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ONPEAENEHME (l):

N'MnepTpodmyeckaa kapaguommonatua (FKMIT) — naTtonornyeckoe
COCTOsIHUe, XapaKTepusyruieecst HeOObACHUMOUN runepTpochnen
nesoro xenypouyka (J1K), accouunpoBaHHoe ¢ HeaunaTUpPoOBaHHbIMU
NOFIOCTAMMU XenyAo4KOB NMpu OTCYTCTBUU APYroro cepaevyHoro unum
CUCTEeMHOro 3aboneBaHna, KOTopoe camo no cede Morno Obl
BbI3BaTb rmneprpoduio.

the Ameccan College of Vol. 58, Na, 25, 2001
MWMMM}MM “,umws-le:
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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 Tas L Force on Practice Guidelines

F’KMIN — onpepensieTca HanNnM4YMeM yBenMM4YeHHOWU TOSLWUHbI CTEHKMU
JIK, koTOopas He 0O BLACHAETCA UCKIIOYNTESIbHO NaToNIOrM4YecKumMmmn

yCcIoBUAMW Harpy3Kku. 2014 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)



ONPEQENEHME (l1):

F'KMI — guarHo3 ncknr4veHus, aofig NoCTaHOBKU KOTOPOro AOMKHbI ObITb
UCKITHOUYEeHbl BTOPUYHbIe NpUYuHbI runeptpodumn JIXK, Takme Kak
cuctemMHas aptepuanbHas runepteHsusa (AlN), cteHO3 aopTaribHOro
KnanaHa, nogkranaHHbIW aopTanbHbIN CTEHO3, MHPUILTPAaTUBHbIE
KapanomuonaTtuun. TornwmHa CTeHKM xenyaodka 2 15 Mm no gaHHbIM
axokapauorpadum (9xoKI), komnbrotepHoun Tomorpadum (KT) nnn
MarHUTHoO-pe3oHaHcHou Tomorpadcgpumm (MPT) npu oTcyTCcTBUM BTOPUYHOMN
NpPUYnHbI yKasbiBaeT Ha TKMI1.

M'mneptpodusa JIXK oObLIYHO NPOABNAETCA KaKk acCUMMeTpUYHas
cenTtanbHaga runepTpocduns, XotTa MOryT BCTpevyaTbCA Apyrue BapuaHTbl:
anukanbHas, KOHUeHTpu4yeckas, runeptpodma 6okosoun cteHku JIXK n
MuUokapaa
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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 (I)

PaHee cuyutanochb, uto 'KMI1 6oneet 1 yenoBek n3 500. CornacHo
COBpPEeMEHHbIM AaHHbIM MonararT, YTO 3Ta hopma
KapaunomuonaTtum BCcTpe4vyaeTcsa HaMHoro Yvauwe — 1:200.

'KMI BbisiBneHa B 122 cTtpaHax (4To coctaBnsieT npumepHo 90%
HaceneHua Mmpa) n ycTaHOBJIEHHOMU NMPUYMHON KapanomMuonaTum,
BEpPOATHO, ABNSAIOTCSA CNOHTaHHble (de novo) myTauun. BepoAaTHo,
yto N’KMI1 cTtpagaeT = 20 MnH YenoBeK BO BCEM MUpe.

XoTAa 3aboneBaHne BCTpeyaeTcs B OONbLUMHCTBE CTPaH, BO BCeX
3THUYECKUX rpynmnax u pacax u B paBHOM CTerneHn nopaxaet oba
noria, ero reHeTU4eCKUMn cyocTpart, KIIMHN4YecKune u
cdeHOTUNNYECKME NPOSIBNIEHUS CYLLEeCTBEHHO He pa3nn4yarTca B
3aBMCUMOCTHU OT AemMorpadmnyecKknx xapakrepucTuk.

