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Ewing Sarcoma
EWSR1::FLI1

Dr James Ewing
1886-1943
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Desmoplastic Small Round Cell Tumour
EWSR1::WT1

Myxoid Liposarcoma
EWSR1::DDIT3

ExtraskeletalMyxoid Chondrosarcoma
EWSR1::NR4A3

Low Grade FibromyxoidSarcoma
EWSR1::CREB3L1

Angiomatoid Fibrous Histiocytoma
EWSR1::CREB1

Clear Cell Sarcoma
EWSR1::ATF1

Myoepithelioma of Soft Tissue
EWSR1::POU5F1 (amongst others)

Sclerosing Epithelioid Fibrosarcoma
EWSR1::CREB3L1
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Nine EWSR1 tumours in this galaxy is enough,
right?
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The EWSR1galaxy keeps growing 
ǘƻƻΧ



ΧǿƛǘƘ ŀ орȅƻ ƎŜƴǘƭŜƳŀƴ

Presented to ED before Christmas 2022

2 year history of lump in the groin

Increasing pain in last week, difficulty urinating

CT - 9cm partially calcified mass within the left 
pectineus muscle:

- Low grade sarcoma

- Venolymphaticmalformation

- Chronic haematoma

- Prior infection (hydatid/cystercosis)



Core 
biopsy



aƻǊǇƘƻƭƻƎƛŎ 5ƛŦŦŜǊŜƴǘƛŀƭǎ ƛƴŎƭǳŘŜŘΧ

ÅOssifying fibromyxoidtumour

ÅUnusual myositis ossificans

ÅMyoepithelioma

ÅTRK-rearranged tumour

ÅOther?



DesminS100

Unusual Immunoprofile



Diagnosis = Weird



What next - FISH testing?

ÅOssifying fibromyxoidtumour

ÅUnusual myositis ossificans

ÅMyoepithelioma

ÅTRK-rearranged tumour

ÅOther

ÅPHF1

ÅUSP6

ÅEWSR1

ÅNTRK3/2/1



LESSON 1 ςKnow whento test

Diagnosis=WEIRD; what we know so far:

ÅDiverse differential diagnoses

ÅLimited morphologic assessment on limited sampling

ÅNo overt high-grade features

ÅPatient in pain with secondary bladder dysfunction

ÅCurrent MBS covers ONE item of investigation for a selected list of 
sarcoma-related molecular aberrations



LESSON 1 ςKnow whento test

Discussion with surgeon in a multidisciplinary setting

ÅPrecise diagnosis not required for the next step in management
ÅSurgical excision and then test.

ÅDiagnostic morphological features may be identified within the 
excision specimen to better direct testing.



Best Christmas present for a pathologist?

More Tissue!

Complete excision



Ribbons of bone



Admixed fat



Circumscribed 
with small nodular 
extensions



Bland ovoid cells
Myxoid stroma


