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ABSTRACT

roendocrine tumour.

Neuroendocrine tumour arising inside a tailgut cyst

I Mora-Guzman, A Alonso-Casado, A Rodriguez Sanchez, E Bermejo Marcos
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Tailgut cysts are rare benign retrorectal cysts arising from persistent remnants of an embryonic hindgut. Malignant transformation
inside this lesion is very uncommon and occurrence of neuroendocrine tumours in this context is extremely rare. We report the case
of a 56-year-old woman who underwent surgical excision of a presacral tailgut cyst, which was found incidentally to include a neu-
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Tailgut cysts (TGCs) are rare benign cysts that are found in
the presacral space, usually in middle aged women. They
are developmental lesions from persistent remnants of an
embryonic hindgut. The possible complications of a TGC are
mainly infection and malignancy."? Tumours inside a TGC
are extremely rare and malignancies mostly comprise
adenocarcinomas or neuroendocrine tumours (NETs).> A
NET in the presacral space is likely to be secondary to direct
extension or metastatic invasion of a primary rectal
malignancy.*

Preoperative diagnosis of a NET within a TGC is difficult;
NETs are usually found incidentally on histological exami-
nation. We present a new case of a NET within a TGC in a
female patient and summarise the clinicopathological char-
acteristics of these tumours.

Case history

A 56-year-old woman with an anal fistula was referred to
our department. She had experienced anal discomfort and
suppuration for two months. On physical examination, an
external orifice was observed, and a painless and soft retro-
rectal mass was palpated on digital rectal examination.
Tumour marker values (carcinoembryonic antigen, carbo-
hydrate antigen) were unremarkable. The lesion was fur-
ther evaluated using magnetic resonance imaging (MRI),
which revealed a 4.1 cm x 4.1 cm mass with both cystic and
solid components located in the retrorectal space. It was a
well-defined and non-enhancing lesion with partial hyperin-
tensity on T1-weighted imaging and heterogeneous high
signal intensity on T2 imaging (Fig 1). The mass displaced
the posterior rectal wall without infiltration; local invasion
was not detected. Endorectal ultrasonography was

performed and a heterogeneous retrorectal mass was found;
the posterior rectal wall was unaltered (Fig 2).

The patient underwent a complete resection via a trans-
sacral approach (Kraske); fistula-in-ano was not detected
intraoperatively. A partial coccygectomy was included to
achieve better surgical exposure and a biological mesh was
fixed to the levator ani muscle after the tumour resection.

Figure 1 T2-weighted coronal magnetic resonance imaging
demonstrating a mass with both cystic and solid components
located in the retrorectal space (arrow), which displaced the
posterior rectal wall without infiltration
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Figure 2 Endorectal ultrasonography demonstrating a hetero-
geneous retrorectal mass
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Figure 3 Histological features of the tailgut cyst (haematoxylin
and eosin stain, 40x magnification)

Primary closure was carried out without drains. There were
no lesions in the anal sphincter or blood loss.
Histopathological examination (Fig 3) revealed a well
delineated multilocular cyst and a solid lesion measuring 4.5
cm x 2.5 cm. Microscopically, the cystic space contained
mucinous material and no contiguous osseous tissue, hair or
other structures were identified. In addition, a tumour com-
posed of multiple solid nests of uniform epithelial cells dis-
tributed in a fibrovascular network without necrosis was
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Figure 4 Immunoreactivity and Ki-67 proliferation index for
tumour cells with neuroendocrine differentiation (400x
magnification)

encountered in the cystic component. The cells had rounded
nuclei with speckled chromatin and inconspicuous nucleoli.
The tumour showed neuroendocrine immunoreactivity (Fig
4) for the markers cytokeratin AE1/AE3, CD56, synaptophy-
sin and chromogranin. The Ki-67 proliferation index was
less than 2%. Findings were consistent with a diagnosis of a
well-differentiated (low-grade) NET.

The patient’s postoperative course was uneventful and
she was discharged after five days. At seven months follow-
ing surgery, she is asymptomatic with no evidence of com-
plications or recurrence.

Discussion

TGCs are uncommon retrorectal tumours that should be
considered among the differential diagnosis of presacral
lesions. Possible diagnoses in this area include teratoma,
dermoid cyst, duplication or enterogenous cyst, sacral chor-
doma, anterior sacral meningocoele, neurogenic tumour
and presacral abscess.! Such tumours are generally
described in women (female-to-male ratio 3:1). Approxi-
mately half of patients have an incidental diagnosis and are
identified by imaging or routine physical examination.'?

These cysts can rarely include malignant tumours such as
adenocarcinomas, sarcomas or NETs.>* Only 20 patients
with tailgut associated NETs have been reported previously
in the medical literature. Given the small number of cases
reported, it is hard to know the natural course and prognosis
of these tumours.* This malignant transformation is esti-
mated in 2-13% and it is very difficult to make an accurate
preoperative diagnosis, even with biopsy. Some features
may support indirect evidence of malignant transformation
inside a TGC on MRI (eg a polypoid mass, an irregular cyst
wall or solid components)."*

Resection of TGC is the treatment of choice. It is essential
to prevent and treat potential complications such as
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infection, bleeding and malignancies. TGCs can be associ-
ated with morbidity and mortality if malignancy is not sus-
pected and resection is not performed in a timely manner.'*
Mathis et al reported 31 cases of TGC with 4 of these lesions
including malignant transformation.’ Not all of the patients
underwent resection initially and some patients had a preop-
erative percutaneous biopsy. Two of the four patients with
malignancies died during the follow-up period; the authors
therefore advise resection of TGCs in all cases.

The malignant potential of NETs is related to histological
features, and there is a correlation between pathological
grading and prognosis. Long-term survival is associated
with complete excision and tumour histology results, with a
much better prognosis for NETs than for other tumours such
as adenocarcinomas.* Until now, local recurrence of a TGC
has not been described and only two patients developed dis-
tant metastases (survival data not available). In addition,
none of the previous papers reported the Ki-67 proliferation
index, which can indicate how aggressive a tumour is.'*
Given the predominance in women, Liang el al have sug-
gested that NETs arising in TGCs may be hormone associ-
ated and that oestrogen could play a role in the
pathogenesis.5 The authors found strong oestrogen receptor
immunoreactivity in neuroendocrine cells within a TGC and
speculated that oestrogen receptor could be a potential ther-
apeutic target in selected TCG patients.

Conclusions

When managing a TGC, considering the differential diagno-
sis of a presacral tumour and exhaustive preoperative study
are essential. Complete excision allows a definite diagnosis
and prevents potential complications. Malignant transfor-
mation inside a TGC is rare and careful histological exami-
nation is required to assess how aggressive the tumour is.
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