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Background and Importance: Medulloblastoma (MB) is regarded as a scarce primary 
brain neoplasm in adulthood, originating from the fourth ventricle or the cerebellum, and 
cerebellopontine angle (CPA)-MB has been described less often in the literature. Few cases of CPA 
MB have been reported in the English-written literature, most of which are intra-axial, mainly in 
children; adults’ extra-axial CPAMB is even scarcer. To the best of the authors’ knowledge, 12 cases 
of extra-axial CPA MBs have been reported in the English-written literature.

Case Presentation: A 23-year-old man presented to our center complaining of a generalized 
pulsatile headache, imbalance, swallowing impairment, and right-sided hearing loss for the past 
20 days. Computed tomography (CT) scan of the brain showed a hyper-dense extra-axial mass 
lesion (41×37 mm) in the right CPA with a significant compression effect on the fourth ventricle, 
causing a three ventricular obstructive hydrocephalus. Magnetic resonance imaging (MRI) showed 
a well-defined heterogeneous extra-axial, lobulated, dural-based mass lesion in the right CPA, 
hypointense on the T1 sequence, and hyperintense on the T2 sequence compared with the adjacent 
parenchyma, which has a bright heterogeneous enhancement during gadolinium injection. A 
significant mass effect was observed on the adjacent parenchyma, brain stem, and fourth ventricle 
without evidence of parenchymal edema. The patient underwent emergent surgery the next day 
regarding the mass effect and hydrocephalus. On the postoperative examination in the intensive 
care unit, no new neurological deficit was detected, and the swallowing and gag reflex significantly 
improved.

Conclusion: Though rare, clinical considerations, along with early supportive radiologic measures, 
should be considered in subjects with suspected MB. A total tumor excision approach followed by 
aggregative chemotherapy/radiotherapy is designed to hinder tumor relapse.
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Background and Importance

edulloblastoma (MB) is regarded as 
an aggressive embryonal primitive 
neuroectodermal neoplasm of the 
cerebellum of the World Health Orga-
nization (WHO) grade IV, arising from 

germinal matrix cells of the primitive neural tube. The 
exact reason behind this malignancy is not well iden-
tified, but numerous familial cancer syndromes and 
John Cunningham polyomavirus infections can play a 
crucial role in the tumor’s physiopathology [1-5]. MB 
frequently occupies the midline of the cerebellum, and 
cerebellar hemispheres are known as the conventional 
origin for MBs in adults. MBs can be observed either in 
the midline of the cerebellum or intra-cerebellar hemi-
spheric or even in the Cerebellopontine Angle (CPA) 
area, and approximately 80% of childhood MBs tend to 
arise at the vermis and the apex of the fourth ventricle 
[2, 6, 7]. Among the molecular subtypes of MBs, group 
3 and group 4 mainly involve the fourth ventricle, not-
withstanding sonic hedgehog (SHH) MB primarily occu-
pying the cerebellar hemispheric [6].

More importantly, Gross Total Resection (GTR) is pre-
ferred for CPA MBs, as it is associated with a significant 
risk of degenerative impacts on cranial nerve seven (CN-

VII) and adjacent components, while the maximal extent 
of surgical resection is regarded as a standard approach 
for managing this malignancy [6]. Herein, we sought to 
outline the general features of CPA MB, its diagnostic 
dilemma, significant correlated prognostic factors, and 
multidisciplinary procedure for its management. 

Case Presentation

A 23-year-old man presented to our center complain-
ing of a generalized pulsatile headache, imbalance, 
swallowing impairment, and right-sided hearing loss for 
the past 20 days. Physical examination showed a bilater-
al gag reflex impairment, right-sided hemifacial paresis, 
and right-sided sensory neural hearing loss. The rest of 
the physical examination was normal.

The patient initially underwent a computed tomogra-
phy CT scan of the brain to investigate intracranial le-
sions. The CT scan of the brain showed a hyper-dense 
extra-axial mass lesion (41×37 mm) in the right CPA with 
a significant compression effect on the fourth ventricle, 
causing three-ventricular obstructive hydrocephalus 
(Figure 1).

