
Supplementary Tables and Figures 
 
Supplementary Table 1: Tandem Mass-Spectrometry Analysis 

 



 
 
Supplementary Table 2: Purified BPI Isoaspartylation Assay Data 
 
human BPI purified in Buffer A positive control 4124 cpm 
(10mM Tris, pH6.8, 100mM Nacl) negative control  462 cpm 
BPI purity>95% BPI (52 pmole) 491 cpm 
human BPI purified in Buffer B positive control 3722 cpm 
(10mM citrate phosphate , pH5.6, 700mM Nacl) negative control  674 cpm 
BPI purity >90% BPI (60 pmole) 718 cpm 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 



 
Supplementary Table 3 

 
 
 
 
 
 
 
 
 
 
 
 

         

 
           CF sera (n=38) 

 
              RA sera (n=50) 

 

 
ACPA IgM RF BPI-ANCA ACarPA 

 
ACPA IgM RF BPI-ANCA ACarPA 

 
 

U/ml U/ml OD450 U/ml 
 

U/ml U/ml OD450 U/ml 
 Mean 6.47 10.87 0.41 17.2 

 
448.2 121.9 0.1 50.34 

 Range 0 - 37.96 0 - 178 0 - 1.53 3.6- 46.6 
 

3 - 1037 3-236 0-0.3 0 - 294 
 % positive 0 7.8 42.1 40 

 
94 92 0 28 
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Supplementary Figure 1: Specificity of autoantibodies in cystic 
fibrosis sera. Anti-BPI IgG levels in CF sera do not correlate with 
ACarPA IgG serum titers as measured by ELISA (Inova Diagnostics) 
(n=38), r = 0.18, p = 0.48. 



 
 
 

Supplementary Figure 2: BPI is not post-translationally modified. NETs were 
generated following 2hr treatment with 600nM PMA (A-F) or PsA PA14 (MOI 
10) (G-L). (A, D, G, J) BPI-AI488 (green), (B, H) citrullinated proteins-Cy3 
(aCit, red) and (E, K) carbamylated proteins-Cy3 (aCarb, red) were detected 
on the extruded DNA strands (DAPI, blue) via immunocytochemistry; merged 
images demonstrate there is no co-localization between (C, I) BPI and 
citrullinated proteins or between (F, L) BPI and carbamylated proteins; LSM 
510 META, Zeiss confocal microscope, 60X, Scale bars represent 10 µm.   



 
 

 
 
 
 

Supplementary Figure 3: CF patients generate anti-PA14 IgG 
response and are hypergammaglobulinemic. (A) Anti-PA14 lysate IgG 
titers are higher in CF sera compared to healthy sera, *p < 0.05, (CF, 
n=38; Healthy sera, n=10). (B) IgG levels specific for P. aeruginosa PA14 
lysate do not associate with anti-BPI auto reactivity in CF patients (n = 
38, p = 0.684)   (C) Total IgG titers are higher in CF sera (n=38) when 
compared to healthy sera (n=7), p < 0.01. (D) Total IgG titers are 
equivalent in CF patients independent of anti-BPI IgG status (n = 38, p = 
0.157).  

 



 
 
 
 
 

 
 
 

 
	
	

	
	

Supplementary Figure 4: AcarPA levels correlate with clinical 
parameters in CF, independent of anti-CIF immune response to P. 
aeruginosa. (A) ACarPA IgG titers negatively correlate with FEV1% 
(Pearson correlation analysis, r = -0.278, p = 0.046). (B) ACarPA IgG serum 
titers are higher in CF patients with positive Pseudomonas aeruginosa 
sputum culture (PA+) (n = 38, **p < 0.01) (C) and in those colonized with the 
mucoid Pseudomonas aeruginosa bacterial strains (n = 38, *p < 0.05). (D) 
Anti-CIF IgG titers do not differ between CF patients positive for anti-
carbamylated protein autoantibodies (ACarPA+) vs. negative for ACarPA 
(ACarPA-) (n = 38, p = 0.393).  ACarPA measured by the in-house ELISA 
assay.  



	
	

	
	
	

Serum 1:100 + 50μg/ml BPI
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Supplementary Figure 5: Confirmation of anti-BPI IgG presence 
in CF sera by fluid-phase ELISA. Incubation of 50μg/ml BPI with 
CF sera decreases the reactivity of anti-nBPI IgG to the plate bound 
protein by > 30% relative to the serum control with no nBPI inhibition 
in the fluid phase (n = 11).  


