* 68 rocny muz

* Klinicka diagnoza: tumor ossis sacri

* Biopsia z oblasti S1
e Zaslané 2 vazivové castice rozmerov 23x10x6 mm a 6x3x3 mm

e MUDr. Sagkova, FN Plzen



e CT panve a kyclenich kloub:
* Postkontrastné

* Solidni expanze sakra (ve vysi S1 az S3) s nehomogennim sycenim pri
nekrotickych okrscich tumordznich hmot. Proti PET/CT vysSetieni 10.3.2010 je
nalez v progresi, pri dnesni kontrole léze méri 108 x 80 x 63 mm (na PET/CT v
axialnim fezu 72 x 58 mm). USetrena je ¢ast massa lateralis sakra a kaudalni ¢ast
kosti (S4 a S5). Tumor ma osteolytickou aktivitu, ventralni kortikalis kosti je misty
zcela vymizela, dorsalne slupkovite zeslabena, nepravidelne rozrusena. Tumor
dosahuje k obéma S| kloubum (vice vpravo) a nové zpUsobuje i osteolyzu téla
obratle L5 dorsolateralné vpravo. Tumor stenozuje az okluduje i canalis sacralis.

* Jiné patologické zmény nezjisteny.

e Zaver: Progrese velikosti objemné solidni osteolytické expanze sakra. Tumor
zasahuje k obéma S| kloublm a nové infiltruje i télo obratle L5. Stendza az okluze
canalis sacralis tumorem. Patologicky proces je omezen na popisovanou lokalitu,
neprokazuji znamky generalizace v rozsahu vysetreni.
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DIAGNOZA?

Tip na1imuno?
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Imunofenotyp

* S100 a SOX10 +
* SMA, ERG, CD34, EMA, PgR, AE1/AE3 —
* Mib-1~ 1%



Sakralny schwannom

* Schwanndmy su jednym z najcastejsich tumorov v oblasti
miechy/miechového kandla

* Schwanndm os sacrum je vsak relativne vzacny tumor, tvori ~ 1-5%
spinalnych schwanndémov a menej ako 0,2% nadorov kosti

» Casto asymptomaticky tumor, ktory sa prejavi aZ v neskor§om $tadiu
e ,giant sacral schwannoma® - s vyraznym radiologickym nalezom

* Resekcia je komplikovana anatomickymi pomermi, ale mozna



e 44 roCha zena

* 9 rokov od operacie nadoru mozgu (lokalita?)
* je vdobrom klinickom stave, bez znamok recidivy

* Na ziadost klinika revizia povodného ndlezu (pripad laskavo poskytol
Doc.MUDr. Tomas Jirasek, Liberec)
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DIAGNOZA?



Genetika

* Mutacia ¢.395G>A, p.Argl32His génu IDH1
* Bez delécie 1p36

* Dokazana delécia 19q13

e Bez amplifikacie génu EGFR

* Bez delécie lokusu PTEN

* Bez mutacie promotora génu TERT

* Bez aneuploidie chromozému 7
* Bez amplifikacie C-MYC a N-MYC



Glioblastoma with a primitive neuronal
component

* Novy , pattern” glioblastomu
e Ostro ohranicené PNET-like fékusy v difUznom gliome, HW rozety +/-

* Neuronalne markery iba v PNET-like fékusoch
* Obe zlozky maju alteracie typické pre GBM (p53, PTEN, EGFR...)
* ~40 % mda MYCN / MYC amplifikaciu, iba v PNET-like zlozke

* Prognoza je podobna , konvencnému® GBM, ale ma tendenciu k
diseminacii likvorom.... Ina liecba (cisplatina, RT)



I
MODERN PATHOLOGY (2013) 26, 315-326 @
© 2013 USCAP, Inc. All rights reserved 0893-3952/13 $32.00 315

Diagnostic implications of IDH1-R132H
and OLIG2 expression patterns in rare

and challenging glioblastoma variants

Nancy M Joseph?, Joanna Phillips!?, Sonika Dahiya?, Michelle M Felicella?, Tarik Tihan?,
Daniel ] Brat* and Arie Perry!-?

