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ABSTRACT 
 

This article aims to provide an overview of the clinical, diagnostic, therapeutic and prognostic 
aspects of orbital encephalocele. A patient with age of 48, operated on for thyroid goitre and treated 
for acute lymphocytic leukemia for 5 years, presented for one month with rapidly worsening ptosis 
of the right eye, with limited elevation and no other ophthalmoplegia or associated signs, A cranio-
orbital MRI was ordered, revealing an intraorbital encephalocele exerting a mass effect on the 
upper eyelid levator muscle and the homolateral upper rectus. Orbital encephalocele usually occurs 
due to a failure in neural tube closure during embryonic development. This malformation manifests 
itself as a herniation of cerebral structures through a bony opening in the base of the skull. 
Encephaloceles can vary in type, with different contents, including the cerebral cortex or meningeal 
structures. Long- term follow-up is crucial to assess neurological development and quality of life. 
Ongoing research in this field is essential to improve clinical outcomes and develop more effective 
treatment strategies.  

Case Report 
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1. INTRODUCTION 
 
Orbital encephalocele is a rare congenital 
malformation characterized by the protrusion of 
brain tissue and meningeal membranes through 
an abnormal opening in the skull, typically 
located near the orbit. The encephalocele may 
arise through natural foramina such as the 
superior orbital fissure or the optic foramen (i.e. 
posterior orbital encephalocele) or bony defects 
in the orbital roof (i.e. anterior orbital 
encephalocele) [1,2]. This condition can lead to a 
variety of clinical complications, including visual 
disturbances and facial abnormalities [3,4]. The 
brain lacks part or the entire cerebrum which is 
an area of the brain responsible for cognitive 
functions like thinking, vision, hearing, touch, and 
some movement. There is no bony structure 
covering over the back of the head and there 

may also be missing bones around the frontal 
and lateral parts the head [5,6]. This article aims 
to provide an overview of the clinical, diagnostic, 
therapeutic and prognostic aspects of orbital 
encephalocele. 
 

2. CASE PRESENTATION 
 
A patient aged 48, operated on for thyroid goitre 
and treated for acute lymphocytic leukemia for 5 
years, presented for one month with rapidly 
worsening ptosis of the right eye, with limited 
elevation and no other ophthalmoplegia or 
associated signs, A cranio-orbital MRI was 
ordered, revealing an intraorbital encephalocele 
exerting a mass effect on the upper eyelid levator 
muscle and the homolateral upper rectus. The 
patient was referred to the neurosurgeon for 
tumour exseresis. 

 

 
 

Fig. 1. Grade III ptosis of the right eye for 1 month 
 

 
 

Fig. 2. An intraorbital encephalocele exerting a mass effect on the upper eyelid levator muscle 
and the homolateral superior rectus 
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2.1 Epidemiology 
 

Orbital encephalocele is a rare malformation, 
with an estimated prevalence of around 1/5,000 
live births. Although its incidence is relatively low, 
it is often associated with other congenital 
anomalies, such as neural tube defects. Risk 
factors include family history, chromosomal 
abnormalities and environmental exposures 
during pregnancy. 
 

2.2 Anatomy and Pathophysiology 
 

Orbital encephalocele usually occurs due to a 
failure in neural tube closure during embryonic 
development. This malformation manifests itself 
as a herniation of cerebral structures through a 
bony opening in the base of the skull. 
Encephaloceles can vary in type, with different 
contents, including the cerebral cortex or 
meningeal structures. 
 

2.3 Clinical Manifestations 
 

Clinical signs may include: 
 

- Visible protrusion of a mass near the orbit. 
- Facial abnormalities (asymmetry, deformity). 
- Visual disturbances (strabismus, amblyopia). 
- Neurodevelopmental delay in more severe 

cases. 
 

2.4 Diagnosis 
 

Diagnosis of orbital encephalocele relies 
primarily on imaging techniques, such as: 
 

- Magnetic resonance imaging (MRI): to 
assess brain structures and determine the 
extent of herniation. 

- Computed tomography (CT): useful for 
visualizing bony structures and skull 
anatomy. A full neurological assessment is 
also essential for accurate diagnosis and 
treatment planning. 

 

2.5 Treatment 
 

Treatment of orbital encephalocele is surgical, 
aimed at correcting the cranial opening and 
reintegrating brain tissue into the skull. The main 
stages of the procedure include: 
 

- Resection of the herniated mass. 
 

- Reconstruction of the skull base to avoid 
future complications, such as infection or 
cerebrospinal fluid leakage. 

Post-operative management includes 
neurological follow-up, monitoring of 
complications and rehabilitation, if necessary. 
 