M

Highlights 

• Cerebellopontine angle (CPA) medulloblastoma (MB) is a rare entity in the adult population. 

• The maximal extent of surgical resection combined with chemotherapy/radiotherapy provides the best option for 
CPA MB.

• The total survival chance of CPAMBs remains similar to other regions, with a five-year survival rate of 25%-70% 
for MBs. 

Plain Language Summary 

Medulloblastoma (MB) is regarded as a scarce primary brain neoplasm in adulthood, originating from the fourth 
ventricle or the cerebellum, and Cerebellopontine Angle (CPA) MB has been described less often in the literature. A 
23-year-old man presented to our center complaining of a generalized pulsatile headache, imbalance, swallowing 
impairment, and right-sided hearing loss for the past 20 days. Physical examination confirmed a bilateral gag reflex 
impairment, right-sided hemifacial paresis, and right-sided sensory neural hearing loss. The remainder of the physical 
examination was uneventful. Radiologic evidence was in favor of Cerebellopontine Angle (CPA)-MB, so the patient 
underwent emergent surgery on the second postoperative day regarding the mass effect and hydrocephalus. On the 
postoperative examination in the intensive care unit, no new neurological deficit was achieved, and swallowing dra-
matically improved as well as the gag reflex. A total tumor excision approach followed by aggregative chemotherapy/
radiotherapy allows for the best choice for the sufferer.
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Magnetic Resonance Imaging (MRI) depicted a well-
defined heterogeneous extra-axial, lobulated, dural-
based mass lesion in the right CPA, hypointense on the 
T1 sequence, and hyperintense on the T2 sequence 
compared with adjacent parenchyma, which has a 
bright heterogeneous enhancement during gadolinium 
injection. A significant mass effect was observed on the 
adjacent parenchyma, brain stem, and fourth ventricle 
without evidence of parenchymal edema (Figures 2, 3, 
4, 5, 6 & 7).

The patient underwent emergent surgery the next day 
due to the mass effect and hydrocephalus. In a lateral 
position, his head was fixed using a Mayfield fixator. Con-
cerning the hydrocephalus, we initially placed a posteri-
or external ventricular drainage to control and decrease 
intracranial pressure during surgery. Under the Electro-
encephalography (EEG) monitoring of cranial nerves, we 

approached the patient via the retrosigmoid sub-occip-
ital lateral craniectomy toward the CPA. We drained Ce-
rebrospinal Fluid (CSF) from cisterna magna, then gently 
dissected the CPA adhesion bands where the tumor pre-
sented. At first look, the lesion was creamy and soft. We 
initially obtained tumor tissue fragments for the frozen 
section, which revealed large anaplastic cells in favor of 
MB. The tumor adhered to the VII-VIII cranial nerve com-
plex. It was completely resected with the preservation 
of the VIII cranial nerve. VII cranial nerve was repaired 
using a sural nerve graft. All other cranial nerves were 
intact on direct vision and EEG neuromonitoring.

In the postoperative examination in the intensive care 
unit, no new neurological deficit was detected, and 
swallowing significantly improved as well as gag reflex. 
Histopathologic evaluation revealed hypercellular neo-
plasm with round cell morphology, frequent mitosis, 

Figure 1. Preoperative Computed Tomography (CT) Scan

 A: Magnetic Resonance Imaging (MRI); B, C, D, E: Demonstrating an extra-axial, lobulated, dural-based mass lesion (41*37mm) in the 
Right Cerebellopontine Angle (CPA), B: Hypointense on T1 and C: Hyperintense on T2; D: With bright heterogeneous enhancement using 
gadolinium on axial; and E: Coronal View; F: A postoperative CT scan revealing a complete resection of the tumor and a reduction in the 
mass effect. The mass effect on the brain stem and fourth ventricle causes hydrocephalus.
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Figure 2. T1 with Gadolinium-Coronal View, T2-Axial View 

 

Figure 3. T1 with Gadolinium-Sagittal View 

 

 

 

 

 

 

 

 

 

 

Figure 2. T1 with Gadolinium-Coronal View, T2-Axial View 

 

