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Question 1 Which of the following answers is true? In Marfan syndrome (MFS) the so called ‘z-score’: 

a) Is also called the systemic score and is a measure of systemic involvement
b) Indicates the number of mutations in the FBN1 gene
c) Is a measure of aortic root dilatation in relation to a calculated normal value
d) Indicates the number of mutations in the TGFBR1 gene
e) Indicates the number of family members with Marfan phenotype
Question 2 Which of the following answers is false? Concerning imaging of the aorta:
a) Transthoracic echocardiography is a primary modality in the diagnosis of MFS
b) When available transoesophageal echocardiography may rapidly establish the diagnosis of an aortic dissection
c) When available CT may rapidly establish the diagnosis of an aortic dissection
d) Care should be taken to avoid double oblique imaging

e) MRI may visualise the whole aorta
Question 3 Which of the following answers is true? The revised Ghent nosology of 2010 has been criticised because:
a) It does not reflect genetic testing
b) It recommends the use of z-scores which may overestimate normal values

c) It does not give any recommendations on management
d) It only refers to paediatric patients
e) It does not give recommendations on differential diagnosis
Question 4 Which of the following answers is true? Which substance group is currently still considered the ‘gold standard’ in the treatment of  MFS?

a) Beta-blockers

b) Angiotensin II type 1 receptor blockers
c) Calcium antagonists
d) Diuretics
e) Angiotensin converting enzyme inhibitors
Question 5 Which of the following answers is false? MFS patients should:
a) Have an annual ophthalmological evaluation
b) Have a transthoracic echocardiography at least once a year (if the aortic root is <45 mm)
c) Avoid weight lifting
d) Consider genetic testing to exclude important differential diagnoses
e) Be operated upon whenever the aortic root diameter is >40 mm 

Question 6 Which of the following answers is true? In the first prospective randomised trial of losartan in MFS:

a) Patients on losartan had a significantly better survival than controls
b) Unoperated patients on losartan showed a significantly lower rate of  aortic root dilatation than unoperated controls

c) Patients on losartan had  significantly fewer aortic dissections than controls
d) Monotherapy with losartan was more effective than combined therapy with beta-blockers
e) Systemic blood pressure was the only independent predictor of dilatation rate
