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Fig. 1 Solitary hairless, slightly verrucous surface, yellow-
ish plaque in frontal region of scalp.

Fig. 2 Hyperkeratosis, acanthosis, papillomatosis and nu-
merous sebaceous glands.

Fig. 3 Mature sebaceous glands attached to hair follicles.

CLINICAL FINDINGS
An 8-year-old male child presented to our clinic 
with hairless lesion noted on the scalp in early 
childhood, it started as small lesion until the last 
year, when it increased in size and patient started 
complaining of disfigurement. The patient didn’t 
receive any treatment for it. There was no past 
history of similar condition or other skin lesions. 
The patient had no systemic complaints and there 
was no family history of similar lesions.
Local examination of the scalp revealed solitary 
hairless, slightly raised, yellowish plaque, with 
somewhat verrucous surface. The lesion was 
about 4 cm in length. [Fig. 1]. Skin, nail and mu-
cous membranes were not affected and showed no 
significant abnormalities.

What is your clinical differential diagnosis?
Aplasia Cutis Congenita
Nevus sebaceous 
Wart
Seborrheic Keratosis
Verrucous melanocytic nevus

PATHOLOGICAL FINDINGS
The epidermis shows hyperkeratosis, acanthosis 
and papillomatosis. The dermis shows numerous 
mature sebaceous glands attached to hair follicles. 
Superficial perivascular inflammatory infiltrate 
formed of lymphohistiocytic cells admixed with 
melanophages [Fig 2, 3].

CLINCOPATHOLOGICAL CASE
CPC
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DIAGNOSIS
Nevus sebaceous of Jadassohn (NSJ)

COMMENT
Sebaceous Nevus or Nevus sebaceous of Jadas-
sohn is a well circumscribed hamartomatous le-
sion comprised predominantly of sebaceous 
glands. Most of the sebaceous nevi occur sporadi-
cally but some familial cases have been reported.1 
The lesion usually starts as an isolated plaque at 
birth or may develop later during childhood and 
remains unchanged until puberty, when it be-
comes thickened and more elevated by the effect 
of sex hormones.2 These lesions have a predilec-
tion for the scalp and characteristically appear 
early in life as a hairless patch or small plaque. 
Often, they do not cause problems until the patient 
reaches adolescence, as hormonal factors induce a 
verrucous or nodular change and the lesion grows 
in size then patient complains about its cosmetic 
disfigurement. Recently, it has been shown nevus 
sebaceous is caused by post zygotic mosaic mu-
tations in the HRAS and KHAS genes.3 Perhaps 
reflecting inheritance of an unstable premutation, 
but attributed by Happle and Konig to predomi-
nant inheritance.4 Because sebaceous nevi have a 
tendency to develop tumors, various tumor genes 
have been implicated in their etiology. Constitu-
tive activation of the patched-hedgehog signaling 
pathway (involved in Gorlin’s syndrome and basal 
cell carcinomas) was suggested by Xin et al.5 Who 
found loss of heterozygosity at the PTCH locus 
9q22.3 in sebaceous nevi. However, this finding 
was described by Takata et al.6 Who also found 
lack of expression of Gli-1, another gene in the 
patched-hedgehog signaling pathway expressed 
in basal cell carcinomas. Mutations in the onco-
gene PIC have recently been reported in epider-

mal nevi.7

Such nevi are present at birth, or early childhood, 
affecting males and females of all races equally.8 
The condition was first described by Josef Jadas-
sohn, a German dermatologist, and now bears his 
name.9 Nevus sebaceous occurs in approximately 
0.3% of all newborn infants.10

NSJ usually affects the face and the scalp.11 The 
natural tendency of NSJ is to evolve through 3 
stages that were first described in 1965 by Mehre-
gan and Pinkus.12 In the infantile stage, the lesion 
presents as a characteristic bright yellow hairless 
plaque. Histologically, a paucity of underdevel-
oped sebaceous glands and hair follicles is no-
ticed. At the puberty stage, the growth of the le-
sion is accelerated, and it becomes verrucous with 
yellow lobular structures. The final stage is char-
acterized by the appearance of nodules or tumors, 
with the presence of thin telangiectasias in lesions 
of longer evolution.13

A variety of appendageal tumors, sometimes 
multiple, may develop within sebaceous nevi.14-

31 The most commonly reported are syringocyst-
adenoma papilliferum and trichoblastoma;14 less 
common tumors include nodular hidradenoma,15 
apocrine cystadenoma,16 syringoma, infundibulo-
ma and trichoadenoma17 and trichilemmoma and 
pilomatricoma.18 Locally invasive and malignant 
tumours include keratoacanthoma,19 proliferating 
trichilemmal cyst,20 and basal cell,21-24 sebaceous, 
apocrine,25 eccrine26 and squamous carcinomas17,23 
and malignant melanoma.27 Leiomyosarcoma oc-
curred with trichoblastoma and syringocystadeno-
ma papilliferum in one case.28

The true incidence of malignancy in sebaceous 
nevi is difficult to determine for several reasons, 
but mainly because different criteria were used to 
gather cases in each of the larger series. Further-
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Diagnosis Clinical Histological

Aplasia cutis 
congenita

•	 Presents with a localized loss of skin 
of variable thickness and is rarely 
associated with underlying skeletal 
abnormalities

•	 Findings can include an open 
ulceration or a healed atrophic scar.

