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Serum vascular endothelial growth factor is associated
with cardiovascular involvement and response to therapy
in Erdheim-Chester disease
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SUPPLEMENTARY MATERIAL

Table S1. Cardiac involvement of Erdheim-Chester disease patients at initial cardiac MRI and progression

on follow-up images

Initial Follow-up
=45 i
(n=45) Complgte Partla_l Stability Progression
regression regression

Cardiac involvement, n (%) 45/45 (100) (?/;;53) (2555/465) (122‘;4753 (2‘{445)
Pulmonary artery, n (%) 5/45 (11.1) 0/5 2/5 3/5 0/5
Thoracic aorta, n (%) 31/45 (68.9) 0/31 0/31 31/31 0/31
Right atrium pseudotumor, n (%) 30/45 (66.7) 5/30 18/30 7/30 0/30
Right atrioventricular septum, n (%) 37/45 (82.2) 6/37 21/37 9/37 1/37
Right atrium, n (%) 29/45 (64.4) 11/29 9/29 7/29 2/29
Free wall of the right atrium, n (%) 20/45 (44.4) 7/20 6/20 6/20 1/20
Posterior wall of the right atrium, n (%) 22/45 (48.9) 8/22 6/22 7/22 1/22
Inter-atrial septum, n (%) 22/45 (48.9) 9/22 5/22 7/22 1122
Left atrioventricular septum, n (%) 4/45 (8.9) 2/4 1/4 1/4 0/4
Left atrium, n (%) 6/45 (13.3) 3/6 2/6 1/6 0/6
Late gadolinium enhancement®, n (%) 40/45 (88.9) 20/39 10/39 0/39
Pericardium, n (%) 21/45 (46.7) 4/21 9/21 7/21 1721
Pericardial effusion, n (%) 20/45 (44.4) 3/20 8/20 6/20 2/20
Pericardial contrast enhancement, n (%) 13/45 (28.9) 2/13 4/13 7/13 1 emergence
Pericardial thickening, n (%) 15/45 (33.3) 3/15 4/15 8/15 1 emergence
Posterior mediastinum, n (%) 22/45 (48.9) 1/22 21/22 0/22
Dyskinesia*, n (%) 14/45 (31.1) 9/13 113 3/13 0/14
Decreased tricuspid annular plane 15/45 (33.3) 8/14 2/14 4/14 0/15

systolic excursion (TAPSE)*, n (%)

*For one patient, re-evaluation was based on a CT-scan due to pacemaker implantation, and contrast
enhancement, dyskinesia and TAPSE could no longer be evaluated.
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Figure S1. Receiver operating characteristic (ROC) curves for prediction based on serum VEGF
concentration at first evaluation: A - vascular involvement (gold standard: vascular imaging); B - cardiac

involvement (gold standard: cardiac imaging, preferably MRI, replaced by CT-scan when contraindicated);

C - cardiac or vascular involvement in Erdheim-Chester Disease.
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Figure S2. Survival curves of Erdheim-Chester disease patients. A - with and without high (> 500pg/mL) initial serum VEGF concentrations; B -
according to the change in serum VEGF concentration (AsVEGF) on treatment; C - with cardiac involvement according to response to treatment

assessed by cardiac magnetic resonance imaging (MRI).



