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Pleomorphic xanthoastrocytoma (PXA), Anaplastic PXA (APXA)
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PXA [I/NREBFERADKDORBICHKET HETLRGEMBET, BEMEREL

g EVFESLOAL LEST=

BRAGHRZETHIEMEINELL LELEHBERNDER#EIZEYSEN

BILLLBED L &S Rl AN
BRIAZETHCENZVNCENEHOESTT. REHEEICHEIHYEEA.
FLESEKS HAESELS HHIFTILATFLITLY
RIEEIELRIBEEDRENZNTIN, PIRAHBEROECICTHLRELET. BEEED
FUL—RIIHREEEE WHO) [2XY 4 BREEICHTONTEY, 1 £20BME, 3L 4
PNEMT, 4 [TEBIZHEYETH, PXA BT L—FK 2, APXA Y L—K 3 TY. ZDIES

LATWEAWLLYLELD MELCELILCLELSLY

AREETHRAKXFIEAEDBETRHATY . MIFRHIERE &, F-EREUREE
HFLEWESILHLESTICA

-EMEBERFEEVD, RERICZTRANDELFEIENHLZEIF, PXA BLU

APXA ZRIET BDIVAINMESNTOETA, BESNREETIREASLDOITTIE

HYFEEA.

PXA [& Kepes HIZ&K>T 1973 FIZFNH TEE SN, fibrous histiocytoma (fibrous xanthoma) of
meninges RE DB THRESN TWVHREBLRILLDTHAHELT, 1979 FIZ PXA LBffIFHN
FL[1]. 1993 FEMLIFIERIC WHO INFEZ D RRICHAATN, TDRIC AXPA DBEATFET
BIENHRESN, FHD WHO2016 FXfEZ 257 VT T—hTIE, PXAAYL—K 2, APXA T L
—F 3 L7FoTLVET[2]. PXA & APXA [ERNOHFRDCHLIRTRED Z2MAaE =X Z D RIEEMREN S
REL, EMRELRICHOIREREL 19RBETT. AIEELIRLEL MEEN_FBICE
IRYFEY. BEIEE, RBEELGE, BOTERGEMIELT, /B, K5, B8 HRTEH, RR&
B, bLask, BELGEDHELHYFET[I]. 10 RRITELIZVTTY, BHBERLEDORELH
UET. COEBNREETIERRIEIFETT N, BRAFE QBIEFEENERINDIIENZ
CENHLNTWEYS. EHFIEETFD neurofibromin IZBENHDHMITMMEEAE | B, =138
IEILEE T D CDKNZA ICREZHTHAREMERE-EMREEREHOEGHEEREDNES,
PXA B&U APXA ZHRIET DVRIDNHHERESN TLET[415]. NREICSZVERKERHF
f& (epithelioid glioblastoma) &LVITL—F 4 ORBFEDER (L, BRAF™* OEGFEREZET

BIENEL, REEBEDEBRRETHAAREMEMN RSN TLET[6].
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PXA & APXA DTEHRIE, BEBAS T B IC k> TRE SN BBFERE,
SEEE AR K (25 ISRET. BAERELTIE, TADARIOEREEST
TR ABHY, B ko> THE, SHEEE, BEES, LUhGENRIYET.
EENOEHILEER CHTh TRON TS0, EHOEROEAIZLY E &
ORAEEShHLEENEA LRLET BN EEKIC LS, HE 5, 1B

MAENHYET.

PXA & APXA DIERELTHREMBIDEHYFEEA. TOWUEICTANAFEMNREIY, AIEEE
DEEIFAEETANA, FIBEEOSESIIFEETANDIRELDGE, RET HERKI,
BEIIZE S TRESAET. 2 FEULORVLTAMAREDREEFS, EHIERMETHS Long-
term epilepsy associated tumors (LEAT)DRE LY SHBHETY[7]. BENTEBFOREE, =
EHrEBETNE, TNICIIBEFBEBENFKELET. BB CERMNEXRTHILTHEENER
HEREK ELTDEESRE, $F(Z morning headache Dth, ItE R, MRAE, S-MELEE, 18R, {ERIKEEGE
MNEZYET.
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LCHERABRGCEREFIERE LL THEINDGIRENTYT. EREFESZI4TD
PXA TlE, BEOCEROREFSICHERLTEORBEORKZEENZ LWL EBFEICA
YET. —H, BEEEDLLENESTO PXA LHEHLSVWEETREEN, BEMNGNE
WSEHET PXA [EBETHCENTEEREA. HEFILSHIEBR T PXA 2852 &(E
R TY.

