










Supplemental Table 1: Demographic Features for Human Studies Participants.  Data are 
shown for individuals with WBS or controls who participated in echocardiogram or CT 
angiogram studies.  The CT participants are a subset of the echocardiogram group. ND: not 
determined. 
 
Echocardiogram WBS Control P value 
Number of participants with TRVmax data  20 11 ND 
Age (y) mean +/-SD (range) 9.3 +/- 3.5 y  

(3.4-17.8) 
12.0 +/-4.2 y 
(4.4-16.8)  

0.29 
 

Number (%) Female 9 (45%) 4 (37%) 0.72 
Body Mass Index mean +/- SD 16.9 +/- 3.0 18.9 +/- 3.3 0.26 
Number (%) with procedures on PA(s) only 

 

2 (10%) 0 (0%) ND 
Number (%) with procedures on aorta only 2 (10%) 0 (0%) ND 
Number (%) with procedures on both aorta and PA(s) 5 (25%) 0 (0%) ND 
Number (%) with any of the above procedures 9 (34.3%) 0 (0%) ND 
Number with TRVmax of original echo set (%) 20/35 

(57.1%) 
11/13 
(84.6%) 

0.10 

 
 
CT angiogram WBS 
Number of TRVmax positive participants with unsedated CT data  11 
Age (y) mean +/-SD (range) 10.5 +/- 3.4  

(6.8-17.7) 
Number (%) Female 6 (54%) 
Body Mass Index mean +/- SD 17.6 +/- 3.7 
Number (%) with procedures on PA(s) only 

 

2 (18%) 
Number (%) with procedures on aorta only 1 (9%) 
Number (%) with procedures on both aorta and PA(s) 4 (36%) 
Number (%) with any of the above procedures 9 (64%) 

 



 

Echo Parameter Eln+/+ Eln+/- Eln+/-Tx 
Eln+/+ vs 
Eln+/- 

Eln+/+ vs 
Eln+/-Tx 

Eln+/- vs 
Eln+/-Tx 

              
Body Mass (g) 24.40 +/- 1.48 23.94 +/- 1.01 24.99 +/- 1.51 p = 0.79 p = 0.68 p = 0.29 
              
Heart Rate (BPM) 515.10 +/- 31.27 477.0 +/- 35.36 517.25 +/- 41.00 p = 0.14 p = 0.99 p = 0.10 
              
LVESV (μl) 16.53 +/- 2.64 17.31 +/- 1.82 18.16 +/- 2.74 p = 0.81 p = 0.41 p = 0.77 
LVEDV (μl) 49.90 +/- 8.61 55.39 +/- 4.77 60.09 +/- 6.80 p = 0.29 p = 0.02 p = 0.37 
LVIDs (mm) 2.21 +/- 0.14 2.26 +/- 0.09 2.3 +/- 0.15 p = 0.80 p = 0.41 p = 0.78 
LVIDd (mm) 3.46 +/- 0.25 3.62 +/- 0.13 3.75 +/- 0.18 p = 0.25 p = 0.02 p = 0.41 
              
LVAWs (mm) 1.19 +/- 0.02 1.20 +/- 0.02 1.37 +/- 0.07 p = 0.96 p < 0.0001 p < 0.0001 
LVAWd (mm) 0.78 +/- 0.02 0.78 +/- 0.04 0.91 +/- 0.06 p = 0.99 p < 0.0001 p < 0.0001 
LVPWs (mm) 1.17 +/- 0.02 1.19 +/- 0.03 1.34 +/- 0.07 p = 0.76 p < 0.0001 p < 0.0001 
LVPWd (mm) 0.78 +/- 0.02 0.79 +/- 0.04 0.91 +/- 0.06 p = 0.92 p < 0.0001 p = 0.0002 
IVSs (mm) 1.19 +/-0.02 1.20 +/- 0.02 1.37 +/- 0.07 p = 0.95 p < 0.0001 p < 0.0001 
IVSd (mm) 0.79 +/- 0.02 0.78 +/- 0.04 0.90 +/- 0.06 p = 0.98 p = 0.0002 p = 0.0002 
              
LVM (mg) 79.96 +/- 4.77 80.05 +/- 5.19 97.70 +/- 10.17 p = 0.99 p = 0.0004 p = 0.0003 
LVMI (mg/g) 3.29 +/- 0.33 3.35 +/- 0.24 3.93 +/- 0.54 p = 0.96 p = 0.01 p = 0.02 
              
LVEF (%) 66.70 +/- 1.33 68.75 +/- 1.31 69.68 +/- 3.35 p = 0.21 p = 0.04 p = 0.69 
LVFS (%) 36.04 +/- 1.15 37.75 +/- 0.98 38.60 +/- 2.65 p = 0.18 p = 0.03 p = 0.61 
              
LVOT Peak 
Gradient (mmHg) 5.90 +/- 0.57 5.10 +/- 0.78 6.54 +/- 1.08 p = 0.21 p = 0.38 p = 0.01 
LVOT Peak 
Velocity (mm/s) 1211.67 +/- 62.17 1124.71 +/- 88.99 1277.86 +/- 104.53 p = 0.19 p = 0.39 p = 0.01 
              
RVOT Peak 
Gradient (mmHg) 2.19 +/- 0.09 2.35 +/- 0.20 2.16 +/- 0.38 p = 0.45 p = 0.98 p = 0.33 
RVOT Peak 
Velocity (mm/s) 740.57 +/- 11.47 761.88 +/- 33.77 733.88 +/- 62.09 p = 0.60 p = 0.95 p = 0.40 
PAAT (ms) 16.74 +/- 0.40 13.80 +/- 1.20 13.98 +/- 1.39 p = 0.0002 p = 0.0003 p = 0.94 

 
Supplemental Table 2. Echocardiographic summary of elastin haploinsufficent mice and the relative 
effects of treatment with Minoxidil.  LVESV left ventricular end systolic volume, LVEDV left ventricular end 
diastolic volume, LVIDs left ventricular inner diameter systole, LVIDd left ventricular inner diameter diastole, 
LVAWs left ventricular anterior wall systole, LVAWd left ventricular anterior wall diastole, LVPWs left 
ventricular posterior wall systole, LVPWd left ventricular anterior wall diastole, IVSs intraventricular septum 
systole, IVSd intraventricular septum diastole, LVM calculated left ventricular mass, LVMI calculated left 
ventricular mass indexed to body mass, LVEF left ventricular ejection fraction, LVFS left ventricular fractional 
shortening, LVOT left ventricular outflow tract, RVOT right ventricular outflow tract, PAAT pulmonary artery 
acceleration time.  All statistics were performed using one-way ANOVA with Tukey's multiple comparisons 
testing.  Statistically significant values are in red.  Mean values +/- SD represented. 
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