Diagnostic Criteria for CS
	
	                  Heart Rhythm Society (2014)


	                                                  Japanese Circulation Society  (2017)

                            Cardiac sarcoidosis                                        Isolated Cardiac Sarcoidosis


	
	
	
	

	Histological diagnosis
	Non-caseating granulomas on histological examination of myocardial tissue with no alternative cause

	Non-caseating granulomas on EMB or surgical specimen
	Non-caseating granulomas on EMB or surgical specimen

	
	
	
	

	Clinical
diagnosis

	Histologic diagnosis of extracardiac sarcoidosis, and ≥ 1 clinical criteria, and other causes have been reasonably excluded = « probable » cardiac sarcoidosis
	Histologic extracardiac sarcoid (or clinical pulmonary/ophthalmic sarcoidosis and ≥ 2 laboratory criteria), AND ≥ 2 major criteria or 1 major and ≥ 2 minor criteria

	Prerequisite
· No clinical findings characteristic of extracardiac sarcoidosis
· No extracardiac abnormal accumulation of 67Ga or FDG
· Chest CT : no shadow along lymphatic tracts in lungs or no lymphadenopathy (minor axis > 10mm)

[bookmark: _GoBack]High myocardial 67Ga or FDG uptake in the myocardium AND ≥ 3 other major criteria


	
Clinical 
criteria
	
· Cardiomyopathy or heart block responsive to steroid ± immunosuppressive treatment
· Mobitz type II 2nd degree heart block or 3rd degree heart block
· Unexplained reduced LVEF < 40%
· Unexplained sustained (spontaneous or induced) VT
· Positive 67Ga uptake in a pattern consistent with CS
· LGE on CMR in a pattern consistent with CS
· Patchy uptake on FDG PET in a pattern consistent with CS


	Major
· High-grade AV block or sustained VT/VF
· Basal/mid septal thinning or abnormal wall anatomy 
· LVEF < 50%
· High myocardial 67Ga or FDG uptake in the myocardium
· LGE on CMR

Minor
· Abnormal ECG findings : bundle branch block, axis deviation, Q waves, ventricular arrhythmias
· Perfusion defects on myocardial perfusion scintigraphy
· EMB : monocyte infiltration and ≥ moderate interstital fibrosis
	Major
· High-grade AV block or sustained VT/VF
· Basal/mid septal thinning or abnormal wall anatomy 
· LVEF < 50%
· High myocardial 67Ga or FDG uptake in the myocardium
· LGE on CMR


	
	
	
	

	
Laboratory 
criteria
	
Not applicable

	
· Bilateral hilar lymphadenopathy
· High serum ACE activity or elevated serum lysozyme levels
· High serum soluble interleukin-2 receptor (sIL-2R) levels
· Significant tracer accumulation in 67Ga scinitgraphy or FDG PET
· High percentage of lymphocytes with CD4/CD8 ratio of > 3.5 in BAL fluid
	



ACE : angiotensin-converting enzyme. AV : atrioventricular. BAL : bronchoalveolar lavage. CS: cardiac sarcoidosis. CMR: cardiac magnetic resonance. EMB: endomyocaridal biopsy. 67Ga : gallium-67 citrate. FDG PET : fluorodeoxyglucose positron emission tomography. LGE : late gadolinium enhancement. LVEF : left ventricular ejection fraction. VT/VF : ventricular tachycardia/fibrillation.
Japanese Circulation Society guidelines from Terasaki et al.
Heart Rhythm Society criteria from Birnie et al.
