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A 44-year-old female with Marfan syn-
drome and Braunwald class IIIC unstable
angina was referred to our hospital for car-
diac catheterization. The diagnosis of Mar-
fan syndrome was made at a young age be-
cause of her phenotypic features rather than
because of her symptoms. In particular, the
patient presented the following phenotypic
features: pectus excavatum, facial skeletal
abnormalities, including malar hypoplasia,
joint hypermobility, a high arched palate, an
increased arm span-to-height ratio (> 1.05),
scoliosis, an increased axial length of the
ocular globe, and miosis. No pathologic
findings were ever observed at chest radi-
ography or electrocardiography. The pa-
tient’s cardiovascular history began at the
age of 23 when she started complaining of
fatigue following small efforts. At physical
examination a systolic murmur of the mi-
tral valve was identified and serial echocar-
diographic imaging revealed mitral valve
prolapse associated with severe regurgita-
tion. No pathologic findings of the aorta or
of the aortic valve were identified. The pa-

tient subsequently underwent mitral valve
replacement (metallic prosthesis) due to se-
vere mitral insufficiency secondary to mi-
tral valve prolapse. Afterwards the patient
remained asymptomatic on coumarin treat-
ment until the age of 44 when a new hospi-
talization was required for a non-Q wave
myocardial infarction of the inferolateral
wall. At the time of arrival in hospital, she
was asymptomatic with minor electrocar-
diographic changes and therefore a conser-
vative medical approach was chosen (as-
pirin, nitroglycerin, atenolol and low-mole-
cular-weight heparin). An increase in crea-
tine kinase up to 809 IU/l was observed.
Following hospital admission the patient
presented several episodes of rest angina
and was therefore referred for cardiac
catheterization. At angiography, a long (20
mm), spiral dissection in the distal segment
of the left circumflex artery was document-
ed (Figs. 1 and 2); no other significant an-
giographic findings were observed and the
aortic dimensions were within the normal
range. The global left ventricular systolic
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Figure 1. 30º right oblique anterior, 30º cranial projection.



function was preserved, although an area of hypokine-
sia of the diaphragmatic wall was documented. Since
the coronary dissection was in the distal segment of a
small diameter (2 mm) vessel, a conservative medical
treatment strategy was preferred. The patient was dis-
charged and 6 months later is doing well.

The Marfan syndrome is a heritable and generalized
disorder of the connective tissue with major clinical
features involving the skeletal, ocular and cardiovascu-
lar systems1. Although proximal coronary dissections
leading to myocardial infarction are not infrequent
findings in Marfan syndrome patients with proximal
aortic dissections, isolated dissections (in the absence
of aortic dissections) are extremely rare and occur in
the proximal segments of the coronary arteries2. How-
ever, to date isolated dissections of the distal segments
of the coronary arteries have not been reported in Mar-
fan syndrome patients and therefore should be warrant-
ed.

Coronary artery dissections are commonly due to
extension from a proximal aortic dissection, cardiac
catheterization, percutaneous coronary interventions,
cardiac surgery, and cardiopulmonary resuscitation3.
Spontaneous coronary artery dissections are much less
common than secondary dissections and although they
are an extremely rare cause of ischemic heart disease,
they frequently lead to myocardial infarction and sud-
den cardiac death4. The majority of cases of sponta-
neous coronary artery dissections appear to be idio-
pathic but dissections have been associated with Mar-
fan syndrome, Kawasaki disease, systemic lupus ery-
thematosus, blunt chest trauma, atherosclerotic disease,
the use of contraceptives, and with cocaine abuse5. In
particular, spontaneous coronary artery dissections
most frequently (75% of cases) occur in young (mean

age 40 years), otherwise healthy women, especially in
the peripartum or early postpartum period. Dissections
most frequently involve the proximal and mid segments
of the coronary arteries1-5. Although their optimal man-
agement is still uncertain, both urgent coronary artery
bypass grafting and coronary stenting are frequently
carried out in this life-threatening clinical setting5.
However, we describe an extremely unusual case of
myocardial infarction due to a dissection in a distal
coronary segment, in the absence of pathologic aortic
findings, in a young female patient with Marfan syn-
drome in whom a conservative treatment strategy was
chosen and proven to be safe. 
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Figure 2. Anteroposterior projection.


