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CASE REPORT

ABSTRACT

Angiomyolipoma (AML) is a rare benign tumor compdsef adipose tissue, smooth muscles and blood leeggth an
incidence is 0.3-3% which is predominantly foundémales. These tumors have a strong associatitntwderous sclerosis
but can occur sporadically. Clinical importances lie their susceptibility to spontaneous haemorehddpey can be unilatera
or bilateral. Interestingly these tumors occur margght kidney. We present a case of sporaditatatial angiomyolipoma of
left kidney in a 55 yrs old female who had comptisiof off and on left lumbar pain. She was subjdteleft nephrectomy
and diagnosis was confirmed on histopathology.
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INTRODUCTION
Angiomyolipomas ( AML's), as per world health painin left flank region which rapidly increasedrihg last 3
organization (WHO) classification of tumors areidefl as months. She had loss of appetite and was havingrgen
tumors composed of mature adipose tissues, dysrinorphweakness. There was no history of Diabetes Mellitus
blood vessels and smooth muscle arising from thdypertension, pulmonary tuberculosis or any thyroid
mesenchymal element of the kidrien 5% of tumors, fatty ~dysfunction which was confirmed by respective ledts and
elements can be detected at microscopy. It is@lsanign  imaging modalities. In the past she was managegebgral
tumor with an incidence of 0.3-3%dNowadays more cases Practitioners but was not relieved. Physical exatiim
are being detected due to advances in the imagintgvealed a healthy woman. No pallor or icterus.déinal
modalities. Predominantly found in females with AIME: ~ examination elicited no bowel sounds and a largesmathe
FEMALE (M:F) ratio of 1:4 and this shows a hormonal left hypochondrium extending to occupy left lumbagion
component to the growth of the tumor. Approximatgly —With soft abdomen. Suspicion of massive splenonyegak
80% cases, AML affect the right kidnéyn the past, AML  renal mass, clinically the case was diagnosed asp lu
lesions were considered as hamartomas due toiptsagic ~abdomen? spleen or renal mass. The case was tleerede
nature but recent clonality studies suggest thembg¢o for the surgical evaluation. The patient was furthe
classified as neoplasis.These lesions can lead to investigated by radiological/biochemical investigas.
spontaneous haemorrhage which makes them clinicalljntra venous urography (IVU) was performed whicbwéd
important® Most common site of AML is kidney but they @ normal functioning right kidney. The pelvicalytegistem
may occur at extra renal sites also including liengs, of the left kidney was poorly delineated by corttrakhe
lymph nodes and retroperitoneal soft tissues. poor function was interpreted by less excretiorthef dye
(fig.1).

CASE REPORT
A 55 yrs. old female presented with complaints cddyal
abdominal distention since 8 yrs and off & on Ietanding
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uneventful. The specimen on gross examination apdess

a globoid well encapsulated lipomatous mass whias w
lobulated and surface was nodular. It weighed I1s5&gd
measured 26.0 x 18.0 x 15.0 cms. Sub capsular areas
haemorrhage seen at places. (fig.3 A & B).

Fig. 1. IVU image wih distorted pelvicalyceal s more
on left side (Arrow head) as compared to rightr¢fr) due
to the mass effect of low density lesions

Ultrasonography (USG) abdomen confirmed a left kena [
mass with mostly echogenic areas of fat in the massig.3 A. Specimen of renal mass with ureter
Computed Tomography (CT) scan exhibited well define
regular fat density in a large retroperitoneal masssuring
28 x 17 x 13 cms occupying the left renal fossa alntbst
half of the abdomen. There was a single renalyaderboth
sides (fig.2).

Fig.3 B. Specimen of renal mass with ureter

The renal pelvis was identified on dissection déephe
. 7 tumor substance and was markedly dilated. A fewd soly
2% ¢ ¥ areas of renal tissue identified. Other structusesh as

mass occupying left renal fossa (Arrow head) amdilar

small area in right kidney (Arrow)

There was another smaller fat density lesion seeright
kidney. The radiological findings were suggestbferenal
angiomyolipoma. Patient was subjected to laproto@m.
exploration a huge retroperitoneal fatty mass wasnd
occupying the left hypochondrium with extensionoiréft
iliac fossa. The left kidney was not visible andyopart of
ureter could be identified. A huge tortuous renaihvdcms
in diameter was seen. The left renal artery had yman
branches embedded in the lipomatous tumor. Thesplas
normal and found pushed posteriorly. The tumaa agole
with left kidney along with part of ureter and rénassels
was resected out. The specimen was sent to hikpgical
examination. Post operatively the patient conditivas
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Fig. 4 Cut section of specimen showing renal coffgrow
head) & lobulated/lipomatous area (Arrow)

On microscopy, the entire renal parenchyma wasddarbe
infiltrated by the lipomatous nodular mass leavioehind a
few solid area showing normal renal structureslofmgruli,
tubules, collecting ducts, interstitium and vesse&sw areas
of thyroidisation of tubules are also seen. Theriptous
nodules showed triad of tissues comprising predantly of
mature fat cells, muscular arteries haphazardignaed and
proliferating smooth muscle bundles with abundaanglar
cytoplasm and large spindly vesicular hyperchroeati £
nuclei. No mitosis or malignancy noticed. The péaibical
findings were consistent with Renal Angiomyolipo(fig.5 el NN 7% -,
A B&QC). Fig.5C

