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Imaging of fetal brain tumors
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Abstract
Congenital brain tumors, defined as those diagnosed prenatally or within the first 2 months of age, represent less than 2% of
pediatric brain tumors. Their location, prevalence and pathophysiology differ from those of tumors that develop later in life.
Imaging plays a crucial role in diagnosis, tumor characterization and treatment planning. The most common lesions diagnosed in
utero are teratomas, followed by gliomas, choroid plexus papillomas and craniopharyngiomas. In this review, we summarize the
pathogenesis, diagnosis, management and prognosis of the most frequent fetal brain tumors.
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Introduction

Prenatal diagnosis of fetal neoplasms has increased over the
last few decades as a direct result of continuous advances in
fetal imaging [1–6]. Despite this trend, timely and accurate
diagnosis remains challenging for several reasons. First, con-
genital neoplasms are rare, with a reported incidence for all
tumors ranging 1.7–13.5 per 100,000 live births [1, 2]; the true

incidence might be underestimated because cases of fetal de-
mise, miscarriage and pregnancy termination tend to be
underreported. Second, congenital tumors often differ histo-
logically, pathophysiologically and in imaging appearance
from tumors that develop later in life [1, 6–8]. Third, most
of the information available about congenital tumors is based
on postnatal imaging following symptomatic presentation af-
ter birth because the majority of these lesions do not cause
signs and symptoms during pregnancy that would warrant
additional obstetric imaging.

Congenital brain tumors are even more rare compared to
body tumors, accounting for 0.5% to 1.9% of all pediatric
tumors [4, 5]. Most are incidentally diagnosed by prenatal
US during the second or third trimester. Thus, the limited
literature available on congenital brain tumors comprises
mainly case reports. To complicate matters, the imaging fea-
tures of the more prevalent non-neoplastic central nervous
system (CNS) anomalies, i.e. lipomas and hemorrhage, over-
lap considerably with those of congenital brain tumors be-
cause these lesions can demonstrate mass effect on adjacent
structures, raising concern for neoplasm.

Fetal tumors can be histologically benign or malignant;
however, their prognosis tends to be poor, especially for in-
tracranial lesions. This is largely related to their unique path-
ogenesis, which is characterized by embryonic cell differenti-
ation with a very high mitotic rate and impactful tumor vol-
umes. Occasionally, even a benign intracranial neoplasm pro-
duces significant complications, for example through mass
effect or secondary to hypermetabolism.
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Akin to brain tumors presenting during the first year of age,
about 70% of fetal brain tumors are supratentorial [4–6].
Masses can be intra- or extra-axial, occasionally growing to
such a large size that anatomical landmarks become markedly
distorted and determining the site of origin is almost impossi-
ble. Intracranial teratomas account for approximately half of
cases, followed by astrocytomas, choroid plexus papillomas,
craniopharyngiomas and tumors of embryonal origin such as
medulloblastomas and atypical teratoid/rhabdoid tumors
(ATRT) [1, 6, 9]. Congenital tumors of ependymal, meningeal
and mesenchymal origins are less frequent [4, 10–16]. The
final diagnosis is made by histopathological evaluation, mo-
lecular analyses or complex genetic testing.

Early and accurate diagnosis of fetal tumors significantly
influences pregnancy management and delivery planning.
Multimodality imaging plays an important role in the diagno-
sis of fetal tumors and evaluation of their resultant complica-
tions. The diagnosis of an intracranial mass on obstetric US
should prompt further evaluation by prenatalMRI. Depending
on the tumor location, a reasonable differential diagnosis can
be made (Table 1). Detailed assessment can be performed
using a variety of MR sequences designed to depict lesion
morphology, with careful search for calcifications, blood
products and fat deposits [1, 4]. New MR sequences can also
aid in the evaluation of fetal brain tumors. These include
diffusion-weighted imaging, which provides quantification
of a lesion’s diffusivity, and volumetric MR imaging, which
can accurately estimate mass volume [17]. The recent intro-
duction of macromolecular proton factor mapping techniques
to fetal imaging, which use unbiased quantitative data com-
parison [18, 19], are promising for quantitative tissue
characterization.

Last but not least, it is important to remember that certain
brain tumors can be the initial manifestation of more complex
tumor predisposition syndromes or genetic disarrangements

(Table 2). In these cases, a meticulous search of additional
fetal anomalies is crucial for prenatal–postnatal management
and parental counseling.

