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Abstract

Background: proliferating trichilemmal cyst (PTC) is a rare adnexal tumor, primarily sitting on the scalp of elderly women. Its evolution is generally benign despite
the rare malignant cases described. We report a series of 9 cases of which one is malignant and metastatic.

Material and methods: We retrospectively reviewed data of all patients with PTC seen at department of dermatology in the Meknes military hospital, between
January 2013 and December 2017.

Results: Nine cases of PTC were diagnosed, which 8 in elderly women, with 62 years mean age. Trauma was found in one third of cases correlated with rapid growth
of the tumor. The latter was symptomatic in 2/3 of the cases. Ulceration involved only the malignant case. The size varied from 1,5 to 12 cm. Recurrence after surgery
was noted in 2 cases (malignant tumor and multi-cystic tumor).

Discussion: PTC appears to have a well-distinguished profile of the simple trichilemmal cyst. Some clinical and histological features may constitute prognostic
factors of aggressiveness. Histological and immunohistochemical study is crucial in the management. A large excision remains the only guarantee of complete
remission without recurrence or metastasis.

Conclusion: PT'C remains misdiagnosed and very few series are reported. Prospective studies would allow the identification of prognostic factors of malignancy as

well as better management.

Introduction

Proliferating Trichilemmal Cyst (PTC) is a rare adnexal tumor,
derived from the isthmic portion of the hair follicle, mainly affecting
the scalp of the elderly woman. Since description of the first case in
1966 [1], several observations are reported; most of them are cases
report with literature review. Few series studying PTC are published.
This is mainly due to the rarity of this condition but also to its slow and
benign evolution, considered unattractive. However, malignant cases
reported (about 50 in total) [2], suggested a renewed interest in PTC
and should initiate serial studies to better understand this affection still
enigmatic.

We propose our experience through series of 9 cases of PTC which
one is a malignant variant. We would try to develop the different aspects
(clinical, epidemiological, nosological, histological and therapeutic) of
this entity, raising especially the difficulty of a prognostic prediction.

Material and methods

This is a retrospective observational study collecting cases of PTC of
the scalp diagnosed at department of dermatology of Meknes Military
Hospital between January 2013 and December 2017.

The diagnosis of PTC was clinically evoked and confirmed by
histological examination. All patients with confirmed PTC sitting on
the scalp were included. Epidemiological, clinical, histological and
outcome data were collected and analyzed from complete medical
records. The statistical analysis was done using Microsoft Excel 2010
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software. Patients' consent to the use of their medical data for scientific
research purposes as well as an agreement of the Ethics Committee was
obtained.

Results

Over a period of 5 years, 9 cases are collected which 8 are women.
Age average is 62 (37-72 years). Evolution of PTC ranges from 2 to 22
years with a median of 9.44 years. The notion of trauma is found in
1/3 of the cases, always associated with a rapid growth of the tumor.
PTC is symptomatic in 2/3 of the cases: painful in 5 cases and itchy in
one case. The ulceration concerned only the malignant case. The size
ranges from 1.5 to 12 cm with a median of 4.5 cm. Tumor’s sit was
on occipital and parietal region equally. PTC was evoked clinically,
based on size of the lesion (Figure 1) and on macroscopic appearance
(Figure 2). Histology confirmed the benignity in 8 cases while one case
was malignant (Figure 3). No immunohistochemical complement was
performed. Management of all cases was surgically, with a variable
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Figure 1. Clinical presentation of PTC
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Figure 3. Histology of PTC. A) Benign PTC. Multilobular proliferative epithelial
masses. (HE x 100). B) Malignant PTC. Trichilemmal keratinization with carcinomatous
proliferation (HE x 400)
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margin (enucleation up to 1 cm). Recurrence after surgery was noted
in 2 cases (22.22%). Malignant form showed regional metastases
without lymph nodes or distant metastases. Follow up was 12.33
months (5-30 months).

Discussion

Despite its small number of cases, this study remains among few
series recently treated PTC [3,4]. It confirms preferential attainment
of woman on the 6th decade. Scalp is privileged site of PTC. No real
predominance of a region is seen even if occipital location; subject to
more trauma; seems more frequently affected. Rarely, PTC could sit
elsewhere, especially trunk [5,6].

Classically, patient reports a slow evolution of a nodule which
would grow up rapidly to 25 cm in diameter after trauma and could
become painful and ulcer [7]. This latter, although present only in our
patient with malignant PTC, does not appear to be a sign of malignancy
since it has been described in several benign PTC [8,9].

The role of pathologist is crucial in PTC management. It should
specify diagnosis, benign or malignant nature and look for predictive
histological factors that would condition therapeutic management.
Complete excision is necessary. Histological study confirms
characteristic trichilemmal keratinization. It would also appreciate
architectural and cytological disorders that would differentiate simple
trichilemmal cyst and PTC, although this distinction is not always
obvious, especially in the early stages [7].

Histological findings could be confusing with squamous cell
carcinoma (SCC); main clinical and histological differential diagnosis;
especially of malignant PTC. However, absence of precancerous
epidermal lesion such as actinic keratosis and absence of expression
of monoclonal antibodies AE13 and AE14 would help to eliminate
an SCC [2].

Immunohistochemistry may also solve riddle of benign or
malignant PTC [10,11]. Presence of zones of necrosis with a strong
mitotic activity and marked cytonuclear atypies could be providers of
malignancy. However, for most authors, only clear infiltration of the
stroma confirms this malignancy [2,12]. Benign PTC would strongly
express CK10 and involucrin while in malignant form there would be
a high number of cells expressing nuclear proliferation cell antigen and
CK16 with loss of CD34 expression [2].

Prognosis of PTC is generally good. Only malignant cases are
metastatic and can be life-threatening. Some authors have proposed
a prognostic classification distinguishing 3 groups according to
tumor architecture, degree of cytonuclear atypia, mitotic activity and
angiolymphatic invasion, correlated with the potential for recurrence
and metastasis [13]. This classification would be interesting to optimize
therapeutic decision; however, it remains insufficient. Other prognostic
factors should be considered: clinical (age, size, ulceration, lymph
nodes), radiological (heterogeneous nature, intralesional necrosis,
soft tissue invasion, bone erosion, distant localizations), histological
(stromal infiltration, architectural asymmetry, marked atypia, cellular
pleomorphism) and immunohistochemistry (ki67, cell proliferation
nuclear antigen, CK16, CD34). In our cases, the only poor prognostic
factor identified is malignancy of PTC.

Treatment of PTC is mainly surgical. A wide excision with lcm
of lateral margin and deeply arriving at the periosteum is enough in
benign cases or low grade of malignancy. This margin should be wider
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if tumor is predictive of a high risk of metastasis [2]. In some cases,
radiotherapy and /or adjuvant chemotherapy based on Fluorouracil
and Cisplatin are indicated with discussed efficacy [2,14]. Indeed, of
the 39 cases of malignant PTC reported by Garg and al, 11 received
radiotherapy and/or chemotherapy, 6 of them died after an average of
43 months [15]. In such cases, decision should be multidisciplinary.

Conclusion

PTC remains unknown by many practitioners because of its rarity
that could be explained by the fact that it always escapes to histological
study. Thus, any cyst of the scalp, as common as it appears, should be
sent for histological analysis.
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