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ABSTRACT
Introduction: Both the splenic angiosarcoma and the B-cell non-Hodgkin’s lymphoma (NHL) are not only rare but are challenging 
to diagnose. Case report: Male patient, 45 years old, obese, night sweats for one year, and cyclic abdominal pain for two years, with 
an initial clinical diagnosis of angiosarcoma, however after immunohistochemistry test, it was revealed a B-cell NHL with atypical 
presentation. �e total abdomen ultrasound (US) performed at the onset of the night sweating symptom showed no alterations. After 
one year, the US showed a splenic mass. Magnetic resonance imaging of the abdominal region revealed a heterogeneous expansive splenic 
lesion in the anterior aspect with suspected splenic angiosarcoma. After full splenectomy, caudal pancreatectomy, and retroperitoneal 
lymphadenectomy, histological analysis showed an area of poorly di�erentiated necrotic malignancy in�ltrated in the splenic parenchyma. 
Immunohistochemical analysis was positive for CD20 reagents in several foci, BCL2, and for KI67 (in ninety percent of the neoplastic 
cell nucleus). Histopathology and immunohistochemistry are consistent with high-grade, di�use, NHL of immunophenotype B in the 
spleen, with no sign of metastasis to adjacent tissues. After total splenectomy and four rounds of chemotherapy, the patient had remission 
of the tumor and was asymptomatic. Conclusion: It is extremely important to recognize the relevance of the correct diagnosis of rare 
neoplasms such as the one reported. Both clinical and imaging tests, although important, can be inaccurate, reiterating the importance 
of complementary histologic and immunohistochemical tests.
Key words: Splenic Neoplasms/diagnosis; Lymphoma, Non-Hodgkin/diagnosis; Case Reports.

RESUMO
Introdução: Tanto o angiossarcoma esplênico quanto o linfoma não 
Hodgkin (LNH) de células B não só são raros como apresentam desa�os 
diagnósticos. Relato do caso: Paciente do sexo masculino, 45 anos, 
obeso, sudorese noturna há um ano, e dor abdominal cíclica há dois, com 
clínica inicial de angiossarcoma, contudo, sob o exame histopatológico 
e imuno-histoquímico, mostrou tratar-se de LNH de células B com 
apresentação atípica. A ultrassonogra�a (US) de abdome total realizada 
ao início do sintoma de sudorese noturna não teve alterações. Após um 
ano, a US apresentou massa esplênica. Na ressonância magnética da região 
abdominal, constatou-se tumoração esplênica expansiva heterogênea no 
aspecto anterior, suspeita de angiossarcoma esplênico. Após esplenectomia 
total, pancreatectomia caudal e linfadenectomia retroperitoneal, o exame 
histopatológico mostrou neoplasia maligna pouco diferenciada extensamente 
necrótica substituindo o parênquima esplênico. O estudo imuno-
histoquímico foi positivo para os marcadores CD20 em diversos focos, para 
o BCL2 e para o KI67 (em 95% dos núcleos das células neoplásicas). A 
histopatologia e a imuno-histoquímica foram compatíveis com o diagnóstico 
de LNH difuso de alto grau, com imunofenótipo B do baço, sem sinal 
de in�ltração de tecidos adjacentes. Após a esplenectomia total e quatro 
ciclos de quimioterapia, o paciente estava livre do linfoma e sem sintomas. 
Conclusão: É de suma importância o reconhecimento do diagnóstico 
correto de neoplasias raras como a relatada. Tanto a clínica quanto os exames 
de imagem, mesmo que fundamentais, podem ser imprecisos, reiterando a 
importância dos exames histológico e imuno-histoquímico complementares.
Palavras-chave: Neoplasias Esplênicas/diagnóstico; Linfoma não Hodgkin/
diagnóstico; Relatos de Casos.

