[bookmark: _GoBack]Table 1: Proposed Criteria for Definition of Severe Familial Hypercholesterolemia (with confirmed heterozygous or homozygous FH) 



	Presence of clinical atherosclerotic cardiovascular disease 
	
	Realistic goal: reduce LDL-C ≥ 50%
Ideal goal: LDL-C < 1.8 mmol/L (70 mg/dL)

	With subclinical atherosclerosis assessment 
	Advanced subclinical atherosclerosis
Coronary: 
A-Coronary artery calcium (CAC) score > 100 Agatston units, or > 75th percentile for age and gender*

B-Computed tomography angiography (CTA) with obstructions > 50% or presence of non-obstructive plaques > one vessel.


	 Realistic goal: reduce ≥ 50%
Ideal goal : LDL-C < 1.8 
mmol/L (70 mg/dL)

	At presentation 
(untreated LDL-C)
	LDL –C >10 mmol/L (400 mg/dL)
LDL-C >8.0 mmol/L (310 mg/dL)  + one high risk condition
LDL-C > 5 mmol/L (190 mg/dL) + two high risk conditions
	Realistic goal: reduce ≥ 50% 
LDL-C 
Ideal goal: LDL-C < 2.5 mmol/L (100 mg/dL)



Legend for table 1: High risk conditions: 
Older > 40 years old without treatment , smoking,  male gender, Lp(a)>50 mg/dL (75 nmol/L), 
 low-HDL-C (<1mmol/L or 40 mg/dL), hypertension, diabetes mellitus,  family 
history of early cardiovascular disease in first degree relatives (<55 years old 
in males and < 60 years old in females), chronic kidney disease (defined as an estimated 
glomerular filtration rare < 60 ml/min/1.73 m2, and body mass index >30 kg/m2.
* MESA criteria ( http://www.mesa-nhlbi.org/calcium/input.aspx) accessed on March 21, 2016 

