	Supplementary Table 1: Deceased patient population: Clinical and demographic characteristics at time of diagnosis

	Characteristic, N (%) a
	Patients with known COD 
(N=45*)
	Patients with unknown COD 
(N=25*)

	Median year of diagnosis
Median age, y (range)
	2004
56 (28-77)
	2001
61 (35-80)

	Race
	
	
	

	     Black
	2 (4%)
	2 (8%)

	     White
	40 (89%)
	21 (84%)

	     Unidentified
	3 (7%)
	2 (8%)

	Male Sex
	33 (73%)
	16 (64%)

	Polyneuropathy
	45 (100%)
	25 (100%)

	Hepatomegaly/Splenomegaly
	18 (40%)
	10 (40%)

	Lymphadenopathy
	24 (53%)
	10 (40%)

	Castleman’s variant
	10 (22%)
	6 (24%)

	Endocrinopathy
	37 (82%)
	22 (88%)

	Bone lesions
	38 (84%)
	21 (84%)

	Skin changes
	35 (78%)
	14 (56%)

	Papilledemaa
	13 (36%)
	4 (25%)

	Extravascular volume overload b
	36 (80%)
	12 (48%)

	Thrombocytosis c
	22 (49%)
	4 (16%)

	Erythrocytosis
	13 (31%)
	3 (12%)

	Median number of features present (range)
	8 (3-11)
	6 (3-9)

	VEGF level >87pg/mL
	19 (90%)
	5 (63%)

	λ/κ light chain
	44 (98%)/1 (%)
	24 (96%)/1 (4%)

	IgA/IgG/IgM/none
	21 (45%)/22 (47%)/0 (0%)/4 (8%)
	9 (38%)/ 11 (46%)/1 (4%)/4 (1%)

	RVSP ≥40 mmHg
	10 (22%)
	4 (67%)

	DLCO <70% expected
	24 (75%)
	7 (58%)

	*There were 4 patients with known cause of death and 15 in the unknown cause of death group who did not have available documentation of initial clinical presentation and were not included
a There was missing data, so respective denominators used for measures for known COD and unknown COD include: papilledema (22, 9), VEGF (24, 17), RVSP (15,19), DLCO (13, 13)
b p=0.0001
c p=0.001 



