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Aortic repair in Marfan‘s –  

should we lower the treshold for treatment? 

Antoine Bernard-Jean Marfan 
(1858 -1942) 



In 1896, Marfan  presented his 1st case at 
the Société Médicale des Hôpitaux de Paris 

5 year old girl ‚Gabriel P.‘ presented with  
‚pattes d'araignée‘ (= spider legs); her mother 
 had noticed the abnormalities already at birth 
 

Marfan called the condition dolicostenomely   
(stenos = narrow;  melos = limb) 
 
Gabrielle P's striking skeletal abnormalities 
progressed to the time of her death (probably  
from tuberculosis) in early adolescence 
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Upper limit of the ascending and  
descending aorta related to age 

Sinus of Valsalva diameter,  
by body surface area 

Normal Aortic Diameter 











Class IIa 

    If the maximal cross-sectional area in square 
centimeters of the ascending aorta or root divided 
by the patient's height in meters exceeds a ratio 
of 10, surgical repair is reasonable because 
shorter patients have dissection at a smaller 
size and 15% of patients with Marfan syndrome 
have dissection at a size less than 5.0 cm. 

    (Level of Evidence: C) ���
Svensson LG, Blackstone EH, Feng J, et al. Are Marfan syndrome and marfanoid patients distinguishable on long-term follow-up? Ann Thorac Surg 
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Effect of Aortic Diameter on  
Risk of Complication 



Aortic Cx in Marfan’s 
!  90% of M&M in Marfan’s due to 

aortic pathology 
!  aortic dissection is #1 cause  of 

mortality 
!  risk of dissection correlates with 

diameter, but occurs at small 
diameters as well 

!  hospital mortality:            
        elective repair  – 1 - 2%  
        emergencies  – 10 - 20% 

Fuster V, Ip JH. Medical aspects of acute aortic dissection.  
Semin Thorac Cardiovasc Surg 1991; 3: 219-24.  
 
Rizzo RJ, Aranki SF, Couper GS, Adams DH, Collins JJ Jr., Kinchia NM,  
Allred EN, Cohn LH. Rapid noninvasive diagnosis and surgical repair of  
acute ascending aortic dissection. J Thorac Cardiovasc Surgery 1994: 108: 567-75  



Young Marfan’s patient  
with isolated ascending enlargement 

13 year old girl (185 m tall) 
and her 43 year old father –  
both have Marfan’s 
 
Presenting with isolated  
ascending aortic enlargement 
 
Diameter (CT-angio): 4.2 cm 
 

female, 13 years  



In the young Marfan’s patient 
with ascending enlargement 
 

aim for – 
 
!  prophylactic repair to prevent 

acute type A dissection and 
downstream Cx 

 
! maintained AV function 

How far should we go? 



AV reimplantation with 
‘neosinus’ (David V - procedure) 





native root remodeling (Yacoub) 

reimplantation 
(David) 

Valve  
 motions 

Valve sparing root replacement 
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David – Long-term results 



David procedure / Leipzig 

•  2006 – 2009: n = 93 (David I / V) 

•  perioperative mortality: 2.2%  
!  type A dissection: 2/18 = 11% 

!  Non-diss: 0/75 = 0% 

•  Aortic regurgitation (@ discharge) 
!  none-to-mild AR – 98%  

!  mild-to-moderate AR – 2% 



David Operation in Marfan’s 

JTCVS 2009;138:859-64 



Long-term follow up 

JTCVS 2009;138:859-64 



S/P life saving scAA repair for acute type 
A – now presenting with arch / TAAA 

S/P supracoronary ascending replacement  
for acute type A aortic dissection 
 
Now presenting with downstream aortic 
disease and progressive aneurysm of  
the transverse arch and the TAAA





Downstream Aortic Disease

     After prophylactic repair of the ascending aorta, the arch 
and descending aorta are sites for later-onset aneurysms and 
dissections in patients with Marfan syndrome, prompting the 
need for routine imaging of the arch and descending 
aorta. Survival in patients with Marfan syndrome has been 
significantly improved with medical and surgical 
management of the aortic disease (76,92,93). The David 
valve sparing reimplantation operation for suitable patients 
undergoing elective aortic root surgery at centers with a 
high volume of these cases has become standard practice 
(76,92–99), although some have reported less-optimal long-
term results with valve-sparing procedures (100,101). 









Operation before dissection! 



Prepare for a second OP 

Acute Type A in a Marfan patient 
 
 
Aim for 
 
!  Hemiarch replacement for 

better long-term FU with 
equivalent hospital mortality) 

!  Prepare for downstream 
procedures place an ET ! 





lower your threshold for repair of  
isolated ascending enlargement 
 
lower your threshold for (hemi) arch  
Replacement in acute type A dissection  
 
be prepared for downstream pathology 
 
Close patient surveillance ! 

In Marfan’s with Aortic disease, 
you should look for experts, 
and … 

1 

3 

2 

4 



Sudanese-born NBA player  
Manute Bol, tallest (2.31 m)  
player ever to appear in the NBA  

When should my 
bell ring … ? 



Sergei Rachmaninov 1873-1943���
classical composer, thought to have had Marfan Syndrom

His long fingers, thought to be due to Marfan Synrdome, gave him 
and exceptional reach on the piano 
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