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Abstract: Renal Angiomyolipoma (AML) is an unusual benign 
mesenchymal  tumor  with  no  malignant  potential.  It  is  com-
posed  of  adipose  tissue,  smooth  muscle  and  abnormal  thick 
walled blood vessels. It can occur sporadically or may be asso-
ciated  with  tuberous  sclerosis.  Sporadic  angiomyolipoma 
(AML) coexisting with simple renal cyst is extremely rare and 
only one case report is available in the literature. In our case, 
unique combination of sporadic AML along with simple renal 
cyst with huge size and weight was noted. To the best of our 
knowledge, ours is the second such case and first case from In-
dia. Due to its large size, complete nephrectomy was performed 
to  avoid  chances  of  rupture  and  retroperitoneal  hemorrhage. 
Post-operative period was uneventful and the patient ahs been 
on regular follow-up. 
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Introduction:
Renal Angiomyolipoma (AML) is a benign tumor, arises from 
mesenchymal elements  of the kidney.1 It  has an incidence of 
0.3 - 3 % and is increased due to advances in imaging modalit -
ies.1 Histologically it is composed of varying proportion of ma-
ture adipose tissue, smooth muscle and abnormal thick walled 
blood vessels. For this reason AML also known as choriostoma 
in the past.2 The overall female to male ratio is approximately 
4:1, suggesting hormonal component to tumor growth.3 

It  can occur sporadically or may be associated with tuberous 
sclerosis complex. Isolated AML which occurs sporadically, is 
often solitary and accounts for 80% of the tumors. The mean 
age of presentation is 43 years.4  Interestingly 80% of the cases 
involve the right kidney. AML associated with tuberous scler-
osis accounts for 20% of the tumors; these are larger, often bi-
lateral and multiple. AML occurs in 80% of patients with tuber-
ous sclerosis.4 In our case angiomyolipoma was sporadic,  in-
volved  left  kidney,  large  in  size  and  associated  with  huge 
simple renal cyst.
To the best our knowledge this is the second such case reported 
after Csata S et al5 and first case from India.

Case Report:
A 55 years old woman presented in surgical OPD in our hospit-
al with huge lump in the abdomen, associated with history of 
recurrent pain in the abdomen, anorexia, dyspnoea and weak-
ness since one year. There was no history of gross hematuria. 
She  had  no  personal  or  family  history  of  tuberous  scler-
osis complex.
Routine  investigations  revealed  -  Hb  6.7  gms%,  TLC  - 
4100/cumm, polymorphs 82%, lymphocytes 18%; urine exam-
ination showed albumin traces, WBCs 4-5/HPF; BUN - 48 mg
%, Serum creatinine 1.7 mg%. ECG was within normal limits. 
Ultrasonogaphy  revealed  internal  echoes  and  a  huge  cystic 
mass measuring 26 x 25 cms, appearing to be arising from the 
pelvis of left kidney or ovary. Right kidney showed mild hy-
dronephrosis. Uterus and ovaries were not seen separately. Rest 
of the organs were normal. In view of the large size and risk of 
retroperitoneal hemorrhage, exploratory laparotomy - left neph-
rectomy with excision of the mass was done. The post operative 
was uneventful and patient has been on regular follow up.
Pathological Findings:
Grossly, the mass with left kidney and ureter, measured 30 x 30 
x 27 cms and weighed 7.1 kgs. External surface showed mul-
tiple bosselations  with  a  solid  area  near  hilum.  Cut  surface 
showed large unilocular cyst measuring 26 x 25 x 25 cms with 
inner  smooth  surface  and contained clear  to  yellowish  fluid  
(Figure 1a,1b and 1c). Solid area near hilum measured 9 x 8 x 5 
cms and cut section of which was uniform, solid, gray white to 
tan yellow. Cystic or other degenerative changes were absent in 
solid mass. Compressed atrophic renal tissue was seen near the 
hilum.
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Figure 1a, 1b and 1c (top to bottom): Gross  photographs of 
cut surface of huge renal cyst with pale yellow to gray white 

tumor (angiomyolipoma).
On light microscopy,  multiple sections from the cyst showed 
thickened fibrous wall lined by single layered cuboidal to flat 
epithelium (Figure 2). Multiple sections from solid area near hi-
lum  revealed  a  tumor  composed  of  mature  adipose  tissue, 
smooth muscle and tortuous thick walled blood vessels (Figure 
3  and 4).  Smooth  muscle  component  was  predominantly  ar-
ranged in sheets and fascicles having blunt ended nuclei and 
moderate  amount  of  eosinophilic  cytoplasm.  There  was  no 
evidence of cystic change within the tumor proper. The adja-
cent renal parenchyma showed atrophic change.
Final histopathological diagnosis was given as Sporadic Renal 
Angiomyolipoma with Huge Simple Renal Cyst.
Discussion:
The renal AML has an incidence of 0.3 to 3% of all kidney tu-
mors.1 The tumors may remain silent for many years or are dis-
covered on imaging studies. It may also present with flank or  
abdominal pain in 50% of patients or hematuria in 20% of pa-
tients.6 The most  important  association  of  this  tumor  is  with 
tuberous sclerosis.  In this setting,  71% are bilateral and 87% 
are multiple. The mean age of diagnosis is 41 years with female 
preponderance.7 The mean size of the AML is reported as 1 cm 
in those with tuberous sclerosis. The average size of AML is 9 
cm but varies from 3-20 cm.6 

Figure 2: Photomicrograph of simple renal cyst lined by 
flattened epithelium with surrounding atrophic renal tissue 

(H and E 40X).

