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A CASE OF RENAL EPITHELIOID ANGIOMYOLIPOMA
WITH RECURRENCE IN THE ABDOMINAL CAVITY
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A 37-year-old man with no symptoms or family history of tuberous sclerosis complex presented to our
hospital with abdominal pain in 2013. Abdominal computed tomography (CT) revealed a rupture in the
right renal angiomyolipoma (AML) having a maximum diameter of 7 cm. He had undergone a
transarterial embolization. Follow-up CT showed an increase in the size of the right tumor to 11 cm, and
therefore, right nephrectomy was performed in 2016. The diagnosis of epithelioid AML (EAML) was
confirmed. In 2019, he was diagnosed with a solitary tumor near right-sided transverse colon, which was
resected and showed recurrence of EAML. He was disease-free 6 months after surgery. EAML has
malignant potential, with 30-50% of reported EAML cases resulting in local recurrence or distant metastasis.
Previous recurrence or metastasis may occur 0.25-12 years postoperatively. Furthermore, multiple and
unresectable recurrences or metastases, arising early in the postoperative period may lead to a poor outcome.
Therefore, close and long-term follow-up is required.

(Hinyokika Kiyo 66 : 229-234, 2020 DOI: 10.14989/ActaUrolJap_66_7_229)
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Fig. 1. (A)In 2013, contrast-enhanced CT showed a right renal tumor (7 cm-diameter) with fatty
density pattern (— 70 HU) and radiologic diagnosis was AML.  (B) In 2016, CT showed
an increase in the size of the right tumor to 11 cm with little fat component and
hypervascularity.
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Fig. 2. The histology of rlght nephrectomy showed hemorrhagic necrosis (A, ObJeCUVC lens, % 2) and epithelioid
cells with eosinophilic cytoplasm (B, objective lens, X 10). The immunohistochemical profile revealed an
intense expression of HMB45 (C, objective lens, X 2) and Melan A (D, objective lens, X 2).

Fig. 3. CT (A) and FDG-PET (B) revealed FDG-avid mass located near the right-sided transverse
colon.
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Fig. 4. The histology of recurrence tumor showed epithelioid cells with eosinophilic cytoplasm (A). HMB45 (B)
and Melan A (C) were weakly positive (objective lens, X 40).
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Fig. 5. Swimmer s plot depicting the time course of EAML from diagnosis to
first recurrence and death or date of the last follow-up in patients
treated with resection of recurrence tumor or metastases (A) and

without resection (B).



BRIE, 3 LR RIB A AR IIE - I F 58 233

A%, EAML TIZIEHE CEET 2 e mESINTH
D2 EAML O3 IR R 2o EALIE &+ R 3 2
HTIHEE ARNIC FDG-PET %179 H3kiddh b L %
AbNAb.

EAML O35 - BRI T 208 b EF - Tdw
BV, YIBEMRECHIUIYIRET 2 2 L EF L e
WMEXNTVEY . YBRTELR VA, HEMEmEAL
FELZPED AML 126 L Tid mTOR FHESR OGRS
RENTWEA | SEEIEEALE O BEAED 2\ AML
TH mTOR FEEEPEHEHELL Twa EHmE s s
D30 EAML 1235 2 B0 A S ko S
%.

& B3

LR T A A RRIGNE & BB ts, 3 4R CHEIEN
V2SS L 7o hE Bl 2 0B L 7. JE b R TR 0 45 A N I MR
FEMOREE 72 &L WREMA D Y, R DO B
DOFREBBIEEDLFE L,

KRG OFE G, 95242000 H AW IR B3 RF 23 BTG )7 &
(20194E10H) THis L7z

X ik

1) Martignoni G, Pea M, Reghellin D, et al. : PEComas :
the past, the present and the future. Virchows Arch
452: 119-132, 2008

2) Halpenny D, Snow A, McNeill G, et al.: The radiol-
ogical diagnosis and treatment of renal angiomyoli-
poma-current status.  Clin Radiol 65 : 99-108, 2010

3) Nese N, Martignoni G, Fletcher CD, et al.: Pure
epithelioid PEComas (so-called epithelioid angiomyoli-
poma) of the kidney: a clinicopathologic study of 41
cases: detailed assessment of morphology and risk
stratification. Am J Surg Pathol 35: 161-176, 2011

4) Tretiakova MS : Eosinophilic solid and cystic renal cell
carcinoma mimicking epithelioid angiomyolipoma :
series of 4 primary tumors and 2 metastases. Hum
Pathol 80: 65-75, 2018

5) Wolff N, Kabbani W, Bradley T, et al. : Sirolimus and
temsirolimus for epithelioid angiomyolipoma. ] Clin
Oncol 28 : ¢65-68, 2010

6) Espinosa M, Roldan-Romero JM, Duran I, et al.:
Advanced sporadic renal epithelioid angiomyolipoma :
case report of an extraordinary response to sirolimus
linked to TSC2 mutation. BMC Cancer 18: 561,
2018

7) Higa F, Uchihara T, Haranaga S, et al.: Malignant
epithelioid angiomyolipoma in the kidney and liver of a
patient with pulmonary lymphangioleiomyomatosis :
lack of response to sirolimus. Intern Med 48 : 1821—
1825, 2009

