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AHHOTAULMUSA

I'mnepTtpodmyeckas kapgnomuonatusa (FTKMIM) npepctaBnsieT cobol reHeTUdYecku AeTepMUHMpPOBaHHOE 3aboneBaHve C
BbICOKOW pacnpoCcTpaHeHHOCTbo U MaHudecTaumen B BospacTte 30—40 net. B HacTosiLee Bpemsi Hanbonee achbdeKTUBHLIMU
METoAaMU NeYEHUs ABMSAOTCA paclUMpEeHHass MUO3KTOMKSA U cenTanbHas MMoakTomus no Morrow. OgHako Hanuymne YacTtbIX
nocrneonepaLmoHHbIX OCIIOXHEHWI N OFPaHNYEHNI K NPUMEHEHNIO AaHHbIX METOA0B Y HEKOTOPLIX FPYNM NauneHTOB SABNSETCA
NPUYMHONM AN YCOBEPLUEHCTBOBAHUSI MMEKOLLUXCHA CNOCOOOB NeYeHus, a Takke Nomncka HOBbIX (hapMakorormyeckmx noaxo-
poB. OgHuM u3 Hanbonee NepCneKTUBHbLIX HaMpaBEHU KOHCEPBATMBHOW Tepanun NpeacTaBnaeTcs n3yyeHue cneuudude-
CKOrO HU3KOMOIEKYISAPHOIO anfiocTepmnyeckoro MHrMbuTopa MnoanH-ageHo3nHTpudocdoTassl (MaBakamteHa). KnuHuueckne
uccnenoBaHns adEKTUBHOCTM U 6e30nacHOCTM 3TOro Npenapara NpoAoSKalTCs Mo CEN AEHb, U NPU YCNELLHOM MX 3aBep-
LLIEHUN OH MOXET ObITb BKIOYEH B NpoToKoNn dpapmakotepanum FKMI.

KntoueBble cnoBa: FVII'IeprOd)VI‘-IeCKaﬂ KapanomMuonaTua, centalnbHaa MUO3KTOMUA, paclunmpeHHasa MUO3KTOMUA,
cnupToBasa cenTtanbHasa abnauus, maBakamTeH.
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Abstract

Hypertrophic cardiomyopathy (HCM) is a genetically determined disease with a high prevalence and manifestation at the age
of 30—40 years. Currently available most effective treatments are extended myectomy and Morrow septal myectomy. However,
the frequent occurrence of postoperative complications and restrictions to the use of these methods in certain groups of patients
provides rationale for the improvement of the existing treatment methods and search for new pharmacological approaches.
One of the most promising areas of conservative therapy is the study of a specific small-molecule allosteric inhibitor of myosin-
adenosine triphosphatase (mavacamten). Clinical studies of the efficacy and safety of this drug continue to this day, and if they
are successfully completed, the drug may be included in the pharmacotherapy protocol for HCM.
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BBepgeHue

Bonpoc usyyeHusi kapavomuonatuini U Ux MOSIOKEHUS B
CTPYKTYpe cepaeyHO-CoCyaucTbiX 3aboneBaHuin Ao HacTos-
LLIero BPEMEHN OCTaETCH OTKPbITbIM. JTO 0OBbACHAETCA po-
CTOM KOnu4yecTBa NauneHToB C pasnuyHbiMu hopmamu Kap-
AVoMUONaTuin, OTCYTCTBMEM MATOrHOMOHWYHBIX MPU3HAKOB
3aboneBaHus, a Takke CylecTBEHHbIM HebrnaronpusaTHbIM
BMMSHMEM NaTONMOMMM Ha KavyecTBO XM3HM OOnbHbIX IiO-
aen [1]. 3a nocnegHue rogbl KONUMYeCTBO MHopMauun o6
3Tuornornm, ocobeHHOCTAX naToreHesa, KIMMHUYECKON KapTu-
Hbl, ANArHOCTUKN 1 METOAAX Nle4eHns JaHHoro 3aboneBaHns
CTPEMUTENBHO YBENMYMBANOCh, YTO MPUBENO K Heobxoau-
MOCTW MOCTOSIHHOIO YCOBEPLUEHCTBOBAHMSA UM OGHOBMEHWS
CYyLLECTBYIOLMX Knaccudpmkaumm n noHstui. OgHako npo-
OOIMKEHNE BCECTOPOHHEro W3y4YeHusl, MOUCK U BHegpeHue
HOBbIX METOAO0B paHHEeW AMarHOCTUKKM, a Takke adpdeKkTmB-
HOW Tepanuu KapguoMuonaTui, HanpaBneHHOW He TOMbKO
Ha CUMMTOMAaTUYeckoe, HO U Ha NaToreHeTUYEeCKoe 3BEHbS
3aboneBaHus, No-NpPeXHeMy NpeacTaBnsieT 3HAYUTENbHbIV
TEOPETUYECKMI N NPAKTUYECKNIA UHTEPEC.