* 34 glioblastomas with primitive neuroectodermal tumor-like foci
(PNET-like foci)

* IDH1 was expressed in 15% (5/34) of glioblastomas with PNET-like
foci




Int J Clin Exp Pathol 2011;4(7):651-660
www.ijcep.com /1JCEP1108017

Original Article

Glioblastoma with PNET-like components has a higher fre-
guency of isocitrate dehydrogenase 1 (IDH1) mutation and
likely a better prognosis than primary glioblastoma

Xianyuan Songl, R Andrew Allen?2, S Terence Dunn?, Kar-Ming FungZ, Peter Farmer3, Shital Gandhi4, Tulika
Ranjan>, Alexis Demopoulos®, Marc Symons’, Michael Schulder8, Jian Yi Li3

* Two out of 8 cases harbored isocitrate dehydrogenase 1 (IDH1)
R132H mutation



* 38-rocna zena

e intramedularny tumor C2-Th4 (maximum zmien v C2-Th1)

e Konzultacia, MUDr. Boris Rychly, Cytopathos s.r.o0., Bratislava
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Po 4 rokoch intrathekalna diseminacia v oblasti L1, L5
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DIAGNOZA?






Genetika

* KIAA1549-BRAF
 delécia 1p (bez kodelécie 19p)



Diffuse leptomeningeal glioneuronal tumor

ODG-like nador s leptomeningeadlnym rozsevom a pomalou progresiou

Tato ,jednotka” je zndma > 70 rokov

* Primary leptomeningeal ollgodendrogllomat05|s disseminated oligodendroglioma-like
leptomeningeal neoplasm...

Zatial nema grade (vacsina vyzera ako LG tumor, ale m6ze mat HG morfoldogiu)
Prevazne u deti / mladych dospelych

Parenchymova zlozka (CastejsSie v mieche) ma ODG-like morfologiu bez dezmoplastickej
reakcie, DNT-like morfoldgiu, alebo menej casto PA-like morfologiu (vzacne
gangllocytarna d|ferenC|aC|a)

IDH — wildtype
KIAA-BRAF fuzia (~75 %), vzacne mutacia BRAF, del 1p (~50-60 %), codel 1p/19q (~20 %)



FIGURE 1. A, Coronal T1-weighted MRI showing diffuse leptomeningeal thickening and contrast enhancement over the brain
surface. B, Sagittal T2-weighted MRI showing an intramedullary mass at C6-7 (case 2). C, Axial T1-weighted MRI showing cystic
lesions around the midbrain and medial temporal lobes.

Schniederjan et al. Am J Surg Pathol 2013;37:763-771



e 7 rocné dievca

* tumor lll. komory s rozsevom v bocnych komorach, IV. komore a
difuznym leptomeningealnym rozsevom v mieche

e konzultacia (pripad laskavo poskytla MUDr. Marta Jezova, Ph.D., FN
Brno)



Doc. MUDr. J. Skotakova, CSc., KDR, FN Brno
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DIAGNOZA?












IMUNO

* Olig2, SOX10 a SYP difuzne pozitivne
* NF a Neu-N negativne

* IDH1 negativne

e K27M negativne

* Mib-1 < 1%



Genetika

e KIAA1549-BRAF — negativne
* Del 1p/19q — negativne
* Mutacia FGFR-1



Diffuse leptomeningeal glioneuronal tumor

* Popisany 1 pripad agresivnheho tumoru s H3 K27M mutaciou (+
FGFR1, ATRX, ...)

e .... Dif dg. leptomeningealna diseminacia oligodendrogliomu,
pilocytického astrocytomu alebo difuzneho astrocytému



* 19-roCny muz

* v rozsirenom frontalnom rohu pravej postrannej komory je solidno-
cysticky tumor 45 x 39 x 23 mm

* pravdepodobne sa jedna o SEGA
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DIAGNOZA?



Genetika - NGS

* KIAA1549-BRAF negat
* bez fuzie/mutacie BRAF, FGFR1, NTRK

* Fuzia RAF1-TRIM?2
* bez del 1p a del 19¢

Pilocyticky astrocytom
(fuzia RAF1-TRIMZ2 doposial nebola popisana)



Table 2.01 Genetic alterations affecting the MAPK pathway in pilocytic astrocytomas and their diagnostic utility; adapted from Collins VP et al. {482)

BRAF and
KIAA1549

BRAF and
various other

genes

BRAF

NF1

FGFR1
FGFR1
NTRK family

KRAS

RAF1

Tandem duplications resulting in KIAA1549-BRAF fusion proteins,
all having the BRAF kinase domain and with the BRAF N-terminal
regulatory domain replaced by the N-terminal end of KIAA1549