4 ' Fig. 5 A, B & C. Photo micrographs of left renakss
microscopy showing mature fat cells, muscular rese
haphazardly arranged and proliferating smooth neuscl
bundles with abundant granular cytoplasm and lapgedly
vesicular hyperchromatic nuclei. (H & E Staining)OX
magnification)

DISCUSSION

Angiomyolipomas are rare benign tumors composethf
smooth muscles and varying number of thick waltetlibus
blood vessel5.These tumors have an incidence of 0.3-3%
and it is estimated that 10 million people worldeiilave
such lesioné. These lesions should be considered as a
choriostoma, a disordered arrangement of matursudis
appearing at a site where that tissue should ngtrbsent
normally® AML is classified into 2 types: (a) Isolated AML
(b) AML associated with tuberous sclerosis. SparaeVL
which accounts for 80% AML usually present iff-@"
decade of life. Lesions are unifocal & larger watiM:F ratio

of 1:2. AML associated with tuberous sclerosis acte for
20% AML and present in a younger age befdfel8cade of
life. These lesions are multifocal (87%) & bilate(@1%)
with a M:F ratio of 1:2° seen in 50-80% of patient with
tuberous sclerosfs.Bourneville & Brissard in 1880 first
described association of AML with tuberous sclestdi
Tuberous sclerosis is an autosomal dominant netaneaus
disorder. Clinical features are hamartomas, tunedrisrain

(subependymal giant cell tumor), lung
(lymphangioleiomyomatosis),  heart  (rhabdomyomas),
Fig. 5B kidney (AML), retina, skin (cutaneous angiofibromasnd

mental retardation, infantile/childhood seizuresisesd by
alteration in tuberous sclerosis complex (TSC1 &CP
gene)'! All patients with multiple AML should be evaluated
for tuberous sclerosis as the association is vigly. IBeside
tuberous sclerosis, AML also seen in other hergedita
disorders like Von Hippel Lindau & Von Recklinghams
syndrome, autosomal polycystic disefsévlorphologic
variants of AML are seen which are due to variaionthe
relative proportion of various components. Diffdreariants
of AML are reported as classical, epitheloid, orytoma
like, AML with epithelial cyst, Leiomyoma like and
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liposarcoma like AML* AML with spindle cells of smooth
muscle resemble leiomyosarcoma or gastrointessimamal

(d) Symptomatic lesion >4 cms.
nephrectomy is the treatment of chdice

Early partial

tumor (GIST) which can be specifically diagnosed byFirst line of management in these cases is angibgra

immunopositive of CD117. If adipose tissue predatenit
can resemble atypical lipomatous tumor and diagneesn be
achieved by low molecular weight keratin (CAM5.2AKG,
CK7, CK18)™ AML rich in epitheloid cells can resemble
spindle cell renal cell carcinoma (RCC). Apitz dédsed a
variation in smooth muscle component a cell typehwi
epitheloid features called Perivascular
Component (PEC). AML is now considered to be a pért
the PEComa famil{.

AML is asymptomatic in majority of cases but in
minority symptoms can be present as seen in odr wasre
the symptom was pain in left lumbar region. Preseat
symptoms depends on the tumor size which varies few
mm to 20 cms. Symptoms include flank or abdompaih
(53%), palpable tender mass (47%) & gross hematRBgo)
called “Lenk’s Triad"*® Flank pain is the most common
complaint in symptomatic patient. AML grow rapidiyring
pregnancy due to the hormonal effécAnemia, fever,
hypotension, renal failure can also be present aw f
patients’ In AML, blood vessels generally lack elastic tissu
which predisposes the patient to aneurysm forma8on
spontaneous hemorrhage which is the most dangero

Wunderlich syndrome which mainly occurs
pregnancy and 20%
haemorrhagic shock. The 2 most common cause of a
spontaneous haemorrhage in kidney after RCC
spontaneous rupture of renal AML but it is rares®seen in
only 5-10% of cases?

during

of these patients present wit

is

selective transarterial embolisation which is safdjable
and well tolerated with few long term sequ&l.
Anticoagulant therapy is contraindicated in a knawaise of
AML. Nephrectomy in AML (partial or radical) is iichted
in case of persistent haemorrhage, suspicion oigmeatcy,
failed transarterial embolisation. Regional lympides may

Epitheloidget involved but it is regarded as an expression of

multicentricity of lesion. If malignancy is suspedt then
exploration of retroperitoneum is suggested in ca$e
AML.* A recent study shows that presence>8fof the

features are predictive of malignant behavior of lLAMa)

>2mitotic figures/hpf, (b) atypical mitotic figure&) >70%

atypical epithelial cells (d) necro$is.

CONCLUSION

Al AML, by enlarge are easy to diagnose
histomorphologically and radiographically. Mosttbése are
benign and asymptomatic, therefore needs no treatrive
the presence of haematuria, or evidence of extensio
inferior vena cava or malignancy with lymphnode
metastasis, needs surgical excision. The motoeatrrent is

3. ) : Y8 conserve the nephrons in the absence of indicebr
complication? This retroperitoneal haemorrhage is called

surgical resections.
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