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Introduction
Malignant rhabdoid tumour (MRT) is a very rare neoplasm, 

initially classified as a variant of Wilms neoplasm.1 Although, in1981, 
histological characteristics of a distinct neoplasm were observed by 
researchers. The term rhabdoid was employed due to rhabdomioblastic 
features of neoplastic cells. Albeit myogenic origin of these cells 
has not been proved, this designation has been used now.2 In 1987, 
Biggs and cols published the first case report of a malignant rhabdoid 
neoplasm in central nervous system (CNS), which was named 
Extra renal MRT.3 This kind of neoplasm usually affects, and it is 
diagnosed in CNS, but it may occur in different anatomical systems. 
Histologically characterization of Extra renal MRT is challenging and 
requires differential diagnosis from epithelioid sarcoma, melanoma, 
and rhabdomyosarcoma with rhabdoid inclusions.4,5 Briefly, we 
describe a case report of a rare pancreatic extra renal MRT of a young 
patient attended in the reference heath service in the southern region 
of Mato Grosso State, Brazil.

Case report
A 21-year-old man with pancreatic neoplasm was referred to 

Specialized Oncology Therapy Center of Santa Casa de Misericórdia 
de Rondonópolis Hospital. Surgical history: The patient informed 
that it was submitted to surgical procedures (partial pancreatomy and 
gastrectomy, splenectomy and retroperitoneal lymphadenectomy). 
Anatomopathological analyses revealed pancreatic malignant 
invasive neoplasm, with poor differentiated cells, necrotic lesion, with 
angiolymphatic infiltrate, although no peritoneal infiltrate was detected. 
As a rare neoplasm case, the Department of Pathology from Emory 
University (Atlanta, USA) was contacted and confirmatory exams 
indicated malignant epithelioid neoplasm. Immunohistochemistry 

of pancreatic tissue (Figure 1) indicated cells with rhabdoid features, 
positive results for cytokeratins and negative results for INI-1 and 
other markers, such as SMARCB1. Thus, diagnosis suggested 
high-grade malignant epithelioid neoplasm, compatible with extra 
renal MRT. Patient was submitted to image exams (abdominal and 
pelvic CT scan) that demonstrated the presence of multiple nodules 
and mass with liquefied and necrotic center in both hepatic lobes. 
Systemic chemotherapy scheme was initiated with ifosfamide, mesna 
and doxorrubicin. Although after first chemotherapy round patient 
died because disease complications, such as cachexia, poor general 
condition and hydro electrolyte disturbance. The patient denied 
having a relevant family and medical history.

Figure 1 A, Rhabdoid pattern of cells stained with hematoxilin; B, positive 
results for 40, 48, 50 and 50,6 kDacytokeratins; C, negative result for INI-1 
gene product.

Discussion
Extensive research in United Kingdom showed that rhabdoid 

tumours are mainly diagnosed in children younger than 12-month-old 
with an incidence of 5 cases in one million. This incidence drops to 
0.6 cases in one million considering children from 1 to 4 years old. 
Older children from 5 to 9 years old may be affected with an incidence 
rate of 0.1 in one million and this number is even lower in children 
from 10 to 14 years old, showing an incidence rate of 0.04 in one 
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Abstract

Malignant rhabdoid tumour is a very rare neoplasm with a high lethality rate. Its neoplastic 
cells present rhabdomyoblastic features, although those cells must be differentiated from 
epithelioid sarcoma, melanoma, and rhabdomyosarcoma. Therefore, this is a case report of 
a 21-year-old man who presented a Malignantrhabdoid tumour in the head of the pancreas. 
Patient was submitted to partial pancreatomy and gastrectomy in block, splenectomy, 
and retroperitoneal lymphadenectomy. Anatomopathological analysis revealed invasive 
malignant neoplasm of the pancreas, which was classified as malignant epithelioid 
neoplasm according to the Department of Pathology, Emory University (Atlanta, United 
States of América). Systemic chemotherapy protocol consisted in ifosfamide, mesna and 
doxorrubicin, although after the first cycle of chemotherapy, patient died due to disease 
complications. According to literature only seven pancreatic neoplasms were described 
with rhabdoid features. Extra renal Malignant rhabdoid tumours diagnosis is challenging 
because of immunohistochemistry characteristics. Thus, this case report may contribute to 
medical literature, as recording and describing anatomo pathological and immunochemistry 
features of one more case of this rare neoplasm, which in this case was described in an 
uncommon age range and organ.
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million.6 Researchers reinforce that MRT incidence data in adults are 
scarce. 