•	 The epidermis may be absent or thin.
•	 The underlying dermis is usually thin and 

composed of loosely arranged connective tissue 
in which there is some disarray of collagen fibers.

•	 The dermis may resemble a scar
•	 Elastic fibers may be reduced, increased, or 

fragmented. 
•	 Appendages are absent or rudimentary
•	 The subcutis is usually thin.

Wart •	 They are characterized as flat or 
slightly elevated flesh-colored papules 
that may be smooth or slightly 
hyperkeratotic

•	 They range from 1-5 mm or more, and 
numbers range from a few to hundreds 
of lesions that may become grouped or 
confluent

•	 Showing the characteristic features  
hyperkeratosis, acanthosis

•	 Hypergranulosis, rete ridge elongation, and large 
blood vessels at the dermoepidermal junction 

Seborrheic 
keratosis

•	 Single or multiple, sharply demarcated 
pigmented lesion that protrudes above 
surface of skin

•	 Appears to be stuck to skin
•	 Soft, tan-black, "greasy" surface
•	 Few millimeters to several centimeters 

in size
•	 Commonly on trunk

•	 Acanthotic proliferations of small cuboidal 
keratinocytes without cytologic atypia

•	 Usually has “horn pseudocysts” (round 
intralesional cysts of loose keratin)

Verrucous 
Melanocytic 
nevus

•	 Dark brown verrocus lesion with 
raised surface since childhood

•	 Characterized by a diffuse infiltration of nevus 
cells extending around blood vessels, nerves, 
salivary ducts as well as between collagen 
bundles

more, basaloid proliferation has almost certainly 
been misinterpreted as basal cell carcinoma, the 
commonest malignancy reported in sebaceous 
naevi. Takata et al. found clear molecular dif-
ferences between the basal cell carcinoma-like 
trichoblastomas arising in sebaceous nevi and true 
basal cell carcinomas.6

Development of an exophytic nodule on a nevus 
sebaceous usually represents a benign appenda-
geal tumour or viral wart.31 Rapid, circumscribed 
enlargement or ulceration should arouse suspicion 

of malignant transformation. This usually occurs 
in middle age, but can undoubtedly occur in ado-
lescence, or even in childhood.19 The lifetime risk 
of malignant transformation is probably less than 
5%, but is difficult to establish with any precision 
because the major studies have varied consider-
ably in methods of selection and in ages of the pa-
tients.29,31 The most common malignancy is basal 
cell carcinoma, but the incidence of this tumor has 
been overestimated because of misinterpretation 
of trichoblastoma14 and basaloid proliferation as 



Volume 26, No.1, April 2019The Gulf Journal of Dermatology and Venereology

53

basal cell carcinoma. Other malignant tumors re-
ported include squamous,17,23 sebaceous,32 tricho-
lemmal33 and apocrine25 carcinomas, and malig-
nant melanoma.27 Leiomyosarcoma occurred with 
trichoblastoma and syringocystadenoma papil-
liferum in one case.28 Despite occasionally ag-
gressive histopathological features, most of these 
tumors are of low-grade malignancy. Neverthe-
less, local recurrence after excision, metastasis 
and a lethal outcome have all been reported.29 It 
is not unusual to find several different types of tu-
mour arising from nevus sebaceous.17,18,28,33

Associated abnormalities occur in a small pro-
portion of cases. These are considered under the 
heading of ‘epidermal nevus syndrome’.
Treatment include removal during childhood may 
be necessary for cosmetic reasons but is difficult 
to justify on grounds of risk of malignancy.34 Ex-
cision of scalp lesions with primary closure gives 
an excellent cosmetic result, but larger lesions 
may require tissue expansion. Simple excision is 
generally adequate even in the presence of histo-
logical malignancy. Superficial removal by derm-
abrasion or carbon dioxide laser is likely to be 
followed by partial recurrence but may be help-
ful where excision is not feasible.35 An extensive 
nevus sebaceous of face and scalp in a 38-year-
old woman was cleared with 13 sessions of pho-
todynamic therapy, with no recurrence 16 months 
later.36
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