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CASE REPORT

Abstract. A casc of sclerosing epithelial hamartoma in a
19-ycar-old female is reported. The lesion, presenting the
distinclive clinical and histologic features, was associated
with a melanocyvtic compound nevus. This unusual and
interesting event is discussed.

In cutaneous pathology, adnexal ncoplasms repre-
sent a large group of lesions whose variety is Lhe
mirror of the complex skin architecture. In 1977, 4
distinctive clinical and palhologic entity was si-
multaneously reparted as sclerosing cpithelial
hamartoma’ and desmoplastic trichoepithelioma.?
Clinically, it [ealurcs a solitary, small, firm nodule
or plaque, white or yellowish in color, often with 2
depressed center and a slightly raised, threadlike
periphery, most commonly found on the face.

The main histologic findings arc narrow strands
of epithelial basaloid cells and keratinous cysts ran-
domly intermingled in a fibrous hypocellular
stroma. This peculiar lesion had been previously
reported under other titles, most oflen as solitary
trichoepithelioma.” *

N. Iimpinelli, M.1}., Resident, II Department of Der-
matology; C. Urso, M.D., Resident, Department of Pa-
thology; and U. M. Reali, M.[}., Associale Professor af
Plastic Surgery, and Head, Plastic Surgery Unit, are from
The University of Florence, Florence, Italy.
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CASE REPORT

A 19-year-old girl came to us in November 1985 pre-
senting a pigmented nodule on the left cheek. The
lesion had a diameter of 9 mm, was firm, and
showed a sicklelike slight depression with a thin
border of milia on the medial side (Fig. 1). The le-
sion was entirely exciscd.

Histologic examination of the lesion showed a
focal epidermal hyperplasia with acanthosis and
hyperkeratosis. Small nests of melanocytes were
abserved at the dermo-epidermal junction (Fig. 2).
Papillar and reticular dermis contained a consider-
able number of nevus cells, alone or grouped in

FIGURE 1. The pigmented nodule on the left cheek shows
a slight, sickle-like depression with a thin border of milia
on its medial side.
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FIGURE 2. Small nests of melanocytes at the dermo-epi-
dermal junction. In the dermis (lower left side), some
strands of basaloid cells are recognizable.
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FIGURE 4. Keratinous cystic structures in the dermis.
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FIGURE 3. In the superficial dermis, narrow strands of
epithelial basaloid cells are scattercd in a fibrous, hypo-
cellular strama. A nest of nevus cells appears in the un-
derlying reticular dermis.
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FIGURE 5. Strands ot basaloid cells are intermingled with
keratinous cysts in a fibrous stroma, with condensed col-

lagen.

small nests (Fig. 3). Variously sized, calcific kera-
tinous <ysts were often observed in the adjoining
dermis. The cystic wall was sometimes present in
the form of keratinizing squamous cpithelium (Tig.
4). Foreign-body giant cells were focally observed
where the keratinous material contacted the dermal
conneclive tissue. Narrow strands of epithelial
cells, linear or occasionally branched, were inter-
mingled with the keratinous cysts (Fig. 5). These
strands were caomposed of small cuboidal basaloid
cells, with a round or aval, darkly staining nuclei,
without cytologic atypias. Keralinous cysts and cpi-
thelial strands were scalicred in a fibrous, hypo-
cellular stroma with a condensed collagen. In some
zones, nevus cells and sclerosing epithelial hamar-
toma were closely associated (Fig. 6).
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SCLEROSING FPITHELIAL HAMARTOMA

DISCUSSION

This case shows the peculiar features of sclerosing
epithelial hamartoma associated with a melanocytic
compound nevus. The presence of a firm nodule
with a thin border of milia and the histologic find-
ing of keratinous cysts and cpilhelial basaloid
strands intcrmingled in a fibrous hypocellular
stroma are distinctive. The occasional finding of a
pericystic giant-cell reaction represents a further,
secondary clement for the diagnaosis.?2 The clinical
differential diagnosis with sebaceous hyperplasia
and granuloma annulare (in its milder or initial
expressions) is generally allowed by the less firm
consistency of these two lesions. ! The major diag-
nostic problem is the histologic differentiation of
sclerosing epithelial hamartoma from other benign
cutaneous hamartomas (solitary trichoepithelioma,
syringema), and from morphea-like basal cell car-
cinoma 1-210-12

In morphea-like basal cell carcinoma, keratinous
cysts are constantly absent, whereas solid islands
of epithelial basaloid cells with peripheral palisad-
ing are observed. Elongated strands of tumor cells
often extend deeply into the dermis, and the tumor
is not usvally symmetric in its overall architecture.
In solitary trichoepithelioma, narrow strands of epi-
thelial basaloid cells are usually absent, the stroma
is looser and more cetlular in comparison to scle-
rasing epithelial hamartoma, and there is often evi-
dence of germ hair induction. Syringpma does not
usually show keratinous cysts and often exhibits
several small ducts lined with flat, sometimes vacu-
olated cells. Less frequenlly, sclerosing epithelial
hamartoma must be distinguished from cutaneous
metastases from breast carcinoma.’* """ These me-
tastases may sometimes producce sirands of baso-
philic cells thal usually comprise a single line of
cells, often in an “Indian file” pattern. A desmo-
plastic reaction is possible.

Cytologic atypias, Lhe absence of keratinizing
cysls, the pussible presence of large masses of tu-
mor cells, and the frequent involvement of Lhe sub-
cutis generally allow lhe diagnosis of cutaneous
melaslases from breast carcinoma. The histogenesis
of sclerosing epithelial hamartoma has not been
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clarified unlil now, and some recent ultrastructural
studies'! did not conclusively indicate an origin
from hair follicles.

Sclerosing cpithelial hamartoma is quite an un-
usual lesion and its association with a melanocytic
nevus represents a very rare obscrvalion. Pres-
ently, it is not possible to show a relation between
these lwo lesions.!® The association is therefore in-
terpretable as an unusual event in which a rare le-
ston has developed along with a common one,
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