HEEZHIEUBRLIZESD }iijé;ﬂbffiwliﬁhf ThhET. PXA DESMBEEZDHK
FEBEITEH, — R BEEREOBNEHCRATT A, WA RS LERE
BEDQDEMMRZAEDLLGVWIELNBFHT, EHEELOBAITIETEEETY.
BRAF" DB FEENRRINDIENZL, COEGTFEEILPXADZEHIY—A
—THEHYFET.



APXA (3 PXA D45 ZEHSE, SHIZIERENRL, ENE R T HREHABRTRZELD
*7.

BT PXA TIX, MR REICTERORICESOXRE NS (BERKE) 2320, ESEER
T1 EAER TRORBELYOPEEENSEFES, T2 RAEER FLAR ER TERIESE

EBEESORELLTHESAET. ARV LEERTHEENOBERINET[2]. —
7. BEOZEME T1 REAEEGRE T2 BREGR TIINERREZEZREDESERL, FLAR EiE
TIERFHUMOS—GHERERBLTRNERRLVLESTRENDLELRYET. PXA TIE, B
BEOERORESICHERLTEORABEOKZEEAZ LWL EMNMFHICGYET[2]. BREILER
SNBTELEFINGNLEHYET. BEDRELLTHEHINDIENFEALT, BERND
8578, BEZVRBICESICLERZITHYERA. CT TIEERITERINEHSh, REHE
IBIRIR, FRIR, SRIRGERRZ T [2]. EERICRRIEEHESITELHYET6]. EH MRS
ZLWTY A, FDG-PET TIXEBEMITHEL TLVET[9].

HEEZHIIURLI-ESOREMRABZH TIIOAEYS. MARELIHFEETERIEICEA, 18
DEWHIREZREE T K/ OMER M CEMARRROTREL S ATRMIRATEMECEAEL,
BOZHENES, ERHIVIEHROEMBAEERLEYT. —RISLEEREOEVESICR
AFETH, MESRIZLBERGEDEEMREZHELLGOIEMNHETT (2], BEMAE, X
RO EAMEIRICITHRE ICIEERECHETFENEEATODIEAHY, BME T TIEERR%
BAT, RIRMAEIEEEZICEBREELTVET. MAEMEIZIZEBER reticular fibers (FFERIRHE)
B ESh, MEREICYUN\KZBERDOLILLHYET.

& L4 TIX glial fibrillary acid protein, S-100, vimentin, reticulin, NSE M54 T, PAS #&4%
BT . Synaptophysin 25E DR RD Y —H—E4 2 EE THIEITHRYET. CD34 1M
RIZIBHELRYES] BEEBELEMELTIE BRAFY OBEFEET 1SN EEBIELLY
F9[2]. BRAFE|IZZER NI SHETHD MAP kinase (mitogen—activated protein kinase) D1ES
{LERRER, T755 ERK (extracellular signal-regulated kinase) ) iETEAEHY MEK (MAP/ERK kinase)

DFEMAEICHEITTEDY, Ml RMEESNL-OEEOHRLEICEESLTWNAEEZONET.

APXA [, PXA B"EHRLTEMIRILTHI5E L, UMD APXA ELTRELTKDIGEELHYE
9. APXA [ WHO2016 iXFEZ 7487 v T T—FCERICERIN, ARG 10 hFTDOEEER
FF(HPF) # 82T 5 AL LEEIND PXA T, BEEHESEOHMBEENLRLTNSILE



B ELET[2]. APXA Tlk BRAFPEDEEN S THAEEDEEIETLET. KIZPXAD
EfRLREGERLET.

