
SHORT REPORT

Intramedullary enterogenous cyst presenting with
spastic paraparesis during two consecutive
pregnancies: a case report

J W C Reinders, P Wesseling, P H E Hilkens

Abstract
A 35 year old woman presented with two
episodes of spastic paraparesis, occurring
in the third trimester of two consecutive
pregnancies. The neurological symptoms
seemed to be caused by an intramedullary
cyst in the thoracic spinal cord. The cyst
was subtotally removed and histopatho-
logically diagnosed as enterogenous cyst.
Other congenital abnormalities were ab-
sent. The peculiar timing of the clinical
manifestation of an intramedullary cyst
has not been described before. An un-
equivocal explanation for this phenom-
enon is missing, but several factors related
to pregnancy that may play a part are dis-
cussed.
(J Neurol Neurosurg Psychiatry 2001;71:528–530)
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Enterogenous cysts are rare lesions of pre-
sumed endodermal derivation that can occur in
and around the CNS. Other names that have
been used for this type of lesion are endoder-
mal, neurenteric, epithelial, bronchogenic, res-
piratory, and foregut cyst.1 Intraspinal enterog-
enous cysts are generally located in the
subarachnoid space anterior to the spinal cord.
Intramedullary location has been described in
only 12 patients.2–17

We describe a case of an intramedullary
enterogenous cyst with recurrent symptoms
presenting in the last trimester of two consecu-
tive pregnancies.

Case report
A 31 year old woman was examined in the 7th
month of her first pregnancy because she had
developed a disturbed sensation in the legs and
a disturbance of gait. Headache, nausea,
vomiting, visual disturbances, and diplopia
were absent. The medical history was remark-
able for ulcerative colitis for which she used
mesalazine. Neurological examination at that
time showed proximal weakness in the left leg
and normal strength in the right leg and both
arms. Vibration sense was decreased in both
legs and the pelvic area. Reflexes were brisk in
the arms and very brisk in the legs, with clonic

Achilles tendon reflexes. Plantar reflexes were
normal. Laboratory investigation showed mild
vitamin B12 deficiency (129 pmol/l, normal
range 160–550 pmol/l) with normal folic acid.
Under the diagnosis of combined degeneration
of the spinal cord vitamin B12 supplementa-
tion was started. Post partum her symptoms
resolved almost completely, only slight para-
paresis remained.

At the age of 35, she was referred to our
department of neurology because in the 8th
month of her second pregnancy she again
developed diminished temperature sensation,
paraesthesias in both legs, loss of strength in
the legs, and impaired micturition. Post
partum these complaints worsened. Neurologi-
cal examination showed a spastic paraparesis
with spastic gait, symmetric hyperreflexia of
the legs, and pathological plantar reflexes. Sen-
sation was impaired in both legs with a sensory
level at Th10. Thoracic spine MRI showed a
large intramedullary cyst at Th8-Th9, filling
almost the entire spinal canal (fig 1).

A laminectomy with resection of the cyst was
performed. As the wall of the cyst adhered to
the medullary tissue it could not be completely
resected. Histopathologically, the cyst wall
consisted of hypocellular connective tissue sur-
rounded by neuroglial tissue. The inside of the
wall was covered with one layer of cuboidal to
flat cells, sporadically showing a mucin filled
cytoplasmatic vacuole (Alcian b blue staining),
but without apical cilia. Immunohistochemi-
cally, these epitheloid cells showed strong
staining for the epithelial markers keratin (fig
2) and epithelial membrane antigen (EMA),
but were negative for the glial markers GFAP
and S100. The histopathological diagnosis was
enterogenous cyst. Postoperatively, the sensory
deficit at first deteriorated, but after treatment
with corticosteroids this deficit improved in the
course of a week and the strength in the legs
returned to normal. Two months after opera-
tion the only residual deficit was a slight
hypaesthesia in the perineal region and lower
legs.

Discussion
Enterogenous cysts are considered congenital
anomalies. They are generally located in the
mediastinum, the abdominal cavity, and within
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the spinal canal or skull. Intramedullary enter-
ogenous cysts are extremely rare.2–11

12–17 To explain their development various
hypotheses have been postulated.2 3 5 In the
hypothesis of the split notochord syndrome,
the primary defect is a partial duplication and
separation of the notochord (split notochord)
with adherence of the ventral endoderm to the
dorsal ectoderm and potentially deviant devel-
opment of surrounding gut, bone, and nervous

tissue. DiVerential growth of the embryo may
result in partial obliteration of the fistula.
Enterogenous cysts may be associated with
congenital anomalies of the skin (for example,
hyperpigmentation or hypertrichosis in the
midline of the back), and vertebral anoma-
lies.2 3 5

Histopathologically, the simplest forms of
enterogenous cysts are lined by one layer of
columnar, ciliated, and goblet cells supported

Figure 1 (A) Sagittal T2 weighted MRI of the thoracic spine shows a large cystic lesion at Th8-Th9, filling almost the
entire spinal canal. (B) In the gadolinium enhanced sagittal T1 weighted image there is no enhancement of the cyst.

Figure 2 (A and B) Light microscopy of the intramedullary cyst, showing hypocellular connective tissue in the wall
(arrow), surrounded by neuroglial tissue and covered on the inside by one layer of cuboidal to flat cells. The lumen of the
cyst is indicated by an asterisk. The inset (B) shows strong immunohistochemical staining of the lining cells for keratin,
corroborating the epithelial nature of these cells. (A) haematoxylin and eosin staining; original magnification ×100. (B)
Keratin staining; original magnification×250)

Intramedullary enterogenous cyst with spastic paraparesis in consecutive pregnancies 529

www.jnnp.com

 on M
ay 22, 2023 by guest. P

rotected by copyright.
http://jnnp.bm

j.com
/

J N
eurol N

eurosurg P
sychiatry: first published as 10.1136/jnnp.71.4.528 on 1 O

ctober 2001. D
ow

nloaded from
 

http://jnnp.bmj.com/


by a layer of connective tissue. More complex
types have a similar epithelial lining, but they
contain one or more of the additional elements
found along the alimentary and respiratory
tract.

The clinical signs of intraspinal and in-
tramedullary enterogenous cysts are those of
an enlarging intraspinal mass.2 3 The most
common clinical course is one of exacerbations
and remissions. Possible explanations for this
fluctuating clinical course include periodic
rupture of the cyst and fluctuations in the rate
of production and reabsorption of mucin by
the cyst wall.

The optimal treatment for symptomatic
intraspinal and intramedullary enterogenous
cysts is surgical resection.3 5 6 Because of
adherence of the cyst to the spinal cord
complete resection may be impossible. In most
cases, however, incomplete resection results in
long lasting improvement of symptoms.

An unequivocal explanation for the relation
of clinical symptoms and pregnancy in our
patient is not available. Theoretically, the
following pregnancy related mechanisms might
play a part: hormonal influences (causing
altered fluid homeostasis), raised intra-
abdominal pressure (resulting in reduced
drainage via the spinal veins, or even in
increased intracystic pressure in the case of
open connection with the abdominal cavity),
altered posture of the spine (with potentially
narrowing of the spinal canal and redistribu-
tion of blood), or pregnancy related exacerba-
tion of ulcerative colitis.18 The reasons for the
cyst becoming symptomatic in our patient
remain unknown, however.

We thank Dr RH Boerman for revision of the article and Dr
FOHW Kesselring for describing the MRI.
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