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Abstract :

A 28-year-old man who had been in apparently good health and had no

diagnosed disease was found dead at work. Autopsy was carried out and showed that he
was tall(183 cm in height)and lean with arachnodactyly, suspected to suffer from Marfan’s
syndrome, and revealed dissection involving ascending arch and descending portions of the
aorta with rupture into the pericardiac sac. Microscopic examination of the wall of the

aortic aneurysm disclosed fragmentation and focal loss of elastic fibers and existence of

cystic medial necrosis in the media. Investigation of his family suggested that the disease
has been dominantly inherited in his family. From these observations, the cause of death
was supposed to be dissecting aneurysm with rupture into the pericardiac sac because of
congenital Marfan’s syndrome. Immunohistochemical localization of type I, 1II, IVcollagen
in the aorta demonstrated no significant difference in distribution between normal and

diseased tissues of the present case.
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Fig. 1. Pedigree chart.
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Table 1. The criteria for diagnosis of Marfan syn-
drome and those diagnosed to be applicable
(+) to the proband and his father and
sister. For diagnosis of Marfan syndrome,
at least two of these criteria shoud be
diagnosed to be applicable to patients.

proband ! father | sister

1) Musculoskeletal : : :
Arachnodactyly COIRNCONCY!

Pectuo deformity =) | ED)
US/LS<1 CONS ?

Hand length/Hight>0.11 +)
Feet length/Hight>0.15 +)

2) Ocular : ‘ ! !
Ectopia lentis, Blue sclera | (?) | (?) )
Myopia, Cataract, ) NG

Retinal detachment
3) Cardiovascular :

Dissect aneuysm CONNCINNEY]
Aortic or Mitral ? | i
regurgitation

4) Family history : : :
Autosomal dominant COINCO NG
inheritance : :
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Explanation of plates

Plate la. Arachnodactyly (hands).
Plate 1b. Arachnodactyly (feet).
Plate 2. Cardiac tamponade.

Plate 3. Aortic enlargement and rupture hole (black arrow).

Plate 4a. Cystic medial necrosis and portion of aortic media. (H. E. stainX100)

Plate 4b. Disturbance of fibrous structure and loss of elastic fibers. (Elastica-Van Gieson stain X 100)