The first attempts to provide a curative prenatal treatment
or prevent lethal complications were introduced during the
1980s [20]. While several case reports and series describe
successful intrauterine treatment for a few types of fetal tu-
mors, mainly sacrococcygeal, pericardial and mediastinal ter-
atomas, the majority are considered unresectable during intra-
uterine life [21–24]. Thus, prenatal management focuses
mainly on alleviating secondary complications such as fetal
cardiac failure, hydrops and preterm delivery [20, 25–27].
Large intracranial tumors can cause numerous complications
that can affect the fetus and the mother. The most ominous
complications include hydrocephalus, intracranial hemor-
rhage, and very large head size, which can cause uterine rup-
ture, or severe dystocia from cephalopelvic disproportion
[28–30]. Highly vascular tumors can result in high-output
fetal heart failure and nonimmune hydrops, with a risk for
the development of maternal mirror (Ballantyne) syndrome
[31–33]. Pregnancy management options for intracranial tu-
mors include termination or continuation of the pregnancy,
and this decision usually involves multidisciplinary counsel-
ing with the extremely valuable contribution of detailed and
accurate imaging. In the next sections of this article we de-
scribe and illustrate the common imaging characteristics of
congenital brain tumors diagnosed in utero.

Intracranial teratoma

Teratomas are germ cell tumors and the most frequent type of
congenital brain tumor diagnosed prenatally [1, 5, 9, 34, 35].
Many are histologically benign and they generally contain
both mature components from all three germ layers as well

Table 1 Differential diagnosis of
fetal brain masses based on
location

Location Tumor

Suprasellar Teratoma, astrocytoma, craniopharyngioma, lipoma, hypothalamic
hamartoma, sublobar dysplasia

Supratentorial hemispheric Astrocytoma, atypical teratoid/rhabdoid tumor, other embryonal tumors,
ependymoma, giant subcortical heterotopia, intracranial hemorrhage

Posterior fossa Medulloblastoma, atypical teratoid/rhabdoid tumor, other embryonal tumors,
ependymoma, intracranial hemorrhage

Intraventricular Choroid plexus papilloma, choroid plexus carcinoma, subependymal giant
cell astrocytoma, intracranial hemorrhage

Pineal/tectal Tectal hamartoma, teratoma, lipoma, pineocytoma, pineoblastoma

Peripheral/extra-axial Meningioma, mesenchymal tumors, hemangiopericytoma, hemangioma,
extra-axial hemorrhage

Multi-compartment or too large
to localize

Teratoma, atypical teratoid/rhabdoid tumor, glioblastoma multiforme, other
embryonal tumors
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as immature neuroglial elements [8, 36, 37]. The tumor is
usually detected on prenatal US, with an average gestational
age at diagnosis of 27 weeks [4, 38, 39]. Fetal MRI further
characterizes important details of lesion morphology and lo-
cation. Intracranial teratoma usually presents as a very large
heterogeneous mass, often with more aggressive MR appear-
ance than that seen for postnatal teratomas. The presence of
intralesional fat, which is almost pathognomonic for terato-
mas, is unfortunately difficult to detect with certainty by pre-
natal imaging. Morphological heterogeneity reflects the com-
plex composition of the tumor and usually indicates a mature,
more benign histology (Fig. 1). Mature teratomas more often
contain cystic components, calcification/mineralization and
fat; immature, malignant teratomas are usually solid and more
homogeneous (Fig. 2), although malignant lesions often grow
rapidly and can develop necrotic foci and hemorrhage [4, 9,
34]. Most are centrally located; larger lesions tend to occupy
more than one cranial fossa, resulting in significant

destruction of cerebral tissue. Rapidly growing intracranial
teratomas can also destroy the cranium, leading to devastating
outcomes [28, 29, 39, 40]. A subset of intracranial teratomas
presents with both intra- and extracranial components (Fig. 3).
In such cases, the tumor might extend into the face and
through the skull base into the oropharyngeal and neck re-
gions, although the precise site of origin can be difficult to
discern [30]. For these tumors, the outcome is suboptimal
because complete postnatal surgical resection cannot be
achieved. Differential diagnoses include craniopharyngiomas,
hypothalamic hamartomas and sublobar heterotopias [31].

Large intracranial teratomas are known to cause hydro-
cephalus, intracranial hemorrhage, and rapidly increasing
head size (Fig. 4). In extreme cases, this can result in sponta-
neous rupture of the fetal head during delivery, and uterine
rupture. Severe dystocia from cephalopelvic disproportion can
be a dangerous complication during labor [28–30]. High-
output fetal heart failure and nonimmune hydrops can

Fig. 1 Intracranial benign
teratoma in a 21-week fetus. a
Fetal sagittal ultrasound (US)
image shows a large
heterogeneous midline mass with
internal calcifications (arrows). b
Fetal axial MR half-Fourier
acquisition single-shot turbo spin-
echo (HASTE) image shows that
the lesion is multilobulated, with
cystic (arrow) and solid
(arrowhead) components. The
imaging features are indicative of
benign mature teratoma

