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A Case of PHACES Syndrome with Tricuspid Atresia

Shunji Kurotobi,Y Shigetoyo Kogaki,? Sayaka Nasuno,” Hisaaki Aoki,” Kunihiko Takahashi,”
Noriaki Usui,? Toru Ishizaka,® Hajime Ichikawa,® and Keiichi OzonoV
Departments of YPediatrics, ?Pediatric Surgery,
and Cardiovascular Surgery, Osaka University Graduate School of Medicine, Osaka, Japan
We report arare case of PHACES syndrome with tricuspid atresia. A Japanese female baby was noted at birth to have facial
hemangioma, upper sternal defect, supra-umbilical skin raphe, and mild cyanosis. Echocardiography revealed tricuspid atresia
without pulmonary stenosis, and transposition of the great arteries. Since the transparent skin covering the beating heart was
ulcerative, staged sternal closure was performed on the fifth and seventh days of life. After the procedure, reduced thoracic
volume and compliance resulted in rapid changes in her cardiopulmonary state, especially in ventricular diastolic dysfunction.
The decreased shunt resulting from closure of the ventricular septal defect and pulmonary congestion led to progressive severe
hypoxia. A shunt operation was urgently performed to augment the pulmonary blood flow.
Thisisthefirst report of a Japanese case of PHACES syndrome. Rapid changes in cardiopulmonary condition after sternal
closure are crucial for the management of patients with the syndrome and complex cardiac anomaly.
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Fig. 1 The transparent skin covering the beating heart was
ulcerative. Supraumbilical raphe was noted.

tricular valve atresia, ventricular septal defect, and
hypoplastic right ventricle.
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Fig. 3 Left ventricular inflow velocity pattern after sternal closure. Atrial velocity
exceeded the early filling velocity.

Table 1

Pressure (mmHg)

Oxygen saturation (%)

Superior vena cava
Inferior vena cava
Right atrium

Left atrium
Pulmonary vein
Pulmonary wedge
Left ventricle
Radial artery

13
93/13

29.7
31.7
311
51.7
88.0

64.7
60.8

Qp/Qs 1.15. Pressure difference between right and left atrium=1 mmHg
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