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Summary

The clinical and morphologic cardiovascular findings in 2 patients with Marfan syndrome were
described. Mitral regurgitation, dissecting aneurysm and annulo-aortic ectasia were observed in both
patients. They were brothers; the elder brother was 32 years old, and the younger was 29. The phono-
cardiographic findings revealed the clear first sound and mid-systolic murmur. Mitral prolapses were
recognized by echocardiogram in both patients. In elder patient the aortic and mitral valve prostheses
and tube-graft replacement of ascending aorta were performed successfully. In younger patient
the isolated aortic valve prosthesis and aortic bypass graft were performed. His left ventricle, however,
failed to beat after operation. At autopsy the jet lesion due to mitral regurgitation was observed in the
posterior atrial wall. Refering to previous reports of Marfan syndrome in Japan included our cases,
mid- to late-systolic murmur seems to indicate mitral regurgitation in this syndrome, and it is also

considered that echocardiogram is one of the most valid diagnostic method.
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Figurel. Chest X-ray(A)and ECG (B) in Case 1.

Chest X-ray shows cardiomegaly and enlargement of the cardiac waist.

Left atrial overloading, left ventricular hypertrophy and inverted T wave in leads II, III, aVy and Vs_g
are shown in ECG.
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Figure 2. PCG (A) and echocardiogram (B) in Case 1.
PCG shows the clear first sound, crescendo-decrescendo systolic murmur and large diastolic murmur.
Prolapse of the posterior mitral leaflet (arrow) is recognized in late systolic phase in echocardiogram.
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Figure 3. Chest X-ray (A) and ECG (B) in Case 2.
Marked scoliosis and enlargement of the cardiac waist are demonstrated in chest X-ray. ECG shows right
axis deviation, clockwise rotation and negative T wave in leads II, III and aVr.
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Figure 4. PCG (A) and echocardiogram (B) in Case 2.
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Large diastolic murmur and mid-systolic murmur are shown in PCG. Echocardiogram shows prolapse of
the posterior mitral leaflet (arrow) from the onset of the systolic phase.

Table 1.

Total number of patients with Marfan

syndrome reported in Japan until 1974

clinical cases

autopsy cases

number
cardiovascular lesions
Al

dissecting aneurysm
MI

PI

TI

CHD

356 41
122 39
59 23
28 21
25 10
8 5

6 4
23 3

Al: aortic insufficiency

PI: pulmonary insufficiency
CHD: congenital heart disease

ciency

MI: mitral insufficiency
TI: tricuspid insuffi-

HOL b B0, EH D OFH~ T MI 0 F B R
BE25 iz 10RLAT 241, 10R12HTH
v, NERMER TH B 15 HLAT o MI g 25 il
6 HIThH 5. Hiwplciz 10T 2410, 10 %%
141, 20tk 3 4, 30mLAE4FIE/NRRETT
<, BARBWTHRELTEALRWREL
£% bh 3 (Table 2),

Table 2. Age distribution of patients with Marfan
syndrome associated with mitral regurgitation

age <10 10 20 30 &
clinical cases 2 12 5 6 25
autopsy cases 2 1 3 4 10
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Figure 5. The anterior mitral
leaflet of Case 1.

It shows nodular formation.
Some of chordae tendineae at-
tenuate and elongate.

Figure 6. Autopsied heart in
Case 2.

Left ventricular hypertrophy
and jet lesion in the left atrial wall
are recognized.
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Figure 7. Mitral valve in Case 1.

Thickened mitral valve and mucopolysaccharide
in the mitral leaflet are observed. (alcian blue stain,
X 40).
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RIERPASARE, BB KBIRE < annulo-
aortic ectasia & FEEh LDMEHKRE*SHLE
Marfan JERE O 2 FfaF 2 ®E L. 2 EHO
IR 2, [ F3HlTH Y, WEDH
iz peak &7 LERHIMEHMEE IGEVWHER A BT,
DEa—FieBnT 24] L LEEBEFOEE~DE
BixsER Lz, 85160k LT RBIR & iR s X

Marfan SEEEIC BT 5 EIEFRBAFAALE

UKRBIIRF DB 2 TVWHELKICEBEL TW3.
% 2 B3 KBRS & EITRBIARDE# 21T - 7223,
WHESHBPHRAEFRE Lz, 20 2EHIIK
E#H b BTN x 7= Marfan FEEBEOARIBEH &
bboETEXD L, FERHOMBEBERAFETLT
IR R DEFE~DOBRMIC X 2 UEP LW LE
HME*ELR TV EREbh, T02HIC
ROz a—HRENFHTHD Z L3 mbhi.
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