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Table 1 Blood examination on admission
Hematology Serology
WBC 28,540 /uL CRP 0.03mg/dL
Neut 93.0% KL-6 153U/mL (<500U/mL)
Lymph 40% SP-D 204ng/mL (<110ng/mL)
Eosino 0% BNP 105.0 pg/mL (=184pg/mL)
RBC 381 x 10" /uL ANA titer <1:40 (<1:40)
Hb 11.1g/dL MPO-ANCA <1.0U/mL (<35U/mL)
Ht 332% PR3-ANCA <1.0U/mL (<35U/mL)
Plt 284x10"/ul Anti-GBM antibody <2.0U/mL (<3.0U/mL)
Biochemistry Tumor markers
TP 49g/dL CEA 38ng/mL (=£50ng/mL)
Alb 32g/dL CA15-3 56U/mL (=£250U/mL)
AST 22U/L CA199 482U/mL (=37.0U/mL)
ALT 27U/L CYFRA 1.8ng/mL (<35ng/mL)
LDH 384U/L CA125 216.8U/mL (=35U/mL)
ALP 145U/L ProGRP 36 pg/mL (<81pg/mL)
v-GTP 24U/L
Amy 64U/L Coagulation
T-bil 0.7mg/dL APTT 20.5sec
Cre 056 mg/dL PT-INR 0.92
BUN 234mg/dL D-dimer 39ug/mL
Na 135 mmol/L
K 4.0mmol/L
Cl 101 mmol/L
Ca 84mg/dL
CK 59U/L
CK-MB <5U/L

Reference intervals at our hospital are shown in parentheses.
ANA: antinuclear antibody, GBM: glomerular basement membrane.
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Fig. 1 Chest X-ray findings. (A) Chest X-ray on admission shows cardiomegaly and consolida-
tion in the middle and lower lung fields. (B) Chest X-ray 10 months after the initial paclitaxel
treatment shows improvement. (C) Chest X-ray 12 months after diagnosis shows cardiomegaly
and left pleural effusion. (D) Chest X-ray 14 months after diagnosis shows consolidation in the
lung fields and bilateral pleural effusion.

Fig. 2 Chest CT findings. (A) Contrast-enhanced chest CT on admission shows a large mass in the right
atrium and patchy shadows in both lungs. (B) Chest CT 10 months after the initial paclitaxel treatment
shows a reduction in volume of the right atrial mass and disappearance of pulmonary shadows. (C)
Chest CT 13 months after diagnosis shows enlargement of the right atrial mass and patchy shadows,
and an increase in bilateral pleural effusion and pericardial effusion.
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Fig. 3 Echocardiogram, echocardiography, and pathological findings. (A) Transesophageal echocardiogram shows
a hypoechoic mass attached to the anterior right atrial free wall. The right coronary artery penetrates into the
tumor, but there is no vascular invasion. (B) Intracardiac echocardiography shows both tumor and forceps clearly
at the time of biopsy. LA: left atrium, RA: right atrium, Ao: aorta, RCA: right coronary artery. (C, D) Histological
features of the cardiac tumor at cardiac biopsy. Hematoxylin-eosin staining shows solid growth of tumor cells
with a high degree of nuclear atypia. (E) Immunohistochemical staining with CD31 is positive for tumor cells.
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Fig. 4 Macropathological findings of chest and heart at autopsy. (A) Black nodules are scattered in the
heart, lungs, the wall of the chest cavity, and diaphragm. (B) Histological features of the cardiac tumor
at autopsy. The right atrial tumor has invaded the pericardium and RV, but there is no intracardiac oc-
clusion. RV: right ventricle. (C) Hematoxylin-eosin staining shows irregular lumen formations. (D) Immu-
nohistochemical staining with CD31 is positive for tumor cells, that reveals endothelial differentiation.
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Table 2 Summary of reported unresectable cardiac angiosarcoma treated with 1% line paclitaxel

No. Author* Age/Sex Location of mass Treatment Outcome Best response
1 Castilla E® 27/M RA, lung not described 0OS 9 months PR
weekly 80 mg/m?
2 Ram Prabu MP®  48/M RA, lung day 1,8 PFS 16 months CR
3 week cycle
weekly 90mg/m?
3 Wang C* 41/F RA, lung, bone day 1,8, 15 OS 7 months PD
4 week cycle
weekly 100mg/m?
4 Suzuki T 39/F RA day 1, 8,15,22,29,36  OS 14.3 months PR
7 week cycle
Suzuki T 39/F RA, lung, liver weekly 100mg/m? OS 7.5 months PR
6 Suzuki T 38/M RA, bone weekly 100mg/m?  PFS >6 months PR
weekly 100mg/m?
7 this case 45/F RA, lung das; 1.8, 5 PE'S 10 months PR

4 week cycle OS 14 months

*: references.

M: male, F: female, RA: right atrium, OS: overall survival, PFS: progression-free survival, PR: partial response, CR:

complete response, PD: progressive disease.
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Abstract

A case of cardiac angiosarcoma diagnosed by cardiac biopsy using
intracardiac echocardiography that reacted well to paclitaxel

Komei Yanase?, Chizuru Sakai? Yasushi Ohno? Ayumi Niwa®,
Norihiko Funaguchi® and Hiroyuki Okura?
4Department of Cardiology and Respiratory Medicine, Gifu University,
Tokai National Higher Education and Research System
PDepartment of Tumor Pathology, Gifu University Graduate School of Medicine,
Tokai National Higher Education and Research System
¢Department of Respiratory Medicine, Asahi University Hospital

A 45-year-old woman complained of cough, bloody sputum, and exertional dyspnea. Contrast-enhanced com-
puted tomography showed patchy pulmonary infiltrates and a right atrial mass. She underwent cardiac catheter-
ization and was diagnosed with angiosarcoma by cardiac biopsy of the tumor using intracardiac echocardiogra-
phy. The clinical diagnosis of the lung lesions was multiple lung metastases. Treatment with first-line paclitaxel
and second-line pazopanib for angiosarcoma was performed. Paclitaxel was especially effective, and a partial re-
sponse was confirmed 10 months after chemotherapy. However, pazopanib was difficult to continue due to pro-
longed thrombocytopenia as an adverse event. She survived about 14 months from diagnosis, it was comparable
to the median overall survival for unresectable cardiac angiosarcoma.