Deletions or translocations resulting in BRAF fusion proteins, all
having the BRAF kinase domain and with the BRAF regulatory
domain replaced by the N-terminal part of another gene

V600E mutation

Loss of wild type and retained inherited mutation
Mutation

Fusions / internal tandem duplication

Fusions

Mutation

Fusions with consequences similar to those of BRAF fusions, i.e.
the loss of the regulatory domain and its replacement by the N-
terminal end of SGRAP3

oSl

> 70%

~5%

Common in pilocytic astrocytomas, particularly cerebellar;
rare in other tumour forms

Occur in pilocytic astrocytomas; extremely rare in other
entities

Occurs mainly in supratentorial pilocytic astrocytomas;
also in gangliogliomas, pleomorphic xanthoastrocytomas,
and dysembryoplastic neuroepithelial tumours

Typically germline; closely associated with optic pathway
pilocytic astrocytoma

Found mainly in midline pilocytic astrocytomas; frequency
not established in other entities

Rare In pilocytic astrocytoma; also observed in other low-
grade gliomas

Rare in pilocytic astrocytoma; frequency not established

in other entities

Rare in pilocytic astrocytoma; frequency not established
in other entities

Rare in pilocytic astrocytoma; frequency not established in
other entities

(176,178

(1176,2855}

{1176,2855)

{1176,2855)

{1176,2855)

{1176,2855)

{1176,2855)

{1176,2855)

(1176,2855)



Pripad c. 6

 dievCatko, 1 rok a 7 mesiacov, gliom lavej hemisféry (histologicka
diagndza EPN grade lli)

* resekcia a terapia podla protokolu Infant Ependymoma 2004 CNS
2007 (VRC, Carboplatina, MTX, Cisplatina) - chemoterapia dokoncena
2013

 reziduum/recidiva po 7. rokoch (vek 8 rokov a 7 mesiacov),
periventrikularne parietalne vlavo

e kompletna resekcia nadoru v 2 dobach



2011

2018
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DIAGNOZA?



NGS

e EWSR1-PLAGL1
* bez RELA fuzie, ziadne iné aberacie...

* Diagnoza???

Iba deskriptivna:

,Ohranicene rastuci, low-grade (?) glidlny/glioneuronalny tumor s
translokaciou EWSR1-PALGL1, NEC (not elsewhere classified)”



* 38 roCna Zzena

 Tumor ponsu, mezencefala a temporalneho laloka vlavo

e Ozarovana s klinickou diagnozou LG gliom kmena

e Konzultacia (Odd. patologie UNLP KosSice)
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Imuno

e Ki67 nizke...
* Overexpresia p53

* Expresia ATRX zachovana
* IDH-1 negativne
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Diffuse midline glioma, H3 K27M-mutant

* nova , pediatricka® jednotka
* Vyskytuje sa ale aj u dospelych pacientov, prevazne mladsieho veku
* maju prevazne astrocytarnu morfologiu (spektrum morfologie!)

* Priblizne 10 % tychto nadorov nema pritomné mitozy,
mikrovaskularnu proliferaciu ani nekrézy a histologicky by teda mohli
byt klasifikované ako grade Il



* Bez ohladu na morfoldgiu maju mimoriadne zIu prognodzu, co plati aj
pre dospelych pacientov a K27M mutované ohranicené gliomy

e K27M-mutované gliomy su klasifkované ako grade IV, bez ohladu na
histopatologicky grade



Pripad ¢. 8

* 50 rocny muz
* Klinicka diagnoza: recidiva adendomu hypofyzy, lieceny RAT

e Konzultacia (Odd. patologie UNLP KosSice)



1000 pm
















* mitoticka aktivita je nizka (0-1 B ;' : .
mitdza/10 hpf) BN T LA s R

e proliferacny index cca 3-5% (Mib-1) v
,hot-spots”

Negativne IHC:

* CAMS5.2, OSCAR

* chromogranin, SYP

* EMA, progesterone receptor
* GFAP, Olig2, S100, SOX10




DIAGNOZA?



e A SR L AR R R TR MRS L
? e By fe S04 70 T, mged

L4 ¢ b : é » : < - -, ¢
Crag S S AT Lty W g N

E . .
B R ot PR L R T Vit A Ll ¥

S
o
“' :. :
A V-
L
Fa

..':jo
Y ¥
!iy‘ -~ &

>

i

..