Figure 3. T1 with Gadolinium-Sagittal View 

Figure 2. T1 with gadolinium-coronal view, T2-axial view
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Figure 4. T1 with Gadolinium 

 

 

Figure 5. T1 without Gadolinium-Axial View 

 

 

 

 

Figure 4. T1 with Gadolinium 

 

 

Figure 5. T1 without Gadolinium-Axial View 
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Figure 5. T1 without Gadolinium-Axial View 

 

 

 

 

Figure 4. T1 with Gadolinium 

 

 

Figure 5. T1 without Gadolinium-Axial View 

 

Figure 5. T1 without gadolinium-axial view
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and areas of necrosis. Areas of large cell transforma-
tion with vehicular nuclei and prominent nucleoli are 
evident. Immunohistochemical (IHC) stain is diffusely 
positive for synaptophysin, focally positive for Glial Fi-
brillary Acidic Protein (GFAP) and Epithelial Membrane 
Antigen (EMA), and negative for cytokeratin (CK), Leu-
kocyte Common Antigen (LCA), and Olig2. KI67 showed 
a high proliferative index. The final diagnosis was MB, a 
large cell variant, WHO grade IV (Figure 7). In the histo-
logic and immunohistochemistry evaluation of the tu-
moral tissue, GFAP was positive, EMA was focally posi-
tive, synaptophysin was patchy positive, and Ki-67 was 
60% positive in large anaplastic cells, while Olig-2 was 
reported negative. The above markers and histologic re-
evaluation confirmed the diagnosis of MB grade VI. The 
patient underwent a radiochemotherapy regimen and 
was discharged in good clinical condition on the sixth 
postoperative day. 

In the histologic and immunohistochemistry evalua-
tion of the tumoral tissue, GFAP was positive, EMA was 
focally positive, synaptophysin was patchy positive, and 
Ki-67 was 60% positive in large anaplastic cells, while 

Olig-2 was reported negative. The above markers and 
histologic re-evaluation confirmed the diagnosis of MB 
grade IV. Table 1 provides more details regarding the 
previously reported CPA-MBs in the literature.

Discussion

MB is among the posterior fossa’s most common child-
hood malignant tumors, accounting for 16%-20% of all 
pediatric tumors [8]. It also represents approximately 
one-fourth of all neoplasms of central nervous systems 
and 40% of posterior fossa tumors and is known as the 
second most prevalent inter-cranial tumor after pilo-
cytic astrocytoma [6, 9]. The CPA MB is more common 
in adults, with a male sex ratio (1, 3:1) [6, 10, 11]. Six to 
eight-year-old juveniles consist of most case reports of 
this malignancy [6, 11, 12]. MB predominantly occurs 
as an intra-axial phenomenon arising from the subep-
endymal matrix or external granular layer of the inferior 
medullary vellum of the vermis with an intrinsic procliv-
ity to leptomeningeal diffusion [13-15]. The most com-
mon variant in the adult group of MB is SHH. It accounts 
for approximately 60% of all patients in adulthood [16]. 

 

 

 

Figure 6. A postoperative axial view T2-weighted brain MRI of the patient, which demonstrates 
a total removal of the lesion. 

 

 

Figure 7. 

Synaptophysin is positive, Ki67 is highly increased, large cells revealed vehicular nuclei and prominent 

nucleoli, hematoxylin and eosin (H and E) stain,×400, hypercellular neoplasm with round cell morphology 

and homer wright rosettes, hematoxylin and eosin (H and E) stain,×100. 
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Figure 7. Synaptophysin is positive, Ki67 is highly increased, large cells revealed vehicular nuclei and prominent nucleoli, hematoxylin and 
eosin (H and E) stain,×400, hypercellular neoplasm with round cell morphology and homer wright rosettes, hematoxylin and eosin (H and 
E) stain,×100.
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Table 1. The literature review of the extra-axial cerebellopontine angle (CPA) medulloblastomas (MBs)

Author
Tumor Character-
istics/Variant (Ac-
cording to WHO)

Age/Gender History Sign Approach/ 
Outcome Citation

Eshagh 
Bahrami et 
al. (2013) 