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




PACMPOCTPAHEHHOCTHb (Il)

PacnpegeneHue (KpacHbIM): 122 cTpaH, oxBaTbiBarowmx 88% MnMpoBoro

HaceneHwus;

PacnpoctpaHeHHOCTb 1 cny4an Ha 200-500 yen.;

MpeanonoxutensHo NKMI1 ctpaaatoT okono 20 MIIH YesioBeK BO BCEM MUpe.
B.J. Maron, N Engl J Med 2018;379:655-68.




PACMPOCTPAHEHHOCTb (lIl)

KnuHuyecku AunarHoCTupoBaHHbIe

10%
| |
CumntTomaTudeckne beccuMnTOMHbIe

Owarpamma nnnroctpupyeTt
COOTHOLUIeHUe ANarHoCTUPOBaHHbIX
U HeBbIsABIEeHHbIX cny4yaeB NKMI.

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




CTPYKTYPA CAPKOMEPA (I):

Capkomep — OCHOBHasl coKkpaTuTenbHasa eanHULIA NONepeYvyHo-
nosiocaTon MycKynaTtypbl, COCTOAILLAA U3 TONCTbIX U TOHKUX
dmnameHTOB. CapKkomepbl BbICTPOEHbI C NOMOLbLIO Z-AUCKOB,
pacnonoXeHHbIX Ha rpaHuLLe KaXX4oro capkomepa, U B3aMMOCBSI3aHbl
0COObIMM TONCTbIMU PunameHTaMm AN GopMUPOBaAHNA MbILLUEYHbIX
BOJIOKOH. @ 1 :
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A.C. Garfinkel et al. Heart Fail Clin. 2018;14(2):139-146



CTPYKTYPA CAPKOMEPA ()
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Cxema capkomepa € ykazaHMeM 6enKkoB C YCTaAaHOBJIEHHbIMU FreHHbIMU MyTaLUAMMU
npu FKMI n nx yactoton (NpoueHTbl B CKOOKax).

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



FT’EHETUYECKME MYTALUMU NPU TKMIN

Kogupyembin 6enok | CybkneTtouyHas YacToTa
noKanusauuvs B npu NKMI | onncaxwme,
capKomepe, (B %)
yHKLMA

OCHOBHbIe reHbl, Bbi3biBalowmue 3aboneBaHuA

MYBPC3 KapauanbHbli MUO3NH- TONCTbIN ounameHT 30-40 1995
cBsa3sbiBaoLWmKM npotenH C

MYHT7 B-MWO3MH TsKenasa uenb TONCTbIN ounameHT 20-30 1990

MYL2 PerynaropHas nerkas TONCTbIN ounameHT 2-4 1996
Lernb MUO3NHa

MYL3 [maBHaga nerkasa uenb TONCTbIN ounameHT 1-2 1996
MMO3MHa

TNNI3 KapguanbHbI TPONOHUH | TOHKUI donnameHT 5-7 1997

TNNT2 KapananbHbii TPOMNOHMH T TOHKUW punameHT 5-10 1994

TPM1 a-TPOMNOMWO3NH TOHKUI onnameHT <1 1994

ACTC1 KapguanbHbIn a-akTuH TOHKUI onnameHT <1 1999

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




NATOrMEHE3. KM - 3ABOJIEBAHME C
HAPYLWWEHHOM PENAKCALIMEN CAPKOMEPA (1)

Mpun IxoKlN-nccneposaHumn nauymeHToB ¢ ABHou TKMI1 n nogen ¢ nonoXxutenbHbIM
reHOTUNOM U oTpuuaTenbHbIM (PE€HOTUNOM OOLIYHO BbIABNAETCA rMNepPKUHETUYECKUN
TUN COKpaLLEeHUA Xeryao4KoB.

