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Differentials 

• NH Lymphoma 
• Germinal Tumors 
• Ganglioneuroma/Paraganglioma 
• Adrenal Myelolipoma 
• Angiomyolipoma/PEComa 
• Retroperitoneal Sarcoma 
• Vascular Sarcoma 
• Psoas Sarcoma 
• MPNST arising from femoral nerve 

 



Differentials 

• NH Lymphoma 
• Germinal Tumors 
• Ganglioneuroma/Paraganglioma 
• Adrenal Myelolipoma 
• Angiomyolipoma/PEComa 
• Retroperitoneal Sarcoma 
• Vascular Sarcoma 
• Psoas Sarcoma 
• MPNST arising from femoral nerve 

 



Ganglioneuroma 



Simple excision may be appropriate 

Ganglioneuroma 



Malignant Paraganglioma 



Simple excision may not be 
appropriate 

Malignant Paraganglioma 



Adrenal Myelolipoma 



Simple excison is appropriate 



Angiomyolipoma / PEComa 





Angiomyolipoma / PEComa 

Simple excision en bloc with the 
ipsilateral kidney 



Retroperitoneal sarcoma 





• Liberal en-bloc visceral resections: 

– Ipsilateral nephrectomy and colectomy  

– Splenectomy and left pancreatectomy for left sided tumors 

– Pancreato-duodenectomy and major hepatectomy only when infiltrated for right sided 

tumors 

– Sigmoid and rectal resection for pelvic lesions (bladder only if directly infiltrated) 

• Loco-regional peritonectomy and miomectomy of the psoas: 

– To accomplish better en-bloc resection 

• Vascular surgery and bone resection  

– Performed only if vessels/bone infiltrated 

 

“Extended surgical approach” 

Storm, Mahvi – Ann Surg 1990 



Ipsilateral nephrectomy and colectomy 

Retropertoneal Soft Tisse Sarcoma Retropertoneal Soft Tisse Sarcoma 

Right kidney displaced anteriorly 

Right colon displaced anteriorly 

Surgical field after tumor removal Surgical specimen 

Tumor 

Right Kidney Right Colon Inferior Vena Cava 

Femoral nerve roots 



Resection of peritoneum and psoas m. 

Retropertoneal Soft Tisse Sarcoma 

Peritoneal flap Left Colon 

Mobilizaton of the tumor from the side wall 
en-bloc with parietal peritoneum and from 
the posterio wall en- bloc with iliac fascia 

and Psoas Muscle 

Surgical field after tumor removal 

Femoral nerve roots 

Aorta 

Surgical specimen 

Psoas Muscle as posterior margin 



Splenectomy and left pancreatectomy 

Retropertoneal Soft Tisse Sarcoma 

Left Pancreas displaced anteriorly 
Preparation of the pancreas  

for resection 

Surgical field after tumor removal 

Aorta Pancreatic stump 

Portal vein Sup. Mesenteric Artery 

Surgical specimen 



Pancreaticoduodenectomy 
Retropertoneal Soft Tisse Sarcoma 

Duodenum and head of the pancreas adherent to the tumor surface Sup. Mesenteric Vein 

Surgical field after tumor removal 

Inferior Vena Cava 
Femoral nerve roots 

Surgical specimen 

Gastric antrum 



Vascular resection 

Retropertoneal Soft Tisse Sarcoma 

Duodenum and head of the pancreas Inferior Vena Cava encased by the tumor 

Left renal vein 
Aorta 

Surgical field after tumor removal 

Aorta Inferior Vena Cava, proximal 
stump 

Femoral nerve roots 

Inferior Vena Cava, distal 
stump 

Inferior Vena Cava reconstruction 

Banked venous homograft 

Surgical specimen 

Psoas muscle 

Kidney 

Tumor 

Right renal vein 

Inferior vena cava 





Extended Surgery 

Simple excision 





Re-excisions 



Re-excisions 



Re-excisions 



MDM2 



Residual tumor found in 80% of the cases 



G I G II 

Extended Surgery 

Simple excision 

Extended Surgery 

Simple excision 







Solitary Fibrous Tumor 



How about high grade… 



G III 

Extended Surgery 

Simple excision 



High grade dediff liposarcoma 



2 months later… 



High grade Leiomyosarcoma 



8 months after 



Vascular leiomyosarcoma 



Vascular Leiomyosarcoma 



MPNST 



MPNST 



In brief… 



• Extent of surgery has to be tailored to histology 
(preoperative diagnosis mandatory) 

 

• A frontline extended approach is associated with improved 
LR and OS in RPS 
 

• The primary approach is crucial: need to minimize marginal 
margins, often including adjacent uninvolved visceral organs. 
 

 

• Need to refer these patients to high-volume centers to have 
the best treatment strategy and ratio between surgical 
aggressiveness, risk of morbidity and predicted outcome.  

 

• New therapies to complement surgery are eagerly needed in 
patients affected by high risk tumors 
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Supporting evidences 



1. Pathological involvement of 
adjacent organs 



61% organs involvement 



2. Rate of residual tumor at re-excision 



3. Extended surgery improves 
outcome also of patients with local 

recurrence after simple excision 



Extended Surgery 

Simple excision 



Tailoring extent of surgery to histology 
and grade 







…but 



…don’t miss the chance for cure ! 