Haunbonee pacnpocTtpaHeHHOW ¢hopMOKr Kapauomuona-
TUK siBnsieTcs rmnepTpoduyeckas kapgunommonatus (FTKMIT).
[daHHoe 3aboneBaHne pacnpocTpaHeHO MOBCEMECTHO W
MOXeT MaHudecTMpoBaTb B abconoTHo nbom nepuoae
XKW3HW, MpY 3TOM CPefHMM BO3PacTOM YCTaHOBMEHUS] AaH-
Horo gnarHo3a cuutatoT 30—40 net. YacTtoTta BCTpeyaemocTu
"KMI B nonynsauuu coctaenset 1 : 500 [1].

"KMI1 oTHocKTCA K rpynne nepBUYHbIX KapavomMuonaTuim
W valle BCero SABMSIETCA CNEACTBMEM MyTaLuUi B reHax, Ko-
avipyrowmx 6enkn capkomepa. B 1958 r. D. Teare u coasrT.
onpegenunu NKMI kak cemenHoe 3aboneBaHne Muokapaa
C BbICOKUM PWCKOM pasBWUTUS BHE3anHOW CMepTu U Bapua-
©enbHON BbIPAXEHHOCTBIO KIMMHUYECKMX CUMMMTOMOB [2, 3].
B 1960 r. A. Hollman v coaBT. BnepBble YyNOMSHYNU reHeTnye-
CKYI0 AeTEPMUHMPOBAHHOCTL 3aboneBaHus, ogHako ele 60-
nee 20 net atuonorusa N'KMI octaBanack 0o KOHLUA He ycTa-
HoBneHHon [4]. C pa3BUTMEM MONEKYyNApPHO-reHeTUYECKOro
aHanu3a cuTyauusi uameHunacb, 1 yxe B 1989 r. onybnu-
KOBaHbl pe3ynbraTbl UccnefoBaHns GomnbLIO pOACTBEHHON
rpynmbl, cocTosiBLLEn 13 96 YernoBek 1 oxeaTbiBatoLwen 4 no-
KOmeHusl, B xofe KoToporo Obin obHapyXeH nepBbIil reHeTu-
yeckuir nokyc (14q1), cBsi3aHHbIN ¢ BO3HWMKHOBEHNEM TKMIT
[5]. Mo3xe S.D. Solomon n coaBT. NpOBENY AOMOMHNUTESNbHbIE
uccrnefoBaHnst Ha 6ase TOM e CembM, YTO MO3BOMNWMO Cy-
3UTb acCOLUMMPOBAHHYI0 FEHOMHYH 0bracTb, OrpaHuWYvB ee
nokycom 14q11-12,8. Takum obpasom, Obina onpeneneHa
noTeHumManbHasa 3TMonornyeckas ponb aHoManuu B OByX re-
Hax, KogupyoLwmx Taxensle Lenu mmosnHa: MYH6 n MYH7
[6]. Mo3xe B 1990 r. 6GbINM ONy6nMKOBaHbI pe3ynbraThl Ha-
OntofeHns ToW Xe rpynnbl yY4eHbIX, NPOAEMOHCTPUPOBABLUNE
reHeTuyeckyto reteporeHHocTe TKMIT B cBA3M ¢ 0GHapyxe-
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HUEM OTKNOHEHWU B 0603HAYEHHOM JTOKyCe TOMnbKo B 2 13 4
nopaxKeHHbIX CeMeln, Noa4YepKMBas CyLLeCTBOBaHNE ansrep-
HaTUBHbIX FTEHETUYECKMX NMPUYMH B ApYrux nokycax [7].

