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Familial Hypertrophic Cardiomyopathy

Inheritable disorder that is transmitted 
as an autosomal -dominant trait 
( sarcomeric genes  mutation ).

It is characterized by increased cardiac 
mass with myocyte hypertrophy, tissue 
fibrosis and myofibrillar disarray.
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Familial Hypertrophic Cardiomyopathy has a  
marked genetic and phenotypic heterogeneity

Disease -causing genes
MYH7, MYBPC3, TNNT2, TNNI3 ,

TPM1, MYL2, MYL3, ACTC, TNNC1

Heterogeneous 

phenotype

Increased risk of Arrhythmias

Pharmacological Therapy of hypertrophic cardiomyopathy at different Stages

Modified from: Iacopo Olivotto et al. Circ Heart Fail. 2012

STAGES OF HCM



29/07/2016

5

Pharmacological Therapy of hypertrophic cardiomyopathy at different Stages

Modified from: Iacopo Olivotto et al. Circ Heart Fail. 2012

- b̡lockers
-Verapamil/

Diltiazem
-Disopyramide

- b̡lockers
-Diuretics
-Verapamil

- b̡lockers
-Diuretics
-ACEiςARBs
-MRA

-------------- Current therapies according to 

AHA 2013 and ESC 2014 HCM guidelines

- b̡lockers

TREATMENT OF HCM-RELATED SYMPTOMS

Pharmacological Therapy of hypertrophic cardiomyopathy at different Stages

Modified from: Iacopo Olivotto et al. Circ Heart Fail. 2012

- b̡lockers
-Verapamil/

Diltiazem
-Disopyramide

- b̡lockers
-Diuretics
-Verapamil

- b̡lockers
-Diuretics
-ACEiςARBs
-MRA

-------------- Current therapies according to 

AHA 2013 and ESC 2014 HCM guidelines

- b̡lockers

- b̡lockers
-Amiodarone
-Sotalol
-Anti-
coagulants(AF)

TREATMENT OF HCM-RELATED SYMPTOMS
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Pharmacological Therapy of hypertrophic cardiomyopathy at different Stages

Modified from: Iacopo Olivotto et al. Circ Heart Fail. 2012

- b̡lockers(I B)
-Verapamil/

Diltiazem(I B)
-Disopyramide(I B)

- b̡lockers(II C)
-Diuretics(II C)
-ACEiςARBs(II C)
-MRA (II C)

-------------- Current therapies according to 

AHA 2013 and ESC 2014 HCM guidelines

(CLASS OF RECOMMENDATION)

- b̡lockers(II C)

- b̡lockers(I C)
-Amiodarone(I C)
-Sotalol(II C)
-Anti-
coagulants(AF)
(I B)

- b̡lockers(II C)
-Diuretics(II C)
-Verapamil(II C)

CLASS I B = Benefit greatly exceeds the risk; limited evidence 

from a single randomized trial or multiple nonrandomized studies.

CLASS I C = Treatment should be administered; evidence only 

from expert opinions/ case studies.

CLASS II C = Benefit exceeds 

the risk and it is reasonable to treat; 

evidence only from expert opinions/ 

case studies.

1. Late sodiumcurrent inhibition in 
symptomaticHCM: from basicscience to 
randomizedtrials

2. Preventingphenotypedevelopmentin 
HCM mutation carriers

OUTLINE
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HCM patients with Obstruction Septalmyectomy Surgical Sample

1 cm

Diastole Systole

CONTROLS:non-failing surgical patients: septal thickness < 
14mm, ejection fraction >55%, aortic valve disease

Basal inter-ventricular septum

Turbulent blood flow in the LVOT

STUDY COHORT: HCM patients with symptomaticobstruction

Late Sodium Current in Hypertrophic Cardiomyopathy

Modified from: Coppini C.,
Mugelli A. et al. LateSodium
Current Inhibition Reverses
Electromechanical
Dysfunction in Hypertrophic
Cardiomyopathy. Circulation
2013
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Modified from: CoppiniC., Mugelli A. et al. LateSodium
Current Inhibition Reverses Electromechanical
Dysfunction in Hypertrophic Cardiomyopathy.
Circulation2013
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Late Sodium Current in Hypertrophic Cardiomyopathy
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From: Coppini R et al. Regulationof intracellular Na(+) in health and disease: pathophysiologicalmechanismsand implicationsfor treatment. GlobCardiolSci Pract. 2013

Consequences of Increased INaL in cardiomyocytes

CONTROL CARDIOMYOCYTE
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Consequences of Increased INaL in HCM cardiomyocytes
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