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Summary

Eighteen-year observation of the longest survival case of idiopathic dilatation of right atrium was
reported, with particular emphasis on the follow-up study of the graphic records.

The patient experienced palpitation, syncope and unconsciousness at the age of 56, and at that
time, cardiomegaly (cf. Figure 1) and brady-arrhythmia were firstly noticed. At the beginning,
there was an ejection systolic murmur probably due to the extreme bradycardia (Figure 2).
Several years later, the murmur of tricuspid insufficiency (TI) developed without significant change

in cardiac silhouette (Figure 3). At the age of 73, he suffered from inferior myocardial
infarction, and at that time, the murmur of TI became pansystolic. The murmur of mitral
insufficiency (MI) was also observed. The jugular phlebogram and the hepatic pulse tracing

showed systolic positive waves, and the parasternal impulse similar to the right atrial pressure pulse
of TI and bifid apical beat developed (Figures 4 and 5). With advanced cardiomegaly (Figure 6),
the seesaw-like precordial movement developed (Figure 7). Echocardiogram revealed the huge
right atrium, normal left atrium and aorta, and nearly normal or slightly dilated ventricles (Figures
8~9).

At the age of 76, the patient died of gastric cancer, which was operated on 2 years before.
Autopsy revealed the enormously dilated right atrium and proved the correct clinical diagnosis
(Table 1). The diagnostic importance of echocardiography was stressed and the differential

diagnostic problems were discussed.
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Figure 1. Chest roentgenogram

Bilateral enlargement of the cardiac silhouette
has been observed since the first admission on 1955.
Rrghtward distension of lower border was predomi-
nant.
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Figure 2. Phonocardiogram taken in May, 1957 (59-year-old)

Initially, no regurgitant systolic murimur was observed. The ejection type of systolic murmur was
clearly observed by the variation of the murmur during bigeminy (lower tracing). A faint diastolic
murmur of unknown origin was also observed.
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Five years later, an apical decrescendo pansystolic

murmur was observed. At this time, no change in the

proved to be the beginning of tricuspid regurgitation.
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cardiac silhouette was noticed. The murmur was later
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Figure 4. Phonocardiogram taken in 1970 (73-year-old)

Now, pansystolic murmur of tricuspid insufficiency appeared, and concomitantly faint diastolic murmur
probably of relative tricuspid stenosis was also recorded. At this time, the patient suffered from acute
inferior infarction. The apex cardiogram recorded far lateral from the point of the tricuspid systolic
murmur showed the bifid systolic wave, which finally replaced by the systolic retraction due to the
massive tricuspid insufficiency (cf. Figure 7). The parasternal impulse showed the similar pattern to

the right atrial pressure pulse in tricuspid insufficiency.
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Jugular Phlobogram
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Jugular phlebogram recorded in 1970
Typical systolic positive wave was depicted. The hepatic pulse was similar to the jugular phlebogram.
Mitral (plateau) and tricuspid (crescendo-decrescendo) regurgitant systolic murmurs were inscribed in

Figure 5.

apex and the 5th left intercostal space at the sternal margin (5L), respectively.

The second heart

sound is almost single, but the accentuated pulmonic component (IIP) is disclosed in the exstrasystolic

beat (the second beat).
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Figure 6. Chest roentgenogram taken in 1973 (76-year-old)
Gross cardiomegaly was demonstrated (cf. Figure 1), with more markedly dilated right atrium.
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Figure 7. Phonccardiogram taken in 1973 (76-year-old)
The two (mitral and tricuspid) regurgitant systolic murmurs were constantly observed at that time.
The patient suffered from gastric cancer at the age of 73 and was operated on immediately. The
precordial seesaw movement typical to tricuspid insufficiency was conspicuously observed, i.e., positive
parasternal impulse with systolic retraction of apex impulse. This indicates that the dominant regurgi-
tation is tricuspid.
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Figure 8. Strip-chart record of the echocardiogram from the 4th “right’’ sternal margin

Huge right atrium (RA : 77mm. in diameter) was observed. At the PA projection, the left atrium was
behind the RA. Right ventricular outflow tract was also dilated. See relatively small aorta and left
atrium (LA), which are of normal size.
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Figure 9. Strip-chart record of the echocardiogram from the 4th ‘left’’ sternal margin

The interventricular septum showed paradoxical motion widely from near the apex to the base.
The septal and posterior wall thickness was normal. End-diastolic and end-systolic dimension of
left ventricle (LV) were 53 and 39 mm, respectively, which are upper limit of normal.
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Figure 10. Strip-chart record of the echocardiogram from the 4th left sternal border towards

tricuspid valve

Tricuspid valve (TV) was easily recordable, which was over 25 mm in amplitude, and showed
slight anterior movement during systole, short CD interval, and diastolic undulations.
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Table 1. Main cardiovascular finding at autopsy

1) The right-sided thorax was occupied by the enormously dilated right atrium.

2) Pericardial fluid, small amount. Smooth pericardium.

3) Intracardiac blood volume: 1,200 ml. Mainly in the right atrium.

4) Cardiac weight: 330 Gm.

5) Right atrium : Diffusely dilated. Enormously dilated appendage, which lost the original
configuration.

6) Ventricles: Slight dilatation of both ventricles. Old infarcted area at posterior wall of left
ventricle.

7) Coronary arteries: mild to moderate arteriosclerosis; no obstruction.

8) Tricuspid valve: No structural abnormality, slightly dilated ring. No other abnormalities in
the other valves.

9) Histologically :
i)  Thin right atrium ; slightly disturbed distribution of myocardial fiter with no defect.
ii) Endocardial fibroelastosis.
iii) Sinus node : Slightly disturbed arrangement of specific muscle fibers, partly discontinued

to atrial muscle by the collagen tissue.

iv) Atiroventricular node: No histological abnormality.

Table 2. Causes of right atrial dilatation and the differential diagnosis

1) Causes of right atrial dilatation
i) Shunts into right atrium
a. Atial septal defect, single atrium
b. Anomalous pulmonary venous return
c. Left ventricular-right atrial shunt
d. Aortic-right atrial shunts (sinus of Valsalva, aortic aneurysm)
e. Coronary artery fistula (right atrium or coronary sinus)
ii) Tricuspid insufficiency or stenosis
iii) Pulmonic insufficiency or stenosis
iv) Pulmonary hypertension
v) Right-sided cardiomyopathy
vi) Right atrial tumors
vii) Idiopathic
2) Differentiation
i) Pericardial effusion
ii) Pericardial cyst
iii) Cardiac tumor
iv) Mediastinal tumor (particularly ectopic thymus)
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