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The term perivascular epithelioid cell tumor (PEComa) Chief Complaint: 78-year-old Bengali female presented to the ED with worsening diffuse lower * PEComas are sarcomas which express varying
refers to a family of ultrarare soft-tissue sarcomas abdominal pain radiating to her back and pelvis over the past 8 months. levels of smooth muscle and melanocytic
defined by a combination of melanocytic and smooth % In the prior 2 months, she noted unintentional weight loss, dry cough, exercise intolerance, biomarkers (i.e., HMB-45, actin, $-100, desmin).*
muscle spindle cell phenotype.® cramping, fatigue, and constipation. Additionally, she endorsed 10-12 years of lower extremity This patient’s PMH of uterine leiomyomas with

° - . 1 . - . .
Lym.phagmlomyomatosw;(LAM) edema. She denied fevers, night sweats, nausea, hematuria, and vaginal nor rectal bleeding. hysterectomy is suspicious, as PEComas ranging
* Angiomyolipoma (AML) predominance of mixed spindle cell and

* Clear cell “sugar” tumors (CCST)* epithelioid cell morphology, associate it with many
* PEComa not otherwise specified (PEComa-NOS)? differential diagnoses including melanoma,
PEComas are highly vascular mesenchymal tumors leiomyosarcoma, and primary cell tumors

without a known cell of origin.* dependent on tumor location.?

Altholugh often be”igf" ClE es"(;m"’_'t‘;d 7 pelf L ”2”“0” Patient History Significant Initial Blood Work CT Scan with IV contrast This patient was diagnosed later in life. However,

ggggﬁ:j;:::;::etc:iginﬁs:skVr\::zr ahgrc? tinaann; PMH: Uterine leiomyosarcoma. JWBC: 12.55 x109/L 1. Bilobed left abdominopelvic long history of lower ext.remity edema suggests.

S stratificgtion 33 p g No hepatitis. *Neutrophil Percentage: 72.1% [l retroperitoneal mass replacing the yenous.tumor thrombosis may have begun earlier
_ ' e PSH: Hysterectomy (1995) Hgb: 7.5 g/dL left ovary. JliiEl i

Malignant PEComas are most commonly arise in females Allergies: NKDA 2. Contiguous tumor thrombus Although most often within the uterus,* 10.5% of

over the age of 60 within the gynecologic tract.>* M : TR . ithi ' malignant PEComas arise from the abdominopelvic
_ ] _ Medications: Non-contributory [l BMP: within normal limits within the entirety of the left g P

Pa'_uent presgntaglon rar.mges fr-om geneGraI abdommal_ . Family History: Mother died of @ Bilirubin: within normal limits gonadal vein and into renal vein. wall,? and they present nonspecifically.’

pain to bloating,> anemia, weight loss,® or paresthesia. unknown cancer (~50 years old) @ AST: 84 units/L 3. Numerous pulmonary, hepatic, Nab-sirolimus is the only approved chemotherapy

!maglng is non.specllflc, o) d.la.gn05|s relies . Social history: No alcohol or ALT: 35 units/L and lumbar vertebral metastases. for malignant PEComa.? It inhibits mammalian

immunochemical tissue staining;> human melanocytic e T Alkaline Phosphatase: 337 IU/L target of rapamycin (mTOR), which is commonly

7

% Initially diagnosed in Bangladesh as gastric reflux, but antacids had not resolved her pain.

+* On exam, she was hypertensive (146/72) , afebrile, and pale. The entire abdomen was tender to
light palpation without an appreciable mass. 2+ pitting lower leg edema was noted. Bilateral
lower lung sounds were decreased, no wheezing or crackles. Rectal and pelvic exams deferred.

black 45 (HMB-45) is present in almost all malignant
PEComas.*

Despite often poor prognoses, nab-sirolimus has
improved overall survival in cases of malignant PEComa
associated with a tubular sclerosis complex 2 (TSC2)
gene mutation, with overall median survival of ~40
months.?

Course of Disease

CT scan with IV contrast of the abdomen and pelvis revealed a
heterogeneously enhancing, highly vascular, left abdominopelvic
retroperitoneal mass measuring 12.8 x 8.9 x 15.0cm. The left ovary
could not be visualized. No evidence of cirrhosis.

Outpatient needle-core biopsy of a hepatic lesion was interpreted as

.

over activated in those with TSC2 mutations.1°

% Side effects include persistent anemia,
thrombocytopenia, and frequent infection.?

PEComas are ultrarare mesenchymal soft-tissue

| hepatocellular carcinoma (HCC). However, low clinical suspicion for
Malignant PEComa Risk Stratification HCC prompted confirmatory histologic analysis.
Criteria%? v" Immunoreactive staining was positive for HMB-45, and focally
negative for desmin and S-100.
v Molecular study positive for a TSC2 frameshift mutation.
Nab-sirolimus chemotherapy was started and initially achieved
symptomatic relief with regression of tumor bulk.

High mitotic rate of division (>1/50 high per field) After 4 months of treatment, repeat CT scans displayed increasing
tumor size, new metastases, and expansion of tumor thrombus into

High nuclear grade and cellularity the IVC causing pitting edema up to the thigh.
Unfortunately, her treatment was complicated by worsening fatigue,
Presence of tumor necrosis severe anemia, thrombocytopenia, bowel obstructions, and sepsis.

- - The family opted for hospice care, and she passed away shortly
Presence of vascular invasion o

sarcomas. Thorough histologic investigation in atypical
tumors is necessary, as malignant PEComas present
similarly to other soft-tissue and primary cell tumors.
Despite malignant PEComas initial positive response to
nab-sirolimus, the chemotherapy can lead to
myelosuppression and frequent infection, complicating
treatment course. More research is needed to improve
malignant PEComa recognition and patient prognosis.

Tumor size > Scm

An infiltrative pattern of growth
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