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ONPEAENEHME (1):

M'nepTpodumyeckan kapagnomuonatusa (FKMI) — naTtonornyeckoe
COCTOSIHUEe, XapaKTepusyrlijeeca Heo6 bLACHUMOUN runepTpoduen
nesoro xenypouka (J1), accounnpoBaHHoe ¢ HeannaTUpPoBaHHbLIMU
NONOCTAMM Xeryao4KoB NPU OTCYTCTBUU APYroro cepaeyHoro unum
cCUcTeMHoro 3aboneBaHus, KOToOpoe camMo no cede Morsno Obl
Bbi3BaTb rmnepTpoduio.

Jrmnad of the Amwocn of Cardinlogy Vol 5%, Ne, 25, 2011
€201 um JC&&QMU&MM]HMI& 188N 9733.1097/834. 00
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PRACTICE GUIDELINE

2011 ACCF/AHA Guideline for the Diagnosis and
Treatment of Hypertrophic Cardiomyopathy

A Report of the American College of Cardiology Foundation/
American Heart Association Task Force on Practice Guidelines

'KMIM — onpepensieTca Hann4Ynem yBenmM4eHHOU TONLWMUHbI CTEHKMU
JIK, koTOopasi He 060 BLACHAETCA UCKIIOYNTESTbHO NAaTONMOMM4YeCKUMMU

yCrnoBUSIMU Harpy3kn. 7914 ESC Guidelines on diagnosis and
management of hypertrophic cardiomyopathy

The Task Force for the Diagnosis and Management of Hypertrophic
Cardiomyopathy of the European Society of Cardiology (ESC)




ONPEOENEHME (I1):

KM — anarHo3 ncknro4veHuns, Ans NnocTaHOBKU KOTOPOro AOMKHbI ObITb
UCKITIOYEeHbl BTOPUYHbIE NpUiuHbI runeptpodum JIXK, Takme Kak
cuctemMHas aptepuanbHas runepteH3usa (Al), cteHO3 aopTaribHOro
KrnanaHa, nogkrnanaHHbIU aopTalibHbIN CTEHO3, UH(pMNETPaTUBHbBbIE
KapauomuonaTtuu. TorwmHa CTeHKN xenyao4vka 2 15 MM no AaHHbIM
axokapauorpadcgpum (3xoKrI'), komnerotepHou Tomorpadum (KT) nnwm
MarHUTHoO-pe3oHaHcHou Tomorpacumm (MPT) npu oTcyTCTBUU BTOPUYHOMN
NnpPUYnHbI yKkasbiBaeT Ha T'KMI.

MnepTtpodcdua JI)K oO6bIYHO NpoABNAETCA Kak acCMMMeTpUYHas
centanbHasi runeptTpodua, XoTa MOryT BCTpeyaTbCsl Apyrue BapuaHTbl:
anukanbHas, KOHUeHTpu4deckas, runeptpodusa 6okoBou cteHKu JHXK u
Munokapaa Ix.

J.F. Geske et al. J Am Coll Cardiol HF 2018:6:364-75

J.A. Urbano-Moral et al. J Am Soc Echocardiogr 2020;
33(9):1106-1115




PACMPOCTPAHEHHOCTD (1)

PaHee cyuTtanocb, uto 'KMI1 6oneeT 1 yenoBek n3 500. CornacHo
COBpPEMEHHbIM AaHHbIM NosararoT, YTo 3Ta hopma
KapauomMmumonaTtum BCcTpe4vyaeTcsa HaMHoro 4vauwe — 1:200.

I'KMI BbisiBneHa B 122 ctpaHax (4To coctaBnsaeTt npumepHo 90%
HaceneHnsa Mmupa) u yCtTaHOBJIEHHOM NPUYNHON KapauomMmonatuu,
BEpPOATHO, ABNAKTCA CMOHTaHHbIe (de novo) myTaumun. Bo Bcem
mupe N'KMI1 ctpagaeTt = 20 MIH YernoBeK.

XoTtsa 3aboneBaHue BCTpeyaeTcs B OONbLUMHCTBE CTPaH, BO BCeX
3THUYECKUX rpynnax n pacax u B paBHOM cTerneHu nopaxaet oba
noria, ero reHeTU4YeCKuUmn cyocTpar, KMMHUYecKue n
cdeHOTUNUYECKUE NPOABIIEHUA CYLLECTBEHHO He pa3fnnyaroTcs B
3aBMCUMOCTU OT AemorpacdniecKkmx xapakTepucTuk.