RESUMEN
Introducción: El angiosarcoma esplénico e el linfoma no Hodgkin (LNH) 
de células B no solo son raros sino que presentan un reto diagnóstico. Relato 
del caso: Paciente masculino de 45 años, obeso, con sudoración nocturna 
durante un año y dolor abdominal cíclico durante dos años, con clínica inicial 
de angiosarcoma, pero bajo inmunohistoquímica mostró LNH de células 
B con presentación atípica. En la ecografía de abdomen total realizada al 
comienzo del síntoma de sudoración nocturna no hubo cambios. Después de 
un año, la ecografía enseñó una masa esplénica. La resonancia magnética de la 
región abdominal reveló una lesión esplénica expansiva heterogénea en la cara 
anterior, sospechosa de angiosarcoma esplénico. Tras la esplenectomía total, 
la pancreatectomía caudal y la linfadenectomía retroperitoneal, el análisis 
histológico mostró un área de neoplasia maligna necrótica poco diferenciada 
in�ltrada en el parénquima esplénico. El análisis inmunohistoquímico fue 
positivo para los reactivos CD20 en varios focos, BCL2 y KI67 en el 95% 
del núcleo celular, la histología y la inmunohistoquímica son consistentes 
con LNH difuso de alto grado de inmunofenotipo B en el bazo, sin signos 
de metástasis. Tras esplenectomía total y cuatro rondas de quimioterapia, el 
paciente presentó remisión del tumor, así como disminución de síntomas. 
Conclusión: Es de suma importancia reconocer el diagnóstico de neoplasias 
raras como la reportada. Tanto las pruebas clínicas como las de imagen, 
aunque fundamentales, pueden ser inexactas, reiterando la importancia de 
las pruebas histopatológicas e inmunohistológicas.
Palabras clave: Neoplasias del Bazo/diagnóstico; Linfoma no Hodgkin/
diagnóstico; Informes de Casos.
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Figure 1. In largely enhanced hematoxylin and eosin staining the 
nuclear morphology of the tumor is seen with large nuclei, clear 
chromatin (sign of high metabolism) and evident nucleole. A mitotic 
figure appears in the figure. 400x enhanced image is portrayed

INTRODUCTION
 
Splenic primary tumors are extremely rare. 

Angiosarcoma represents less than 1% of soft tissues 
sarcoma and only a small part of the cases onsets in the 
spleen. Frequently, they are challenging for the pathologist 
to diagnose because of the histopathology variations. �e 
development of new markers in immunohistochemistry 
panels as CD31 is instrumental to discard other di�erential 
diagnosis. Primary splenic angiosarcoma is associated 
with very poor prognosis due to di�culty to diagnose 
and its high metastatic potential1,2. On the other hand, 
Hodgkin lymphomas (HL) a�ect lymph nodes, spleen 
and bone marrow mainly and non-Hodgkin lymphomas 
(NHL) can present extranodal manifestations in nearly 
25% of the cases, more frequently in the stomach, skin, 
oral cavity, small intestine and central nervous system3. 
�e main signs and symptoms of lymphomas in general 
are the presence of tumoral masses, further to fatigue 
and cutaneous pruritus; for phenotype B NHL, typical 
symptoms are fever, slimming of more than 10% of the 
weight in six months and night sweats. 

The diagnosis of NHL is based in the biopsy of 
the lymph node or extranodal tumoral mass, a skilled 
pathologist should test the material to classify the disease 
according to morphologic and immunohistochemistry 
criteria3. 

The goal of this article is to report a case of a 
patient with initial clinical diagnosis of angiosarcoma, 
however, the complementary histopathological and 
immunohistochemistry diagnosis revealed an atypical 
immunophenotype B NHL presentation.

�e Institutional Review Board of “Faculdades Pequeno 
Príncipe”, approved the study, report number 4.163.551.

CASE REPORT
  
45 years old male patient, obese (BMI 30.45), with 

systemic arterial hypertension, hypothyroidism (in 
treatment) and pre-diabetic. History of hepatitis C with 
completed treatment three months prior to the onset 
of the symptoms. No previous surgeries. Ex-smoker, 
moderate alcohol user. Second degree relatives with history 
of abdominal cancer. Working with chemicals in the past 
six months, wears personal protective equipment (PPE).

 Reports night sweats for one-year, cyclic abdominal 
pain in left hypochondrial with two-years evolution. Pain 
more intense in the last crisis. No fever or weight loss. At 
physical exam, palpable spleen to deep inspiration without 
other noticeable �ndings.

 Normal ultrasound of total abdomen performed in 
the beginning of night sweats. After one year, repeated the 

exam, splenic mass was detected. Abdominal magnetic 
resonance imaging showed expansive splenic tumor, 
heterogeneous in anterior portion, measuring 136 x 123 
x 88 mm. Lymph nodes with augmented dimensions in 
portocaval region and hepatic hilus measuring until 27 
mm, in addition to prominent lymph nodes in portocaval 
and periaortic retro-peritoneum region measuring until 
12 mm. Although it was not possible to determine the 
nature of the spleen tumor, there was suspicion of splenic 
angiosarcoma.

 Patient submitted to total splenectomy, caudal 
pancreatectomy and retro-perineum lymphadenectomy to 
remove and classify the tumor. Left 20 cm subcostal incision 
found bulky tumor compromising the spleen and absence 
of peritoneum or hepatic spread. Suspected in�ltration in 
abdominal wall uncon�rmed in histopathological exam.

 Splenectomy product weighed 1,292 grams, 17 x 15 
x 10 cm. Winey-red external lobulated surface partially 
coated with adipose tissue. At cut, whitish lobulated tumor 
was detected measuring 15 x 14 x 10 cm, completely 
replacing the organ. 

