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Case
• 2ബ 男児

• 主訴：ふǒƭƖ歩行

• 現病ഭ：一ヶஉ前Ɣǒ歩行時ƷふǒƭƖあǓŴ徐々ƴ᫋

著ƴƳƬƯƖƨŵǇƨŴ笑Ƭƨ時ƳƲƴ᫊Ʒゆƕǈǋ出

現しƯƖƨŵ

• 既往ഭ：特ƴƳし

• 2-year-old boy

• Chief complaint: 

– Walking with a stagger 

• Present illness:  

– He increasingly walked with a stagger for a month and 

recently laughed with facial distortion. 

• Previous medical history:

– Nothing particular
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Proton MR Spectroscopy



Diagnosis please
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Imaging findings

• Circumscribed mass without peritumoral edema in the right side of 
pons

• CT: large iso-low mixed density with small high density area

• MRI:
– T2WI: mixed high SI

– T1WI: mixed low SI

– CE-T1WI: no enhancement

– DWI: high SI area (ADC value: lower～equal to brain parenchyma) 

– MRS: Cho↑, NAA ↓, Cre↓, Cho/NAA ratio ↑, lactate･lipids ↑



Clinical course
• After second opinion, he transferred to Osaka City 

University for treatment. 

• On MRI after a month, enlarged tumor showed tiny 
enhancement and developed obstructive hydrocephalus.

• Tumor was resected.

MRI

after a month

MRI

at first time
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Pathological findings
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細胞密ࡇƷ高い領域Ʊ低い領域ƕ斑状ƴ混在ŵ細胞密ࡇƕ高い領域ƸŴクロマチン

ƴ富ǉ類円形ఋǛஊしŴ細胞質ƕ不明瞭Ƴ小型細胞ƕびǇǜ性高密ࡇƴ増殖ŵ細胞

密ࡇƕ低い領域ưƸŴ背景ƴ繊細Ƴ線維性基質ƕ多᣽ƴ認ǊǒǕŴƜǕǒƸ細網状

ưニューロピルƴ類似しƯいǔŵ

両者Ʒ中間像Ǜ示す領域ƴ複数Ʒependymoblastic rosetteƕ形成さǕƯいǔŵ

synaptophysinƸ背景Ʒ線維性基質ƴ強陽性ưŴ少数Ʒ腫瘍細胞ǋ陽性ŵ



Diagnosis

CNS primitive neuroectodermal tumor

ᲢPNETᲣ

Embryonal Tumor 

with Abundant Neuropil and Ture Rosettes

ᲢETANTRᲣ

ニューロピルƱ真性ロゼッȈƴ富ǉ胎児性腫瘍



Embryonal neoplasms of the CNS

• Medulloblastoma

• CNS primitive neuroectodermal tumorᲢPNETᲣ

– Medulloepithelioma

– Ependymoblastoma

– CNS neuroblastoma

– CNS ganglioneuroblastoma

– ETANTR

• In 2000, Eberhart et al. first described.

• Atipical teratoid rhabdoid tumorᲢAT/RTᲣ

according to the 2010 General Rules Clinical 

and Pathological Studies on Brain Tumors in Janan

according to the 2007 WHO classification



Items ETANTR
Pathological 

findings 
Undifferentiated neuroepithelial cells, abundant well-

differentiated neuropil, and ependymoblastic rosettes 

abruptly arising from paucicellular regions of neoplastic 

neuropil

A peak age of 

onset
mostly under 4 years of age

Sexual

predominance
Female predominance (M:F=1:2)

In other CNS embryonal tumors, males outnumber 

females or the percentage of the two is roughly equal. 

The relative 

incidence
Not clear (Rare)

Preferential 

location
Frontal lobes or posterior fossa

Current 

treatment
Tumor resection, Systemic chemotherapy, Radiation

Prognosis Extremely poor (WHO grade Ⅳ)

Median survival: only 9 months



Radiological findings of ETANTR

• Well-demarcated, little edema

• Hyperintensity on T2WI

• ADC value: low

• Focal enhancement or no enhancement in contrast to most 

CNS PNET

• MRS: 

– Choline peak

– A high ratio of Cho/NAA: suggesting hypercellularity

• Imaging findings are indistinguishable from those of other 

PNETs.

– Necrosis, Hemorrhage, Calcification, CSF dissemination

Anne G Osborn. Osborn’s BRAIN. Lippincott Raven 2012
Marco Gessi, et al. Am J Surg Pathol 2009;33:221-217

Belen Ferri Niguez, et al. Childs Nerv Syst 2010;26:1003-1008



Other cases of ETANTR

Marco Gessi, et al. Am J Surg Pathol 

2009;33:211-217
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