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Abstract:

A giant solitary nodular trichoepithelioma (GST) is a rare trichogenic tumor, which may present as a pig-

mented lesion. A 45-year-old female was diagnosed as having a giant solitary nodular trichoepithelioma on

her right forearm. About 11 cases have been reported in literature. Our case is the 2nd largest of all reported

cases and, so far, GST of the forearm has not been reported in literature. The recognition of GST is important

because of its close resemblance to basal cell carcinoma and other skin adnexal tumors, both clinically and

histopathologically.
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Introduction

A giant solitary trichoepithelioma (GST) is
a rare hair follicle tumor with mixed epithelial and
mesenchymal proliferations, consisting of basaloid
epithelial strands and cellular fibromyxoid stroma.
It is a benign adnexal neoplasm and common sites
comprise the face, head and neck, with rare occur-
rence at the perianal region. The gene involved in
the familial form of trichoepithelioma is located on

band 9p21.

An abnormality in this gene may result in one
of three syndromes: Brooke-Spiegler syndrome, fa-
milial cylindromatosis, and multiple familial tricho-
epithelioma [1]. We can find about eleven reported
cases in literature, [2] and there is not a single re-
ported case of GST of the forearm. Our case is the
2nd largest of all GST cases reported so far.

Case report

A 45-year-old female presented with a slowly
growing pigmented swelling on the right forearm of
25 years duration. The local examination revealed a
pigmented swelling measuring 9.5x4x 2.5 cm (Fig-
ure. 1). It was a firm, non-tender swelling present in
the subcutaneous plane.

A small bleeding ulcer was present on the
swelling. She presented in OPD due to bleeding,
The general physical and systemic examinations
were normal. There were no palpable lymph nodes
in the right axilla. A clinical diagnosis of a soft tis-
sue tumor was made. The whole of the tumor was
excised. The tumor was sharply demarcated and
was solid in consistency. It was nodular in nature.
Tissue was sent for histopathology, which showed



stratified squamous epithelium underneath; there was a well-
circumscribed tumor consisting of basophilic cells (Figure. 2).
These cells were arranged in a lace-like pattern, occasionally
forming a solid aggregate. These tumor islands showed pe-
ripheral palisading. There was presence of horn cysts of vari-
ous sizes. The tumor was accompanied by hemorrhagic areas

and was diagnosed as “trichoepithelioma”

“’3

Figure 1. Giant Solitary nodular Trichoepithelioma of Forearm

Giant solitary trichoepithelioma “

Figure 2. Figure shows nest and islands of basaloid cells (H&Ex100)

Discussion

Trichoepithelioma (also previously known as Epithelio-
ma adenoides cysticum) is a trichogenic tumor described by
Brooke in 1892 and later by Fordyce. It arises from the inferior
segment of hair follicle epithelium. GST is a distinct variant of

trichoepithelioma. It arises in elderly individuals and occurs

Table 1. Table showing clinical aspects of previously reported GST [2-6, 8-10].

Various Studies 1;%::: Sex Tulil:lﬁize Di:;lt ::sn Site Recurrence/Follow up
Czernobilsky Betal. 1972 5] 58 M 8(0) 20 R Thigh None/?
DvirE etal. 1981 [10] 70 M 2.5x1.5 ? Nose None/1 year
Filho GB etal. 1984 [4] S3 M 6.5x4.5x3 35 R Thigh None/9 months
Tatnall FM et al. 1986 [3] 77 F 3.5x3.5x2.5 7 Natal cleft None/18 months
Tatnall FM 1986 [3] 71 M 5x3.5x2.5 Many Buttock None/1 year
Tatnall EM et al. 1986 [3] 70 F 3.5x2.5x2 10 Natal cleft None/6 months
Beck S etal. 1988 [8] 31 M 2(0) Scrotum Recurrence/17 years
Beck S etal. 1988 [8] 3(0) 0.5 Scar None/?
Oursin C.etal. 1991 [9] 67 F 17x8 1520 Abdomen None/?
Jemec Cetal. 1999 [2] 48 M 4x2x1 ? L Shoulder None/ 3.5 years
Krishnamurthy J etal. 2010 [6] 80 M w2 1 ij)g:: side of None/?
Present case 45 F 9.5x4x2.5 25 ?ciil:rm None/6 months
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mostly on the face, thigh and peri-anal region [3,4]. It mea-
sures several centimeters in diameter. GST has been defined as
asolitary trichoepithelioma with a diameter greater than 2 cm.
[S]. These features are in contrast to the conventional tricho-
epithelioma, which presents as multiple small translucent cir-
cumscribed papules of 2—4 mm in diameter, in children and
young adults. GST has a potential for local recurrence [6].

The majority of the GST has been subcutaneous, but
pedunculated, ulcerated and cystic forms appear as well. The
trichoepithelioma derives from the inferior segment of the
follicle epithelium as a hamartoma. Three clinical forms of
trichoepithelioma are recognized:

asmall solitary form
» asmall multiple form, which is inherited in an auto-
somal dominant fashion
arare giant solitary form

Histologically, all three forms of trichoepithelioma are
similar but not identical. They all show a well-demarcated tu-
mor clearly differentiated as hair-forming structures [2].

GST presents as a pigmented lesion because of the in-
creased activity of melanocytes or increased retention of pig-
ments in the basal keratinocytes [7]. A giant solitary tricho-
epithelioma is a distinct variant of trichoepithelioma that may
have a predilection for the perianal region. At this site, this rare
tumor must be distinguished from basal cell carcinoma of the
perineum and from malignant basaloid (cloacogenic) carci-
noma of the anal canal [3]

Since trichoepithelioma is inherited in an autosomal
dominant fashion, males and females receive the gene equally.
Because of lessened expressivity and penetrance in men, most
patients are women.

However, in various studies shown in Table 1 [2-6, 8-10],
the M:F ratio of reported cases is 2:1; the age ranged between
31 and 77 years and the size varied between 2 cm and 17 cm.

Trichoepitheliomas are generally benign tumors and
show slow growth, but in one of the only 11 published cases
of the giant solitary form, recurrence after surgery has been
described [8]. The rare cases of a trichoepithelioma described
as having aggressive behavior, i.e. ulceration and recurrence,
are probably follicular tumors within the basal cell nevus syn-
drome and not a trichoepithelioma. Thus, an increased clini-
cal awareness as well as follow up therefore seems indicated in
this rare neoplasm
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Conclusion

Asa case of recurrence has been reported in literature, an
increased clinical awareness as well as follow up is therefore
mandatory in the GST neoplasm.
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