
cTonmyeckas ANCOYHKLNSA eUHCTBEHHOIO XenyLou-
ka cepaua (EXC), neroyHas runepTeHsus, a Takxe
coyeTaHue [aHHbIX MaTonorMyecknx coctosHui [2].
Mpn aTOM naToQuU3noNoOrnyeckne nNyTu, NpMBoAsLLMNE
K pa3BMTMIO HEJ0CTAaTOYHOCTM reMofnHaMUKn GoHTe-
Ha, U3y4yeHbl He [0 KOHUa. [TOHMMaHue 3TUX MexaHus-
MOB MMeeT pellatoliee 3HaYeHne Ans onpepeneHus
CTpaTerun nedeHus 1 paspaboTku NPoPUNaKTUYECKNX
mep. CNOXHOCTb NMPUMEHEHWSI CTaHAAPTHbIX NPUHLK-
noB fmarHoctuku n nevyeHus CH y nauneHtos ¢ EXXC
oyeBupHa. PaspaboTka yHUPULMPOBAHHbIX KIMHUYE-
CKWUX peKoOMeHpaLun orpaHU4YMBaeTCs BblPaXXEHHOIA
aHaTOMMYECKOI reTeporeHHOCTbI JaHHO nonyns-
LMK, a TaKXXe BapuMabenbHOCTbi0 naToduanonoruye-
CKMX MeXaHW3MOB, MHMLKMPYOWNX pa3Butme CH Ha
pasHbIX aTanax Xupypruyeckom KOppekLuu BpOXAEH-
Horo nopoka cepaua (BMC). Kpome Toro, HefocTaTou-
Has YUCNEHHOCTb KOrOPTbl MAaLMEHTOB C 3aBEPLLEHHON
reMoAMHaMU4eckoi koppekumnen no GoHTEHY He no-
3BonsieT chopmMnpoBaThb [JoKa3aTesbHble peKOMeHAa-
uum Knacca | [3]. U TeM He MeHee No Mepe HaKoneHus
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onbiTa BEAEHUS JaHHON rpynnbl NauMeHTOB MeHAEeTCA
U cTpaTternda MeanKaMeHTO3HOro Jie4eHuA.

UEAb UCCAEAOBAHUA

Llenb pa6oTbl — npoaHanMsnpoBaTb U 0600WUTb
COBPEMEHHbIE JaHHble N0 CTpaTerun MefuKaMeHTo3-
HOW Tepanuu CEepAEeYHOI He,OCTaTOYHOCTH Y NaLueH-
TOB C remognHaMukon GoHTeHa, a TakXKe NpefcTaBuTb
COGCTBEHHbIN ONbIT JIeYeHUss CEPALEYHOI HeOCTaTOY-
HOCTU A@HHOIA rpynnbl MaLUeHTOB.

MATEPUAAbI U METOADI

B nccneposanue BK/IOYEHbI 25 NaLUEHTOB C remo-
AvHaMuKoil DoHTeHa, U3 HUX 16 (64%) ManbuukoB U 9
(36%) neBoyek, KOTOpbIE PEryNsipHO Mpoxoaunn o6ene-
[I0BaHWE U NeyeHne Ha 6as3e OT[ENEHN T eTCKOW Kap-
ANONOTMN N MEANLMHCKOW peabunutauum, cepaeyHo-
COCYAMCTOl XWpyprum ans Aeteld n/unu Habnwoganmcb
ambynaTtopHo B OI'bY «HaumoHanbHbI MeAULMHCKWIA
uccnefoBaTeNnbCKuii LeHTp uM. B.A. Anmasosa» MuH-
3apaBa Poccun.

CpefHuii BO3pacCT feTell Ha MOMEHT NepBOro KOM-
MMeKCHOro 06criefo0BaHMA B Haleld KNWHMKe cocTa-
Bun 11,2+4,2 roga. Bce nauneHTbl nepeHecnun onepa-
unto PoHTeHa B MoguMduKaLum SKCTpakapamnaibHOro
KOHJyMTa, CPeSHNIA BO3paCcT Ha MOMEHT onepauun —
4,4+1,2 ropa. CnyyaeB CTeHO3a KaBOMY/IbMOHaNbHOIo
aHacToMO3a, a Takxke gedopmaLun UNN CyXeHus ne-
FOYHbIX apTepWii U BEH He Habnoanock.

BpoxpaeHHble mopoku cepaua, noTpe6oBaBLine
nposeaeHus onepauun GoHTeHa, pacnpegensnuch
cnepyowmm obpasom: y 8 (32%) nauMeHTOB — CUH-
APOM FMMoniasum NeBbix 0TAEN0B cepaua, y 3 (12%) —
ABOMNHOE OTXOXJEHUE COCYA0B OT AUHCTBEHHOIO Xe-
nynouka, y 6 (24%) — nBYNPUTOUHbIA €ANHCTBEHHbIIA
Xenypouek, y 7 (28%) — atpesus TpUKYCnMAanbHoro
knanaHa u y 1 (4%) nayueHTa 6blia HecbanaHcmpo-
BaHHasA Gopma aTpUOBEHTPUKYNAPHOro KaHana. M3
Hux B 3 (12%) cnyyasix OTMeYanach JekcTpakapans u
B 1 (4%) cnyyae CMHAPOM reTepoTakcuum.

CucTteMHblii npaBblt EXXC Habnopancs y 9 (36%)
nauueHTOB, CUCTEMHbIN neBblit EXXC —y 12 (48%) na-
uMeHTOB, HeanddepeHunpoBaHHblit EXXC —y 4 (16%)
nalueHToB.

Hau6onee yacTbiMu xano6amu cpean nauueHToB
OblNN: OAbIWKA NPK hKU3nyeckom Harpyske (n=14,70%),
CHWXEHME TONEPaHTHOCTU K GU3NYECKOW Harpyske,
yromnsieMocTb (n=11, 44%), NpecUHKonasnbHble COCTO-
IHS 0TMeyanuchb B 7 (28%) cnyyasix, CMHKoMNanbHble co-
cTosiHusA — B 2 (8%), anobbl Ha aNU30Abl YYaLleHHOTo
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Tabauua 1. KnvHMYeckas XapakTtepuctuka nauneHToB

Table 1. Clinical characteristics of patients

Kputepumn
Criteria

% (n)

PacnpeaeneHue no noay
Gender distribution

MyxckoM
Male

64% (n=16)

XeHckni
Female

36% (n=9)

Mopdgonorusa EXX
Morphology of a SV

MpaBbi EX
Right SV

36% (n=9)

NeBbiin EX
Left SV

48% (n=12)

HeanddepeHumpoBaHHbIi EX
Undifferentiated SV

16% (n=4)

®yHkunoHanbHbIN knace XCH (NYHA)
Functional class CHF

1 OK
FC

80% (n=20)

I oK
FC

20% (n=5)

XKanobwi
Complaints

Oabiwka npu ®H
Exertional dyspnea

70% (n=14)

CHWXeHMe ToAepaHTHOCTM K OH, yTomAsieMOoCTb
Decreased exercise tolerance, fatigue

44% (n=11)

[MpecnHKonaAbHble COCTOSIHUSA
Presyncopal state

28% (n=7)

