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Nevus Lipomatosus Cutaneous
Superficialis - A Rare Hamartoma:
Report of Two Cases
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ABSTRACT

Nevus Lipomatosus Cutaneous Superficialis (NLCS) is a rare benign hamartomatous disorder in which mature collection of adipocytes
are present ectopically in the dermis. NLCS usually presents as multiple, soft, pedunculated, cerebriform, yellowish or skin colored
papules, nodules, or plaques, mostly involving the pelvic or gluteal region. We herewith report two cases of adult onset classical NLCS.
First case had a classical presentation with lesion on lower back while second case was associated with some unusual features like
occurrence on pubic area and associated comedo-like lesions.
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CASE REPORT

Case 1: A 40-years-old female presented with asymptomatic
growth on lower back which had gradually increased to the present
size over a period of 25 years. There were no systemic complaints.
Family history of similar lesions was absent. Cutaneous examination
revealed multiple soft, skin colored to hyperpigmented, non tender,
smooth surfaced, coalescing papules and cerebriform plaques
situated on the right lower back [Table/Fig-1]. There was no
ulceration, discharge, associated excessive hair growth, comedo
like plugs or cafe-au-lait spots. Biopsy from the papule revealed
islands of mature adipose tissue in the dermis [Table/Fig-2]. Based
on the clinical and histopathological findings diagnosis of nevus
lipomatosus cutaneous superficialis was confirmed. Patient was
referred to plastic surgery department for further management.
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[Table/Fig-1]: Well defined skin colored nodules and plaques with cerebriform

surface on the lower back. [Table/Fig-2]: Mature adipose tissue seen in the
superficial dermis with ovelying epidermis showing papillomatosis and increased
pigment (H&E 40X).

Case 2: A 38-years-old female presented to dermatology
department with multiple swellings over the pubic area. The lesions
had started as a small cutaneous mass when she was 10-years-
old. Lesions had increased slowly in number and size. Past family
and medical history were not significant. There was no history
of irritation or minor trauma. She had no systemic complaints.
Dermatological examination revealed multiple, soft, non-tender,
sessile, cerebriform, skin colored and hyperpigmented nodules
and plaques [Table/Fig-3] with multiple, discrete open comedones
at few places [Table/Fig-4]. Examination of the scalp, hair, nails
and mucous membranes were normal. There were no systemic
abnormalities. Routine laboratory investigations were normal.
Histopathological examination revealed dermis replaced by
islands of mature adipose tissue [Table/Fig-5]. Clinicopathological
correlation suggested adiagnosis of NLCS. The patient was referred
to the plastic surgery department for surgical management.
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[Table/Fig-3]: Cerebriform plagues on pubic area. [Table/Fig-4]: Surface of plague
studded with multiple open comedones. [Table/Fig-5]: Histopathology showing
normal epidermis with islands of mature adipocytes in epidermis (H&E 40X).

DISCUSSION

NLCS, first described by Hoffman and Zurhelle in 1921, is a rare
hamartomatous condition which is characterised by the presence
of mature adipose tissue in dermis [1]. Clinically, NLCS is classified
as classical or solitary type. The classical form is characterized
by asymptomatic groups of soft, fleshy, skin-colored to yellow
papules or nodules, often coalescing into plaques whose surface
may be smooth, wrinkled or have a peau d'orange appearance
[2]. There is no observed sexual or familial trend. The classical
form of NLCS may be present at birth or develops during first two
decades of life. The lesions have a predilection for the pelvic girdle,
being seen most commonly on gluteal region, lower back, and
upper thighs [2]. Lesions have also been reported less frequently
at other sites including neck [3], perianal area [4], nose [5], groin [6]
and pinna [7]. Das et al., reported a case of huge NLCS presenting
as multiple swellings on scapular region and lower back [8]. Co-
existent anomalies reported are trichofolliculoma of lower leg [9]
and deep penetration nevus [10]. This form of NLCS may sometime
be associated with hypertrichosis, comedo-like plugs, cafe-au-lait
or hypopigmented macules, ulceration and foul smelling discharge
[11].

The second form of NLCS comprises a solitary, domed or sessile
papule, which develops in adult life, and has been reported at
sites other than lower trunk, including the knee, axilla, arm, ear
and scalp [11].

Histopathology reveals acanthosis, hyperkeratosis and increased
pigmentation of the epidermis. There is presence of multiple mature
fat lobules distributed irregularly throughout the dermis extending
below till the junction between dermis and hypodermis and above
till papillary dermis [12].



Mayank Goyal et al., Nevus Lipomatosus Cutaneous Superficialis - A Rare Hamartoma: Report of Two Cases

Exact pathogenesis is not known. But since the electron
microscopy shows the presence of lipocytesin in close association
with the capillaries, it has been suggested that they may originate
from the pericytes, as in fetal lipogenesis [13]. Recently mosaicism
for a 2p24 deletion was found in NLCS [11].

Differentials include lipofibromas, Goltz's syndrome, and giant
acrochordons. Histopathological evaluation usually helps in
differentiation. The pedunculated appearance, later onset in life, fat
content without skin appendages help to distinguish lipofibroma
from NLCS. Goltz's syndrome is characterized by the absence of
collagen and associated underlying deformities and no fat cells are
present in the dermis in case of skin tags [4].

As it is a benign condition with no systemic abnormalities or
malignant changes, treatment is usually advocated only for
cosmetic reasons. In most of the cases simple surgical excision is
enough. However, if it is not adequate, recurrence is a possibility.
Recently, CO, laser treatment is reported as an effective modality
without recurrence for large lesion. Staged surgical excisions
and covering with local advancement flaps is another treatment
modality which has been tried with good success [14].

Qur first patient had the classical form of this uncommon condition
while our second case had NLCS situated at an atypical site and
was associated with comedo like plugs on the lesion which is a
rare clinical feature of NLCS.

CONCLUSION

NLCS is a rare cutaneous hamartomatous condition, commonly
occurring on lumbosacral area. However, occasionally physicians
may encounter lesions with variable morphology and involvement
of atypical sites.
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