Extra-axial MB in 
the CPA

Pale islands com-
prised of micronodu-

lar/reticulin-free 
zones

Desmoplastic/
nodular

 23-year-old 
man

Nausea, vomiting and 
ataxia, and deafness of 
his right ear in the past 

2 months

Impaired hearing in 
audiometry

Hypointense on T1 
weighted images 
and hyperintense 
on T2 weighted 

images

Right retromastoid 
craniotomy and gross 

total excision
No neurological defi-

cit after surgery 
No metastasis after 

radiotherapy 

 [15]

Spina et al. 
(2013)

Classic extra-axial 
MB in the CPA

Case A: Classic type 
with nodular aspects
Case B: Classic type 

of MB infiltrating the 
arachnoid

Case A: 
22-year-old 

man
Case B: 

26- year-old 
woman

Case A: Headache, 
ataxia, hearing loss in 
her left ear, dizziness, 
and tinnitus as of the 

last 3 months
Weakness of the right 

arm, slight
Left nystagmus and a 
mild peripheral defi-

ciency of the left VII-CN 
nerve.

Case B: Chronic
headache

Case A: Hyperin-
tense

 T2-weighted im-
ages, hypointense 

T1-weighted
images

Case B: Hypoin-
tense in T1-weight-

ed images and 
isointense in T2-
weighted images
Case B: Edema 
in the anterior 

superior
right cerebellar 

hemisphere

Case A: retrosigmoid
craniectomy and 
gross total tumor 

resection and radio-
therapy.

Case A: postop-
erative personal-
ity changes and 

neurobehavioural 
abnormalities.

Case B: right ret-
rosigmoid craniec-

tomy with gross-total 
resection.

Case B: Radiation 
therapy

Case B: No evidence 
of postoperative me-
tastasis or recurrence 

was observed.

 [10]

Singh et
al. (2011)

Extra-axial MB
in the CPA

Rosettes of small 
round cells

The high nucleus-
cytoplasm ratio 

increased mitotic
figures(classical MB, 

grade IV)

22-year old 
man

Headache, ataxia, 
vomiting and left VII-CN 
failure as of last month

Lack of superficial 
reflexes

Brisk deep tendon 
reflexes and bilat-

eral extensor plantar 
reflexes

3/5 motor power in his 
upper limbs, 2/5 in his 

lower limbs
Sensory impairment 

below D4 dermatome
A background of ob-

structive hydrocepha-
lus/right ventriculoperi-

toneal shunt 
Papilloedema

Paralyzed left IX and 
X-CN, as well as left 

cerebellar signs

Lower left motor
VII CN deficit, 

paralyzed
Left X-CN and IX-CN 
along with papill-
oedema in fundus 
examination and 

left cerebellar
Signs

Left retromastoid 
craniectomy

and gross total exci-
sion 

declined to receive 
craniospinal radio-

therapy; subsequent 
progressive quadri-

paresis/sensory 
impairment, as well 

as bladder and bowel 
impairment, was 

presented. 

 [27]

Ninh Ba 
Doan et al. 

(2018)

Extra-axial midline 
tentorial MB grade

IV 
SHH type

Desmoplastic

29-year-old 
man

Syncopal episode and 
headache for the last 2 

weeks

Normal neurologi-
cal exam

MRI: Tentorial 
dural-tail sign

Unremarkable post-
operative period

Radiation and 
adjuvant

chemotherapies 
(vincristine, cisplatin, 

and
cyclophosphamide)

 [2]
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Classic and desmoplastic have higher incidence rates 
among the histological subgroups of CPA MBs [7]. De-
spite growing bodies of literature justifying the exact 
cause and origin of MB tumors, it remained controver-
sial among investigators. In this regard, some research-
ers emphasize that CPA MBs can arise from proliferat-
ing remnants in the posterolateral medullary velum or 
residue of the external granular layer of the flocculus 
hemispheres. Others accentuate the assumption that is 
based on the upward and lateral migration of germinal 

cells from the roof of the fourth ventricle during the for-
mation of the external granular layer of the cerebellum, 
a theory that confirms the CPA localization of MB. Albeit 
80% of MBs are located in the cerebellar midline at the 
inferior vermis and typically project into the fourth ven-
tricle, they can also be present in the sidewall of the cer-
ebellum’s hemisphere or disseminate exophytically into 
the C.P. angle zone [3, 4, 6, 9, 14, 15, 17-20]. The extra-
axial manifestation of MB in other sites is regarded as a 
very unexpected phenomenon [4]. Extra-axial incidence 

