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ABSTRACT
  Nevus lipomatosus cutaneous superficialis is an uncommon dermatosis in which the adi-

pose tissue is present ectopically in the dermis. This condition is clinically divided into 
two variants: classical and solitary. The first is characterized by soft, pedunculated, cerebri-
form, skin-colored or yellowish papules or nodules, mainly involving the pelvic region. 
The latter is observed as a solitary or sessile papule. Treatment with surgical excision is 
usually enough. Nevus lipomatosus cutaneous superficialis may be associated with other 
conditions such as multiple lipomas, as in our case.
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RESU MO
  O nevo lipomatoso cutâneo superficial é uma dermatose pouco frequente, na qual o tecido adiposo está 

presente de forma ectópica na derme. Esta condição é clinicamente dividida em duas variantes: clássica e 
solitária. A primeira caracteriza-se por pápulas ou nódulos macios, pedunculados, cerebriformes, do tom 
da pele ou amarelados, envolvendo principalmente a região pélvica. A última é observada como uma 
pápula solitária ou séssil. O tratamento com excisão cirúrgica é geralmente suficiente. O nevo lipomatoso 
cutâneo superficial pode estar associado a outras condições como, no nosso caso, a múltiplos lipomas.  

  Palavras-chave: Adipócitos; Derme; Lipoma; Nevo 

INTRODUCTION 
 Nevus lipomatosus cutaneous superficialis (NLCS) is a 

rare and benign hamartomatous condition characterized by the 
presence of mature dermal adipocytes. NLCS is usually found at 
birth or arises within the first two decades of life. There are no 
reports of gender predilection or genetic predisposition. Clini-
cally, it is classified into two variants. Asymptomatic clusters of 
soft, pedunculated, cerebriform, skin-colored or yellowish papu-
les or nodules characterize the classical type. Lesions may coa-
lesce into smooth, wrinkled, or peau d’orange textured plaques. 
This form is usually found in the pelvic girdle, especially in the 
gluteal, lumbosacral, and upper third of the thighs. The solitary 
type of NLCS manifests as a solitary or sessile papule. This form 
usually develops during adulthood and has been described in 
different locations: lower trunk, knee, armpit, arm, ear, and scalp. 
NLCS is treated with simple surgical excision. Because the con-
dition is benign, it is removed for aesthetic reasons.1-7

 Some lesions, such as angiokeratoma of Fordyce, café-
-au-lait or vitiligo-like macules, hemangioma, basal cell carcino-
ma (BCC), nevoid hypertrichosis, comedone-like lesions, and 
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lipoma were described concomitantly with the NLCS.2-6  The 
rarity of the association of NLCS with lipomas in the literature 
and the exuberance in the presentation of our patient motivated 
us to publish it.

LITERATURE REVIEW
NLCS is characterized by the presence of ectopic matu-

re dermal adipocytes. Clusters of soft, yellowish or skin-colored 
nodules, or papules that do not cross the midline and may fol-
low Blaschko’s lines characterize the classical type, described by 
Hoffmann and Zurhelle in 1921. They may already be present 
at birth or, more commonly, appear by the second decade of life. 
The most frequent locations are the pelvic girdle, lumbosacral 
region, buttocks and thighs.2,3,4,8

The solitary type, described by Nikolowsky in 1950, 
consists of a single nodular lesion with later onset, usually oc-
curring after the third decade of life.9 Its location varies greatly, 
with lesions on the lower trunk, clitoris, knee, armpit, arm, ear 
and scalp being described. This type is also referred to as a pe-
dunculated lipofibroma. There are no reports of family history 
or gender preference in any of the clinical variants.10-12

In some cases, NLCS has been described to occur con-
currently with some lesions such as angiokeratoma of Fordyce, 
café-au-lait or vitiligo-like macules, hemangioma, basal cell 
carcinoma (BCC), nevoid hypertrichosis, and comedone-like 
lesions.2-5 However, only one Spanish study has reported the 
association of nevus lipomatosus with lipomas. In this study, a 
female patient presented, at the age of 34, the onset of soft no-
dules in the popliteal fossa, the central lesion corresponding to 
nevus lipomatosus and the peripheral lesions corresponding to 
lipomas.13

Histologically, nevus lipomatosus cutaneous superfi-
cialis is characterized by the accumulation of ectopic mature 
dermal adipocytes. When they are scarce, they present perivas-
cular distribution with lymphomonocytic infiltrate. When they 
are abundant, this relationship is not so clear, and the boundary 
between dermis and hypodermis becomes blurred. Dermal col-
lagen fibers are unchanged and may be disorganized, or with 
increased density. Elastic fibers may be normal, increased, redu-
ced or even absent. An increase in mucin has also been repor-
ted in the papillary and subpapillary dermis. The epidermis is 
normal or presenting acanthosis and may contain comedonian 
structures.13,14 Skin appendages are not replaced. However, some 
cases of NCLS with hairy abnormalities have been described, 
such as abortive germinal follicular-like structures, hypertrophic 
pilosebaceous units, perifollicular fibrosis, fibrofolliculomas, and 
folliculosebaceous cystic hamartoma.8

