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identify sebocytes; LMWK and D2-40 can help as they may be
positive, but they are not specific.

Nevus sebaceous of Jadassohn

This is a benign congenital malformation, usually presenting at
birth as solitary yellowish, waxy hairless plaques, or linear
lesions, and as verrucous nodules in adults. It most commonly
affects the head and neck region, with predilection to the scalp.
NSJ, particularly if multiple, can be associated with epidermal
nevus syndrome, epidermal hamartomas and extracutaneous
abnormalities, principally involving the brain, eye and skeletal
system.” Histologically, NSJ is a hamartomatous lesion that
represents mature elements of all lines of adnexal differentia-
tion, and shows a wide range of morphological features,
depending on the lesion’s growth phase. Early lesions show
multiple foci of lobules of mature sebaceous glands, and a small
number of disorganised eccrine ducts and apocrine sweat
glands. In adults, as the lesion progresses, the sebaceous
lobules in the well-developed lesions become prominent, and
poorly formed follicular units caused by proliferation of
basaloid follicular germinal epithelium can be seen.
Characteristically, lobules of heterotropic/ectopic apocrine
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Figure 12 Sebaceous carcinoma: (A)
|ogu|ufed mass of basaloid cells and
inconspicuous sebocytes, (B) cellular atypia
and brisk mitotic activity, (C) tumour necrosis
and mitoses (arrow) and (D) focal spindle cell
differentiation.

glands are identified in the reticular dermis. The overlying
epidermis shows papillomatous/verrucous hyperplasia, and the
sebaceous lobules are numerous, irregular and directly open
into the epidermis (fig 13A). The term “organoid nevus” has
been used to describe lesions which show overlapping features
of NSJ and epidermal nevi. A variety of lesions have been
described in association with NSJ; the incidence of these
lesions increases with age, particularly after puberty. These
include benign adnexal tumours such as trichoblastoma, SCAP
(fig 13B), trichilemmoma, BEP (fig 2C), sebaceoma, nodular
hidradenoma, hidrocystoma and eccrine poroma.*' ** Other
lesions include seborrhoeic keratosis, leiomyoma, melanocytic
nevi, and viral warts. Trichoblastoma and SCAP are the most
common benign tumours encountered in NSJ. Malignant
cutaneous neoplasms are less commonly seen, and include
BCC, and, to a lesser extent, SCC,™ trichilemmal carcinoma,”
sebaceous carcinoma,” porocarcinoma” and apocrine carci-
noma.” In a recent study of 596 cases of NSJ, malignancies
were encountered in 1% of cases, whereas benign tumours
were identified in 13.6% of cases of NSJ.** In many cases,
different tumours coexist within an individual NSJ.”* > ” Allelic
deletions of the human homologue of the Drosophilgpatched

Figure 13 (A) Nevus sebaceous of
Jadassohn revealing prominent sebaceous
glands opening directly fo the surface, with
immature hair%ollicles and heterotopic
apocrine glands; (B) syringocystadenoma
papilliferum on the right side, with basaloid
proliferations (arrow), arising in a nevus
sebaceous.
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Take-home messages

® Skin adnexal tumours are usually classified according to
the predominant morphological component.

® Most skin adnexal tumours are benign, but some of these
tumours mi?ht be markers for syndromes associated with
internal malignancies.

® Morphological evaluation is very important in evaluating
skin adnexal tumours, and special and/or immunohisto-
chemical stains may occasionally serve as ancillary tools.

o Follicular differentiation is characterised by the presence
of proliferation of basaloid bulbar germinative cells,
peripheral nuclear palisading and adjacent papilla
mesenchymal cells. The presence of shadow (ghost) cei?s:
and tumour attachment to normal follicular structures are
other features.

® Sebaceous differentiation is indicated by the presence of
cells with coarsely vacuolated cytoplasm and starry nuclei
(mulberry cells), which are characteristically positive
epithelial membrane antigens.

gene are described in NSJ,* and this may account for the
development of aggressive malignant tumours within the
lesions. In general, prophylactic and complete excision is
advised in all cases of NSJ.
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