JKcnepuMeHTarnbHble UCCnegoBaHUA [AlOT MONEKYNsApHOe 00 bACHeHUe 3TUM
KITMHUYECKMM HabnoAeHUAM: 6eslku capkomepa Unm usonuMpoBaHHble MMoubpunibl
NpY FeHHbIX MyTaUuaXx, xapaKTeprlx ana FKMI, npu paboTte noTtpebnanu

BaXHbIM MeANaTOPOM pemo,qenupoaanm cepaua npu NKMI, ogHako Takomn
rMNepKUHETUYECKNN BapuaHT COKpaLLeHNa n runeprpodus xernyaoukoB ABMSKOTCA
BTOPUYHbLIMU COOLITUAMU MOMEKYNAPHbLIX HapyLUeHUN.

MyTauum reHoB 6enkoB mmno3sunHa npu FKMI1 gectabnnuanpyrot B3anmMoaeucTBua ero
roroBOK U, Kak crieiCTBME, YMEHbLUAKT NPonopu1Mn MUO3UHOB B COCTOAAHUU
,cyneppenaxcauww (SRX) OAHOBPEMEHHO yBennM4YMBasa KOriM4ecTBO MMO3VNHOB B
COCTOAIHUM HapyLleHHoW penakcauuu (DRX), 4To genaeT BO3MOXHbIM
B3aumMogeucTBue aKkToMmosnHa ¢ rugponmsom ATO.

Mpu F’KMIN oTtme4yaeTcs runepkuHeTM4YecKasi COKpaTUMOCTb MU3-3a YCUNEHHbIX
MOTOPHbIX CBOUCTB U MOBbILWEHHOro YpoBHA HapyweHHou pernakcauun (DRX),
Anacrtonnyeckas aucyHKLUA BCneacTBMe NOHMXKEHHbIX YPOBHEU cyneppenakcaumm
(SRX) n ypeamepHoe noTpedrieHne aHepruu.

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.




NATOMEHE3. KM - 3ABOJIEBAHME C
HAPYLWWEHHOM PENAKCALIMEU CAPKOMEPA (Il)

Takum obpasom, mytaumm npu N'KMI1 oTBeTCTBEHHbLI 32 HECKONbLKO
pa3fMYHbIX MEXaHU3MOB, KOTOpPbIe HapyLIarT CBONCTBA
capkomepa v co3aalT 4acTo HabrnoaaeMbin MONEKYNAPHbIN
cheHOTUN rMNEePKUHETUYECKON COKPAaTUMOCTU, HapyLUEeHHON
penakcauumn v NoBbILIEHHOro noTpe6neHns aHeprumn. At

-.pyHAaAMEeHTanbHble NaToPuUanonornyeckue M3MeHeHus
NPOSABNAIOTCA Ha paHHEW; [OKITMHUYECKOW CTaAuN y reHoTun-
NONOXUTenbHbIX U (heHOTUN-OTPULATESIbHbLIX NNL U B
AaribHenweM MOryT Bbi3BaTb runeprtpoduyeckoe
pemMmoaennpoBaHue MMokKapaa, Kotopoe B KOHEYHOM UTore

s npuBOAUT K Kriinuecku saisHow FKMI.

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




NATOOU3IUNONIONMYECKUE OCOBEHHOCTM

Mpn T’KMI Habntogatotcs nepegHee cMeleHmne NanunnsapHbIX Mblllubl, OcriabneHne cyxoXunbHbl
Xop4, yBenuyeHune rnepenHen CTBOPKNU MutpanbHoro knanaHa (MK). Cuctonnyeckum KpoBOTOK
HarnpaeneH B 3agHenaTteparbHy0 CTOPOHY U, TEM CaMbIM, BbI3bIBAET NOATArMBaHNE rnepeaHeu
cteopku B BT JDXK. [pu orpaHnyeHnn nogBuMXHOCTU 3aHEN CTBOPKN, pa3BUBAETCA MUTParibHas
HegoCcTaTovHOCTb. A — HopMma; B — TKMIT; 1 — HopmanbHOe HanpaBneHne KpoBOTOKa; 2 —
runeptpodpusa MXKI1; 3 — 3agHenaTepanbHoOe HanpasBlieHMe KPOBOTOKA; 4 — nepegHee CMeLLEHNe
NanuIAgpPHON MblWUbl; 5 — ocnabneHne HaTAKEHUST CYXOXUITbHbIX Xop4d; 6 — yBernmyeHue
nepenHen ctBopkn MK; 7 — orpaHnyeHne noaBmxXHoOCTM 3agHen cteopkn MK.