 �e histopathological exam showed little di�erentiated 
extensively necrotic malignant neoplasm substituting the 
splenic parenchyma (�gure 1). �e surgical margins were 
neoplasm-free as well as the 12 lymph modes of the splenic 
hilum with preserved histopathological aspect.

�e immunohistochemistry study revealed positivity 
for markers CD20 (�gure 2) in several foci for BCL2 
(�gure 3) and for KI67 (�gure 4) in nearly 95% of the 
neoplastic cells nuclei. CD3 and CD30 were negative.

Histopathology and immunohistochemistry were 
consistent with high grade NHL di�use immunophenotype 
B, completely replacing the organ with no signs of 
neoplastic disease in adjacent regions.
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Figure 4. High proliferation rates of the neoplasm because of high 
percentage of positive malignant nuclei cells of Ki67. 200x enhanced 
image 

Figure 2. Positive malignant neoplasm for multifocal CD20. 200x 
enhanced image

Figure 3. Diffuse reactivity for BCL2. 200x enhanced image 

 After total splenectomy followed by four cycles of 
R-CHOP chemotherapy (rifampicin, cyclophosphamide, 
hydroxidoxorubicin, vincristine and prednisone), the 
patient was tumor-free without further symptoms.

DISCUSSION
  
Patient had chronic pain in left hypochondrial 

associated with night sweats complaining for more than 
two years until a diagnosis was reached. 

�e �rst topic standing out is the non-speci�city 
of lab and imaging tests because they hampered the 
diagnosis, leading to the necessity of more specific 
diagnostic methods4. In this case, despite late diagnosis, 
complete remission occurred after surgical resection and 
chemotherapy.

 The second point to discuss is the patient 
symptomatology not consistent with the �nal diagnosis 
of high degree phenotype B NHL, since the �rst diagnostic 
hypothesis was splenic angiosarcoma. Patient did not 
report fever, weight loss and increase of lymph nodes. �e 
main complaint, in this case, was persistent abdominal 
pain associated with night sweats.

 Primary splenic tumors are rare and angiosarcomas are 
even less prevalent of around 1% of soft tissues sarcomas 
and even lower for primary spleen tumors1,2. 

For most of HL, the main and initial scenario is the 
compromise of one or more lymph nodes chain and in 
more advanced cases, spleen and bone marrow. In cases of 
NHL, overall, further to the compromise of lymph nodes, 
systemic manifestations and presence of extranodal foci 
may occur in nearly 25% of the cases. However, in both 
diseases, it is rare that the primary tumor is located in the 
spleen alone. In addition, these represent a type of tumor 
with extremely rare presentation restricted to only one 
organ because of its high spread potential3-5.

 �e �rst diagnostic hypothesis after the clinical interview 
and imaging tests was angiosarcoma. �e initial objective 
of the splenic surgery was the biopsy for histopathological 
exam and, if necessary, immunohistochemistry. However, 
because of the risks and di�culty of surgical access, total 
splenectomy was the choice. After splenectomy and 
histopathological and immunohistochemistry studies, 
the �nal diagnosis was reached. �e histological analysis 
revealed tumor morphology with presence of large nuclei, 
high metabolic activity because of clear chromatin and more 
evident nucleoli and mitosis too (�gure 1).

 After the histopathological diagnosis of spleen primary 
lymphoma, the immunohistochemistry of the material 
was run for its classi�cation6,7 with positivity for markers 
CD20 in several foci, for BCL2 and for KI67 in nearly 
95% of the nuclei of neoplastic cells with negativity for 
CD3 and CD30. �e de�nitive diagnostic was consistent 
with high grade primary di�use phenotype B NHL of the 
spleen. �ere were no signs of neoplastic compromise of 
the adjacent tissues of the organ removed, the neoplasm 
was restricted to the spleen8, contradicting the highly 
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in�ltrative nature of immunophenotype B NHL9. In 
addition to corroborating the definition of accurate 
diagnosis, the surgical procedure allowed the complete 
removal of the tumor.

Next, the patient underwent four cycles of chemotherapy 
in R-CHOP pharmacologic regimen. Since 2002, this 
therapeutic regimen is being utilized in the treatment of 
phenotype B NHL, with nearly 20% improvement of the 
prognosis10. Today, the patient is in complete remission and 
is being followed up in a reference hospital.

CONCLUSION
 
�e correct diagnosis of rare malignant neoplasms 

as reported is highly relevant. Both the clinic and 
complementary exams and imaging although essential 
may not help the diagnostic definition. It is always 
recommended this type of approach, a biopsy and/or 
surgery to remove completely the compromised surgical 
piece and the anatomopathological exam. Whenever 
necessary, a thorough pathological exam should be 
followed by an additional immunohistochemical study. 
Mainly in hospitals without oncology service it is 
paramount for early and correct diagnosis to minimize 
morbimortality of the oncologic patients avoiding delays 
of speci�c treatment because of late diagnosis.
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