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Contrast-enhanced computed tomography (CT) revealed a multilocular cystic mass extending from the
level of the renal artery origin to the internal and external iliac artery regions in a woman in her 40s who
presented with vomiting and diarrhea. A percutaneous biopsy was performed, and histopathological
examination revealed bundle-like proliferations of spindle-shaped cells with oval nuclei in acidophilic
cytoplasm. Immunohistochemical staining was positive for HMB-45, alpha-smooth muscle actin, E-
cadherin, and estrogen and progesterone receptors ; the provisional diagnosis was perivascular epithelioid cell
tumor. Considering the patient' s age and sex, the final diagnosis was primary retroperitoneal
lymphangioleiomyomatosis (LAM). She did not meet the diagnostic criteria for tuberous sclerosis complex
and was considered to have sporadic LAM.  As complete surgical resection was considered to be impossible
and no lung lesions, which indicate poor prognosis, were observed, we decided to keep her under surveillance.

The patient was asymptomatic, with no significant changes on imaging for 6 months.
(Hinyokika Kiyo 69: 151-155, 2023 DOI: 10.14989/ActaUrolJap_69_6_151)
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Fig. 1. (A, B) Contrast-enhanced computed tomography revealed a polycystic mass (arrow
heads) extending from the level of the renal artery origin to the bilateral internal and
external iliac arteries. A: Axial image, B: Coronal image, (C) MRI T2-weighted
image of the retroperitoneal mass. (D) '"*F-FDG PET-CT shows mild accumulation
of FDG in the cystic lesion (SUVmax =2.1).
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Fig. 2. Histopathological images obtained by computed-tomography guided percutaneous tumor biopsy.

(A) HE staining, (B)a-SMA, (C) E-cadherin, (D) HMB-45, (E) ER, (F) PgR, and (G) Ki-67 (400x

magnification).
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LAM 28 L C O R A O TB Y 1Y R
WIS 5 B, T/, RSB T LAM
DS MR AHRE Y S TB VBT L LE
V5D,
o B

BIEEE S LAM &% 2 5315 PEComa @ 1 5 % #%
BR L7z, Bk LAM BRI BIF & PR E NS 72
0, FERBIERIC X 0 BSOS S MU BE
BEBEE AT REAER S 5 245, MiHEO MBI ILE 2
REPLETH 5.

X 78

D) WLFRI - ) SIRE AR, H N &EE 101
2757-2765, 2012

2) Bonetti F, Pea M, Martignoni G, et al.: PEC and
sugar. Am J Surg Pathol 16 : 307-308, 1992

3) Tan Y, Zhang H and Xiao EH: Perivascular
epithelioid cell tumour: dynamic CT, MRI and
clinicopathological characteristics—analysis of 32 cases
and review of the literature—. Clin Radiol 68:
555-561, 2013

4) WO, CE O, NHIER, 130 PIREHE
Waetbb 312 MZeEEs & LTl S 7 BRIER Y
YSIREFEIED 1 Bl WIRALE 59 : 709-713,
2013

5) Pickhardt PJ, Kazerooni EA and Flint A : Diagnosis of
lymphangioleiomyomatosis by CT-guided retroper-
itoneal biopsy. Clin Radiol 55: 477-478, 2000

6) Kebria M, Black D, Borelli C, et al.: Primary retro-
peritoneal lymphangioleiomyomatosis in a postmeno-
pausal woman: a case report and review of the
literature. Int J Gynecol Cancer 17 : 528-532, 2007

7) HEIL : LAM 0% - i . Mk & ff 3R
58 : 1211-1216, 2010

8) Matsui K, Tatsuguchi A, Valencia J, et al.:
Extrapulmonary lymphangioleiomyomatosis (LAM):
clinicopathologic features in 22 cases. Hum Pathol
31: 1242-1248, 2000

9) Antoine M, Vincent F, Armelle F, et al. : Conservative
treatment of a mesenteric lymphangiomyomatosis in
an 1l-year-old girl with a long follow-up period. J
Pediatr Surg 39 : 1586-1589, 2000

10) Carsillo T, Astrinidis A and Henske EP : Mutations in
the tuberous sclerosis complex gene TSC2 are a cause

of sporadic pulmonary lymphangioleiomyomatosis.



1)

12)

A, 135 $JEIE PEComa - V) ¥ 28R 55 E 155

Proc Natl Acad Sci U S A 97: 6085-6090, 2000
Ussavarungsi K, Laroia AT and Burger CD: Low-
dose sirolimus in retroperitoneal lymphangioleio-
myomas. Lung India 364 : 349-352, 2019

Wahid S, Chiang PC, Luo HL, et al.: Pelvic
lymphangioleiomyomatosis treated successfully with

everolimus: two case reports with literature review.

Medicine (Baltimore) 96 : 4562, 2017
13) Oberstein EM, Fleming LE, Gémez-Marin O, et al. :
Pulmonary lymphangioleiomyomatosis (LAM): exa-
mining oral contraceptive pills and the onset of disease.
J Womens Health (Larchmt) 12 : 81-85, 2003
Received on October 26, 2022
Accepted on February 14, 2023



