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ABSTRACT: 56-year-old man presented to us with progressive weakness of upper and lower limbs. He had gradually progressive 

neurological deterioration in the form of quadriparesis. MRI was suggestive of cervical cord SOL. The clinical, radiological, and 

surgical findings are discussed together with a brief critical review of the literature. The patient had no other associated anomalies. 

The intradural extramedullary component of cyst was removed totally with debulking of intramedullary part with good 

neurological recovery. The clinical presentation was rather atypical for neurenteric cyst. Neurenteric cyst should be considered in 

the differential diagnosis of an intradural mass lesion regardless of the age, clinical presentation or location of the lesion. 
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INTRODUCTION: Intraspinal neurenteric cysts are rare and 

account for only 0.3- 0.5% of all spinal tumours.[1] The first 

histologically confirmed endodermal cyst was reported by 

Puusepp in 1934, he called it intestinoma.[2] This pathological 

entity was reported under a variety of terms, including; 

enteric cyst.[3] neurenteric cyst.[4] enterogenous cyst.[5] 

gastrocytoma.[6] and teratomatous cyst.[5] One reason for the 

confusion in naming these cysts is that they are not uniform; 

likely they exist as a spectrum of lesions which range from a 

simple isolated intraspinal cyst with no other abnormalities 

to the so-called split notochord syndrome, in which there may 

be multiple visceral and vertebral anomalies.[7] 

Spinal neurenteric cysts are infrequently reported 

congenital abnormalities that are believed to be derived from 

an abnormal connection between the primitive endoderm 

and ectoderm during the 3rd week of life. Neurenteric cysts 

are not confined to the spinal column and may be found 

within the brain, mediastinum, abdomen, pelvis, or even in a 

subcutaneous location.[8,9,10,11,12,13,14] 

 

CASE REPORT: This was a 56-year-old male patient who 

complained of neck pain with radiation to rt upper limb for 

about 3 years. He presented to the OPD with complaint of 

gradually progressive weakness of the upper and lower limbs. 

Patient was continent. 

On admission, his neurological examination revealed 

quadriparesis grade 3-4 motor power with exaggerated deep 

tendon jerks and bilateral extensor planter response. He had 

impairment of position and vibration sense in lower limbs. 
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Magnetic resonance imaging [MRI] of cervical spine 

showed a well-defined intradural extramedullary soft tissue 

mass lesion at the level of C5-C6, markedly compressing the 

spinal cord from its posterior aspect. The lesion had a cystic 

component and measured 2.5×1.5 cm in diameter. There was 

moderate enhancement after IV contrast. The vertebrae 

appeared normal on imaging studies [Fig. 1]. 

The patient underwent surgical excision of the mass 

lesion through a cervical laminectomy [C3-C7]. The lesion 

was found posterior to the spinal cord with extramedullary 

component with intramedullary extension. It was pale, 

whitish grey in colour, with few blood vessels on the surface.  

There was a small cystic component that contained 

yellowish thick fluid. The cyst was attached to the dorsal 

surface of the spinal cord, the intradural extramedullary 

component was dissected carefully and excised completely 

and debulking of intramedullary extension done but capsule 

left behind which was adherent to cord as there was evidence 

of invasion of the cord. The patient showed remarkable 

improvement in his neurological condition in the immediate 

post-operative period. 

Histological examination demonstrated a cyst lined by 

respiratory type epithelium with underlying 

seromucinousglands, smooth muscle fibres and cartilage. The 

wall was infiltrated by inflammatory cells and sheets of 

macrophages some of which were foamy [Fig. 3]. The case 

was diagnosed as neurenteric cyst. 

