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Historia Clinica

» ldentificacao:
M.J.S.S.
Sexo masculino
64 anos

» Clinica:
Periodos de desorientacao

Alteracao da sensibilidade e diminuicao da forca dos
membros esquerdos



RM craneo-encefalica

" lesdo expansiva quistico-necrética temporal direita, com 49x31mm”

“condiciona deformagao ventricular, com desvio das estruturas da linha média para a esquerda de
cerca de 11mm e hérnia uncal direita”
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Slice: 5 mm
Pos: 21.2217
TR: 4320
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Macroscopia

» Formacao nodular de 3,5x3x1,5cm, de superficie
externa em parte lisa e em parte bosselada com
areas anfractuosas e superficie de corte
demonstrando tecidos esbranquicados e elasticos
com focos de hemorragia.
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Imuno-histoquimica

GFAP Proteina S100




Imuno-histoquimica

EMA MNF 116




Imuno-histoquimica

Vimentina CD 99




Imuno-histoquimica

Sinaptofisina




Diagnostico definitivo

» Ependimoma com diferenciacao neural



Table 1 The 2007 WHO Classification of Tumours of the Central Nervous System. Reprinted from Ref. 35

TUMOURS OF NEUROEPITHELIAL TISSUE Neuronal and mixed neuronal-glial tumours

Dysplastic gangliocytoma of cerebellum
Astrocytic tumours (Lhermitte-Duclos) 9493/0
Pilocytic astrocytoma 9421/11 Desmoplastic infantile astrocytoma/

Pilomyxoid astrocytoma 9425/3* ganglioglioma 9412/1
Subependymal giant cell astrocytoma 9384/1 Dysembryoplastic neuroepithelial tumour 9413/0
Pleomorphic xanthoastrocytoma 9424/3 Gangliocytoma 9492/0
Diffuse astrocytoma 9400/3 Ganglioglioma 9505/1

Fibrillary astrocytoma 9420/3 Anaplastic ganglioglioma 9505/3

Gemistocytic astrocytoma 941173 Central neurocytoma 9506/1

Protoplasmic astrocytoma 9410/3 Extraventricular neurocytoma 9506/1*
Anaplastic astrocytoma 940173 Cerebellar liponeurocytoma 9506/1°
Glioblastoma 9440/3 Papillary glioneuronal tumour 9509/1*

Giant cell glioblastoma 9441/3 Rosette-forming glioneuronal tumour

Gliosarcoma 9442/3 of the fourth ventricle 9509/1°*
Gliomatosis cerebri 9381/3 Paraganglioma 8680/1

Oligodendroglial tumours Tumours of the pineal region
Oligodendroglioma 9450/3 Pineocytoma 9361/1

Anaplastic oligodendroglioma 945173 Pineal parenchymal tumour of
intermediate differentiation 9362/3
Oligoastrocytic tumours Pineoblastoma 9362/3
Oligoastrocytoma 9382/3 Papillary tumour of the pineal region 9395/3*
Anaplastic oligoastrocytoma 9382/3
Embryonal tumours
Ependymal tumours Medulloblastoma 9470/3
Subependymoma 9383/1 Desmoplastic/nodular medulloblastoma 9471/3
Myxopapillary ependymoma 93941 Medulloblastoma with extensive
Ependymoma 939173 nodularity 9471/3°
Cellular 9391/3 Anaplastic medulloblastoma 9474/3*
Papillary 939373 Large cell medulloblastoma 9474/3
Clear cell 9391/3 CNS primitive neuroectodermal tumour 9473/3
Tanycytic 9391/3 CNS Neuroblastoma 9500/3
Anaplastic ependymoma 93923 CNS Ganglioneuroblastoma 9490/3
Medulloepithelioma 9501/3
Choroid plexus tumours Ependymoblastoma 9392/3
Choroid plexus papilloma 9390/0 Atypical teratoid / rhabdoid tumour 9508/3
Atypical choroid plexus papilloma 9390/1*
Choroid plexus carcinoma 9390/3




Table 1 The 2007 WHO Classification of Tumours of the Central Nervous System. Reprinted from Ref. 35

TUMOURS OF NEUROEPITHELIAL TISSUE Neuronal and mixed neuronal-glial tumours
Dysplastic gangliocytoma of cerebellum
Astrocytic tumours (Lhermitte-Duclos) 9493/0
Pilocytic astrocytoma 9421/11 Desmoplastic infantile astrocytoma/
Pilomyxoid astrocytoma 9425/3* ganglioglioma
Subependymal giant cell astrocytoma 9384/1 Dysembryoplastic neuroepithelial tumour
Pleomorphic xanthoastrocytoma 9424/3 Gangliocytoma
Diffuse astrocytoma 9400/3 Ganglioglioma
Fibrillary astrocytoma 9420/3 Anaplastic ganglioglioma
Gemistocytic astrocytoma 941173 Central neurocytoma
Protoplasmic astrocytoma 94103 Extraventricular neurocytoma
Anaplastic astrocytoma 9401/3 Cerebellar liponeurocytoma
Glioblastoma 9440/3 Papillary glioneuronal tumour
Giant cell glioblastoma 9441/3 Rosette-forming glioneuronal tumour
Gliosarcoma 9442/3 of the fourth ventricle
Gliomatosis cerebri 9381/3 Paraganglioma