'y )
?
\\"‘
e
N |
‘..l'*t.“. A

?-;& X

- .
o NV

. : -
a0¥ v 0q !,'” oo o oy e . o
> "e e * » Ie"s P .
he, " ',o.‘..’r.'\t""..o :'\ "‘.: o' & o® ‘."ﬁp & o‘-'. .
B T S R THe A o
MBan e % il .t 0y 29 g8, 328 100e"! ¢ 0 v, " i



SPINDLE CELL ONCOCYTOMA, WHO grade |

* vzacny tumor neurohypofyzy zo spektra pituicytoma-spindle cell
oncocytoma-granular cell tumor of the sellar region

* Mierne sa liSia morfologicky

* Variabilny imunoprofil
e Granullar cell tumor: CD68+, S100+, GFAP -/+, TTF-1 +
 Pituicytdém: S100+, GFAP +/-, TTF-1 +
 Spindle cell oncocytoma: S100 +, EMA +/-, GFAP -/+, TTF-1+

* Klinicky benigne lézie, rekurencie velmi vzacne (nas pripad rekuroval po 9
rokoch) — rekurentné lézie mo6zu byt klinicky agresivnejsie



Pripad ¢. 9

e 22 roCny muz
* Tumor mozgu — bez udania lokality

e Konzultacia, Cytopathos Bratislava — revizia nalezu z roku 2010 (dg.
oligoastrocytom G Il)
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Ganglioglioma, Grade |

* proliferacna aktivita (Mib1 index) prakticky nulova
e zachovana expresia ATRX, IDH1-negativny
* bez overexpresie p53

* v gliovej komponente exprimuje GFAP a OLIG2
e gangliocytarna zlozka je SYP, NF, CHROM a CD34 pozitivna

* BRAF (V600E) negativna



* 5 rocny chlapec

* Tumor pinealnej oblasti

* Druhé citanie na Ziadost klinika, Cytopathos Bratislava (diagndza v.s.
pineocytom)

e Radiologicky rekurencia tumoru po niekolkych tyzdnoch
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Imuno

* Pozitivna expresia SYP, MAP2, PGP, INI-1 (vSetko dodané IHC preparaty)

* Negativna expresia SMA, EMA, PLAP, Glypican 3, NF, hCG, CD117, IDH1,
chromogranin A, GFAP, NeuN, LCA (vyrazna primes lymfocytov), CD3, CD20
(vSetko dodané IHC preparaty)

* Proliferacny index je obtiazne hodnotitelny, niektoré pravdepodobne
nadorové bunky su Ki-67-pozitivhe

 PHH3 znadi iba ojedinelé mitdzy, niektoré snad v nadorovych bunkach,
mnohé mitdzy su v zapalovych elementoch



DIAGNOZA?



Pineoblastoma,

WHO grade |V

 VVzZacny tumor pinealnej oblasti, prevazne detského/adolescentného
veku (priemerny vek ~18 rokov)

 \/yskyt sporadicky a u pacientov s Rb-syndromom (,,trilateral
retinoblastoma®) a u pacientov s DICER1 zarodoCnou mutaciou

* Kalcifikacie su bezné v
vo zvyskoch normalne
pineoblastome —ich p
morfologie nadorovyc

normalnej zlaze, +/- v benignych léziach (skor
No corpus pineale), ale mimoriadne vzacne v
ritomnost by ale nemala odviest pozornost od

N buniek



Pripad ¢. 11

e 22 roCny muz
e Tumor PO I. sin

* Konzultacia Odd. patolégie UNLP Kosice



2000 pm






















Imunoprofil Dodané imuno
* GFAP -

* OLIG2-

* SYP -

* NF fokalne +

» CK8/18 +

* SMA -

* Desmin —

* Myogenin —

* LCA-

* Beta catenin —
* INI-1+

* Mib-1 takmer 100%
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Imunoprofil

