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Farmakologicky profil mavakamtenu
v lécbé hypertrofické obstrukéni kardiomyopatie
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Mavakamten je selektivni, alostericky a reverzibilni inhibitor srde¢niho myozinu. Timto
zplsobem moduluje pocet myozinovych hlavic, které mohou vstupovat do stavu
vzniku kontrakce, a tim snizuje pravdépodobnost tvorby systolickych a rezidudlnich
diastolickych pricnych mUstkd pfi kontrakci. Latka je aktualné schvélena a indikovand
k 1é¢bé symptomatické hypertrofické obstrukeni kardiomyopatie (o0HCM) (New York
Heart Association, NYHA, tfida 1I-1ll) u dospélych pacient(. Aktualné probiha velka
klinicka studie, ktera se pokusi doplnit dlouhodoba data o bezpecnosti a u¢innosti
mavakamtenu ve zminéné indikaci.
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Pharmacological profile of mavacamten in the treatment of hypertrophic
obstructive cardiomyopathy

Mavakamten is a selective, allosteric and reversible inhibitor of cardiac myosin. In this
way, it modulates the number of myosin heads that enter the state of onset of contrac-
tion, thereby reduce the likelihood of the formation of systolic and residual diastolic
cross bridges during contraction. The molecule is currently approved and indicated
for the treatment of symptomatic hypertrophic obstructive cardiomyopathy (cHCM)
(New York Heart Association, NYHA, class II-1ll) in adult patients. A large clinical study
is currently underway, which will attempt to supplement the long-term data on the
safety and efficacy of mavacamten in the mentioned indication.
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Uvod
Hypertroficka kardiomyopatie (HCM) je

progresi dusnosti pfi ndmaze a zhorsujici se
kvalitou Zivota v prostfedi dynamické obstruk-

geneticky podminéné onemocnéni, které  ce LVOT. Obstrukéni HCM vznikd v dUsledku

bézné vede k obstrukci vytokového traktu
levé komory (LVOT), jez muze zpUsobit dis-
komfort na hrudi, dusnost, inavu a synkopu.
Jednd se o jeden z nejcastéjsich druht kar-
diomyopatii a jednu z nejfrekventovanéjsich
pficin ndhlého umrti u mladych jedinca (1).
Onemocnéni je typické hypertrofii myokar-
du s absenci dilatace levé komory a zaroven
jsou vylouceny ostatni potencidlni patologie
(2, 3).

I kdyZ mdze byt onemocnéni asymptoma-

tické, choroba je charakterizovana postupnou

myofibrilarni poruchy vedouci k hypertrofii
septa a abnormalnimu subvalvuldrnimu mi-
trdlnimu apardtu vedoucimu k systolickému
prednimu pohybu jednoho nebo obou mitral-
nich cipt (1). Prognéza HCM je proménliva,
u malé podskupiny pacientd se vyskytuje
symptomatické srdecni selhdnia nahla srdec-
ni smrt (4).

Nejcastéjsi pricinou hypertrofické kar-
diomyopatie tkvi v mutaci gent kédujicich
sarkomerické slozky kardiomyocytd. Mutace
postihuji geny pro kontraktilni myofilamenty

38 KLINICKA FARMAKOLOGIE A FARMACIE / Klin Farmakol Farm. 2024;38(1):38-45 /

DECLARATIONS:
Declaration of originality:

The manuscriptis original and has not been published

or submitted elsewhere.

Ethical principles compliance:

The authors attest that their study was approved
by the local Ethical Committee and is in compliance
with human studies and animal welfare regula-
tions of the authors’ institutions as well as with the
World Medical Association Declaration of Helsinki
on Ethical Principles for Medical Research Involving
Human Subjects adopted by the 18" WMA General
Assembly in Helsinki, Finland, in June 1964, with
subsequent amendments, as well as with the ICMJE
Recommendations for the Conduct, Reporting,
Editing, and Publication of Scholarly Work in Medical
Journals, updated in December 2018, including pa-
tient consent where appropriate.

Conflict of interest and financial disclosures:

None.

Funding/Support:
None.

Cit. zkr: Klin Farmakol Farm. 2024;38(1):38-45
https://doi.org/10.36290/far.2024.006
Clanek prijat redakci: 31. 1. 2024

Clanek pijat k tisku: 29. 2. 2024

PharmDr. Marek Lapka, Ph.D.
marek.lapka@lf3.cuni.cz

www.klinickafarmakologie.cz