CHHKONaAbHbIE COCTOAHMA
Fainting

8% (n=2)

ANKM30AbI yUallLleHHOro cepALebrenns/nepeboun
Episodes of rapid heartbeat/ palpitations

4% (n=1)

Cayyan BHe3anHoOM cepaeyYHOn CMePTH B CEMbE Y AWLL MOAOAOIO BO3pacTa / OTArOLLEHHbIN
CEMENHbIN aHaMHe3
Family history of sudden cardiac death in young people / positive family history

12% (n=3)

lMoBbIleHne KapanocneunPuyeckux MapKepon
Elevation of cardiac-specific markers

NTproBNP (n=20)

24% (n=6)

KpeatnHdochoknHaza-MB
Creatine phosphokinase-MB

(n=19)

12% (n=3)

TponoHwuH |
Troponin | (n=19)

8% (n=2)

®yHkumnsa EX no aaHHbiM OxoKT
Function of a SV TTE

Cuctonnyeckasn GyHKumMs EX cHuxeHa (TMMOKOHTPaKTUAbHBIN TWM)
Systolic function of the SV is reduced (hypocontractile type)

36% (n=9)
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OkoH4aHune 1aba. 1 / Ending of the Table 1

Kputepum
Criteria

% (n)

Anactonnuyeckasn ancoyHkumna EX
Diastolic dysfunction SV

40% (n=10)

Combination of systolic and diastolic dysfunction

CoueTaHWe CUCTOAMYECKON M AMACTOAMUECKON AUCHYHKLIMK

28% (n=7)

MPT cepaua ¢ KOHTpacTUpoBaHUEM
MRI of the heart with contrast (n=13)

CHWXEHUE CUCTOAMYECKON GyHKUMKN EX
Decreased systolic function SV

28% (n=7)

Drbpo3Hble U3MEHEHUSA
Fibrous changes

24% (n=6)

30HbI TMNO-aKNMHE3UU
Hypo-akinesia zones

4% (n=1)

Mpu3Haku oTeka MUOKapAa
Signs of myocardial edema

n=0

Mpumeyanmne: EXX — eAMHCTBEHHbIN Xeayaouek; MPT — MarHWTHO-pe3oHaHcHas Tomorpadus; ®K — dpyHKUMoHaAbHbIM Kaace; OH —
du3nyeckas Harpyska; XCH — xpoHuueckasi ceppedHasi HepocTaTouHOCTb; IXOKI — axokapaunorpasdua; NYHA — Hbto-Mopkekas

accoumauma cepaLa.

Note: SV — single ventricle; MRl — magnetic resonance imaging; FC — functional class; FA — physical activity; CHF — chronic heart
failure; TTE — transthoracic echocardiogram; NYHA — New York Heart Association.

Tabauua 2. MepMkaMeHTO3Has Tepanus
Table 2. Medical treatment

pynna npenapartos Mpenapar KoanuectBo nauneHToB
Group of drugs Preparation Number of patients (n, %)
NHrMOUTOPbI aHrMOTEH3WH-NPEBpPALLAIOLLErO KanTtonpua 2 (8%)
bepmeHTa Captopril
Angiotensin converting enzyme inhibitor SHananpua 8 (32%)
Enalapril
MepuHaonNpUA 3 (12%)
Perindopril
AHTaroHuCTbl peLenTopoB aHrMoTeH3unHa No3zapTaH 1 (4%)
Angiotensin Il receptor antagonists Losartan
AnypeTukn dypocemuma 1 (4%)
Diuretic Furosemide
Topacemua 4 (16%)
Torasemide
fmnoTtnasuna 2 (8%)
Hypothiazid
fmapoxnoptnasup+TpruamTepeH 1 (4%)
Hydrochlorothiazide+Triamterene
beTta-appeHobAOKaTOPbI Kapseannon 7 (28%)
Beta adrenoblockers Carvedilol
MeTonponaona TapTpar 5 (20%)
Metoprolol tartrate
Bruconponon 1 (4%)
Bisoprolol
AHTaroHMUCTbl aAbAOCTEPOHA CnNMpOHOAAKTOH 9 (36%)
Aldosterone antagonists Spironolactone
AnNAepeHOoH 2 (8%)
Eplerenone
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OkoHyaHune 1aba. 2 / Ending of the Table 2

lpynna npenapartoB Mpenapar KoanuectBo nauueHToB
Group of drugs Preparation Number of patients (n, %)
AHTaroHUCT peuLenTopoB aHrMoTeH3nHa |l BancaptaH + Cakybutpua 2 (8%)

B KOMOMHALWK C UHTMOUTOPOM HENPUAU3KHE Valsartan + Sacubitril

Angiotensin Il receptor antagonist in combination
with a neprilysin inhibitor

NHrMBUTOP HaTPUI-TAFOKO3HOIO KoTpaHcnopTepa | AanarAudAo3nH 2 (8%)
2-ro TMna Dapagliflozin
Sodium glucose cotransporter-2 inhibitor
NAT-cneundunyeckas Tepanus CunpeHadun 11 (44%)
PAH-specific therapy Sildenafil
BoseHTaH 2 (8%)
Bosentan
MauuTeHTaH 1 (4%)
Macitentan

IMpumeyaHune: NAI — AeroyHan aptepuasbHas runepTeH3us.
Note: PAH — pulmonary arterial hypertension.

Tabauua 3. KombUHaALMKM Tpynn NpenapaTtoB MEAUKAMEHTO3HOW Tepanuu XPOHUYECKON CEPAEUYHOM HEAOCTATOUYHOCTH
Table 3. Combination medical therapy groups for chronic heart failure

KombuHauuu rpynn npenaparos n (%)
Combinations of drug groups

NAMN® + pAnypeTuk+ 6eTa-appeHobAOKaTOP + aHTAaroHUCT aAbAOCTEPOHA 4 (16%)
ACEi + diuretic + beta adrenoblocker + aldosterone antagonist

MAM® + anypeTuk + beta-appeHobAOKaTOP 1 (4%)
ACEi + diuretic + beta adrenoblocker

WAN® + 6eta-appeHobAOKATOP 1 (4%)
ACEi + beta adrenoblocker

AvypeTuK + beta-appeHobrokaTop + APHU 1 (4%)
Diuretic + beta adrenoblocker + ARNI

AWypeTuK + aHTaroHncT anbpoctepoHa+ APHU 1 (4%)
Diuretic + aldosterone antagonist + ARNI

MAMO® + 6eTa-appeHOOBAOKATOP + aHTAarOHUCT aAbAOCTEPOHA 2 (8%)
ACEi + beta adrenoblocker + aldosterone antagonist

MATM® + 6eTa-appeHobAOKATOP 1 (4%)
ACEi + beta adrenoblocker

MAM® + aHTaroHMUCT aAbAOCTEPOHA 2 (8%)
ACEi + aldosterone antagonist

NATN® + aAnypeTuk + 6eTa-appeHoOAOKATOP + aHTAroHUCT aAbpocTepoHa + MHITAT-2 1 (4%)
ACEi + diuretic + beta adrenoblocker + aldosterone antagonist + SGLT2i

NATI® + 6eTa-appeHOOBAOKATOP + aHTAroHWUCT aAbpoCTEPOHA + MHIAT-2 1 (4%)
ACEi + beta adrenoblocker + aldosterone antagonist + SGLT2i

