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Case Report: 
Torticollis as a Rare Presentation of Cerebellopontine 
Angle Choroid Plexus Papilloma in Children
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Background and Importance: The rare intracranial neoplasms are Choroid Plexus Papillomas 
(CPPs), especially in the cerebellopontine angle. The main location of choroid plexus papillomas in 
adults and children are 4th ventricle and lateral ventricles, respectively.

Case Presentation: We report on a little girl with a cerebellopontine angle CPP who presented 
with symptoms of torticollis. Assessment of Magnetic Resonance Imaging showed a mass in the 
right cerebellopontine angle, next to the brain stem. The tumor was completely resected using the 
right retrosigmoid approach method. A pathological examination determine a typical CPP that this 
being should be considered an extremely rare cause of a lesion in the posterior fossa.

Conclusion: CPP is usually presented in the atrium of the lateral ventricle in children; however, we 
reported a rare case in the cerebellopontine angle.

A B S T R A C T

Keywords:
Choroid plexus papilloma, 
Torticollis, Cerebellopontine 
angle, Brain stem

Citation: Faraji-Rad M, Alipour E, Faraji-Rad E. Torticollis as a Rare Presentation of Cerebellopontine Angle Choroid Plexus 
Papilloma in Children. Iran J Neurosurg. 2020; 6(4):219-224. http://dx.doi.org/10.32598/irjns.6.4.6

 : : http://dx.doi.org/10.32598/irjns.6.4.6

Use your device to scan 
and read the article online

Article info:
Received: 19 May 2020
Accepted: 16 Jul 2020
Available Online: 01 Oct 2020

https://orcid.org/0000-0003-3681-2548
https://orcid.org/0000-0002-3339-2472
https://orcid.org/0000-0003-3317-8326
http://dx.doi.org/10.32598/irjns.6.4.6
http://irjns.org/page/140/Open-Access-Policy
https://crossmark.crossref.org/dialog/?doi=10.32598/irjns.6.4.6


October 2020, Vol 6, Issue 4, No 23

220

1. Background and Importance

he rare intraventricular tumors are cho-
roid plexus tumors that comprise less than 
1% of all intracranial tumors and 2%-4% 
of brain tumors in children [1, 2]. They 

are most commonly located in the lateral ventricles of 
children and infants and the 4th ventricle in adults [2, 
3]. The cerebellopontine angle is a rare location for the 
CPP and only a limited number of Choroid Plexus Papil-
lomas (CPPs) have been reported at this location [4-6]. 
The surgery of this tumor is challenging as patients are 
typically young, overproduction of Cerebrospinal Fluid 
(CSF) after surgery, and extreme vascularity of the tu-
mor, which can lead to significant blood loss during sur-
gery and incomplete resection of these tumors [7-9]. 
Here, we reported on a case of cerebellopontine angle 
choroid plexus papilloma which was resected by the ret-
rosigmoid approach.

2. Case Presentation 

We hospitalized a 2-year-old female patient who present-
ed with torticollis for 15 days. On physical examination, 
the child was conscious, oriented, and without any neu-
rological deficit. Magnetic Resonance Imaging (MRI) dem-
onstrated a cystic mass without enhancement and restric-
tion in the right posterior fossa next to the brain stem with 
pressure effect on the fourth ventricle (Figure 1). Based on 
the radiographic appearances of the lesion, a definite diag-
nosis of choroid plexus papilloma was reported.

At surgery, a retrosigmoid craniotomy was performed 
and the tumor was approached through a retrosigmoid 
approach. A cystic mass was observed in the right cer-

ebellopontine angle next to the brain stem. The tumor 
was cystic and the gross total resection of the tumor 
was performed. Fortunately, the patient tolerated the 
procedure well during the operation. Post-operatively, 
neurological deficits were observed in the patient. His-
topathology was consistent with the diagnosis of cho-
roid plexus papillomas (Figure 2).

