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Malign Renal Mixed Epithelial Stromal Tumor Mimicking

Angiomyolipoma: A Rare Entity

Anjiyomiyolipomu Taklit Eden Malign Renal Miks Epitelyal Stromal

Tumor: Nadir Bir Vaka
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ABSTRACT Epithelial and stromal tumors of the kidney have a vari-
ety ranging from malignant mixed epithelial and stromal tumor to cystic
nephroma. Generally it has female dominance. In our case report, we
presented a right kidney tumor in a 19-year-old male patient who pre-
sented to us with macroscopic hematuria. Open radical nephrectomy
was applied as treatment. Histopathologically, it resulted as a mixed
epithelial and stromal tumor with rhabdomyosarcomatous differentia-
tion and containing sarcomatous components. In this case, we presen-
ted a mixed epithelial and stromal tumor, which is rarely seen in a male
patient, although it is mostly observed in women. This condition, which
is difficult to diagnose due to the lack of distinctive radiological featu-
res, should be considered in patients presenting with hematuria.
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OZET Bobregin epitelyal ve stromal tiimorleri, malign miks epitelyal
stromal timorden kistik nefromaya kadar degisen bir spektruma
sahiptir. Genel olarak kadin dominansina sahiptir. Bahsettigimiz bu
olguda, 19 yasinda makroskobik hematiiri ile tarafimiza basvuran
erkek hastada saptadigimiz sag bobrek tiimorini sunduk. Tedavi
olarak acik radikal nefrektomi uygulandi. Histopatolojik olarak rab-
domyosarkomatdz diferasyon gosteren ve sarkomatdz kompenent
iceren, miks epitelyal stromal tiimor olarak sonuglandi. Bu olgu ile
nadir izlenen ve daha ¢ok kadinlarda gézlenmesine ragmen erkek has-
tada saptanan miks epitelyal stromal timér sunuldu. Preoperatif
olarak ayirt edici radyolojik 6zelligi bulunmamasi nedeniyle tanisi
zor olan bu tablo da hematiiri ile bagvuran hastalarda akla gelmelidir.

Anahtar Kelimeler: Anjiyomiyolipom; hematiiri;
bobrek neoplazileri

Epithelial and stromal tumors of the kidney show
a wide spectrum from cystic nephroma to malignant
mixed epithelial and stromal tumors (MEST). These
tumors show a female predominance of 6 out 1.! In our
case, we are presenting a 19-year-old male patient who
did not receive any hormonotherapy and presented
with macroscopic hematuria. In the magnetic reso-
nance imaging (MRI) and enhanced computerized to-
mography (CT) taken in our clinic, there are distinct
heterogeneous and locally hyperintense areas in the in-
ferior part of the right kidney with smooth sharp bor-
ders. After contrast enhancement, a lesion with areas
that had heterogeneous contrast enhancement was ob-
served in the solid parts, and its size was measured ap-

proximately 96 mm on the long axis. Its appearance is
evaluated as a renal tumor. Our case was evaluated as
an angiomyolipoma and angioembolization was per-
formed before applying to our hospital. The patient un-
derwent open radical nephrectomy due to the size and
the localization. Macroscopically, it had an appearance
with hemorrhage located in the lower pole of the kid-
ney. Histological features of our case contained a
malignant mixed epithelial tumor with rhabdomyosar-
comatous differentiation and containing sarcomatous
components. Immunohistochemically, epithelial mem-
brane antigen (EMA) was positive and pax8 was neg-
ative in the epithelial component, while vimentin and
desmin were positive in the stromal component.
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With this case report, we showed a 19-years-old
male patient that had malign MEST and the preoper-
ative diagnosis of MEST is difficult due to the lack of
a specific radiological finding. When MEST is sus-
pected of showing malignant transformation, other
malignancies such as Ewing sarcoma need to be dif-
ferentially diagnosed and further molecular investi-
gation should be performed.

I CASE REPORT

A 19-year old male patient applied to our urology out-
patient clinic with right flank pain and macroscopic
hematuria for 20 days. He also had dullness and ten-
derness on his right side with prolonged fatigue.
There was no fever, weight loss or dysuria. His med-
ication history was unremarkable but three months
before, he had a history of angioembolism for possi-
ble angiomyolipoma. Angioembolism was applied
because it was thought to be angiomyolipoma based
on radiological imaging and clinical symptoms in the
outer center. Our physical examination showed ten-
derness and minimal pain on his right upper quadrant
and right flank, however other routine genitourinary
examination was normal. His routine laboratory in-
vestigations had normocytic anemia with positive
HBsAg antigen. Blood testesterone levels were in
normal range. There was no urinary tract infection,
abnormal blood clotting tests or kidney function. A
dynamic enhanced MRI of the abdomen showed a 96
mm solid lesion that located in the lower pole of kid-
ney with features of straight border composed of het-
erogeneous contrast enhancement. On the other hand,
contrast enhanced CT images of the abdomen re-
vealed 97 mm smooth bordered cystic lesion arising
from lower pole of right kidney and central part of
this lesion had 21 HU (Hounsfield Unit) enhance-
ments to compressing through collecting system of
right kidney (Figure 1). There was no pathological
lymph nodes according to these radiological studies.
After a several days close follow-up, his hematuria
continued and several time blood transfusion was ap-
plied as a result we prepared our patient to surgical
exploration. Informed patient consent was taken for
surgery and also futher scientific purposes. The pa-
tient underwent opened right radical nephrectomy
(Figure 2). On surgical exploration the tumor was in
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FIGURE 1: Axial, coronal and sagittal sections of the right renal tumor on enhan-
ced computerized tomography of the abdomen.