B nocnepytowime rogbl AaHHbIE O FEHETUYECKMX AeTep-
MuHaHTax KMl nocteneHHo Hakannueanucb. B TeveHne
OEeCATUNETUS pasnuMYHbIMK MCCneaoBaTeNnbLCKUMN rpynnamm
Obina ycTaHOBMEHa ponb MyTauuii B CeMU AONMOMHUTENbHbIX
CapKOMEpPHbIX FeHax, HEONPOBEPXKMNMO CBSI3aHHbIX C pas3Bu-
Tvem FKMIM (MYBPC3, TNNT2, TPM1, MYL2, MYL3, TNNI3,
ACTCT1) [6-15, 17].

HecmoTpa Ha TO, 4YTO AedeKTbl reHOB, OTBEYaKLLMX 3a
pasBMTUE CapKoMepa 1 accoumnMpoBaHHbIX 6enkoB, ABNAT-
cs Hanbonee yactbiMu npuyanHamn FKMI, 15 gpyrmx reHos,
Bkntoyas reHbl RAS-natum, Takne kak PTPN11 n RAF1, reHsl
MUTOXOHApUanbHbIX 6onesHel, 6GenkoB UMTOCKEneTa, dak-
TOPOB TPAHCKPUMNUUK, TMMKOrEHHbIX 3aboneBaHun (6onesHb
HaHoHa, Momne, ®abpn) n apyrve, Gbinu knaccuduumnpo-
BaHbl KaK BNUSIOLLME HA pa3BUTME COCTOSIHWUI, NPU KOTOPbIX
MoxeT HabrogaTteca FKMIM [18].

Taknum obpasom, ycTtaHoBrieHbl Gonee 20 pasnmyHbIX
reHoB u 6onee 1400 myTtauwi, Hanboree 4acTo WHOYUU-
pytowmnx passutne KM, Y Gonbliei 4actu naumeHToB
3aboneBaHve HacnegyeTcs Nno ayTOCOMHO-AOMUHaHTHOMY
UMY, @ MyTauun BbISBMSKOTCA B OQHOM M3 8 OCHOBHbIX re-
HOB, KOOMPYIOLWMX pasnuyHblie KOMMOHEHTblI capkomepa 1
capkomepHbIx 6enkoB: MYH7 (14-s xpomocoma) — Tskenas
uenb B-muosunHa; TNNI3 (19-9 xpomocoma) — kapavanbHbIN
TponoHuH |; TNNT2 (1-a xpomocoma) — KapauanbHbIA Tpo-
noHuH T; ACTC (15-a xpomocoma) — a-kapAananbHbIA akTWH;
TPM1 (15-a xpomocoma) — a-TponomuosvH, MYBCP3 (11-5
XPOMOCOMa) — KapanarbHbIi MMO3VHCBSA3bIBaIOLLMIA NPOTENH
C; MYL3 (3-5 xpomocoma) — OCHOBHas nerkas Lenb Mnosu-
Ha; MYL2 (12-a xpomocoma) — perynstopHasi nerkas uenb
MunosuHa [19].

Ha cerogHsWHWA OeHb reHeTudeckas naHenb Ans Au-
arHoctukn KM B cneumanunsupoBaHHbIX nabopaTtopmsx
BKMo4YaeT 118 reHoB, a YCTAHOBMEHHbIA MOMOXUTENbHbIN
pesynstaT UCCNefoBaHWs SABMASETCA CTOMNPOLEHTHbIM Moa-
TBEPXXOEHMEM guarHo3a. TeM He MeHee oTpuLaTenbHbIN pe-
3ynbTaT He MCKINoYaeT BO3MOXHOCTb Hanm4ms 3abonesaHus,
TaK Kak YyeTkas Koppensaums Mexay reHeTM4ecknm gedeKkTom
1 COOTBETCTBYHOLLMM (heHoTMNOoM 3aboneBaHns He YCTaHOB-
neHa. YacTtorta nposiBNEHU, pacnpoCcTpaHEHHOCTb U hopma
rmnepTponn NMEIT 3HAYNTENBHYH BapuabenbHOCTb Aaxe
y 1y, C naeHTuyHon myTtaumen [18].