Doplnené imuno
« AE1/AE3 +

* CD30 +

* PLAP +

* NANOG +

* OCT3/4 +

* SALLE +

* Beta-HCG —
* Glypican3 —
* AFP —

Dodané imuno
* GFAP -

* OLIG2-

* SYP -

* NF fokdlne +
 CK8/18 +

* SMA -

* Desmin —

* Myogenin —

* LCA-

* Beta catenin —
* INI-1 +

* Mib-1 takmer 100%



Embryonal carcinoma

* Je nutné vylucit mozZnost metastazy, vratane moznosti regresie origa v
testis

* \\ykonana orchiektomia
 atrofické testis s jazvou

* mikroskopicky IGCN (germ cell neoplasia in situ), kalcifikacie v tubuloch, bez
invazivnej komponenty



—m——

CD30
Glypican 3
CD117
NANOG
OCT3/4
PLAP
D2-40
SALL4
SOX17
SOX2
BHCG

+ (100%)

+ (100%)

+ (100%)

+ (90-100%)
+(100%)
+(100%)
+(95%)

(00307 | -

+/- (80-90%) - _ _

-/+ (do 5%) _ +/-(80%)  +/- (do 20%)

+ (100%) _
+ (100%) )

+ (80-90%) _

_ ..

+ 1004 I
_ .-

+ (96%) : _ +/-

- - + (100%) -



Pripad ¢. 12

* 36-rocha zena

* interhemisfericky TU — pravdepodobne ependymom lll.komory, v dif.
dg. TU hypothalamu s propagaciou kranialne, alebo TU stopky
hypofyzy - makroadenom s propagaciou do obl. Ill. komory

* pooperacny diabetes insipidus (hyperosmolalita, hypernatriémia,
dehydratacia)
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Papillary craniopharyngioma, WHO grade |

* vacsinou supraselarny tumor, alebo oblast Ill. komory

* solidny, menej Casto cysticky

* takmer bez vynimky nador dospelého veku

e +/-lepsSia progndza ako adamantinézny kraniofyrangedém

* fibrovaskularne jadro a blandny skvamozny epitel, vzacne
poharikovité bunky alebo riasinkovy epitel

* bez palisadovania jadier na periférii, nema ,wet keratin“ a ,whorling”
struktury, bez kalcifikacii



Papillary craniopharyngioma, WHO grade |

* Histologicky benigne lézie (WHO grade 1), ale lokalne agresivne, s
tendenciou k rekurencidm s neurologickym/endokrinologickym
deficitom

e Standardom postoperacnej terapie po subtotalnej resekcii je
radioterapia

e 80-95% ma mutaciu BRAF V600E

e v ,case reportoch” dokdzand ucinnost cielenej liecby - dabrafenib +
trametinib (BRAF + MEK inhibitor)
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BRIEF COMMUNICATION
Dramatic Response of BRAF V600E Mutant Papillary
Craniopharyngioma to Targeted Therapy

Priscilla K. Brastianos®, Ganesh M. Shankar *, Corey M. Gill*, Amaro Taylor-

Weiner, Naema Nayyar, David J. Panka, Ryan J. Sullivan, Dennie T. Frederick,
Malak Abedalthagafi, Pamela S. Jones, Ian F. Dunn, Brian V. Nahed, G

) ) ) ) ) Dabrafenib
Javier M. Romero, David N. Louis, Gad Getz, Daniel P. Cahillt, Trametinib
Sandro Santagatat, William T. Curry Jrt, Fred G. Barker IIt

Fig.2 Radiological evaluation of 9000
the two readers, one 4000
Acta Neurochir (2017) 159:2217-2221 (! “eurosu(;gefn fE“J) and 0}?6
DOI 10.1007/500701-017-3311-0 neuroradiologist (JW), who 7000

independently evaluated the CT
and MRI scans. The
neuroradiologist was blinded to
the diagnosis and the treatment
plan

CASE REPORT - BRAIN TUMORS 6000
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Recurrent papillary craniopharyngioma with BRAFV600E 00
mutation treated with neoadjuvant-targeted therapy 2000

1000
Elham Rostami' - Petra Witt Nystrom > - Sylwia Libard*® « Johan Wikstrom® -

Olivera Casar-Borota*® « Olafur Gudjonsson’

First MRI Preoperative Postop CT  Postoperative 4w of treatment7w of treatment 15w of
MRI recurrent MRI treatment
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* 4-roCné dievcatko
 zvracanie, polyuria, polydipsia - susp. diabetes insipidus
e atrofia papily zrakového nervu vpravo