NMNATO®PUIUOJIONMUYECKUE U
rEMOQMUHAMMYECKME OCOBEHHOCTMU INPU r'KMn

MMWKPOLMPKYNATOPHOro
pycna |

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




OANMATrHOCTUKA

BaxxHaa ponb B gnarHoctuke NKMI1 otBoanTCcA oueHkKe Xanoo,
aHaMHe3y 3aboneBaHnA, aHaMHe3Yy XXU3HU (C YTOYHEeHneM criy4yaeB
BbifiBrieHHou N'KMI1 n BHe3anHou cepae4yHoOn cMepTn y
pPOACTBEHHUKOB), (hn3nKaribHbIM AaHHbLIM (CUCTONNYECKOe ApOXaHue
nepeaHen NOBEPXHOCTU rPYAHOMN KI€TKU; CUCTONIMYECKUN LUYM Y
FIeBOro Kpas rpyaAuHbl, MEHSIIOLLUM CBOKO MHTEHCUBHOCTL NMpU npobe
BanbcanbBbl U APYrMX MaHeBpax), a Takke pe3yribtTataM CKPUHUHra
Ha BbiSiBJIeHMe MyTaLuMu reHOB, KOOUPYIOLMUX CTPYKTYPHbIe,
COKpaTuUTesibHble U PErynsaTopHbie Oeriku capkomepa.

Ha 9KI moryT pernctpnpoBatbCca pa3HOOOpa3HbI€ HAPYLUEeHUA pUTMa
n npoBoauMocTu, npu atom Pl aBnsieTrca camon HacTou ycTtoninBoun
apuTMumen y Takmx 6onbHbIX. Ocoboe BHMMaHUE AOMKHBI Bbi3biBaTh
3aNn3oabl HEYCTOMYUBOM Xenyao4KoOBOM TaxuKapauu, YTO BaXKHO Ansd
cTpaTtuukKkaumm pucka BHe3anHon cepaevyHomn cmeptu. Kpome aroro,
oTMeyvarTcs npusHaku runeptpodum JIXK, doparmeHTaumns
xenyaodykoBoro komnnekca (QRS) u gapyrme nameHeHus. Peliatroulas
ponb B anarHoctuke 'KMI1 otBOAMTCA BU3yarM3UPYOLWLMUM MeToOaM
uccnepnosaHun: IXoKr, KT u kapanansHon MPT.




OAMATHOCTUKA: POJIb I XOKI

ObcTpyKuma BT K MeauKameHTbl
[Ouenu NMPU3HAKoOB - ‘ MuU3KTOMUSA
- » MuTp. peryprutaums ’ |
[Onpenenenuem DyHKUMa K | S f
Tpancnnam. cepaua
- Mporpeccuposanme
npornoa . 3aboneBaHuna

Puck BCC » Oedubpunnarop

BT J1IX — BblHOCAWMIA TPpaKT neBoro xenyao4vka; BCC — BHe3anHasa cepae4vyHas cMepTb
H.Rakowski et al. Cardiol Clin. 2019;37(1):11-26.




OAUATHOCTUKA: OXOKAPONOIPADU

OTmevaeTca runeptpocusa mexckenygodykosou neperopoaku (MXI) no 38 mm;
cucTonnyeckoe noaTsarMBaHue nepegHen CTBOPKU (NC) MUTpanbHOro KnanaHa B BbIHOCSA-
wun TpakT (BT) neBoro xenygouyka (JIXK) (ykazaHo ctpenkon); JIIN — neBoe npeacepaue,
3C — 3aQiHAS CTBOPKa MUTparibHOro KrnanaHa




OANMATHOCTUKA: KOMMNbIOTEPHAA

A. PekoHcTpyKuna no
KOPOTKOM OCU Ha ypOBHE
cpenHero otaena
Xernyno4ykoB B AMaAcTony:
runeptpodoma MXKT1
(cTpenkomn) ¢ HopMmarbHOM
TONLWWUHOW DOKOBOW CTEHKU
JOK.

