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Supplementary material
This supplementary file provides detailed clinical data supporting the main text, including stratification of patients 

by clinical phenotype, diagnostic delay, immunodeficiency subtype, and outcome.

Supplementary Table 1. Clinical characteristics of patients according to diagnostic delay

Parameter Diagnosis within 6 years (n = 13) Diagnosis over 6 years (n = 15) p values

Childhood onset, n (%) 3 (23.07) 7 (46.67) 0.2543

Female patients, n (%) 4 (33.77) 10 (66.67) 0.1284

Recurrent infections, n (%) 10 (76.92) 15 (100.0) 0.0873

Morphological lung abnormalities, n (%) 10 (76.92) 9 (60.0) 0.4348

Lymphoproliferation, n (%) 5 (38.46) 6 (40.0) 1

Autoimmunity, n (%) 5 (38.46) 5 (33.33) 1

Granulomatosis, n (%) 0 (0) 4 (26.67) 0.1016

Malignancy, n (%) 3 (23.07) 5 (33.33) 0.6860
† n – number of patients. *p > 0.05 indicates no significant difference

Supplementary Fig. 1. ROC analysis of diagnostic delay

Probability distributions is depicted as a red line (–). When all non-infectious 
manifestations were considered together as features of immune dysregulation, 
we did not find a diagnostic delay which significantly differed between those 
with only infectious complications and those with other manifestations (ROC 
analysis – AUC: 0.4389, p = 1.3366)

Supplementary Fig. 2. ROC analysis of age as a discrim-
inator of immune dysregulation manifestations among pa-
tients with primary immunodeficiency

Probability distributions is depicted as a red line (–). At the age of 41, the sen-
sitivity was 68.2% and the specificity 83.3%, AUC: 0.723, p = 0.0249
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Supplementary data about flow cytometry

Flow cytometry data: Although we found higher cell 
numbers in the unPAD group (for lymphocyte count: 
1608.00 vs. 2353.714, for CD3+: 1311.40 vs. 1900.29, for 
CD4+: 753.50 vs. 911.14, for CD8+: 537.90 vs. 979.71, 
for CD19+: 111.00 vs. 130.57, p > 0.05), this was not sta-
tistically significant in any of the examined lymphocyte 
subgroups (the study is based on data from 21 patients 
(75%); the others did not have flow cytometry at diagno-
sis). Among patients with available CD19+CD27+IgD− B 
cell data, several were diagnosed with CVID due to low 
cell numbers; however, only a limited number of patients 
with unPAD had available data, and therefore statistical 
analysis could not be performed.
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