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Background:
Undifferentiated Uterine Sarcoma (UUS) is a rare mesenchymal uterine malignancy. It is a 
diagnosis of exclusion after immunohistochemical and molecular cytogenetic features are 
examined.1,2 This entity is aggressive and imposes a poor prognosis, with rapid progression of 
disease despite treatment.1-4 Due to its rarity, there is limited quality evidence to guide 
management, with knowledge extrapolated from small case series and the broader high grade 
uterine sarcoma group.3-5

Conclusion:
UUS remains a rare, aggressive, and challenging diagnosis to manage. This case illustrates the 
rapid, sequential progression of the disease, despite early stage at time of diagnosis and 
commencement of systemic treatment. Further quality evidence is required to build knowledge 
around UUS and its treatment to improve poor outcomes.
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Figure 1: staging CT demonstrating a heterogenous 
solid lesion in the uterus measuring 8x9x7cm.

Figure 3: MRI demonstrating 3x4x3cm soft tissue mass 
with heterogenous diffusion restriction and 
enhancement.

Figure 2: the hysterectomy specimen displayed a 
myometrial centred pleomorphic spindle cell lesion with 
infiltrative borders. The tumour was composed of a 
mixture of spindle and pleomorphic cells with large 
hyperchromatic nuclei, some showing intranuclear 
inclusions or prominent nucleoli. Scattered large bizarre 
forms were noted, along with abundant necrosis and 
mitoses up to 14 per 10 high powered field.

Figure 4: histopathology of vaginal recurrence shares 
features with the original tumour.

Case:
A woman in her late 70s was referred with vaginal 
bleeding, lower abdominal pain and urinary 
symptoms with pelvic ultrasound showing a uterine 
mass. Pipelle biopsy suggested leiomyosarcoma. 
She underwent a laparoscopic hysterectomy, 
bilateral salphingoopherectomy and omentectomy. 
The disease was staged as International Federation 
of Gynaecology and Obstetrics (FIGO) 1B. 
Immunohistochemical analysis lacked specific 
staining and FISH studies showed no disruption of 
BCOR or YWHAE genes, therefore the lesion was 
classified as grade 3 UUS.

Staging imaging noted a lung nodule shown to be 
concurrent neuroendocrine spindle cell carcinoid 
tumour on biopsy. On workup, Octreotide and FDG-
PET scans 2 months after diagnosis showed new 
lung nodules with differing avidity and two bony 
lesions suspicious of metastatic UUS, confirmed on 
biopsy. The patient commenced doxorubicin 
monotherapy and palliative radiation to skeletal 
metastases for pain management.

Despite systemic treatment her disease progressed 
with a vaginal recurrence 8 months after initial 
diagnosis whilst on doxorubicin therapy. She 
received radiotherapy for bleeding control and 
completed 6 cycles of doxorubicin. She remains 
alive with active disease at 13 months of follow-up.


