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Abstract
INTRODUCTION: Inflammatory Myofibroblastic Tumor (IMT), previously known as

pseudotumor, is currently classified by WHO as an intermediate spindle cell type, with
recent reports of presence of local recurrences, and regional metastases, challenging
its previous concept of being a benign reactive lesion. The pathogenesis is unclear
and true incidence and anatomical distribution are difficult to establish because of the
many vague terms used to previously described IMT such as pseudotumo. The lungs,
liver and gastrointestinal tract are the most common sites, but has never been
reported in the pulmonary artery. We present the first case of IMT of the pulmonary
artery occurring simultaneously with a right atrial Myxoma.

CASE: A 46-year old female presented with constitutional symptoms (fever and weight
loss) with intermittent dyspnea, was diagnosed with a right atrial (RA) mass (3.4 x 2.4
x 5.9 cm) with a stalk attached to the interatrial septum, and irreqularly shaped
echogenic mass attached to the pulmonary artery (PA) wall measuring 1.5 x 3.1 cm
by echocardiography. Contrast-enhanced CT scan of the chest showed filling defects in
the main pulmonary artery causing occlusion of left and right pulmonary arteries. Due
to the simultaneous presence of the RA mass consistent with a myxoma, differential
diagnoses for the the PA mass were either tumor embolization, a multi-centric
myxoma, or thromboembolism, all of which were reported in literature. Endarterectomy
with complete excision was done and patient’s symptoms resolved. Histopathology
and immunohistochemistry revealed myxoma of the RA, and IMT of the PA.
CONCLUSION: Recent opinions suggested that immunohistochemistry does not play a
role in diagnosis but may play role in predicting aggressive behaviours of IMT. Due to
the age of this patient, ALK negativity and moderate Ki67 proliferation marker (10-
30%), and the rarity of the location of this IMT, malignant potential and possible
recurrence for this tumor is possible, as suggested by some studies. Nevertheless,
this case report is the first intravascular IMT (of the pulmonary artery) reported and
highlights the importance of including IMT as a differential diagnosis in patients with
PA mass. A close follow-up is important for surveillance of possible recurrence for
both myxoma and IMT in this case.
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Figure 1: from left 20 right: (leftmost) Apical &.chamber view of the

transthoracic

echocardiogram showing the [ght _atdal mass; (micdie picture) short-axs view of the

escphageal level on TEE showing the attachment to the SVC rim of the plerntrial septum

{IAS)

Figure 2: Views of 3hp pomonary artery at the upper esophageal ievel on TEE showing

e iregularly-shaped echogenic mass atiached 0 the main pulmonary artery wall and

extending to the left and right PA branches.

Figure 3. Contrast-enhanced CT scan of the chest showing large filing cedect stracdied
winn the distal main pumonary artery (MPA)arrow) exiending 20 the right and left and
puimonary arteries measuring 7.3 om in length with widest clameter of 1.3 cm in the right

and 1.5 cm in the left pulmenary artery

Figure 4. Gross appearance of the right atral mass (lef picture), and mass from

puimanary artery {right picture).
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Figure 5: Hstopathology of A right atrial mass showing plump %0 spindie neoplastc cels

n cords and vague nests 0 Myxald sirama, consistent with myxama: B and C: variable
arcas showing spindied 0 stelate cells haphazardly arranged and set in locse myxakd
matrix, densely collagenized storm and occasional compact cellsfar areas wih prominent
nflammatory cells {composed of [ymehoalksmanytes and neutrophiis) permeating the
lesion, D and E: KI.67 prolferation of 10.30% n rght and 5% left pulmonary mass,
respectively. (Similarly the KI-ET of the right atrial mass s <5%; p53 5 <1% for beth atral

masses and negatve for ALK (anaplastic iymphoma kinase * proten) - not shown
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