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Commentary: Pulmonary artery
sarcoma—an invitation to the
masquerade ball
Carnival in Venice, by Giovanni Domenico Tiepolo,
1750.

CENTRAL MESSAGE

PPAS is a rare, aggressive malig-
nancy that mimics pulmonary
thromboembolic disease. De-
layed treatment leads to poor
prognosis. Extirpative surgery
with adjuvant chemotherapy and
radiation is needed.
Mahesh S. Sharma, MD

During the 16th century Italian Renaissance, masquerade
balls were popular occasions, most famously in Venice
(eg, Carnevale di Venezia).1 Primary pulmonary artery sar-
coma (PPAS), first described in 1923 by Mandelstamm,2 is
a rare and aggressive malignancy arising from the mesen-
chymal cells of the pulmonary artery. It is often masquer-
ades as pulmonary thromboembolic disease due to similar
symptoms and radiologic findings. As a result, treatment
is often delayed or misguided. The prognosis is often
poor, with the median survival time without surgical resec-
tion being as low as 6 weeks.3 Diagnostic imaging is often
complementary, with no single modality being wholly
conclusive or pathognomonic of malignancy. However,
enhanced magnetic resonance imaging can be particularly
useful with sarcoma typically enhancing with gadolinium
compared with thrombus in the pulmonary arteries. Black-
mon and colleagues4 reported a staging system based on
preoperative imaging with general selection criteria predi-
cated on extent of disease and functional status. Due to the
paucity of total cases, variance in anatomic involvement
and tumor biology, and uncertainty regarding curability,
development of meaningful treatment protocols has been
challenging. Nevertheless, surgical removal of tumor (R0
resection) remains the mainstay of treatment as part of a
multimodality approach for alleviation of symptoms, local
control, and the potential to increase long-term survival.

Malik and colleagues5 describe a case in which a patient
was treated for presumed pulmonary embolism for 6months
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before being referred for surgical evaluation secondary to
progression of disease. Due to extensive involvement of
the right pulmonary artery to the hilum as well as the
main pulmonary trunk to the pulmonary valve with partial
involvement of the left pulmonary artery, the authors opted
for radical excision, including the pulmonary root with ho-
mograft reconstruction and right pneumonectomy. Their
video details the technical conduct of the operation. The au-
thors favored radical excision as opposed to endarterectomy
with the addition of pneumonectomy in this case. This treat-
ment paradigm is similar to the experience from the group
in Houston5 who advocate for complete full-thickness
resection with reconstruction and selective addition of
pneumonectomy for distal pulmonary arterial involvement.
More recently, Wyler von Ballmoos and colleages6 advo-
cate for a staged approach by which the pneumonectomy
is completed at a second operation. This was based on their
experience with a combined approach exerting a pro-
nounced physiologic burden, higher transfusion require-
ments, and the propensity for pulmonary edema in the
remaining lung.6 Other groups7,8 have recommended endar-
terectomy for PPAS.9 We agree that the high risk (40%-
75%) of local recurrence warrants a more definitive onco-
logic procedure, when technically feasible, because it offers
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the best chance for long-term survival. Additionally, the ef-
fects of increased cardiopulmonary bypass time and the cir-
culatory arrest needed for endarterectomy are less desirable.
Neoadjuvant chemoradiation allows for the potential
assessment of tumor responsiveness and treatment of
micrometastatic disease before surgical resection. This
warrants further study because this approach to PPAS
has the potential to exclude patients for surgical resection
based on lack of response to nonstandard chemotherapy
regimens.
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