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Abstract

Lymphoma arising in and confined to the adrenal glands is unusual and is termed
primary adrenal lymphoma. Bilateral primary adrenal nonHodgkin’s lymphoma is
rare. We report 58-year-old woman with bilateral primary adrenal lymphoma and

adrenal insufficiency.
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Introduction

Adrenal masses usually metastase from malignant tumours.! Non-
Hodgkin’s lymphoma affecting the adrenal glands is usually associated
with other sites of disease.? Adrenal involvement in widespread non-
Hodgkin’s lymphoma occured in 4% of cases as assessed by computed
tomography and in 24% at postmortem examination.’* Disease
arising in and confined to the adrenal glands is unusual and termed
primary adrenal lymphoma. Bilateral primary adrenal nonHodgkin’s
lymphoma is rare with less than 200 reported cases.>'> We reported
a 58 years old woman with bilateral adrenal lymphoma and adrenal
insufficiency.

Case report

58-year-old woman referred to our endocrine clinic with bilateral
adrenal mass found incidentally on computed tomography (CT) of
the abdomen during a workup for abdominal pain. She has a history
of abdominal pain associated with decreased appetite, marked
weight loss and fever with night sweating for 1 year which had been
progressive over the last few months,. No history of paroxysmal
attacks of palpitation or headache, nor history of hirsutism. Past
medical history was rlevant for type 2 diabetes mellitus; hypertension
and she had hypoglycemic attacks, postural dizziness. She was off
her antihypertensive medications and oral hypoglycemic medications
for 1-month prior to presentation. On clinical examination, she was
pale. Blood pressue 124/60, and pulse 85/minute and regular. No
skin pigmentation, no lymph node enlargement. Her abdomen was
soft, with no tenderness or organomegaly. Laboratory investigations
showed a hemoglobin of 8.1 g/dL, Hemoglobin; Alc 4.9, sodium
and potassium were normal, Erythrocyte sedimentation rate; 120
mm/hr (< 20 mm/hr), Lactic acid dehydrogenase; 1400 IU/L
(250 and 500 IU/). CT abdomen showed large, well defined with
homogeneous enhancement bilateral adrenal masses 7.5 x4.9 cm
and nor hemorrhage or calcification were seen with large para-aortic

lymph node 4.4 cm (Figure 1). The adrenal masse work up showed:
Aldosterone 3.7 ng/dL (3.5-37.1), Renin 4.2 ng/ml/L (0.76-4.61),
Plasma free metanephrine <0.03 nmol/L (0.03—0.85), Pasma free
normetanephrine 0.44 nmol/L (0.04-1.39), Dehydroepiandrosulf
(DHEA-S < 0.8mmol/L (0.8-4.9). Patient clinical condition
deteriorated and admitted with severe abdominal pain, vomiting and
hypotension refractory to the intravenous fluid. Adrenal insufficiency
was highly suspected. Random serum cortisol was extracted and
hydrocortisone 1.V was started. Random serum cortisol level was 59
nmol/L (171-536). No Adrenocorticotropic hormone (ACTH) level
was obtained. Short synacthen test was not done because of rapid
deterioration of her clinical condition. Chest X-ray showed bilateral
pleural effusion, aspiration cytology of the pleural fluid showed
atypical large lymphocytes, suspicious of malignant lymphoma.
Fine needle aspiration from Left para-aortic mass was consistent
with diffuse large B-cell lymphoma (Figure 2A) (Figure 2B). Patient
condition deteriorated further, and she passed away.

Figure 1 CT scan of abdomen (Portal venous phase axial) showed large, well
defined with homogeneous enhancement bilateral large adrenal masses (blue

arrows), nor hemorrhage or calcification were shown.
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Figure 2 Diffuse large atypical lymphoid cells.A: H and E; 200X (blue arrow),
B: 400X.

Discussion

Adrenal masses are common and regularly detected as incidental
lesions. The prevalence of adrenal incidentaloma varies among
the literature. However, all become rather common with the use
of radiographic images in clinical practice.'® The differential
diagnosis of bilateral adrenal lesions includes adrenal metastasis,
lymphoma, bilateral pheochromocytoma, adrenocortical carcinoma,
macronodular adrenal hyperplasia; granulomatous disease and adrenal
hemorrhage. Bilateral distribution and other imaging traits: wash-out
estimation, the presence of calcification, lesion magnitude, including
clinical and hormonal assessment can assist narrowing the differential
diagnoses in case of adrenal masses.'>!'* Adrenal gland neoplasm can
be a metastasis from other organs that is greater common than primary
adrenal neoplasm.!® Lymphoma arises in particular rare extranodal
organs with or without adjacent lymph node swelling considered to be
a reasonable definition for primary extranodal lymphoma as described
in some literature which can be applied for primary adrenal lymphoma
as well as our case showed.'*!”

Primary adrenal lymphoma (PAL) is very rare tumors with less
than 200 reported cases, when as non-Hodgkin’s lymphoma; PAL
reported to be less than 1% with 70% of cases were bilateral.'® Immune
disorders, Epstein-Barr virus infection, and mutations in the p53 and
c-kit genes are thought to make contributions in the pathogenesis of
PAL." Background of preceding autoimmune adrenalitis and direct
infiltration by neoplasm are mechanisms which could explain the
adrenal insufficiency that is regularly observed in patients with PAL,
The non-particular symptoms and signs of adrenal insufficiency may
mask its early diagnosis, and patients may present with unrecognized
adrenal crisis.”

PAL adrenal insufficiency is likely to happen if more than 90%
adrenal tissue involved by the neoplasm and occurrence of Addisonian
emergency can prompt to extreme life-threatening outcomes, therefore
substitution therapy need to be taken into consideration of PAL.?! The
case in the current report had extensive bilateral infiltration the adrenal
gland by the tumor. Adrenal insufficiency in our case diagnosed by
the refractory hypotension, very low cortisol although short synacthen
test was not done because the patient’s condition, a cutoff threshold
for basal cortisol concentrations of 140 nmol/L (<5 pg/dL) drawn in
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the morning (6 to 10 AM) is suggestive of adrenal insufficiency, also
low serum DHEA-S are very useful when adrenal insufficiency is
suspected.?>?

The commonest histological type of lymphoma seen in PAL is
High-grade diffuse large B-cell lymphoma (78% of cases). These
types of tumors are considered to be fatal, poor prognostic criteria are
old age, large tumor, high level of lactate dehydrogenase and adrenal
insufficiency on presentation.’*? The response to the therapeutic
modalities depend on the presentation, the multiple options of
treatment. Management options for PAL include surgery, radiation,
and chemotherapy. Currently, chemotherapy is the mainstay in the
management of PAL, principally the traditional regimens (CHOP),
with the inclusion of different modalities as rituximab, and laparoscopic
surgery as an adjuvant to chemotherapy for masses larger size masses.
In spite of that medical responses have been accomplished primarily
in patients with early stages, prognosis is poor and average survival
is 12.5 weeks to 6 months. Hatjiharissi et al. the patient described
had most of the poor prognostic factors and deteriorated rapidly and
passed away before starting chemotherapy regimen.

Conclusion

PAL is to a great degree uncommon tumor. Early diagnosis of
adrenal insufficiency is essential to start the appropriate therapy.
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