TOMOIrPAOUA

B. PekoHCTpyKUuMA rno KopoTkon ocn C. 3-kamepHasi pEKOHCTPYKLNSA

Ha ypOBHe cpeaHero otaena B CUCTOSY JEMOHCTPUpPYET
XenyaooykoB B AMacTony: nokasaHbl BblpaXeHHoe cyxeHue BT JIXK
3Ha4YeHus TOSLLNHbI CErMEHTOB (CTpernkown BBepxy).
MuoKapaa. OTmevaeTcqa yToreHune

nepenHen ctBopkn MK
(CTpenkown BHU3Y).

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



AUATHOCTUKA: KAPOUATNIbHAA MPT — PASHOOBPA3ME
®EHOTUNOB I'Kmn

A. AcummeTpuyHas
runeptpodoma MXKIT1 c
COXpaHHOM
cBOOOJHOW CTEHKOWN
JOK.

B. ®okanbHas
rmnepTpodunsa 4YeTKO
orpaHn4eHHas
BasanbHbIM OTAENOM

MK (cTpenkon)
C. ToHKOCTEHHaA

aHeBpu3ma c
rmneptpodmen MK
n cteHkn JOK
(3B€3004KN) C
anctansHom (O) n
npokcumarnbsHou (IM)
kamepamu JOK.

D. O6wunpHoe TpaHc-
MyparnbHOe nosgHee
yCUneHne ragosivHns B
MXXIT (cTpenkamn).

E. MaccuBHoe yTonuieHue (33 MM) B OCHOBHOM nepeaHenaTtepanbHon cteHku JDK.

F. [eHOTMN-NO3UTMBHBLIN (heHOoTUN-oTpMLaTeNbHbIN POoACTBEHHUK 6onbHbIX TKMI1 ¢ Tpems
MUoKapamarnbHbIMU KpUnTaMmm, NPOXoasaLLnX Yepes ToNWnHy 6a3anbHON HUKHEN CTEHKM (CTpenkamm).




JIEMEHME: OBLUIME NOAXOAb]

BonbHon KM

l

3xoKT (B nokoe,
npu cpus.Harpyske)

'

O6cTpykuusa BT XK

(e nokoe u npu uz. Harpy3ke)

y

HeobcTpyktuBHan

(e nokoe u npu us. Harpyzke)

Y. Y l v _ l
BeccUMNTOMHBIN C HeBbIpaxeHH. | |Pedpaktephsiii k (bapm. BeccumntomHubiil | C HeBbipaxenH., |Pedpakrepubii k dhapm.
CUMNTOMaMM Apenapara CHMMNTOMamMK IPOnapa T
C EblpaXXeHH.CUMNTOMaMH C EblpaKeHH.CUMNTOMamMH
(NYHA knacc III/1V) (NYHA knacc IlII/IV)
Y Y l
e4YeHHe He HYXHO, Megukament. || Xupypruyeckas MHIKTOMMS MleyeHne He HYXHO, MegukameHr. TpaucnnauTaums
Habniogenmne JEHalA Ankor. centansHasn abnauus Habniogenune Tepanys

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




JIEMEHUVE: MEOQUKAMEHTO3HASA TEPAINMUA (1)

B-appeHobOnokatopsbl (B-AB): npenapatbl NepBOU NMIMHUU C
AOKa3aHHbIM 3¢ PeKTOM y OONbHbIX CO CTEHOKapAMEen N OAbILLKOU
npu Harpy3ke, ocobeHHo npu ooctpykuum BT JIXK n HapyweHunax
puTMa (HeyCcTouYMBbIE Xenya4yoKoBble Taxukapaus). Hambonee

3 PeKTUBHbLIMM CHUUTAKOTCA HAO 0O, atTeHosnon (0CO6eHHO B
coyetaHuu ¢ Al) u nponpaHorsnon (HecMOTpPSA Ha KOPOTKUM nepuoa
AencTBus)

AHTaroHUcTbI Kanbuua (HegurngponMpUANHoOBbLIE
npousBoaHbie!). Bepanamun v guntunasem Moryt UCnosib30BaTbCs
Npu HeNepeHOCUMOCTN UK NpoTuBonokasaHusx B-Ab.