* MRI: objemna, prevazne cysticka expanzia hypofyzy zasahujuca
supraselarne

* Vzhladom k charakteru signdlu v T1 sa moze jednat o koloidnu cystu
rathkeho vychlipky, skér ako cysticky degenerovany kraniopharyngeom






2000 pm













Imuno

* BRAF negat.
* Beta- catenin loziskovo v cytoplazme a jadre



Adamantinous craniopharyngioma, WHO grade |

 postihuje deti (5-15 rokov) aj dospelych (45-60 rokov)
mutacia CTNNB1 ~ 95%

* nuklearna exEresiq B-cateninu (nie je difuzna, najcastejsie vo vybezkoch a
wrowtzch LW c))rl-llke” strukturach na periférii tumoru a bunkach okolo
eratinu

wet”

* epitel s palisadovanim na periférii

* kompaktnejsSie Casti + rozvolnené cCasti - ,,stellate reticulum®
e tienovité bezjadrové keratinové hmoty - ,wet keratin“

* kalcifikacie

* piloidna glidza v okoli



Adamantinous craniopharyngioma, WHO grade |

* cielena lieCba pri aktivacii cesty Wnt je komplikovana a uc€inné
inhibitory su stale vo vyvoji

* Mutacie BRAF a CTNNB1 su vzajomne exkluzivne a Specifické pre
podtyp kraniofaryngedmu



Acta Neuropathol (2014) 127:927-929
DOI 10.1007/s00401-014-1270-6

CORRESPONDENCE

BRAF V600E mutations are characteristic for papillary
craniopharyngioma and may coexist with CTNNB1-mutated
adamantinomatous craniopharyngioma

Sarah Jane Larkin - Veronica Preda - Niki Karavitaki -
Ashley Grossman - Olaf Ansorge

Of 16 aCP cases, 14 (88 %) were BRAF wild type by
sequencing and IHC. We observed BRAE VO60OE muta-
tion_in_two aCP cases. This finding was validated by



Acta Neuropathologica (2018) 135:757-777
https://doi.org/10.1007/500401-018-1830-2
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G) CrossMark

Tumour compartment transcriptomics demonstrates the activation
of inflammatory and odontogenic programmes in human
adamantinomatous craniopharyngioma and identifies the MAPK/ERK
pathway as a novel therapeutic target

John R. Apps'? - Gabriela Carreno' - Jose Mario Gonzalez-Meljem' - Scott Haston' - Romain Guiho' -

Julie E. Cooper' - Saba Manshaei' - Nital Jani® - Annett Holsken® - Benedetta Pettorini® - Robert J. Beynon’ -
Deborah M. Simpson’ - Helen C. Fraser' - Ying Hong® - Shirleen Hallang® - Thomas J. Stone'2 - Alex Virasami? -
Andrew M. Donson'? - David Jones'' - Kristian Aquilina'? - Helen Spoudeas'? - Abhijit R. Joshi'* - Richard Grundy'” -
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Trametinib, a clinically approved MEK inhibitor, results in reduced proliferation and increased
apoptosis in explant cultures of human and mouse ACP
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 83-rocna zena

* Klinicka diagnodza: tentorialny meningiom, dif. dg. MTS Ca prsnika

e Prof. Hes, FN Plzen
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DIAGNOZA?









Solitary fibrous tumor/hemangiopericytoma

* SFT = G
* HPC <5 mitdz = G|
* HPC 5 mitéz = Gl



Analysis of NAB2-STAT6 Gene Fusion in 17 Cases of
Meningeal Solitary Fibrous Tumor/Hemangiopericytoma
Review of the Literature

Sayaka Yuzawa, MD,* Hiroshi Nishihara, MD, PhD,t} Lei Wang, PhD,i Masumi Tsuda, PhD,*
Taichi Kimura, MD, PhD,t} Mishie Tanino, MD, PhD,* and Shinya Tanaka, MD, PhD* {

Abstract: Solitary fibrous tumor/hemangiopericytoma (SFT/ NAB2, STAT6, genetic analysis
HPC) is a mesenchymal tumor that can affect virtually any re-
gion of the body. SFT/HPC of the thoracic cavity and soft tissue ~ (4m J Surg Pathol 2016:40:1031-1040)

Key Words: solitary fibrous tumor, hemangiopericytoma,
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TABLE 1. Pathologic and Genetic Findings

