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Lymphangiomatosis/Gorham’s Disease with Characteristic Bone Lesions
after Persistent Pulmonary Interstitial Infiltrates Following Purulent Pericarditis

Dai Asada, Yoichiro Ishii, Masayoshi Mori, Kumiyo Matsuo, and Hisaaki Aoki
Department of Cardiology, Osaka Women's and Children’s Hospital, Osaka, Japan

An 11-year-old girl underwent emergency pericardial drainage caused by cardiac tamponade at 3 years of age.
Despite an uneventful postoperative course, the enhanced pulmonary interstitial shadows did not improve, and
general fatigue gradually worsened from the age of 8. Although constrictive pericarditis was considered to be
the cause of these symptoms, cardiac catheterization did not provide a definitive diagnosis. After examination,
rib protrusion became prominent. Contrast-enhanced computed tomography revealed cortical bone defects,
osteolysis of the first and second ribs on the left side, vertebral body fracture, and numerous cystic poor-contrast
lesions in the spleen. These characteristic imaging findings along with the observed clinical course led to the
diagnosis of lymphangiomatosis/Gorham'’s disease at the age of 9. The patient responded well to oral sirolimus
therapy. Although cardiac tamponade is occasionally encountered in pediatric cardiology, awareness of this rare
condition is important.
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Fig. 1 The patient’s examinations’ results
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(a) Chest X-ray shows cardiomegaly. (b) Twelve-lead electrocardiogram shows ST-T elevation. (c) Echocardiography
shows massive pericardial effusion. (d) The pericardial drainage was purulent.
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(a)

Fig. 2 Chest CT and cardiac MRI

(a) Chest CT at the age of 3 years shows thickening of the pulmonary lobar interstitial wall. (b) Chest CT at the age of 8
years shows worsened thickening of the pulmonary lobar interstitial wall. (c) Cardiac MRI on T2-weighted black blood
method at the age of 8 years shows thickened pericardium. The low-signal area between the arrows indicates the thick-

ened pericardium.

CT, computed tomography; MRI, magnetic resonance imaging
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Table 1 Cardiac catheter examination at the age

of 9 years
site Pressure (mmHg)
LV 88/10
Ao 76/52/63
RV 23/8
MPA 19/10/14
RPA 16/10/13
RPAW 8
LPA 20/9/14
LPAW 9
SvC 6/5/4
RA 9/9/5
IVC 5/5/4

Ao, aorta; IVC, inferior vena cava; LPA, left pulmonary
artery; LPAW, left pulmonary artery wedge; LV, left ventri-
cle; MPA, main pulmonary artery; RA, right atrium; RPA,
right pulmonary artery; RPAW, right pulmonary artery
wedge; RV, right ventricle; SVC, superior vena cava
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Fig. 3 Right ventricular pressure waveform

This waveform does not show dip and plateau.

Fig. 4 Chest and abdominal enhanced CT

(a) Red arrow shows cortical bone defects and osteolysis of the rib. (b) Red arrows show fracture of the vertebral bod-
ies. (c) Red arrows show numerous cystic poor contrast lesions in the spleen.

CT, computed tomography
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