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CLINICAL HISTORY

A 40-year-old female presented with progressive headache and visual
disturbance since 6 months.

Ataxia on neurological examination.

MRI was done and it showed well circumscribed mass in the parieto-
occipital region along the third ventricle with slight contrast
enhancement. Few areas of cystic change were seen.



Craniotomy, lesion was removed and sent to SKMCH&RC.

Macroscopic examination showed multiple grey white tissue fragments
(4.0cm x 3.5cm x 1.0cm) in aggregate.















Microscopic features

* Discohesive growth pattern with papillae, pseudo papillae and
perivascular pseudo-rosetting

* Finger-like projections lined by single or multiple layers of cuboidal
tumor cells with smooth contiguous surfaces; associated areas of

extensive growth

e Psammoma bodies were also identified



Differential Diagnoses

Choroid plexus papilloma:

* Positive for CK, CK7 and

* Negative for CK20

* GFAP and Olig2 Negative

* Usually have single layer of cuboidal cells
overlying fibrovascular cores

* Presence of basement membrane

OVW/ehEatholo gy
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Papillary meningioma:

GFAP is Negative,

EMA Positive and PR variable

at least 50% areas have papillary features
high grade features (WHO grade lll)

cross sections could give appearance of
pseudo-papillae and perivascular
pseudo-rosettes

International journal of clinical and experimental pathology 6(5):878-
88 - May 2013
Indian Journal of Path and Micro 54(2), 410-411 2011




Papillary ependymoma:
* Positive for GFAP, EMA and Negative for Olig2
* Negative for CK

Metastatic carcinoma

* CK positive, mostly

Stark, A et al, Case Reports in Medicine, 2009
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DIAGNOSIS 7?7



e Papillary ependymoma, WHO grade |l

- a rare variant of classic ependymoma



Clinical Features

 Usually located along the 3 or 4t ventricle, however in one case
(described in literature) a small papillary ependymoma was reported at
the caudal entry of the aqueduct

* Mostly associated with hydrocephalus

* Corresponds to WHO grade Il



Prognosis

* Ten-year survival rate is approximately 45% in adults.
 Better prognosis than anaplastic ependymoma (WHO grade Ill)

e Usually associated with favorable outcomes, however in one or two
cases metastasis to other organs has also been reported.



Ependymoma Variants

Subependymoma (WHO grade 1)

* Microcystic change, cells embedded in fibrillary matrix, intraventricular location

Myxopapillary (WHO grade |)

. Fllongated(;ibrovascular processes arranged around vascular mucoid fibrovascular cores, classically located in
ilum, cauda

Variants of classic ependymoma (WHO grade Il) are
* Clear cell ependymoma (WHO grade 1)
* Clear cytoplasm with perinuclear halos, supratentorial (mostly), however, can also be seen in post fossa or spinal cord
* Tanycytic ependymoma (WHO grade Il)

* Irregular fascicles of variable size composed of elongated cells, rosettes (mostly) not seen, mainly in spinal cord

Other variants:
* RELA fusion positive (WHO grade Il or Ill)

. 702%; of all childhood supratentorial tumors, mainly genetically defined RELA fusion gene; can be demonstrated by positivity for
L1CAM

* Anaplastic ependymoma (WHO grade lll)

. Hligh grade nuclear features, necrosis, microvascular proliferation, mainly intracranial, may have clear cell or tanycytic features
along.



Molecular Classification

e Supratentorial

e RELA Fusion Classic/Anaplastic (all age groups) Poor

* YAP1 Fusion Classic/Anaplastic (all age groups) Good

* Balanced Subependymoma (adults) Good
* Posterior Fossa

e Balanced Classic/Anaplastic (infants) Poor

* Polyploidy Classic/Anaplastic (childhood to adults) Good

 Balanced Subependymoma (adults) Good
* Spinal

* NF2 mutation Classic/Anaplastic (childhood to adults) Good

* Polyploidy Myxopapillary (adults) Good

* 69 Deletion Subependymoma (adults) Good

Pajtler et al, Cancer Cell, 27(5), 728-43
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