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Abstract

Background: Nevus lipomatosis cutaneous superficialis (NLCS) is a rare hamartoma of ma-
ture adipose tissue characterized by solitary or multiple, soft, skin-colored or yellowish lob-
ules that may coalesce to give rise to plaques with a cerebriform surface. There are two clini-
cal types: (1) multiple lesions that are usually presented in a segmental distribution and (2) a
solitary papule or nodule. Aim and Objective: To study the clinical and histopathological
features of 5 Saudi patients with NLCS. Method: A retrospective analysis of clinical data and
histopathological findings of 5 cases of NLCS in King Khalid University Hospital between
January 2011 and November 2016. Demographic and clinical data were obtained from the
clinical case files. Slides and tissue blocks were retrieved. H&E- and EVG-stained slides were
studied in all cases. Results: We identified 5 patients with NLCS, of whom 4 were female. The
average age at diagnosis was 36 years. The mean duration of the lesion was 4.4 years. The
most common location was the lower part of the body. Most of the cases were diagnosed as
skin papilloma before skin biopsy. Surgical excision was effective and no recurrence was ob-
served. Conclusion: This is the first study about this rare type of skin tumor in Saudi Arabia
and highlights the need for awareness of this clinical condition among dermatologists.
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Introduction

Nevus lipomatosis cutaneous superficialis (NLCS) is a rare benign idiopathic hamar-
tomatous anomaly of the skin. It was firstly discovered as pedunculated lipofibroma by
Hoffmann and Zurhelle in 1921 [1] and characterized histologically by ectopic mature adi-
pose tissue within the reticular dermis without connection to underlying subcutaneous fat
[2, 3]. There is no gender prevalence or hereditary predisposition of this disease [3]. Clinical-
ly, there are two forms: the classical type (or multiple form) is the most common form and
usually occurs over the pelvic-girdle area and manifests as groups of multiple, soft, nontend-
er, pedunculated, cerebriform, yellowish or skin-colored papules or nodules which may coa-
lesce to gather and form large plaques; these lesions usually present at birth or within the
first 3 decades of life [3, 4]. The second type is the solitary form (rare form) which usually
presents as a solitary dome-shaped sessile papule or nodule, typically with late onset and no
specific distribution [5, 6].

We report here 5 cases of NLCS (initially misdiagnosed as skin papilloma or skin tags) in
order to increase awareness about this rare disease and to emphasize the importance of its
histopathology.

Methods

We retrospectively reviewed the records and histopathology of 5 patients with NLCS.
They were seen at general dermatology clinics at King Khalid University Hospital in Riyadh
from 2011 to 2016. We collected and analyzed the biopsies of these 5 patients. The following
clinical characteristics were recorded for analysis: age, gender, clinical features, histopathol-
ogy, and treatment. All histopathology reports were reviewed by a dermatopathologist.

Case Presentation
A systematic multidisciplinary clinical investigation and familial enquiry were per-
formed for each patient.

Case Report 1

A 37-year-old female patient, a known case of vitiligo (on mometasone cream and tacro-
limus ointment 0.01%), complained of a single asymptomatic colored lesion for 4 years.
Physical examination showed the single form of NLCS measuring 2 x 1.2 cm on the lower
part of the left leg. Surgical excision of the lesion was performed.

Case Report 2

A 58-year-old female patient known to have diabetes (on metformin) presented with a
history of an asymptomatic single lesion, which had been progressing in size over 10 years.
Physical examination showed NLCS presenting like grayish pedunculated plaques measuring
2.7 x 2.3 cm over the lower abdomen.
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Case Report 3

A 30-year-old healthy female presented with an asymptomatic lesion over the medial
aspect of the right thigh, which was gradually progressive over the past 5 years. Physical
examination showed a skin-colored pedunculated nodule measuring 3 x 2 cm. The clinical
diagnosis was skin tag and the treatment was surgical excision.

Case Report 4

A 48-year-old female, a known case of hypothyroidism (on L-thyroxine) and hyperten-
sion (on Concord) presented with a single skin lesion. Physical examination showed a poly-
poid nodule measuring 2 x 1.5 cm over the perianal area, which had been there for 3 years.
Clinical diagnosis was skin tag and surgical removal was performed.

Case Report 5
A 12-year-old boy presented with multiple papules and nodules over the sacral area
which had been there since birth. Clinical diagnosis was NLCS.

Histopathology
All cases showed the same features which revealed a polypoid skin lesion, and high-
power view exhibited benign adipose tissue in the dermis.