NMAMO 2 (8%)
ACEi

BAaokaTopbl peLenTopoB aHrMoTeH3nHa 1 (4%)
angiotensin receptor blockers

AHTaroHWCT aAbAOCTEPOHA 2 (8%)
Aldosterone antagonist

He noayyaau tepanuto XCH 5 (20%)

Did not receive CHF therapy

MpumeyaHue: APHA — aHrMOTEH3MHOBBIX PELLENTOPOB U HEMPUAU3UHA UHTMOUTOP; MATID — MHIMOUTOPbI aHTMOTEH3WH-NPEBPALLAIOLLENO
bepmeHTa; MHIAT-2 — MHIMOUTOPbI HATPUIA-TAKOKO3HOTO KoTpaHcnoptepa 2-ro Tmna; XCH — xpoHuuyeckas cepaeyHan HEAOCTATOUHOCTb.
Note: ARNI — angiotension receptor neprilysin inhibitor; ACEi — angiotensin converting enzyme inhibitor; SGLT2i — sodium glucose
cotransporter-2 inhibitor; CHF — chronic heart failure.
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cepaLebuenmns, nepebou B paboTe cepaLa OTMeYeHbl y
1 (4%) nayuenTa.

MoBbleHWe HaTpUypeTUYecKoro nenTuaa oTMme-
yeHo B 6 cnyyasx (24%), Meanana NT-pro-BNP 675,05
[419,35; 813,6] nr/mn, noBbilieHWe TpONOHMHA | Ha6-
noganoch B 2 (8%) cnyvasx.

TecT ¢ WwecTUMUHYTHOMN xoab6oii (TLUX) BbinonHeH
14 (56%) naumeHTaMm, ocTanbHbIM npo6a ¢ Gpu3nyeckoi
Harpy3koi (OH) He 6bi1a npoBefieHa 60 BBUAY BO3pac-
Ta NauuMeHTa, MM60 CONyTCTBYIOLLEN NaTONOrMK, KOTOPast
orpaHuunBana LOCTOBEPHYH OLEeHKY TecTa. 10 AaHHbIM
TLUX B 6 cnyyasix pesynbTaT cOOTBETCTBOBAN | PyHKLMO-
HanbHoMy knaccy (PK), B 8 cnyyasx — Il OK. Kpome Toro,
y 4 nauneHTOB OTMEYanach fecartypawus BO Bpems npo-
BefieHus Npobbl (MUHUManbHas Sp0, 77%) C BOCCTaHOB-
neHnem nocne npekpatieHus OH.

Y Bcex nauueHToB (n=25) 6bina XpoHUYecKas cep-
AeyHas HepocTaToyHocTb (XCH), y 20 (80%) ueno-
BeK — Il ®K XCH (New York Heart Association, NYHA),
y 5(20%) — Il K XCH (NYHA).

B cBfi3K C OTCYTCTBUEM €AMHOI TEPMUHOMOTUN U
YHUOULMPOBAHHOIO NPOTOKONIa aXOKapauorpaduue-
ckoro uccneposanus (3xoKr), HamMu 6bIN0 NPUHATO
pelleHne Mcnonb3oBaTh knaccudukauuio, npegno-
XeHHy10 10.C. CuHenbHUKOBbIM 1 coaBT. [4]. B cBoeM
nccnefoBaHUM OHW NPeSoXUanN BblAenaTb cnepyto-
wue HeHOTUNbI: CHUXKEHUE COKPAaTUMOCTU CUCTEM-
Horo xenyaouka (CX) — runoKoHTPaKTUIbHBbIN, Ha-
pylWweHue penakcauuu M MOBbIWEHHAs XeCTKOCTb
CX — deHoTun ¢ anacTonnyeckoii anchyHkumeii CX,
(GEeHOTMN C NOBbIWEHHbIM NIEFOYHO-COCYAUCTbIM CO-
NPOTUB/IEHNEM U KOMMEHCUPOBaHHbIi heHoTun [4].

Mpu oueHke cuctonuyeckoi dyHkumm EXXC no pan-
HbIM IxoKI™ MeguaHa (Me) dpakumm Boiopoca (GB) (Simp-
$ON) CUCTEMHOTO NPABOro XenyAouka cocTasuna 43 [40;
50]%, Me FAC 30 [28; 34]%, Me TAPSE Me 13 [13; 14] Mm.
Me ®B (Simpson) cucTEMHOrO NIEBOrO Xenyfouka co-
cTaBuna 56,5 [53,7; 58,5]%. Cuctonuueckas AMCHYHKLNA
EXXC (rMnokoHTpaKTUNbHbI TUM) BbisiBNeHa y 9 (36%) ye-
nosek, Me ®B EXXC B atoit rpynne 40 [40; 49]%, n3 Hux 7
MMENY CUCTEMHBIN NpaBblii XeNyA0YeK, Y OCTasbHbIX Na-
LINEHTOB COKpaTUTeNbHas cnocobHocTb EXXC coxpaHeHa.
HapylueHne gmactonnyeckon GyHKLMM Habnaanoch y
10 (40%) naumeHTOB, U3 HUX 7 (28%) MMENM NPU3HAKM Kak
CUCTOJIMYECKOIA, TaK M LMACTONMYECKON SUCOYHKLMU.

lMoBbIlWweHMe JaBNEHNS B CUCTEME JIErOYHOI apTe-
puun Habnopanoch B 11 (44%) cnyyasx, Me AaBneHus
B cucteme TKIC no gaHHbIM NPAMON MaHOMETPUU CO-
ctasuna 16 [15; 17] mm prt.cT.

MarHuTHo-pe3oHaHcHass Tomorpadus (MPT)
cepAala C KOHTpacTUpoBaHWeM BbinosiHeHa 13 nauu-
eHTam (52%), Me ®B EXC 51 [34; 56]. CHuxeHue cu-
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CTONMYeckoin GyHkuum cuctemHoro EXC onucaHo
B 7 cnyyasx, Me ®B EXC B aToi rpynne coctaBuna
34 [31,5; 42]%. ®u6po3HbIe N3MEHEHNA 06HAPYXEHDbI
B 6 cnyyasnx (24%), U3 HUX B 1 cnyyae BbisiB/IEHbI 30HbI
rUNo- N akKMHesun cpefuHHO-annKanbHbIX OTLENOB U
BEPXYLLKN npaBoro xenyaouka (MXK) n TpaHcMmypanb-
Hble py6LOBble U3MEHEHUS B CPEANHHO-aMUKaNbHbIX
OTAenax HUWxHen CTeHKM u Bepxywwku MXX nocne nepe-
HeceHHoro uHdapkTa mMuokapga. Npu3HakoB oTeka
MWOKapAa He 6blI0 BbISABNEHO HU B OAHOM Cryyae.
MoApo6Has KNUHMYecKas xapakTepucTuka rpynnbl na-
LIMEHTOB NpeAcTaBeHa B Tabnuue 1.

