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Abstract The authors report the case of a patient with Madelung'’s disease, which is clinically described as the presence
of multiple and symmetric non-encapsulated masses of fatty tissue, usually involving the neck and the upper
region of the trunk. Computed tomography was selected as the imaging method for diagnosis confirmation,
considering its lower cost and higher availability as compared with magnetic resonance imaging.
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Resumo Relata-se o caso de um paciente portador da doenca de Madelung, definida clinicamente pela presenca de
multiplos acimulos de tecido adiposo ndo encapsulados, usualmente envolvendo a regido cervical e superior
do térax, de distribuicdo simétrica. O exame de imagem eleito para confirmacéo do diagnéstico foi tomogra-
fia computadorizada, por ser menos dispendiosa e mais acessivel, comparando-se a ressonancia magnética.
Unitermos: Doenca de Madelung; Lipomatose simétrica benigna; Neoplasias de cabeca e pescoco; Tomo-
grafia computadorizada.
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INTRODUCTION

Madelung'sdisease, aso knownasmul-
tiplesymmetrical lipomatosis, benign sym-
metrical lipomatosis or Lanois-Bensaunde
adenolipomatosis, isarare benign entity of
unknown etiology, clinically characterized
by the presence of multiple and symmetric,
non-encapsulated masses of fatty tissue,
usually involving the neck and the upper
region of the trunk®.
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First reported by Benjamin Brodie in
1846, its classical horse collar pattern of
cervical lipomasdistribution was described
by Otto W. Madelung in 1888. In 1898,
Launois and Bensaude concluded the de-
scription of the syndrome, naming it “mul-
tiple symmetrical adenolipomatosis’.
About 200 cases of thisdisease are reported
in the literature™?.

CASE REPORT

A male, white, 43-year-old patient, was
referred to the Service of Head & Neck
Surgery of Hospital Universitério de Santa
Maria, with aten-year history of an expan-
sive cervica lesion. The neck tumors pre-
sented slow growth and progressive in-
crease. Dyspnea, dysphagia or hoarseness
were not reported. The current complaint
was a “tightness’ sensation in the infra-
hyoid region over the past five months. The
patient was not obese, previously healthy
and was alcoholic and smoker for fifteen
years. At physical examination, the patient
presented with good general condition,
with poorly defined masses, firm at palpa-
tion, located in the subcutaneous tissue on
the anterior and lateral cervical regions
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Figure 1. Preoperative appearance of a patient with
Madelung’s disease. Presence of poorly defined,
hardened subcutaneous masses in the anterior and
lateral cervical regions.

(Figure 1). A computed tomography (CT)
study was requested and demonstrated ex-
tensive cervical lipomatosis, with the ad-
jacent structures being preserved (Figure
2). Routine laboratorial tests were normal.

Once the diagnosis of Madelung's dis-
ease was established, the surgical treatment
was defined with basis on the symptoms,

275



Vidal MGC et al.

Figure 2. Computed tomography of the cervical region. Axial CT sections demonstrate extensive cervical
lipomatosis and preserved adjacent structures.

physical deformity and the patient’s will.
The patient was submitted to exeresis of the
lesion, with dissection of the tumor mass.
The surgical specimen was sent for anato-
mopathological analysis, which revealed
the presence of mature fatty ti ssue compat-
ible with lipomatosis. The postoperative
period was uneventful, with symptoms re-
lief (Figure 3).

DISCUSSION

Madelung's disease is characterized by
accumulation of non-encapsulated fatty tis-
suessymmetrically distributed in the upper
portion of the body. Lipomasdevelop inthe
cervical region (horse collar), deltoid re-
gion (pseudoathletic appearance) and on
the back (pseudo-kyphosis or humpback).
Eventually such lipomas may develop in
more caudal portions of the body. In gen-
eral, the face, hands and feet are not af-
fected. The course of the disease is vari-
able. It usually presentswith arapid initial
growth for months or even years, followed
by along period of stabilization or slow
progression of the disease. In advanced
cases compression of the aerodigestive
tract may be observed, causing dyspnea,
stridor and dysphagiathat arethe most sig-
nificant complications of the disease. The
anterior and posterior cervical regions
(100%), the retroauricular region (95%),
the deltoid region (84%), the trunk (60%),
the abdomen (58%), the inguinal region
(42%) and the upper part of thelower limbs
(42%) are the most affected regions®®.
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The disease predominantly affects
white males (15 men:1 woman), with high-
est incidence amongst the Mediterranean
population. The fat deposition occurs be-
tween thethird and thefifth decades of life.
Approximately 60% to 90% of the patients
present a previous history of moderate to
severe acoholism®.

The diagnosis is based on the recogni-
tion of the unique clinical appearance and
complementary studiesin order to rule out
other diseases. Usually, CT and/or mag-
netic resonance imaging (MRI) are re-
quested. Currently, CT isconsidered asthe
method of choice for the diagnosis, preop-
erative staging and postoperative follow-
up®?. The tomographic documentation
provides identification of the most com-
mon findings, such as lipomatosis in typi-
cal sites, calcification or ossification within
the lipomas, tracheal narrowing or defor-
mity, venous stasis on chest walls and ab-
sence of masses in other sites such as the
abdomen, retroperitoneum or the pericar-
dium, besides allowing the ruling out the
presence of other complications*®.

The use of ultrasonography isdiscarded,
as CT provides for a higher diagnostic fi-
delity. MRI findings overlap with those of
CT, however one should consider that MRI
is a much more expensive and less acces-
sible method®4,

The standard treatment issurgical resec-
tion, with absolute indication when there
areevidences of aerodigestive compression
and presence of esthetic deformities. The
extremely infiltrative nature of these hard-

Figure 3. Anterior view of the patient after cervical
lipoma resection. Satisfactory progression, with
symptoms relief.

ened masses make their surgical removal
more difficult. Liposuction presents lower
perioperative mortality rates compared with
conventiona surgery™. Clinical therapy
utilizing drugs, alcohol abstinence and
weight loss do not result in reversion nei-
ther avoid progression of the disease®.

Lipomas recurrence is frequently ob-
served. Because of their infiltrative nature,
the prognosis is determined by size, loca-
tion and extent of the lipomatous accumu-
lation. The presence of periphera neuropa-
thy results in increased morbidity and
worse prognosis®.
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