B.J. Maron, N Engl J Med 2018;379:655-68.




PACMPOCTPAHEHHOCTD (Il)

KnuHuyecku guar HOCTUPOBaAHHbIE

109%
| |
CumntTomaTudeckne beccuMnToOMHbIe

Owarpamma nnnroctpupyet
COOTHOLUEeHUEe AUarHOCTUPOBaHHbIX
U HeBbIsABNEeHHbIX criydaeB TKMI.

Maron BJ, et al. JACC Heart Fail 2018; 6: 376-8.




CTPYKTYPA CAPKOMEPA (I):

Capkomep — OCHOBHas CoKpaTuTernibHas eAMHMLA NonepeYvHo-
nosiocaTon MyCKynaTypbl, COCTOSILLAA U3 TONCTbIX U TOHKUX
dmnameHToB. CapKkomepbl BbICTPOEHbI C NOMOLLbLIO Z-AUCKOB,
pacnonioXXeHHbIX Ha rpaHuLLe KaXaoro capkomepa, U B3aMMOCBSI3aHbl
0COObIMU TONCTbIMK punameHTamu Anst GopMMpPOBaHUSA MbILLEYHbIX
BOJIOKOH. @ w0 ' '
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A.C. Garfinkel et al. Heart Fail Clin. 2018;14(2):139-146



CTPYKTYPA CAPKOMEPA (II)
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Cxema capkomepa ¢ yKkaszaHnem 6enkoB C YCTaHOBNEHHbIMU FreHHbIMU MyTaLUAMMU
npu FKMI n nx yactorom (npoueHTbl B CKOOKax).

B.J. Maron et al. J Am Coll Cardiol. 2014:64:83-99



FT’EHETUYECKME MYTALIMUM INPU FKMIN

Kogupyembin 6enok | Cybkneto4yHas YacTtoTa
riokanusauusa B npu N'KMI1 | onncaxue,
capkomepe, (B %)
pyHKUMA

OCHOBHbIe reHsbl, Bbi3biBaroLwue 3aborneBaHus

MYBPC3 KapananbHbli MUO3UH- TONCTbIN punameHT 30-40 1995
cBa3blBalOLWLnKM npoTtenH C

MYH7 B-MNO3KH TsKenas uenb TOSNCTbIN punameHT 20-30 1990

MYL2 PerynatopHaga nerkas TOJICTbIN punameHT 2-4 1996
Luenb MMO3NHA

MYL3 [maBHas nerkas uenb TOJICTbIN punameHT 1-2 1996
MMO3NHa

TNNI3 KapananbHbi TPOMOHMH | TOHKMW donnameHT 5-7 1997

TNNT2 KapguanbHbil TPONOHUH T TOHKUI donnameHT 5-10 1994

TPM1 a-TPOMNOMUO3UH TOHKUI punameHT <1 1994

ACTC1 KapavnanbHbi a-akTuH TOHKUI punameHT <1 1999

B. Gerull et al. Genetic causes of cardiac disease. Cardiac and
Vascular Biology. 2019; 7: 45-91




NMATOrNreEHE3. rKkmn - 3ABOJIEBAHME C
HAPYLWIEHHOMU PEJIAKCALIMUEN CAPKOMEPA (1)

Mpun 3xoKlM-nccnegosaHun naumeHtoB ¢ AsBHou NKMI1 n nrogen ¢ nonoXuntesnbHbIM
reHOTUNOM U oTpuuaTenbHbIM (PeHOTUNOM OObLIYHO BbLISIBNISIETCA FrMNEePKUHETUYECKUN
TUMN COKpaLLEeHUS Xeryao4KoB.

JKcnepuMeHTaribHble UccriegoBaHUA AaroT MOSEKYNApPHOe OO bACHEeHUe 3TUM
KNUHUYECKUM HabnogeHUAM: 6eskn capkomepa unm usonMpoBaHHble MMOUOpUNIbI
NpY FeHHbIX MyTaumnAXx, xapaktepHbIx anst FKMM, npu pa6oTte notpe6nsanu
NOBbILWEHHbLIW 06beM IHEepPruun. _ane,pKMHeTquCKoe COKpalueHMe MoXeT ObITb
BaXHbIM MeanaTopomM:pemoaenmpoBaHusi cepaua npu NKMI, ogHako Takon
rmnepKkMHEeTUYECKNN BapuaHT COKpalleHUAa N rmnepTpoduns xenyaovykoB ABMSKOTCA
BTOPUYHbLIMU COOLITUAMU MONEKYNAPHbIX HAPYLUeHUMN.

