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LFT on 2016-10-18  



Chest CT on 2016/10/17 

• Multiple thrombi in bilateral main, right upper  

   and bilateral lower pulmonary arteries.  

• Multiple patch ground-glass and small nodular 
opacities in peripheral LUL and LLL. R/I infecti
ous process. Advise follow-up. 

• Multiple fibrotic foci in RUL and left lung. Sugg
estive of chronic inflammation. 

• Mild pleural effusion, left, and pleural thickenig 
of bilateral upper chest. 



Chest CT on 2016/10/17 



Chest CT on 2016/10/17 



V/Q scan on 2016-10-20  



Coronary angiography on 2016-10-27  

• CAG: LM: Normal  
•         LAD: Normal 
•         LCX: Normal 
•         RCA: Normal 
• LVG: Normal LV systolic function, LVEF= 70%, No MR, LVEDP= 

12 mmhg  
 

• Vasodilatror test: Negative. [ mPAP: 33 --> 27 mmhg ]  
•       CO= 4.76     CI= 3.03 
•       AOP: 130/78/102     O2 Sat 90.4 % 
•       PAP:  69/13/33   O2 Sat: 72.3 % 
•       LVP:  136/3/12   RVP: 71/3/9  PCWP: 14/10/9    RAP: 13/9/8 
•       PVR:  403/80 
• Dx: Pulmonary hypertension Group 4 ( CTEPH ). 

 



V/Q scan on 2016-10-20 

• The lung ventilation study (inhalation of radiotrace
r with at most 10% of 40 mCi Tc-99m DTPA aero
sols) 
- There is normal distribution of radiotracer in bo

th lung fields. 
- In addition, some central hot spots over bil. per

i-hilar regions are also seen, most likely due to 
central localized deposition of aerosol particles 
in the large airways. 

• Follow-up Tc-MAA lung scan  
- mismatched perfusion defects over both lungs, 

esp. bil. upper & left lower lungs. 
• Imp: Mismatched V/P defects in both lungs may  
    suggest high probability for pul. embolism, esp.  
    bil. upper & left lower lungs. 



ECG  
 2017-7-24 



CXR on 2017-6-26 

 



Echocardiography on 2017-6-26  



Pulmonary arterial angiography on 
2017-7-25  

• PA angiography:  
- Right side PA: A2 near total occlussion, A5 critical stenosis, A

9 80% stenosis.  
- Left side PA: A3 70% stenosis, A6 total occlussion, A5 90% st

enosis. A7,A8, A10 total occlusion, A9 89% stenosis. . 
• Right heart study data: 
•    CO= 4.64   CI= 2.94   
•    O2 Sat :   PA 77.2 %  AO 97.0 % 
•    Pressure: 

- RA 9/6/6   RV 87/1/11,   PA 80/12/36,   PCWP: 10/10/12,  LV 
NA  AOP: 111/73/86 

- PVR 413.8/80, SVR= 1379/80  TPVR= 620.7/80 TSVR= 1482
/80  

• Dx: CTEPH  ( PH Group IV ) 
• Tx:  BPA 

 
 



Pulmonary arterial angiography on 2017-7-25  



Pulmonary arterial angiography on 2017-7-25  



Pulmonary arterial angiography on 2017-7-25  



Pulmonary arterial angiography on 2017-7-25  



Balloon pulmonary angioplasty on 2017-8-19  

• Sheath :9 Fr Daig sheath and 6 Fr 75 cm Teru
mo sheath 

• Guiding cath: MP 6 Fr  

• Gudewire: 0.014 BMW wire x 1 

• Balloon: 2.0 x 20 mm  mini-trek  x 1, 3.0 x 20  
mm trek  x 1, 4.0 x 20 mm Emerge x 1 

• Right heart study data: PAP(L't) :  59/32/41  P
AP(R't): 55/14/29       



BPA on 2017-8-19  



BPA on 2017-8-19  



BPA on 2017-8-19  

Right A5: 2.0 x 20mm balloon with 8 

atm 



BPA on 2017-8-19  

Right A5: 3.0 x 20 mm balloon with 8 

atm 



BPA on 2017-8-19  

L't side A1+2: 2.0 x20 mm and 3.0x20 

mm balloon with 8 atm 



BPA on 2017-8-19  

L't A5: 4.0 x 20 mm balloon with 10 

atm. 



