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Case 1. C.R. 60y old woman

February 2018: cervical node located at occipital, level 5. 

Excisional Biopsy – performed by a neurosurgeon: malignant 
granular cells tumor. Mitotic rate 7/10 HPF.



Pathology report
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Case 1. C.R.

Feb. 2021

She started with 1st line 
Doxorubicin.

May 2021

Response assessment: Progresion
of the disease (new lung nodes and 
growing of the neck lesion).

June 2021

Started Docetaxel + Gemcitabine. 
She complete 5 cycles and stoped 
therapy for peripherical 
neuropathy

Oct. 2021

Response assessment: parDal 
response (32% reducDon of the 
target lesions)

July 2022

a new CT reported dissease 
progresion, so the patient started 
Ifosfamide, completing 5 cycles 
with stable disease.

Apr. 2023

stable disease, however, with pain 
exacerbation in the primary site 
and growing of the lesion.



February 2023 April 2023



Which would be the most appropiate step?

• Radia%on therapy to the neck?
• Reexposure to Docetaxel – gemcitabine?
• TKIs? (pazopanib? )
• To perform a NGS genes panel for guiding therapy?
• Any other possible recommenda%on?



.

• 28-years-old male patient  

• No relevant Past Medical or Family History

• Abdominal pain for 2 months 
• Body weight loss of 10 kg

• CT CAP == Large (20.6 cm) heterogeneously 
enhancing mass within the lower abdomen 
reaching up to the right subhepatic space, 
causing a mass effect on the adjacent bowel 
loops, inseparable from the adjacent large and 
small bowel loops, in particularly the right-
sided bowel, and encasing the mesenteric 
vessels.

• PET-CT == Large hypermetabolic abdominal 
mass 20 x 14 cm, with necrosis occupying 
almost all right hemiabdomen

SUV max =37

Present Disease and Imaging



Histopathology

Biopsy done outside 13.10.2022
• Malignant neoplasm with small, round, 

blue cells with hyperchromatic nuclei and 
necrosis.

• CD99+ WT+
• CD56 -, AE1/AE3 -, LCA-, CD3-, CD20-, 

BCL6-, Chromogranin-
• Desmoplastic small round cells tumor is 

favored. Other diffs: neuroblastoma, 
rhabdoid tumor, Wilms tumor, 
rhabdomyosarcoma, synovial sarcoma

• A new Tru-cut biopsy was taken in our 
Hospital. The light microscopy was similar 
to the prior biopsy. However, the material 
was predominantly necrotic and not 
enough for a full IHC panel.



Treatment

• Interval compressed VDC/IE Induction Chemotherapy as per COG AEWS 1031 for 7 Cycles to PR

• Surgery: Abdominal mass resection plus Right Hemicolectomy plus HIPEC

Baseline A:er the cycle 6



Histopathology and NGS

-Round to spindle cell sarcomatous proliferation, residual. (7 foci)

-Tumor site: Omentum
- Maximum size of viable tumor focus: 0.6 cm.

- Extent of necrosis: 95%.
- Lymphovascular / perineural invasion: negative

- No tumor on the inked peritumoral fatty tissue surface 

- Adjacent fatty tissue showed satellite nodules with post treatment changes and free of residual 
tumor.

- The final pathological diagnosis was postponed until molecular testing results
MDT advised against adjuvant RT and to continue the same chemo up to 17 cycles.

He continued with Cycles 8 and 9 of VDC/IE.



Molecular testing: BCOR-MAML3 fusion transcript 

Question to the Board:

- Should we continue the same therapy, or due to an overall better 
prognosis of BCOR translocated sarcoma reduce the duration or 
intensity of the treatment?
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Clinical record

• 20-year-old man
• Salesman
• No comorbidities
• 2 month pelvic pain
• Pain exacerbated after a  slip
• X-rays: Lytic lesion - left iliac bone



CT

• Large, heterogeneous left iliac crest lesion
• Lytic and soft tissue component
• Septate appearance
• Mass effect on surrounding tissue



MRI

• Left iliac bone lesion
• Expansive
• Heterogeneous
• Bone destruction
• Septations
• Iliacus and gluteus minimus

muscle displacement
• No femoral affection
• No joint invasion



Pathology

Pathologist: Tibisay Viloria



CD99



WT1 ERG1



Positive markers Negative markers

• CD99 (patchy)
• WT1  
• TLE1 (weak/focal)
• ERG (weak/focal)
• VIMENTIN
• INI1

• PANCK
• S100
• DESMIN
• SMA
• CALDESMON
• EMA
• CK7
• CD34
• CD31
• BCOR

CIC-DUX4 and ETV4 not available

Dx: Undifferentiated small round cell sarcoma
CIC-rearranged sarcoma ? 

Question:

Treat according to Ewing sarcoma approach ?



Case 2. G.S. 47 y old man; St. Marteen.

Nov. 2021

Rectal disconfort and problems 
passing stools.

Dec. 2021

The colonoscopy showed an 
extrinsic compression to the rectal 
ampulla, and the MRI reported a 
mass of 3,3 cms attached to the 

rectum very suspicious of 
malignancy.

Dec. 2021

The biopsy was unconclusive and 
follow up was recommended.

Feb. 2022

another MRI was requested, 
showing a "polypoid rectal mass" 

of 5,5 cm. The physician 
recommended additional follow 

up.

Apr. 2023

The patient request a second 
opinion and he arrived to Panama. 

A new colonoscopy showed a 7 
cms tumor which starts at the 

anorectal union and extends until 
the middle rectum.

May 2023

MRI reported a retroprostatic
tumor of 6,5 cms. CT . Scan: No 
evidence of metastatic disease



MRI

Ø Retroprostatic solid tumor
Ø Rectum displacement to the left 

and wall infiltration
Ø Contact with the posterior 

prostatic capsule, w/o seminal 
vesicles infiltration 

Ø Levator ani muscle infiltration



Pathology 
Report



Which would be the most appropiate step?

• Start neoadjuvant Imatinib
• Proceed with surgical excision and give imatinib as adjuvant therapy
• Request a NGS (repeat biopsy for tissue) for potential resistance to 

imatinib (PDGFR 18 D842V)
• Any further recommendation?