Table 2 Tumor predisposition
syndromes Syndromes Brain tumor

Li–Fraumeni Glioblastoma

Cowden Dysplastic gangliocytoma cerebellum, i.e.
Lhermitte–Duclos disease

Turcot Medulloblastoma and glioblastoma

Gorlin Medulloblastoma

Rhabdoid predisposition syndrome ATRT, medulloblastoma, choroid plexus tumors
and former PNET

Neurofibromatosis 1 Astrocytoma

Neurofibromatosis 2 Vestibular, spinal root schwannomas, meningiomas
and spinal cord–brainstem ependymomas

Tuberous sclerosis complex Subependymal giant cell astrocytoma

Von Hippel–Lindau Hemangioblastoma

Ciliopathies (Pallister–Hall, oro-facial-digital
syndrome Type VI)

Hypothalamic hamartoma

ATRT atypical teratoid/rhabdoid tumors, PNET primitive neuroectodermal tumor
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complicate vascular teratomas and lead to maternal seizures
and eclampsia, known as mirror syndrome [31–33]. The prog-
nosis for prenatally diagnosed intracranial teratomas is gener-
ally poor, with a significantly increased risk of in utero demise
and a survival rate of less than 10% for neonates, depending
on the time of diagnosis and size of the teratoma [41, 42].

Pregnancy management options include termination or
continuation of the pregnancy with multidisciplinary counsel-
ing. Available medical (induction of labor) or surgical (dila-
tion and evacuation) termination methods should be
discussed. Decompression of the fetal skul l via

cephalocentesis under US guidance might be required to op-
timize maternal safety prior to uterine evacuation, regardless
of method or timing of delivery [43].

Maternal health and long-termwell-being are very important
considerations, particularly in cases of rapidly growing, rapidly
expanding fetal intracranial teratomas. If the parents opt to con-
tinue the pregnancy, serial US scans with maternal–fetal med-
icine surveillance to monitor growth of the teratoma are recom-
mended. The frequency of interval scans varies 1–4 weeks, or
even multiple times per week, depending on the pace of tumor
growth, which can be quite considerable in a short period of
time. The goal is to achieve a gestational age that is term or near
term. Caesarean delivery at a facility with available experts in
neonatal subspecialties including high-level neonatology care,
neurosurgery, plastic surgery and otolaryngology as well as
neonatal palliative care might be required.

Astrocytoma

Astrocytomas are the second most frequent congenital brain
tumor, representing 18–47% of all primary neoplasms affect-
ing the fetal brain [5, 6, 9]. They are composed of glial cells
(astrocytes) of varying degrees of differentiation. Congenital
astrocytomas usually involve the cerebral hemispheres, optic
nerve or thalamus. The most common fetal astrocytic tumor is
the congenital glioblastoma multiforme (GBM), but other

Fig. 4 Gigantic intracranial teratoma in a 24-week fetus. Fetal MR
sagittal half-Fourier acquisition single-shot turbo spin-echo (HASTE)
image shows very large heterogeneous lesion, causing severe
enlargement of the fetal head and almost complete replacement of the
fetal brain by tumor

Fig. 2 Intracranial malignant teratoma in a 25-week fetus. Fetal MR
sagittal 2-D true fast imaging with steady-state precession (TrueFISP)
image shows solid hypointense midline mass (arrow), with the imaging
features indicative of immature malignant teratoma

Fig. 3 Intracranial teratoma with extracranial component in a 21-week
fetus. Fetal MR sagittal 2-D true fast imaging with steady-state precession
(TrueFISP) image shows heterogeneous lesion with solid intracranial
(white arrow) and complex extracranial (black arrow) components
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variants include low-grade astrocytoma, anaplastic astrocyto-
ma and desmoplastic infantile astrocytoma [44, 45].Most fetal
astrocytomas present as a large supratentorial mass that causes
shift of midline structures, obstructive hydrocephalus, and in-
creased head circumference [4, 5, 45].

Despite the aggressive imaging features of congenital GBMs,
including ill-defined tumor margins and hemorrhage (Fig. 5),
these tumors tend to show adequate response to combined

resection and chemotherapy, and the prognosis is more favor-
able compared to that in pediatric and adult GBMs [46, 47].

The genetic and molecular alterations of congenital GBMs
are heterogeneous. In a small case series by Gilani et al. [46],
three of seven cases showed ALK fusions, one case showed
ROS1 fusion and one case showed somatic mutations in
TSC22D1 and DGCR6 genes. The characteristic alterations
of adult GBMs (i.e. EGFR amplification and PTENmutation)
or pediatric and adolescent GBMs (mutations of Histone 3
genes or TP53) are uncommon [46, 48, 49].

