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cardiomyopathy will be managed in a
specialist unit. They will not require
regular monitoring in primary care
with the exception of measuring
electrolytes following the introduction
of diuretics or a dose increment of an
ACE inhibitor, angiotensin II receptor
blocker or aldosterone antagonist. 

Patients treated with amiodarone
should have six monthly liver function
and thyroid function tests. Angina and
breathlessness can be managed by
initiating or increasing the dose of
beta-blocker or diuretic but an early
review by a specialist should be
requested.

We would consider the
development of syncope or rapid
palpitations a medical emergency.

CONCLUSION
Inherited cardiomyopathies are rare,
but it is likely that GPs will encounter
affected patients at some stage in
their clinical practice. Sudden cardiac
death is not an infrequent first
presentation, so it is important to be
vigilant for red flag symptoms such as
exercise-induced syncope and certain
ECG manifestations of cardiomyopathies. 

Prompt referral of first-degree
relatives of patients with inherited
cardiomyopathies to a cardiologist
with an interest in inherited heart
disease is imperative to detect others
who may be at risk.  

Charities such as Cardiac Risk in the
Young and the Cardiomyopathy
Association, see Useful information
box below, can be an extremely useful
source of support to bereaved families
and those adjusting to a new
diagnosis of a cardiomyopathy.

Acknowledgement
With thanks to Professor Mary Shepphard,
Institute of Cardiovascular Pathology, 
St George's, University of London for providing
the cardiac pathology specimens.

 
  

We welcome your feedback
If you would like to comment on this article or have a
question for the authors, write to:
editor@thepractitioner.co.uk 

REFERENCES
1 Maron BJ, Doerer JJ, Haas TS et al. Sudden death in
young competitive athletes: analysis of 1866 deaths in
the United States, 1980-2006. Circulation 2009;119(8):
1085-92
2 Jacoby D, McKeena WJ. Genetics of inherited
cardiomyopathy. Eur Heart J 2012;33(3):296-304
3 Spirito P, Seidman CE, McKenna WJ et al. The
management of hypertrophic cardiomyopathy. N Engl J
Med 1997;336(5):349-50
4 Varnava AM, Elliott PM, Baboonian C et al.
Hypertrophic cardiomyopathy: histopathological
features of sudden death in cardiac troponin T disease.
Circulation 2001;104(12):1380-4
5 Millar L, Sheikh N, Sharma S. Clinical and Genetic
Aspects of Sudden Cardiac Death in the Practice of
Sports Medicine. Colloquium Series on Genomic and
Molecular Medicine. Morgan and Claypool Life Sciences.
New Jersey. 2012
6 Gollob MH, Blier L, Brugada R et al. Recommendations
for the use of genetic testing in the clinical evaluation of
inherited cardiac arrhythmias associated with sudden
cardiac death: Canadian Cardiovascular
Society/Canadian Heart Rhythm Society joint position
paper. Can J Cardiol 2011; 7(2):232-45
7 Corrado D, Thiene G, Nava A et al. Sudden death in
young competitive athletes: clinicopathologic
correlations in 22 cases. Am J Med 1990;89(5):588-96
8 Marcus FI, McKenna WJ, Sherrill D et al. Diagnosis of
arrhythmogenic right ventricular cardiomyopathy/
dysplasia: proposed modification of the task force
criteria. Circulation 2010;13: 1533-41

‘The main
advantage of
cardiac MRI over
echocardiography
is the ability to
detect myocardial
fibrosis’
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Inherited heart conditions are the most common cause 
of sudden cardiac death in those under the age of 35
and the leading cause of non-traumatic death in young
athletes. Hypertrophic cardiomyopathy (HCM) is the
most common inherited heart disease affecting 1 in 500
of the population. Some patients may exhibit severe left
ventricular hypertrophy, others may show nothing more
than an abnormal ECG. Left ventricular hypertrophy
most commonly manifests in the second decade of life.
Sudden death is rare and usually affects patients in the
first three decades whereas older patients present with
heart failure, atrial fibrillation and stroke.

Arrhythmogenic right ventricular cardiomyopathy is a 
rare, autosomal dominant heart muscle disorder which
affects between 1 in 1,000 and 1 in 5,000 of the
population. The current hypothesis is that abnormal
desmosomal proteins lead to myocyte detachment
during exertion and promote arrhythmias. The diagnosis
usually requires a plethora of electrical and imaging tests.

Dilated cardiomyopathy (DCM) is characterised by a
dilated left ventricle with impaired function that cannot
be explained by ischaemic heart disease, hypertension or
valvular heart disease. At least 25% of cases of DCM are
familial. DCM may be associated with multisystem
conditions such as muscular dystrophy. Chemotherapy
and certain other drugs, alcohol abuse and myocarditis
may also lead to a dilated and poorly contracting left
ventricle. 

In many cases the first manifestation of an inherited 
cardiomyopathy can be a sudden cardiac arrest. Other
presentations include chest pain or breathlessness during
exertion, palpitations and syncope. In many of the
cardiomyopathies, the diagnosis can be made with a
standard ECG and echocardiogram. However if the
diagnosis is not certain or the cardiologist wishes to look
at the heart structure in greater detail, a cardiac MRI may
be performed.

For symptomatic patients with HCM a beta-blocker is 
the first-line treatment and a calcium channel blocker
such as verapamil can be used if a beta-blocker is
contraindicated. If patients are felt to be high risk, an
implantable cardioverter-defibrillator is recommended.
Dilated cardiomyopathy is treated with conventional
heart failure treatment usually with a beta-blocker and an
ACE inhibitor in the first instance.

Useful information 

Cardiac Risk in the Young 
www.c-r-y.org.uk

The Cardiomyopathy Association
www.cardiomyopathy.org