MegukameHTo3Hyto Tepanuto XCH nonyvanu
6ONbWNHCTBO MayueHToB — n=20 (88%): MHIMO6MTOPBI
aHrnoTeH3uH-npeBpawatolero gpepmenta (MANY) —
13 peteit (52%), aHTaroHUCTbl anbgocTepoHa — 11 na-
uneHToB (44%), nUypeTudeckyto Tepanuio — 7 nauu-
eHToB (28%), npenapaTbl U3 rpynnbl aHTaroHUCTOB
peLenTopoB aHroTeHsuHa Il — 1 nauyueHT (4%), npe-
napatbl U3 rpynnbl 6eTa-agpeHobnokaTopoB — 13 ye-
nosek (52%), MHTMBUTOPbLI HAaTPUIN3aBUCUMOTO Nepe-
HOCYMKa rNoKOo3bl 2-ro Tuna (MHIT-2) nonyyanu
2 yenoBeka (8%) M KOM6UHUPOBaHHbIE 6J0KATOPDI
peLenTopoB aHTMOTEH3UHA C MHTMOUTOPaMKU HeNnpuK-
3uHa (APHW) nonyyanu 2 yenoBeka (8%) (Ta6n. 2, 3).

Cneunduyeckyto Tepanuio nerovyHon aprtepu-
anbHoii runeptenaun (JIAT) npuuumanu 11 yenosek
(44%), n3 Hux 3 nonyyanu KoM6UHUPOBaHHY JIAT-
crneunduyeckyto Tepanuio.

Ha dgoHe meankameHTo3HOW Tepanum XCH cTa-
OuNbHOE COCTOSHWE 6€e3 OTpULATENbHOW AMHAMUKM
Mo KAWHWUYECKUM [aHHbIM U UHCTPYMEHTaNbHbIM Me-
TOAaM UcCnefoBaHus coxpaHanoch B 16 (64%) cnyya-
AIX NpM CpefHeM cpoke HabnoaeHus 2 roga. Monoxu-
TeNbHas JMHaMuKa B BUAe YMEeHbLUEeHUs CUMNTOMOB
XCH, xano6, ynyyweHns cokpaTuTenbHON CNOCO6HO-
ctn muokapaa EXXC no gaHHbiM 3xoKI oTMeueHa y
6 uenoBek (24%). JleTanbHblit ucxog — 1 cnyyai, y na-
LIMEHTKM C TAXEO0ii BbICOKOW JIErOYHON runepTeH3nei
1 pasBuTMEM NONUOPraHHO| HeJOCTAaTOYHOCTH.

3THueckan 3KkcnepTusa

WcenepoBaHue 6b110 NPOBEIEHO B COOTBETCTBUM
¢ XenbCUHKCKOIA aeknapauuen 1964 roga n oLobpeHo
aTuyeckum komutetom ®rby «<HMUL, um. B.A. Anma-
30Ba» MuHsgpasa Poccuu.

CtaTUuCTUUECKUU aHaAU3

Pa3Mep BbiGOPKW NPeABapUTENbHO HE PacCcuMTbI-
Bancs. Bbibopka cnnowHas. Ctatuctuyeckas obpa-
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60TKa JaHHbIX BbIMOMHEHA NPU NOMOLLY NPOrpaMMbl
Microsoft Office Excel 2019. PesynbTaTtbl uccnego-
BaHMA NpeAcTaBneHbl B BULE CPeHEro 3HayeHus t
+ CTaHAAPTHOE OTK/IOHEHMe, B CNlyYyae HEHOPManbHOro
pacnpefeneHus faHHble ONUCbIBANUCh MeLUaHOW W
WHTepKBapTMAbHbIM pasmaxom (ME [IQR]) — To ecTb
25-M 1 75-M NPOLEHTUNAMM.

PE3YAbTATDI

B kayectBe tdapmakonoruyeckon tepanuu CH 'y
nauMeHToB C reMoAUHaMUKON QOHTeHa Ha CeroaHs
ucnonbsyercs craHgaptHas tepanus XCH, npumense-
Masl y NauueHToB C GUBEHTPUKYNAPHOI reMoanHaMU-
KOI. NOHMMaHWe NaToreHeTUYeCKUX U reMoanHaMuye-
CKux mexaHusmoB thopmupoBanusa CH, yHukanbHocTu
remognHamuku GoHTeHa ABNSETCA OCHOBOMONarato-
WuM GakToM B BbIBOpE MeANKAMEHTO3HOI Tepanuu y
naLneHToB ¢ reMoauHaMukoin GoHTeHa.

[laBHO NpusHaHO, YTO MOpP(ONOrMa LOMUHMPYIO-
LLero Xenyaouka ABNSETCA OAHUM U3 KNHOYeBbIX dak-
TOPOB, ONPeAeNsALWMX KIMHUYECKME UCXOAbI Ha 0T a-
NeHHbIX 3Tanax nocne onepauun oHTeHa. HayyHble
JaHHble CBUIETENbCTBYIOT, UTO MauueHTbl C CUCTEM-
HbIM MpaBbIM XENyA0YKOM CTajKuBawTca ¢ 6onee
BbICOKMM PUCKOM PasBUTUA CepAeyHoi HefocTaTou-
HOCTU (MPenMMYLLECTBEHHO CUCTONIMYECKOM), @ TaKxe
MMEIOT 3HaYMMO MOBbILLEHHYH NeTanbHoOCTb. Cornac-
HO Cepum Uccnef0BaHmii, CMepTHOCTb B 3TOI rpynne B
2,38 pa3sa Bbllle, YeM Y NALUEHTOB C AOMUHUPYIOLLUM
NEeBbIM Xenyaoukom [2, 5]. KapguoMuouuTbl NpaBoro
W NeBOro XenyAaouykoB MOP(ONOrnYeckn WAEHTUYHBI,
0JHAaKO pa3nuyus B UX COKpPaTUTENbHOI CNOCOGHOCTY
06ycnoBneHbl 0CO6EHHOCTAMMU aHaTOMUYECKOI KOH-
burypaumu npaBoro Xenyaoyka u cneuudukoii ap-
XUTEKTOHMKN MUoKapga. 0cobyto 3HaYMMOCTb B KOH-
TeKCTe paccMaTpuBaeMoi npo6nembl npuobpeTtaeT
TOT (aKT, YTO B MMOKapLe NpaBoro Xenyaouka oTMe-
YaeTca CHUXeHHas aKcnpeccus B-afpeHopeLienTopos,
a TakXKe reHOB aHrMOTEeH3MHOreHa No CPaBHEHWIO C Ne-
BbIM XeNlyA04YKoM [3, 6]. Kpome Toro, cuctemHbiit MK
MpWU3HaH He3aBMCUMbIM HaKTOpPOM pUCKa pasBUTUSA
aTPMOBEHTPUKYNAPHOW HEAOCTaTOYHOCTH, KoTOpas
ycyrybnseT TedyeHue cepAeyHON HefO0CTaTOUHOCTH U
ABNAETCA NPeANKTOPOM HebNaronpusATHOro NPOrHosa
y NaLMeHTOB ¢ reMoguHaMukoi QonTeHa [2, 3].

