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Table S1: Descriptive characteristics and comparisons of registered TTP and Evans syndrome patients diagnosed 2000-2019, by confirmed and rejected diagnoses

	
	
	Original diagnosis

	
	
	Confirmed
	Rejected

	Registered TTP
	n=69
	n=80

	
	Age at diagnosis, median [IQR]
	49.7 [39.3 - 61.0]
	62.6 [48.3 - 71.4]

	
	Female, % [95%CI]
	63.8 [51.3 - 75.0]
	46.3 [35.0 - 57.8]

	
	ADAMTS13 enzyme activity investigated, % [95%CI]
	78.3 [66.7 - 87.3]
	45.2 [33.5 - 57.3]

	
	ADAMTS13 inhibitor investigated, % [95%CI]
	79.4 [67.9 - 88.3]
	33.3 [22.7 - 45.4]

	
	DAT investigated, % [95%CI]
	89.9 [80.2 - 95.8]
	66.7 [54.3 - 77.6]

	
	Schistocytes investigated, % [95%CI]
	≥95.7†
	64.8 [52.5 - 75.8]

	
	Thrombocytopenia, % [95%CI]
	100.0 [94.7 - 100.0]
	≥96.3†

	
	Hemolysis, % [95%CI]
	100.0 [94.7 - 100.0]
	61.4 [49.0 - 72.8]

	
	First diagnosis at hematology department, % [95%CI]
	65.2 [52.8 - 76.3]
	25.0 [16.0 - 35.9]

	
	Death during follow-up, % [95%CI]
	26.1 [16.3 - 38.1]
	58.8 [47.2 - 69.6]

	
	
	
	

	Registered Evans syndrome
	n=65
	n=45

	
	Age at diagnosis, median [IQR]
	68.2 [55.9 - 76.7]
	57.4 [34.6 - 72.8]

	
	Female, % [95%CI]
	36.9 [25.3 - 49.8]
	55.6 [40.0 - 70.4]

	
	ADAMTS13 enzyme activity investigated, % [95%CI]
	12.5 [5.6 - 23.2]
	25.6 [13.0 - 42.1]

	
	ADAMTS13 inhibitor investigated, % [95%CI]
	6.7 [1.8 - 16.2]
	23.1 [11.1 - 39.3]

	
	DAT investigated, % [95%CI]
	≥95.4†
	81.6 [65.7 - 92.3]

	
	Schistocytes investigated, % [95%CI]
	50.8 [38.1 - 63.4]
	41.0 [25.6 - 57.9]

	
	Thrombocytopenia, % [95%CI]
	≥95.4†
	84.6 [69.5 - 94.1]

	
	Hemolysis, % [95%CI]
	≥95.4†
	53.8 [37.2 - 69.9]

	
	First diagnosis at hematology department, % [95%CI]
	76.9 [64.8 - 86.5]
	53.3 [37.9 - 68.3]

	
	Death during follow-up, % [95%CI]
	49.2 [36.6 - 61.9]
	51.1 [35.8 - 66.3]



†In the interest of data protection, specific values for patient groups ≤3 and groups that can be used to identify patient groups ≤3 are censored
Abbreviations: 95%CI, 95% confidence interval; IQR, interquartile range; TTP, thrombotic thrombocytopenic purpura; ADAMTS13, von Willebrand factor-cleaving protease; DAT, direct antiglobulin test.
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