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Abstract

and hazards.

Introduction: Bilateral huge perirenal Angiomyolipoma is a very rare entity and has not been reported in the literature to date. The
choice of appropriate management for such a rare disease may be a dilemma because each strategy can harbor its own advantages

Case Presentation: We present our experience with such a patient over seven years of follow-up. Performing surgery in this patient
might have ended up in unilateral or bilateral kidney loss, and he refused the surgery and underwent watchful waiting.
Conclusions: Like conservative management that was successful for more than seven years. In this case, other treatment options
such as angioembolization and surgical resection are vital options with their own risks and benefits.
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1. Introduction

management of a patient with bilateral huge perire-
nal Angiomyolipoma may be a very controversial issue
because different management options harbor their own
risks and benefits.

2. Case Presentation

A 64-year-old male with abdominal enlargement and
discomfort complaint referred to our clinic in 2012. The
patient experienced the indicated symptoms (abdominal
enlargement and discomfort) for two months. No other
symptoms were detected, such as hematuria, fever, or uri-
nary tract issues. The patient’s history also included hyper-
tension and coronary artery disease, and hence he had un-
dergone coronary artery bypass graft in the last year. Fur-
thermore, the patient has been using atenolol, aspirin, and
losartan after surgery. Moreover, taking the above med-
ications had helped control his hypertension condition.
The patient also suffered from hypothyroidism, but tak-
ing Levothyroxine changed this condition to Eu-thyroid.
In physical examination, a large mass was palpated at the
entire surface of the abdomen, covering the entire ab-
dominal and pelvic cavity. However, no evidence of lym-
phadenopathy was found. Laboratory findings included:

Hemoglobin = 14.6 mg/dL, serum creatinine = 1.29 ng|/dL,
and urine analysis was normal.

In abdominopelvic ultrasonography, the bilateral kid-
neys were not visualized well in outline. Moreover,
bilateral renal beds were replaced by a huge, poorly
echoic ill-defined heterogeneous structure without cor-
ticomedullary junction differentiation. Abdominopelvic
computed tomography (CT) scan also revealed bilateral
extra-renal masses engulfing both kidneys, thereby push-
ing them to mid-line. Furthermore, the masses were ex-
tended down to the pelvis and considered heterogeneous
with areas of fat density and mild enhancement after con-
trast injection. The masses were also well-marginated, and
the interface between the tumors and the kidneys was
sharp. Both kidneys were located medially with apparently
normal shape but reduced parenchyma (Figures 1and 2).

Owing to the abnormal nature of the masses and the
fact that the possibility of malignancies such as Liposar-
coma could not be ruled out, a percutaneous CT-guided
biopsy was also performed. The pathological findings of
the biopsy were as follows: neoplastic tissue composed of
myxoid and sclerotic areas, mature lipocytes, and abnor-
mal dysplastic vessels with the radial arrangement. There-
fore, the final pathological diagnosis was conclusive as An-
giomyolipoma. Considering the previous findings as well
as the radiologic diagnosis, the chances for spontaneous
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Figure 1. Huge bilateral perirenal tumors containing fat compressing both kidneys to midline
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Figure 2. Bilateral perirenal tumor in multiple CT scan cuts
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intratumoral hemorrhage were high. On the other hand,
the outcome of surgery could not be fully determined, and
it could have resulted in unilateral or bilateral kidney loss.
Subsequently, the option of surgery alongside its advan-
tages and risks was explained to the patient comprehen-
sively. However, he refused to undergo the procedure and
chose the option of continuing to be under supervision
that consisted of regular blood pressure and serum creati-
nine monitoring as well as serial imaging. For seven years
(from 2012 to 2019), there was no significant growth in the
patient’s tumor size, and the patient did not manifest any
new symptoms. Also, his blood pressure and serum creati-
nine levels remained stable. At the time of presenting this
report, the patient continued exhibiting a normal life and
engaged in normal daily activities and daily jobs.

3. Discussion

perirenal tumors are divided into two major groups.
The first and the most notable are de-novo tumors origi-
nating from the kidney, renal capsule, or perinephric fat,
and the second group includes the tumors exhibiting the
local presentation of a systemic disease (1). Another classi-
fication system for perinephric tumors is based on the pat-
tern of distribution and radiologic features of tumors. Ac-
cording to this system of classification, there are four sub-
groups: first, solitary soft tissue masses like renal cell car-
cinoma (RCC), Lymphangioma, Hemangioma, and Leiomy-
oma. Second, soft tissue ring-like lesions such as Lym-
phoma, retroperitoneal fibrosis, and Erdheim-Chester dis-
ease. Third, tumors containing macroscopic fat, including
Angiomyolipoma, Liposarcoma, Lipoma, Myelolipoma,
and extramedullary hematopoiesis. Fourth, multifocal
soft tissue masses such as metastasis and plasma cell tu-
mors (1).

In the aforementioned patient, the presence of macro-
scopic fat in CT scan led the diagnosis to the third group
of tumors mentioned above (tumors containing macro-
scopic fat). As a result, the possibility of their malignancy
was slim in bilateral tumors that have completely sharp
margins. However, owing to the fact that a low-grade
sarcoma could not be entirely ruled out based on imag-
ing, especially because Liposarcoma is the most common
fat-containing tumor of retroperitoneum (2), a percuta-
neous biopsy was also performed, and therefore, the di-
agnosis of Angiomyolipoma was confirmed. Extraadrenal
perirenal Myelolipoma has also been frequently reported
in the literature and could mimic Angiomyolipoma radi-
ologically; however, they can be differentiated by histol-
ogy (3). The presence of accumulations of myeloid tissue
in Myelolipoma is a feature that can be differentiated from
Angiomyolipoma (4, 5). Extramedullary Hematopoiesis
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can also lead to radiologic or even histologic features simi-
lar to Myelolipoma. In such cases, a bone marrow biopsy is
indicated. The establishment of Myelofibrosis and myeloid
Metaplasia helps distinguish these two entities (6).

