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Female, 35 years old. History of endometriosis (2021) with surgical resection. Currently undergoing treatment with Sibilla.Patient presents with a nodular, 
painful mass in the perineal area. MRI reveals a right ischiorectal mass, measuring 66 x 48 mm, low grade LPS needs to be excluded. CT scan shows no 
distant disease. Trucut biopsy indicates a low-grade myxoid tumor, likely either an angiomyxoma or angiomyofibroblastoma.

IVO Team: Isidro Machado, Hector Aguilar, Reyes Claramunt





SM
A

P
R

E
R

Desmi
n





Deep (aggressive) angiomyxoma)

• Histopathology and IHC-based Diagnosis
• HMGA2-positive
• FISH shows HMGA2 rearrangement in a subset.
• Positive surgical margin.
• Re-resection was considered, but there are concerns from the 
surgical team due to tumor localization.

• Adjuvant GnRH analogues (Decapeptyl)?
• Any other suggestions?



Boris Itkin, Oman
Sultan Qaboos Comprehensive Cancer Care and Research Center



• 35 y.o. male with no significant PMH
• Debute
• Left anterior falcine meningeal SFT 

since late 2016. 
• Resection in Dec. 2016 followed by 

another resection Jan. 2017 abroad. 
Then, on follow-up outside.

• Relapse
• In early 2022: low backache. FDG 

PET new D10 lesion (lytic,  54 x 46 
x 38 mm, 3.7 SUV, with spinal canal 
invasion and spinal cord 
impingement / compression). 
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• Treatment of the relapse

• Surgical decompression abroad with D10 laminectomy and D8, 9, 11, and 12 and metallic mesh cage 
on 30/4/2022. 

• HPE: SFT. Positive: STAT6, FLI1,CD99, BCL2. Negative:CD31, EMA,PR,CK,TLE1. 
Ki67=15%Mitosis: 2-3/HPF. Necrosis -, hemorrhage + .

• Post-operative radiotherapy, 59.4 Gy / #33 completed in July 2022. ->Observation

• New progression

• MRI March 2024: Progression with new soft tissue at D10 vertebral level extending into the spinal 
canal displacing and compressing the cord. Asymptomatic.

• *Ga68 DOTA SSTR PET 21.03.2024 - Somatostatin receptor expression lesion at D10 vertebra 
extending to the spinal canal. SUV=21. Bilateral lung nodules 0.3-0.6 cm, too small to characterize.
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• *MDT May 2024 the advice was against resection or RT and for systemic therapy..

• 06.06.PAZOPNAIB- FIRST LINE. dose was reduced to 400 for diarrhea grade 3-4 plus vomiting. 
08.07.2024 the

• MRI whole spine 28.08.2024 = Progression. Increase in soft tissue lesion at T10 level around 6.4 
cm in largest diameter in the axial plane, v/s 5.4 cm previously. 

• Reidentified bilateral involvement of T9-10 and T10-11 neural foramina

• MRI brain – NED

• CT CAP Sept 2024 - stable bilateral lung nodules0.3-0.6 cm, too small to characterize.

• Mild lumbar pain



• Summary
• Relapsed meningeal SFT. Difficulties to controlT10 lesions with 
local treatments. The significance of lung nodules not clear

 Questions to the board
Next medical therapy: Sunitinib? Other TKIs? Pazopanib 
rechallenge at full-dose? Chemotherapy?
What is the role of SST-directed radionuclide therapies? 177Lu?
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• 25 year old female 

• Law student 

- Usual medication: oral contraceptives.

- Personal history: cholecystectomy, social smoker 

- Date of last menstruation 5/9/24 

- No family history of cancer.

Current illness:

Dysphonia of 2 years of evolution

• Laryngoscopy: soft tissue tumor in left larynx 

Nodular and cystic supraglottic lesion with healthy mucosa with involvement of the ventricle and 
does not allow seeing the left vocal cord.

• MRI: 25mm left supraglottic lesion with transglottic caudal projection.

• CT scan and Brain MRI: no mets 













• IHC

- Positive: Desmin, SMA (focal), BCL2, CD10 (focal), Enolase (focal), TFE3 (focal)

- Negative: CK AE1/AE3, S100, SOX10, ERG, HMB45, CD117, Calrretinin, CD34, calponin, myogenin, p40, CK5/6, 
Chromogranin, SYN, CD45, CD20

- Ki 15%.

Alveolar sarcoma

Discussion: 

- Total laryngectomy in a 25-year-old patient?

- Do you consider preoperative treatment?
- Atezolizumab?
- Pazopanib?
- ITK+antiPD1/PDL1 combination (not approved in our country)

- If systemic treatment: Time? long term toxicity? fertility? 



CLINICAL CASE
Dr. Francisco Perrotta - Oncological Surgery  

Dra. Lizzi Gauto - General Surgery 
Dra. Sara Ramos – Generl Surgery



•Male 25 old years
• 1  month of evolution: diffuse abdominal pain
•PE: NON-PALPABLE TUMOR



•ULTRASOUND: At the level of the hypogastrium, in 
the topography of the bifurcation of the iliac vessels, a 
solid, heterogeneous, well-defined, predominantly 
hypoechoic formation with focal linear echogenic 
areas and internal calcification of 9 mm in diameter is 
observed. With changes in position, mobility of this 
mass is observed with position on the left psoas 
muscle on the left flank. The mass presents a color 
Doppler signal with a volume of 240 ml



• Tomography: 
Findings suggestive of a neoproliferative process in the 
abdominal-pelvic cavity, a desmoid tumor of the mesentery is 
proposed as a differential hypothesis vs. other tumors of 
mesodermal or neurogenic origin.

• Colonoscopy : Negative





Pathological anatomy (1)

• Fibroconnective tissue fragments compromised by a malignant 
neoplastic proliferation that grows in solid nests with small, 
poorly cohesive cells, little cytoplasm, ovoid and elongated 
nuclei with spotted chromatin, some mitoses and focus of 
necrosis



Pathological anatomy (2) REVIEW

Fragments of malignant neoplasic 
proliferation of small, round cells with little 
cytoplasm arranged in cellular groups and 
nests immersed in a desmoplatic stroma.
 Although the histological appearance is 
compatible with an intra-abdominal 
desmoplatic small cell tumour, 
immunohistochemical stains will be 
performed to confirm the diagnosis.
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 TREATMENT?

A. NEOADJUVANT CHEMOTHERAPY
B. SURGERY 
C. SURGERY + HIPEC                  
D. RADIOTHERAPY



THANKS!