BERKBOEBETHREL 14 MKLIED PXA. EXIE T1 BFER (LBE), T2 s85AEER (L
E¥4H), FLAIR EfR (TFERE), AR =D LEEE T1 ARAER (TERA). AEIEEICKEL-Z
BHEOEMIC, EXINIREH (BRERE) 2205, REOEBEDZEIHTHTHS. HE £
B (AL)TE, Z2AMIHER CEZREICECESHEEAEICIBIEL TS, BEHEEREICIT
MR/ MADNZHULELTEY, MEREY UK ZELEOONS. ESEMROZKITK/NF
RZRL, ERMRLHEREIND. BRAHARLLIELIEROONDH, HARBITZLL. &
FEAOHUNM EHETER X R 5N, BB BRAFVEDERERICHTIRELE(ET)T
BHETHD.
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PXA [FFiI T2 TE-15E, J ﬁb\ﬁﬂﬁrt?id‘ —A T, RIRMICEHET
S ED
E-HETH BEANABEOKICEELTOWTERTAIEAHYET. BRLE
HEWVWT A D Z53hLw

PEREFELESD, BICEMIERIELT APXA DT L—F 4 OB FEBICETLTLES
CELHYET. APXADYTL—F 4 DBFEICETLEESIIRSRERETOINA
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WET. TEVASFZEORNAFIOMRIFAECIITSATOERA.

BRAFVBAERHORERN DG T HHABMNG PXA [FFHTLEH TELAEEEARL,
SfHICEVRENEGFTEEI] —A, ZERENEZINDGEEOEMEEDLL PXA I,
REMMICIS>TIFLBHIRELLYET. BEVNHLHEETL, BEEOEENELLLLG
BRIFEAEEARLTEERA. —AT, RENEEERTEESOEBEEAB VN EEITEREN
EEYET. PXADNEMEILLI-HE, APXA PRBFEICEIELET. PXA D EMERIELIZGE
12 APXA [ZRLTIE, EEMICBAMARARETICEN—RIMTY. AARIT—RRMIZK
MENZLVEZZONTUVEY. TEVAIFOMEFRIEFTHS MGMT [TDWVTEIEAFIL
ED'ZL, I74H5 MGMT OFEBEAFRI-NTEY, SIREIREMTI[12]. KNI T LD
BELOBRATERTREERTONELAERAN]. BREEZEILIZBES, BMARARODE
(FREMELGYETH, ELMSTHIRAERSBERRICHENHINILNERA[13]

BRAFV600E DEEFREEIIHT 20 FEMNEEED, RAERKEKREICHYFET. EYBERKIZ
vemurafenib %> dabrafenib EWNVDEMHBREBLLEICRIREAZRELIZLOAFELTEY, Ch
BN ENEHFK LIz APXA 40, epithelioid glioblastoma IZH TH 1= DIELHYFF[14]1[15].
HEATEEEOEEMRBEOREIRINLET 5128, MEK HEFIEDOHFANLELL,
BRAF fE#|& MEK FEEFIGtATO RFLAHMRLMESNTOET A, THoLMIES D RIRE
RANHYEEAN6][17]. RMEDERELTIE, EIEF/\HRILIERE (FoundationOne CDx MAT/
LTAT7A)LET=IE OncoGuide NCC A/ 3H L) [TIRHL T, BRAF* DEEFEEMNES
[CERELTWAIELETRALET. RIC, KNAY/ LAERDBI SRR CEERHEREHESE
ALTOBEELYET. E R CHRRETICHNBRZET OB ERHEEHIECEY
28, FIEMGE, RBROBENZ<BHYET.
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PXA FE£HHESNIGEEEFIZNAFRREFTID, ABISZRELTOTERY S
Z5LEKE K E

REMEAHH0, EPHNTEBBRTEEIVETY. MELESOIBIEREINELE

Bl BRERETOFERBBERELTHLHFIYERILLGWIELHYFT. MNREKAT

FEMFPRICHSHGEEIHYFEEA. APXA PEFELTBFEICETLEZGEEDE



MFPRIIFRTY.

