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Abstract or Presentation Description

Purpose This project seeks to define cardiac medication use for boys with

Duchenne and Becker Muscular Dystrophy (DBMD) and ventricular dysfunction

to optimize the use of guideline directed medical therapy (GDMT).

Methods DBMD subjects with a history of left ventricular ejection fraction (EF)

< 45% were enrolled in an Advanced Cardiac Therapies Improving Outcomes

Network (ACTION) database. Cardiac medication use in the presence of

dysfunction was analyzed at enrollment. GDMT was defined as current use of

angiotensin-converting-enzyme inhibitor/angiotensin II receptor blocker

/angiotensin receptor-neprilysin inhibitor plus beta-blocker plus

mineralocorticoid receptor antagonist.

Results 128 boys with DBMD from 20 centers in North America were enrolled;
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median age of 18.9 [IQR 16.8-21.9] years with 29 (22.7%) ambulatory, 61

(47.7%) using respiratory support, and 59 (46.1%) on steroids. The median EF

recorded (N=107, 84%) at enrollment was 41.8% [IQR 34%-49.5%]. Cardiac

medication use is outlined in Table 1. Frequency of use of GDMT by EF is

shown in Figure 1. GDMT was being used for 79 (43.4%) subjects at the time of

enrollment; 8/15 (53.3%) of those with severe ventricular dysfunction (EF

<30%) were on GDMT.

Conclusion Initial analysis of a prospective registry of boys with DBMD and

ventricular dysfunction shows that the majority are not receiving GDMT. More

work is needed to better understand barriers to optimization of GDMT

particularly given the extension of life for DMD patients and increasing

frequency of cardiac causes of death.
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