B Halwei rpynne nayMeHTOB CUCTEMHbIA NpaBblii
eANHCTBEHHDbI Xenyaouek Habnopanca y 9 (36%)
60nbHbIX, NpuyeM y 3 U3 HUX XCH cooTBeTcTBOBaNa
[l ®K (NYHA). Kpome Toro, HauMmeHblUWe nokasaTenu
COKpaTUTENbHOI CMOCOBHOCTM MUOKApLa eUHCTBEH-
HOro Xenygouka no faHHbiM 9xoKl oTMmevyanuch y
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naLneHTa C CUCTEMHbIM NPaBbIM XeNyAouKOM, U Cny-
yail neTanbHOro UCXOLa B Hallell rpynne HacTynun y
nauueHTa Takxe ¢ Mopdosiorueii efMHCTBEHHOTO XK.
Bce maumeHTbl ¢ cucTemMHbIM npaBbiM EXXC nonyyanu
MeANKaMEHTO3HYI Tepanuio, 8 3 9 yenosek nony-
yanu nosMKOMNOHeHTHYt Tepanuto XCH, BKatovato-
wyto npenapatbl 13 rpynnbl MAMN®, 6eTa-agpeHo610-
KaTopoB, ANYPETUKOB, aHTArOHUCTOB anbLOCTEPOHa,
JIAT-cneuuduueckyio Tepanuio, a Takxe 2 YyenoBeka
nonyyanu npenapar W3 rpynmbl UHIMGUTOPOB HaTPHil-
NIOKO3HOr0 KOTpaHCcnopTepa 2-ro tuna.

YuuTbiBas BblCOKMe pucku passutusi CH y na-
LMEHTOB C eANHCTBEHHbIM K, KaXeTcs NOrMyHbIM
npesnonoXuTb, YTO paHHee HasHayeHue MOJIMKOM-
MOHEHTHON Tepanuu GyLeT cnocobCcTBOBaThL NPeLoT-
BpaLLEeHNIO AUCOYHKUMM eanHCcTBEHHOrO MK. OgHako
B HacTosliee Bpemsa noTeHuuanbHas 3GPeKTMBHOCTb
CTaHAAPTHOrO NEYeHMs CepAeyHON He,0CTaTOUHOCTH
ANA OTCPOYKW MM NpepoTBpalieHns AUchyHKLUK
€4MHCTBEHHOr0 NPaBoOro Xenyjoyka OCTaeTcs He-
onpeaeneHHoii [5].

BMecTe ¢ TEM Hawu KAMHUYECKUEe HabnAeHus
CBUAETENbCTBYIOT, YTO NO3LHEE Ha4yano Tepanuu Ha
(hoHe yxe passuBLueiics gucdyHkuyum MX accouumpo-
BaHO C MeHee 611aronpuUsATHbLIM NPOTrHO30M.

XpoHuyeckas akTUBU3AUUA pPeHUH-aHTUOTEeH-
3MH-aNbA0CTEPOHOBOW CUCTEMbI TUMMYHa ans CH.
besonacHocTb n addekTnBHOCTb MATI® npu XCH ¢ 61-
BEHTPUKYNAPHOI reMoAuHaMUKON [aBHO JOKasaHa,
W AaHHasi rpynna npenapaTtoB akTUBHO UCMONb3yeTcs
Kak y B3pOCAbIX, TaK 1 y nefuaTpuyeckux nalueHTos.
lMpenapatbl rpynnbl MATM® Takxe YyacTo UCNOMb3YIOT-
CSl B K/IMHWYECKOW NPaKTUKe Yy NaLuueHToB C reMoAu-
HaMuKoii PoHTEHa, XOTA BONPOC 3Q(EKTUBHOCTH [aH-
HOIA rpynnbl npenapaToB y nauueHToB ¢ EXXC ocTaetcs
AnckyTabenbHbiM [3, 8, 9]. Tak, B pa6oTe L.M. Harte-
veld 1 coaBT. NPOAEMOHCTPUPOBAHO, YTO NPUMEHEHNE
JdHananpuna B TeyeHue 3 MecsLEB Y NaLUEHTOB C re-
MOAMHaMUKOW DOHTEHA HE 0Ka3ano CyLWeCTBEHHOrO
BAUSIHUA Ha NMepeHOCMMOCTb GU3MYECKNUX HArpy3oK,
a TakKXe Ha CUCTONMYECKYH MW LUACTONIMYECKYH
dyHKumo EXXC [10]. AHanornyHble AaHHbIE NONYYEHbI
B HE6ONbLWIOM paHLOMU3UPOBAHHOM ABOMHOM clie-
nMom uccnegoBaHuu y naumeHToB ¢ EXXC 1 coxpaHHO#
dpakumeii Bbibpoca nocne onepauun doHteHa [10].

B Haweii rpynne 13 (52%) nayMeHTOB mosaydyanu
npenapatbl 13 rpynnbl MAMN®, B 60/1bLIMHCTBE CNyYaeB
B COCTaBe NOSIMKOMMOHEHTHOM Tepanun XCH.

B-appeHo610KaTOPbl LEMOHCTPUPYIOT KOMMEKC-
HOE MONOXNUTENbHOE BO3LENCTBIUE HA CepLEeYHO-COCY-
auctyto cuctemy npu CH: ynyywaroT CUCTONMYECKYIO
(GyHKLMWIO NeBoro Xenyaouka, npefoTepaLiaoT passu-
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TWe MacTonMyeckon AMCHYHKLMM, CHUKAKT OKCUAa-
TUBHBII CTPECC 3a CYET YMEHbLUEHUS KOHLEHTpaLum
CBOGOAHbIX PafMKanoB, a TakKe MOAYNUPYIOT Helpo-
FOPMOHaNbHYH aKTUBHOCTb, YTO B COBOKYMHOCTM CMO-
co6eTBYeT NpodunakTUke apuTMuUiA U YMEHbLIEHWIO
KJMHNYECKUX MPOABNEHWNII CepAEeYHOI HeJoCcTaTouy-
HocTy [3]. OgHaKo B OTHOLWEHMN 3QPEKTUBHOCTY NpH-
MEeHeHWsi JaHHOW rpynnbl NpenapaToB Yy NauWeHToB C
(QYHKLMOHANbHO eJMHCTBEHHBIM XeNnyA0ukoM cepaLa
B 3KCMEPTHOMN CPefie COXpaHAeTca 3HauYuTeNbHas fuc-
Kyccus, a UMetolmecs faHHble oCTalTCA NPOTMBO-
peunsbiMu [8, 12]. B pa6oTte R. Butts u coaBT. noka-
3aHO, YTO KapBeAusIoN He ynyylan nepeHocMMoCTb
(GM3nYeCKMxX Harpy3oK y NaLMeHTOB C FreMOMHAMUKOIA
(®oHTeHa, a Tak)Xe 0TMeyanocb HesHaYuTenbHOE Mo-
BbllweHne ypoBHa NT-pro-BNP [12]. HanpoTus, B nna-
Le6o-koHTponupyeMom uccnegosanuu N. Ishibashi
W COaBT. MOKa3aHo, YTO Tepanus KapBeguioNOM B
TeyeHne 3 Mecaues y nauumeHToB ¢ EXC ynyywaet
CUCTONUYECKYIO (QYHKLUWIO Xenyfouyka, yMeHblaeT
cumntomMbl CH, Bknoyas nauueHToB ¢ mopdonoru-
eit MK [13]. B Haweit rpynne Kapeeaunon nonyyanu
7 yenoBek (28%). XoTa foka3aTenbCTB 3QPEKTUBHO-
CTW LUIOKCUHA NpU CEpAeYHOl HeJoCTaTOYHOCTM Y
NaLuMeHTOB C reMoMHaMuKoii GoHTeHa HeT, ero npu-
MEeHeHue C LeNblo YMeHblueHns cumntomoB CH npu
CUCTONNYECKOI AUCHYHKLNM CUCTEMHOIO Xenyaouka
OCTaeTcA pacnpoCTPaHEHHOW KIMHMYECKOW MpakTu-
Kot [3]. OgHaKo B cnyyae GYHKLUUOHANBHO eJUHCTBEH-
HOTO XeNy0uKa cepfLa Takas TakTuka He UMeeT Jo-
CTaTOYHbIX OCHOBaHMUI. B HawweM HabnoAeHNN TONbKO
OAMH NaUMEeHT NpY NOCTYNIEHMN MOAYyYan npenapar u3
rPYnnbl CEPAEYHbIX TMKO3UAOB (AUFOKCUH) B CBA3M
C BblpPaXXEHHbIM CHUXXEHUEM COKPaTUTENbHOI Cnoco6-
HOCTKM MUOKapaa eauHcTBeHHoro MXK. Ha doxe npu-
ema npenapaTa npu AUHaMUYECKOM HAOMOAEHUMN He
0TMeYanocb CyL,ecTBEHHbIX U3MEHEHUI NO LaHHbIM
IxoKIl-uccnepnoBaHus, Kpome TOro, y nalueHTa oTMe-
Yanmcb XenygouykoBble HapylleHUs puTMa cepgla, B
CBS134 C YeM npenapart 6b11 0TMeHeH. Ha GoHe nosHoii
OTMEHbI OTPULLIATENBHON AMHAMUKM HE OTMEYanoch.

