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Resumo
O linfoma primário da supra-renal é uma entidade extre-
mamente rara que constitui menos de 1% dos linfomas ex-
tra-nodais. A maioria dos casos apresenta-se com massas 
bilaterais na supra-renal, com ou sem envolvimento extra-
-nodal. Uma das manifestações mais graves é a insuficiência 
supra-renal. O mecanismo etiológico não está completamen-
te esclarecido, mas acredita-se que a auto-imunidade tenha 
um papel importante. Apresentamos o caso de um homem 
de 44 anos, internado no Departamento de Medicina Interna 
por dor torácica, sintomas constitucionais e febre. Uma to-
mografia computorizada abdominal mostrou massas supra-
-renais bilaterais. Efectuou-se uma adrenalectomia esquerda 
e o exame histológico revelou tratar-se de um linfoma não- 
-Hodgkin de células-T. Da revisão da literatura, foram des-
critos apenas 5 casos de linfoma T primário da supra-renal. 
Este caso clínico enfatiza a complexidade do diagnóstico di-
ferencial perante massas bilaterais da supra-renal, alertando 
para a possibilidade de linfoma cuja precocidade diagnósti-
ca tem impacto prognóstico. Uma revisão da literatura sobre 
esta entidade pouco frequente foi realizada.

Palavras-chave: Autoimunidade; Linfoma de Células T; Neopla-
sias das Glândulas Suprarrenais

Abstract
Primary adrenal lymphoma is an extremely rare entity which 
constitutes less than 1% of all extranodal lymphomas. Most 
cases are presented with bilateral adrenal masses with or 
without extra-adrenal involvement. Presentation may be with 
adrenal insufficiency which can be a life-threatening situa-
tion. The etiological mechanism is not completely under-
stood but autoimmunity seems to have an important role. We 
report a case of a 44-year old man admitted to the Internal 
Medicine Department due to thoracic pain, constitutional 
symptoms and fever. An abdominal computed tomography 
scan revealed bilateral adrenal masses. A left surgical ad-
renalectomy was performed, and histological examination 
diagnosed a non-Hodgkin T-cell lymphoma. Only 5 cases of 
T-cell type PAL have been reported in literature. This case 
report emphasizes the complexity of differential diagnosis in 
the presence of bilateral adrenal masses, the possibility of 
lymphoma and the importance of early diagnosis in order to 
improve the clinical outcomes. A review of the literature of 
this unusual entity was carried out.

Keywords: Adrenal Gland Neoplasms; Autoimmunity; Lym-
phoma,T-Cell

Introductiom
Primary adrenal lymphoma (PAL) is a rare entity accounting 
for less than 1% of non-Hodgkin lymphomas. It has a bilateral 
presentation in nearly 70% of cases. In these cases, the deve-
lopment of adrenal insufficiency is more frequent.1,2 The most 
common type of PAL is diffuse large B cell lymphoma, which 
comprises more than 70% of the cases.3-5 Chemotherapy is the 
first-line treatment option and the prognosis is usually poor.6,7

We report a case of bilateral T-cell PAL. A review of the 
literature on the most relevant clinical aspects of the PAL was 
performed.

Case Report
A 44-year old male, current smoker of 25 pack-year and 
with chronic pulmonary obstructive disease, was admitted 
to our hospital with bilateral, posterior, inferior thoracic pain, 
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anorexia and asthenia persisting for 2 weeks and fever sin-
ce the day before. In two months before admission he had 
been diagnosed with anterior unilateral uveitis and treated 
with topical corticosteroid. He reported unintentional loss of 
approximately 10% of his body weight during the last year.

