Case Report
Proliferating isthmic-catagenic cystic follicular
tumor in the scalp or proliferating trichilemmal
tumor: a case report
Tumor folicular cístico, ístmico-catagênico proliferante em couro
cabeludo ou tumor triquilemal proliferante: relato de caso
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■

Proliferating trichilemmal tumor (PTT) is a rare neoplasm
that develops from cystic follicular lesions, whose
histological characteristic is the presence of trichilemmal
keratinization. The most common manifestation is a solitary
lump on the scalp of older women. It describes a case of
proliferating trichilemmal tumor, which presents as a
cystic tumor lesion on the scalp of an older woman, with
recurrence after removal without diagnostic investigation.
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ABSTRACT

RESUMO

Tumor triquilemal proliferante (TTP) é uma rara neoplasia
que se desenvolve a partir de lesões císticas foliculares, cuja
característica histológica é a presença de queratinização
triquilemal. Manifestação mais comum é um nódulo solitário
no couro cabeludo de mulheres idosas. Descreve-se caso
de tumor triquilemal proliferante, que se apresenta como
lesão tumoral cística em couro cabeludo de mulher idosa,
com recidiva após remoção sem investigação diagnóstica.
Descritores: Couro cabeludo; Neoplasias; Anormalidades da
pele; Folículo piloso; Alopecia.
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Cystic follicular tumor: case report

INTRODUCTION
Proliferating trichilemmal tumor is a rare disease
that develops from cystic follicular lesions. It occurs
in more than 90% of cases on the scalp and older
women1. Many factors may be involved in the disease’s
physiopathogeny, such as traumatic, inflammatory
events and viral infections2,3.
It clinically presents a nodule or tumor that
can reach large proportions of cystic consistency,
usually on the scalp. Because it is a not-so-common
lesion, it ends up being a little diagnosed and can be
confused with a simple pillar cyst due to the insidious
character.
The diagnosis is conclusive only after
pathological examination. There is still discussion
about whether it would be a variant of squamous cell
carcinoma or a precursor lesion of this4. There are
reports of aggressive local behavior, with recurrences
and even metastases. Treatment is complete surgical
excision with wide margins, radiotherapy and
chemotherapy in aggressive cases.

CASE REPORT

The present case report complied with all
ethical and research criteria in human beings
following the Declaration of Helsinki, Resolution No.
466/2012 and Resolution No. 510/2016 of the National
Health Council.
She had a consultation with the first
dermatologist for one year, who said it was a
sebaceous cyst, performing partial withdrawal without
histopathological analysis. She refers the recurrence
of the injury in approximately three months with
worsening of local aspects.
She sought a new dermatologist for rapid
growth, recurrence and local inflammatory signs
(erythema and pain), where she was treated clinically.
The dermatological examination showed a cystic
tumor of three centimeters, hyperpigmented and with
hyperkeratosis. An incisional biopsy was performed, in
which a diagnosis of proliferating trichilemmal tumor
was obtained, and was referred to a plastic surgeon
to perform a wide excision of the lesion with at least
1 cm margin (Figure 2). A lesion was excised with 1
cm wide margins (Figure 3), followed by freezing by
a pathologist who confirmed free margins (Figure 4).

A 70-year-old female patient living in Rio
de Janeiro, the capital, works as a makeup artist,
phototype IV, who had a fast-growing scalp nodule in
the occipital region (Figure 1).

Figure 1. Preoperative.
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Figure 2. Preoperative: marking and resection with margins of 1cm.
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Figure 3. Surgical part.
Figure 5. Immediate post-op.

Figure 6. Three-week post-op.

Figure 4. Defect area after deep margin magnification.
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It was decided then scalp flap in rotation,
s-shaped, bilaterally to the defect, turning towards the
central part with good immediate result, good perfusion
and resolution of the defect (Figures 5 and 6). The
patient will continue to be monitored in the office in the
long term for the possibility of this tumor’s aggressive
behavior.
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DISCUSSION
PTT is an unusual adnexal neoplasm, differing
in the outer epithelial sheath of the hair follicle. It
occurs in more than 90% of cases on the scalp and
older women. There are reports of multiple lesions,
ulceration and bleeding. There are cases reported in
young individuals. Other less common locations include
the neck, trunk, armpits, pubis, vulva, lower and upper
limbs, upper lip, and gluteal region.
The case presented fits within the usual profile
of manifestation of the disease. There is still discussion
about whether the proliferating trichilemmal tumor
would be a variant of squamous cell carcinoma or an
evolving precursor lesion. It is believed to arise from a
trichilemmal cyst (TC). PTT and TC have a histological
marker the presence of trichilemmal keratinization
(abrupt transition from nucleated epithelial cells to
anucleated, keratinized cells, without the formation
of granulosa layer).
Traumatic events could contribute to its
physiopathogeny and some viruses, such as HPV
(human papillomavirus), but this causal relationship
is not yet very established5,6.
A study measured the activity of p53 and p27kip1
comparatively between the trichilemmal cyst, the
proliferating trichilemmal tumor, and squamous cell
carcinoma with trichilemmal differentiation, showing
that there was no difference concerning the p53
expression between PTT and squamous cell carcinoma,
being almost null in the cyst trichilemmal. This
reinforces the idea that PTT is a carcinoma; however,
the expression of p27kip1 is much higher in PTT than
SCC, and this protein is related to a regulatory effect of
the cell cycle, which would classify it as an intermediate
grade neoplasm in relation to malignancy.
The diagnosis is confirmed by
anatomopathological examination. It is characterized
by the proliferation of squamous cells, with abundant
eosinophilic cytoplasm and abrupt keratinization,
which excludes the granular layer, forming dense and
homogenized keratin that fills the cystic spaces. There
may be areas of epidermoid keratinization with the
formation of corneal pearls. There is no infiltration of
the adjacent stroma, which helps in the differentiation
of squamous cell carcinoma.
There are reports of aggressive local behavior,
with recurrences and even metastases 7,8 with
local or lymph node dissemination, but are rarely
hematogenous. A study with 94 cases of proliferating
trichilemmal tumor, recurrences around 1%; and
malignant transformation and lymph node metastasis
were reported around 10%, but without distant
metastases. Another study attempted to correlate
anatomopathological changes with biological behavior
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and showed that apparently, the involvement outside
the scalp, rapid growth, size greater than five
centimeters and atypia would be related to a worse
prognosis9.
Treatment is complete surgical excision with
margins of 1cm, radiotherapy and chemotherapy in
aggressive cases. In the present case, we performed
excision with a margin of 1cm in the scalp’s occipital
region, with anatomopathological confirmation of free
margins with a pathologist in the room, followed by
local flap rotation.

CONCLUSION
The proliferating trichilemmal tumor is a
neoplasm that can be aggressive in some cases,
especially when it occurs outside the scalp, has rapid
and infiltrative growth, diameter greater than 5cm
and mitotic activity. In this case, we emphasize the
importance of always performing a biopsy on suspicious
lesions for diagnostic confirmation. Also important is
the pathologist’s presence to confirm free margins, the
extensive resection and the continuous postoperative
follow-up10.
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