[vypeTukn no-npexHemy ABAAIOTCS K/OYEBbIM
KOMMOHEHTOM 6a3MCHON Tepanuu CepAeyHON Hepo-
CTaTOYHOCTM y NaLMEHTOB BCeX BO3PACTHbIX rpynn. Ux
KnuHuyeckas 3GPeKTUBHOCTbL MOATBEPXKAEHA KakK Npu
OMBEHTPUKYNAPHOM KPOBOOGPALLEHMH, TaK U Y 60JIb-
HbIX C ANHCTBEHHbIM XeNnyJ04YKOM CepjaLa, 0CNoX-
HEHHbIM CepAieYHON HeJ0CTaTOYHOCTbIO [3, 8].

JuypeTuyeckyto Tepanuio nonyyanu 7 nayueHToB
(28%), y KOTOpbIX UMENN MECTO SIBNEHUs 3acCTOIHOM
CH. PacnpegeneHue npenapaToB NPoLeMOHCTPUPOBa-
HO B Tabnuue 2.
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CTomT 06paTUTb BHMMaHMe, YTO NaLUeHTaM C remo-
AuHaMuKoi ®oHTeHa HeobxoauM 6onee TULaTenbHbIi
nof6op f[03bl, MEANEHHAsA TUTPaLMa U perynsipHoe
HabnoeHne Npyu HasHauYeHUM nNpenapartos, obnaga-
IOLLMX TMNOTEH3UBHbIM 3hdeKToM, Befjb HECMOTPS Ha
TO 4TO ANypeTuyeckas Tepanus Nomoraet 06nerynTb
CMMMNTOMbI 3aCTOS NPW CUCTONMYECKON U fmacTonnye-
CKOIi cepAeyHon HeAoCTaTOYHOCTH, OHa TaKXKe MOXEeT
MPUBECTU K CHWXEHWUIO CEpAEYHOro Bbibpoca M3-3a
yMeHblLEeHUs NpeaHarpysku [8, 14].

MpMMeHeHNe aHTaroOHUCTOB aNnbA0CTEPOHA ONpaB-
[laHO B COCTaBe MONUKOMMOHEHTHoI Tepanuu CH [3].
Kpome Toro, cywiecTBytoT HebonbLune cepun uccneso-
BaHMWIA, B KOTOPbIX MOKA3aHO NOMOXUTENbHOE BIMSHUE
BbICOKMX 03 CMUPOHONAKTOHA Y NaLWUEHTOB C Femo-
AnHaMukon GoHTeHa U 6enoKTepsaioLLeld IHTeponaTm-
eit [15-17]. NMpenapaTbl U3 rpynnbl aHTaroHUCTOB aslb-
poctepoHa nonyyanu 11 naymeHTtoB (44%).

Ocobblii MHTEpec Bbi3biBaeT MPUMEHEHMe npe-
napaToB U3 rpynmnbl UHTMOMTOPOB HATPUIA-TIIOKO3HO-
ro KoTpaHcnopTepa-2 U aHTaroOHUCTOB peLenTopoB
aHrmoTeH3nHa |l B KOMOGMHALKUM C UHTUOUTOPOM He-
NpUAU3NHA Y NALMEHTOB C reMofnMHamukoi GoHTeHa.
N3BecTHO, 4TO NpenapaTbl U3 AaHHbIX FPyNn fOKasa-
nn cBOK 3Q(EKTUBHOCTb M 6€30MacHOCTb Y NauueH-
TOB C 3aCTOIHOI CepAevyHONn HeAOoCTaTOYHOCTbIO W
OGUBEHTPUKYNAPHOW reMoanMHaMuKoi. lMpumeHeHue
MHIMBUTOPOB HaTPUIA-TIOKO3HOrO KOTpaHCnopTepa-2
B rpynne nauueHTOB C reMoAuHaMuKoi oHTeHa ak-
TUBHO U3yyaeTcs. B HacToswee BpeMsi ony6MKOBaHbI
e MHWUYHbIEe paboTbl N0 NPUMEHEHMIO UHTMOUTOPOB Ha-
TPWUIA-TNIOKO3HOIO0 KOTpaHCNopTepa-2 y NaLUeHTOB C
remognHamukoit GoHteHa [18-21]. B uccnegosaHuu
S.S. Gaydo 1 coaBT., Kyf,a 6bin BKOYEHbl 25 nayuen-
TOB C reMoAnHamunkoit GoHTeHa, KOTopble nosyyanu
MHIMOUTOPbI HAaTPUIA-TNIIOKO3HOMO KOTPaHCNopTepa-2,
nokasaHa 6e30MacHOCTb W XopoLas NepeHoCMMOCTb
AaHHOI rpynnbl npenapaToB, OAHAKO NPU CPaBHEHUM
9TUX MaLWeHTOB JO W MOCne Tepanuu UHrMGUTOpamm
HaTPWIi-TNIIOKO3HOr0 KOTpPaHCnopTepa-2 He 6b110 Bbl-
SIBNEHO CYLLECTBEHHbIX U3MEHEHUI B QYHKLMN Xeny-
[0YKOB, NabopaTopHbIE UCCNeA0BaHNA He noKasanu
CYLLECTBEHHbIX U3MEHEHWI B YPOBHE HATPUS, FNTHOKO-
3bl UK remMaToKpuTa B CbIBOPOTKE KPOBM, @ Takxe
He 6blNo0 BbIABMEHO U3MEHEHUN GYHKLUOHANbHOIO
knacca XCH (NYHA) B npegenax koropTbi [19]. B uc-
cnepoBaHuu P. Skorek n coaBT. 17 nayMeHTOB C reMo-
AnHaMukoit GoHTeHa nonyyanu UHrM6UTOPbI HaTpUit-
TMIOKO3HOr0 KOTpaHcnopTepa-2 — TakXe He 6blno
BbISIBNEHO MO60YHbIX 3hdekToB. Kpome TOro, Habnoaa-
NOCb YBENUYEHWe noKasaTens NMKOBOro notTpebneHus
kucnopoga (VO, max) no AaHHbIM 3procnupomMeTpumn
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3a nepuog HabnoaeHus [21]. B He6onblioM uccneno-
BaHuUKM J. Muneuchi 1 coaBT. TakXe NPOAEMOHCTPUPO-
BaHa 3G (HeKTMBHOCTb M 6€30MacHOCTb NPUMEHEHMA
HaTPUIA-rNIOKO3HOM0 KOTpaHcnopTepa-2 y B3pOC/biX
nayueHToB ¢ reMofmHaMukoit doHtena [20].