Many open and laparoscopic kidney-saving procedures
for the management of extra-renal tumors have been re-
ported in the literature. However, the engulfment of the
kidneys by the tumors made uncertain the prognosis of
the surgery in the present patient. Unexpected intraopera-
tive hemorrhage can become problematic during the pro-
cedure, which may lead to unilateral or bilateral nephrec-
tomy. However, perioperative angiography to evaluate vas-
cular anatomy of kidneys in relation to tumor vasculature
and possibly performing angioembolization of the main
tumoral vessels may reduce the morbidity of the surgery
dramatically if a surgical plan is made (7). Being symp-
tomatic, large size tumors or the ones that cause severe im-
pairment of renal function could be indications for surgi-
cal intervention with the object of nephron-sparing (uni-
lateral and if it would be more successful than bilateral).

In this report, we discussed a case who was not willing
toundergo surgery, and both surgeon and the patient were
deeply concerned about the loss of one or both of the kid-
neys. Furthermore, the patient was consulted about the
risks of remaining the tumor, which included death due
to intratumoral hemorrhage. In the end, watchful moni-
toring of the patient was critical in our case study to avoid
or postpone the process of chronic kidney failure until the
patient would agree to undergo the procedure or maybe
the procedure became mandatory.

Footnotes

Authors’ Contribution: Alireza Lashay : main and corre-
sponding Author.

Conflict of Interests: There is no conflict of interest.

Funding/Support: No special funding and support was
received for this study.
Informed Consent:
formed consent.

The patient signed the written in-

References

1. Surabhi VR, Menias C, Prasad SR, Patel AH, Nagar A, Dalrymple
NC. Neoplastic and non-neoplastic proliferative disorders of the
perirenal space: cross-sectional imaging findings. Radiographics.
2008;28(4):1005-17. doi: 10.1148/rg.284075157. [PubMed: 18635626].

2. Israel GM, Bosniak MA, Slywotzky CM, Rosen R]. CT differentiation of
large exophytic renal angiomyolipomas and perirenal liposarcomas.
AJR Am ] Roentgenol. 2002;179(3):769-73. doi: 10.2214/ajr.179.3.1790769.
[PubMed: 12185060].


http://dx.doi.org/10.1148/rg.284075157
http://www.ncbi.nlm.nih.gov/pubmed/18635626
http://dx.doi.org/10.2214/ajr.179.3.1790769
http://www.ncbi.nlm.nih.gov/pubmed/12185060

Lashay A

3. Talwalkar SS, Shaheen SP. Extra-adrenal myelolipoma in the renal

hilum: A case report and review of the literature. Arch Pathol Lab Med.
2006;130(7):1049-52. doi: 10.5858/2006-130-1049-ernitrh.

. Temizoz O, Genchellac H, Demir MK, Unlu E, Ozdemir H. Bilat-
eral extra-adrenal perirenal myelolipomas: CT features. Br ] Radiol.
2010;83(994):e198-9. doi: 10.1259/bjr/28801968. [PubMed: 20846975].
[PubMed Central: PMC3473743].

. Yildiz BD. Giant extra-adrenal retroperitoneal myelolipoma with in-
cidental gastric mesenchymal neoplasias. Int Surg. 2015;100(6):1018-
20. doi: 10.9738/INTSURG-D-14-00128.1. [PubMed: 26414823]. [PubMed

Central: PMC4587500].

. Imai K, Aoi T, Kitai H, Endo N, Fujino M, Ichida S. A case of perirenal ex-

tramedullary hematopoiesis in a patient with primary myelofibrosis.
CEN Case Rep. 2017;6(2):194-9. doi: 10.1007/s13730-017-0274-1. [PubMed:
28895103]. [PubMed Central: PMC5694411].

. Anis O, Rimon U, Ramon ], Khaitovich B, Zilberman DE, Portnoy O,

et al. Selective arterial embolization for large or symptomatic renal
angiomyolipoma: 10 years of follow-up. Urology. 2020;135:82-7. doi:
10.1016/j.urology.2019.09.035. [PubMed: 31618658].

Nephro-Urol Mon. 2021; 13(2):e110842.


http://dx.doi.org/10.5858/2006-130-1049-emitrh
http://dx.doi.org/10.1259/bjr/28801968
http://www.ncbi.nlm.nih.gov/pubmed/20846975
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3473743
http://dx.doi.org/10.9738/INTSURG-D-14-00128.1
http://www.ncbi.nlm.nih.gov/pubmed/26414823
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4587500
http://dx.doi.org/10.1007/s13730-017-0274-1
http://www.ncbi.nlm.nih.gov/pubmed/28895103
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC5694411
http://dx.doi.org/10.1016/j.urology.2019.09.035
http://www.ncbi.nlm.nih.gov/pubmed/31618658

	Abstract
	1. Introduction
	2. Case Presentation
	Figure 1
	Figure 2

	3. Discussion
	Footnotes
	Authors' Contribution: 
	Conflict of Interests: 
	Funding/Support: 
	Informed Consent: 

	References