MyTauum reHoB 6enkoB mmnosuHa npu FKMIN gectabunusnpyrot B3aumoaenucTeus ero
ronoBOK U, Kak crneacTBMe, yMeHbLUaT nponopLuMm MMO3MHOB B COCTOSIHUU
,cyneppenaKcauvwl (SRX) OAHOBPEMEHHO yBeNnninBas Konm4yecTBO MMO3UHOB B
COCTOsIHMM HapylleHHou penakcauum (DRX), uto AenaeT BO3MOXHbIM
B3aMmMoaencTBue akToMMo3uHa ¢ rugponusom ATO.

Mpun NKMI1 oTmeyaeTcs runepkMHeT4YeCcKass COKpaTUMOCTb U3-3a YCUNEHHbIX
MOTOPHbLIX CBOUCTB U NOBbILEHHOIO YPOBHA HapyleHHou penakcauumu (DRX),
anacrtonunyeckasa aucdyHKUnUA BCcrneacTBue NOHMXKEHHbIX YPOBHEN cyneppenakcaumm
(SRX) n ypesmepHoe nortpeodrieHne IHepruu.

C.N. Toepfer et al. Circulation. 2020 Mar 10;141(10):828-842.
A.C. Garfinkel et al. Heart Fail Clin. 2018 Apr;14(2):139-146.




NMATOrNreEHE3. rKkmn - 3ABOJIEBAHME C
HAPYLUEHHOMU PEJIAKCALIMUEN CAPKOMEPA (ll)

Takum obpa3om, mytaumum npu N’KMI1 oTBeTCTBEHHbI 32 HECKONBLKO
pa3nMYyHbIX MEXaHU3MOB, KOTOpPble HapyLUaT CBOUCTBA
capKkomepa v co3[aloT YacTo HabrngaemMbin MONEKYINSAPHbIN
deHOTUN rMNEepPKNHETUYECKOU COKPAaTUMOCTHU, HapYyLUEHHON
penakcauum v NoBbILIEHHOro noTpebneHns aHeprun. 3Tu
pyHAaMeHTarbHble NaTo(NU3NONOrM4eckme UsMeHeHus
NPOSABAAIOTCH HA paHHEe; AOKMMHUYECKON CTaaAuWN Y reHOTUNN-
NONMOXUTEerbHbIX U heHOTUN-oTPULaTesibHbIX UL U B
AaribHeMLeM MOryT Bbi3BaTb runeptpodunyeckoe
peMogennpoBaHMe MUOKapaa, KOTopoe B KOHEYHOM UTore

. NPUBOANT K KnHnuyeckmn sigHon FKMI.

A.C. Garfinkel et al. Heart Fail Clin. 2018 Apr;14(2):139-146.




NMNATO®PUIUOJIOTMYMECKUE MU
rEMOOQMHAMMUMYMECKME OCOBEHHOCTMU INPU NKMnn

nopaxeHue
MMKPOLMUPKYNATOPHOrO
pycna

Batytud H.T. u ap. PKX, 2014; 5(109):35-42.



OANMATHOCTUKA

BaxxHaa ponb B guarHoctuke N'KMI otBogutcAa oueHke Xanoo,
aHamMHe3y 3aboneBaHUs, aHaMHe3Yy XU3HU (C YTOYHEHMEM CrlyYaeB
BbifiBrieHHou 'KMI1 n BHe3anHou cepae4YyHOn CMepPTn y
pOACTBEHHUKOB), (hn3MKanbHbIM AaHHbLIM (CUCTONMYECKOe ApoXaHue
nepeaHeu NOBEPXHOCTU rPYAHOMN KIEeTKU; CUCTONINYECKUN LUYM Y
FNIeBOro Kpasi rpyavHbl, MEHSAKOLWMNA CBOKO MHTEHCUBHOCTbL NpPU npobe
BanbcanbBbl U ApYrMx MaHeBpax), a TaKKe pesyribTaTaM CKPUMHUHra
Ha BbisiBJIeHUe MyTauun reHoB, KOAUPYHOLUMUX CTPYKTYPHbIE,
COKpaTuUTernbHble U perynatopHblie Oeriku capkomepa.

