	age group at diagnosis of PID
	≤ 18 years (N=76)
	> 18 years (N=218)
	P+

	male sex – no (%)
	40 (52.6)
	88 (40.4)
	0.08

	consanguinity – no (%)2
	6 (7.9)
	1 (0.5)
	0.0014 (**)

	familial history of PID – no (%)
	15 (19.7)
	19 (8.7)
	0.0129          (*)

	Clinical diagnosis of PID
	
	
	

	- CVID – no (%)
	44 (57.9)
	183 (83.9)
	<0.0001          (***)

	- CID – no (%)
	17 (22.4)
	12 (5.5)
	<0.0001          (***)

	- unclassified antibody deficiency – no (%)
	6 (7.9)
	15 (6.9)
	0.7972

	- isolated IgG-subclass deficiency – no (%)
	1 (1.3)
	6 (2.8)
	0.6815

	- SPAD – no (%)
	3 (3.9)
	1 (0.5)
	0.0545

	- agammaglobulinemia – no (%)
	3 (3.9)
	0 (0)
	0.0168          (*)

	- other – no (%)
	2 (2.6)
	1 (0.5)
	0.1650

	Clinical manifestations of PID
	 
	
	

	- recurrent respiratory tract infections – no (%)
	72 (94.7)
	206 (94.5) 
	1

	- bronchiectasis – no (%)
	16 (21.1)
	44 (20.2)
	0.8698

	- ‘infections only’ disease – no (%)
	30 (39.5)
	78 (35.8)
	0.5825

	- lymphadenopathy – no (%)
	11 (14.5)
	33 (15.1)
	1

	- splenomegaly – no (%)
	16 (21.1)
	58 (26.6)
	0.3617

	- enteropathy – no (%)
	9 (11.8)
	11 (5)
	0.0611

	- ILD – no (%)
	9 (11.8)
	11 (5)
	0.0611

	- organ-specific autoimmunity – no (%)
	15 (19.7)
	43 (19.7)
	1

	- autoimmune cytopenia3 – no (%)
	13 (17.1)
	31 (14.2)
	0.5766

	- atopic disease4 – no (%)
	15 (19.7)
	33 (15.1)
	0.3697

	- granulomatous disease – no (%)
	8 (10.5)
	17 (7.8)
	0.4773

	- lymphoma – no (%)
	0 (0)
	5 (2.3)
	0.3323

	- other malignancy – no (%)
	 4 (5.3)
	20 (9.2)
	0.3399


Supplemental Table 2: Characteristics of patients with pediatric first diagnosis of PID, as compared to those diagnosed at adulthood
CID, combined immunodeficiency; CVID, common variable immunodeficiency; ILD, interstitial lung disease; IQR, interquartile range; no, number; PID, primary immunodeficiency disorder; SPAD, specific antibody deficiency
1analysis based on 276/294 studied patients with known year of diagnosis
2analysis included 3 patients from same consanguineous family
3autoimmune hemolytic anemia (AIHA) and/or immune thrombocytopenic purpura (ITP)
4atopic dermatitis and/or allergic rhinitis and/or asthma
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