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	Type of parameter
	Parameter
	Current ILAR classification criteria for SJIA [1]
	Current case definition for SJIA (CARRA) [2]
	Yamaguchi classification criteria for AOSD [3]
	Fautrel classification criteria for AOSD [4]

	Fever pattern
	Fever ≥2 weeks (quotidian ≥3 days)
	+++
	+++
	
	

	
	Fever (≥39°C) ≥1 wk
	
	
	++
	

	
	Spiking Fever (≥39°C)
	
	
	
	++

	Joint signs and symptoms
	Arthritis of at least 6 weeks duration
	+++
	
	
	

	
	Any arthritis
	
	+++
	
	

	
	Arthralgia or arthritis ≥2wks
	
	
	++
	

	
	Arthralgia
	
	
	
	++

	Cutaneous signs
	Evanescent erythematous rash
	+
	+
	++
	

	
	Transient erythema
	
	
	
	++

	
	Maculopapular rash
	
	
	
	+

	Other clinical signs
	Generalized lymphadenopathy
	+
	+
	+
	

	
	Hepatomegaly or splenomegaly
	+
	+
	+
	

	
	Serositis
	+
	+
	
	

	
	Sore throat/Pharyngitis
	
	
	+
	++

	Laboratory data
	WBC >10,000/µl (>80% neutrophils)
	
	
	++
	

	
	WBC >10,000/µl
	
	
	
	+

	
	>80% neutrophils
	
	
	
	++

	
	WBC >15,000/µl with neutrophilia
	
	
	
	

	
	Abnormal liver function tests
	
	
	+
	

	
	Negative ANA and RF
	
	
	+
	

	
	Glycosylated ferritin ≤20%
	
	
	
	++

	Exclusion criteria
	Other known conditions
	X
	
	
	

	
	Concomitant infection
	
	X
	X
	X

	
	Malignancy
	
	X
	X
	X

	
	Other rheumatic disease 
	
	
	X
	X

	
	Monogenic AID
	
	
	
	

	
	ILAR exclusion criterion a)*
	X
	
	
	

	
	ILAR exclusion criterion b)**
	X
	
	
	

	
	ILAR exclusion criterion c)§
	X
	
	
	

	
	ILAR exclusion criterion d)†
	X
	
	
	

	Requirement for classification
	Two obligatory criteria, ≥1 minor criteria and no exclusion criteria
	Two obligatory criteria, ≥1 minor criteria and no exclusion criteria
	≥5 criteria of whom ≥2 must be major criteria and no exclusion criteria
	≥4 major criteria, or 3 major and 2 minor criteria, and no exclusion criteria

	“+++” indicates an obligatory criterion (sine qua non); “++” indicates a major criterion; “+” indicates a minor criterion; “X” indicates exclusion criteria
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