OcHoBow natoreHesa KM, cBasaHHOM € gedekTamm
reHOB CapkoMmepa W CapKOMEpHbIX MPOTEUHOB, Hanbonee
4YacTo ABMNSETCH MOBbILWEHHAs YyBCTBUTENbHOCTb MUodmna-
MEHTOB K MOHaM KanbLus, YTO B CBOW Ovepedb npuBoauT
K HapyLUEHWIO KarnbLMeBOro romeoctasa Ha YpOBHe CapKo-
Mepa. B pesynsrarte cuna MbILLEYHOrO COKpalleHus B ¢asy
CUCTOMbI N 3HepreTmyeckas NoTpebHOCTb yBenuuueBaeTcs, a
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CnocobHOCTb K MOMHOLEHHOMY paccnabnexuio B a3y ava-
CTOMbl YMEHbLUAETCs. 3TN NPOLLECChl MPUBOANAT K akTMBaLum
nporpaMMm rMnepTpogm4eckoro pocrta n cuHtesa ambpuo-
HanbHbIX (POPM CapKOMEPHbIX MPOTENHOB, YTO U Bbi3blBAET
pa3BuTHE MOPEONOrMYECKNX N3MEHEHU, SBNSIOUXCH OC-
HoBow 3abonesanus [1].

Ha cerogHAWwWHWA OeHb ogHUM M3 Hambonee addek-
TMBHbIX MeTogoB Tepanuu KMIT no-npexHemy ocTtaetcs
Xvpyprudeckuii. Tak, y naumMeHToB C OBCTPYKTUBHON dop-
mow TKMI npy aopTo-Xenyao4ykoBOoM rpaaveHTe AaBneHns
50 mm pT. CT. u Gonee, a Takke ¢ -1V dyHKLMOHaANBHBIM
knaccom cepgeyHon HegoctatodHocTn (NYHA) «30moTbim
CTaH4apTOM» CYMTAIOT CenTanbHyl0 MMOdKTOMMIO No Morrow
[1]. OcHoBHOM LEeNbIO AAHHOTO MeToAa SABNAETCA YMEHbLUe-
HMe TOMWUHBLI TMNepTPOodUPOBAHHOIO MMOKapaa, CHXeHe
rpagueHTa CUCTONMYECKOrO AaBMNeHNs U pucka BO3HUKHOBE-
HWS1 BHE3arnHon cepaeyHon cmepTu. B xoge onepaummn nocne
npoBedeHus TpaHcaopTanbHOro A4oCTyna Npov3BoanNTCS pe-
3€KUMSE OCHOBAHUS MbILLEYHOIO MaccmBa MeXOKenyao4KkoBomn
neperopogku (MXI1). Hegoctatkamn TpaHcaopTanbHOW Mu-
O3KTOMUN ABNSAKTCS OTCYTCTBME AOCTATOMHOrO BM3YyarbHO-
ro KOHTPOMs afeKBaTHOCTU MCCEeYEHMS 30HbI rMnepTpodumn
M>KTT 1 BbICOKMI pUCK pa3BUTWSA NOMHOW aTPUOBEHTPUKYNAP-
Hou (AB) 6rniokaab! (8o 10%) ¢ Heo6XxoAMMOCTbIO MMMNNaHTa-
Lnn NOCTOSHHOTO anekTpokapanocTumynsTtopa (3KC) [20].

B npakTnke akTMBHO NCMOMb3yeTCs paclUMpPEHHas MUOJK-
TOMUS, KOTOpas, MOMUMO pe3eKunn rmnepTpoUpoOBaHHOIO
yyactka MXKT1, BknmoYaeT ykopodeHwe nepefHent CTBOPKM
MUTPanbHOro KrnanaHa B pesynesrate CO3fjaHns B ee OCHOBa-
HWW FTOPU3OHTArNbHOM CKNaaKvM U UCCeYeHe aHOMarbHO Npu-
KPenneHHbIX rMnepTpoUPOBaHHbLIX NaNUNNSAPHBLIX MbILLL,.
CenTanbHas MUO3KTOMUSA U paclUMpeHHas MUOIKTOMUSA pe-
KOMEHAOBaHbI Npu runepTpodun cybaoptanbHOro, cpegHe-
Xenyao4koBoro v anvkanbHoro otgenos MXKT1 [1].