MIB-1
Papillary Nuclear High Mitosis Index STAT6 Fusion

Case  Diagnosis Pattern Necrosis Hemorrhage  Atypia Cellularity (/10HPF) CD34 (%) IHC Variant
1 SFT - - - - - 1 + 6 + 6-17
2 HPC + - + - - 1 - 2 + -
3 Anaplastic HPC — - + - + 5 — 22 + 5-16
4 Anaplastic HPC + + + + - 1 - 7 + 6-17
4 Anaplastic HPC + - + + - 7 f+ 16 + 6-17
4R Anaplastic HPC — - + + — 1 - 5 + 6-17
5 SFT - - + - - 0 + 1 + 4-2
6 Anaplastic HPC + - + + - 5 f+ 14 + 6-17
7 HPC - - - - - 1 f+ 9 + 6-17
8R1 Anaplastic HPC - - + - + 30 - 30 + -
8R2 Anaplastic HPC — — + + + 47 + 28 + —
8R3 Anaplastic HPC — - + — + 18 + 24 + —
9 Anaplastic HPC - - + + - 5 f+ 30 + 6-16
10R  Anaplastic HPC — + + + - 6 f+ 20 + —
11  HPC - - + - - 1 f+ 6 + 6-16
12R  Anaplastic HPC - + + + - 8 f+ 35 + -
13 Anaplastic HPC — - + + - 16 - 14 + 6-16
14R HPC - + + - - 1 f+ 4 + 4-2
15 SFT - + + - + 4 + 9 + 4-2
16 HPC — + + — — 2 f+ 3 + 5-16
17 SFT - - + - - 2 + 8 + -

f+ indicates focally positive; HPF, high-power fields; R, recurrence.




Yuzawa et al Am | Surg Pathol * Volume 40, Number 8, August 2016

80 1 I I 8 1

Focusing on meningeal SFT/HPC, NAB2ex6- 70 1 T 7
STAT6ex16 was observed most frequently (21 cases, 39%), 60 - \ . {
followed by NAB2ex4-STAT6ex2 (9 cases, 17%) and NA- 1
B2ex6-STAT6ex17 (8 cases, 15%) (Table 2). Seven of 9 %01
cases (78%) harboring NAB2ex4-STAT6ex2 exhibited a 40 ‘
pure SFT pattern. Fusion variants significantly correlated %0 |
with age (1-way ANOVA, P = 0.0389), whereas the rate of J
recurrence was not associated with fusion variants. 207 2 1 ‘
When divided into 2 fusion types, fusion (STAT6-full) and 10 - .
fusion (STAT6-ADBD), meningeal SFT/HPC carrying fu-
sion (STAT6-full) occurred in older patients than fusion Fusion Fusion Fusion Fusion
(STAT6-ADBD) (median age 58 vs. 43y, P =0.0159) (STAT6-full)  (STAT6-ADBD) (STAT6ull)  (STAT6-ADBD)
(Fig. 4A) just as with SFT in the entire body, whereas the D
type of fusion variants did not correlate with tumor sizé 3o

Age (years)

Tumor size (cm)
.p.

(median size 3.6 vs. 4.3cm, P = 0.3082) in meningeal SFT/ M Fusion (STAT6-full) LR ameame
HPC (Fig. 4B). In terms of histopathology, aggressive 25 P=0.4205

m Fusion (STAT6-ADBD)

histology such as malignant SFT, HPC, and anaplastic
HPC tended to harbor fusion (STAT6-ADBD) rather
than fusion (STAT6-full) (Fisher exact test, P = 0.0341)
(Fig. 4C), whereas the types of fusion variants did not show
any correlation with prognosis (Fig. 4D).

0.8 1

0.6

1]

021 e Fusion (STAT6-ADBD)
= Fysion (STATS6-full)

Number of cases
Recurrence free survival

SFT Others 0 3 6 9 12
Time (years)
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* 6-rocny chlapec, zadna jama

* MRI: Tumor 4. komory so znakmi malignity, najskor ependymom
alebo meduloblastém

e Dr. Ondic, FN Plzen
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Ziadna cievna proliferacia
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Imunofenotyp

* GFAP a Olig2 +
e SYP slabo +

e NF —

* IDH1 -

e P53-

e K27M-

Genetika: fuzia KIAA1549-BRAF

Pilocyticky astrocytom, grade |
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