On admission, his blood pressure was 85/65 mmHg, his 
heart rate was 98 beats per minute and his tympanic tem-
perature was 38.2ºC. He had tanned skin and there were no 
enlarged lymph nodes, hepatosplenomegaly or other positive 
physical examination findings. A full blood count and erythro-
cyte sedimentation rate were normal. The biochemical profile 
showed potassium 5.8 mEq/L (reference range 3.4-5.1 mE-
q/L), sodium 128 mEq/L (reference range 136-145 mEq/L), 
normal serum calcium and serum creatinine, C-reactive pro-
tein 23.8 mg/L (reference range < 5 mg/L), LDH 645 U/L (refe-
rence range 125-220 U/L) and ferritin 1361 ng/mL (reference 
range 21-274 ng/mL). The thoracic and abdominal computed 
tomography (CT) scan showed two heterogeneous masses, 
one on the right adrenal gland with 10 x 6 x 9 cm and other on 
the left adrenal gland with 8 x 4 x 4.5 cm (Fig. 1).

We started the diagnostic investigation based on the diffe-
rential diagnosis aimed at bilateral adrenal masses, such as 
granulomatous disorders, non-functioning adenoma, pheo-
chromocytoma, adrenocortical carcinoma or metastatic tumor.

Based on the clinical presentation (with anorexia, asthenia, 
weight loss, hypotension and tanned skin) and the ionic dis-
turbances (hyponatremia and hyperkalaemia), the possibility 
of adrenal insufficiency was considered. For this reason, the 
patient started intravenous dexamethasone 10 mg id.

Plasma fasting blood glucose, aldosterone to renin ratio, 

serum cortisol, corticotropin (ACTH), urinary and plasma 
fractionated metanephrines and catecholamines and 24-hour 
free cortisol were normal.

During the rest of his hospitalization, he remained non-fe-
brile and the biochemical profile showed no elevation of in-
flammatory markers.

The HIV 1 and 2 serology was negative, tuberculin skin test 
and interferon-gamma release assay excluded tuberculosis 
and angiotensin converting enzyme was normal.

Taking into account the recent unilateral uveitis, immunolo-
gical studies were performed and ANA, anti-dsDNA, ANCA, 
complement, IgG, IgA and IgM were normal. Infection with 
Epstein-Barr virus (EBV), herpes simplex viroses (HSV) 1 and 
2 and cytomegalovirus (CMV) was ruled out.

Two percutaneous needle core biopsies were performed 
but revealed inconclusive. Left adrenalectomy was perfor-
med. Culture of the adrenal masses was negative for Myco-
bacterium tuberculosis (cultural exam and polymerase chain 
reaction), other bacteria and fungi. Culture of blood from peri-
pheral vein was also performed and was negative.

The histological examination revealed a non-Hodgkin T-cell 
lymphoma (Fig.s 2 and 3). There was no evidence of bone 
marrow involvement at that time. In light of the association 
between T-cell lympoma and HTLV 1 infection, at this time 
infection by the virus was excluded.

Two weeks later the patient developed surgical wound 
dehiscence with purulent exudate, fever and shivering with 
renal dysfunction (pCr 2.8 mg/dL, pU 158 mg/dL) and oli-
guria. Electrolytes abnormalities reveal, hyperphosphatemia 
(Phosphorus 6.2 mg/dL, reference range 2.3-4-7 mg/dL) and 
hypocalcemia (Ionized calcium 1.02 mmol/L, reference range 
1.15-1.35 mmol/L), elevated DHL (DHL 911 U/L reference ran-
ge 125-220 U/L) with normal uric acid and urine sediment. He 
started therapy with piperacilin and tazobactam. Abdominal 
computed tomography (CT) scan was repeated which showed 
kidney, spleen, hepatic and inferior vena cava involvement by 
the lymphoma. Acute renal dysfunction was interpreted as a re-
sult of sepsis dysfunction, lymphoma progression and cellular 
lysis. The patient started renal replacement therapy.

After infection control, the patient started rasburicase and 
chemotherapy with cyclophosphamide 1200 mg, hydroxy-
doxorubicin 80 mg, vincristine 2 mg and prednisolone 100 
mg (CHOP). After only one chemotherapy cycle, the patient 
developed nosocomial respiratory infection with shock and 
multiorgan failure. He was admitted in the intensive care unit. 
Despite appropriate treatment the patient deceased on the 
30th day.

