An unusual epithelioid neoplasm:
Another mimic to add to the list!
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Clinical presentation

90 year old woman

Palpable painless mass of left lower back






Post-contrast T1 FDG PET-CT
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Negative markers

EMA
SMA
h-Caldesmon
Desmin
S100 (F)
Melan-A
HMB45
Inhibin
CD34 (F)
STAT6
ERG
CD117

Chro

mogranin




Ki67




US-guided core biopsy, left lower lumbar paraspinal
mass: Low-grade epithelioid mesenchymal neoplasm,

difficult to further subtype.

Differential diagnoses - carcinoid tumour,
paraganglioma, glomus tumour, PEComa, ependymoma
and GLI1-rearranged malignant epithelioid neoplasm.
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Molecular testing

lllumina Ampliseq 33 gene NGS assay

CTNNB1 p.(ser33Phe) 43% VAF

. i

B-catenin




US-guided core biopsy, left lower lumbar paraspinal
mass: Epithelioid mesenchymal neoplasm with CTNNB1
mutation, consistent with so-called

Pseudoendocrine sarcoma
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Check for
updates
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Meningioma-like
Ultrastructural Features
of Pseudoendocrine
Sarcoma

To the Editor:

Pseudoendocrine sarcoma, a pro-
visional term for a rare distinctive and
recenly described tumor, most com-
monly involves the paravertebral soft

LETTER TO THE EDITOR

tissue of older individuals.! Microscopi-
cally, pseudoendocrine sarcoma exhibits
a nested and trabecular architecture and
is composed of uniform epithelioid cells,
with round nuclei and speckled chroma-
tin reminiscent of well-differentiated
neuroendocrine  tumors.!  However,

pseudoendocnine  sarcoma  lacks  the
expression  of neuwroendocnne  im-
munohistochemical markers, including
synaptophysin,  chromogranin, and
INSM1. In addition, most tumors are
negative for epithelial markers, including




Pseudoendocrine sarcoma (n=26)

e 15 (58%) males : 11 females
* Median age 62 years (29 — 90)

* 85% truncal locations (esp. paravertebral soft tissues)
* Posterior head, thigh, orbit

* All deep soft tissue (intramuscular), some involving bone (vertebrae)

* Palpable (painful) mass, others incidental
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No nuclear B-catenin or

neuroendocrine markers
CTNNB1 mutation
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Differential diagnosis

Tk

PSEUDOENDOCRINE SARCOMA

* Negative for neuroendocrine
markers

e Nuclear B-catenin and CTNNB1
mutation

PARAGANGLIOMA

Stains for neuroendocrine
markers and SOX10 (SC)

SDH, NF1, RET, VHL alterations
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Differential diagnosis
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PSEUDOENDOCRINE SARCOMA GLOMUS TUMOUR
* Nuclear B-catenin and CTNNB1 *  Prominent cell borders

e e Stains for SMA and h-
caldesmon




Differential diagnosis
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PSEUDOENDOCRINE SARCOMA

* Monotonous and purely
epithelioid

e Nuclear B-catenin and CTNNB1
mutation
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GLI1-m. EPITHELIOID TUMOUR

Cytological variability, with
spindle cells

GLI1 (IHC and/or molecular)
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Pseudoendocrine sarcoma (n=17)

* Median follow-up 3.5 years (2mth — 20 yrs)

* 45% local recurrence at 3 — 6 years

* Most with positive margins

* 20% distant metastases at 1 — 20 years
*  Lymph node and lungs
* One patient AWED at 9 years

* No recorded death from disease

* Recommended treatment — wide excision



Pseudoendocrine sarcoma

* Distinct mesenchymal neoplasm of uncertain differentiation
* Older adults at truncal locations

* Nested epithelioid morphology resembling neuroendocrine
tumours

* Negative for keratins and neuroendocrine markers; strong and
diffuse nuclear B-catenin

e CTNNB1 mutation

* Significant risk of recurrence and metastases
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