Supplementary Table 1 Baseline clinical and biochemical parameters in patients with dense deposit disease (DDD), C3 glomerulonephritis (C3GN) and immune-complex membranoproliferative glomerulonephritis (IC-MPGN) screened for anti-factor B antibodies
	
	C3 glomerulopathy (N=64)
	IC-MPGN (N=17)

	
	DDD (N=40)
	C3GN (N=24)
	

	Age at onset, yr 
	9.5 (7.3, 11.3) 
	10.0 (7.8, 12.6) 
	9.0 (7.6, 10.1)

	Age at diagnosis, yr
	9.9 (8.1, 11.6)
	10.5 (8.4, 12.6)
	10 (8.0, 10.9)

	Boys
	21 (52.5)
	17 (70.8)
	12 (70.6)

	Prodromal symptoms
	17 (42.5)
	4 (16.7)
	1 (5.8)

	First clinical manifestation   
   Nephrotic syndrome                
   Rapidly progressive GN
   Acute GN
   Chronic GN
	
21 (52.5)
11 (27.5)
6 (15.0)
1 (2.5)
	
20 (83.3)
-
4 (16.7)
-
	
14 (82.3)
1 (5.8)
2 (11.8)
-

	Hematuria
    None 
    Microscopic 
    Gross 
	
5 (12.5)
21 (55.2)
14 (36.8)
	
2 (8.7)
20 (87.0)
1 (4.4)
	
1 (5.8)
14 (82.4)
2 (11.8)

	Hypertension
None
Stage 1
Stage 2
	
9 (22.5)
14 (35.0)
17 (42.5)
	
7 (29.2)
12 (52.2)
5 (21.7)
	
2 (11.8)
7 (41.2)
8 (47.1)

	eGFR, ml/min/1.73 m2 
	68 (25, 90)
	103 (67, 133)
	89 (77, 119)

	eGFR <60 ml/min/1.73 m2
	15 (37.5)
	4 (16.7)
	2 (11.8)

	Serum albumin, g/dl
	1.9 (1.7, 2.6)
	2.4 (1.8, 2.9)
	2.1 (1.8, 2.8)

	24-hour urine protein, g/day
	2.2 (1.6, 4.5)
	2.4 (0.9, 3.3)
	2.0 (1.5, 9.3)

	Serum C3, mg/dl
	28.5 (15, 45)
	25 (15, 51)
	96 (53.5, 109.5)

	Persistently low C3
	33 (84.6)
	14 (58.3)
	3 (17.6)

	Outcome at last follow-up
Complete remission
Partial remission
Non-response
eGFR <15 ml/min/1.73 m2 or death
	N=40
5 (12.5)
7 (17.5)
28 (70.0)
11 (27.5)
	N=23
2 (8.7)
5 (21.7)
16 (69.6)
0
	N=17
2 (11.8)
0
15 (88.2)
1 (5.9)

	Duration of follow up, months 
	62.6 (24.4, 88.2)
	41.9 (26.4, 65.7)
	65.9 (46.3, 101.1)



[bookmark: _Hlk42080583]Numbers are N (%) or median (first, third quartiles)
eGFR estimated glomerular filtration rate; GN glomerulonephritis
Persistently low C3 defined as ≥2 low values (<90 mg/dl) over ≥6-months; not available for one patient with DDD


[bookmark: _Hlk126838590]Supplementary Table 2 Clinical and biochemical parameters in patients with dense deposit disease (DDD), C3 glomerulonephritis (C3GN) and immune-complex membranoproliferative glomerulonephritis (IC-MPGN) with factor B autoantibodies at onset
	ID
	1
	2
	3
	4
	5

	Age, yr; sex
	14.2; girl
	7.3; boy
	9.7; boy
	10.5; girl
	4.2; boy

	Presentation
	Chronic glomerulonephritis
	Nephrotic syndrome
	Febrile prodrome Nephrotic syndrome; 
	Prodrome of fever and rash; rapidly progressive kidney failure
	Nephrotic syndrome


	eGFR ml/min/1.73m2 
	Maintenance hemodialysis
	66
	90
	10
	72

	Blood albumin, g/dl
	4.2
	2.6
	1.9
	2.0
	2.4

	Serum C3 mg/dl 
	132a
	14b
	42b
	30
	113

	Histopathology
	DDD
	DDD
	DDD
	DDD
	IC-MPGN

	Immunosuppression 
	None
	Oral prednisolone
	Oral prednisolone; MMF for 29-mo; tacrolimus for 6-mo
	IV methylprednisolone; plasma exchange; IV cyclophosphamide
	Oral prednisolone; MMF for 6-mo; tacrolimus for 25 months

	Outcome; duration of follow-up
	ESKD; 49-mo
	Complete remission; eGFR 112 ml ml/min/1.73m2 at 138-mo
	ESKD; 70-mo
	ESKD; 6-mo
	Non-response; eGFR 90 ml/min/1.73m2 at 88-mo

	Anti-factor B antibody titer at onset, AU/ml
	687
	591.8
	544.8
	428.2
	392.2

	Anti-factor B antibody titer on follow-up, AU/ml
	-
	552.5 (99-mo); 502.6 (126-mo)
	397 (62-mo)

	-
	380.7 (80-mo)


eGFR estimated glomerular filtration rate; ESKD; end stage kidney disease; IV intravenous; MMF mycophenolate mofetil
All patients had stage 2 hypertension and microscopic hematuria
aSample tested at presentation with chronic kidney disease
aPersistently low C3 on follow-up, defined as ≥2 low values (<90 mg/dl) over ≥6-months