Ousonupamua yacto BMmecTte ¢ B-Ab yMeHbLlIaOT rpagnueHT BHYTPU
JTX v yny4ywarT cnMntoMbl Yy 60nbHbIX ¢ oo6cTtpykumen BT JTXK us-
3a oTpuuaTtenbHoro nHotponHoro acdpdekra. OrpaHnyeHue K

NPUMEHEeHUI: yanuHeHne nHtepsana QT M aHTUXONMUHEPruyYecKnmn

adpdexT.

LinbeH3onunH nokasan ceoe 6naronpusatTHoe BNUsAAHME Ha
Aanactonun4yeckyro dyHkuuio JIXK n amHamunyeckyro obctpykuuio BT
JTXK.

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




NEMEHME: MEOUKAMEHTO3HAA TEPANMUA ()

HoBble noaxoabl B Tepanun NKMI

lNMpenapaT MexaHunsm gencrteus, apeKTbl UccnepoBa-
HUue
MNMeprekcunuH NHrMbutop KapHUTUH-NanbsMuTounTpaHcdepasbl-1; 6rnokmpyet Abozguia K, et
(perhexiline) MOCTYMNNEHNE XNPHbIX KUCNOT B MUTOXOHAPUM al., 2010
TpumeTtasnauH [Mpsimoe yrHeTeHne B-OKUCHEHUs; yryylaeT nepeHoCUMOCTb Fragasso G., et
domanyeckon Harpysku. Heobxognmo msyyeHme BAngHWE npenapara al. 2006
npu 'KMI
PaHonasuH NHrmbmntop no3gHero HaTpueBOro KaHana; npeanonaraercs RESTYLE HCM

yrnyylieHne OuMacTofiM4eckon 1 MUKPOBACKYIIAPHOW OANCHYHKLMN,
nogasrieHNE XenygoyKoBbIX apUTMUN

INocapraH, BnokupyeT peuentop aHrMoTeH3nHA; CHMXaeT prudpo3 U CUHTES INHERIT,
BancapTtaH KonnareHa 3a c4e€T uHrnbuposaHua PHO-B VANISH
MaBakamTeH NHrmbupyeT KapavanbHbIi MUO3NH 3a CHET CHMXKEHUS ocBoboxaeHnss PIONEER-HCM
(Mavacamten) docdarta n3 B-kapamanbHoro Mmo3mHa-S1 bnarogapst aTomy MAVERICK-HCM
NodaBnseT MMNepKOHTPaKTUNBLHOCTb CapKOMEpPOB EXPLORER-HCM

N-aueTUnuucTenH YBenuumBaeT YyBCTBUTENbLHOCTb MUodunameHToB k Ca?*, ynyywaer  HALT-HCM
ANACTONNYECKYI0 PYHKLIMIO.

ATtopBacTacTuH YMeHbLUIaeT YpOBEHb CUMHArbHbLIX MOJSIEKYST, OKCUAATUBHOIO CTpecca Nagueh SF, et al.
M anonTto3a MMUOLMTOB 2010

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



NEYMEHME: MEQAUKAMEHTO3HAA TEPANNMA (1Nl)
TOUKMU Bos.qEv’lCTBMﬂ ®APM. NPEMNAPATOB

B-anpeHobnokaTopbl Ountnasem
‘\, BepanaMMn
B-AP ;
KKL-mna L e S —
_____ :‘ I E D . - -— ‘ ':.:\_'~ ': - - -,'._ R
o Muroxounpuu “““ —

