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Introduction:

The intraspinalenterogenous cyst, also called
aneurenteric cyst, is a rare congenital disease. It was
reported to be local to the C1 to L2 spinal segments,
with the majority located in the cervicothoracic region’.
These cysts result from inappropriate segmentation
of the notochord during embryogenesis causing

Abstract:

Background:Neuroenteric cysts are rare non-neoplastic lesions arising from a failure
of dissolution of the transient neuroenteric canal between the foregut and the notochord.
They are most frequently seen in the intraduralextramedullary space in the lower
cervical and upper thoracic spine.

Case description:A 5 yrs old boy presented to us with the complaints of neck and
upper back pain and weakness of all four limbs. MRI scan shows an
intraduralextramedullary cystic lesion at C6-T1 with significant compression over
cord. After patient’s preparation a Posterior approach was used to remove the cysts.
Post-operative course was un-eventful. Histological results were consistent with
neuroenteric cysts. MRI image of 3 months follow-up shows no residual cysts and the
boy has no further complaints.

Conclusion:Neuroenteric cyst (NC) is a rare lesion usual location at lower cervical and
upper dorsal area and should be considered among differential diagnoses. Complete
excision is the treatment of choice. In most instances a dorsal surgical approach will
be satisfactory.
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They are benign epithelial lined cysts, with the lining
resembling that of the alimentary canal®. They are
often associated with developmental defects of the
overlying skin and/or vertebral bodies®. Occasionally
they can have fistulous connection with similar
mediastinal, thoracic or abdominal cysts, thus
supporting an endodermal origin of these cysts’.

endodermal tissue to remain in the spinal canal?. It

accounts for only 0.7-1.3% of spinal axis tumors3.Only
12.2% of neuroenteric cysts aredocumented to be

intramedullary®.

Such cysts were first reported by Kubie and Fulton in
1928 as teratomatous cysts,? and later described by
Puusepp in 1934 as intestinomas®. Holcomb and
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Matson coined the term neurenteric cyst in 195410,
The disease is officially named as enterogenous cyst
in 1958 by Harriman!.Previous studies of neurenteric
cysts indicates that the disease is slowly progressive
and rarely shows symptoms of acute onset!. We report
a case of cervical intraduralextramedullary
enterogenous cyst with severe clinical presentation.

Case Report:

A 5 yrs boy presented with gradually progressive neck
and upper back pain with quadriparesis for last 1 yr. the
pain was severe in intensity. On examination the baby
was conscious and oriented; muscle power of upper
limbs was normal excepts weakness in grip in both hand
and Lower limbs was 4/5. Diminished sensory level
found at D4. All Jerks were exaggerated. Hoffman’s sign
was negative. Autonomic functions were normal.

MRI of cervico-dorsal spine shows well circumscribed
elliptical in shape intradural cystic lesion extending

Fig.-4: Per-operative picture showing cyst removal.

from C6 to D2 level with significant cord compression.
The lesion was hyper intense in T2 image and
isointense in T1 image with no contrast enhancement
in postgadolinium image.

Surgery: A C6-T1 laminoplasty was done under GA
with prone position. Tumor was reached from Right
side without significant cord retraction and removed
with capsule. The cyst contains yellowish colored fluid.
After removal of cyst the laminae was replaced with
titanium mini screw and plate.

Post-operative course- Post operative recovery was
uneventful. No new deficit was evident. From 15tPOD
the symptoms was resolved dramatically. After 2
months a follow-up MRI was done which revealed no
residual or recurrence.

Histopathological examination: revealed enterogenous
cyst.

Fig- 5, 6, 7: The boy at 2" POD. 3 months

postoperative image showing no residual cysts.

55



Vol. 11, No. 1, July 2021

Bangladesh Journal of Neurosurgery

ON

S3A
ON
ON

S3A
ON
ON
ON

S3A
ON

S3A
ON
ON
ON
ON
ON
ON
ON
4N
ON
ON
ON
ON
ON
ON
ON
ON
ON
ON
ON

S3A

JUB1INIVY

syjuow ¢

syjuow Gg
yuow 9
4N
syjuow /
syjuow
4N

4N
syjuow g
yuow 9
sleak ¢
sieah ¢
sieak ¢
sieak g
sieak ¢
sieak g
syjuow /
syjuow g
4N

4N

4N
syjuow 9
syjuow ¢
4N

shep /
SHeIM Y
syjuow 6
dIN

shep 01
4N

Jeah 1

dn-mojjo4

panosdw|

panoiduwi|
panoidwi
panoiduw|
panoidw|
panoidwi|
panoidw|
ulejurew
panoidw|
ulejulew
panoidw|
1UB||20Xd
Jood
ponoidu|
panoidw|
panoidw|
panoidw)
panosduw|
N
panoiduw|
panoidw|
panosdwi|
panoidw|
panoiduw|
panoidw|
panoiduw|
AIENIERC]
panoiduwi|
panosdw|
paia
paia

awodyno [eaiulj)