Ha 9KI moryT peructpupoBatbCcs pa3sHOOOpa3HbIe HapylueHUa puTMa
U NPOBOAUMOCTMU, Npu 3aTtom PI1 aBNsAeTca camon YacTon YyCTOMYUBOU
apuTMunen y Takmx 6onbHbIX. Ocob6oe BHMMaHUE AOMKHbI BbI3bIBaTh
3Nn3o04bl HEYCTOMYNBOM XKeNyao4YKOBOU TaxXUKapPAUU, YTO BaXKHO AnS
cTpaTtucpmkaumm pucka BHe3arnHom cepaeyHon cmeptu. Kpome atoro,
oTMeuvaroTcs npusHaku runeptpodpum JXK, oparmeHTaumus
XenyagoukoBoro komnsiekca (QRS) n apyrue nameHeHus. Pelratouias
ponb B anarHoctuke 'KMI1 otBoanTCA BU3yanusnpyrowmm Metoaam
uccnepoBaHusa: IxoKrl, KT n kapanansHon MPT.




OANATHOCTUKA: POJIb I XOKI

BT =BT K] MeankameHTbl
@ oHEA Mymahinen - RS : Mu3KToMMUS
. ‘ 'MuTp. peryprutauns »
(Onm"ue o e ’cbyuxuua — ’Am(oronbnan abnaums
/ TpaHcnnaHr. cepaua
Mporpeccuposanue
MporHos sabonesaHus

Puck BCC 7 ‘ fOedubpunnatop

BT J1X - BbIHOCAWMIM TpaKT neBoro xenyao4uka; BCC — BHe3anHasa cepaeyHaa cMepTb
H.Rakowski et al. Cardiol Clin. 2019;37(1):11-26.




OANMATHOCTUKA: 9XOKAPONOIPAOM

OtmevaeTca runeptpocpusa mexkenypaodykosomn neperopogku (MXKIM) ao 38 mm;
CUCTONMYecKoe noaTArMBaHne nepeaHen CTBOPKU (NC) MUTparibHOro KranaHa B BbIHOCS-
wun tpakT (BT) neBoro xenyaouka (JIXK) (ykazaHo ctpenkon); JII1 — neBoe npeaceppue,
3C — 3aHAA CTBOPKAa MUTParibHOro KrnanaHa




OANMATHOCTUKA: KOMMNbIOTEPHAA
TOMOIrPA®UA

A. PEKoHCTpyKLUA no B. PeKoHCTpyKUMS No KopoTkon ocn C. 3-kaMepHasd PeKOHCTPYKLNS
KOPOTKOWM OCW Ha YpOBHe Ha ypOBHE cpeaHero otaena B CUCTOJYy AEMOHCTPUpPYET
cpeaHero otaena XKenygoykoB B AMACTOSY: NoKa3aHbl BblpaXXeHHoe cyxeHue BT JIXK
KEenynodkoB B AMacCTONy:  3HadyeHus TOmNLWMHbI CETMEHTOB (cTpenkown BBepPXY).
runeptpodcpua MXKT1 MUoKapaa. OTmeyvaeTca yTonieHne
(CTperkomn) ¢ HopManbHOW nepenHen ctBopkn MK
TONLWNHON BOKOBOMW CTEHKM (cTpenkon BHU3Y).

JOXK.

Kalisz K. et al. Cardiovasc Diagn Ther. 2017;7(5):539-556



AUArHOCTUKA: KAPOAUAINBHAA MPT — PASHOOBPA3MUE
OEHOTUNOB IKmn

A. AcnmmeTpuydHas
runeptpoduma MXKI1 c
COXpaHHOW
CBOOOAHON CTEHKOWM
JOK.

B. ®okarnbHas
rmnepTpodmsa YETKO
orpaHnyeHHas
GasanbHbLIM OTAENOM

MOKIT (cTpenkon)
C. ToHKOCTEHHaA

aHeBpu3ma c
runeptpodmen MXTI
n cteHkn JIK
(3BE3004KKN) C
anctansHou ([) v
npokcumansHon (M)
kamepamu JIXK.

D. OBLwmpHOe TpaHc-

MyparibHoe nosgHee
CUneHue ragonnHus B

MK (cTpenkamn).