MeprekcunuH

e = -————_____.—_————" 2 TponoHuH
TpumeTasuanHe—F———————————. ¢
) ,\ ) s AKTUH
\ MaBakamTeH
MuosuHosas
ronoskKa
@ Kanbuun

Na‘*- kaHan ® Harpun

B-AP — B-appeHopeuenTtopbl; KK L-TMna — kanbumneBble KaHanbl L-tuna; XK — XXupHble
kucnotbl; CMP — capkonnasmatnyeckumn petukynym; NaCa-OH — HaTpuin-KanbLneBbIN
oO6MeHHbIU Hacoc; RYR2 — puaHoanHoBbIN peuenTtop; ATP — ATO.




XUPYPITMYECKOE JIEMEHME:
MUIKTOMMUA

PacwunpeHHasa centanbHasgd MU3KTOMUSA TPEXITaNHbIM NOAXOAOM OCHOBaHa Ha
onpeaeneHUN KOHTaKTa nepegHen CTBOPKM MuTpanibHoro knanaHa n MXXIN no AgaHHbIM
TpaHcazodareansHoU IXOKI. DTOT KOHTAKT OObIYHO pacnosioxeH Ha 18-22 mm (A) Huxe
Kpas npaBoM KOPOHApPHOM CTBOPKU. 3aTeM AenarTcs Hagpesbl Ha MXI n yagansatoTtca
¢parmeHTb! rMNepTpodpupoBaHHOro mmokapaa (B, C, D).

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




XUPYPITMYECKOE JIEMEHME:
AJTIKOIOJIbHAA ABJIALIUA (cxema)
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MmbapKT, EBbI3BaHHbIN

3TaHOoNoOMm
C nomowbio KaTeTepa, BBeJeHHOro BHyTpMaopTanbHO, AUCTalNbHbIA KOHeul
BBOAUTCA B CenTaribHYyH0 KOPOHapPHYHO apTepuro U nHbeuunpyetcsa ataHon (95%, 1 mn),
BbI3blBas TeM caMbIiM UH(apKT 6a3zanbHoro otaena MXII.




BbIBOP NMPOLIEAYPbI - MUSKTOMMUA UJTU AJTIKOIOJIbHAA
ABJIALINA - OCHOBAH HA CONOCTABJIIEHUM PAQOA ®AKTOPOB:

Puck nonHoun 6nokaabl cepaua
OnbIT Xupypra
PeweHune, NpUHATOE COBMECTHO C NaLUeHTOM

Moxunoun Bospact

Bonee monogoun Bospact

RoMOPOUAHAET ~ ~ OTHOCUTENLHO 300POBbLIN
OrpaHu4eHHas oxugaemas 1 ' f ’3.; HOonras oxupgaemas
NPOAOIIKUTENBHOCTE XKUSHN : 3 NPOACIXNTENBLHOCTbL XU3HU

AKTUBHbIA

Bonee BbICOKU#A

rpagueHT

Bonbluias TonuwmMHa CTeHOK

ConyTtcTBylOLlee CTPYKTYpHOe
3aboneBaHue cepaua

ManonoaBuXHbIN
obpas XU3HU

MeHee BbIpaXeHHbIW rpagueHT

MeHblUasA TOrMLWMHA CTEHOK
BnusHue Ha puck BCC ?
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Geske J.B., et al.
J Am Coll Cardiol HF 2018:6:364-75




HOBbLIE ONEPATUBHDLIE
METOOAUKU JNIEMEHUA TKMIN

Xupypruyeckasa neperpynnupoBKka nanunnsipHbIX Mbiwy (puc.), yaaneHue
XopA, BOCCTaHOBIIEHME MUTPAaribHOro KnanaHa

AnnkanbHaa MUIKTOMUA

TpaHcKaTeTepHasi KOppPeKUMsa MUTParibHOro KnanaHa

PaanoyactoTtHas centanbHasa abnauyusa

BbicoOKOMHTeHCMBHasa cpoKycupoBaHHaA yrnbTpa3ByKoBas cenTtaribHasi
abnauus Tuohy CV, et al. Eur J Heart Fail. 2020 Feb;22(2):228-240.
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Hodges K, et al. J Thorac
Cardiovasc Surg. 2019;157(6):
2289-9.




