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Craniopharyngioma with infrasellar extension in an eight-
year boy: An unusual entity
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Abstract
Craniopharyngiomas are mostly lactated in the suprasellar region. However, ectopic craniopharyngioma may be rarely located in the infrasellar region. We report 
an 8-year - old boy, who had large craniopharyngioma predominantly involving sella turcica, sphenoid sinus, ethmoid sinus, and nasal cavity. He presented with 
progressive visual impairment. He underwent transsphenoidal decompression. He made unremarkable visual recovery following surgery.
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Introduction
Craniopharyngioma accounts for about 3% of all intracranial 

tumours [1]. Mott and Barrett, in 1899 postulated its origin from 
Rathke’s pouch or hypophyseal duct [2]. The anterior wall of Rathke’s 
pouch forms both the pars tuberalis and pars distalis of anterior 
lobe of pituitary, being regarded as the commonest site of origin of 
craniopharyngioma and rarely also occur along the carniopharyngeal 
duct which extends from the pharynx up to the floor of sella [2-4]. 

Craniopharyngioma is mostly located usually above the sella floor but 
extension into sinus is very rare and with unusual [5-17]. About eleven 
cases of infrasellar craniopharyngioma are reported in the literature, 
whose either majority of the chief epicenter or wholly tumour is located 
in the infrasellar region. Craniopharyngioma with such locations 
have termed with many confusing terminology  including  these are 
ectopic basisphenoidal [5-30] infrasellar [21,28,31-37], pharyngeal 
[16], nasopharyngeal [17,29,34,38], purely pharyngeal [16], and purely 
nasopharyngeal located [38]. Our case is unusual in having extensive 
extension into nasal cavity, nasopharynx, and ethmoid sinus with 
intracranial component lying above sella causing indenting floor of 
third ventricle.

Case illustration
An-8 year old boy presented with progressive headache and 

diminution of visual acuity along with difficulty in reading the 
blackboard. He had no features of endocrinopathy. He was of 
average built and medium height. The visual acuity in the right eye 
was 6/12 and 6/36 in the left eye. Fundi revealed pale optic discs. He 
had bitemporal field defect on bedside confrontation test, however, 
the rest of the neurological examinations were within normal limit. 
Routine laboratory investigation and endocrinological profiles were 
within normal limit. Plain x-ray skull demonstrated destruction of 
sella turcica with opacification sphenoid sinus. A cranial computed 
tomography scan revealed hypodense lesion extending into ethmoid 
sinus with hyper-dense component in infrasellar and sellar region. 
Magnetic resonance imaging brain, T1 weighted, saggital section 
image showed heterogeneous high signal intensity mass lesion 
extending into the sphenoid sinus, nasal cavity and extending into 
sellar and suprasellar region (Figure 1) which on T2WI, axial section 

showed areas of hyperintensity in the ethmoid and sphenoid sinus 
representing cystic component of craniopharyngioma (Figure 2). On 
contrast administration, solid component only showed enhancement. 
Based on clinical feature and neuro-imaging a probable diagnosis of 
craniopharyngioma was made and lesions including mucocele were 
also kept as differential diagnosis. He was operated through sublabial 
rhinoseptal transsphenoidal decompression. A machine oil like dark 
fluid was drained. Subtotal removal of sellar solid component could be 
achieved as chalky calcified component was attached to cavernous sinus 
and part was left behind in view of preoperative intact neurological 

Figure 1. MRI brain, T1WI sagittal section, showing heterogeneous mass 
lesionextendinginto sphenoid sinus and nasal cavity, ethmoid and sphenoid sinus with 
sellar and suprasellar component.
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status. Histopathological examination of resected specimen was 
compatible with squamus variety of craniopharyngioma. He made 
unremarkable recovery in visual acuity and field of vision in the post-
operative period. He was discharged from hospital on the seventh 
postoperative period. A follow-up CT scan revealed residual in sell and 
sphenoid sinus, In the follow-up, he was referred for radiotherapy. He 
received 54 Gy of radiation therapy. An MRI done at 2 year following 
surgery revealed residual mass but no tumor growth. At the last follow-
up at three years following surgery, he was doing well. 

Discussion
Craniopharyngioma commonly arises from remnant of Rathke’s 

pouch extending from pharynx to sella. Mostly craniopharyngioma 
are located in the sellar and suprasellar region. Although ectopic 
craniopharyngioma may be located in infrasellar region, involving 
sphenoid sinus and nasopharynx. It may also be located ectopically 
in the third ventricle, which causes obstructive hydrocephalus. These 
tumours usually present during 2nd and third decades of life [32]. 
Infrasellar craniopharyngioma may occupy different anatomical 
locations i.e. may be completely localized in compartment of paranasal 
sinuses i e. ethmoid sinus [33], or may be entirely located in nasopharynx 
[7,35]. These subset of ectopic craniopharyngioma may present with 
symptoms like nasal obstruction or chronic sinusitis. However, 
vast majority of reported infrasellar craniopharyngioma crosses 
the anatomical boundary and extends into adjoining nasopharynx, 
paranasal sinus or sella turcica responsible or varied presentation. 
Rarely sella turcica may be completely spared and grow extensively 
into the sphenoid sinus , nasopharynx, nasal cavity or ethmoid sinus 
[4,6,7,9,17,22-24,29,31,39,40]. 

Such craniopharyngioma may have completely different 
presentation from typical endocrinopathy and visual deficit and 
instead it may present with conglomeration of variable symptoms, 
which depends on extent of involvement and obstruction of ostia of 
the paranasal sinuses causing difficulty in breathing, nasal obstruction 
and sinus headache. These craniopharyngioma with sellar component 
can also encroach and the sella floor and cause direct compression 
of pituitary gland or secondary to vascular compromise leads 
endocrinopathy [10-17,19,21,25,27,28,32]. So, majority of infrasellar 
reported craniopharyngioma usually had an intrasellar extension. Due 
to varied clinical manifestations, neuroimaging usually shows evidence 
of heterogeneous, mixed lesion with cystic and calcified component, 
which on contrast administration solid part showing uniform contrast 
enhancement. However, rarely it may also show involvement of orbit 
or intracranial extension into basifrontal region. 

This lesion based on clinical symptomatology and CT scan and 
MRI findings infrasellar craniopharyngioma needs to be differentiated 
from. Depending on predominant content of lesion on neuroimaging 
is cystic component, mucocele should be differentiated, however 
if predominant solid components, carcinoma of paranasal sinus, 
chordoma, juvenile angiofibroma should be kept as possibility

Surgery is the main modality of initial treatment followed by 
radiotherapy if residual mass is present. Surgery aims for drainage of 
cyst with excision of capsule and total excision of solid component. 
Surgery is safe and usually do aggravate fresh neurological deficit. 
In our case transsphenoidal decompression of cyst with only partial 
removal of solid component was possible through transsphenoidal 
route, with adjuvant therapy was given for residual mass in follow-up 
period.

Conclusion
In the present case, tumour may initially arise from sellar region 

but extended either into sphenoid sinus and further extension into 
nasopharynx. These craniopharyngioma needs special precaution as 
it may present with nasal mass and ENT surgeon may accidentally 
attempt endoscopic biopsy. 
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