E. MaccuBHoe yToriieHune (33 MM) B OCHOBHOM NepeaHenateparnbHon cTeHkn JIK.

F. F[eHOTUN-NO3UTUBHLIN PEHOTUMN-OTPULATENBHbIN POACTBEHHUK BonbHbIX TKMIT ¢ Tpems
MUOKapauanbHbIMU KpUNTamMu, NPOXoasLUMX Yepes ToNLWNHY 6a3anbHON HXKHEN CTEHKU (CTpernkamn).




JIEM\EHME: OBLLIME NOAXOAbI

BonbHon KM

l

3xoKT (s nokoe,
npu cus.Harpyske)
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O6cTpykumnsa BT XK

(e nokoe u npu cpuz. Harpyske)

!

HeobcTpyktuBHan

(e nokoe u npu ¢uz. Harpyzke)

Y Y l v _ Y l
BeccUMNTOMHBIN C HeBblpaxeHH. | [PedpakTepHbiil k hapm. BeccuMnTOMHBIN C HeBblpaxeHH., |Pedpaxrepubii k hapm.
CUMNTOMaMM apcnaparam cuMnTomMamm Hpohapatam
C BbIPaXXEHH.CHMATOMaMH C BbIpaXXEeHH.CUMATOMaMK
(NYHA xnacc l1I/1V) (NYHA xknacc I1I/1V)
Y \ 4 Y l
e4YeHHe He HYXHO, MeaukameHt. || Xupypruyeckan MHIKTOMMUA Neyenne He HyXHO, MegukameHr. Tpaucnnantaums
Habniogenmne JEHENA Ankor. centansHasn abnauus Habniogexune Tepanys

Maron B.J., et al. J Am Coll Cardiol. 2014:64:83-99




JIEMEHME: MEOQUKAMEHTO3HAA TEPANMUA (1)

B-agpeHobOnokaTtopsl (B-AB): npenapatbl NnepBOU NNHUN C
AoKa3aHHbIM 3¢hheKkTOM y 60ribHbIX CO CTEHOKapAWen U oAbILLKOMN
npu Harpy3ke, ocobeHHo npu ob6cTpykuum BT JTXK u HapyweHnax
putMma (HeycToM4umMBbIe Xernya4yoKoBble Taxukapaus). Hanbonee
3hheKTUBHLIMN CYUTAIOTCA HAO0NO0s, aTeHosnosn (0Cob6eHHOo B
coyetaHuu ¢ Al') u nponpaHonon (HeCMOTpPsl HA KOPOTKUN Nepuopa,
AencTBeus)

AHTaroHUCTbI Kanbuua (HegurngponMpuanHoBbLIe
npounsBogHble!). Bepanamun n guntnasem Moryt MCnonb30BaTbCA
Nnpu HenepeHoOCMMOCTU UNn NpoTuBonokKasaHusax B-Ab.

Ousonupamung yacto Bmecte € B-Ab yMeHbLWaKT rpagneHT BHYTPU
JIX v ynyywarT cumntoMbl Yy 60nbHbIX ¢ obcTpykuuen BT JTXK m3s-
3a oTpuuaTenbHOro MHoTponHoro adpdekra. OrpaHnyeHue K

NMPUMEHEeHUI0: yannHeHue nHtepsana QT U aHTUXONIMHEPru4eCcKUn

adppekr.

LinGeH30nMH nokKa3an ceoe 6rnaronpusatHoe BIMsIHUE Ha
Aanactonunyeckyro oyHkuuio JIXK n auHamuyeckyro ooctpykumro BT
XK.

Spoladore R., et al. Exp Opin Pharmacotherap. 2020; 21:2, 233-242




JIEMEHME: MEOQUKAMEHTO3HAA TEPANMAA (1)

HoBble noaxoabl B Tepanuun NKMI

lNMpenapaT MexaHusm gencteusi, apdeKTbl UccnepoBa-
HUue
MNMeprekcunuH NHrmbuTop KapHUTUH-NansMuTonnTpaHcgepasbl-1; 6rnoknpyet Abozguia K, et
(perhexiline) MOCTYMIIEHNE XUPHbIX KUCITOT B MUTOXOHAPUM al., 2010
TpumeTasuauH [MpsmMoe yrHeTeHne B-oKUCNEeHNs; yny4dwaeT NepeHOCUMOCTb Fragasso G., et
dunanyeckon Harpyskm. HeobxogmMmo nsyveHme BnusiHMe npenapara al. 2006
npu F'KMI
PaHona3uH NHrmbutop no3gHero HaTPUEBOro KaHarna; npegnonaraercs RESTYLE HCM

ynyJdlleHne AnacToNMYeckom U MUKPOBACKYSAPHOM OUCHYHKLMK,
noaaBreHne XenyaodkoBbIX apuUTMuii