Only seven pancreatic tumours with rhabdoid features have been 
described so far. Researcher groups have inquired the fact that similar 
nomenclature would be employed to tumours with distinct etiology. 
Agaimy and colleagues showed the results of 14 cases of pancreatic 
neoplasms with rhabdoid cells targeting molecular markers to define 
this type of neoplasm. Consequently, they have suggested two 
subgroups of this neoplasm type, one presenting mutations in KRAS 
gene and other with the loss of SMARCB1/INI-1 gene expression.7 

Considering its rare incidence and cellular characteristics which are 
also present in other types of neoplasms, extrarenal MRT diagnosis 
is a multidisciplinary medical challenge.5,8,9 Many other neoplasms 
present cells with rhabdoid features. Thus, it is necessary to analyse 
histological and immunochemical pattern to reach a correct diagnosis.5 

Corroborating to literature, histological results  showed epithelioid 
cells with rhabdoid pattern, eosinophilic and dense cytoplasm and 
exocentric nuclei.5,10,11

In this report, immunohistochemistry analyses revealed no 
SMARCB1/INI-1 staining, which corresponds to the most important 
oncogenetic event of MRT according to literature.12 Rorke and cols 
(1996), Madigan et al.,4 and Sigauke et al.,8 showed similar results 
about SMARCB1/INI-1. Furthermore, our results were negative 
for S100 protein staining as reported by Madan et al.,5 negative for 
CD34 staining as observed by Matsuda et al.,11 and Mazzocchi et al.,9 

and finally, also negative for desmine, as described for Mazzocchi et 
al.,9 as well. Accordingly, it was possible to establish to the patient 
malignant epithelioid neoplasm diagnosis compatible to MRT with 
pancreatic localization, an uncommon variation of proximal or visceral 
epithelioid sarcoma, as suggested by Department of Pathology from 
Emory University, Atlanta, USA.

Clinical and pathological diagnosis distinction between proximal 
epithelioid sarcoma and extra renal MRT, are discussed if both 
represent distinct neoplasms or they are examples of cellular variety 
considering the same entity. Molecular, immunohistochemical 
and clinical findings have suggested they represent different 
neoplasms.  Although, it is important to reinforce that there is a 
limitation considering the number of cases, and profound molecular 
characterization would be able to elucidate this question.10

The treatment of this aggressive tumour includes early surgical 
intervention which would improve chemotherapy success.13 The 
poor and limited role of chemotherapy and the absence of standard 
treatment protocols have also been discussed.6,13,14 Madigan et al.,4 in 
a study involving 14 patients, suggest that high chemotherapy doses 
following hematopoietic cells transplant would benefit patients. 
Although no patient survived longer than 10 months and the main 
factor for the best prognosis was the stage of the disease at diagnosis.

In this case report, patient died right after the first chemotherapy 
cycle because of illness gravity at the moment of medical intervention. 
Consequently, it was not possible to clearly evaluate the results 
of surgical intervention and chemotherapy protocol. Regarding 
radiotherapy benefits, they are not clear for treatment of this type of 
neoplasm. Some clinicians avoid this approach due to side effects, 
especially because of most patients affected by MRT are children and 
babies.4 Researchers have suggested that MRT cell lineage is sensible 
to pharmacological inhibition of fibroblasts grown factor. Authors 
have observed high expression of fibroblast grown factor in MRT 
cells and this may indicate that targeting receptor inhibitor could be 
employed as a treatment for this neoplasm. Although there is a need 
of additional research in this field.13

Conclusion
MRT implies in a very aggressive neoplasm, with low survival 

rate and high recurrence. That is why the improvement of molecular 
analyses is essential to better characterize this kind of tumour, enable 
early diagnosis and help the discovery of new chemotherapy agents. 
Such events will definitively benefit medical community and specially 
patients affected by this life-threatening tumour. As a result of the 
rare occurrence of extra renal MRT it is difficult to determine the 
better treatment by conducting randomized studies. Therefore, this 
case report may help clinicians around the world in diagnosis and 
therapeutical conduct.
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