Oligodendroglial tumours Tumours of the pineal region
Oligodendroglioma 945073 Pineocytoma

Anaplastic oligodendroglioma 9451/3 Pineal parenchymal tumour of
intermediate differentiation
Oligoastrocytic tumours Pineoblastoma
Oligoastrocytoma 9382/3 Papillary tumour of the pineal region
Anaplastic oligoastrocytoma
Embryonal tumours

Ependymal tumours Medulloblastoma
Desmoplastic/nodular medulloblastoma
Medulloblastoma with extensive

nodularity

Anaplastic medulloblastoma
Large cell medulloblastoma

CNS primitive neuroectodermal tumour
CNS Neuroblastoma
CNS Ganglioneuroblastoma
Medulloepithelioma

Subependymoma
Myxopapillary ependymoma
Ependymoma

Cellular

Papillary

Clear call

Tanycytic
Anaplastic ependymoma
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Choroid plexus tumours

Choroid plexus papilloma Atypical teratoid / rhabdoid tumour
Atypical choroid plexus papilloma

Choroid plexus carcinoma




Grading WHO

- Baixo potencial proliferativo

e possibilidade de cura ap6s
resseccao cirurgica.

— Na generalidade
Infiltrativas por natureza e, apesar
do baixo nivel de actividade
proliferativa, capazes de recidivar.

- Evidéncia histolégica de
malignidade, incluindo atipia
nuclear e actividade mitética. QT
e/ou RT adjuvantes

— Malignidade citologica,
actividade mitotica, necrose.
Evolucao fatal rapida pré e pos-
cirurgia.

Astrocytic tumours

Subependymal giant cell
astrocytoma

Pilocytic astrocytoma
Pilomyxoid astrocytoma

Diffuse astrocytoma

Pleomorphic xanthoastrocytoma

Anaplastic astrocytoma

Glioblastoma

Giant cell glioblastoma

Gliosarcoma

Oligodendroglial tumours

Oligodendroglioma

Anaplastic oligodendroglioma

Oligoastrocytic tumours

Oligoastrocytoma

Anaplastic oligoastrocytoma

Ependymal tumours
Subependymoma

Myxopapillary ependymoma

.

Anaplastic ependymoma

Choroid plexus tumours

Choroid plexus papilloma
Atypical choroid plexus papilloma

Choroid plexus carcinoma




Ependimoma

» Definicao:
» Tumor de crescimento lento constituido por células neoplasicas
ependimarias
» Incidéncia:
» 2-9% dos tumores neuro-epiteliais
» 30% tumores primarios do SNC em criangas com < 3 anos

» Localizacao:
Intra-cranianos (40 % supra-tentoriais; 60% infra-tentoriais)
Espinhal medula
Raros extra-neurais

» Distribuicao etaria:
Todas as idades: infra-tentorial ++ criancas
supra-tentorial criancas e adultos



Histologia — Ependimoma classico

Bem delimitado

Interface bem demarcado tumor/parénquima cerebral.
Pode ocorrer infiltracao.

Celularidade moderada

Nucleos monomorficos, redondos ou ovais, com fendas,
sulcos e/ou pseudo-inclusoes

Cromatina em sal e pimenta
Mitoses raras ou ausentes

Alteracdes degenerativas: mixoides, hemorragia intra-
tumoral, calcificacoes, focos de cartilagem e 0sso.

Hialinizacao dos vasos sanguineos



Histologia — Ependimoma classico

Pseudo-rosetas ependimarias:
celulas neoplasicas dispostas
em redor dos vasos com zona _—
perivascular anuclear constituida |
por processos fibrilares ricos em
proteina fribrilar glial

GFAP + - largura = 3x didametro de GV

Rosetas ependimarias
verdadeiras e canais
ependimarios: células dispostas
em redor de [lumen (minoria de
casos),




Histologia - tipos

» Celular:

+++ extraventricular
Areas densamente celulares / areas paucicelulares

» Papilar:
Raro

» Projeccgdes finger-like revestidos por epitélio cilindrico
simples

» DD Papiloma plexo coréide

» Celulas claras:
+++ supra-tentorial, criancas
Halos claros perinucleares oligodendroglia-like
DD: oligodendroglioma, neurocitoma central

» Tanicitico:

+++ espinhal medula

Células bipolares e alongadas com processos fibrilares
longos




Acta Neuropathol (2007) 113:313-324
DOI 10.1007/s00401-006-0153-x

ORIGINAL PAPER

Ependymomas with neuronal differentiation: a morphologic
and immunohistochemical spectrum

Fausto J. Rodriguez - Bernd W. Scheithauer - Peter D. Robbins -
Peter C. Burger - Richard B. Hessler - Arie Perry + Patrice C. Abell-Aleff -
Gary W. Mierau

Diferenciagcao neuronal em ependimomas é rara.
38 ependimomas: 10 com diferenciacao neuronal

Mais frequentemente achado imuno-histoquimico do que histolégico ou ultra-
estrutural

Significado prognéstico? Extensdo da ressecc¢ao cirurgica mais importante

Co-expressao de marcadores glial e neuronal - patogénese



Patogénese

Radial glia - provavelmente dao
origem a maioria dos neurénios,
astrocitos, oligodendrécitos e células
ependimarias do cérebro.