NocaprTaH, BrnokupyeT peuenTtop aHrMoTEH3NHA; CHUXKaeT pnbpos n CUHTE3 INHERIT,
BanicapTaH KonnareHa 3a c4éT nHrnbumposaHus PHO-B VANISH
MaBakamTeH NHrmbupyeTt KapananbHbIi MMO3WH 3a CHET CHMXKeHUS ocBoboxaeHnss PIONEER-HCM
(Mavacamten) docdata 13 B-kapgmanbHoro MmosmHa-S1 bnarogaps aTomy MAVERICK-HCM
noaaBnsieT MMNepKoHTPaKTUIbHOCTL CAapKOMEPOB EXPLORER-HCM

N-aueTUNUMCTenH YBenuumBaeT YyBCTBUTENbHOCTb MModunameHToB k Ca?*, ynyywiaer  HALT-HCM
ANacTONNYECKY0 OYHKLMIO.

ATopBacTacTuH YMeHbLUAeT ypoBEHb CUTHaNbHbIX MOSEKYST, OKCMOATUBHOIO CTpecca Nagueh SF, et al.
M anonTto3a MMUOLNTOB 2010

Spoladore R., et al. Exp Opin Pharmacotherap. 2020; 21:2, 233-242



NIEMEHUE: MEOAUKAMEHTO3HASA TEPANMUA (1)
TOUKM BosnEﬁCTBMﬂ ®APMAKOMNOIMMYECKUX NMPEMNAPATOB

B-anpeHobnokarTopbl Ountunasem
\ BepanaMMn
B-AP
KKL-mna eSS —
..... :f P D - ._ - -::‘\'» ’_ - o %3 SEieED
o Muroxonnpmi """ —

MeprekcwnuH = =
TpumeTasuanHe—§F—— =

RS ,\ e AKTUH
\ MaBakaMmTeH
MuosunHosas
ronoBKa
@ Kanbuun
Na*- kaHan ® Hartpun

B-AP — B-apgpeHopeuenTtopbl; KK L-Tuna — kanbumeBble KaHanbl L-tuna; XXK — XXupHble
kucnotbl; CIMP — capkonnasmatuyeckum petukynym; NaCa-OH — HaTpun-KanbUuMeBbIN
oOMeHHbIN Hacoc; RYR2 — puaHoguHoBbIN peuentop; ATP — ATO.




XUPYPITMUYECKOE JIEMEHME:
MUIKTOMMUA

PacwupeHHas centanibHags MU3KTOMMUA TPEXITaNHbIM NOAXOAO0M OCHOBaHa Ha
onpeaeneHMn KOHTaKTa nepegHen CTBOPKM MUTpanbHoro knanaHa u MXI no gaHHbIM
TpaHca3odareanbHon IAXOKI. DTOT KOHTAKT OObIYHO pacnosoxeH Ha 18-22 mm (A) HUXe
Kpas npaBou KOPOHAapPHOW CTBOPKWU. 3aTeM AenarTcsa Haapesbl Ha MXI u yagansalTca
c¢dparmeHTbI rMNepTpodupoBaHHoro mmokapaa (B, C, D).

Hodges K, et al. J Thorac Cardiovasc Surg. 2019;157(6): 2289-9.