9|qgad apym

pInj} Jes|d Aiojem

pInj} snoutonw uaaJi3-moj|ah
YN

jusJedsueJ} snouldny

N

SJUBIU0D BYI|-A||al Awesld
payioled £jjeiped

N

|elialew snouljelay moj|ak
piniy ax1-Ajjal ‘A1

pinjy Jes|o Aisjem

pinjy Jea|d A1ajem

pinjy Jesjo Aisjem

pIn|} 2IWoJYd0yIuUEX
JUS3U0D SNOJSIA

pINj$ Mo||ak ‘SnodsIA ‘B|118)s
N

N

YN

N

N

piniy Ayl

pinjj Juadssjedo apym Ay|iw
N

pIn|} $S914N0J0J JE3|D

piny} ax1I-4S0

pIn|} $S914N0J0J JEB|D

‘pINj4 SS914N0J0D 4SO
a3e1onw

‘PNl 91-4SO

JU3aU0d
16D

Vd/91-€1 "INV

4N FNVT
Vd/TL *INVT

4N FANYT
Yd/T1=¥J AV
Vd/T1~90 ‘INV1
Vd/2g1-171 FAVT
CIL-TTL ‘YT
Yd/v1-¢l ‘INV1
YV'GO-€0 ‘409
Vd/81-91 ‘INV1
Vd/73—¢J NV
Vd/v0—-¢J ‘Y1
VYd/73-¢J NV
£J3-€D ‘INV
Vd/81—/1 ‘INV1
YV ‘400
Vd/61-81 ‘NV
Vd/€1-90 NV
4N

VV/90-G0 40D
Vd/T1~90 ‘INV1
Vd/TT1-81 NV
vd

Vd/£LO~€D *INVYT
Yd/73-TJ ‘Y1
Vd/€0-10 ‘Y1
20 NV
Vd/£3-G0 NV
ON

VYd/v1-¢l ‘INV1

fidding

Josuo d1uoIy)

19SU0 BNy
195U0 BNy
195U0 31Ny
19SU0 21U0IYD
19SU0 21U0IYD
19SU0 21U0IYD
19SU0 BNy
19SU0 21U0IYD
195U0 3Ny
19SUO 21U0IYD
19SU0 21U0IYD
195U0 BNy
195U0 31Ny
19SU0 21U0IYD
19SUO 21U0IYD
19SU0 BNy
19SU0 21U0IYD
195U0 BNy
19SU0 21U0IY)
19SU0 21U0IYD
19SU0 21U0IYD
19SU0 21U0IYD
}9SU0 B3Ny
195U0 21U0IYD
19SU0 21U0IYD
19SU0 21U0IYD
"}oSU0 9Ny
19SU0 BNy
195U0 BNy

Josuo d1uoIy)

|ed1uty

‘|eJjudA ‘A fo1oesoyl ‘] fyoeosdde Jousisod ‘yd ‘papodal Jjou ‘YN ‘ejew
‘N {Awolosulwe] ‘YT Yequin] ‘7 fAdejnpawesiul ‘N fleinpeJiul ‘ql fejewsy ‘4 ‘Aiejinpawelixa ‘T ‘lednpedixe ‘g3 ‘lesiop ‘g ‘Awo3oadiod ‘YD ‘pinji |euldsoigqalad ‘43D {|edIARD ‘)

NI ‘91-€1
A ‘W3 Al ‘TT-2T1L
uay} ‘g7-17 uideq

A3 Al TL

A ‘N3 dl ‘vl-€L
A ‘W3 dl ‘£0%D
A ‘N3 dl ‘1140
I ‘21-T1

NI ‘2TL-TTL
a‘'w3 al ‘el

A ‘W3 dl ‘'G0-€D
a ‘w3 al ‘sl-9L
A ‘N3 al ‘vO-€0
A ‘W3 dl'TL20
A ‘N3 dl ‘€020
A ‘W3 dl 9070
A ‘W3 Al ‘811
A ‘N3 a1 ‘2140
NI ‘61-8L

A ‘W3 al ‘2Ll£0
91-G1

a ‘w3 a‘9od
A ‘N3 AI'TL-£D
‘NI ‘0TL-6L

A ‘N3 dl ‘61-GL
A ‘W3 al £0-€2
A ‘W3 dl ‘€020
a ‘w3 al ‘zo-1o
A'N3 Al ‘20

A ‘W3 @l ‘£0-S0
A ‘W3 dl ‘70-€D
a ‘w3 al ‘el

uoijed0] Jnown |

/8

/e
N/0S
/T
/62
/8
N/OY
N/6€
dive
4/6S
4/
4/91
/€
W/
N/9
N/0S
4/5€
d/5€
/€
/81
/L
/o€
W/Se
N/S
/8T
d/ee
a1
/T
d/€¢
d/ee

