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 A 34 years old female patient presented with 
gross hematuria and clots for two months 
duration and left flank pain.

 CT scan showed a left kidney mass in the 
upper pole measuring 10 x 7 cm with enlarged 
hilar lymph nodes























 Renal Medullary carcinoma
 Collecting duct carcinoma
 Urothelial carcinoma
 VCL-ALK Renal cell carcinoma
 Unclassified RCC



HMWK



BAF 47



Renal Medullary Carcinoma



 Rare high grade renal carcinoma arising from 
the  cells of collecting ducts with 
tubulopapillary growth and a prominent 
stromal reaction.

 No prominent cribriform pattern  as seen in 
medullary carcinoma.

 IHC: Positive for HMWK, EMA, CK7, PAX8 
with preservation to INI1.

 Negative for CD10, AMACR and CA9.





ISUP Vancouver classification:
- At  least some of the lesion involves the 

medullary region.
- Tubular formation
- Desmoplastic stromal reaction
- High grade cytologic features
- Infiltrating growth pattern 
- Absence of other typical RCC or TCC



 Often  in the pelvis, but can be a mass in upper 
or lower pole.

 Usually can see papillary component  or 
urothelial in situ component.

 IHC: HMWK, p63, GATA 3. 
 Be ware that some TCC can be positive for 

PAX8.



Genitourinary pathology, Diseases of the ureter and renal pelvis,
2015, 2nd Edition, Elsevier 







 Tumors with Hbs hemoglobinopathy, but no 
loss INI 1

 Described tumors with medullary epicenter, 
dyscohesive polygonal or spindle cells with 
prominent cytoplasmic vacuoles

 Published tumors only in children with 
nonaggressive clinical behavior, rarely in older 
individuals with more aggressive clinical 
features

 Strong ALK expression IHC and Vinculin-ALK 
fusion on molecular analysis.



.

Smith et al. AJSP 2014



 Described by Davis et at in 1995.
 Almost exclusively in patients with sickle cell 

(SC) trait
 Consistent IHC loss of hSNF5/INI1/Baf 47
 Age range: 5-39 yr with male predominance 

10:1
 Mostly Afriacan American and occasional cases 

in people of Mediterranean ancestry



 Most common patterns are  reticular or 
cribriform 

 Others include: glandular, solid nests , tubular, 
undifferentiated sheets, yolk sac tumor-like 
and adenoid cystic-like.

 Stroma almost always fibrotic or desmoplastic
with intratumoral inflammatory cells, mostly 
neutrophils.

 Tumor margins almost infiltrative



 Positive for CK7 and CK20
 Usually negative for HMWK
 Most cases positive for OCT3/OCT 4 

expression.
 PAX8/PAX2 often negative.



 Often  with  high pT and pN stage with no 
consistent effective treatment

 Overall prognosis poor with mean survival 
about 17 weeks

 Most cases with metastases at presentation.



 Proposed terminology for:
 Tumors with morphological features of RMC
 IHC loss for hSNF5/INI1/Baf47
 Absence of sickling of RBCs on histological 

sections and absence of HbS
hemoglobinopathy.



 3 months later, she had lung , liver and bone 
metastasis.

 Received Sunitinib and 10 cycles of 
radiotherapy.



 Be a leader and guide your clinician.
 Follow Vancouver recommendations:

- High grade medullary carcinoma with intact 
INI and no sickle cell trait------ CDC
- High grade medullary carcinoma with INI loss 

and sickle cell trait------- RMC
- High grade medullary carcinoma with INI loss 

and  no sickle cell trait------- Unclassified RCC 
with medullary phenotype.