Mpn yBenuyeHun rpagueHTa AaBneHWs B BbIXOAHOM
TpaKTe NeBoro Xenyaoyka v Ha ypoBHE CepAeYHON YacTu ero
MONoCTV BO3MOXHO pacLuMpeHne MUOIKTOMUN A0 CepeaunHbI
NonocTy NEeBOro Xenygodka v BOKPYr NanunnspHbIX MbILLL,
HO JaHHble O JONroCpOYHOM 3dhdekTe Takoro noaxopa OT-
cyTcTByloT. B Takom cnydae mHorga ncnonb3ytoTca KoMou-
HMPOBaHHbIE TpaHCanuKanbHbI W TpPaHCAOPTamnbHbIA WK
NpaBoOXenyAoyKoBbIA M TpaHcaopTanbHbln goctynsl [1, 21].
Y nauveHTOB MOoOAOro Bo3pacta Co CpeaHexenyaoyKkoBoWn
o6eTpykTmueHon TKMIT npu ycnoBum OTCyTCTBUSA SBHBIX @HO-
Manui MMTPanbHOro KnamnaHa B KayeCTBE CHWXEHWUs pucka
pa3suTus AB-6rnokagbl pekomeHayeTca NCnonb3oBaTb TpaH-
CBEHTPUKYNSAPHBIN U TpaHcnpeacepaHbli 4OCTYNbI [22].

OpHako y HEeKOTOpbIX MauMeHTOB MPUCYTCTBYIOT Takue
OTHOCUTErbHbIE UM aBCOMNTHBIE NPOTUBOMOKAa3aHWs K Npo-
BEOEHWIO XMPYPrMyeckoro BMeLLaTenbCTBa, Kak MNOXMWIIOoN
BO3pAacCT W1 KapAMoOXnpypruyeckme onepaumm B aHamHese.
B kavectBe ansrepHaTuBbl MMO3KTOMMM B 90-X rogax Gbina
npeanoXxeHa MeTOAMKA YPECKOXHOW CMMPTOBOW cenTarib-
Hou abnaumm (CCA). MNMokasaHnsmMu k npoueaype sBNstTCA
rpagveHT OaBrneHns Ha ypoBHE BbIHOCSLLIEro oTaena nesoro
xenygodka (BOJDK) 30-50 mm pt. cT. B nokoe mnu 6onee
50-60 MM pT. CT. MpK Harpyske, a TaKkKe Hanu4Me CUMMTO-
MOB, CYLLECTBEHHO CHWKAIOLWMX KaYeCTBO XW3HW NauueH-
TOB N pedpakTepHbIX K ONTUMAarbHOW MegMKaMEeHTO3HON
Tepanun [23]. [JaHHbIA MEeToA 3aKNio4yaeTcsl B BBEOEHUN B
cenTanbHy BETBb NEpeaHen HUCXOAsILENn KOPOHAPHOM ap-
Tepun 13 mn 96% aTunoBoro cnupTta ¢ pa3BUTUEM OTHOCU-
TernbHO OrpPaHNMYEeHHOro, YNpaBnAeMoro MHgapkTa Muokap-
aa MXIT. Ons yBenuyeHua 4acToTbl yCNeLHbIX npoueayp