Prenatal low-grade gliomas frequently involve the hypo-
thalamus and optic chiasm. These appear as focal suprasellar
lesions without aggressive features. Glial tumors are most
often detected at the end of the third trimester, later in gesta-
tion than other congenital brain tumors [4, 45]; however, they
can grow very rapidly. The survival rates range from 20% for
high-grade to 90% for low-grade lesions. Overall, the average
survival rate is 46% [45]. Pregnancy management options for
large hemorrhagic glial tumors are similar to those in intracra-
nial teratomas. If continuation of pregnancy is chosen, serial
scans to monitor the rate of tumor growth and multidisciplin-
ary counseling and delivery planning are mandatory.

A distinct subtype of glial tumors is the benign
subependymal giant cell astrocytoma (SEGA), also known
as subependymal mixed-cell tumor. This lesion is typically
located at the foramen of Monro (Fig. 6) and is associated
with tuberous sclerosis complex (TSC) in 50% of cases.
Most often the diagnosis of TSC is suspected following de-
tection of multiple cardiac rhabdomyomas on prenatal US
(Fig. 6). These lesions are known to be associated with TSC
in greater than 90% of cases [50, 51]; therefore, their detection
necessitates a thorough search for additional cerebral and renal

Fig. 5 Malignant glioblastoma multiforme (GBM) in a 27-week fetus.
Fetal MR axial half-Fourier acquisition single-shot turbo spin-echo
(HASTE) image shows large solid hypervascular hemorrhagic mass in
the left hemisphere (long arrow). The lesion causes midline shift and
marked dilation of the venous sinus (short arrow). Diagnosis of GBM
was confirmed on extensive postnatal genetic testing

Fig. 6 Subependymal giant cell astrocytomas (SEGA) in a 22-week fetus
with tuberous sclerosis complex (TSC). a, b Fetal MR axial half-Fourier
acquisition single-shot turbo spin-echo (HASTE) (a) and axial T1-W (b)
images show typical location and signal characteristics of SEGA,
demonstrating a solid intraventricular mass (arrows) at the right

foramen of Monro, with T2-hypointense and T1-hyperintense signal. c
Fetal US cardiac four-chambers view in the same fetus shows solid,
uniformly echogenic intracardiac rhabdomyomas (arrows), a typical
finding in fetuses with TSC
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lesions that are typical of this disease. Cortical tubers, radiat-
ing dysplastic white matter tracts, periventricular
subependymal nodules (Fig. 7) and renal lesions
(angiomyolipomas) might be demonstrated. The imaging
findings of cortical tubers can overlap with those of other
congenital brain tumors and, thus, should be included in the
differential diagnosis for congenital brain tumors. SEGA can
cause obstructive hydrocephalus because of its location at the
foramen of Monro. This results in an overall survival rate of
71% and an increased frequency of fetal death [50].

Choroid plexus tumor

The most common prenatal choroid plexus lesion is the cho-
roid plexus cyst (Fig. 8), found in approximately 1–3% of

prenatal US examinations [52]. A small percentage of these
lesions is associated with Trisomy 18 [53]; therefore, a de-
tailed US evaluation to check for other features of trisomy is
indicated. Isolated choroid plexus cysts do not require addi-
tional genetic testing because they are benign lesions with no
consequences [54]. Choroid plexus tumors are intraventricular
and, as the name implies, originate from the choroid plexus. In
the World Health Organization (WHO) grading system, they
range from low-grade, WHO Grade I, choroid plexus papillo-
ma to the more aggressive WHO Grade III choroid plexus
carcinoma. Choroid plexus papillomas are more common in
fetuses than in children, representing 5–20% of all congenital
brain tumors [5, 8, 34]. Tumors are composed of mature epi-
thelial cells with similar appearance to normal choroid plexus.
In young children and fetuses, the more common location of
choroid plexus papillomas is the lateral ventricle (80% cases).
The fourth ventricle and cerebellopontine cistern locations are
usually seen in adults. Choroid plexus papillomas are more
frequent in males; however, an increased frequency of choroid
plexus papillomas has also been noted in girls with Aicardi
syndrome [55]. On the other hand, choroid plexus carcinoma
is known to have a high frequency of TP53 germline muta-
tions and association with Li–Fraumeni syndrome [56, 57].

Hydrocephalus is a common presenting feature, often at-
tributable to variable contributions from cerebrospinal fluid
overproduction, mechanical drainage obstruction or hemor-
rhage [5]. Choroid plexus tumors usually demonstrate a
f rondl ike appearance and r ich vascular i ty [58] .
Unfortunately, no reliable imaging features distinguish cho-
roid plexus papilloma from choroid plexus carcinoma prena-
tally (Figs. 9 and 10). Choroid plexus hemorrhage can mimic
or mask an underlying choroid plexus tumor. Total postnatal
resection is possible for 96% of papillomas and for 61% of
carcinomas. The prognosis is widely variable between the two
forms, with a reported 5-year survival rate of approximately
100% for papillomas and 40% for carcinomas [59]. Surgical
procedures are associated with significant operative morbidity
and mortality from uncontrolled bleeding. Nevertheless, a

