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CASE SUMMARY 

 The presented patient has been diagnosed with left ventricular non-compaction (LVNC). He is 

only mildly symptomatic and his exercise capacity is fairly good. Importantly, he is in sinus rhythm 

and there are no data on atrial fibrillation (AF), neither in anamnesis nor in 24-hour monitoring. 

Moreover, thrombo-embolic complications have never been observed. On the other hand, he has been 

abusing alcohol for last years and is an active smoker.  
 

DISCUSSION 

Left ventricular non-compaction is a rare congenital cardiomyopathy, which presumably 

results from the premature arrest of endomyocardial formation during embryogenesis. The hallmark 

feature of the LVNC is a double-layered LV wall, which is composed of thin, compacted myocardium 

on the epicardial side and much thicker, trabeculated, non-compacted myocardium on the endocardial 

side, which forms deep, blood-filled recesses protruding into LV cavity.  

The true epidemiology of LVNC in the general population is unknown. There were only 34 

diagnosed cases of LVNC in the referral Swiss echocardiographic laboratory (0.014% of all 

echocardiograms) during 15 years. As any cardiomyopathy, LVNC may either be sporadic or familial. 

Detailed history and echocardiographic examinations of relatives showed familial occurrence of 

LVNC in 12 to 50% of cases.  

Historical studies reported very poor prognosis in patients diagnosed with LVNC with 35% 

mortality in 4-years observation. However, those reports came mostly from the tertiary centers and 

severely affected patients, who were not treated with modern pharmacotherapy. More recent studies 

showed that LVNC is not as malignant condition as previously perceived. In one report of 45 patients 

with LVNC, the 4-year survival was actually 97%.  

Due to low prevalence and challenging diagnosis of LVNC, there are no randomized, 

controlled therapeutic trails and management is mostly based on the analogy with other types of 

cardiomyopathies and heart failure. Furthermore, there is no specific therapy for LVNC. Generally, 

when patients presents with HF symptoms and on echocardiogram LV systolic dysfunction (LVSD) is 

present, than ESC endorsed HF guidelines should apply. Similarly, for asymptomatic LVSD recent 

ESC-HF guidelines on pharmacotherapy and devices is best what can be offered. Because of an altered 

LV structure with deep recesses and blood pooling, LVNC patients have increased risk of thrombo-

embolic events, particularly when associated with AF. Therefore, rather low threshold for oral 

anticoagulation is widely accepted. Patients with LVNC are particularly prone to life-threatening 
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ventricular arrhythmias. In one case series in 20% of patients either symptomatic or asymptomatic 

ventricular tachycardia (VT) was observed in 24-hour ambulatory ECG monitoring. Therefore, 

regardless of the arrhythmia symptoms, annual Holter monitoring is recommended for all LVNC 

patients. Indications for implantable cardioverter-defibrillator (ICD) are not different from standard 

indications in non-ischemic cardiomyopathy. However, as patients with LVNC are probably at higher 

risk of sudden cardiac death (SCD), the broader use of ICD may be advantageous. Therefore, the 

widely accepted criteria for the primary prevention of SCD include syncope, non-sustained VT, severe 

LVSD (EF < 35%) or family history of SCD. Patients with refractory, end-stage HF are candidates for 

LV assist devices (LVADs) and heart transplantation, and should undergo standard qualification 

process.  

 

 

EXPERT’S OPINION 
 The patient should be managed in the specialized center for cardiomyopathies and heart 

failure. As for pharmacotherapy, standard HF-approved drugs should be used and in this case, Sotalol 

should be replaced with beta-blockers of confirmed benefit, preferably with Carvedilol slowly up-

titrated to maximally tolerated dose. Anticoagulation therapy, if any, is much more difficult issue. The 

data are scarce and there are numerous pros and cons such therapy. In favor of anticogulation are 

diagnosis of LVNC per se, although it is not must-do drug, severely impaired LV systolic function, 

young age with long life expectancy. On the other hand, there are arguments against anticoagulation, 

such as sinus rhythm, no history of thrombo-embolisms, good functional status, and alcohol abuse. 

The decision is always difficult is such a scenario, preferably patient should be actively involved in 

this process and express his opinion. As for device therapy, implantable cardioverter-defibrillator 

(ICD) is clearly recommended based on the current guidelines. However, the true risk of sudden 

cardiac death is probably small and in majority of patients ICD can be inactive for years or in worse 

case scenario can deliver inadequate therapies, e.g. ICD shocks during fast AF, etc. At present, there 

are no indications for cardiac resynchronization therapy (CRT) or more advanced invasive techniques.  

 

CONCLUSION 
The pharmacotherapy of LVNC is typically not much diffrent from guidelines-approved HF 

therapy. The decsion wheater to initiate oral anticoagualtion therapy is difficult and should be made 

after careful assesment of all pros and cons and patient involvment. ICD is recommended, especially 

when ventricular arrythmias are observed.  
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