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Clinical History (1)  

 56-year-old woman

 Positive fecal occult blood test

 Upper endoscopy: submucosal 
paraampullary mass 

 US endoscopy: 2.5 cm hypoechogenic 
intramural mass (GIST??)

 No biopsy 



Clinical History (2)

 CT-Scan: well circumscribed polypoid 
tumor, heteregenous at arterial phase, 
and homogeneous at portal one 

 Metastatic work-up negative

 Local resection through longitudinal 
duodenotomy

 Follow-up: alive and well (one year)



CT Scan : Well-circumscribed polypoid tumor with heterogeneous  
enhancement at arterial phase (Dr. Nikias Colignon)



CT Scan : Well-circumscribed polypoid tumor with homogeneous  
enhancement at portal phase (Dr. Nikias Colignon)



Gross section of 2,5 cm firm mass displaying a tan-gray 
to yellow apparence 



Complete excision of submucosal tumor infiltrating the 
muscularis propria 



Tumor located in submucosa, and mainly (>80%) 
composed of spindle cells



Spindle eosinophilic cells with elongated nuclei without atypia or 
mitosis, intermixed with scattered larger ganglion-like cells (arrow)



Three components: spindle cells, ganglion-like and, epithelioid 
(arrow)



Epithelial component: solid nests of small cells having an 
eosinophilic cytoplasm and uniform round nuclei 



IH: CytoK+, Synaptophysin+, Chromogranin, Mib-1=0%, 
Spindle cells: PS100+, c-kit -, DOG1 -



DIAGNOSIS

Gangliocytic Paraganglioma 



DISCUSSION:
 Gangliocytic paraganglioma (GP) located in 

periampullary region. Described (1957:Dahl) 
recognised as a disctinct entity (1962)

 Uncommon: 1.2% of ampullary tumor (AFIP)

 Mean age (53.5: 15-84) male predominance (1.7/1) 

 Clinical presentation: gastrointestinal bleeding, 
abdominal pain, flushing (Lei l: 2016)

 Mostly: asymptomatic, vague abdominal discomfort 
or dyspepsia



Pathology (1): 

 Main location: periampullary region

 Other locations: jejunum, pylorus, esophagus, 
pancreas, appendix, and lung

 GPs may be sessile or pedunculated centrated in the 
submucosa, + or – ulceration,

 Size: 1-3 cm (>10 cm)

 Cut section: Tan to white or yellow and, moderately 
firm in consistance



Pathology (2): 

 Histologic appearence varies between different cases 
and, even within the same tumors

 GPs are characterized by their triphasic cellular 
differentiation: 
 Epithelioid: carcinoid-like (ribbons, solid nests or pseudo 

glands), bland ovoid nuclei with stipped chromatin,

 Spindle-shaped cells with bland round or elongated nuclei 
forming broad fascicles,  

 Ganglion or ganglion like-cells: Single or in clusters, large 
vesicular nuclei, abundant eosinophilic cytoplasm



Pathology (3) IH:

 Spindle cells: S100+, Synapto, NF

 Ganglion cells: Synapto+, Somato+

 Epithelioid cells: CK+, Chromo+, 
Synapto+

 PP+, Somato+, VIP, serotonin, PR



Differential Diagnosis

 Surgical specimen: Easy (three components)

 Biopsy: Difficult (16.7%: Okubo 2016)

 GIST, smooth muscle tumor (IH)

 Ganglioneuroma (epithelioid component -), 
paraganglioma (ganglion-like cells -) 

 NET G1 (epithelioid component prominent):

 Searching 2 other components

 IH: PP, Somato, PR???



Histogenesis

 WHO classification (2010): NET

 Hamartoma rather than neoplasm

 Paraganglioma with a differentiation 
into neuroectodermal elements

 Some cases: epithelioid component 
truly neoplastic (LN +)



Treatment:

 GPs are best managed by resection with 
negative margins  

 Previous evaluation by imaging studies is 
necesseray for determining endoscopic 
resectability

 US: solid and homogenous,

 CT-scan and MRI: homogeneous contrast 
enhancement



Evolution:

 GPs are usually benign: no death due to tumor. 
(Li B: liver and pelvic metastatic masses, 2014)

 Metastatic cases reported (2016)
 Lymph nodes (23)

 Liver (2)

 Bone (1)

 Predictive factors for lymph node metastases: 
young age, size (>2cm), deep infiltration.



Take Home Message:

 GPs are uncommmon lesions 

 Mainly located in the periampullary region

 Three components: epithelioid, spindle, and 
ganglion-like cells 

 Generally benign but,

 Some cases of metastases (lymph nodes)

 Long-term follow-up is advisory
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