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ABSTRACT

Background and Objectives : Primary (idiopathic) pulmonary hypertension is a rare, progressive and fatal dise-
ase. It has been defined, by the World Health Organization, as a mean pulmonary arterial pressure greater than 25
mmHg at rest, or greater than 30 mmHg during exercise, without the apparent cause of secondary pulmonary
hypertension. This study was performed to better understanding the clinical presentation, natural history and
prognosis of primary pulmonary hypertension. Subjects and Methods : A total of 18 patients, who were diagno-
sed as primary pulmonary hypertension, at three University Hospitals, were retrospectively reviewed. All patients
had undergone echocardiography and cardiac catheterization. Results : With the patients there was a male :
female ratio of 1 © §, ranging in age between 10 and 50 years. The most common presenting symptom was dysp-
nea on exertion, with other symptoms comprising of fatigue in 11, chest pain in 5, syncope in 3 and hemoptysis
in 2. The ECG & echocardiography reflected the presence of right-sided heart enlargement. The average right
ventricular systolic pressure, from Doppler echocardiography, was 73.6+£18.8 mmHg. The mean pulmonary ar-
tery pressure and pulmonary capillary wedge pressure were 52.9+18.4 and 9.2+3.1 mmHg, respectively. The
survival times were within 30 and 21 to 60 months in 9 and the remaining patients, respectively. Conclusion :
We conclude that primary pulmonary hypertension is common in female patients in their third to fifth decades.
This study also showed a poor prognosis, as in other reports. (Korean Circulation J 2003:33(6):507-512)
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Fig. 1. Age and sex distribution of 18 patients with primary
pulmonary hypertension.
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Table 1. Clinical features of patients with Primary pulmo-
nary hypertension

Number Percent (%)

Symtoms and Signs

Dyspnea on exertion 18 100
Fatigue 11 61
Chest pain 5 28
Syncope 3 17
Hemoptysis 2 11
Physical findings

Cardiac murmur 15 83

Systolic murmur 11 61

Diastolic murmur 4 22
Peripheral edema 8 44
Hepatomegaly 6 33
Ascites 3 17
Splitting of S2 1 6

Table 2. Results of noninvasive tests of 18 patients with
Primary pulmonary hypertension

Number Percent (%)

Chest X-ray fim

Cardiomegaly 9 50
Prominent pulmonary arteries 9 50
Electrocardiography
Right ventricular hypertrophy 12 67
Right atrial enlargement 11 61
Right axis deviation 3 17
Normal 2 11
RBBB+LPFB 1 6
Echocardiography
Right afrial enlargement 15 83
Tricuspid regurgitation 15 83
Right ventricular enlargement 11 61
Right ventricular hypertrophy 9 50
Paradoxical septal motion 4 22
Pericardial effusion 2 11

Right ventricular systolic pressure

(mean+standard
+
deviation, mmHg) 73.6-18.8 mmHg

RBBB : right bundle branch block, LPFB : left posterior
fascicula block
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Fig. 2. Chest X-ray of primary pulmonary hypertension.
Chest X-ray reveals enlarged right heart chamber, enlar-
ged pulmonary arteries, and distal attentuation.
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Fig. 3. Electrocardiographic finding of primary pulmonary
hypertension. Electrocardiogam show right ventricular
hypertrophy and right axis deviation.

Fig. 4. Echocardiographic finding of primary pulmonary hypertension, A : short axis view shows marked enlarged RV
with flattened the ventricular septum and D-septum shaped LV cavity, B : apical four chamber view shows dilated
RV and RA with the ventricular deviation to left, C : modified short axis view shows marked enlarged main & both

pulmonary arteries, D : Doppler echocardiogram shows tricuspid regurgitation and increased RVSP. RV :
left afrium, RVSP :

cle, RA :right atrium, LV : left ventricle, LA :

right ventri-
right ventricle systolic pressure.
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Table 3. Hemodynamic findings in cardiac catheteriza-
fion of 18 patients with Primary pulmonary hypertension

78115

Heart rate (bpm)
Pulmonary artery pressure

Systolic (n=16) 93.1+23.2 mmHg

Diastolic (n=16) 32.7+16 mmHg

Mean (n=16) 52.9+18.4 mmHg
Pulmonary capillary wedge pressure 9.2+ 3.1 mmHg
Right aftrial pressure 9.1+ 4.3 mmHg
Cardiac output (liters/min) 4.01+0.79
Cardiac index (liters/min/m?2) 2.63+0.7

Fig. 5. Right ventriculographic finding of Primary pulmo-
nary hypertension, Right-ventriculogram shows dilated
main and both pulmonary arteries with regurgitation to
right atrium. RV : right ventricle, RA : right afrium, RPA :
right pulmonary artery, LPA : left puimonary artery, MPA :
main pulmonary artery.
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