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ABSTRACT

SUMMARY: Desmoplastic infantile tumors are rare supratentorial brain tumors that occur in pediatric patients. Desmoplastic infan-
tile tumors are made up of 2 subtypes: desmoplastic infantile gangliogliomas and desmoplastic infantile astrocytomas.
Desmoplastic infantile tumors are often identifiable on imaging on the basis of multiple characteristics. Nevertheless, pathologic
analysis is required to confirm the diagnosis, particularly when the imaging features are atypical. Here, the radiology findings, surgi-
cal approach and subsequent management, and pathology of a desmoplastic infantile ganglioglioma are described.

ABBREVIATIONS: DIA ¼ desmoplastic infantile astrocytoma; DIG ¼ desmoplastic infantile ganglioglioma; DIT ¼ desmoplastic infantile tumor

Brief History
The patient is a 3-month-old girl, born at 37weeks’ gestation after
delivery was induced following the discovery of a 2-vessel umbili-
cal cord. No intracranial or calvarial abnormalities had been
reported on prenatal sonography. She presented with recent-
onset episodic lower left facial grimacing accompanied by
decreased responsiveness. She also had progressive macrocephaly
with a head circumference at the 96th percentile, severe frontal
bossing, palpable splaying of the calvarial sutures, and a bulging
anterior fontanelle.

Imaging
MR imaging showed a massive lesion in the right cerebral hemi-
sphere with both cystic and solid components (Fig 1). The cystic
aspects made up most of the mass and had a thin internal septa-
tion. The lobulated solid components were located centrally near
the brain stem and were T2 isointense and heterogeneous with
avid enhancement. Associated mass effect was present, including
a leftward midline shift, right lateral ventricular effacement, and
right basal ganglia and brain stem compression. Confluent T2
hyperintensity within the parenchyma posterior to the mass rep-
resented edema and/or gliosis. The cerebral aqueduct was com-
pressed, causing left lateral and third ventricular dilation, though
with minimal periventricular edema.

The cystic component of the mass appeared to be extra-axial,
evidenced by buckling and compression of the adjacent normal
cortex. However, the solid components appeared to be at least
partially intra-axial, with complete absence of normal temporal
lobe parenchyma.

A massive, predominately cystic supratentorial mass present-
ing in an infant was suggestive of a desmoplastic infantile tumor
(DIT), which includes both desmoplastic infantile gangliogliomas
(DIGs) and astrocytomas (DIAs). However, mild-to-moderate re-
stricted diffusion was seen within the solid components of the
lesion, which would be atypical for this tumor (Fig 1). An infan-
tile glioblastoma was also considered, given the shared imaging
characteristics of both tumors and intralesional restricted diffu-
sion. Other diagnostic considerations were thought to be less
likely, including an embryonal tumor with multilayered rosettes,
atypical teratoid/rhabdoid tumor, supratentorial ependymoma,
and pleomorphic xanthoastryocytoma.

No metastases were present in the spine, and the patient
underwent gross total resection of the tumor 2 days after
presentation.

Operative Report
A near-gross total resection of the tumor was completed via a
right craniotomy. The superficial cystic wall was thin and easily
entered (Fig 2). The solid portion of the tumor was highly vascu-
lar and was firmly adherent to the adjacent parenchyma in several
areas, particularly the right lateral brain stem. The tumor itself
was firm and rubbery, consistent with a desmoplastic tumor,
making the tumor difficult to aspirate and even challenging to
cut. The right carotid artery and right middle cerebral artery were
directly on the tumor and required careful separation. The tumor
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circumferentially surrounded the intersection of the right cranial
nerve III and posterior cerebral artery, and a small amount of tu-
mor was left at this location. The tumor came out piecemeal after
careful dissection around these structures.

Diagnosis: Desmoplastic Infantile Ganglioglioma
Pathology. Histologically, DIGs and DIAs are considered histo-
logic variants of a single World Health Organization grade I en-
tity, with complete surgical resection resulting in long-term
survival.1 Both have a prominent glial cell component character-
ized by desmoplasia with abundant extracellular matrix produc-
tion and a fibroblast-like morphology (Fig 3). The distinction
between DIG and DIA is made by the identification of a ganglion
(neuronal) cell component, which is required for the diagnosis of
the ganglioglioma entity. Methylation profiling studies of these
tumors support both morphologies representing the same disease
process, and long-term follow-up shows a similar prognosis.2

Some tumors show a minor component of poorly differentiated
small round blue cells. However, this is not required for the diag-
nosis and was not present in this case. Finally, the proliferation
rate of these tumors is typically low (,2%).1

Photomicrographs of the tumor are presented in Fig 3, high-
lighting the desmoplastic component. The presence of rare syn-
aptophysin-positive cells (ganglion cells) is sufficient for the
diagnosis of DIG, and the glial fibrillary acidic protein (positive
cells [glial cells]) is abundant. Tumor DNA was analyzed with a
targeted 150 gene neuro-oncology next-generation sequencing
panel (including BRAF, FGFR1, IDH1, IDH2, and NF1). Two var-
iants of unknown significance were identified; however, no path-
ogenic mutations were identified. The Ki-67 labeling index,
which is a marker of proliferative activity, was low in this tumor,

FIG 1. Appearance of the solid tumor component on various sequences. Axial T2 (A and B), axial T2 FLAIR (C), and T1 FLAIR (D) images showed a
predominantly cystic mass in the right cerebral hemisphere with a heterogeneous solid component (black arrows in B, and H; white arrows in
C–G) along the medial aspect of the tumor margin. A single thin septation was present within the cystic component (dashed black arrow, A).
There is significant associated mass effect with T2 hyperintensity in the adjacent right parietal lobe white matter (white dashed arrow, A), a left-
ward midline shift, and compression of the right basal ganglia, brain stem, and right cerebral and middle cerebellar peduncles. The left lateral
ventricle (asterisks) and third ventricle (not shown) were obstructed, causing marked ventricular dilation. Avid enhancement of the solid compo-
nent is demonstrated in the axial (D) and coronal (E) T1WIþ Gadolinium images. Heterogeneous mild intralesional restricted diffusion (G and H)
is atypical for these tumors.