3. DISCUSSION 
 
The results of clinical studies show that 
prognosis depends on several factors, including 
the size of the encephalocele, age at surgery and 
the existence of associated malformations. 
Patients who undergo early surgery generally 
have better functional outcomes. Occipital 
encephalocele are the most common form of this 
congenital disorder and are manifested as a 
swelling of different sizes over the occipital bone 
in the midline. Proper diagnosis and treatment is 
highly important in the management of this 
congenital malformation of brain [7,8,9]. 
 

4. CONCLUSION 
 
Orbital encephalocele is a complex congenital 
malformation requiring a multidisciplinary 
approach to diagnosis and treatment. Long-term 
follow-up is crucial to assess neurological 
development and quality of life. Ongoing 
research in this field is essential to improve 
clinical outcomes and develop more effective 
treatment strategies. 
 

ETHICAL APPROVAL 
 
As per international standards or university 
standards written ethical approval has been 
collected and preserved by the author(s). 
 

CONSENT 
 
As per international standards or university 
standards, patient(s) written consent                            
has been collected and preserved by the 
author(s). 
 

DISCLAIMER (ARTIFICIAL INTELLIGENCE) 
 
Author(s) hereby declare that NO generative AI 
technologies such as Large Language Models 
(ChatGPT, COPILOT, etc) and text-to-image 
generators have been used during writing or 
editing of this manuscript.  
 

COMPETING INTERESTS 
 
Authors have declared that no competing 
interests exist. 
 



 
 
 
 

Hachimi et al.; Asian J. Res. Surg., vol. 7, no. 2, pp. 496-499, 2024; Article no.AJRS.125513 
 
 

 
499 

 

REFERENCES 
 
1. Nagaishi M, Sugiura Y, I Takano, Tanaka 

Y, Suzuki K, Yokoo H, Hyodo A: 
Clinicopathological and molecular features 
of malignant optic pathway glioma in an 
adult. J Clin Neurosci 2015;22:207-209. 

2. Bruzek A, Shepherd D, Van Gompel J, 
Jentoft M. Pilocytic astrocytoma presenting 
as an orbital encephalocele: A case report. 
Case Reports in Neurology. 2015 Apr 
1;7(1):90-4. 

3. Sharma M, Mally R, Velho V, Agarwal V. 
Spheno-orbital encephalocele: a rare 
entity-a case report and review of 
literature. Asian Journal of Neurosurgery. 
2014 Jun;9(02):108-11. 

4. Thompson HM, Schlosser RJ, Walsh EM, 
Cho DY, Grayson JW, Karnezis TT, Miller 
PL, Woodworth BA. Current management 
of congenital anterior cranial base 
encephaloceles. International Journal of 
Pediatric Otorhinolaryngology. 2020 Apr 
1;131:109868. 

5. Opolot I, Waako CK, Wandabwa J, 
Namwase J, Konso JM. Anencephaly and 

its associated congenital anomalies: A 
Case Report of a Delivery in a Rural 
Hospital, in Eastern Uganda. International 
Neuropsychiatric Disease Journal. 2022; 
18(1):25-36. 

6. Hwang K, Kim HJ. Congenital orbital 
encephalocele, orbital dystopia, and 
exophthalmos. Journal of Craniofacial 
Surgery. 2012 Jul 1;23(4):e343-4. 

7. Markovic I, Bosnjakovic P, Milenkovic Z. 
Occipital encephalocele: cause, incidence, 
neuroimaging and surgical management. 
Current pediatric reviews. 2020 Aug 
1;16(3):200-5. 

8. Benharbit M, Rifi LL, El Khamlichi A, 
Mohcine Z. Orbital meningoencephalocele: 
two case studies. Journal Francais 
D'ophtalmologie. 2004 Jun 1;27(6 Pt 
1):613-6. 

9. Bouchaar M, Sebbata S, Bajjouk S, 
Haddougui S, Abdelaoui T, Salaheddine T, 
Mozarii Y, Oubaaz A. Intraorbital 
meningoencephalocele mimicking a 
carotid-cavernous fistula. Journal Français 
d'Ophtalmologie. 2023 Oct 1;46(8):               
e292-5. 

 
Disclaimer/Publisher’s Note: The statements, opinions and data contained in all publications are solely those of the individual 
author(s) and contributor(s) and not of the publisher and/or the editor(s). This publisher and/or the editor(s) disclaim responsibility for 
any injury to people or property resulting from any ideas, methods, instructions or products referred to in the content. 

_________________________________________________________________________________ 
© Copyright (2024): Author(s). The licensee is the journal publisher. This is an Open Access article distributed under the terms 
of the Creative Commons Attribution License (http://creativecommons.org/licenses/by/4.0), which permits unrestricted use, 
distribution, and reproduction in any medium, provided the original work is properly cited. 
 
 

 

Peer-review history: 
The peer review history for this paper can be accessed here: 

https://www.sdiarticle5.com/review-history/125513  

https://www.sdiarticle5.com/review-history/125513

