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Introduction

Nevus lipomatosis superficialis (NLS) is a rare, benign 
hamartoma of the skin that was first described by Hoffmann 
and Zurhelle [1]. It is characterized by mature, ectopic adipose 
deposition in the dermis [2]. The classical form of NLS as described 
in 1921, is found on the buttocks, trunk, and thighs and described 
as multiple collections of soft, cerebriform, non-tender papules 
or nodules that are yellowish in color and may be pedunculated 
[3]. Solitary lesions have also been reported on the arms or scalp 
and are typically dome-shaped or sessile papules [4]. We report 
the surgical management in a young, otherwise healthy male with 
multiple pedunculated and sessile NLS lesions. Currently, there is 
no standardized surgical treatment for multiple nearby lesions. 

Case Report
A 22-year-old white male presented to outpatient General 

Surgery with a 9-year history of a painless mass in the perianal 
region and left buttock. The mass gradually increased in size and  

 
was not associated with any skin changes over the surrounding 
areas. The mass had never been associated with bleeding, 
discharge, or itching. The patient reported a second mid-sized 
mass that had progressively increased in size over the past 4 
years. Several smaller satellite masses had emerged in the past 
year. While the patient did have cosmetic concerns, the largest of 
the lesions was causing discomfort when sitting and requested the 
mass be surgically removed. Patients past medical history were 
unremarkable. Laboratory testing was wholly unremarkable and 
standard sexually transmitted infection screens were negative. 
He was not previously vaccinated against human papilloma virus. 
On physical examination, there was a 5.9 x 4 x 3.5 cm, fleshy, tan-
pink polypoid lesion arising at the 4 o’clock position approximately 
2cm from the anal verge and extending 5cm along the radial axis 
of the left buttock. The largest lesion had a relatively narrow, 
pedunculated base and multiple papulo-nodules with a warty 
surface. Another, mid-sized sessile lesion similar in appearance 
was present 4cm lateral to the largest mass. Several smaller 
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lesions were also present further lateral. All lesions were soft to 
palpation and nontender. There was no bleeding or discharge with 
manipulation. Differential diagnosis included anogenital warts and 
neurofibromatosis. The patient was offered surgical excision of the 
largest of the masses. Linear incision was made at the base of the 
mass, 2cm away from the anal margin radially out. Postoperative 
recovery was uncomplicated. Patient’s two-week post-operative 
check showed an appropriately healing wound (Figure 1). Pathology 
revealed nevus lipomatosis superficialis. There was no atypia or 
malignancy identified (Figure 2). Patient was subsequently offered 
serial-excisions for the remaining masses. 

Figure 1: 
(A) Post-excision of largest (5.9 x 4 x 3.5cm) polypoid lesion
(B) Sessile, cerebriform masses of varying chronicity     
including a 4-year-old medium-sized mass. And
(C) Multiple 1-year-old smaller, satellite masses 

Figure 2: Spotty Involvement of Dermal Adipose 
Deposition (Arrow) Creating an Irregular Zone of Fat 
Splaying Apart Dermal Collagen. 

Discussion
NLS is a rare connective tissue hamartoma with altered 

epithelial elements with no sex predilection or familial trend [5]. 
While its incidence has not been reported, NLS descriptions are 
mostly limited to case reports. NLS may be congenitally present 
or develop later in life. There are two primary forms of NLS: the 
classical/multiple form and the solitary form. The lesions of the 
classical form are either congenital or fully form by the second or 
third decade of life [6], thought it has been reported to arise in the 
fifth decade as well [7]. Classical NLS is described as skin-colored 
papules that coalesce into plaques with cluster-like or linear 

distribution. Lesions are asymptomatic, unilateral, slow-growing 
over many years and may have smooth or cerebriform surface that 
is nontender [8]. Classical lesions most frequently distribute over 
the lower abdomen, the pelvic girdle, thigh, and gluteal surface. The 
second NLS subtype is the solitary form (pedunculated lipofibroma 
[9]) that may appear at any body surface and tends to affect older 
patients in the third to sixth decade of life [10,11]. The largest study 
of solitary form NLS is a retrospective case study of 13 cases in 
Tunisia [12]. A third, much less reported form of NLS is described 
as “Michelin tire baby syndrome,” an autosomal dominant deletion 
on chromosome 11 characterized by symmetric circumferential 
skin folds. These folds harbor underlying NLS and may affect 
the neck, legs, and arms; they are self-limited and resolve during 
childhood [13,14]. This is the first reported case of NLS with both 
sessile and pedunculated features with multiple lesions requiring 
serial surgery for optimal would healing and cosmetic outcome. 
Histologically, NLS lesions are classically characterized by ectopic 
mature adipocytes in the reticular dermis surrounded by dermal 
collagen fibers. Fat cells may extend to the papillary layer as larger 
fat lobules blur the boundary between dermis and hypodermis. 
Adipocytes may be either entirely mature or incomplete. The 
density of collagen, fibroblasts, and vasculature in the dermis is 
increased [15]. The epidermis can show acanthosis, elongation, rete 
ridge obliteration, hyperkeratosis, and hyper basilar pigmentation 
[16]. On electron microscopy, young adipocytes are of perivascular 
pericyte origin [17]. 

The etiology of NLS remains unclear. Originally, Hoffman 
and Zurhelle theorized that connective tissue degeneration 
incited dermal fat deposition [1]. In 1955, Holtz postulated that 
pericapillary lipoblast differentiated into mononuclear cells that 
grew into preadipose tissues. Others argue that focal heterotropic 
growths of aberrant adipose tissue occur during embryonic 
development [18]. Thus far, there have been no studies describing 
any cytogenic alterations in those with classical or solitary NLS, 
though Cardot-Leccia et al. [19] report a case of NLS with a 2p24 
deletion. As in our case, NLS is typically asymptomatic. Ulceration 
has been reported secondary to external trauma or ischemia,11as 
well as café-au-lait macules, hypopigmented spots, leukodermic 
macules, and comedo-like changes may be present [15]. As such, 
the differential diagnosis for NLS includes condyloma acuminata, 
neurofibroma, lymphangioma, skin tag, Fordyce spots, granuloma 
annulare, and nevus sebaceous. Treatment for NLS is typically 
cosmetic, as malignant transformation is extremely rare [20]. 
Surgical excision, as in our patient, is the mainstay of treatment, as 
recurrence rate are low. Cryotherapy, ultrapulse CO2 laser ablation 
[21], topical fludroxycortide corticosteroids [7], and intralesional 
injections of phosphatidylcholine and sodium deoxycholate. 
Kim HS [22] have been reported as non-surgical options with 
positive clinical response. For optimal cosmetic results, patients 
with multiple, separated masses should be serially managed with 
adequate time for healing and scare formation after each excision. 
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Conclusion
NLS is a rare, benign skin tumor characterized by aberrant 

adipocyte deposition. While NLS is typically asymptomatic, lesions 
can cause discomfort and require surgical management. We report 
the case of a 22 year-old with multiple large lesions requiring serial 
surgery for optimal wound and cosmetic outcomes. 
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