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“Madelung’s Disease:
uncommon disorder of
undetermined cause?”

ABSTRACT

Madelung’s disease is a rare disease of unknown aetiology. This disease
usually affects middle-aged males from Mediterranean area with history of
alcohol abuse. We describe an Asian male presented with typical features of
Madelung’s disease.
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INTRODUCTION

Madelung’s disease or Benign symmetric
lipomatosis (BSL) is a rare disease characterised by
symmetric prominent masses of adipose tissue on
the neck, shoulders, arms and upper part of the
trunk. Although it is benign in nature, fat can
penetrate deeply in the surrounding tissues,
involving vessels, nerves, and muscles and
compressing trachea and oesophagus. The
incidence is highest in the Mediterranean area, and
this disease has a strong correlation with alcohol
abuse. The only effective treatment option is
surgical removal, with liposuction reserved for
smaller lesion.

CASE REPORT

A 54 year old Indian man presented with 7-year
history of bilateral, symmetrical, soft and slow
growing swellings at the posterior of neck, upper
back and hips (Figure 1). The patient became to
have pain which disturbing his sleep for about two
months due to gradual growth of the masses. The
patient had a history of pulmonary tuberculosis
with bronchiectasis and mycetoma in 2001 and
heavy alcohol consumption for 30 years and was a
smoker. Clinical examination revealed bilateral
swelling at the posterior of neck, shoulders and
hips regions. The masses were freely mobile and
non-tender. There sizes were varied and maximum
circumference of about 10 c¢cm. There were no
palpable lymph nodes. The blood investigations
showed Aspartate Aminotransferase 46 U per litre,
Alanine Aminotransferase 16 U per litre, albumin
26 g per litre, Triglycerides 2.23 mmol per litre. The
magnetic resonance imaging of neck revealed
multiple  bilateral symmetrical intermuscular
lypomatosis in the neck (Figure 2). A clinical
diagnosis of Madelung’s disease was made.
Abstinence from alcohol was recommended for our
patient. General surgeon opinion was sought in
view of pain which gave him psychological stress.
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Fig 1.Bilateral symmetrical swellings at posterior of neck and
scapular regions.

Fig 2. Magnetic resonance imaging revealed bilateral
symmetrical lipomas.

DISCUSSION

Benign symmetric lipomatosis (BSL) was first
described by Benjamin Brodie' in 1846, but Otto
Madelung® reported the first case series of 33
patients with lipomas associated with alcoholism in
1888. The following year, Launois and Bensaude®
presented a new series of 65 patients with similar
features. It is an extremely rare disorder
characterized by massive symmetric deposition of
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non-encapsulated adipose tissue in the head, neck
and upper trunk. In reported case series,
Madelung’s disease usually affects middle age
males from Mediterranean area with a history of
alcohol abuse.

Our patient is from Asian country; however, he has
strong history of alcohol usage. His phenotype was
close to Type Il phenotype descriptions which
presence in both sexes and characterised by a
massive female fat distribution in the upper back,
shoulder, upper arms and hips and upper thigh
region compared to the type | or diffuse
lipomatosis of neck (horsecollarlipomata) and type
I or a rare type with preponderance of
lipomatosis in the thigh girth (gynecoid type).*
Madelung’s disease deforms cosmetically in
patients and in severe cases the advancement of
fat deposition can cause compression syndrome
such as dysphagia or dyspnoea or dysphonia or
major vessels. Histological features includes
typical, non-encapsulated adipose tissue, with
extension to the surrounding  structure
characterised by adipocytes with spindle cell
proliferation, suggestive of active, localised
recruitment and proliferation of preadipocytes.’
Although the pathology is unknown, Kodish et al.
have postulated that the fatty masses are due to
hypertrophy of the brown adipose tissue. ° Several
reports have shown that in BSL there are point
mutations at the nucleotide position 8344 in the
mitochondrial DNA or multiple or single
mitochondrial DNA deletions, leading to an
impaired function of the oxidative phosphorylation
complex IV (cytochrome c oxidase). >

Although the disorder is benign in nature, there are
few cases reported on Madelung’s disease
associated with head and neck malignancy.>*°

The treatment options are liposuction in patients
with smaller masses and debulking surgery for
patients with severe cosmetic deformity causing
psychological stress or patients having aero

digestive tract or
symptoms. Medical treatment is not effective.
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