Fig. 7 Additional cerebral manifestations in a 28-week fetus with
tuberous sclerosis complex (TSC). Fetal MR sagittal axial half-Fourier
acquisition single-shot turbo spin-echo (HASTE) image shows additional
typical cerebral stigmata of tuberous sclerosis: cortical/subcortical tubers
(arrowheads) and periventricular heterotopia (arrow)

Fig. 8 Choroid plexus cysts in
two fetuses. aCoronal US in a 23-
week fetus shows multiple
bilateral choroid plexus cysts of
different sizes (arrows). b MR
axial half-Fourier acquisition
single-shot turbo spin-echo
(HASTE) image in a 21-week
fetus shows a large cyst filling the
right ventricular atrium (arrow),
causing asymmetrical
ventriculomegaly
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final diagnosis of the choroid tumor nature can be accurately
confirmed postnatally.

Medulloblastoma

Medulloblastomas are embryonal tumors that represent 15–20%
of all brain tumors in children [58]. Most congenital medullo-
blastomas are diagnosed postnatally according to several perina-
tal series [6, 8, 9, 14, 34]. In the last revision of theWorld Health
Organization classification of tumors of the central nervous sys-
tem from 2016, medulloblastomas were reorganized according
to their histology and genetic profiles using a more integrated
approach that permits a more comprehensive genotype–
phenotype correlation [60]. As a side note, other embryonal tu-
mors also underwent important changes in their classification,

including removal of the term primitive neuroectodermal tumor,
or PNET, from the diagnostic lexicon [60].

In the updated classification, medulloblastomas are classi-
fied into four molecular and five histological subgroups. The
most common molecular subgroups in young children are
sonic hedgehog and Group 3 [61]. Medulloblastoma with ex-
tensive nodularity is a rare histological variant that occurs in
infants and young children and is related to SHH activation.
OnMRI, medulloblastomas with extensive nodularity are pre-
dominantly solid and hypercellular, with restrictive diffusivity
and hypointense T2 signal (Fig. 11). Contrast enhancement is
variable on postnatal follow-up, with a tendency to show a
pattern of marked multinodular enhancement (Fig. 11).
Although most medulloblastomas with extensive
nodularity involve the vermis, they also present as diffuse
superficial lesions arising from the cerebellar surface.
Final diagnosis is usually confirmed by postnatal imaging,
and histopathological and molecular evaluation.
Medulloblastomas with extensive nodularity have better
prognosis than other medulloblastoma variants and some-
times respond to chemotherapy alone [5, 14].

Atypical teratoid/rhabdoid tumor

Atypical teratoid/rhabdoid tumors (ATRTs) are aggressive
WHO Type IV embryonal tumors with median age at presen-
tation of 2–4 years. Cerebrospinal fluid dissemination is com-
mon, with approximately 20–30% of cases at presentation.
The genetic hallmark is mutation in the SMARCB1 tumor
suppressor gene on chromosome 22q that codes for a subunit
(INI1) of the SWI/SNF chromatin remodeling complex. The
histological hallmark is the presence of rhabdoid cells. On
imaging, these tumors frequently present as large heteroge-
neous masses with solid, cystic and necrotic components lo-
cated in different compartments (supra- and infratentorial, in-
traventricular, pineal or suprasellar). Because of their high
cellularity, MRI characteristics are similar to those in medul-
loblastomas (Fig. 12). One distinguishing feature is that

Fig. 9 Choroid plexus papilloma
in a 36-week fetus. a, b Fetal
coronal US with color Doppler
(a) and fetal MR coronal half-
Fourier acquisition single-shot
turbo spin-echo (HASTE) (b)
images show a hyperechoic,
vascular, heterogeneous
intraventricular mass (arrow),
expanding the ventricle

Fig. 10 Choroid plexus carcinoma in a 7-day-old boy. Axial post-
gadolinium T1-W MR image with fat suppression shows an enhancing
heterogeneous mass in the right lateral ventricle (arrow) with ill-defined
margins, causing midline shift
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ATRTs often demonstrate rapid growth compared to medul-
loblastomas and approximately one-third of these tumors

show cerebrospinal fluid dissemination at the time of presen-
tation on postnatal imaging. A prompt and correct diagnosis of

Fig. 11 Medulloblastoma. aMR coronal half-Fourier acquisition single-
shot turbo spin-echo (HASTE) image in a 31-week fetus shows subtle T2
hypointensity in the posterior fossa (arrow), which effaces the fourth
ventricle. The lesion demonstrated restricted diffusion (not shown). b

Postnatal MR follow-up coronal post-gadolinium T1-W image with fat
suppression shows multinodular enhancement in the posterior fossa,
which is a typical pattern of medulloblastoma with extensive nodularity