Figure 3: Photomicrograph of triphasic component of an-
giomyolipoma with compressed normal renal parenchyma 

(H and E 10X).

Figure 4: Photomicrograph of angiomyolipoma comprising 
admixture of adipose tissue, smooth muscle and thick 

walled blood vessels (H and E 40X)
The combination of renal cysts with tumors is infrequent and 
varies from 2.1 to 3.5% in various series.7  The association of 
sporadic AML and simple renal cyst is extremely rare and only 
one case report is available in literature from Hungary in 1996.5

The sporadic AML occurs at an average age of 45 years and the 
average size is 9 cms with female preponderance with ratio is  
4:1.8 Right kidney is affected in 80% cases. The tumor is incid-
ental diagnosis on imaging or presents as retroperitoneal hem-
orrhage.
Our patient presented with sporadic AML coexisting with huge 
simple renal cyst, an extremely rare clinical entity with left kid-
ney involvement. The patient was 55 years female with no fam-
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ily or personal history of tuberous sclerosis (multisystem syn-
drome characterized by neurological symptoms and tumors in 
multiple organs including kidney, brain, skin ,eyes, heart and 
lung).2

In view of the large size of tumor with huge simple renal cyst, 
our patient was subjected to laparotomy and excision of mass to 
avoid rupture of cyst and retroperitoneal hemorrhage.
Incidence of simple renal cyst is up to 20% in individuals above 
55 years,  usually as an incidental finding with no symptoms. 
Occasionally the larger cysts  may be palpable and symptoms 
can arise from rupture, hemorrhage, infection and internal ob-
struction.  Rarely they cause  compression  of  adjacent  vessels 
causing renal ischemia and hypertension.6 The mean largest cyst 
diameter was 20.89 + 12.62 mm (range 4-71 mm) as per Chang 
et al.9

In our case, the cyst  was single,  huge and symptomatic (that 
was abdominal  pain,  obstruction  and hydronephrosis  of  right 
kidney). Usually cyst gets ruptured due to its size, however in 
our case, the cyst was intact, there was no evidence of rupture 
or hemoperitoneum. The cyst measured 26 x 25 x 25 cms, and 
the cyst was separate from AML by atrophic renal parenchyma. 
To the best of our knowledge, this is the second such case after 
Csata S et al.5

Simple cysts are usually unilocular and filled with clear yellow-
ish fluid and lined by single cuboidal to flattened epithelium. 
These features were same in our case. Such type of cysts usu-
ally don’t require treatment. If the treatment is required in view 
of complication, simple excision of cyst, needle cyst puncture 
with  or  without  sclerosing  agents  (lipodiol,  alcohol,  phenol), 
percutaneous or laparoscopic unroofing or partial nephrectomy 
can be done.9 Our patient underwent complete nephrectomy due 
to  its  large  size and risk of  complication  as  rupture  and ret-
roperitoneal hemorrhage. 
Angiomyolipoma (AML) may be confused with other mesen-
chymal tumors of the kidney. They are leiomyoma, leiomyosar-
coma,  liposarcoma  and  sarcomatoid  renal  cell  carcinoma 
(RCC).  This  is  particularly  problematic  when  predominant 
smooth muscle component is associated with nuclear atypia and 
necrosis. The presence of triphasic components like adipose tis-
sue, smooth muscle, and characteristic thick walled blood ves-
sels differentiate it  from leiomyoma. Similarly these features, 
with  paucity  of  mitotic  figures  and  necrosis,  separate  AML 
from  leiomyosarcoma.  Lipoblast  and  characteristic  chicken 
wire configuration of vessels are the hallmark of liposarcoma, 
which  are  not  seen  in  AML.  Sarcomatoid  RCC  contains 
biphasic  components  as  interlacing  bundles  and  fascicles  of 
spindle cells with clear cell, chromophobe or papillary carcino-
matous elements. Presence of separate huge cyst on gross and 
microscopic separation between AML (without cystic change) 
and simple cyst by epithelium and compressed atrophic renal 
tissue  in  between both  differentiate  it  from cystic  variant  of 
AML.2 
Differential diagnosis of simple renal cyst is multilocular renal 
cell  carcinoma  (MCRCC).  MCRCC is  characterized by mul-
tiple cystic spaces separated by thick fibrous septa, containing 
aggregates of clear cells, whereas simple cyst is lined by simple 
flat to cuboidal epithelium.
To conclude, association of sporadic AML with simple  renal 
cyst is extremely rare, only one case report is available in the 
literature. To the best our knowledge, we report second case of  
large sporadic AML coexisting with huge simple renal cyst. In 
our case in spite of huge size of simple renal cyst, there was no 
evidence of rupture or retroperitoneal haemorrhage.
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