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Abstract

Naevus lipomatosis cutaneous superficialis (NLCS) is a rare
benign hamartoma of adipose tissue of the skin characterized by
the presence of clusters of mature ectopic fat cells among the
collagen bundles of the dermis. Usually, the number of adnexal
structures is reduced in NLCS with preserved morphology. NLCS
is also recognized as "Naevus lipomatosis of Hoffman and
Zurhelle". NLCS is presented as a group of soft ivory-skin
coloured nodules mostly on the lower back, buttock, and
abdomen. The nodules can be sessile and single, or grouped and
pedunculated with smooth, wrinkled surface. They could present
early in life or develop later between the second and sixth
decade. The histopathological structure illustrates strands of
mature fat cells in the dermis with intersecting collagen bundles.



[ am presenting a rare case of adult-onset classical NLCS, where
the patient was emotionally distressed, depressed and mentally
unstable as a result of its physical appearance.
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Introduction

Naevus lipomatosis superficialis is a rare idiopathic abnormality
characterized by isolated dermal collection of adipose tissue as
Ghosh et al (2010), Bancalari et al (2011), Varadraj etal (2013),
Pujani et al (2014) defined.

Clinically, there are two forms of presentations. The classical
form which was described first - by Hoffman and Zurhelle, is



characterized by groups of multiple, non-tender, soft,
pedunculated, cerebriform, yellowish or skin-colored papules,
nodules, or plaques. They are most commonly found over the
lower back, buttocks and hips as Buch et al (2005), Das et al
(2006) and Yap (2009) stated. Usually they are present from
birth (congenital). The second form of NLCS clinically manifests
itself as a solitary dome-shaped or sessile papule mimicking skin
tags developing mostly in adults and has been reported to occur
over several other sites apart from the lower back. These areas
include the arms, knees, axillae, ears, eyelids, and scalp as
Khandpu et al, 2009 acknowledged.



Case Presentation

An otherwise healthy 41-year-old Iraqi Kurdish man presented
with a large ivory-skin coloured plaque, approximately 5x1.5 cm,
consisting of irregular surfaced multiple soft papules, and
nodules with irregular distinctive borders extending over the
lower part of his right gluteal area in a linear, or zosteriform but
not crossing the midline (segmental) distribution. The patient
stated it had been present for 10 years.

On examination, lesions were unilateral in distribution and were
soft and painless. They consisted of sessile skin coloured papules
and nodules with smooth, shiny, and wrinkled surfaces, but they
could not be separated out from the skin (figure 1). These
papules and nodules were mimicking skin tags. Some were



solitary and some were multiple coalesced symptomless
unilateral plaques over the left buttock area (figure 1). They did
not itch, hurt, or otherwise bother him; the patient was otherwise
healthy. The main compliant of the patient was the mild
discomfort when he had his trousers and underwear on. He also
felt pressure whilst he sat on his buttock. He found the physical
external appearance very unsightly and this affected his quality
of life (QoL) and he wanted the lesions removed. There was no
family history of similar kind of disease.

Please see Figure 1 in the PDF version
The patient denied any history of trauma to the lesion site. The

lesion was not however growing but had remained unchanged
over the last ten years.



One nodule was excised for histological evaluation.
Histopathological examination of the biopsy specimen revealed
sections of the skin with fibro- collagenous tissue mixed with
mature adipose tissues in the dermis, with overlying epidermis
partly acanthotic at one edge. The dermal vessels were generally
normal, with occasional dilated vessel. (The histopathological
image cannot be provided due to the policy of the overseas lab
and they state they are not equipped to do so).

Special fat staining was not conducted as the pathologist does not
see it a necessity.

The diagnosis was made on the characteristic clinical aspects and
confirmed by the typical histopathological findings of the mass.