XUPYPITMUYECKOE JIEMEHME:
AJIKOIrOJibHAA ABJIALIUA (cxeEma)
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C nomoublo KaTeTepa, BBeAEeHHOro BHyTpMaopTanbHO, AUCTaNbHbIU KOHeL,
BBOAUTCA B CenTaribHY KOPOHAPHYI0 apTepuio U uHbeuunpyetcs ataHon (95%, 1 mn),
Bbi3blBas TeM caMbIM MH(apKT 6a3anbHoro otaena MXII.
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HOBbIE ONEPATUBHDIE
METOOAMKMU JIEMEHUA FKMN

« Xupypruueckas neperpynnupoBka nanunnsapHbIX Mbiwy (puc.), yaaneHue
XopA, BOCCTaHOBIIeHUe MUTPANbHOro KnanaHa

* AnukanbHas MUIKTOMUSA
« TpaHcKaTeTepHasa KOppeKuus MUTPanbHOro KnanaHa
e PaaunouyactoTHas cenTtanbHaa abnauuvsa

 BbICOKOMHTEHCUBHasA cpoKycuMpoBaHHas yrnbTpa3ByKOBas centanbHas
abnauusn Tuohy CV, et al. Eur J Heart Fail. 2020 Feb;22(2):228-240.

Hodges K, et al. J Thorac
Cardiovasc Surg. 2019;157(6):
2289-9.




3AKNIOYEHUE

XapakTtepuayeTtcsi runeprpogpuen mMmokapaa kak npasuno JIXK npu otcytcTBUM
NPUYMH, OTBETCTBEHHbIX 3a runepTpoduio

FKMIN aBnseTca natonornen ¢ pe3ko CHMKEHHbIMU NoKa3aTesIiM1M AUarHoCTUPOBaHHbIX
cnydaeB. Okono 90% 6onbHbIX TKMI1 He 3HalOT 0 CBOEM 3aboneBaHun

3aboneBaHue y 60-70% siBnsieTcA ayTOCOMHO-AOMWHAHTHOU NPUPOAbLI, Bbi3BaHHOE
MyTauueun reHoB 6GenKoB KapAnanbHOro MMO3nHa

Cpeau Beaywmx natoreHeTU4YECKMX MEeXaHM3MOB pacCMaTpPUBaKOT COCTOSIHUE
rUNepKOHTPAKTUILHOCTU CapKOMEPOB C MOBbILWEeHHLIM PAaCXOAOM 3Hepruu, HapylueHue
AWacToNIM4YecKoMn penakcaumm u usmeHeHme metabonmama katuoHo Caz*

BaxHo: runeptpodonsa npu 3TOM NaTONOrMM He orpaHMYNBaeTCs NUWb 6a3anbHOMN YacTbio
MKI1, a moxeT HabnoAaTbLCA B pa3HbIX eé otaenax, cBoboaHomn cteHke JIXK, BepxyLuke n
Aaxke NpaBoOM Xernyaouke

B anarHoctuke NKMI pewarowas ponb oTBOAUTCA BU3yanusnpyrowmm metogam. IxoKr
ABMAETCA AOCTYMHbIM, AeWEBbIM U UH(POPMAaTUBHbLIM METOAOM UCCIiefOBaHUSA

NMpu BbIOOpE TaKTUKN NleYeHUs YYUTbIBAKOT BO3pacT 60fIbHOro, Hannyne CMMNTOMOB
3aboneBaHus, Hann4ymne n cteneHb oocTpykuun BT JTXK, puck BCC, nmerowmeca HapyLueHus
puTMa n NPOBOAMMOCTU U Ap. haKTopbI

Cpeam TpagauUMOHHLIX hapMaKonorM4eckux npenapaTtoB NPUMEHSIOT B-agpeHobnokaTopbil,
aHTaroHMUcTbl Kanbuus (BepanamMun u guntuasem) u gusonMpamug

Cpeau HOBLIX NpenapaToB, 06HaaAéXuBaloLWwme pe3ynkTaThbl NOMy4YeHbl B UCCreA0BaHUAX
MOBaKaMTeHa — NepBoOro, CeNieKTUBHOro ansiocTepmyeckoro MHrmouropa AT®-3bI
KapaunanbHOro MMO3UHa, KOTOPbIN YMEHbLUaeT NepeKkpecTHoe CBA3bIBaHUEe aKTUHA U
MWO3MHa, TaKUM 06pa3oM nogaBnsieT CoOKpaTMMOCTbL MUOKapAa u ynyJiwiaeT
3HepreTnyeckue npouecchl

an He3Cb(*)eKTVIBHOCTM KOHcepBaTMBHOﬁ Tepanuu npu6era|0T K NAHTepBEeHUUNOHHbIM
npoueagypam, Hanbonee paSPaGOTaHHbIMM N3 KOTOPbIX ABNMAKTCA XUpyprunieckKas
MMUIKTOMUA U anKorosibHas centanbHaa abnauus
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