3AKIIOYEH

XapakTepusyeTtcs mnepwﬁweu MuUoKapaa kak npasuno JIX npu orcytcTBUM
NPUYNH, OTBETCTBEHHbIX 3a runepTpoduio

FKMI aBnsieTcs naTtonorveun ¢ pe3ko CHMXXeHHbIMU NokKasaTensAMu AUarHoCTUPOBaHHbIX
cny4yaeB. Okono 90% 6onbHbIX FKMI1 He 3HalOT 0 cBOéM 3aboneBaHumn

3aboneBaHue y 60-70% siBnsieTtca ayToCOMHO-AOMUHAHTHOMW NpUpPoOAbI, BbiI3BaHHOE
MyTauuen reHoB 6enkoB KapauanbHOro MMO3nHa

Cpeau Beaylmx naTtoreHeTU4ECKMX MEXaHU3MOB pacCMaTPMBaKOT COCTOsIHME
MNEepPKOHTPAKTUIIbLHOCTU CapKOMEPOB C NOBbIWEHHbIM PacXo40M 3HepPrun, HapylueHue
AnacToNIM4yecKomn penakcayum 1 usmeHeHme Metabonunama katmoHos Caz*

BaxxHo: runeptpodusa npu 3TOM NaToNIoOrMM He orpaHMYNBaeTcA NUWb 6a3anbHON YacTbio
MMXKTI1, a moxeT HabnaaTbLCA B pa3HbIX €€ otaenax, cBoboaHoun cteHke JXK, Bepxyluke u
Aaxke NpaBoOM Xernyaoyke

B anarHoctuke ’KMI pewarowan ponb oTBOAUTCA BU3yanusupyrowmm metogam. IxoKr
ABNSIETCA OAOCTYNHbIM, AeLéBbIM U UHPOPMAaTUBHbLIM METOAOM UCCreaoBaHUA

MNMpu BbIOOpE TaKTUKU NEeYEeHUA YYUTbIBAOT BO3pacT OOMbHOro, HanM4ne CUMNTOMOB
3aboneBaHus, Hann4yue n cteneHb oocTpykuum BT JTXK, puck BCC, nmerowmecs HapyLueHns
puTMa n NPoBOAUMOCTU U AP. PaKTOoPbI

Cpep,w TPaAULUNOHHbIX (*)apMaKOHOFVI‘-IeCKVIX npenapatoB NPpUMeHAROT B-anpeHOGHOKaTOpr,
AHTAaroHUCTbI Kanbuus (BepanaMMn n Il:I,VIJ1TVIa3eM) n ansonunpamumg

Cpeau HOBbIX NpenapaTtoB, OOHaAEXUBaKLWMe pe3yrbTaThl NONyYeHbl B UCCriefoBaHUAX
MOBaKaMTeHa — NepBOro, CesIeKTMBHOro annoctepu4yeckoro uHrmontopa AT®-3bl
KapAnanbHOro MMO3uHa, KOTOpPbIA YMEHbLUAeT NepekpeCTHOEe CBA3bIBaHME aKTUHA U
MMO3UHA, TaKUM OOpa3oM noaaBnseT COKPaTMMOCTb MUOKapAaa u yny4llaeT
3HepreTuyeckKkue npoLecchbl

Mpun HeahdheKTMBHOCTN KOHCepBaTUBHOM TepanmMu npuberaroT K UHTePBEHLUOHHbIM
npoueaypam, Hambonee paspaboTtaHHLIMU U3 KOTOPbLIX ABMAIOTCA XUpypruyeckas
MMIKTOMUSA U ankoronbHas cenTanbHaa abnauus