Discussion
PAL is a very rare type of extranodal lymphoma with only 
about 200 cases described in the literature.5 The male:female 
ratio is approximately 1.8:1 and the mean age at diagnosis is 
62 years old.1,8

Figure 1: Abdominal CT-scan showing heterogeneous adrenal 
masses in both adrenal glands.
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The exact pathogenesis is still unknown, although an as-
sociation with auto-immune disease and immunodeficiency 
states has been described.9,10 Our patient had a recent diag-
nosis of unilateral uveitis suggesting an immune mechanism 
in the pathogenesis of the lymphoma. In the literature, uveitis 
prior to T-cell lymphomas has been described.11

Clinical presentation are nonspecific symptoms and 
B-symptoms, pain and fatigue are the most frequent.1,4,5 

Skin/mucosal hyperpigmentation, hepatosplenomegaly and 
lymphadenopathies were described by Rashidi in 27% of 
the cases. Less common symptoms are anorexia, nausea/
vomiting, neurological symptoms and diarrhea.5 CT scan 
is the exam of choice for the diagnosis of adrenal glands 
masses. There are no pathognomonic CT scan features for 

PAL. Usually it shows homogenous masses with predomi-
nantly low density and slight to moderate enhancement.5,12 
The definitive diagnosis is made by anatomopathological 
examination. Secondary involvement of both adrenal glands 
has been reported in 12% of patients with non-Hodgkin´s 
lymphoma but primary bilateral adrenal lymphoma is much 
rarer. Of those cases with primary involvement high-grade 
diffuse B cell lymphoma is the predominant histological sub-
type of PAL (approximately 78%); while T-cell has only been 
reported in 7% of the cases.3-6 The definitive diagnosis may 
be difficult when heterogeneous masses are present, espe-
cially when lesions are confined to the adrenal gland. After 
ruling out frequent causes of bilateral adrenal masses, such 
as granulomatous disorders, non-functioning adenoma, 
pheochromocytoma, adrenocortical carcinoma or metasta-
tic tumor, we end up to histologically diagnose an extremely 
rare PAL.4 To the best to our knowledge, only 5 cases of 
T-cell type PAL have been reported in literature.13

The best therapeutic approach is not established. Treat-
ment options include chemotherapy, surgery and surgery 
followed by chemotherapy. The role of radiation therapy 
and autologous peripheral blood stem cell is still unclear.5 
Chemotherapy remains the cornerstone in the management 
of PAL. The classical regimen is CHOP, with or without ri-
tuximab. Response rates are low and have been achieved 
mainly in patients in early stages.2,7,8 Because of the life-
-threatening consequences of adrenal insufficiency, gluco-
corticoid replacement therapy might be necessary. Despite 
optimized treatment, prognosis is poor with median survival 
usually less than 1 year.12,14 Poor prognostic factors include 
advanced age, large tumor size, bilateral involvement, high 
LDH levels, involvement of other organs and initial presenta-
tion with adrenal insufficiency.5,12 Our patient presented with 
large bilateral masses and high LDH levels despite young 
age.

Figure 2: (H&E). Adrenal gland infiltrated by medium-sized atypical cells with large, vesicular nuclei, some of them horseshoe-
-shaped, with prominent nucleoli and scarce cytoplasm.

Figure 3: On the immunohistochemical exam there’s immuno-
reaction of the atypical cells for CD3 antibody, a T-cell lymphoid 
marker (red arrows).
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Conclusion
We report a case of an extremely rare form of T-cell PAL. The 
prognosis of bilateral PAL is poor, chemotherapy is the first 
line therapy and responses were described in early stages. 
This case report intends to emphasize the complexity of dif-
ferential diagnosis in the presence of bilateral adrenal mass, 
the possibility of lymphoma and the importance of early diag-
nosis in order to improve the clinical outcomes.  ■
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