Author
Tumor Character-
istics/Variant (Ac-
cording to WHO)

Age/Gender History Sign Approach/ 
Outcome Citation

EUI jin 
Chung et 
al. (2014)

Extra-axially MB in 
the cerebellar Hemi-

sphere
Desmoplastic/nodu-

lar type (grade IV)
low nuclear-cyto-
plasmic ratio with 

neuronal maturation 

5-year-old 
man

Nausea, vomiting, and 
gait disorder in the past 

5 days.

Dysmetria, ter-
minal ataxia, and 

tandem gait
Upstream obstruc-
tive hydrocephalus 
iso-SI with a gray 

matter on T1-
weighted and T2-
weighted imaging 

Parenchymal 
edema

Dilatation of the 
3rd and both lat-

eral ventricles

Emergency external 
ventricular drain and 
a left lateral suboc-
cipital, infratentorial 
craniotomy, as well 
as gross total surgi-
cal excision, were 

employed.

No postoperative 
evidence of tumor 

remnant

Radiotherapy regi-
men

 [19]

Ishita 
Pantet al. 

(2016)

Extra-axial MB in the 
cerebellopontine 

angle
Minimally vascular 
grayish-white, soft, 
and suckable mass. 

Carrot shaped
hyperchromatic 

nuclei with scanty 
cytoplasm, brisk 

mitosis, and neuro-
blastic rosettes
Desmoplastic/

nodular

15-year-old 
man

Sharp-shooting 
headaches amid last 3 

months.
Gait disturbance in his 

last month.

Ataxia with no 
other neurologic 

deficit
Hydrocephalus
Heterogeneous 

signal intensity, as 
well as necrosis/

cystic degeneration
Mild perifocal 

edema

Retromastoid suboc-
cipital craniectomy 
and gross total exci-

sion

Uneventful postop-
erative period

He refused radio-
therapy and lost the 

follow-up.

 [4]

Mukesh 
Kumar 

Bhaskar et 
al. (2017)

Extra-Axial CPA MB 
hyperechoic on ultra-
sound, soft to firm, 

moderately vascular, 
partially suckable, 

grayish-brown
Densely packed
cells arranged in 

pseudorosettes/ a 
trabecular

pattern
Round to oval, 

hyperchromatic
nuclei, as well as 

scanty amounts of 
cytoplasm in tumor 

cell

1-year-old 
woman

Vomiting, decrease
in feeding and intermit-
tent fever period in the 

past 30 days, asym-
metry of VII-CN nerve 

with a 15-day history of 
deviation of the angle 

of the mouth 

Changed sensorium

Unconscious status 
along with pallor
Bilateral coarse 

crepitations
Hydrocephalus
Reacting only to 
localized painful 

stimulations
Paralyzed VII-CN 
associated with a 

deficiency in cough 
reflex 

lobulated the left 
CP angle

MRI: Hypointense 
on T1-weighted, 
isointense on T2-
weighted images 

Left retromastoid 
suboccipital craniec-
tomy and gross total

excision

Ventilator support 
and adjuvant CT/

radiotherapy were 
employed.

Succumbed on the 
20th day of the 

operation following 
a low Glasgow Coma 

Scale state

 [20]
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of the MBs can probably be attributed to residues of 
the neural crest cells, which persisted particularly from 
where MB arose.

The lateral recess of the fourth ventricle contains a 
portion of the Lower Rhombic Lip (LRL), which is strong-
ly susceptible to Wingless Tumors (WNT) expression. 
Subsequent empirical investigations clarified the hy-
pothesis that WNT MB may originate from the midline 
of the fourth ventricle; thereby, they potentially tend to 
lateralize in the CPA [5, 21].

