
Case Report

British Journal of Hospital Medicine, April 2013, Vol 74, No 4� 233

Santos et al (2010) review the molecular 
mechanisms causing Friedreich’s ataxia. 

The net result is a chronic reactive myo-
carditis with loss of contractile fibres, as 
opposed to over-expression of contractile 
fibres as seen in hypertrophic obstructive 
cardiomyopathy. Coupled with impaired 
mitochondrial ATP production, this may 
account for the low voltage electrocardio-
gram and discrepancies with apparent left 
ventricular ‘hypertrophy’ in patients with 
Friedreich’s ataxia.

In terms of presentation this patient, 
with hypertrophy and an arrhythmia, is not 
atypical. However, the presence of low volt-
age in the context of left ventricular hyper-
trophy on echo, appears unusual. BJHM
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Learning Points
n	 Friedreich’s ataxia is caused by a deficiency of the iron-binding protein frataxin, which results in 

mitochondrial and nuclear dysfunction. 
n	 The clinical consequences include spino-cerebellar degeneration, diabetes and cardiomyopathy.
n	 The cardiomyopathy is usually hypertrophic with heart failure a common cause of early death.
n	 In a proportion of patients cardiomyopathy develops into a dilated cardiomyopathy status with poor 

systolic function.
n	 There is currently no cure for Friedreich’s ataxia.

Figure 2. Transthoracic echocardiogram showing 
a parasternal long axis view with left ventricular 
hypertrophy (arrows), 1.7 cm in diastole. Ejection 
fraction 55% and left atrial diameter 3.4 cm.  

This elderly woman (Figure 1) 
informed her daughter that her ‘hear-
ing aid’ was broken and for weeks she 

had kept it safe in her trouser pocket. The 

hearing aid was in fact her VVIR (ven-
tricular sensing, ventricular pacing, inhib-
ited, rate responsive) pacemaker, which 
had been implanted 6 years previously for 
complete heart block. The patient was well 
and haemodynamically stable. 

Remarkably, she had no underlying 
intrinsic cardiac rhythm and was therefore 
pacemaker dependent. Fortunately, the 
system was programmed to pace bipolar; 
as unipolar pacing only works if the gen-
erator box is in contact with subcutaneous 
tissue. Failure to pace would have been 
fatal in this case. Although skin erosion is 
common, complete extrusion is a rare 
phenomenon. BJHM
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Pacemaker in the wrong pocket

Figure 1. Image showing complete extrusion of 
the device and wire.