N CHWXeHUs pasmepa nHdapkTa NpPOBOAMTCH KOHTpacTHas
axokapauorpadms Muokapga, ¢ NOMOLLbI0 KOTOPOW onpe-
aensitoT BblIbop Leneson centanbHow aptepuun. B kadectse
ansTepHaTVBHOW HaBurauum MOXHO WUCMONb30BaTb CHWDKE-
Hue rpagueHTa aaeneHusa B BOJDK npyn BpemMeHHON OKknto-
3un cenTtanbHoW BeTBU GannoHom. B Havane nposeaeHus
CCA nauueHTy yCTaHaBnMBaeTCsd BPEMEHHbIN KapanocTu-
MynSTOp, KOTOPbLIN yaanseTca Yyepes 24—48 4 B cnydyae oT-
cytcteus AB-6nokagbl. OCHOBHbIMW MPOTMBOMNOKa3aHNAMMU
K npoBegeHuto siensTca TtonwmHa MXKI meHee 16 mm,
HebnaronpuaTHaa aHatomua ana CCA un conyTcTBylowwas
naTonorns MUTparnbHOro knanaHa, Tpebyowas xmpypruye-
ckoro BMmeluaTenscTBa. CambiM YacTbiM ocrioxxHeHnem CCA
aBnsaeTca passuTue nonHon AB-6nokagpl, kotopas Tpebyet
UMMMaHTauMn MNOCTOSIHHOIO KapAWOCTUMYNATOpPa, HO WUC-
nonb30BaHWe KOHTPACTHOM 3xokapauorpadmm muokapaa
orpaHM4ymBaeT 30HYy WH(papkTa M CHWXaeT NoTpebHOCTb B
ero umnnaHTaumm ¢ 17 go 6% [24].

OpHako npu CpaBHEHMN METOAUK cenTanbHOW MUOJKTO-
mun n CCA P. Sorajja n coasrt. (2008) cceinatotcsa Ha 6onee
BbICOKYIO NnoTpebHocTb B umnnaHtaumm OKC wunu kapauo-
BepTepa-gedmbpunnstopa npu CCA 1 BbICOKMIA pUCK paH-
HMX NOCMNeonepaLmoHHbIX OCMOXHEHWU — NPU NPOBEAEHWN
XUPYPruyeckor MUoakTommn. Tem He meHee oba metoga
UMEIOT OANHAKOBYH0 3(PhEKTUBHOCTb 1 CNOCOBHbBI 4OCTOBEP-
HO CHWXaTb rpagauneHT aaenexHus B BOJDK, yto GnaronpuaTHo
oTpaxaeTcs Ha Ka4ecTBe XM3HW naumeHToB [25].

OCHOBY KOHCEpBAaTMBHOM Tepanum Ha CErOaHALLHNIA AeHb
COCTaBNAT npenapaTtbl NPenMyLLEeCTBEHHO C CUMNTOMATK-
YeCKOW HanpaBneHHOCTbI0 AENCTBUS, HE MPOAEMOHCTPUPO-
BaBLUME CYLLECTBEHHOrO BMMSHWSA Ha NPOrHoO3 3abonesaHus:
Oera-agpeHobnokaTopbl, 6riokaTopbl KanbLUMEBbIX KaHarnoB
(sepanamun), ausonupamug (putmuner). B 2018 r. I. Olivotto
W COaBT. MHULMMPOBANMN KMNMHWYECKoe MccrneaoBaHne HoBO-
ro npenapara mMaBakamteHa (MYK-461) — nepBoKnaccHoro
cneumdunyYeckoro HU3KOMOEKYNAPHOTO annocTepUYecKoro
WHrMOUTOpa MMWO3MH-aaeHo3NHTpudocdoTasbl. MaBakam-
TEH noaaBnsAeT Ype3MepHYH COKPaTUTENbHY CMOCOBHOCTL
MUWOLIMTOB MYTEM CHWXEHUS 0BpasoBaHMs NONEepeyHbIX MOo-
CTUKOB MeXAy akTMHOM W MWO3MHOM [26]. OCHOBHbIMKU UC-
cnegyeMbiMK rpynnamMu ABUNUCL NauveHTbl C pa3nuyHbIMU
dopmamn 'KMI, B TOM Yncne ¢ ycTaHOBNEHHOW cepaeqHon
HEAOCTaTOYHOCTbI0 U COXPaHEHHOW COKpaTUTENbHOW (PyHK-
LMewn neBoro xenyaodka.