 

DISCUSSION: Puusepp reported the first histologically 

confirmed intraspinal neurenteric cyst in 1934.[2] Angoli, et al 

reviewed 33 reported cases of histologically identified 

intraspinal neurenteric cysts; 18 of them were in the cervico-

thoracic spine between C3 and T7. Eighty-percent were 

intradural extramedullary and 12% were intramedullary.[15] 

Neurenteric cysts were also reported intracranially.[16,17] and 

craniospinal cyst were also reported.[18] The embryological 

basis for the formation of neurenteric cyst was reviewed by 

several authors.  
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The notochordal plate is interposed between the foregut 

and the neuroectoderm during the 3rd week of embryonic 

life. The notochord may split if there were an accessory 

neurenteric canal or if adhesions occurred between the 

neuroectoderm and the endoderm following their previous 

close contact.[15,19,20,21,22] On the other hand, some authors 

regard this process as a primary splitting of the notochord 

resulting from incomplete or faulty escalation of the 

notochord.  

The intraspinal neurenteric cysts may occur without 

vertebral body abnormality. In the review of 33 cases of 

neurenteric cyst by Agnoli, et al, vertebral anomalies 

wereverified in a minority of cases [Only in 9 of the 33]. Other 

authors also reported that these cysts can be 

isolatedintradurally without any associated anomalies of the 

vertebrae and alimentary canal.[15,23] 

Nevertheless, these cysts can be associated with a more 

complex malformation with combined anterior andposterior 

spina bifida.[21] 

Neurenteric cyst is classically reported as a solitary 

lesion in the cervical region, located anterior or anterolateral 

to the cord.[24,25] The bony abnormalities that may be 

associated with neurenteric cyst are likely to involve the 

anterior column. Wilkins and Odum initially reviewed 47 

patients with reported neurenteric cysts.[26] Later Wilkins and 

Rossitch added 66 more patients to this group to yield a 

review of 113 reported cases of neurenteric cysts. The most 

common reported location was cervical [63 cases], followed 

by thoracic [53 cases] and lumbosacral [27 cases]. Junctional 

cysts were reported in both locations. There was a slight male 

predominance of 1.8:1 with the most common location of the 

cyst being intradural, extramedullary, and anterior or 

anterolateral to the cord.[25]  

Contrary to that, the cyst we report here was located on 

the posterior aspect ofthe spinal cord. Rauzzino, et al 

reported a series of 13 cases of neurenteric cysts.[27] The cysts 

were most commonly located dorsal to the cord in the 

thoracolumbar region. Also, neurenteric cyst was associated 

with another form of OSD in 69% of the cases. Holmes, et al 

reviewed 26 paediatric patients in whom they noted a high 

percentage of associated abnormalities. Interestingly, they 

also reported that 70% of their cysts occupied a dorsal 

location to the cord.[28] 

The clinical presentation of spinal enterogenous cysts 

depend on the location of the lesion, and a precise diagnosis 

can only be made by biopsy and histological examination.[15] 

The more complicated lesions tend to present earlier in life. 

Neonates and young children often present primarily to the 

thoracic surgeons with cardiopulmonary problems from the 

mediastinal cyst.[29,30] The majority of patients present during 

the first decade of life with pain and myelopathy.[29,31,32] This 

myelopathy may be entirely motor if the cyst is anteriorly 

located.[19] Older children and adults have similar 

presentations. Odd cases presenting as meningitis, either 

chemical.[33] or true bacterial have been reported.[9,3] 

In the case reported here, there was rather atypical 

clinical presentation in a 56 year old man, in the form of 

gradually progressive neurological deterioration. The imaging 

studies revealed no mediastinal mass and no diverticulum or 

spinal cord abnormalities.  

This patient had an isolated intraspinalneurenteric cyst 

located on the dorsal aspect of the cervical spinal cord with 

intramedullary extension with no associated vertebral 

anomalies. 

Although neurenteric cysts are rare, they should be 

considered in the differential diagnosis of 

intraduralextramedullary mass lesions regardless of the age 

of the patient, clinical presentation or location even with 

theabsence of associated vertebral anomalies. 
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Fig. 1: Axial MRI cuts showing the lesion 
 

 
 

 

 

 

 

 

 
 

Fig. 3: Microscopic examination of the cyst,  
showing the typical respiratory epithelial lining. 

 

 

 

      Fig. 2  Sagittal contrast enhanced MRI of cervical spine 
showing intradural extramedullary enhancing mass 
at the posterior aspect of spinal cord at level of C5- C6 
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Fig. 4 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 
 

Fig. 5 

 