Fig. 12 Atypical teratoid/
rhabdoid tumor (ATRT) a, b Fetal
axial US at 35 weeks 3 days (a)
and fetal MR axial half-Fourier
acquisition single-shot turbo spin-
echo (HASTE) at 35 weeks
5 days (b) images show severe
hydrocephalus and a large
heterogeneous tumor in the
posterior fossa (arrow). c Fetal
MR sagittal HASTE image shows
involvement of the brainstem and
thalamus (arrow). d Postnatal
MR axial T2-weighted image (at
1 day old) shows interval tumor
growth with increased thalamic
invasion (black arrow) and
development of intratumoral
hemorrhage (white arrow)
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ATRTs is crucial because radical and aggressive therapies are
required to potentially alter their natural progression [58].

Craniopharyngioma

Craniopharyngioma is a WHO Grade I benign tumor located
in the sella turcica and suprasellar region. While
craniopharyngioma is the most common pediatric tumor to
occur in the parasellar region, it rarely occurs in the perinatal
period, representing 5.6% of all fetal and neonatal tumors [6,
8 , 6 2–6 6 ] . F e t u s e s a n d n e o n a t e s w i t h l a r g e
craniopharyngiomas generally have poor prognosis and low
survival rate [6, 8]. I t is difficul t to distinguish
craniopharyngiomas from other solid suprasellar masses, such
as other tumors (teratoma or chiasmatic–hypothalamic

astrocytomas) or malformations (hypothalamic hamartomas
or the even rarer sublobar heterotopia) because of their often
similar imaging appearance [31].

Ependymoma

Ependymomas represent 2–3% of all congenital brain tumors,
and approximately 30% of all pediatric ependymomas are
diagnosed in children younger than 3 years [11]. Fetal
ependymomas are rare. The first reported case was incidental-
ly discovered during the autopsy of a fetus with Down syn-
drome [12]. From the different ependymoma subtypes, the
anaplastic form, a high-grade WHO Grade III lesion, is the
most frequently encountered. The tumor is composed of poor-
ly differentiated neuroepithelial cells with high mitotic activ-
ity. They usually present as large multilobulated supratentorial
or infratentorial masses with intrinsic calcifications (Fig. 13).
The lesions might protrude into the posterior fossa and into the
spinal canal. Complete or near-complete tumor resection
followed by adjuvant therapy is the treatment of choice.

In neonates and young children, because of a wide variety
of patient- and therapy-related issues, the application and re-
sponse to standard treatment protocols are more limited. For
these reasons, fetal ependymomas are associated with overall
poor prognosis [10].

Other masses and tumor-like conditions

Hypothalamic hamartoma

Hypothalamic hamartoma is a benign lesion that is a charac-
teristic but not universal feature of oral–facial–digital syn-
drome Type VI, a.k.a. Varadi–Papp syndrome, and is seen
in other ciliopathies including Pallister–Hall syndrome,
hydrolethalus syndrome and short rib polydactyly syndrome.

Fig. 13 Ependymoma. MR coronal half-Fourier acquisition single-shot
turbo spin-echo (HASTE) image in a 37-week fetus shows a large tumor
in the posterior fossa, extending into the spinal canal (arrow). The lateral
ventricles (arrowhead) and third ventricle (not shown) are markedly
dilated and contribute to significant distortion of the normal anatomy.
Tumor extension into the spinal canal is suggestive of ependymoma.
The diagnosis was confirmed postnatally

Fig. 14 Hypothalamic
hamartoma in a 28-week fetus
with Pallister–Hall syndrome. a
Fetal MR axial half-Fourier
acquisition single-shot turbo spin-
echo (HASTE) image shows
suprasellar homogeneous
isointense mass at the midline
(arrow), confirmed to be
hamartoma. b Fetal hand US in
the same fetus shows polydactyly,
which is one of the typical
findings in patients with this
syndrome
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Thus, a thorough search for possible extracranial manifesta-
tions of these conditions should be performed. In cases of
Pallister–Hall syndrome, these anomalies include polydacty-
ly, syndactyly, imperforate anus, growth restriction, and gen-
ital anomalies (e.g., hydrometrocolpos secondary to vaginal
atresia, micropenis, hypoplastic scrotum, cryptorchidism)
(Fig. 14) [67, 68].

Sublobar dysplasia

Sublobar dysplasia is a rare malformation of cortical develop-
ment usually localized in the cerebral hemispheres but also

involving the suprasellar region [69]. The lesion presents as
a mass-like focus of disorganized gray and white matter sep-
arated from the remainder of the affected lobe or cerebral
hemisphere by a deep infolding of cortex (Fig. 15). Callosal
dysgenesis, vermian hypoplasia and venous malformations
are sometimes associated [69].

