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60 year old male from Nigeria

Hist()ry & Ima glng 2 to 3 months of right-sided headaches

7 x 6 cm infiltrative skull base mass on MRI

T1 with contrast T1 with contrast T2-FLAIR
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Morphological Ditfferentials

* Conventional chordoma

* Chordoid meningioma

* Chordoid glioma

* Atypical teratoid/rhabdoid tumor

* Desmoplastic myxoid tumor of the pineal region, SMARCB1-mutant
* Invasive pituitary adenoma

* Primary papillary epithelial tumor of the sella (PPET)

* Other (sarcomas, metastases...)
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Summary of IHC

Negative staining:

CK AE1/AE3 STAT6
CKS8/18 D2-40
Brachyury SMA
GFAP Desmin
EMA HHV-8
PR CAMTAI
Synaptophysin
TTF-1
S100

Positive staining:
CD34
CD31
ERG

INI-1 retained

Sarcoma targeted gene
fusion/rearrangement panel:

YAPI1::TFE3 fusion identified




Epithelioid Hemangioendothelioma (EHE)
with YAPI::TFE3 fusion



* Rare malignant vascular
neoplasm

* Most commonly occurs 1n soft
tissue, lung, liver, and bone

e Most are associated with a
WWTRI-CAMTAI fusion
(>90% of cases)

- CAMTAI
immunohistochemistry 1s a
good surrogate marker.

CAMTALI1 (current case)



EHE with YAP1-TFE3 fusion

* Small subset of EHE cases
* Three dominant architectural patterns
(Dermawan et al. 2021):

* Solid sheets/nests separated by
fibrous septa

* Pseudoalveolar and
(pseudo)vasoformative pattern

* Discohesive strands/clusters in
myxo-hyaline stroma

Pictures from Dermawan JK, Azzato EM, Billings SD, et al. Mod Pathol. 2021;34(12):2211-2221.



Outcomes of EHE with YAPI-TFES3 fusion

* May be more likely to metastasize than CAMTAI fusion cases

* Of 24 cases studied by Dermawan et al. 2021:
* Over half (59%) presented with multifocal disease
* 7 cases with distant metastases
* 5-year progression-free survival 88%

* Many experience years of stable disease despite multifocal and/or metastatic
tumor.
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