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Abstract: Proliferating trichilemmal cyst is an uncommon neoplasm arising from the follicular isthmus, whose histopatholog-
ical hallmark is the presence of trichilemmal keratinization. We describe a case of proliferating trichilemmal cyst in a 57-year-
old woman with a broad clinical, radiological, macroscopic and microscopic correlation.
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INTRODUCTION
Proliferating trichilemmal cyst (PTC), also called proliferat-

ing pillar tumor, is a rare adnexal tumor, usually of benign behavior, 
which develops most often on the scalp of elderly women. A strong 
histological feature is the presence of a trichilemmal keratinization  
pattern associated with proliferating lobules of squamous epithelial 
cells. On rare occasions, a PTC may evolve to a malignant proliferat-
ing trichilemmal cyst.1,2 A few reports in the literature demonstrate 
clinical, radiological, and histopathological characteristics of these 
lesions. Herein, we report a case of a rapidly growing scalp PTC 
in a patient with an oncologic history of liposarcoma and previous 
cytological diagnosis of a lesion suggestive of pilomatrixoma. The 
aspects discussed in this paper includes the differential diagnosis, 
cytology role, anatomopathological evaluation, and adequate treat-
ment of this entity.

CASE REPORT
A 57-year-old female patient from São Paulo, with a previ-

ous diagnosis of metastatic liposarcoma to the liver, was referred 
to our dermatology center reporting the appearance of a nodule on 
the right side of the scalp 1 month prior to the consultation, with 
local radiating pain towards the ipsilateral ear and face. On clinical 
examination, the scalp topography revealed a firm elevated nodu-
lar lesion of smooth surface in the right parietal region, measuring  

approximately 4.0cm. The skin was flexible and clear without phlo-
gistic signs (Figure 1A). Ultrasound examination (USG) revealed a 
heterogeneous, well-delimited solid and cystic lesion with hyper-
echoic areas, measuring 38 x 33 x 34mm (Figure 1B). Skull tomog-
raphy showed that bone structures were not affected by the lesion. 
Differential diagnostic hypothesis included lipoma and liposarcoma 
metastasis, detected radiologically.

Initially, the patient underwent an ultrasound-guided 
fine-needle aspiration biopsy (FNAB) with cytology compatible 
with a squamous lesion suggestive of pilomatrixoma. Based on this 
cytological finding, she underwent complete surgical resection of 
the lesion. The scalp defect caused by tumor resection was repaired 
with local fasciocutaneous flaps and healing occurred without inter-
currences. The patient had no recurrence until the last appointment, 
approximately 6 months after resection. Macroscopy revealed a sol-
id and cystic lesion measuring 4.5 x 4.0 x 2.0 cm, in contact with the 
dermis in its superficial portion and with a fascial layer at its base 
(Figure 2A). The open lesion revealed a cystic cavity with lumpy 
walls, brownish exudate, and a whitish solid nodular formation on 
one of the walls, measuring 1.0 x 1.0 cm (Figure 2B). Microscopy 
revealed a localized cystic lesion in the subcutaneous tissue with 
an associated solid area. The cystic lesion presented a scaly coating 
with abrupt trichilemmal keratinization (Figure 3A). In the solid 
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area, a proliferation of multiple lobules of squamous epithelium 
without atypia was found, presenting only rare mitotic figures with-
out invasion of adjacent tissues (Figure 3B). The final histopatholog-
ical diagnosis was proliferating trichilemmal cyst.

DISCUSSION
We report a case of PTC with a broad correlation between 

clinical, radiological, macroscopic, and microscopic images. Prolif-
erating pilar tumors were first recognized  by Wilson-Jones in 1966. 
This neoplasm arises from the isthmic region of the hair follicle and 
is histologically characterized by the presence of trichilemmal ke-
ratinization, which corresponds to an abrupt transition from the 
spinal layer to the stratum corneum, with no intervening granular 
layer.1 The tumors may be solid or solid cystic, usually found in ar-
eas with a high concentration of hair follicles, such as the scalp. A 
common clinical picture of PTC is a subcutaneous nodule that pro-
gresses slowly to a large nodular mass. Cases of rapid growth may 

indicate malignant transformation to carcinoma. It often follows a 
history of trauma or inflammation. However, de novo mutations may 
also occur.2 In our case, the patient reported no history of trauma, 
and the lump grew in only one month. Histologically, CTP is com-
posed of proliferating lobules of squamous epithelium, showing 
multiple central areas of trichilemmal keratinization and formation 
of homogeneous keratin cysts.1

It can be differentiated from its main differential diagnosis, 
squamous cell carcinoma, by the abrupt mode of keratinization, 
the presence of clear cells resulting in glycogen storage, and, most 
importantly, a sharp demarcation of the lesion without infiltration 
into adjacent structures.2 Other differential diagnoses include epi-
dermoid cyst, keratoacanthoma, pilomatrixoma, sweat gland tumor, 
basal cell carcinoma, angiosarcoma, and trichilemmal carcinoma.3 
Our patient was submitted to a cytological study by FNAB with a 
suggestive diagnosis of pilomatrixoma. Cytology gives good accu-
racy in determining the nature of lesions – squamous in our case. 

Figure 2: Perioperative characteristics. A) Intraoperative aspect of lesion resection. B) Macroscopic aspect of the specimen at cut surface 
evidencing a cystic cavity with brownish content and lumpy walls with a whitish solid area inside

Figure 1: Clinical and imaging characteristics. A) Clinical examination evidencing a nodular lesion on the scalp, with a smooth surface 
and flexible skin, without abnormalities or phlogistic signs. B) Ultrasonography showing a cystic lesion with a heterogeneous solid area,  
in addition to hyperechoic areas
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However, the evaluation of the presence of a proliferating compo-
nent associated with the lesion depends on histopathological exam-
ination.

Malignant transformation of PTC to trichilemmal carcino-
ma can occur. It is diagnosed by the presence of extensive areas of 
squamous component with cytological atypias, cellular pleomor-
phism with atypical mitoses, dyskeratotic cells, and infiltrative mar-
gins with adjacent tissue invasion.4-6 Despite the rapid growth of the 
lesion described in our case, histologically, we observed no signifi-
cant cytological atypias or tissue invasiveness for the diagnosis of 

carcinoma. Complete local excision of the lesion is the treatment of 
choice for PTC, and some authors suggest a 1.0 cm margin due to 
the possibility of recurrence. 7 Although our patient had a previous 
oncological diagnosis of metastatic liposarcoma, we found no asso-
ciation of the development of trichilemmal lesions with liposarcoma 
in the literature. In summary, PTC is an unusual histopathological 
entity that makes a broad differential diagnosis with other adnexal 
and epidermal tumors, and may eventually follow an aggressive 
clinical course. Thus, careful histopathological evaluation of cutane-
ous lesions is imperative. q

Figure 3: Microscopic appearance of the lesion by the Hematoxylin & eosin staining. (A, x20) Panoramic photo showing cystic lesion 
(arrow) located in the subcutaneous tissue showing a scaly coating with trichilemmal keratinization (B, x40) characterizing the diagnosis of 
proliferating trichilemmal cyst. The squamous cell blocks in the proliferating component show no cytological atypias
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