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Case Report

Trichilemmal cyst with xeroderma pigmentosum in 
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INTRODUCTION

A trichilemmal cyst, commonly known as a pilar cyst or “wen,” is a frequently occurring cyst that 
originates from the hair follicle.[1,2] ese cysts account for approximately 10% of the population, 
with a higher prevalence in middle-aged females compared to males. Pilar cysts may have a 
hereditary component, often associated with autosomal dominant inheritance.[3] Clinically, 
these cysts are typically asymptomatic or mildly painful, presenting as firm, mobile masses filled 
with cytokeratin.[4] Trichilemmal cysts can occasionally become tender, inflamed, or rupture, 
and should be carefully differentiated from skin malignancies, such as nodular or nodulocystic 
basal cell carcinomas. is report discusses a case of a proliferating trichilemmal cyst in a child 
with xeroderma pigmentosum (XP), presenting as an ulcerative lesion on the scalp that closely 
mimicked a skin malignancy.

CASE REPORT

An 11-year-old boy presented with a history of photophobia, vertigo, and widespread brown 
pigmentation. He also had a 6-month history of a 4 × 3  cm ulceration on the right temporal 
region [Figure  1a]. e ulceration was non-bleeding and had no discharge. Based on these 
features, a provisional clinical diagnosis of XP associated with an ulcer was made. Given the 
increased risk of skin malignancies in XP patients, a wedge biopsy of the ulcer was performed for 
histopathological examination.

ABSTRACT
Pediatric trichilemmal cysts associated with xeroderma pigmentosum (XP) are rare. We report the case of 
an 11-year-old child with XP who presented with an ulcerative lesion on the right temporal region. A  wedge 
biopsy of the lesion was performed under local anesthesia, and histopathological examination confirmed a 
benign, encapsulated trichilemmal cyst. e ulcerative lesion was treated conservatively, with no recurrence or 
complications reported in the 24  months following treatment. We recommend considering trichilemmal cysts 
as a differential diagnosis in cases of XP, alongside basal cell and squamous cell malignancies. To the best of our 
knowledge, this is the first reported case of a trichilemmal cyst in a child with XP.
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Histopathological analysis revealed a trichilemmal cyst, 
characterized by keratinized stratified squamous epithelium 
with keratinous luminal content and an absence of the 
granular cell layer [Figures 2 and 3]. We have done regular 
dressing with povidone iodine ointment and, the ulcer was 
healed within 10 days of starting treatment, and the child is 
on regular follow-up [Figure 1b].

DISCUSSION

e diagnosis of pilar cysts is primarily clinical, based on 
presenting signs and symptoms. Radiological investigations 
are rarely necessary, except when differentiating between 
midline head and neck lesions or assessing the extent of 
lesion involvement with the central nervous system. e 
mainstay of treatment is surgical excision, which involves 
making a small incision in the skin to remove the cyst sac.[5]

In our case, due to the patient’s history of XP and the 
increased risk of skin malignancies, a wedge biopsy was first 
performed under local anesthesia to rule out skin cancer. 
Histological examination revealed abundant squamous 
proliferation, consistent with a trichilemmal cyst, as observed 
in our case. is squamous proliferation can rarely lead to 
the formation of a proliferating trichilemmal cyst, which may 
rupture and ulcerate. We speculate that this might have been 
the cause of ulceration in our patient.

Malignant proliferation in trichilemmal tumors is extremely 
rare and typically occurs in the sixth or seventh decade 
of life, with females being the most commonly affected 
gender.[6] Proliferative trichilemmal tumors often exhibit 
infiltrative growth, significant cytological atypia, and high 
mitotic activity including atypical forms and may involve 
lymph node metastases.[7] In our case, there were no clinical 
signs indicative of malignant proliferating trichilemmal 
tumor, no palpable lymphadenopathy, and histopathological 

examination, which showed no features consistent with 
malignancy, as seen in proliferating trichilemmal tumors.

ere is a potential for misdiagnosis as squamous cell 
carcinoma due to the presence of dyskeratotic cells, mitotic 
figures, and nuclear atypia.[8] In our case, basal cell carcinoma 
was initially suspected, given its prevalence in XP patients, 
followed by squamous cell carcinoma. Fortunately, the lesion 
was confirmed to be a trichilemmal cyst.

CONCLUSION

In cases of XP with ulcerative lesions, the diagnosis of a 
trichilemmal cyst should also be considered alongside basal 
cell carcinoma and squamous cell carcinoma.

Ethical approval
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Figure 3: Trichilemmal cyst lined by keratinized stratified squamous 
epithelium with absence of granular cell layer (H&E, ×400).

Figure  2: Scanner view of the trichilemmal cyst lined by 
keratinized stratified squamous epithelium with keratinous 
luminal content (H&E, ×40).

 Figure  1: (a) Child with xeroderma pigmentosum with ulcer and 
(b) follow-up pic of the child after successful treatment.
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