Additional material 1. Removed studies after full-text-evaluation
	Studies removed after full-text evaluation
	Individual causes of removal

	Aeberli D et al, Inhibition of the TNF-pathway: use of infliximab and etanercept as remission-inducing agents in cases of therapy-resistant chronic inflammatory disorders. Swiss Med Wkly. 2002 Jul 27;132(29-30):414-22.
	Insufficient data, 4 patients treated with TNFi

	Aikawa NE, et al. Is anti-TNF switching in refractory Still's disease safe and effective?

Clin Rheumatol. 2011 Aug;30(8):1129-34. 
	Insufficient data, 6 patients treated with TNFi

	Arlet JB, et al. Reactive haemophagocytic syndrome in adult-onset Still's disease: a report of six patients and a review of the literature. Ann Rheum Dis. 2006 Dec;65(12):1596-601.
	Insufficient data, 1 patient treated with TNFi

	Asanuma YF et al. Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan. Mod Rheumatol. 2015 May;25(3):393-400.
	Cross-sectional study

	Balci MA et al. Epidemiology and outcome of adult-onset Still's disease in Northwestern Thrace region in Turkey. Clin Exp Rheumatol. 2015 Nov-Dec;33(6):818-23. 
	Cross-sectional study

	Braun-Moscovici Y, et al. Anti-tumor necrosis factor therapy: 6 year experience of a single center in northern Israel and possible impact of health policy on results. Isr Med Assoc J. 2008 Apr;10(4):277-81.
	Insufficient data, 4 patients treated with TNFi

	Brito -Zerón P et al. Infection is the major trigger of hemophagocytic syndrome in adult patients treated with biological therapies. Semin Arthritis Rheum. 2016 Feb;45(4):391-9. 
	Results of systematic review of literature, evaluation of possible relationship between biologic drugs and HLH occurrence

	Harrison SR et al. Anakinra as a diagnostic challenge and treatment option for systemic autoinflammatory disorders of undefined etiology.

JCI Insight. 2016 May 5;1(6):e86336.
	Not clearly specified the diagnosis of AOSD, the authors evaluated systemic autoinflammatory disorders of undefined etiology

	Hot A et al. Reactive hemophagocytic syndrome in adult-onset Still disease: clinical features and long-term outcome: a case-control study of 8 patients. Medicine (Baltimore). 2010 Jan;89(1):37-46.
	Insufficient data, not results of interest, 2 aptients treated with TNFi

	Kalliolias GD, et al. Anakinra treatment in patients with adult-onset Still's disease is fast, effective, safe and steroid sparing: experience from an uncontrolled trial. Ann Rheum Dis. 2007 Jun;66(6):842-3.
	Insufficient data, 4 patients treated with ANA

	Kim HA et al. Therapeutic responses and prognosis in adult-onset Still's disease.

Rheumatol Int. 2012 May;32(5):129.
	Insufficient data, 4 patients treated with TNFi

	Kötter I et al. Anakinra in patients with treatment-resistant adult-onset Still's disease: four case reports with serial cytokine measurements and a review of the literature.

Semin Arthritis Rheum. 2007 Dec;37(3):189-97.
	Insufficient data, 4 patients treated with ANA

	Kraetsch HG et al. Successful treatment of a small cohort of patients with adult onset of Still's disease with infliximab: first experiences. Ann Rheum Dis. 2001 Nov;60 Suppl 3:iii55-7.
	Insufficient data, 6 patients treated with TNFi but not pre-specified outcome before study entry.

	Lenert A et al. Macrophage activation syndrome complicating adult onset Still's disease: A single center case series and comparison with literature. Semin Arthritis Rheum. 2016 Jun;45(6):711-6.
	Insufficient data, 5 patients treated with ANA

	Li X et al. Clinical features of macrophage activation syndrome in the adult northern Chinese population.

Lupus. 2014 Jul;23(8):785-92
	No patient treated with biologic drugs

	Mehrpoor G et al. Adult-onset Still's disease: a report of 28 cases and review of the literature. Mod Rheumatol. 2008;18(5):480-5.
	Insufficient data, 1 patient treated with Rituximab

	Nirmala N et al. Gene-expression analysis of adult-onset Still's disease and systemic juvenile idiopathic arthritis is consistent with a continuum of a single disease entity. Pediatr Rheumatol Online J. 2015 Nov 20;13:50. 
	Insufficient data, evaluation of gene expression

	Nishina N et al. The effect of tocilizumab on preventing relapses in adult-onset Still's disease: A retrospective, single-center study. Mod Rheumatol. 2015 May;25(3):401-4.


	Evaluation of relapse-free rate during the follow up, no other measures of pre-specified efficacy. 

	Ortiz-Sanjuán F et al. Efficacy of tocilizumab in conventional treatment-refractory adult-onset Still's disease: multicenter retrospective open-label study of thirty-four patients. Arthritis Rheumatol. 2014 Jun;66(6):1659-65. 
	34 patients treated with TCZ but not pre-specified outcome before study entry, evaluation of single clinical manifestations.

	Ortiz-Sanjuán F et al. Efficacy of Anakinra in Refractory Adult-Onset Still's Disease: Multicenter Study of 41 Patients and Literature Review.

Medicine (Baltimore). 2015 Sep;94(39):e1554. 
	41 patients treated with ANA but not pre-specified outcome before study entry, evaluation of single clinical manifestations.

	Pay S et al. A multicenter study of patients with adult-onset Still's disease compared with systemic juvenile idiopathic arthritis. Clin Rheumatol. 2006 Sep;25(5):639-44. 
	Insufficient data, 1 patient treated with etanercept

	Reddy Munagala VV,  et al. Adult onset Still's disease: experience from a tertiary care rheumatology unit. Int J Rheum Dis. 2012 Dec;15(6):e136-41.
	Insufficient data, 1 patient treated with TCZ

	Sako N et al. Tocilizumab in support of adult Still's disease steroid-dependent." International Journal of Clinical Pharmacy 2011; 33(2): 445-445.
	Congress Abstract

	Zeng T et al. Clinical features and prognosis of adult-onset still's disease: 61 cases from China. J Rheumatol. 2009 May;36(5):1026-31.
	Insufficient data, no patient treated by biologic drugs