Results

Five cases of NLCS were identified between 2011 and 2016. The clinical details are
summarized in Table 1. Four of the five NLCS patients were female. The mean age at diagno-
sis was 36 years and the mean duration of the lesion was 4.4 years. Three cases were initial-
ly diagnosed clinically as skin papillomas or skin tags. Only 1 patient had the lesion since
birth while the other 4 patients had acquired the lesion through the second and third dec-
ades. Clinical presentation was that of the solitary form in 4 patients and the classical form in
1 patient (Fig. 1). There were no other cutaneous anomalies and no family history of the
same disease. Histopathological features were typical of NLCS showing ectopic mature adi-
pose tissue in the dermis (Fig. 2). Four patients underwent surgical excision of the lesion.

Discussion

NLCS, first described by Hoffman and Zurhelle in 1921, is a rare benign idiopathic
hamartomatous anomaly of the skin characterized by a collection of mature adipocytes ec-
topically situated in the dermis [1, 2, 6]. NLCS is usually present at birth, but can appear later
in life; there is neither sex predilection nor familial trend in this disorder [3-6]. In our study
4 of the 5 cases were female, and the onset of this hamartomatous disorder was late (second
and third decade) due to the fact that most of our cases were of the solitary form.

Clinically, there are two forms. The classical type, which is the commonest type, consists
of multiple flesh-colored or yellowish sessile lesions with a tendency to coalesce into plaques
with a smooth or cerebriform surface with a linear, zosteriform, or segmental distribution.

140



Case Reforts in Case Rep Dermatol 2018;10:138-144

Der a DOI: 10.1159/000488900 © 2018 The Author(s). Published by S. Karger AG, Basel

OIogy www.karger.com/cde

Alotaibi et al.: Nevus Lipomatosis Cutaneous Superficialis

The lessons have a predilection for the lower trunk, especially the pelvic girdle and gluteal,
sacral, and lumbar regions [3, 4, 6].The second clinical pattern of NLCS is a solitary papule or
nodule which usually has late onset and presents clinically as a solitary, skin-colored, domed
papule or nodule mimicking a skin tag. There is no specific distribution for the solitary form,
which has been reported on the arms, knees, axillae, ears, nose, calf, clitoris, and scalp [3, 4,
6-9]. Only 1 patient in our study presented with the classical form and, interestingly, all the
solitary lesions were over the lower part of the body.

NLCS have an asymptomatic and static course, although some lessons may have unusual
growth or morphology such as giant NLCS [7], comedo-like plug [10], foul-smelling dis-
charge [10], and ulcerated lesions after external trauma or ischemia [11]. On the other hand,
rare coexistent anomalies have been reported with NLCS such as café-au-lait macules and
scattered leukoderma [12], angiokeratoma of Fordyce, and hemangioma [13]. Recurrence
has rarely been reported [14]. There are no systemic abnormalities or malignant transfor-
mation. In our study, no associated skin abnormalities were present and no recurrence was
observed up to the time of this study report.

The pathogenesis of NLCS is not known, but the ectopic adipocytes may originate from
precursor cells from the dermal vessels or from pericytes, as in fetal lipogenesis [6, 8].The
classical histopathology showed dispersed or grouped lobules of adipose tissue, composed of
well-differentiated adipocytes which intermingled with collagen bundles, with perivascular
infiltration of the dermis and subcutis with chronic inflammatory cells [6]. Other rare histo-
pathological features have been reported such as increased basal pigmentation and focal
elongation of rete pegs [8], reduced adnexal structures [8], and abnormal folliculosebaceous
structures such as sebaceous trichofolliculoma, folliculosebaceous cystic hamartoma, and
dermoid cysts [15, 16]. All our cases showed mature adipocytes in the dermis with normal
collagen bundles between these adipocytes.

Many clinical dermatoses may have a similar clinical presentation such as papillomas
(skin tags), plexiform neurofibroma, nevus sebaceous, connective tissue nevus, vascular
malformation, and lipoblastomatosis. Four cases in our study were initially diagnosed as
skin tags and we documented the diagnosis only through histopathology. Treatment is not
necessary unless for cosmetic reasons and the treatment of choice is surgical excision [17],
but cryotherapy was used with partial improvement [13].
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Fig. 1. A 12-year-old boy presented with multiple papules and nodules over the sacral area which had been
there since birth.

Fig. 2. Low-power view of skin biopsy stained by H&E shows mature adipocytes in between the normal
collagen bundles.
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Table 1. Detailed history of the 5 cases

Case Sex Age, Duration Location Clinical features Treatment

No. years

1 female 37 4 years left lower leg single skin-colored lobulated surgical
nodule measuring 2 x 1.2 cm excision

2 female 58 10 years lower abdomen skin-colored to grayish peduncu- surgical
lated plaques measuring 2.7 x excision
2.3 cm

3 female 30 5 years medial aspect of  skin-colored pedunculated nod-  surgical

the right thigh ule measuring 3 x 2 cm excision

4 female 48 3 years perianal area giant polypoid nodule measuring surgical
2x1.5cm excision

5 male 12 since sacral area multiple soft skin-colored pap- observation

birth ules and nodules
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