Ependimomas supratentoriais:
desregulacao da via de sinalizacao
NOTCH (clivagem do receptor
NOTCH pela y-secretase) promove
formacao de CSC ependimarias

Inibidores da y-secretase— tratamento
eficaz?

CANCER CELL : OCTOBER 2005 - VOL. 8
Radial glia cells are candidate stem cells of ependymoma

Michael D. Taylor,'® Helen Poppleton,'® Christine Fuller,?2 Xiaoping Su,® Yongxing Liu,® Patricia Jensen,'
Susan Magdaleno,' James Dalton,? Christopher Calabrese,’ Julian Board,' Tobey MacDonald, *
Jim Rutka,® Abhijit Guha,® Amar Gaijjar,” Tom Curran,' and Richard J. Gilbertson'-7-*

British Journal of Cancer (2007) 96, 6
Normal RG Research UK All rights reserved 0007 - 0920/07  $30.00
J www.bjcancer.com

Minireview

Stem cells of ependymoma
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Tratamento Prognostico

» Resseccao cirurgica. ,
» Indice proliferativo (Ki-67)
Inferior a 4% associado a

» Sem indicacao para : )
GaSTp maior sobrevida.

tratamento adjuvante.
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TUMOURS OF NEUROEPITHELIAL TISSUE

Astrocytic tumours
Pilocytic astrocytoma
Pilomyxoid astrocytoma
Subependymal giant cell astrocytoma
Pleomorphic xanthoastrocytoma
Diffuse astrocytoma
Fibrillary astrocytoma
Gemistocytic astrocytoma
Protoplasmic astrocytoma
Anaplastic astrocytoma
Glioblastoma
Giant cell glioblastoma
Gliosarcoma
Gliomatosis cerebri

Oligodendroglial tumours
Oligodendroglioma
Anaplastic oligodendroglioma

Oligoastrocytic tumours
Oligoastrocytoma
Anaplastic oligoastrocytoma

Ependymal tumours
Subependymoma WHO Grade |
Myxopapillary ependymoma WHO Grade |
Ependymoma WHO Grade II

Cellular

Papillary

Clear cell

Tanycytic

Anaplastic ependymoma WHO Grade i

Choroid plexus tumours
Choroid plexus papilloma

Atypical choroid plexus papilloma
Choroid plexus carcinoma

9421/11
9425/3*
9384/1
9424/3
9400/3
9420/3
941173
941073
940173
944073
944173
9442/3
9381/3

9450/3
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Table 1 The 2007 WHO Classification of Tumours of the Ceatral Nervous System. Reprinted from Ref. 35

Neuronal and mixed neuronal-glial tumours

Dysplastic gangliocytoma of cerebellum
(Lhermitte-Duclos)

Desmoplastic infantile astrocytoma/
ganglioglioma

Dysembryoplastic neuroepithelial tumour

Gangliocytoma

Ganglioglioma

Anaplastic ganglioglioma

Central neurocytoma

Extraventricular neurocytoma

Cerebellar liponeurocytoma

Papillary glioneuronal tumour

Rosette-forming glioneuronal tumour
of the fourth ventricle

Paraganglioma

Tumours of the pineal region

Pineocytoma

Pineal parenchymal tumour of
intermediate differentiation

Pineoblastoma

Papillary tumour of the pineal region

Embryonal tumours

Medulloblastoma
Desmoplastic/nodular medulloblastoma
Medulloblastoma with extensive

nodularity

Anaplastic medulloblastoma
Large cell medulloblastoma

CNS primitive neuroectodermal tumour
CNS Neuroblastoma
CNS Ganglioneuroblastoma
Medulloepithelioma
Ependymoblastoma

Atypical teratoid / rhabdoid tumour

9493/0

94121
94130
9492/0
9505/1
9505/3
9506/1




Ependimoma

Clinica

Radiologia

Supratentoriais

Adultos

Défices neurologicos focais
Aumento pressao intra-
craniana (cefaleias,
nauseas, vomitos)

Tamanho médio > 4cm
Hemorragia intratumoral e
calcificacao

Componente cistico

Infratentoriais

Criangas

Aumento pressao intra-
craniana (cefaleias,
nauseas, vomitos)
Envolvimento fossa

posterior: ataxia cerebelar,
disturbios visuais, tonturas)

Preenchem e distendem
4 .° ventriculo

Espinhais

Adultos

Filum
terminal:
criancas

Dor
Défices sensoriais ou
motores

Forma cilindrica
Pode ser cistico