Paul Gibson et al. compared genes expression, mark-
ing human WNT and SHH MBs in the Upper Rhombic Lip 
(URL) and LRL, and their investigations bring SHHMBs 
tumor up as a neoplasm originating from the glutama-
tergic granule neural precursor cells (GNPCs, cells form-
ing the external granular layer of cerebellum)of the URL 
whereby they are often present in the convexity of cer-
ebella’s hemispheres and vermis; however, WNT-MBs 
tumors developed from cells of the dorsal brainstem 
demonstrating that brainstem could be regarded a po-
tential source of WNT MBs by infiltrating of WNT to the 
embryonic brainstem leading to the high incidence of 
WNT-MBs genes expression in LRL and embryonic dor-
sal and lateral brainstem [21]. The inability of SHH MBs 
to engage the fourth ventricle floor in the CPA region 
is consistent with recent findings of Tao Wu et al. [6]. 
Several lines of literature identify SHH MBs as the only 
type among all MBs subgroups in which the tumors are 
located in the intra-hemispherical position. Hence, to 
the best of the authors’ knowledge, the first reported 
case of extra-axial midline tentorial adult MB followed 
by a dural-tail sign by Doan NB et al. suggests an uncon-
ventional inter-hemispheric SHH MBs [2].

In contrast to midline MBs in most pediatric popula-
tions, almost half of MBs in adult groups are located lat-
erally in the cerebellar hemispheres, reflecting miscel-
laneous etiology and pathogenesis pathways [1]. In this 
respect, desmoplastic MBs are much more common in 
the adult population, with approximately 71% of them 
accompanied by the lateral cerebellar hemisphere man-
ifestation, contrary to 12.5% occurrences of the mostly 
midline-restricted characteristics of the classical MBs 
variant [2]. The non-specific triad of vomiting, lethargy, 
and headache is observed in most pediatric patients 
with MB [14]. 

Rapid progressive intracranial hypertension-related 
symptoms (headache, nausea, vomiting, and papillede-
ma), cerebellar ataxia and diplopia, and nystagmus due 
to cranial nerve involvement are the most common clin-

ical presentations of MBs. Other manifestations, such 
as gait problems, backache, and bowel and bladder fail-
ures, can include spinal metastatic MBs [8, 10, 11, 22].

Generally, trigeminal, abducens, facial, and vestibule-
cochlear impairments, lower cranial nerve problems, 
and symptoms of cerebellar malfunction often highlight 
CPA neoplasms. Insofar as an initial and aggressive be-
havior of cerebellar tumor symptoms and gait disorders, 
including progressing gait ataxia propose the probable 
presence of the CPA MB lesions, early impairment of 
facial and vestibule-cochlear nerve, and positional nys-
tagmus reflect an early sign of a probable existing ves-
tibular-acoustic schwannoma, respectively [15]. Despite 
the intrinsic microscopic appearance of pink or gray MBs 
observed either in calcified or hemorrhaged regions, his-
topathological characteristics of the tumor in the CPA re-
gion and lateral cerebellar cortex include heterogonous 
isomorphic sheets of densely round to oval hyperchro-
matic cells surrounded by scanty cytoplasm along with 
the dramatically nucleocytoplasmic ratio [4, 8]. Regret-
fully, neither a reliable pathognomonic nor radiographic 
approach is recommended as an assistant for different 
MBs from other subjects with a high probability of devel-
oping in the CPA, including vestibular schwannoma and 
meningioma, which collectively account for 85%-90% of 
all CPA tumors in adults followed by the meningioma, 
primary cholesteatomas, and epidermoid tumors [6, 9, 
22, 23]. Notably, CT characteristics of CPA MBs include 
prominent hyperdense homogeneous mass in most as-
sessments and in 10% of cases, it may show calcification 
[10]. Despite MBs, often presenting as poor-demarcated 
soft friable mass and central compacted lesions, other 
tumors of postcranial fossa, including epidermoid cysts, 
are attenuated on non-enhanced CT due to sufficient 
cytoplasm and less dense matrix, and they demonstrate 
well-demarcated lesions concerning their high lipid con-
tent, such as cholesterol [8, 14, 24]. No exclusive radio-
logical features exist that favor a definitive diagnosis of 
CPA MBs malignancies.