FIG 2. Intraoperative photograph of the tumor, after opening and
draining of the cystic portion. The remaining mixed solid and cystic
nodule is seen along the medial aspect of the tumor (arrows).
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which supports the diagnosis of a DIG. BRAF mutations, which
were absent in this tumor, are found in a minority of DITs. These
histologic and molecular features are characteristic of a DIG.

DISCUSSION
DIGs are benign intra-axial CNS tumors.3,4 They are rare,
accounting for 0.5%–1.0% of intracranial tumors.5,6 Nearly all
DIGs occur in patients younger than 18months of age with a me-
dian age at diagnosis of 5–6months, though noninfantile cases
have been reported.3,7-10 The male/female ratio is 1.7.3 Most

commonly, patients present with mac-
rocephaly related to the size of the
lesion and associated mass effect.
Resulting seizures and other neuro-
logic deficits may also occur.7 Despite
the aggressive appearance of many
DIGs on imaging, the prognosis of
these tumors is often favorable, and
surgical resection tends to be cura-
tive, though the voluminous size and
high vascularity of these tumors can
contribute to significant intraopera-
tive blood loss.9-13 Although be-
nign, extremely rare case reports do
exist of DITs with malignant trans-
formation as well as cerebrospinal
metastases.14,15

Multiple characteristic features
make DITs recognizable entities
on imaging, though the differentia-
tion between DIG and DIA requires
histologic analysis. The tumors are
invariably supratentorial, contain
solid and cystic components, and
are often of substantial size.5,9

Involvement of multiple lobes is
common, with a predilection for
the frontoparietal regions.16,17 The
solid component tends to be located
peripherally, along the dural side of
the tumor, and is usually T2 iso-/
hypointense to gray matter with avid
enhancement (Fig 4).9,10 Typically,
the dura or leptomeninges adjacent
to the solid nodule or both demon-
strate enhancement.9 Extremely rare
purely solid and nonenhancing DIGs
have been reported, as have DIGs in a
suprasellar location.18

In the index case, the radiologic
diagnosis was complicated by the
presence of intralesional restricted
diffusion. A review by Bader et al19

found no evidence of restricted diffu-
sion in their 3 cases of DIT, and in
only 1 of 32 DIT cases in a related

review of the published literature. Infantile glioblastoma
multiforme, conversely, had restricted diffusion in 2/2 of the
cases reviewed by Bader et al, and in 2/2 tumors in 18
prior publications reviewed by Bader et al. The mural nod-
ule in our case was also located medial to the cystic compo-
nent, which is a known, albeit rare, appearance of DIT.9

Nevertheless, the imaging characteristics of the presented case
were overall highly suggestive of a DIT. The solid aspects
of the mass demonstrated avid enhancement in our case,
while infantile glioblastoma multiforme tends to enhance
heterogeneously.19

FIG 4. Illustration (A) and example (B and C) of a DIT with typical features. The tumors are exclu-
sively supratentorial and voluminous and are made up of both cystic (asterisks) components and
a peripheral mural nodule (straight arrows). Significant associated mass effect and midline shift
(curved arrow) are often present. Illustration (A), Used with permission of Mayo Foundation for
Medical Education and Research. All rights reserved.

FIG 3. Hematoxylin eosin–stained photomicrograph demonstrates the characteristic fascicular/
storiform arrangement of the prominent spindle-shaped glial component of the tumor (A, scaled
from 100�). These cells are glial fibrillary acid protein positive (confirming their glial origin) (B,
scaled from 200�), and an abundant pericellular connective tissue network is highlighted by the
methyl blue component of a Mason trichrome stain (C, scaled from 100�). Rare ganglion cells are
present (arrow), which are highlighted by Synaptophysin immunostaining (D, scaled from 400�).
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Because of both the benignity of the tumor and the near-com-
plete surgical resection, the neurosurgery team elected to proceed
with a watch-and-wait approach. The patient had a right-sided
cranial nerve III palsy, which was not unexpected because the re-
sidual tumor was near the third cranial nerve; this is expected to
improve with time. The patient is scheduled to have follow-up
imaging every 3months for the first year; follow-up intervals will
then be lengthened if the imaging findings are stable. If growth of
the residual tumor is observed, the patient will likely need to
undergo either a repeat resection or radiation therapy. An excel-
lent long-term prognosis is expected.

Case Summary
• Imaging highly suggestive of a DIT (DIG/DIA): voluminous
cystic mass with a peripheral mural nodule in an infant
younger than 18 months of age

• Atypical features include central/medial location of solid
component and intralesional restricted diffusion

• The main differential consideration is infantile glioblastoma
multiforme, which tends to enhance heterogeneously

• Less likely diagnostic considerations: supratentorial ependy-
moma, embryonal tumor with multilayered rosettes, atypical
teratoid/rhabdoid tumor, and pleomorphic xanthoastryocytoma

• Mass effect related to the tumor often requires urgent neuro-
surgical intervention; the surgical goal is to safely resect as
much as possible and open CSF pathways.

Disclosures: Padraig Morris—UNRELATED: Royalties: textbook, Lippincott, Williams,
&Wilkins.
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