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Supplemental Table 1. Sequences of primers used for quantitative PCR 
 

 
 
 



Supplemental Table 2. NOMID patient characteristics and clinical symptoms 



 

 
 
Supplemental Figure 1. Pro-inflammatory cytokines are not significantly elevated in 
Nlrp3L351P Il1b-/- Il18-/- mice following stimulation with LPS. Serum IL-6 (A), IL-1 alpha (B), IL-
17 (C) and KC (D) showed no significant differences in Nlrp3L351P Il1b-/- Il18-/- mice at both 2 and 
6 hours post LPS (5 µg/g) as compared to Nlrp3L351P Casp1/11-/- mice. Each point is 
representative of an individual mouse, mean is represented by horizontal bar. Kruskal-Wallis 
test and Dunn's Multiple Comparison Test was used to determine statistical significance. Data 
represent mean ± SEM. 
 
  



 
 
Supplemental Figure 2. Knockout of TNF reduces mRNA expression of inflammatory 
macrophages and neutrophil markers in skin.  Expression of F4/80 and iNos was 
significantly raised in Nlrp3A350V mice as compared to littermate controls and was attenuated in 
Nlrp3A350V Tnf -/- mice, while a similar trend was seen for Ly6c. No significant differences were 
seen in expression of Arg1 (A). Cxcl1 and Cxcl2 expression is similarly elevated in Nlrp3A350V 

mice and significantly reduced in Nlrp3A350V Tnf -/- animals (B) (n=12 for control, Nlrp3A350V and 
Nlrp3A350V Tnf -/- mice and n=8 for Nlrp3A350V Tnf +/- and Tnf -/- animals for each marker). Kruskal-
Wallis test and Dunn's Multiple Comparison Test was used to determine statistical significance. 
Data represent mean ± SEM. 
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Supplemental Figure 3. No significant differences in ASC specking or mature IL-1β with or 
without addition of LPS comparing Nlrp3A350VCreT and Nlrp3A350V Tnf-/- BMDCs. 
Inflammasome activation, quantified by ASC specking revealed no significant difference in the 
percentage of ASC specks/nuclei in Nlrp3A350V Tnf -/- and Nlrp3A350VCreT cells (A) (n=3 mice per 
group with 6 images taken per well at 10X magnification). Mature IL-1β was not significantly 
reduced in supernatants from Nlrp3A350V Tnf -/- and Nlrp3A350VCreT cells (B) (n=8 mice per group). 
Likewise, addition of 1ng/ml LPS revealed no significant difference in the percentage of ASC 
specks/nuclei (C) (n=3 mice per group with 6 images taken per well at 10X magnification). IL-1β 
had similar values in supernatants from Nlrp3A350V Tnf-/- and Nlrp3A350VCreT cells (D) (n=8 mice 
per group). Student’s unpaired t-test (2 tailed) was utilized for statistical analysis. Data represent 
mean ± SEM. 



   
 
Supplemental Figure 4. Visualization of ASC specks in BMDC’s from Nlrp3A350VCreT and 
Nlrp3A350V Tnf-/- cells.  ASC specks were stained and represented as green specks as indicated 
by the white arrows above. Stimulation with LPS (1ng/ml) similarly increased the number of ASC 
specks in Nlrp3A350VCreT and Nlrp3A350V Tnf-/- cells. Images are representative of three mice per 
group with 6 images taken per well at 10x magnification. Scale bar represents length of 250um. 
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