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Abstract

Purpose: To describe a rare case of trichilemmal carcinoma (TLC) of the upper eyelid, which was previously presented as skin dysplasia and later as a papillary tumor.
Method: Current study is an observational case report.

Results: A 66-year-old female had a recurrent tumor on the right upper eyelid. She had received excision of the tumor at a local clinic the first time. Several weeks later, recurrence was noted, so she came to our outpatient department for further evaluation. The tumor had an indefinite margin with a pink, coarse appearance resembling a healed ulcer and was diffusely surrounded by several small nodules. After excision, the pathology revealed severe dysplasia of the skin. The base and margins were free of tumor cells. About one and a half months later, she had a similar lesion in the same area but with a papillary appearance. Excisional biopsy revealed solid tumor with plate-like growth of clear cells surrounded by palisading and central keratinization. In addition, stromal invasion was observed. The immunohistochemical stain was positive for cytokeratin (CK) and negative for CK7, CK20, and S-100. The margins and base were free of tumor cells. All these features are compatible with TLC. No recurrence or metastasis was noted during the 17-month follow-up.
Conclusion: TLC should be considered in the differential diagnosis of an eyelid mass despite its rarity. It has an indolent clinical course and variable appearance that make the diagnosis more challenging. As in our case, skin dysplasia developed before TLC and many hypotheses could explain this atypical presentation. Although TLC is malignant in nature, it does not metastasize or recur. However, it is still important to perform a complete excision of the tumor and to offer careful follow-up to all patients. 
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Introduction

Trichilemmal carcinoma (TLC) is an uncommon skin cancer that originates from the external hair sheath. It often presents as a single superficial nodule (diameter less than 2 cm)1,2 located on a sun-exposed area, especially on the face and scalp.1,3,4,5 TLC of the eyelid is even rarer5 with only a couple of previous reports. Here, we describe a case of TLC of the upper eyelid with atypical presentation.

Case report 

A 66-year-old female first presented with a slowly growing and non-tender tumor over the right upper eyelid margin for about 2 months. She received excision once at a local clinic without pathologic proof. However, recurrence was noted several weeks later. She came to our outpatient department for further evaluation. The tumor had an indefinite margin and coarse appearance resembling a healed ulcer. The tumor increased in size gradually. Slit-lamp examination revealed a 3 × 2 mm-sized pink tumor with a coarse appearance and several surrounding small nodules. The conjunctiva was not involved. There was no induration or ulceration. The tumor was excised with a defect of 4 × 3 × 2 mm. The pathology revealed severe skin dysplasia (Figure 1). The base and margins were free of tumor cells for about a 1.5-mm distance.
About one and a half months later, she had a similar lesion in the same area but with a papillary appearance and larger size (7 × 5 mm). Excisional biopsy with a size of 10 × 6 × 5 mm revealed a solid tumor with plate-like growth of clear cells (Figure 2A) surrounded by palisading and central keratinization (Figure 2B). In addition, stromal invasion was observed. The margins and base were free of tumor cells for about a 1.5-mm distance. The immunohistochemical stain was positive for cytokeratin (CK) and negative for CK7, CK20 and S-100. All these features are compatible with TLC. During the 17-month follow-up, no recurrence or metastasis was noted.