PXA @ 5 FEFHEL 0% BEEHREFEEL 70%TT[10]. FHICKIEHHEFZERTHIENE
LEELGRPFERTFLAGYETN8]. ZDIED, HADRED 10 HFTDSEHERE (HPF) %
LT 5 ERBDIFEIL 5 FEFED 89.4%T, 5 HAULDIFEED 556%LLLRTFENRIFTT
[10]. HIEEAZVEED 5 FEFRIL 902%T, HEAHIHED 22%EHEELNTFRNVRIFT
3[10]. =1L, BARGEIEML TV EWNEE TOREOERICTOVLTEEF>TLFERAL2]L
BRAF™ DEEREFEENHDERIE, BONVEELEBRLTTFENRIFTTN, EEERM T
BRAFVEINEZ D PXA [EFEFIEIAN D RN OFEE TETLERA[10]. APXA BNBHRELIZIGE®
BEZTECLGE BFEGEORLERDOERICELELIGEDFREITRTY. BREK
BFELRBERZREILOICFRIEIFTRTT.

SE X
[1] Kepes JJ, et al., Pleomorphic xanthoastrocytoma: a distinctive meningocerebral glioma of young
subjects with relatively favorable prognosis. A study of 12 cases. Cancer. 44: 1839-1852, 1979.
[2] Louis DN, et al. World Health Organization Histological Classification of Tumours of the Central
Nervous System. International Agency for Research on Cancer, France. 2016.
[3] Yan J, et al., Pleomorphic xanthoastrocytomas of adults: MRI features, molecular markers, and clinical
outcomes. Sci Rep. 8: 14275, 2018.
[4] Saikali S, et al., Multicentric pleomorphic xanthoastrocytoma in a patient with neurofibromatosis type
1. Case report and review of the literature. J Neurosurg. 102: 376-381, 2005.
[5] Chan AK, et al., Familial melanoma—astrocytoma syndrome: synchronous diffuse astrocytoma and
pleomorphic xanthoastrocytoma in a patient with germline CDKN2A/B deletion and a significant family
history. Clin Neuropathol. 36: 213-221, 2017.
[6] Alexandrescu S, et al, Epithelioid glioblastomas and anaplastic epithelioid pleomorphic
xanthoastrocytomas——same entity or first cousins? Brain Pathol. 26: 215-223, 2016.
[7] Luyken C, et al., The spectrum of long—term epilepsy—associated tumors: long—term seizure and tumor
outcome and neurosurgical aspects. Epilepsia. 44: 822—-830, 2003.

[8] Crespo—Rodriguez AM, et al., MR and CT imaging of 24 pleomorphic xanthoastrocytomas (PXA) and



a review of the literature. Neuroradiology. 49: 307-315, 2007.

[9] Shaikh N, et al., Pleomorphic xanthoastrocytoma: a brief review. CNS Oncol. 8: CNS39, 2019.

[10] Ida CM, et al., Pleomorphic xanthoastrocytoma: natural history and long—term follow—Up. Brain Pathol.
25: 575-586, 2015.

[11] Pahapill PA, et al., Pleomorphic xanthoastrocytoma: case report and analysis of the literature
concerning the efficacy of resection and the significance of necrosis. Neurosurgery. 38: 822-828, 1996.

[12] Marucci G, Morandi L. Assessment of MGMT promoter methylation status in pleomorphic
xanthoastrocytoma. J Neurooncol. 105: 397-400, 2011.

[13] Koga T, et al., Long—term control of disseminated pleomorphic xanthoastrocytoma with anaplastic
features by means of stereotactic irradiation. Neuro Oncol. 11: 446-451, 2009.

[14] Lee EQ, et al., Successful treatment of a progressive BRAF V600E-mutated anaplastic pleomorphic
xanthoastrocytoma with vemurafenib monotherapy. J Clin Oncol 34: e87- €89, 2016.

[15] Ceccon G et al., Dabrafenib treatment in a patient with an epithelioid glioblastoma and BRAF V600E
mutation. Int J Mol Sci. 19: 1090, 2018.

[16] Migliorini D, et al, BRAF/MEK double blockade in refractory anaplastic pleomorphic
xanthoastrocytoma. Neurology. 88: 1291-1293, 2017.

[17] Kanemaru Y, et al., Dramatic response of BRAF VG600E-mutant epithelioid glioblastoma to
combination therapy with BRAF and MEK inhibitor: establishment and xenograft of a cell line to predict
clinical efficacy. Acta Neuropathol Commun. 7: 119, 2019.

[18] Giannini C, et al., Pleomorphic xanthoastrocytoma: what do we really know about it? Cancer. 85:

2033-2045, 1999.