8) Kohno J, Matsui Y, Yamasaki T, et al.: Role of

mammalian target of rapamycin inhibitor in the

treatment of metastatic epithelioid angiomyolipoma : a
case report. IntJ Urol 20: 938-941, 2013

9) Takahashi N, Kitahara R, Hishimoto Y, et al.:
Malignant transformation of renal angiomyolipoma.
Int J Urol 10: 271-273, 2003

10) Wyluda E, Baquero G, Lamparella N, et al.: Fatal
malignant metastastic epithelioid angiomyolipoma
presenting in a young woman : case report and review
of the literature. Rare Tumors 5: e46, 2013

11) Akbar A, Mushtaq S, Syad A, et al.: Liver metastasis
from a renal epithelioid angiomyolipoma: a case
report. Ann of Clin Case Rep 1: 1074, 2016

12) Ge X, Xue X, Zhang G, et al. : Successful treatment of
liver and abdomen metastasis of renal epithelioid
angiomyolipoma with apatinib : a case report. Transl
Cancer Res 6: 1015-1019, 2017

13) Konosu-Fukaya S, Nakamura Y, Fujishima F, et al. :
Renal epithelioid angiomyolipoma with malignant
features : histological evaluation and novel immunohis-
tochemical findings. Pathol Int 64: 133-141, 2014

14) Shigenobu T, Kohno M, Emoto K, et al.: A solitary
metastatic lung tumor slow-growing with late onset
from renal epithelioid angiomyolipoma. Ann Thorac
Cardiovasc Surg 20: 445-448, 2014

15) Li J, Zhu M, Wang Y-L: Malignant epithelioid
angiomyolipoma of the kidney with pulmonary
metastases and p53 mutation. World J Surg Oncol
10: 213, 2012

16) De Bree E, Stamatiou D, Chryssou E, et al. : Late local,
peritoneal and systemic recurrence of renal angiomyo-
lipoma: a case report. Mol Clin Oncol 10: 43-48,
2019

17) Luo J, Liu B, Wang Y, et al. : Comprehensive clinical
and pathological analysis of aggressive renal epithelioid
angiomyolipoma : report of three cases. Onco Targets
Ther 7: 823-827, 2014

18) Huang K-H, Huang C-Y, Chung S-D, et al.:
Malignant epithelioid angiomyolipoma of the kidney.
J Formos Med Assoc 106 : 51-54, 2007

19) Wang H, Zhan H, Yao Z, et al.: Malignant renal
epithelioid angiomyolipoma with TFE3 gene amplifi-
cation mimicking renal carcinoma. Clin Nephrol
Case Stud 6: 11-15, 2018

20) Bani MA, Laabidi B, Rejeb SB, et al.: A rare highly
aggressive tumor of the kidney: the pure epithelioid
angiomyolipoma. Urol Case Rep 18: 52-53, 2018

21) Chuang CK, Lin HCA, Tasi HY, et al.: Clinical
presentations and molecular studies of invasive renal
epithelioid angiomyolipoma. Int Urol Nephrol 49:
1527-1536, 2017

22) Lei JH, Liu LR, Wei Q, et al.: A four-year follow-up
study of renal epithelioid angiomyolipoma: a multi-
center experience and literature review. Sci Rep 5:
10030, 2015

23) Faria E, Turturro F, Rao P, et al.: Malignant
epithelioid angiomyolipoma: tumor and metabolic

response to everolimus as evaluated with positron



234

24)

25)

26)

27)

WIRAEE  66%% 75 20204E

emission tomography. Clin Genitourin Cancer 11:
el-5, 2013

Guo B, Song H, Yue J, et al.: Malignant renal
epithelioid angiomyolipoma : a case report and review
Oncol Lett 11: 95-98, 2016
Shitara K, Yatabe Y, Mizota A, et al. : Dramatic tumor

of the literature.

response to everolimus for malignant epithelioid
angiomyolipoma. Jpn J Clin Oncol 41: 814-816,
2011

Tayal J, Doval DC, Kamboj M, et al. : Case report of
everolimus-induced sustained partial response in
metastatic renal epithelioid angiomyolipoma. Turk J
Urol: 66915, 2018

Qiao LD, Chen S, Tian C, et al.: From angiomyoli-
poma to malignant epithelioid angiomyolipoma of the
kidney, a case report with a history of eight years. Int
J Clin Exp Med 8: 21252-21256, 2015

28)

29)

30)

Fadi B, Brian R, Charles G, et al: Renal epithelioid
angiomyolipoma with atypia : a series of 40 cases with
emphasis on clinicopathologic prognostic indicators of
malignancy. Am J Surg Pathol 34: 715-722, 2010
Bissler JJ, Kingswood JC, Radzikowska E, et al.:
Everolimus for angiomyolipoma associated with tube-
rous sclerosis complex or sporadic lymphangioleio-
myomatosis (EXIST-2): a multicentre randomised,
double-blind, placebo-controlled trial. Lancet 381:
817-824, 2013
Kenerson H, Folpe AL, Takayama TK, et al. : Activa-
tion of the mTOR pathway in sporadic angiomyoli-
pomas and other perivascular epithelioid cell neo-
Hum Pathol 38 : 1361-1371, 2007
Received on December 23, 2019
7, 2020

plasms.

Accepted on April



