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Background

• Primary pulmonary artery (PA) 
sarcomas are extremely rare 
tumors 

• Although surgical resection is 
the standard of care, radical 
complete resection in 
conjunction with systemic 
chemotherapy is rarely reported .  



Background
Symptoms

• Presenting symptoms of PA 
Sarcoma
– Dyspnea
– Cough
– Hemoptysis
– Chest pain

• DD - pulmonary embolism



Background
Pathology

• Most arise from the dorsal 
surface of the main PA trunk

• Arise from intima or sub-intimal 
surface

• Pulmonic valve is involved 30% 
of the time

• Significant intra-luminal 
extension is noted before 
adjacent organ involvement



Background
Pathophysiology

• Obstruction of PA
• Pulmonary emboli, infarction, 

and metastases
• Severe pulmonary hypertension
• RV Pressure overload 

Hypoxia
RV Failure



Case Presentation - I

• 58 y.o. male previously healthy 
presented with a dry cough 3 
mo ago, SOB, and bilateral 
pulmonary nodules

• Right open lung biopsy 
diagnosed a spindle cell 
neoplasm (primary PA intimal 
sarcoma) (undifferentiated 
epithelioid pleomorphic 
sarcoma)



Case Presentation – II
PHYSICAL EXAM

• Extreme SOB (RR=30-40)
• HR – 100 BPM, BP=90/60
• RA O2 Saturation – low 80`s
• Clear lung fields
• 2/6 systolic murmur of TR



Case Presentation - III

• CT, MRI & Echo showed tumor 
from PA valve extending into 
bilateral main PA branches, 
severe pulmonary hypertension 
(80 - 100 mm Hg), mod-severe 
TR and reduced RVEF

• PET Scan showed no extra-
thoracic disease



Preoperative 64-Slice CT



Preoperative Cardiac MRI



Surgery

• Median Sternotomy
• Bicaval cannulation
• Antegrade and retrograde 

cardioplegia
• Pulmonary trunk and main PA 

resection
• Bilateral subsegmental 

pulmonary endarterectomy
• Reconstruction of PA branches 

with 20mm Gore Tex™ & trunk 
with cryopreserved homograft



Surgery – Local Extent of 
Disease
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Left PA



Surgery – Extent of Resection
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Surgery – Reconstruction 

Left PA

Right PA

Homograft to replace PA

20mm Goretex replacement of 
branch PA’s



Branch PA Interposition Graft



Complete Reconstruction
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The Specimen



The Specimen



OFF CPB



Postoperative CT



Postoperative MRI



Postoperative Treatment
Adjuvant Chemotherapy

• First line
– Iposfamide
– Adriamycine

• Second line
– Gemcitabine
– Paclitaxel



Outcomes of Multidisciplinary 
Approach

Patient Status Survival (mo) Dz-free survival
1 NED 29 13

2 AWD 80 17

3 DOD 24 2

4 NED 30 30

5 NED 23 23

6 DOD 70 8

7 DOD 19 9

8 AWD 93 12

9* AWD 6 0

Range 6-93 0-30

NED- no disease
AWD-alive w/ dz
DOD- dead of dz

* Present Case



5-Yr Survival 
Huston Series vs. Historical Controls

Blackmon S, et al Ann Thorac Surg 2009;87:977-84



Conclusions
• Primary sarcoma of the PA is a rare 

disease with poor prognosis
• Main DD – PE
• Results of Endarterectomy, Incomplete 

resection and Chemo-Radiation alone 
are discouraging

• Multimodality therapy that includes 
complete radical resection is the only 
hope for long-term survival 


