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[ Abstract | Background and purpose: Primary pulmonary myxoid sarcoma (PPMS) is a very rare lung tumor
that has recently been shown to harbor EWSR1-CREB] translocation. This study aimed to investigate the clinicopatho-
logical characteristics and differential diagnosis of PPMS. Methods: The clinical and pathological features of 6 cases of
PPMS with EWSR1 gene rearrangement were reviewed. Immunohistochemistry and fluorescence in situ hybridization
(FISH) study were performed. Results: Six patients were enrolled in this study, including 4 male patients and 2 female
patients with an age range of 23 to 64 years (median age, 44 years). All tumors involved pulmonary parenchyma, with
a predominant endobronchial component in 1 and adjacent to bronchus in 5 patients. Microscopically, the tumor was
lobulated and composed of cords of polygonal, spindle cells within myxoid stroma. Tumors were immunoreactive for
only Vimentin and weakly focal for epithelial membrane antigen (EMA). All tumors were shown to harbor EWSR1 gene
rearrangement by FISH. Follow-up of all patients showed that 1 patient developed a pleura and bone metastasis but

was still alive and 5 were disease-free after 4-29 months. Conclusion: PPMS is an extremely rare sarcoma with low-
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grade malignant potential. This is characterized by distinct histological features and EWSR1 gene rearrangement. It is

important that understanding tumor spectrum and genetic feature can contribute to diagnosis and differential diagnosis

of PPMS.

[ Key words ] EWSR1 gene; Primary pulmonary myxoid sarcoma; Fluorescence in situ hybridization
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Fig. 1 Chest CT scan showed a soft tissue nodule with bronchial
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obstruction at the right lower lobe of the lung (white arrow)
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Tab. 1 Clinicopathological features of PPMS
Item Case 1 Case 2 Case 3 Case 4 Case 5 Case 6
Age/year 64 27 45 43 23 45
Gender Female Male Male Male Male Female
Smoking history Never Current Current Current Current Never
Presentation Cough Cough, hemoptysis Cough Cough Cough, fever Cough
Site RUL RLL LLL RLL RLL RUL
Size l/cm 5.5 5.0 <3.0 2.0 <3.0 2.0
LN involvement Present None None None None None
Treatment Operation+chemotherapy Operation Operation Operation Operation Operation
Metastasis to pleura (10) and
Follow-up #/month bone (14), NED (24) NED (29) NED (23) NED (29) NED (25) NED (4)
RUL: Right upper lobe; RLL: Right lower lobe; LLL: Left lower lobe; NED: None evidence of disease
* 2 PPMSHRIEEFFHIE
Tab.2 Pathological features of PPMS
Charicteristics Case 1 Case 2 Case 3 Case 4 Case 5 Case 6
Adjacent to bronchus Endobronchial + + + + +
growth

Multi-nodularity + + + + +

- - : : Reticular Reticular Reticular Reticular Reticular
Reticular/solid growth pattern Solid predominant predominant  predominant predominant  predominant  predominant
Percentage of mucinous architecture 30 45 30 40 50 70
Haemorrhage and/or necrosis + - - - - -
Cellular atypia Moderate to severe Mild Mild Mild Mild Mild
Mitoses (per 10 HPF) 7 <5 <5 <5 <5 <5
Lymphocyte or plasma cell infiltration Mild Mild Mild Mild Severe Mild
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Fig.2 The main pathological features of PPMS

A: Tumor located adjacent to bronchus; B: At the low power, showed lobulated architecture; C: Tumor cells was composed of round to ovoid cells
within a prominent myxoid stroma that was often lightly basophilic, and the predominant cellular architecture was a reticular network; D: FISH
detection showed EWSR1 gene rearrangement; E, F: Tumors were immunoreactive for Vimentin and focal for EMA
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Tab.3 Results of EWSR1 gene rearrangement and immunohistochemistry

Test Case 1 Case 2 Case 3 Case 4 Case 5 Case 6

FISH
EWSR] gene rearrangement 10%-20%  30%-40%  40%-50% 30%-50% >50% >30%

(Percentage of positive cells)

Immunohistochemisty

AEI1/AE3 - - - - - -

EMA - + Focal + - - Focal +
Vimentin + + + + + +
S-100 - - - - - NA
CD9%9 NA - NA NA NA -
Desmin - - - - - -
SMA NA - - - - -
CD34 - - - - NA -
Syn - - NA NA - -
CD68 NA NA - NA NA Partial+
Ki-67 +, 60% +, 5% NA NA +, 10% +, 5%
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