Bo Bpewms Il a3kl nccnegosaHna PIONEER-HCM oue-
HuBanu BnusHue MYK-461 Ha BblpaXeHHOCTb CMMMTOMOB
y naumeHTtoB ¢ obctpyktuBHon TKMI. B pesynbrate 6bino
YCTaHOBMEHO, YTO AaHHbIA MpenapaTr yMeHbLUAeT OAbILIKY
W ynyywaeT nepeHoOCUMOCTb (PU3NYECKOW Harpy3kum nytem
CHWKeHNs rpaaveHTa gaenenns B BOJDK 1 koHueHTpauun
NT-proBNP [27].

B xoge Il da3bl nccnegosaHma MAVERICK-HCM Takke
nokasaHa addeKTMBHOCTb U XOpoLlasi NepeHOCMMOCTb Ma-
BakaMTeHa nauuMeHTamu C CUMMTOMaTuyeckon HeobCTpyk-
TmBHOW KM Tpn aTOM GOMnbHbLIE C BbIPAXXEHHOW CUMMTO-
matumkon MKMI (anesaumsa cTnl unn E/e’) nmenn Hanbonee
CUMbHbIA OTKMMK Ha Tepanuio. Kpome TOro, noareBepxaeH
A0303aBUCUMBIN 3PEDEKT CHMXEHNS coaepkaHNsa MO3roBOro
HaTpMNypeTNYeCcKoro NenTmuaa B CbiIBOPOTKe Kposu [28].

Mo pesynsratam |l dasel paHaOMU3MPOBAHHOIO ABOW-
HOro cnenoro nnauebo-KOHTPONUPYEMOro WUCCnenoBaHNs
EXPLORER-HCM, ony6nukoBaHHoro B asrycte 2020 r., y
fonbluen YacTn naumeHToB, NPUHMMAaBLLMX MaBakamTeH, B
CpaBHEHUWM C rpynnon naumeHToB, nony4aswwmx nnauebo,
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perucTpupoBanocb 6ornee BblpaXXeHHOE CHWKEHUE rpaguneH-
Ta paenexusa B BOJTX n dpyHKkumoHanbHOro knacca cepaes-
HOW HEAOCTaTOMHOCTU Ha POHE yBEMUYEHWS NUKOBOIO NOTpe-
6neHuns kncnopoga. Kpome Toro, oTmedeHo GnaronpusaTtHoe
BMUSHWE NpenapaTa Ha CepaeyHyro CTPYKTYpY B CUMY YMEHb-
weHus TonwmHel MXXIT n nHgekca obbema nesoro npeacep-
avsa 6e3 oTpuuaTenbHOro MHOTPONHoro addekTa [29].

Ha pgaHHbIn MOMEHT MPOBOAMTCS [AONrOCPOYHOE pac-
LUMPEHHOE uccregoBaHne 6e30macHOCTM NMPUMEHEHNUs Mma-
BakamTeHa y nauueHTtoB, npoweawmnx MAVERICK-HCM u
EXPLORER-HCM, pesynsraTthbl KOTOPOro OXXMAATCA B HOS-
6pe 2025 r. NpopomxaeTca nsydeHne acpdekTMBHOCTH 1 6e3-
0OnacHOCTW nNpenapara, NpoLecc ero akTMBHOrO BHeAPEHUS B
KITMHMYECKYI0 MPaKTUKy He HadvaT [30].

OpHako pabGoTtbl E. Quintana n coaBT. cBMAETENbLCTBY-
10T, 4TO nuwb 37% nauMeHTOoB, MOMNy4YaBLUMX MaBaKaMTeEH,
oTBevanu Ha nedeHue yepes 30 Hed. B cpaBHeHuM ¢ 17%
naumeHToB U3 rpynnel nnaue6o. B rpynne nauneHTos, nony-
YaBLKUX MaBakaMmTeH, Y 35% naumeHToB YHKUMOHAamNbHbI
Knacc cepaeyHon HegoCTaTOYHOCTM OCTarncst HEM3MEHHbIM.
Mpw npoBeaeHMN Harpy3o4HbIX TeCTOB 26% naumMeHToB nve-
nn rpagueHT gaeneHus 6onee 50 MM pT. CT., YTO OObLIYHO
ABMAETCH NOPOroM ANA XMPYPruyeckoro BMellaTensCcTBa, u
43% 6onee 30 MM pT. CT., 4TO 6bINI0 OCOBEHHO BhLIPaAXXEHO B
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