
MAY 2020 DIAGNOSIS LIST

20-0401: Extranodal Rosai-Dorfman disease (kidney; GU pathology)
20-0402: Juxtaglomerular cell tumor (kidney; GU pathology)
20-0403: metastatic neuroendocrine tumor (ovary; GI and GYN pathology)
20-0404: plasmacytoid urothelial carcinoma (ureter; GU pathology)
20-0405: amyloidosis (bladder; GU pathology)
20-0406: mesonephric-like carcinoma (ovary; GYN pathology)
20-0407: clear cell ependymoma (brain; neuropathology)
20-0408: echinococcal cyst (ovary; infectious disease pathology)
20-0409: gliomatosis peritonei (ovary; GYN pathology)
20-0410: prostatic ductal adenocarcinoma (urethra; GU pathology)



20-0401 
Julia Rewerska/Sunny Kao; Stanford

55-year-old F presenting with an incidental 3cm right 
renal mass on imaging.
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Differential Diagnoses

Å Renal cell carcinoma
Å Lymphoma

ï Especially when accompanied by 
lymphadenopathy 

Å IgG4- related kidney disease
Å Extranodal Rosai-Dorfman disease
Å Langerhans cell histiocytosis
Å Infection

ï Tuberculosis

Å Xanthogranulomatous pyelonephritis
Å Metastatic tumor

ï Malignant melanoma

Å Storage disease
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Extranodal Rosai-Dorfman Disease

Introduction
Å Described in 1969 by Rosai and 

Dorfman
ï Sinus histiocytosis with massive 

lymphadenopathy

Å Manifests in children and young 
adults most commonly
ï Mean age 20 years old
ï Can occur at any age

Å At presentation
ï Cervical lymphadenopathy (87%)
ï Extranodal sites with or without 

involvement of lymph nodes (up to 
43%)

ï Constitutional symptoms: fever, 
weight loss

ï Organ specific symptoms



Extranodal Rosai-Dorfman Disease

Clinical Course Etiology
Å Unknown

ï Florid reactive process vs. clonal 
proliferation

ï Immune-mediated disorder vs. virus-
mediated disorder

Å Macrophage colony-stimulating 
factor (M-CSF)
ï Induces chemotaxis of blood 

monocytes to site of lesion
ï Induces differentiation of monocytes 

to histiocytes
ï Induces differentiation of monocytes 

to mature macrophages
Å Phagocytosis

ï Monocytes secrete more M-CSF
Å Cycle continues

Å Heterogeneous clinical course

Å Benign, self limited

ï Younger age

ï Limited number of lymph nodes 
involved

Å Aggressive, chronic relapses

ï Older age

ï Underlying immunologic 
abnormalities

ï Numerous lymph nodes involved

ï Extranodal organ involvement



Extranodal Rosai-Dorfman Disease

Renal manifestations

ÅExtranodal disease with 
associated 
lymphadenopathy and 
systemic disease
ïApproximately 4%

ÅExtranodal disease without 
associated 
lymphadenopathy and 
systemic disease
ïVery Rare (~ 4 cases reported)

Our Patient

ÅRecent infection with 
Influenza A

ÅTreated for pericarditis at 
time diagnosis

Å Imaging showed both renal 
and pancreatic mass but no 
lymphadenopathy 



Extranodal Rosai-Dorfman Disease

ÅTake away points

ïImaging

ÅRosai-Dorfmandisease may overlap with neoplastic and 
non-neoplastic disease

ÅIs not frequently considered in the differential diagnosis of 
an infiltrative renal mass

ïDiagnosis

ÅBased on morphology and immunohistochemistry

ïInfiltrate composed of lymphocytes, plasma cells and histiocytes

ïEmperipolesis

ïPositive for S100, CD68 and CD163 on immunohistochemistry 
(negative for CD1a and Langerin)



20-0402  
Julia Rewerska/Christian Kunder; Stanford

39-year-old F with slow growing 1.9cm left renal 
mass. PMH significant for dissecting aortic aneurysm. 
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RCC PAX8

CAM5.2 Synaptophysin/Chromogranin





Differential Diagnoses

ÅGlomus Tumor

ÅJuxtaglomerular cell 
tumor

ÅOncocytic renal cell 
neoplasm

ÅSolitary fibrous 
tumor/hemangiopericy
toma



Our TumorGlomus Tumor