Pineal/tectal mass

Pineal/tectal plate lesions represent a heterogeneous collection
of tumors and congenital malformations; they are very rarely
detected prenatally [4]. Their exact origin and nature is diffi-
cult to define because their imaging characteristics have sim-
ilar features. Diffuse enhancement suggestive of the neoplastic
nature of pineal lesions can be seen on postnatal imaging;
however, no contrast administration is used for prenatal imag-
ing and reliable distinction between the fetal pineal tumor and
tectal plate hamartoma can be difficult. The most common
prenatal pineal masses are teratoma and lipoma. They demon-
strate fat signal characteristics on MRI, although fetal fat is
often poorly discernable on prenatal imaging. Other congeni-
tal pineal tumors that can occur in utero are benign parenchy-
mal pineocytoma (Fig. 16) and malignant pineoblastomas.
These lesions, regardless of their etiology, can manifest as a
very uncommon cause of fetal aqueductal stenosis and hydro-
cephalus. Tectal hamartoma can appear identical to pineal
tumor on prenatal imaging but does not cause hydrocephalus
and does not enhance on postnatal imaging. Very infrequent-
ly, a hamartomatous lesion involving a lower portion of the
brainstem (Fig. 17) occurs in utero.

Gray matter heterotopia

Gray matter heterotopias are common malformations of corti-
cal development that result from premature arrest of neuronal
migration. These ectopic neurons have variable morphologies
and can be localized in the subcortical, subependymal regions

Fig. 15 Sellar sublobar dysplasia in a 32-week fetus. Fetal MR coronal
half-Fourier acquisition single-shot turbo spin-echo (HASTE) image
shows a midline mass in the suprasellar cistern consisting of dysplastic
brain tissue with visible gray (arrowhead) and white matter

Fig. 16 Pineocytoma. a Fetal MR
sagittal half-Fourier acquisition
single-shot turbo spin-echo
(HASTE) image in a 36-week
fetus shows an isointense pineal
mass (arrowhead). b Postnatal
follow-up MRI at 3 weeks of age.
Sagittal post-gadolinium T1-W
MR image shows an avidly and
homogeneously enhancing pineal
tumor (arrow) with no restricted
diffusion (not shown), confirmed
to be pineocytoma
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or central white matter (band heterotopia). When lesions pres-
ent as large conglomerates, they can mimic tumors (Fig. 18).
Depending on the extent of malformation and presence/
absence of associated anomalies, these children can be asymp-
tomatic or develop intellectual disability or epilepsy.

Intracranial lipoma

Intracranial lipomas are rare benign and slow-growing con-
genital hamartomatous conditions. They represent

approximately 0.5–1.0% of all intracranial tumors and are
thought to result from abnormal reabsorption of the primitive
meninx at 8–10 weeks of embryonic development [70]. The
majority are located at or about the midline (80–90%), favor-
ing the pericallosal region and quadrigeminal cistern. Other
locations, in order of decreasing frequency, include the
suprasellar/interpeduncular cistern, cerebellopontine angle
and sylvian cisterns [71]. Most prenatally diagnosed intracra-
nial lipomas are found in the pericallosal region (Figs. 19 and
20). As formation of the corpus callosum begins at the genu
during the 11th week of gestation and, thus, overlaps with
reabsorption of the primitive meninx, it is not surprising that
pericallosal lipomas are associated with abnormal develop-
ment of the corpus callosum [72].

Two subtypes of pericallosal lipomas have been de-
scribed. The tubulonodular type is more frequent, round
or oval in shape, located close to the genu, and has a
higher association with craniofacial anomalies and
callosal agenesis. The curvilinear type is thin and elon-
gated and tends to be located posteriorly around the
splenium. It has a higher association with hypoplastic or
dysplastic corpus callosum and a lower frequency of as-
sociated anomalies [73]. In a systematic review of 49
published cases of prenatally diagnosed pericallosal lipo-
mas, the mean gestational age at diagnosis was
29.6 weeks, hypoplastic corpus callosum was present in
79.2% of curvilinear lipomas, partial or complete agenesis
of the corpus callosum was found in 76.5% of
tubulonodular lipomas, and syndromic association was
observed with Pai syndrome in 3 cases and Goldenhar
syndrome in another 3 [72]. Neurologic evaluation was

Fig. 17 Brainstem hamartoma in a 34-week fetus. Fetal MR sagittal half-
Fourier acquisition single-shot turbo spin-echo (HASTE) image shows a
small focus of isointense tissue (arrow) extending from the tectal plate,
with similar size and imaging features of cerebral tissue on postnatal
follow-up (not shown)

Fig. 18 Giant subcortical heterotopia in a 24-week fetus. Fetal MR axial
half-Fourier acquisition single-shot turbo spin-echo (HASTE) image
shows a large mass-like heterogeneous thickening in the right
hemisphere (arrowheads)