/02
Xas/
(s1eak)ady

¢ 102 '1e 18 O) 1ysor

2€910¢ ‘e 39 S ewiloy
16102 ‘SH 8unr

0eGTOZ & 78 | 99NA

62G10Z ‘B 18 Y ued

26102 /e 12 BZ 3H

422102 ‘le 19 g uueH-1ysapes
520102 ‘1278 W niZ

420102 ‘e 12 3 uesiy
27002 /8 12 MD J108g

27002 ‘NS Aousys
22€002 'L ZaWwuopdIH
12€002 ‘0l 8ueyy

021002 ‘e 12 vy uiuep
611002 /e 12 NI siopuley
510002 ‘€ 12 Sa A1eus
116661 ‘1210 HS 997
91661 ‘0 OloweueH
51G661T /818 HI usyd
L,1E66T ‘1219 N [emjapueyy
£7C66T ‘18 19 HM 3ueyyd
212661 ‘1812 N 9
114861 ‘e 19 S Moy
019861 ‘1819 | einye}|
6C861 18 19 Ad 00M
¢6/£61 ‘12 12 S Aueyo
LLL6T ‘219 d 21id

58561 ‘DA uewlieH

aeaf “yoyiny

1€

o€
6¢
8¢
LC
9¢
14
ve
€C
(44
14
0c¢
61
81
L1
91
ST
s
€1l
cl
11
ot

o

— N O & 1O O N~ ©

@
7]
<

o

Ma142.4 24NJDA2]1T T-3[qeL

were first reported in 1934 by Pussep?, who treated a
case of intestinoma of the cervical spinal cord. These
cysts within the spinal cord are not common, Using

IScussion

D

Enterogenous cysts of the central nervous system,

also called neuroenteric cysts'? or gastrocytomas'2,
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the keywords ‘neurenteric cyst’, ‘enterogenouscyst’,
‘spinal’ and ‘intraspinal’ on PubMed about 30
caseswere reported,6—-34 including 10 women and 20
men, with a mean age of 22 years (range 1-59 years)
with histological confirmation!. They generally arise
from the lower cervical to the upper thoracic region of
the spinal cord, causing symptoms of spinal
compression3. Most of these cysts are found with
intraduralextramedullary location and intramedullary
lesions are very rare'*. About half of these cases are
associated with spinal deformities such as spina
bifida, hemivertebra and vertebral fusion’s.
Enterogenous cysts have been classified into three
groups, according to histological features'®. Group A
is the simplest type, lined by a single layer of cuboidal
or columnar epithelial cells with or without cilia. Group
B cysts include more complex elements of the
gastrointestinal tract or tracheobronchial tree,
including mucus glands and smooth muscle in their
wall. Group C cysts have ependymal or glial tissue in
addition to the elements seen in group B cysts. Most
enterogenous cysts belong to group A. However, all
our cases had features of group B.

A variety of hypotheses have been suggested regarding
the pathogenesis of intraspinalenterogenous cysts,
but none are firmly established'”. They are believed
to originate from embryonal dysgenesis'®. During
normal development, the neuroenteric canal closes
and the notochord separates from the primitive gutin
the third week of embryonic life. It is proposed that
during the same period, a transient adhesion occurs
between the neural ectoderm and endoderm, or a
communication develops along the neuroenteric canal.
When such a developmental abnormality persists
because of the incomplete separation at this
adherence or remnant canal, the cyst forms™”.

MacKenzie and Gilbert'® have demonstrated
morphological and immunohistochemical similarities
between colloid cysts of the third ventricle and spinal
enterogenous cysts, suggesting that these lesions
are all derived from primitive gut endoderm.

Our case was a typical presentation with compressive
cervical myelopathy with radiological and clinical
presentation. MRI is the main tool of diagnosis. The
lesion was extramedullary and intradural cystic lesion
with elliptical shape located at the lower cervical and
upper dorsal area which is it's usual location. Other
radiological presentation was typical.

Posterior approach was used for surgery rather than
anterior. LaminoplastryofC6-T1 was done. Although
some of the author has chosen anterior approach, we
think posterior approach is enough for complete
removal of the cyst.

Conclusion:

Spinal enterogenous cysts are benign lesions with
insidious progression, and their early preplanned
surgical removal should be the goal of treatment, as
the very advanced stage of manifestation can be critical
for neural recovery and clinical outcome. Total
resection is the first line treatment for patients with
neurological impairment.
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