Discussion

TLC was first described by Headington in 1976 as “a histologically invasive, cytologically atypical, clear cell neoplasm of adnexal keratinocytes which is in continuity with the epidermis and/or follicular epithelium.”2 The tumor typically occurs on sun-exposed areas of the face and scalp in people aged 40 or more.6,7 It rarely occurs on the eyelid, and the first case was described in 1993 in a 95-year-old woman.5
TLC generally manifests as a single solitary papule or nodule less than 2 cm in diameter.1,2 It is often pale tan or reddish in color with ulceration.1,4 In addition, it is sometimes reported to cause induration of the eyelid8 or conjunctival involvement.9 It has an indolent clinical course despite aggressive cellular growth. No recurrence or metastasis had been reported in previous literatures1,6,8,10 with the longest follow-up period of 2 years.8 In our case, severe skin dysplasia was noted at the same location right before TLC developed. There are 3 possible explanations: (1) Two different tumors occurred coincidentally at the same place. (2) Chronic inflammation and ulceration of the eyelid led to skin dysplasia and then triggered the development of TLC. (3) TLC may have somehow caused the ulceration and finally skin dysplasia before the malignant tumor became clinically and histologically apparent. None of the literatures supported any of the hypotheses mentioned above, since TLC is really rare, and our case was the first case with such an atypical presentation. Although there was a case report revealing that some TLCs may manifest as an ulcerative lesions, no further discussion on whether the skin ulceration or dysplasia was the cause or result of TLC was mentioned. It is important to perform a complete excision of the mass with tumor-free margins. Adjacent conjunctiva and tarsal plate are excised if invaded or to ensure a safety margin.
Microscopically, TLC consists of multiple and relatively well-circumscribed lobules or trabeculae of tumor proliferation, which are located in and expand the pilosebaceous unit. It is composed of clear cells that are characterized by clear, glycogen-rich cytoplasm with prominent nucleoli and a peripheral palisading of basaloid cells with subnuclear vacuolization. Cytological atypia and numerous mitotic figures are usually present, indicating a high-grade and aggressive malignancy.1,4,7,8,10 Trichilemmal keratinization is a characteristic finding and presents as an abrupt keratinization without a granular layer and the formation of dense non-lamellar keratin.6 Variable degrees of intraepidermal spread with an abrupt or pagetoid interface can be found.4 Dermal invasion, if present, often extends into the reticular dermis with prominent plasma cell infiltration.10 The immunohistochemical stain is positive for periodic acid-Schiff (PAS) and CK but negative for carcinoembryonic antigen (CEA) and epithelial membrane antigen (EMA).4
A trichilemmal cyst is a benign tumor of the outer hair sheath, which is frequently confined to the scalp. Malignant change of the tumor is called proliferating trichilemmal tumor (PTT). PTT is not synonymous with TLC, although they share some common features.2,10,11 PTT may have a diameter of 25 cm or more and is larger than TLC, which is often less than 2 cm in diameter. PTT demonstrates sharply circumscribed lobules with pushing margins, deep dermal extensions, extensive tumor necrosis, abrupt keratinization, minimal pleomorphism, low mitotic activity, and foci indistinguishable from a trichilemmal cyst.2,11 A PTT tends to recur and metastasize; this is distinctively different from the behavior of TLC.10,11

There are several skin cancers that need to be differentiated from TLC. Clear cell basal cell carcinoma (BCC) has large areas of conventional BCC cells with a minor portion of clear cells.8,10 Clear cell squamous cell carcinoma demonstrates clear cells with atypia but not trichilemmal keratinization and lobular growth.6,8 Sebaceous carcinoma consists of clear cells at the center and eosinophilic cells at the periphery and has no PAS activity.4
In conclusion, TLC should be considered in the differential diagnosis of an eyelid mass despite its rarity. It has an indolent clinical course and variable appearances that make clinical diagnosis more challenging. As in our case, skin dysplasia developed before TLC and many hypotheses could explain this atypical presentation. Although TLC is malignant in nature, it does not metastasize or recur in most occasions. It is still important to perform a complete excision of the tumor with histologically documented tumor-free margins and to offer careful follow-up to all patients for the possibility of a local recurrence.3,5
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Figure 1: Histology of the tumor after the first excision. (A) Section revealing multiple tumor-cell nests (hematoxylin and eosin (H&E), ×100). (B) Histological section showing severe skin dysplasia (H&E, ×400).
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Figure 2: Histology of the trichilemmal carcinoma (A) Section revealing plate-like or lobular growth of clear cells with peripheral palisading and central keratinization (hematoxylin and eosin (H&E), ×100). (B) Histological section showing glycogen-rich clear cells with prominent nucleoli, frequent mitotic figures, and nuclear atypia (H&E, ×400).
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提要
目的: 眼瞼惡性毛囊癌之非典型病例報告
方法: 病例報告
結果: 一位六十六歲的女性因右上眼瞼復發性腫瘤而轉診至本院，檢查發現右上眼瞼一表面粗糙且邊界不明顯之腫瘤，合併有多顆較小之腫瘤分佈於四週，完全切除後病理報告顯示為嚴重分化不良之皮膚細胞。約一個半月後，相同位置又可見一乳突狀腫瘤，完全切除後病理報告顯示為惡性毛囊癌，此病人於後續十七個月的門診追蹤過程中，並沒有復發或轉移之情形。
結論: 惡性毛囊癌應列入眼瞼腫瘤之鑑別診斷，其緩慢的病程及多變的表現常造成診斷上的困難，本篇之病例可見皮膚之分化不良出現於惡性毛囊癌之前，有多種假設可以解釋這種現象，即使復發或轉移之情形並不常見，完全切除腫瘤及密切追蹤仍是重要的。
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