MBs arising either from CPA or intraventricular re-
gion characterized by iso-hypointense to gray matter 
on T1-Weighted Images (T1W1) with a predominantly 
heterogeneous contrast enhancement paradigm after 
the addition of gadolinium, most likely due to excessive 
tumors cellularity, inadequate blood supplies, or necro-
sis, howbeit their appearance ranges from hypointen-
sity to hyperintensity to gray matter on T2-weighted 
(T2W2) sequences due to the incremented nucleus to 
cytoplasm ratio of neoplasms cells or diminished free 
water [9]. Although most MRI assessments reveal het-
erogeneous Gd-enhancement agents, MBs may vary 
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from uniform to patchy enhancements, and 10%-15% 
of cases are not allocated to heterogeneous aspects, 
which canaled to misdiagnosis [5, 9, 20]. Normal integ-
rity and symmetry of the internal auditory canals rather 
than other CPA lesions, particularly schwannoma, con-
firm MBs. However, the dural-tail-sign regrades as an 
unspecific hallmark mostly denoting meningioma, Ninh 
Ba Doan et al. represented an extra-axial midline tento-
rial MBs in adults who were associated with this indi-
cator [2, 4, 10]. To the best of the authors’ knowledge, 
only 12 prior cases of extra-axial CPA-MBs have been 
reported in the English-written literature [12].

Abbreviations: CPA, cerebellopontine angle; MB, me-
dulloblastoma; CN, cranial nerve; MRI, magnetic reso-
nance imaging; WHO, World Health OrganizationIt is 
well established that MBs have a marked propensity 
to metastasize to the leptomeninges, spinal canal, and 
supratentorial section via CSF and subarachnoid space, 
with an overall incidence of 38%-60% of all patients and 
a range of 20% to 40% of pediatrics populations. The 
spinal canal is the most common pathway at approxi-
mately 58%. Moreover, to the best of our knowledge, 
spinal metastasis from CPA MB has been reported just 
in one patient, followed by refusing postoperative ra-
diotherapy. Recently, 2 patients suffering MB type SHH 
(desmoplastic and anaplastic) have been reported, 
manifesting leptomeningeal tumor dissemination [4, 
10, 15, 18, 25-29]. The total survival chance of CPA MBs 
is similar to other regions, and with timely surgery and 
radiotherapy, the 5-year survival rate for MBs is 25%-
70% [9, 22]. In almost half of the cases, recurrence oc-
curs, and they survive for about 15 months after relapse 
[22]. Our patient did not observe residue or recurrences 
during the first postoperative year.

Microsurgery for total gross resection using the retro 
mastoid approach accompanied by craniospinal irradia-
tion and chemotherapy is recommended as a safe and 
effective mainstay in children and adults to prohibit tu-
mor growth [9, 10]. The operation aims to determine 
the histological diagnosis and deal with probable hydro-
cephalus. Approximately 10% to 30% of patients with 
MBs require postoperative ventricular shunting [14, 22].

Chemotherapy is less endured in adults and seemingly 
did not provide complete and valuable outcomes com-
pared with the pediatric groups. Due to the lack of sub-
sisting randomized control trials, a good understanding 
of differentiation between radiotherapy with or without 
adjuvant chemotherapy remained uncovered; conse-
quently, chemotherapy is strongly recommended for 
adults in the high-risk group. In that respect, our patient 

underwent radiochemotherapy and was discharged in 
good clinical condition on the sixth day after the op-
eration. Supplementary immunological procedures that 
have recently gathered momentum in adult cranial neo-
plasms represent Programmed Death-1 (PD-1) and the 
Cytotoxic T-Lymphocyte-Associated Antigen 4 (CTLA-4) 
as the agents, diminishing immune responses in both 
MBs and gliomas [12]. 

Conclusion

Regardless of the rare presentation of extra-axially 
CPA, neurosurgeons should be aware of this scarce enti-
ty. Clinical considerations and early radiologic evidence 
should be considered in subjects with suspected MB. A 
total tumor excision approach followed by aggregative 
chemotherapy/radiotherapy is designed to hinder tu-
mor relapse.
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