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Pacient

e 27- lety muz s farmakorezistentni epilepsii trvajici 4 roky

* FBTCS — fokalni zachvaty prechazejici do bilateralniho tonicko-
klonického zachvatu

* Pozachvatova zmatenost, spavost, agitovanost a afazie.
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Peroperacni nalez

e Ohranicenad léze Sedo-rtizové barvy subkortikalné uloZzena
* Gross-total resekce

* Elektrokortikografie z postresekcni dutiny zobrazujici normalni
elektrickou aktivitu.
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Ki-67




Genetické vysetreni

* PCR sekvenace gent IDH1/2 — negativni, IDH wildtype
* FISH vysetreni kodelece 1p/19qg — bez priukazné kodelece

* PCR mutacni analyza genu BRAF — prukaz aktivacni mutace BRAF V600

Prehled IHC

Pozitivni markery Negativni markry

GFAP EMA

OLIG2 IDH1

CD34 Wildtype exprese p53 a ATRX
Neu-N

Synaptophysin






PLNTY — polymortni low-grade
neuroepitelialni tumor mladych

WHO CNS 2021 —grade 1



ow-grade
ni tumor mladych

PLNTY — polymorfni
neuroepitelia

»> Acta Neuropathol. 2017 Mar;133(3):417-429. doi: 10.1007/s00401-016-1639-9. Epub 2016 Nov 3.

Polymorphous low-grade neuroepithelial tumor of
the young (PLNTY): an epileptogenic neoplasm with
oligodendroglioma-like components, aberrant CD34
expression, and genetic alterations involving the
MAP kinase pathway

Jason T Huse !, Matija Snuderl 2 David T W Jones 3, Carole D Brathwaite 4, Nolan Altman 2,
Ehud Lavi &, Richard Saffery 7, Alexandra Sexton-Oates 7, Ingmar Blumcke &, David Capper ?,
Matthias A Karajannis 1° 17, Ryma Benayed 12, Lukas Chavez *, Cheddhi Thomas 2, S oo i . A
Jonathan Serrano 2, Laetitia Borsu 2, Marc Ladanyi 2, Marc K Rosenblum 12 | e Pt i A ]

Morphological features of PLNTY. Oligodendroglial (a, b), fibrillary
astrocytic (c, d), and spindled astrocytic (e, f) features as seen in cases
3(a, c,e)and 6 (b, d, f). Vague perivascular pseudorosetting (g, h) as
seen in case 5 by smear preparation (g) as well as sectioning (h)




PLNTY — polymortni low-grade neuroepitelialni
tumor mladych — genetické alterace

* Dysregulace v MAP kinazoveé signalni kaskadé
* Alterace genu BRAF, FGFR2, FGFR3 a NTRK2

Chen et al. BMC Neurology (2020) 20:123

https://doi.org/10.1186/512883-020-01679-3 BMC Neuro I Ogy

CASE REPORT Open Access

Polymorphous low-grade neuroepithelial @
tumor of the young: case report and review
focus on the radiological features and

genetic alterations

Yinggian Chen'", Tian Tian?', Xinwen Guo®, Fenfen Zhaﬂgz, Miao Fan', Huawei Jin*" and Dawei Liu®




WHO CNS 2021

World Health Organization Classification of Tumors of the Central Nervous System, fifth edition

Gliomas, glioneuronal tumors, and neuronal tumors
Adult-type diffuse gliomas
Astrocytoma, IDH-mutant
Oligodendroglioma, IDH-mutant, and 1p/19g-codeleted
Glioblastoma, IDH-wildtype

Pediatric-type diffuse low-grade gliomas

Pediatric-type diffuse high-grade gliomas
Diffuse midline glioma, H3 K27-altered
Diffuse hemispheric glioma, H3 G34-mutant
Diffuse pediatric-type high-grade glioma, H3-wildtype and IDH-wildtype
Infant-type hemispheric glioma

Circumscribed astrocytic gliomas
Pilocytic astrocytoma
High-grade astrocytoma with piloid features
Pleomorphic xanthoastrocytoma
Subependymal giant cell astrocytoma
Chordoid glioma
Astroblastoma, MN1-altered

Neuro-Oncology

XX(XX), 1-21, 2021 | doi:10.1093/neuonc/noab106 | Advance Access date 29 June 2021

The 2021 WHO Classification of Tumors of the Central
Nervous System: a summary

David N. Louis, Arie Perry, Pieter Wesseling®, Daniel J. Brat®, lan A. Cree,
Dominique Figarella-Branger, Cynthia Hawkins, H. K. Ng, Stefan M. Pfister, Guido Reifenberger,
Riccardo Soffietti, Andreas von Deimling, and David W. Ellison



Biologické chovani

* WHO CNS 2021 —grade 1

* Kazuistika popisujici progresi v GBM

* PLNTY s fuzi FGFR3-TACC3

» Acta Neuropathol. 2021 Jan;141(1):123-125. doi: 10.1007/s00401-020-02245-4. Epub 2020 Nov 23.

Malignant transformation of a polymorphous low
grade neuroepithelial tumor of the young (PLNTY)

Tejus A Bale * T, Sameer F Sait ¥ 2, Jamal Benhamida 3, Ryan Ptashkin 3, Sofia Haque ¢,
Liliana Villafania 3, Martin Sill 2 8, Justyna Sadowska 3 Razia B Akhtar 7, Benjamin Liechty g
Rupa Juthani ? 1 Marc Ladanyi ® ?, Mary Fowkes 11, Matthias A Karajannis * 2,

Marc K Rosenblum # 3

Affiliations + expand
PMID: 33226472 DOI: 10.1007/s00401-020-02245-4



Dif. dg.

* Difuzni gliomy
e Oligodendrogliom, IDH-mutovany s kodeleci 1p/19q
* Oligoastrocytom NOS
* Difuzni astrocytom, IDH-wildtype

* LEATs
* Gangliogliom
* Pilocytarni astrocytom



Dékuji za pozornost
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