The pathogenesis of NLCS is not yet determined. Some 
authors have suggested that it originates from adipocyte precur-
sor cells located around blood vessels.15 However, in a study with 
electron microscopy, only mature lipocytes were observed inside 
the perivascular mononuclear infiltrates, and no lipoblasts or the 
transition from mesenchymal cells to lipocytes were observed.16

The treatment of choice is surgical resection, which is 
instituted for aesthetic purposes only, given the benignity of the 

lesion and the possibility of increasing its size. Malignant dege-
neration and recurrences are extremely rare.1-7

CASE REPORT
A 33-year-old man presented with four asymptomatic 

nodular lesions, distributed in the trunk and limbs for two years, 
and with one asymptomatic pedunculated tumoral lesion, lo-
cated in the upper third of the right posterior thigh. The latter 
had progressive growth, becoming unsightly. He had no family 
history of similar changes.

Dermatological examination revealed four nodules co-
vered by normal skin, with a soft consistency, measuring 2-6cm 
in the largest diameter, located in the lumbar region to the left, 
in the right and left forearms, and in the anterior aspect of the 
right thigh (Figure 1). It also revealed a skin-colored, lobula-
ted, pedunculated tumoral lesion with fibrous consistency mea-
suring 6.5cm in length and 3cm in diameter, located below the 
right infragluteal sulcus (Figure 2). Clinically, we hypothesized 
lipomas for nodular lesions in the trunk and limbs, and solitary 
type of nevus lipomatosus cutaneous superficialis for the pedun-
culated lesion located below the right infragluteal sulcus. The 
pedunculated lesion and the nodules, except the one located on 
the left forearm (2cm), were surgically removed and confirmed 
by histopathological examination (Figure 3).

Histopathological examination of the exuberant pedun-
culated lesion revealed the presence of mature adipose tissue in 
the reticular dermis extending to the papillary dermis, characte-
rizing the diagnosis of nevus lipomatosus cutaneous superficialis 
(Figure 4). Histopathological examinations of trunk and limb 
nodules showed similar characteristics among them, revealing 
mature adipose tissue interspersed with some congested capilla-
ries, compatible with lipoma (Figure 5).

Figure 1: 
Nodule covered by 
normal skin, with 
soft consistency, 
located in the right 
forearm (lipoma) 
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Figure 2: Skin-colored, lobulated, pedunculated tumoral lesion with fibrous 
consistency measuring 6.5cm in length and 3cm in diameter, located below 
the right infragluteal sulcus

Figure 3:  Scars after surgical excision of the lesions. A. Nevus lipomatosus 
cutaneous superficialis; posterior aspect of the right thigh. B. Lipoma; ante-
rior aspect of the right thigh. C. Lipoma; medial aspect of the left forearm. 
D. Lipoma; dorsal region

Figure 4: Presence of mature adipose tissue in the reticular dermis exten-
ding to the papillary dermis, characterizing the diagnosis of nevus lipoma-
tosus cutaneous superficialis (Hematoxylin & eosin, 40x)

Figure 5: Mature adipose tissue interspersed with some congested capil-
laries, corroborating the diagnosis of lipoma (Hematoxylin & eosin, 40x)

DISCUSSION
 Nevus lipomatosus cutaneous superficialis (NLCS) 

may be present from birth or may appear after the third decade 
of life. When present from birth - the classical type - it is typi-
cally located in the pelvic region and lower limbs. In its solitary 
type, which begins after the third decade of life, it appears as a 
single and pedunculated lesion and has a very diverse location. 
In the case reported here, the patient presented the solitary type 
of the nevus lipomatosus cutaneous superficialis; however, it was 
located in the common area of the classical type. In agreement 
with the literature, the patient had no family history.1-7 There are 
some reports in the literature showing the association of NLCS 

with other dermatological changes, such as angiokeratoma of 
Fordyce, café-au-lait or vitiligo-like macules, hemangioma, basal 
cell carcinoma (BCC), nevoid hypertrichosis, and comedone-li-
ke lesions.2-5 However, little is known about the concomitance 
of this type of nevus with lipomas. To date, only one case has 
been reported demonstrating this association.13 Our report is si-
milar to the case previously described, but it differs in the loca-
tion of the lesions. Our patient’s lipomas and nevus lipomatosus 
were in distant sites of the body.

 Despite its benign character, many patients wish to re-
move the lesion. In our case, the patient sought the Dermatology 
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Service of the Universidade Federal Fluminense for the surgical 
removal of a lesion with an unusual and exuberant presentation. 
The aesthetic result after surgery was considered very good by 
the doctors and the patient (Figure 3A).

CONCLUSION
Diagnosis of nevus lipomatosus cutaneous superficialis 

may be difficult due to its rarity and different presentation for-
ms. There are some reports of associations of NLCS to other 
dermatological changes. However, concomitance with lipomas 
was described only in a previous case. We report this case be-
cause of its peculiarity and exuberance as well as its association 
with multiple lipomas. l
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