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Abstract

Adrenal myelolipoma is a benign, non-secreting tumor composed of adipose
and myeloid tissue that can be complicated by retroperitoneal pain or he-
morrhage. Its diagnosis is carried by the computed tomography (CT) and
confirmed histologically. Surgery may be necessary in case of large volume,
symptomatic mass or complication. We report the case of a 36-year-old pa-
tient who has a combination of myelolipoma and hereditary spherocytosis,
which is extremely rare in the world literature. Computed tomography
guided the diagnosis and surgical excision was performed because of the vo-
lume of the mass and its symptomatic nature. The evolution at two years was
without recurrences.
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1. Introduction

Adrenal myelolipoma is a rare tumor, its first description in the literature dates
from 1905, its composition is made of adipose and hematopoietic tissue [1]. Its
diagnosis is based on a CT scan that identifies the fat percentage. However, these
radiological aspects may lead to diagnostic confusion with kidney angiomyoli-
poma, lipoma, and liposarcoma, it is often unexpectedly detected [2]. Hereditary
spherocytosis (HS) is characterized by increased osmotic fragility and enhanced
membrane loss of red blood cells (RBC) due to defective membrane protein
complexes. The majority are small and asymptomatic, giant cases are described,

the association with spherocytosis is rare.

We report a new case of giant adrenal myelolipoma associated with spherocy-
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tosis and discuss the diagnostic and therapeutic aspects of this rare condition.

2. Observation

Mr. M.A, 36 years old followed for hereditary spherocytosis, consulted for low
back pain and the awkward feeling of awkward gravity during walking. On ex-
amination, the patient was in good general condition with right lumbar, icteric
contact and splenomegaly were observed. The abdominal ultrasound revealed a
hyperechoic mass of 11 x 10 x 3 cm at the expense of the right adrenal lodge
pushing the kidney down and in and the liver up. Computed tomography
showed a mixed heterogeneous density right mass between the liver and the
right kidney, with a weakly heterogeneous contrast medium measuring 13 x 8 x
4 (Figure 1). The hydro electrolytic balance, as well as the hormonal assays, was
normal. Given these radiological criteria, the diagnosis of adrenal myelolipoma
is suspected. Surgical excision of the mass was performed because of its volume
and symptomatic nature. It weighed 606 g and measured 13 x 9 x 3 cm. It was
nodular with a hemorrhagic, soft, greasy appearance. On histological examina-
tion, the formation is limited by a fibrous capsule. The long-term follow-up was
simple and follow-up of the patient did not reveal recurrence after two years of

evolution.

3. Discussion

Adrenal myelolipoma is a rare benign tumor first described by Gierke [1]. Its
pathophysiology is thought to be metaplasia of adrenal cortical cells into reticu-
loendothelial cells in response to infection, chronic stress or adrenal degenera-

tion [2]. In most cases, the tumor is fortuitously discovered during an imaging
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Figure 1. Abdominal CT showing myelolipoma and splenomegaly.

DOI: 10.4236/crcm.2019.811034

282 Case Reports in Clinical Medicine


https://doi.org/10.4236/crcm.2019.811034

Y. Chakir et al.

test for another indication. Symptoms such as flank pain, heaviness, hematuria,
or palpable mass result from tumor compression, necrosis, or spontaneous re-
troperitoneal hematoma [3], the size varies from one centimeter to more than
thirty centimeters but the majority of the masses are less than five centimeters in
size [4] [5]. Rarely isolated, adrenal myelolipoma is often associated with various
conditions: hypertension, obesity, various endocrinopathies such as Cushing
disease, Conn’s syndrome or pheochromocytoma and non-endocrine disorders
[6] [7]. Generally, adrenal myelolipomas are not concomitant with hematologic
disease [5]. However, in the present case, a giant adrenal myelolipoma was asso-
ciated with hereditary spherocytosis. The association with spherocytosis is rarely
described in the literature [8].

Although the adrenal myelolipoma in the present case may have been inci-
dentally associated with hereditary spherocytosis, the hematopoietic stimulus
due to severe hemolysis in spherocytosis might induce extramedullary hemato-
poiesis in the adrenal gland. In the literature three etiologic theories of adrenal
myelolipoma have been presented: 1) degeneration of differentiated cortical
cells; 2) metaplasia of mesenchymal cortical cells; 3) choristoma theory: mis-
placement of hematopoietic cells [8]. We believe that our case supports the cho-
ristoma theory as an etiology of adrenal myelolipoma.

The radiological diagnosis of adrenal myelolipoma relies on the identification
of the fatty portion of the tumor on computed tomography, but these aspects are
not pathognomonic. Magnetic resonance imaging (MRI) allows a characteriza-
tion of the various components of the myelolipoma by finding a high signal in
T1 and signal attenuation in T2 for the fat component as well as a low signal in
T1 and an intermediate signal on T2-weighted sequences for the hematopoietic
component [9] [10].

The recommendations suggest surgery for tumors larger than 7 cm, because of
the risk of spontaneous rupture or intraperitoneal hemorrhage, tumors less than
4 cm must be followed by an annual abdominal CT scan [11] [12]. In our case,

mass surgery was performed because of the symptomatology and its volume.

4. Conclusion

Myelolipoma is a rare tumor, the association with hereditary spherocytosis is
poorly described in the literature. Our case was treated by surgical excision with
uncomplicated follow-up at two years of follow up. The hematopoietic stimulus
of the hereditary spherocytosis might have been associated with the development

of adrenal myelolipoma in the present case.
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