BPA on 2017-8-19  

L't A5: 4.0 x 20 mm balloon with 10 

atm. 



Chest CT on 2018/03/01  

• Irregular poor enhancing mass is depicted at pulmonary 
trunk and right pulmonary artery, and right atrium. and 
extension to right hilum and subcarina region.  

    Compatible with pulomnary artery intimal sarcoma. 
• Post pigtail drainage of right pleura, and post operation 

of pericarium is noticed. Increase of right pericardiac eff
-usion and bilateral pleural effusion is depicted, esp. lob
-luated fluid in right pleural and right major and minor fis
-sure. Seeding cannot be ruled out. 

• Focal passive atelectasis at right lower lung is depicted. 
Infiltraton of right lower lung is depicted. Either due to    
lymphangitic spreading or post radiation change. 

• Mosaic enhancement of liver parenchyma is noticed.   
Congestion due to venous return compromised conside
-red. 

• Subcuatneous edema of trunk is noticed. 



Chest CT on 2018/03/01  



Bronchoscope on 2018-3-8 

• Normal vocal cord, t
rachea & carina 

• Left bronchus:        
essential negative    
findings 

• Right bronchus:  
- 2 protruding sub

mucosa nodules 
with smooth surf
ace over RUL br
onchus 

- a tumor growth 
with total obstruc
tion over B3 orifi
ce 



Pathologic report on 2018/03/08 
• Lymph node, subcarina, right: anthracosis 
• Lymph node, hilar, right: spindle cell sarcoma 
• GROSS: 

- The specimen submitted for frozen section contains two lymph node
s  tissue in fresh state. The first one is right subcarinal lymph node a
nd the second specimen is hilar lymph node.  Grossly, they are gray 
and elastic firm and measures  0.7x0.5x0.3 cm in size.  

• All for frozen section. 
- The frozen section of the right subcarinal lymph node reveals anthra

cosis only, the hilar lymph node shows metastatic spindle cell malign
ancy.  

- Microscopically, after fixation, the permanent section of subcarinal L
N confirms the diagnosis of anthracosis. The hilar lymph node shows 
spindle cell tumor with hyperchromatic nuclei and frequent mitoses. I
HC study reveals the tumor cells are negative to CK, TTF-1, p40, S-
100, CD163, CDK4 and DOG-1 but positive to CD31, MDM2. It is     
compatible with a metastatic pulmonary sarcoma and a pulmonary a
rtery intimal sarcoma is highly suspected.  



Echocardiography 
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6MWD 

6MWD Borg sale  

Adempass since 2016/11/23 

2017/3/20 400 0->2 

2017/6/26 360 1->3 

BPA on 2017-8-19 

2017/11/9 430 0->3 





Discussion Points 

•Primary pulmonary 
angiosarcoma and CTEPH 

 

•Balloon pulmonary 
angioplasty (BPA) 



• Tumoral PH includes pulmonary micro -
embolism and pulmonary thrombotic  

   microangiopathy. 

 

• Diagnosis is difficult and often delayed, 
with high mortality. 

 

• Improved survival is reported with some 
cancer therapies so early recognition Is 

   imperative  



 



Lung histology from a case of pulmonary tumour thrombotic microangiopathy related to severe 
pulmonary hypertension. a) Post mortem section showing occlusion of a medium-sized pulmonary 
arterial lumen by fibrointimal proliferation of fibroblasts and collagen... 

Laura C. Price et al. Eur Respir Rev 2019;28:180065 

© 2019 by European Respiratory Society 



 



 

Proposed mechanisms for fibrointimal proliferation in  

pulmonary tumour thrombotic microangiopathy 



 



 



Clinical presentation 

 



Treatment and Prognosis 

 



Take-home Message 
• Primary pulmonary artery angiosarcoma is an 

important albeit rare mimics of CTEPH 

 

• Most common symptoms are dyspnea, cough, 
pleuritic pain and hemoptysis. 

 

• Accurate Image diagnosis is utmost important and 
MRI may be helpful for differetial diagnosis, 
multidisciplinary approach at PH expert center is best 
strategy for caring CTEPH patients. 

 

• Early surgical treatment is the only cure for primary 
pulmonary artery angiosarcoma but balloon 
pulmonary angioplasty ( BPA ) may be a palliative 
strategy for improving pulmonary hypertension 
symptom.   



Thanks for your attention 