Fig. 19 Intracranial lipoma in a 21-week fetus. Fetal sagittal US shows
hyperechoic interhemispheric mass (arrow), which was T1 hyperintense
and poorly discernable on half-Fourier acquisition single-shot turbo spin-
echo (HASTE) MR imaging (not shown). The corpus callosum was
underdeveloped
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normal in 92% of the cases (mean postnatal follow-up age
36.3 months), with tubulonodular lipomas presenting
more frequently with neurologic anomalies [72].
Lipomas are slow-growing lesions with generally good
prognosis. Indeed, most intracranial lipomas are asymp-
tomatic. Possible clinical manifestations include seizures
for lipomas localized to the Sylvian region, as well as
hearing loss, t innitus, dizziness and vertigo for
cerebellopontine tumors [70]. For pericallosal lipomas,
outcome is also determined by the degree of associated
malformation of the corpus callosum and severity of as-
sociated anomalies, particularly for syndromic cases.

Intracranial hemorrhage

Intracranial hemorrhage might be present with imaging find-
ings that resemble a brain tumor, i.e. a mass-like lesion with
heterogeneous signal intensity by fetal MRI, varying
echogenicity by US, and mass effect upon adjacent brain
structures. Conversely, a brain tumor with hemorrhagic fea-
tures can mimic intracranial hemorrhage at first glance [74,
75]. When intracranial hemorrhage mimics a tumor, it is seen

by US as an intracranial mass, at first hyperechogenic, chang-
ing over the course of days to a lesion with hypoechoic core
and hyperechogenic rim as hemoglobin degrades. An impor-
tant finding on US is the absence of vascularization by color
Doppler within the organized clot [74, 75]. The appearance
on fetal MRI varies depending on the stage of degradation of
hemoglobin products, but in most cases lesions present with
hyperintense signal on T1, hypointense signal on T2, and
blooming artifact on gradient echo sequences. Most cases of
prenatal intracranial hemorrhage originate in the germinal
matrix (approximately 67%), followed by the cerebral or cer-
ebellar parenchyma, choroid plexus, and subdural and sub-
arachnoid spaces (Fig. 21). Long-term sequelae include
subependymal as well as porencephalic cysts in case of in-
volvement of the brain parenchyma. In more than 50% of the
cases no cause is found; the remaining causes include mater-
nal conditions, obstetric complications and fetal disorders.
These include umbilical/placental anomalies; maternal trau-
ma, infection, coagulopathy/use of anticoagulants, substance
abuse; fetal–neonatal alloimmune thrombocytopenia; gene
mutations, e.g., COL4A1 associated with hereditary paren-
chymal hemorrhage and porencephaly; fetal coagulopathies,

Fig. 20 Intracranial lipoma in a
37-week fetus. a–d Axial T1-W
fast field echo imaging (a),
sagittal T2-weighted (b), axial
T2-weighted (c) and axial
balanced turbo field echo (d) fetal
MRI sequences show a well-
circumscribed tubular lesion at
midline (arrow) with a few
scattered nodules at the
ventricular margins (arrowhead,
d)
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i.e. Factor X and Factor V deficiencies; and vascular
malformations.

Conclusion

Teratomas are the most frequent congenital brain tumors di-
agnosed prenatally, presenting as an aggressive large hetero-
geneous mass at an average gestational age of 27 weeks. The
presence of intralesional fat is almost pathognomonic for ter-
atomas but difficult to detect with certainty by prenatal
imaging.

Astrocytomas are the second most common congenital
brain tumor. The most common histological subtype is the
highly aggressive glioblastoma multiforme, which usually
presents as a large supratentorial mass involving the cerebral
hemispheres. Low-grade gliomas tend to involve the optic
nerve or thalamus and present as suprasellar masses without
aggressive features. Subependymal giant cell astrocytomas
are typically located in the foramen of Monro and are associ-
ated with tuberous sclerosis complex in 50% of cases.

Choroid plexus papillomas and choroid plexus carcinomas
are difficult to differentiate by imaging. These are intraven-
tricular tumors with a frondlike appearance and increased vas-
cularity that originate in the lateral ventricle in 80% of cases,
are more frequent in males, and commonly present with
hydrocephalus.

Less frequent tumors that might be detected in utero in-
clude medulloblastomas, atypical teratoid/rhabdoid tumors,
ependymomas, craniopharyngiomas and hypothalamic
hamartomas. Tumor-like lesions including sublobar dyspla-
sias, heterotopias, lipomas and hemorrhage can mimic neo-
plasms. Prenatal detection of fetal brain tumors and tumor-like
conditions usually requires prenatal or postnatal imaging

follow-up to further characterize the lesion, define additional
anomalies, plan therapy and guide parental counseling.
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