3. Discussion

Choroid plexus papilloma is one of the common neo-
plasms. It occurrence mainly within the ventricular sys-
tem and involvement of the cerebellopontine angle is 
rare. During childhood, 80% of CPPs are found in the 
lateral ventricles, 16% in the 4th ventricle, and 4% in the 
3rd ventricle. These tumors are generally more com-
mon in males than females [3, 10, 11].

Choroid plexus papillomas are generally classified as 
benign neoplasms, defined by World Health Organiza-
tion (WHO) as Grade I and Grade II. Resection of these 
tumors usually cures the disease and recurrence after 
gross total resection is rare. As these tumors are high-
ly vascular, they involve young people and may cause 
post-operative complications such as CSF overproduc-
tion, their management is usually challenging [2, 7, 12]. 
These lesions are highly vascular with several anasto-
mosis of choroidal blood vessels and may affect inter-
ventricular space. Thus, adjuvant endovascular emboli-
zation can reduce blood loss [9]. 

Several metastases of Cerebellopontine Angle (CPA) 
is also probable in this region that are mainly from the 
neuro-ectodermal origin. Cancers that are reported 
in the literature to have metastasis to the CPA include 

T

Highlights 

• CPP usually affects in the atrium of the lateral ventricle in children.

• Rarely, CPP may present in the cerebellopontine angle.

• The prognosis of CPP is good, with a 90% survival rate.

Plain Language Summary 

A type of tumor named Choroid Plexus Papillomas (CPPs) originates from the lining of tissue in the brain. In fact, 
these tumors are usually located in the 4th ventricle and in the lateral ventricles in adults and children. However, we 
reported a rare case in a 2-year-old boy that was presented with the cerebellopontine angle of the brain. This case 
report is important to provide a better understanding of the tumor presentation in this part and the subsequent 
management.
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Figure 1. Pre-operative T1, T2, and Gad-MRI showing the tumor without enhancement in the right posterior fossa next to the brain stem 
with pressure effect on the 4th ventricle

Figure 2. Choroid plexus papilloma showing a single layer of orderly cuboidal to columnar epithelial cells stays on distinct fibrovascular 
cores. Inset shows a hyalinized blood vessel
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prostate, breast, lung, ocular melanoma, and nasophar-
ynx cancer. Moreover, cases of hematologic cancer with 
metastasis to CPA also are reported. Therefore, these 
should be considered in the differential diagnosis of a 
mass in this region [1]. 

The treatment of CPP is the surgical excision for the re-
section of these tumors. The complete tumor should be 
removed and is usually accessible in as many as 96% of 
cases. Most of the challenges that neurosurgeons face 
regarding the management of this type of tumor are 
related to the heavy blood loss in children, who have a 
proportionally small circulating blood volume. Although 
mortalities due to all causes comprise between 0 to 
25%, up to 12% of mortalities are reported to be caused 
by blood loss [2, 7, 12, 13].

Various surgical approaches have been described for 
cerebellopontine angle tumors. We usually prefer a ret-
rosigmoid approach to a CP angle tumor. The effect of 
gravity in sitting position and deep venous structures 
which lie dorsal to the tumor are advantages of using 
this approach. Yet, the narrow operative corridor which 
can cause problems in resecting large vascular tumors is 
disadvantageous. Prevention of bleeding is a major con-
sideration during surgical resection of these lesions in 
pediatric patients, thus a technique of gentle, repetitive 
bipolar coagulation of the tumor surface under perma-
nent irrigation (to shrink the tumor and remove it to-
tally) is preferred to its piecemeal resection. Gross total 
resection of the tumor brings a long-term survival of 90 
to 100%. Those malignant tumors or those with exten-
sion to leptomeningeal need adjuvant therapy [7, 12].

4. Conclusion

We presented a 2-year-old girl with CPP who presented 
with symptoms of torticollis. The imaging determined 
a mass in the right cerebellopontine angle next to the 
brain stem. We often surgically cure choroid plexus pap-
illomas. The most common location of CPP is in the atri-
um of the lateral ventricle in children. CPPs have a nearly 
90% survival after tumor resection. Although, we report-
ed a rare case of CPP in the cerebellopontine angle.
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