MYOCARDIAL DISEASE
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· Genetic Primary Cardiomyopathy
· Leading cause of sudden cardiac death in young athletes 
· Usually due to a mutation in the B myosin heavy chain 
· Features: 
· Often asymptomatic 
· Dyspnoea, angina, syncope 
· Sudden death (most commonly due to ventricular arrhythmias) 
· Heart failure 
· Jerky pulse, large A waves, double apex beat 
· Ejection systolic murmur – increases with valsava manovre and decreases on squatting (Increases blood return to the heart)
· MR SAM ASH Echocardiography findings
· Mitral regurgitation 
· Systolic anterior motion of the anterior mitral valve
· Asymmetric septal hypertrophy 
· Associations 
· Friedreich’s ataxia 
· Wolf-Parkinson White 
· ECG 
· Left ventricular hypertrophy 
· Progressive T wave inversion 
· Deep Q waves 
· Atrial fibrillation may commonly be seen 
· Management 
· Atenolol / Propranolol / Metoprolol 
· 2nd line = Verapamil 
· Restriction from high intensity athletics 
· Implantable cardioveter-defibrillator 
· Control of atrial arrhythmias / anticoagulation 
Myocarditis
· Causes 
· Viral: 
· Coxsackie, HIV
· Bacteria
· Diphteria, Clostridia
· Spirochaetes
· Lyme disease
· Protozoa
· Chagas disease, toxoplasmosis 
· Autoimmune 
· Drugs 
· Doxorubicin 
· Presentation 
· Usually a young patient with acute history 
· Chest pain 
· Shortness of breath 
· ECG – Prolonged QT interval 
· Management 
· 1st line: supportive care +/- treatment of underlying cause
· ACE inhibitors / Angiotensin II receptor blockers











Secondary Cardiomyopathies
· Pathological Myocardial involvement as part of a generalised systemic disorder 
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Screening
· Confirmed or suspected inherited cardiac conditions
· Family history of cardiac conditions
· Family history of sudden cardiac death (unexplained or secondary to known inherited cardiac conditions 
· Cardiac screening of individuals born with inborn errors of metablolism, neuromuscular disorders or syndromes associated with cardiomyopathy or arrhythmia 
Dilated Cardiomyopathy
· Dilated heart leading to a systolic (+/- diastolic) dysfunction 
· All 4 chambers affected (LV > RV)
· Features:  Arrhythmias, Emboli, Mitral regurgitation
· Causes: Alcohol, infection and High output states
· Alcohol, Coxsackie B virus, HIV, Diphtheria, Hyperthyroidism, Haemachromatosis, Sarcoidosis, DMD, Wet Beri Beri, Nutritional, Doxorubicin, Post partum, Hypertension


	



	Arrhytmogenic Right Ventricular Dysplasia
· Genetic Primary Cardiomyopathy
· Right ventricular myocardium is replaced by fatty and fibrofatty tissue 
· Presentation: Palpitations, Syncope, Sudden death 
· ECG Abnormalities in V1 – V3 
· Typically T wave inversion 
· Epsilon wave is found in 50% - terminal notch in the QRS complex 
· Localised QRS widening 
· Paroxysmal episodes of ventricular tachycardia
· Echo changes are often subtle in the early stages but may show an enlarged, hypokinetic right ventricle with a thin free wall 
· MRI is useful to show fibrofatty tissue 
· Management: 	
· Sotalol is the most widely used antiarrhythmic 
· Catheter ablation to prevent ventricular tachycardia 
· Implantable cardioverter – defibrillator 
· Naxos Disease = autosomal recessive variant of ARVC – also palmoplantar keratosis and wooly hair 

	Acquired Primary
Peripartum Cardiomyopathy 
· Typically develops between last month of pregnancy and 5 months post partum 
· Most common in older women, greater parity, multiple gestations 
Takotsubo Cardiomyopathy 
· Stress induced cardiomyopathy e.g. patient just found out family member dies and develops chest pain and features of heart failure 
· Transient apical ballooning of the myocardium 

Restrictive Cardiomyopathy
· Causes: amyloidosis, post radiotherapy, leoffler’s endocarditis
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