Mbl ucnonb3oBanu npenapat U3 rpynnbl UHIM6U-
TOPOB HATPWIA-TNIIOKO3HOrO KOTpaHcnopTepa-2 (pa-
narnudnosuH) B ABYyx cnydasx (8%). Mpenapat 6bin
Ha3HayYeH B CBS3M C MPOrPecCUpYIOLLEN CEPAEYHON He-
LOCTaTOYHOCTbIO, TPEBYIOLLEl YCUITEHNA CTaHLapPTHOM
MeAnKameHTO3HON Tepanun XCH. B oboux cnyyasx
MMeN MEeCcTO CUCTEMHbII NpaBbli Xenyaouek.

B nepsoM cnyyae ganarnu@nosuH HasHayeH B BO3-
pacte 17 net: ®B cucTeMHOro NpaBoro Xenygouka no
AaHHbIM 9xoKI (Simpson) fo HasHayeHus panarnu-
¢dnosnHa coctaeuna 40%, FAC 28%, TAPSE 13,5 mm.
Bo BTOpoM cnyyae sanarnunosuH HasHayeH B BO3-
pacTe 16 net: ®B e MHCTBEHHOrO NPaBOro XenyAouKka
coctasuna 20%, FAC 15%, TAPSE 8 MM, kpoMe TOro, No
pesynbTaTaM ynbTpa3BykoBOro uccnegosanus (Y3W)
OpraHoB GpPIOLLIHOI NONOCTM U MaNoro Tasa BbiBNEHbI
npusHakn acumta (okono 500 mn). Lanarnudnosut
Obln HasHayeH C MOCTENEHHOW TUTpauueil Jo3bl Ao
0,2 Mr/xr B cyTKu. B 060oux cnyyasx mMbl He Habnoaa-
NN pa3BUTUS NO6OYHBIX IPHEKTOB NpU CPeSHEM CPO-
Ke HabnoaeHns 3,5 mecaua, Takxe 6bina 0TMeYeHa
Xopolwas nepeHoOCUMOCTb mpenapaTa. o faHHbIM
IxoKT-uccnegoBanusa y 060MxX MaLueHTOB OTMeYeHa
MWHWUManbHas NOMOXUTENbHAA JUHAMUKa Ha QoHe
MONIMKOMMOHeHToI Tepanuu XCH, Bkntoyas ganarnug-
NO3WH: B NepBOM ciyyae nosbiwenne ®B EXC (Simp-
son) Ao 46%, FAC 30%, Bo BTOPOM CNyyae noBblLIeHNe
®B EXC (Simpson) go 24%, FAC po 17%, Takxe BO
BTOPOM Clyyae OTMeuYeHa NoNoXuTenbHas AuHammnka
Mo AaHHbIM Y3W opraHoB GpIOLLIHOI MONOCTM U Manoro
Tasa B BUJE CHIXeHUst 06beMa CBOGOAHOM XUAKOCTH
A0 300 Mn 6e3 HapacTaHus B AMHaMuKe. Y 060uMX nauu-
EHTOB COXPaHSINMCh Xanobbl Ha CHUXEHNE ToNepaHT-
HocTu K ®H 6e3 cyLecTBEHHON AUHAMUKM.

B HacToslee BpeMs MMEOTCA eAUHUYHbIE UCCIe-
LOBaHUS, NOCBALWEHHbIE NPUMEHEHMIO caKybuTpuna/
BaficapTaHa, KOTopble JeMOHCTPUPYIOT 6€30MacHOCTb
¥ MepeHoCMMOCTb Mpenapara y AeTeil C reMoagnHaMu-
Koit doHTeHa [22]. Takxe B uccnegosanuu E. Sanders.
¥ COaBT. OMUCAH ONbIT NPUMEHEeHUs cakybuTpuna/san-
capTaHa ¥ NpPOLEMOHCTPUPOBAHO KIUHWUYECKOE ynyY-
weHue y 3 nauMeHToB C reMoguHamukon GoHTeHa
6enokTepsolLeit aHTeponaTueil [23]. B Haweii rpynne
cakybuTpun/BancapTaH nonydyanu 2 yenoseka (8%).

B nepBom cnyyae npenapat 6bia1 Ha3HayeH pebdeH-
Ky C ABYNPUTOYHbIM HepuddepeHumpoBaHHbiM EXC
nocne onepauun ®oHTeHa, BbINOIHEHHON B BO3pacTe
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2 rofa 9 mecaueB, U 6eNOKTepPAKOLWEN JHTeponaTuen.
benokTepstowas aHTeponatus 6bina AMarHOCTMPOBa-
Ha B Bo3pacTe 3 neT (0TMeyanuch reHepanu3oBaHHble
0TeKU, N0 1abopaToOPHbIM JaHHbIM CHUXEHUE YPOB-
Hs1 obuiero 6enka Ao 36 r/n u anbbymuHa o 27 r/n,
MoBblEeHMe YPOBHA anbda-1-aHTUTpUNCUHa bonee
2250 mr/n, ®B EXC no gaHHbiM 9xoKI cocTaBnsina
49%). Y naumeHTa 6bI11 UCKNIOYEHbI CTEHO3 KABOMYb-
MOHa/IbHOro aHacToMo3a, AeGopmaLumn Uim cyxeHue
NEroyYHbIX apTepuii n BeH. HecMoTpsa Ha ONTUManbHyo
MefMKameHTO3HYto Tepanuio CH, JTAT-cneyuduyeckyto
Tepanuio, a Takxe Tepanuo npenapaTtoM U3 rpynnbl
FKC pns nepopanbHOro npumMeHeHus (6ygecoHus) no-
NOXWTEeNbHOW AUHAMUKKU He OTMevanocb. BnepBble
nalueHT rocnuTanuaupoBaH B Haw LleHTp B BO3pac-
Te 8 net. YunTbiBas 3HaYUMYyt0 rMnoanbbyMuHemmio,
Hanuuyue OTEKOB, @ TAKXKEe CHUXEHUe COKpaTUTENbHOM
cnoco6HocTi Muokapga EXXC naymeHTy 6bin HasHayeH
cakybuTpusi/BancapTaH C MOCTENEHHO MeANeHHO
TUTpaumen fo3sbl Ao 1,1 MI/Kr B CYTKK, Nepej Hayanom
Tepanuu npenapaTom K3 rpynnsl APHU 6bin npoBefeH
36-4yacoBoi Nepnoj OTMEHbI dHananpuna.

