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The proliferating trichilemmal tumor is an uncommon neoplasm presenting as a solitary lesion over
the scalp. It is usually a benign neoplasm. We describe a case of proliferating trichilemmal tumor
which presented as an ulcerated solid swelling of the scalp over the vertex, with bony erosion
reaching the superior sagittal sinus.
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INTRODUCTION

The proliferating trichilemmal tumor (trichilemmal cyst /pilar
cyst) is an uncommon neoplasm derived from the outer sheath
of the hair follicle. It is usually a solitary lesion, mostly benign
and seen particularly in elderly women. It is located in areas of
dense hair follicular concentrations such as the scalp. It
presents as a subcutaneous cystic nodule for many years, often
increasing with a history of trauma or chronic inflammation.
(Makiese et al., 2010) It may present as a locally aggressive
lesion but intracranial extension is a very rare presentation.
(Folpe et al., 2003) We present an interesting case that had
history of spontaneous rupture followed by discharge
mimicking an infected sebaceous cyst and erosion of
underlying calvarium.

Case History

A sixty five years old male patient presented with a
progressively increasing scalp swelling over the vertex since
eighteen years. The swelling was about 7x5x3 centimeters in
size. Two weeks prior to presentation it had a spontaneous
rupture followed by ulceration and purulent discharge.
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The two ulcers each about 3x3 centimeters in size had sloping
edges with a floor covered with slough and purulent discharge.
The swelling was solid in consistency, non fluctuant and
adherent to underlying skull bone. The surrounding skin
appeared to be normal (Figure 1).

Fig. 1. Clinical photograph of the lesion with marking of the flap

Edge biopsies were taken to rule out malignancy and revealed
only hypertrophic epithelialisation.

A contrast enhancing computerized tomography scan of head
with bone windows revealed erosion of bone underlying the
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swelling reaching the superior sagittal sinus. Magnetic
resonance imaging (MRI) of the brain showed lesion sitting on
the superior sagittal sinus (Figure 2), however, MR venogram
of the brain excluded involvement of superior sagittal sinus.
(Figure 3)
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Fig. 3. MR venography showing compressed superior
saggital sinus

A diagnosis of a chronic inflammatory lesion or an indolent
neoplasm was considered. Surgery was planned and excision of
the swelling was performed. Intra-operatively, the swelling was
seen sitting on duramater forming the roof of superior sagittal
sinus with a clear plane separating the both (Figure 4). The
defect was covered with a rotation flap marked preoperatively.

Fig. 4. Peroperative photograph showing intact dura after excision
of the lesion

Histopathological evaluation revealed nests of squamous cells
in the dermis separated by fibrous tissue and hyperkeratosis
with no features of anaplasia and it was inferred as a
proliferating trichilemmal tumour (Figure 5 and 6).
Postoperatively scalp flap had taken well. Patient was
discharged and followed up after 3 & 6 months with a healthy
scalp. (Figure 7)

Fig. 4. Peroperative photograph showing intact dura after excision
of the lesion
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Fig. 6. Microscopic picture under 40x magnification with
hematoxilin and eosin staining showing interlacing bundles of
squamous epithelium and trichilemmal type of keratinization

Fig. 7. Healed flap at a follow-up visit

DISCUSSION

The proliferating trichilemmal tumour, which is also termed as
proliferative trichilemmal cyst or pilar cyst, is an uncommon,
mostly a benign neoplasm derived from the outer sheath of the
hair follicle. (Makiese et al., 2010; Jones, 1966) The
presentation is mostly as an solitary lesion but it can also
present as multiple lesions. An autosomal dominant pattern has
been observed in cases of multiple lesions. (Erdem et al., 2011)
It has been observed that the location of these tumors in 90
percent of the affected individuals, are the areas of dense hair
follicular concentrations such as the scalp. (Makiese et al.,
2010) This tumor clinically resembles a keratinous or
sebaceous cyst, and usually occurs on or close to the scalp of
elderly women. (Jones, 1966; Satyaprakash et al., 2007; Saida
et al., 1983; Lee et al., 1989) Most of the cases have an history
of slowly enlarging nodular mass over a span of years which is
often an exacerbation after a event of trauma or chronic

inflammation. (Makiese et al., 2010) It was Wilson-Jones in
1966 who gave a first description of an proliferating
epidermoid cyst which potentiated histologically to simulate
squamous cell carcinoma. (Jones, 1966; Ogul et al., 2014;
Kumar et al., 2000)

Proliferating trichilemmal tumour (PTT) has characteristics of
an typical pilar cyst, and additionally features extensive
epithelial proliferation, variable cytological atypia and mitotic
activity. (Saida et al., 1983) Although PTT is considered as
biologically benign neoplasm, local aggressiveness (Jones,
1966) and its potentiality for malignant transformation cannot
be overlooked. (Lee et al., 1989) There are three main varieties
described under PTT: benign, locally aggressive, and
malignant.® Malignant transformation has been witnessed with
regional or distant metastases. However, there have been a very
few numbers of malignant PTTs being reported. (Makiese
et al., 2010; Jones, 1966) The combination of the non-scalp
location, recent rapid growth, size greater than 5 cm, infiltrative
growth, and significant cytological atypia with mitotic activity
forms a diagnostic hallmark for malignant PTT. (Saida et al.,
1983) PTT may exhibit aggressive local invasion across tissue
planes and may even extend intracranially and may cause
considerable morbidity and even mortality. (Makiese et al.,
2010; Ogul et al., 2014)

Only few cases of proliferating trichilemmal tumours with
cerebral involvement have been described in the literature.
(Folpe et al., 2003; Karamese et al., 2012)

A multidisciplinary team which should include a neuro-
radiologist, neurosurgeon, plastic surgeon, pathologist and
neuro-oncologist gives overall a better outcome, as the surgical
management is a demanding task in these patients (Makiese
et al., 2010). These tumors are known to recur with a
conservative local excision. Thus, complete surgical excision is
recommended in these cases. Lesions which have an increased
invasive potential, should be planned for adjuvant radiotherapy
and/or chemotherapy. (Lee et al., 1989) Ultimately, surgical
excision has to be done adequately. In view of very few cases
being reported, alternate therapies cannot be judged safely.
(Jones, 1966) Recurrences or metastases in cases of malignant
PTTs can be detected by a close clinical follow-up. (Makiese
et al.,2010; Jones, 1966; Lee et al., 1989)

Conclusion

Proliferating Trichilemmal tumors could appear clinically as
malignant lesions and careful clinical and histopathological
discretion is essential when considering malignancies over the
scalp. They may present with features of idiopathic
spontaneous rupture and subsequent discharge and aggressive
neoplasm leading to bony erosion as in our case. With better
histopathological interpretation more number of cases can be
diagnosed. In view of an unknown clinical behavior, it is wise
to not neglect this entity as malignant change has been reported
in quite a few cases. Active treatment at the earliest will yield a
better result.

What is new: Proliferating trichilemmal tumors may mimic
malignancy. Sometimes the tumor may erode the calvarium as
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in our case. This complicates management requiring a
multidisciplinary approach.
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