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A CASE OF PERIVASCULAR EPITHELIOID CELL TUMOR (PEComa)
OF THE UTERUS ASSOCIATED WITH TUBEROUS SCLEROSIS
COMPLEX DIAGNOSED BY INTRA-ABDOMINAL
BLEEDING FROM THE UTERUS
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We report a case of perivascular epithelioid cell tumor (PEComa) of the uterus associated with tuberous
sclerosis complex discovered as a result of intraabdominal bleeding. A 54-year-old woman visited the
department of obstetrics and gynecology with chief complaints of genital bleeding and abdominal pain lasting
three weeks. Abdominal computed tomography (CT) revealed intraabdominal bleeding from the uterine
corpus. She had a history of bilateral renal angiomyolipoma, which was treated with partial bilateral
nephrectomy at age 25.  Moreover, pulmonary lymphangioleiomyomatosis was diagnosed at age 43. Both
conditions were detected by the C'T scan during this hospitalization. Immediately after the CT scans, the
patient entered a state of hemorrhagic shock, and we performed an emergency simple total hysterectomy.
Histopathological examination on the resected specimen yielded a diagnosis of uterine perivascular epithelial
cell tumor (PEComa). After making a definitive diagnosis of tuberous sclerosis complex (TSC), systemic
evaluation was performed. As a result, multiple skin and intracranial lesions characteristic of TSC were
identified and we stated administration of everolimus.

(Hinyokika Kiyo 65 : 479-484, 2019 DOI: 10.14989/ActaUrolJap_65_11_479)

Key words : Tuberous sclerosis, Uterus, Perivascular epithelioid cell tumor

CEL]

i BUREE : 53 RE I AN IE M 2 M C 24 Be o A % 2
TSC XL AEE R T 2HRETH Y, BUS 7, RENE PR AL T AR 12 R A 65 mm RO
PO E KT BRI ERELEST 5. bivb [E #7729, GnRH 7 T= A M L 2 HFE >
WEFE2» L OEENRINEZ 2L L TEIICEs 72 B S NZzAY, UL FARER L, I O ARRERY LS A
FEEEREALAE D 1 B2 REBR L 72D T, & T OCII%E AR RO ehrolzlzd, 1ERICKGZ LR
REMATHET 5. 72, MR & 015 Ak, 3 ERFRRES S AN IE AR

i, WEJE, R E AR U Em AR 22 L.

illl

i ol RRZRBHEO SRR, B RIS X0 ity =
BOH b4k, K 7 OfEBtErE Il SMBERARE L 2o 72
AR E ABEREBUE © &5 153 cm, 1A 45.7 kg, [ 128/
FIRIE « 20 K 70 mmHg, WR#T1135/45, SpO290% (room air), ik

mf

BEAERE : 25m B IME M IRIIE (AML) 2% 2 Wi LAV JCS I-1, EHImEH, BEEEIERS Y
TR 3 LI BAly, 4350l ) > /RS A EE (LAM) AR R - 5 - AL 12 B v ek



480 WIRFLEE 655

1175 20194F

Fig. 1. A, B: Pelvic CT showed that the mass,
which was hematoma, was on the dorsal side
of the uterine body, and that the uterine wall
was ruptured (white arrow).
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Fig. 2. A: Chest CT indicated pulmonary lym-
phangiomyomatosis (LAM) in the lung field,
but without any sign of bleeding. B:
Abdominal CT indicated renal angiomyo-
lipoma (AML) and hematoma in the
abdominal cavity, which did not arise from

the kidney.
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Fig. 3. Low power field (A) and high-power field (B) of an HE staining of the resected specimen showed solid
growth of epithelioid-like and spindle-shaped cells with clear or acidophilic vacuole in the tumor body.
Low power field (C) and high power field (D) of an HE staining of the uterine muscle layer showed cleft-
shaped vasculature suggesting lymphangiomyomatosis.
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Fig. 4. Dermatological findings of the case. A: Angiofibromas on the face. B: Angiofibromas on the neck.
C: “Confetti” skin lesions.
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Fig. 5. Brain MRI indicated astrocytoma in the (A)
cortical tube and (B) subependymal nodule.
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Table 1. Clinical diagnostic criteria for tuberous
sclerosis
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