Mpn HabnOAEHUM B TeYeHne 6 MecsaLleB Ha QOHe
KOMMNNEKCHOW Tepanuu, BKtoYas cakybutpun/sancap-
TaH, y JaHHOro nauueHTa oTMeyYeHa NoNoXUTeNbHas
ANHaMKKa B BUAE YMEHbLUEHUS CUMNTOMOB 3abone-
BaHUsA, HOpManusauun ypoBHA obuiero 6esika u anb-
oymuHa (o6wuii 6enok 72,56 r/n, anbbymun 47 r/n),
YTO MO3BOJIUNO CHU3UTb [03Y AUypeTuKoB. Kpome
TOro, No gaHHbiM IxoKl-uccnegoBaHua oTmevanachb
HOpManusauus coKpaTUTENbHOW cnocobHocTu EXC
(49% — 57%).

Bo BTOpOM cniyyae caky6uTpuii/BancapTaH HasHa-
YyeH nauueHTty 15 net ¢ remoanHamukoi GoHTeHa u
€AVHCTBEHHbIM NEBbIM XeNy[04KOM B CBSA3M C Mpo-
FPECCUPYIOLLMM CHUXEHMEM COKpaTUTENbHOI crno-
COBHOCTW MUOKapAa eAMHCTBEHHOrO Xenyaoyka (OB
EXC (Simpson) 40%), )ano6amu Ha 6bICTPYO yTOMIIS-
eMOCTb, OfblLIKY NpW GU3NYEeCKOi Harpyske Ha doHe
NoNMKOMMNOHEeHTHOI Tepanuu XCH. lMpenapaTt HasHa-
yancs ¢ MefiIeHHOl TUTpaLuneit Jo3bl f0 1 MI/Kr B CYT-
ku. MNepepn Havanom Tepanuu npenapaTtoM W3 rpynnbl
APHW 6bin npoBefeH 36-4acoBOi Nepuoj OTMEHbI
3Hananpuna. Mpn AMHaAMMYeCKOM HabMOAEHUN B Te-
YeHue 6 MecsLleB 0TMevanacb nosioXuTenbHas fuHa-
MWUKa B BUAE yNyylleHUs CaMOYyBCTBUS, yBENMYEHUs
TONEpPaHTHOCTK K GU3MYeCKUM Harpyskam, yBenuye-
HUSA COKpaTUTENbHOI cnocobHocTU Muokapaa EXXC no
AaHHbIM IXoKI (OB EXC (Simpson) 40% — 48%).

CTOUT OTMETUTb, YTO NauueHTbl nonyyanu gana-
rMMdnosuH unu cakybutpun/BancaptaH B cocTaBe
KomnnekcHoii Tepanuu XCH, B cBSi3n ¢ YeM JoCTOBEp-
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HO OLLeHUTb 3G PEKT KOHKPETHOro Npenaparta He npea-
CTaBNsAnoCb BO3MOXHbIM. W BCe e nocne fobasne-
HMA AaHHbIX nNpenapaToB K 6a3oBoii Tepanun XCH
Mbl He OTMeyanu No6ouHbIx ahdekToB, 601ee TOro,
Habnofanacb ctabunusaLus CoCTOAHUA MO KIUHNYe-
CKMM [aHHbIM, NaLMeHTbl OTMeYanu XopoLuyr nepe-
HOCMMOCTb npenaparos.

B gaHHoili cTaTbe Mbl COCPEA0TOUNIUCH UCKNIOYM-
TeNbHO Ha Tepanuu XpPOHWYECKOI CepAeyHoii Hepo-
CTaTOYHOCTM, OCTABNAS 3a paMKaMu 06CyXaeHue ne-
YeHUs OCNTIOXXHEHWIA U CONYTCTBYHOLMX 3a60/1EBAHMUIA.

3AKAHOYEHUE

B cTaTbe 0606L1eHbl COBPEMEHHbIE laHHbIE O CTpPa-
Terum MegMKaMeHTO3HOM Tepanuu CepLeyHon Hepao-
CTaTOYHOCTU y MaLMeHTOB C remognMHaMukoi QoHTe-
Ha, a TaKXe NPOAEMOHCTPUPOBAH OMbIT NPUMEHEHMS
npenapaTtoB U3 rpynn WHIMOGMTOPOB HaTPMIA-TNIOKO3-
HOro KoTpaHcnopTepa-2 M aHTaroHWCTOB peLenTo-
pOB aHrMOTEH3MHA Il B KOM6UHALUM C UHTUOUTOPOM
HenpunuauHa. MHAMBMAYaNU3MpPOBaHHbIA NOAX04 K
NeYeHUto, NPUMEHEHNE COBPEMEHHBIX hapMaKoo-
TMYECKNX CPeLCTB U MOCTOAHHOE MOHUTOPUPOBaHKE
COCTOSIHMSI MaLMEHTOB C reMoamHaMmukon OoHTeHa
ABNIAOTCA OCHOBOWA YCMELWHON Tepanun B 3TOI CIOX-
HOW KJIMHMYeCKoIli rpynne. Heob6xoauMbl fanbHeiiwne
nccnepoBaHua ANS YTOYHEHMS ONTUMaNbHbIX CTpaTe-
Tl NeYeHUs W yNyJYLWEHNUs NPOrHO30B ANA 3TUX Nauu-
€HTOB.

AONOAHUTEAbHAA UHOOPMALUA

Bknap, aBTOpOB. Bce aBTOpbI BHEC/IN CYLECTBEH-
HbI/ BKNaj B pa3paboTKy KOHLeNLuu, NpoBefeHue uc-

OPUTUHANDHDBIE CTATbH

CnefoBaHMa M NOArOTOBKY CTaTbW, MPOYNN U 0J06pU-
nn GUHaNbHY BEPCULO Nepes nybinkauueil.

KoHdnuKT MHTepecoB. ABTOPbI LEKNapuUpyrT 0T-
CYTCTBME ABHbIX U NOTEHLMNANbHbIX KOHPIUKTOB UHTE-
PECOB, CBA3aHHbIX C Ny6aMKaLMeN HAaCTOAL el CTaTb.

McToyHnk ¢puHaHCUpOBaHMA: B pamKax rocygap-
CTBEHHOrO 3ajaHus «PaspaboTka HoBOro ayTonniacTu-
YECKOro MeTof,a XMpypruyeckoro IeYeHnsi KoapkTaLuum
aopTbl B COYETAHWU C runonnasmeii fucTanbHOM yactu
aopThbl y feTell paHHEero Bo3pacTta C BPOXAEHHbIM Mo-
POKOM neBbIxX 0TAeN0B cepaua» N2 056-000081-25-00.

WHdopmupoBaHHoe coriacue Ha nybaukaumio.
ABTOpbI MOMYYMNU NUCbMEHHOE COrNacue 3aKOHHbIX
npeAcTaBUTENel NaUWEHTOB Ha Ny6AUKaLUI Mepu-
LIMHCKMX JaHHbIX.
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