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A 39-year-old woman initially presented in May 2014 after transrectal core needle biopsy of the pelvic tumor. Pathology
examination showed a spindle shaped cells within a predominantly myxoid richly vascularized stroma, nuclear atypia and low
mitotic activity. Another tumor fragment included some adipose tissue and some thick bundles of smooth muscle. The tumor
was diagnosed as an aggressive angiomyxoma (AAM) based on the positive staining with desmin, CD34, estrogen receptor
and some convincing positive nuclear staining for HMGA2, especially in the more myxoid component. A diagnostic magnetic
resonance imaging (MRl showed a huge mass in the retroperitoneal space (size 113 x 65 x 130 mm; volume 300 cm3) with tissue
adhesion to the anal muscle levator on the right side and to the vaginal vestibule wall (with possible infiltration) (Fig. 1A). The
tissue filled the space behind the right part of the pubic symphysis and shaped the urinary bladder. The case was presented at
sarcoma tumor board and was deemed to be unresectable. Based on literature review, the patient was administered subcutane-
ous gonadotropin-releasing hormone agonist (LHRH) in a dose of 3.6 mg every month. After 3 months of LHRH therapy, MRI
showed a marked partial tumor regression, although the lesion still adhered and connected to the right leg of the clitoris, the
vaginal wall and anal muscle levator on the right side (size 47 X 30 x 50 mm; volume 40 cm?) (Fig. 1B). After another 3 months the
tumor has doubled compared to the best response (size 90 X 40 x 85 mm; volume 115 cm?3). The pressure on adjacent structures
increased and there was greater displacement of the rectum to the left. Additionally, there was more pronounced adhesion to
the right muscle of the internal veil and filling of the space behind the shaft of the right pubic bone. The decision was made to
continue with an off-label combination of LHRH and tamoxifen (20 mg daily). After 2 months, the control MRI showed partial
regression (size 70 X 37 x 55 mm; volume 50 cm?) (Fig. 1C). She has been continuing therapy for 6 years with good tolerance
and response. AAM is a rare locally infiltrative mesenchymal tumor affecting young women and less frequently men [1, 2]. AAM
usually develops in the perineal and pelvic regions. Most of AAMs show estrogen and progesterone receptor positivity and are
likely to be hormone-dependent, although clinical data on sequential hormone therapy are scarce and mostly obtained from
case reports [2-5]. The majority of cases concerned LHRH therapy before or after surgery, and demonstrated improving disease
control with this approach [2-4, 6-14]. In a few cases, anti-estrogen therapy with tamoxifen, raloxifene or an aromatase inhibitor
with LHRH showed activity in first or second-line treatment [11, 15-17].

Figure 1. MRI of the pelvis, imaging sequences after administration of Gadovist 5 mL Siemens Magnetom Avanto 1.5 T contrast; A. At the diagnosis;
B. After 3 months LHRH therapy; C. After 2 months LHRH and tamoxifen therapy
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In conclusion, off-label drug use is an opportunity for patients for whom formally approved therapy options have been

exhausted or do not exist. Our study highlights the importance of sequential anti-estrogen hormone therapy, which may prove as

an effective therapy in patients with hormone receptor positive AAMs. Lifetime follow-up to monitor for progression is mandatory.
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