Discussion

Naevus lipomatosis superficialis (NLS) is a relatively rare skin
malformation disorder, characterized by ectopic adipose tissue in
the dermis and the existing literature reported about 60 cases.
NLS has neither sex nor familial trend predilection, and the first
condition was described by Hoffman and Zurhelle in 1921 as
Goucha et al (2011) declared. Few cases have been reported
thereafter as Ghosh et al (2010), Bancalari et al (2011) stated.
NLCS usually have an indolent and asymptomatic course, and can
reach a large size if left untreated, and the largest size reported in
the literature was 40cm x28 cm as Goucha et al (2011) reported.

NLCS has been reported in association with some cutaneous
disorders; such as angiokeratoma of Fordyce, scattered



leukoderma, café-au-lait macules, and hemangioma as Goucha et
al (2011) found. My case did not show any other associated skin
abnormalities. The patient cannot recall precise duration of the
lesion; however, the possible explanation could be that the lesion
might be present at infancy and then grew during adolescence
and noticed later, as Wollina 2013 said.

The pathogenesis of NLCS remains obscure. However, some cases
present with ulceration due to ischemia in the dermal capillaries.
This case looked to be the classic type lesions as the patient
stated its existence since long time and did not bother him at all,
just psychologically. The multiple lesions often have a marked
predilection for the gluteal region as my case had revealed.



The postulation beyond this naevus type falls between either a
deposition of adipose tissue secondary to degenerative changes
in the dermal collagen and elastic tissue, or due to a true naevus
resulting from the focal heterotropic development of adipose
tissue. However, the real explanation is not yet settled as
Sandipan et al (1994), Goucha et al (2011) and Rameshwar et al
2011 projected.

The most common sites affected are the pelvic, the lower back,
ears, the gluteal region, and the thigh, including scalp cases
documented as well. Occurrence over atypical sites like the nose,
eyelid, calf and clitoris, vulva has also been documented in the
literature as Khandpu et al (2009), Goucha et al (2011) had been
found. Usually NLCS have an indolent and asymptomatic track as
Goucha et al (2011) affirmed. It has been reported in some cases



that NLC has grown near the ulnar nerve causing an entrapment
with numbness. In these surgical, release was urgently needed as
Siileyman and Hiisamettin, 2014 alleged. Sporadically, NLCS may
ulcerate after external trauma or ischemia as yap 2009 stated.
Moreover, in some cases, the surface of naevus could be studded
with multiple open comedones, resulting in an annoying foul
smell, as Bancalari et al and Goucha et al (2011) acknowledged.

The differential diagnoses consist of fibroma, neurofibroma,
lymphangioma or hemangioma, fibroepithelial polyps, and
lipomas. Frequently, NLS remains asymptomatic.

Lipoma is painless lump, slowly growing which is mobile with a
soft consistency on examination. Fibroma can be painful with
usually tendency for locally aggressive behavior. Hemangioma
has a vascular component.



The diagnosis of NLCS was based on characteristic clinical
aspects and confirmed by typical histopathological features from
the skin biopsy taken, as Goucha et al (2011) reported.

Treatment is frequently not essential unless for cosmetic reasons.
Surgical excision is curative, and recurrence is rare. Also
cryotherapy was useful and yielded satisfactory results. Some
cases were treated with CO2 successfully with no recurrence
after one year follow up as Goucha et al (2011) pointed out.

My patient wanted to achieve the normal smooth contour of his
right buttocks, as he felt the lesion had impacted on his
psychology, social functioning and well being, and his main
concern was mainly for aesthetic reasons.



The uniqueness of reporting this rare case is the patient’s quality
of life experiences. The physicians should consider patient
complaints very careful as my patient well-being seemed to be
affected overwhelmingly.

This case I am reporting is being reported for the rarity of the
disorder. To the best of my knowledge, there are no systemic
abnormalities or malignant transformation described with NLCS,
and this is the first case reported from Libya.

Lastly, physicians should be conscious of this rare state to enable
more conservative resection of the lesion if needed and thus less
invasive reconstruction of the defect.
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