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Secundum Atrial Septal Defect with Early-onset Pulmonary Arterial Hypertension

Utako Yokoyama,® Mari lwamoto,” Kiyoshi Yasui,” Takuma Sakon,? Shigeo Yamaki,? and Shunpei Yokota®
YDepartment of Pediatrics, Yokohama City University Medical Center,
2Japanese Research Institute of Pulmonary Vasculature, Department of Pediatrics, Yokohama City University, Japan

We report three cases of secundum atrial septal defect (ASD) with pulmonary arteria hypertension (PAH). Case 1: A 6-month-old
boy underwent echocardiography because of persistent cyanosis, and a 12-mm ASD with severe pulmonary hypertension was
revealed. He was given inhalation of nitric oxide by mechanical ventilation. Two months later he died of PH crisis. Case 2: A 9-
month-old boy was referred to our hospital because of persistent cyanosis. Echocardiography revealed a 6-mm ASD and severe
pulmonary hypertension. One year |ater, he died in spite of continuous infusion of prostacyclin. Case 3: A 1-year-old boy who
was born at 29 weeks with a body weight of 722 g underwent cardiac catheterization. The pulmonary artery systolic pressure
(PAp) was 48 mmHg with pulmonary vascular resistance (Rp) of 6.1 units-m?. Echocardiography showed ASD with adiameter of
12 mm. In spite of 3 years of beraprost sodium therapy, PAp increased to 75 mmHg and Rp to 21.7 unitsm? He died at the age of
6 years of pulmonary hemorrhage. The autopsy findings of the three cases showed coexistence of extremely thick and slightly
thick media at small pulmonary arteries. Thisindicates pulmonary hypertension that cannot be explained simply by ASD. Thus,
we concluded that the present three cases were pulmonary atrial hypertension (PAH) accompanied with ASD.
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Fig. 1

A All photomicrographs are stained with Elastica-Goldner stain. Small pulmonary artery in case 1, showing

medial hypertrophy and a layer of intimal fibrosis.

B Small pulmonary artery from the same case as in Fig.1A. The layer of media is slightly thicker than in Fig.1A.

Fig. 2
A Small pulmonary artery in case 2 shows an extremely thick media and is almost obliterated by intimal
proliferation.

B Photomicrograph from the same case as in Fig.2A. The layer of media is similar to that seen in normal infants.
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Table 10 Cardiac catheterization data in case 3

Age at Pressuré&l mmHgQO PVR
catheterization g eant LA meantl PAVD meant  PA AO Qp/Qs units-m?
1 year 5 5 7 4820  82/42 2.3 6.1
4 years 5 5 O 75148 100/52 0.8 21.7

RA: right atrial, LA: left atrial, PAW: pulmonary atrial wedge, PA: pulmonary arterial, AO: aorta, Qp/Qs: ratio of pul-

monary to systemic flow, PVR: pulmonary vascular resistance

10.3mEg/IC0 CRP 0.7mg/dIO
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A Small pulmonary artery in case 3, showing a plexiform lesion.
B Two small pulmonary arteries with extremely thick media and a small pulmonary artery with slightly A B

thick media.
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