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Abstract : A 63-year-old female was admitted to our hospital in April, 1988, for
evaluation of cardiac murmur and a very prominent pulmonary artery segment on chest
roentgenogram. She complained of intermittent palpitation. She was known to have
hepatic dysfunction for seven years.

On physical examination, grade 3/6 ejection murmur and diastolic regurgitant murmur
were audible in the left third intercostal space adjacent to the sternum. Echocardiogram,
CT scan of the chest, and pulmonary artery angiogram revealed marked dilatation of the
main trunk of the pulmonary artery. On cardiac catheterization, mild pulmonary hyperten-
sion was also present.

She was diagnosed as having idiopathic dilatation of the pulmonary artery (IDPA)and
discharged in May, 1988. She was seen at anther hospital and died suddenly in August, 1988.

Autopsy revealed marked dilatation of the main trunk of the pulmonary artery. Pulmo-
nary emphysema, mild cardiac hypertrophy, and type B hepatic cirrhosis were also obser-
ved. Light microscopically, a decrease of elastic fibers was noted in the wall of the main
pulmonary artery and alcian-blue stain positive deposits were seen in the lesion. Similar
findings were present in the wall of the aorta and the main trunk of the left coronary artery.

Although the etiology of IDPA is not fully understood, the microscopic findings in this
case suggest an etiological similarity between Marfan syndrome and IDPA.
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Table 1. Hematologic values and blood chemical
findings on admission

Red-cell count (X10*/xD) 325
Hematocrit (%) 34.3
Hemoglobin (g/dD 11.2
Mean corpuscular volume (f1) 106
Mean corpuscular hemoglobin (pg) 34.5
Mean corpuscular hemoglobin concentration (%) 32.7
White-cell count (/x1) 6200
Platelet count (X104/u1) 9.2
Prothrombin time (sec) 13

Activated partial thromboplastin time (sec) 45

Hepaplastin test (%) 45

Direct bilirubin (mg/dl 3.2
Indirect bilirubin (mg/dl) 1.1
Glutamic oxaloacetic transaminase (IU/D) 71

Glutamic pyruvate transaminase (IU/1) 35

Lactate dehydrogenase (IU/D) 386
Alkaline phosphatase (KAU) 7.1
Protein (g/dD 6.4
Cholesterol (mg/dl) 185
Triglyceride (mg/dl) 46

Creatinine (mg/dl) 1.1
Sodium (mEq/1) 137
Potassium (mEq/1) 4.1
Chloride (mEq/D) 106

A very prominent
pulmonary artery segment and mild car-
diomegaly (Cardiothoracic ratio=53%) were

Fig. 1. Chest roentgenogram.

present. Lung fields were mildly em-
physematous.
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Fig. 2. Elertrocardiogram. Incomplete right bundle branch block was shown.
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Fig. 3. Short axis view of two-dimensional echocar-
diogram revealed marked dilatation of the
main trunk of the pulmonary artery.

Fig. 4. Computed tomogram showed severe dilata-
tion of the main pulmonary artery and mild
dilatation of the right and left pulmonary
arteries. Peripheral pulmonary arteries were
not dilated.

Table 2. Cardiac catheterization findings

Mean right atrial pressure (mmHg) ()
Right ventricular pressure (mmHg) 50/EDP2
Pulmonary arterial pressure (mmHg) 46/22 (36)

Mean pulmonary capillary wedge pressure (mmHg) 3
Left ventricular pressure (mmHg) 120/EDP3
Aortic pressure (mmHg) 120/68 (84)
Cardiac output (I/min) 4.05
Heart rate (beats/min) 92
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Fig. 5. Alcian-blue positive deposits (arrows) at the
main trunk of the pulmonary artery by light
microscopy (Alcian-blue stain, upper panel X
20, and lower panclx200).

Fig. 6. Alcian-blue positive deposits (arrows) at the
aorta by light microscopy (Alcian-blue
stain, X40).
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Table 3. Autopsy findings

Macroscopic findings

#1.Heart
1) Weight (g) ' 390
2) Thickness of the wall (mm)
left ventricle (anterior wall) 14
right ventricle 6
3) Circumference (cm)
aortic valve 6
mitral valve 7
tricuspid valve 8
pulmonic valve 8.5
#2.Lung
Weight (g)
right lung 260
left lung 240
#3.Main trunk of the pulmonary artery
1) Thickness of the wall (mm) 1
2) Circumference (cm) 14.5
#4 . Liver
Weight (g) 980
Microscopic findings
#1.Heart

1) Right ventricle : moderate hypertrophy of the
myocyte and moderate fibrosis
#2.Lung ’
Bilateral lower lobes : interstitial pneumonitis and
partial emphysematous lesin
#3.Main trunk of the pulmonary artery
Moderate fragmentation and degeneration of the elastic fibers
Alucian-blue positive deposits around the degenerative elastic fibers
#4.Aorta
Mild fragmentation and degeneration of the elastic fibers
Alucian-blue positive deposits around the degenerative elastic fibers
#5.Main trunk of the left coronary artery
Moderate decrease of the elastic fibers
#6.Liver
LlIver cirrhosis (type B)

; 3 = e =

Fig. 7. Decrease of elastic fibers at the main trunk of
the left coronary artery by light microscopy
(Elastica-von Gieson stain, X100).
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