FIGURE 2: Macroscopic images of right renal tumor.

close relationship with vena cava, intestines and sur-
rounding tissues. All tumoral kidney was removed
with proximal part of the right ureter. No postopera-
tive complications were observed. The patient was
started to be followed up by medical oncology in the
first month after the operation. Contrast-enhanced
whole body tomography was performed in the 6-
month follow-up and did not reveal any finding in
terms of metastasis. The patient is being followed up
by medical oncology.

PATHOLOGICAL FINDINGS

On macroscopic examination, a well-circumscribed,
7.5x7x7 cm tumoral lesion was observed in the lower
pole of the kidney with an intense hemorrhagic ap-
pearance. The tumor looked like to be invading the
renal sinus. In addition, free tumor fragments are ob-
served in the renal pelvis and ureter. Histological fea-
tures of our case contained malignant mixed
epithelial tumor with rhabdomyosarcomatous differ-
entiation and containing sarcomatous components
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FIGURE 3: A) Ovarian like stroma in the periphery of the tumor, tubular structures lined with hobnail epithelium and malignant transformation (H&E, x40), B) Immunohis-
tochemical focal cytoplasmic Desmin expression in tumor cells (Desmin, x200), C) Tubular structures lined with hobnail epithelial cells containing basophilic stromal cells

in the wall and larger sarcomatous cells (H&E, x100).

C) Immunohistochemical diffuse membranous CD99 expression in tumor cells (CD99, x100).

(Figure 3A, 3C). Immunohistochemically, EMA was
positive and pax8 was negative in the epithelial com-
ponent, while vimentin and desmin were positive in
the stromal component (Figure 3B). Tumoral areas
with high necrosis and mitotic activity were observed
in the morphology (Figure 4A). Areas on the periph-
ery of the tumor suggested malignant sarcomatous
transformation from a MEST. A large immunohisto-
chemical panel was applied to the malignant sarco-
matous component, and focal staining was observed
with desmin, the most specific marker. This finding is
relevant with the malignant sarcomatous component
showing muscle differentiation. Although CD99 and
FLI-1 positivity was not specific, it caused the dif-
ferential diagnosis of Ewing sarcoma (Figure 4B,
4C). Therefore, advanced molecular analysis was per-
formed. Immunohistochemically, EMA was positive
and pax8 was negative in the epithelial component,
while vimentin and desmin were positive in the stro-
mal component. Tumoral areas with high necrosis
and mitotic activity were observed in the morphol-
ogy. Areas on the periphery of the tumor suggested
malignant sarcomatous transformation from a MEST.

I DISCUSSION

MEST was firstly described in 1998 by Michal et al.
In 2004, who recognized this tumor as a distinct cat-
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egory.>* This tumor is usually seen in perimenopausal
women and patients that has prostate cancer receiving
hormonotherapy. Patients can usually present with
flank pain and hematuria, or it can be detected ap-
proximately 25% incidentally.* Radiologically, it con-
tained complex cystic and solid components, and
both CT and MRI can be confused with angiomy-
olipoma and synovial sarcoma so it is difficult to
distinguish radiologically.'>* Malignant transforma-
tion, recurrence and metastasis of MEST are rare. Es-
pecially, malignancy is seen mainly in epithelial and
mesenchymal components. Malignant transformation
of the mesenchymal components includes synovial
sarcoma, rhabdomyosarcoma, chondrosarcoma and
unclassified sarcoma.”!? Local recurrence was ob-
served in cases with malignant stromal component.'!
But in the follow-up of our case, there was no finding
of local recurrence or metastasis.

In our case, CT gave us information but did not
help us confirm the preoperative diagnosis. There are
studies in the literature stating that '*F-labeled fluoro-
2-deoxy glucose positron emission tomography/CT
whole-body scanning can be performed in order to
present the patient with preoperative diagnosis and
treatment options.'?> Although MEST is usually be-
nign, it has been described in malignant variations. A
frozen section examination may be required to clar-
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ify the intraoperative diagnosis and avoid overtreat-
ment.?

Briefly, MEST is seen as a benign kidney tumor
that is frequently seen in women. Malignant trans-
formations have been observed rarely. In our case, a
rare malignant MEST with muscle differentiation is
presented. Immunohistochemical examination is not
sufficient for differential diagnosis, and advanced
molecular examination is required to confirm the di-
agnosis. The pathogenetic mechanism and clinical
behavior of this malignant neoplasm require further
study on more cases.
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