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Abstract

Introduction
Madelungûs disease is a rare condition char-

acterized by the growth of fatty masses in different
parts of the body in a very specific pattern or dis-
tribution. The disease frequently affects men with a
Mediterranean origin between the ages of 30 and
70 with a history of alcohol abuse. Non-alcoholics
and women are also affected. The signs and symp-
toms are varying greatly from person to person.
The disease may cause cosmetic deformity, move-
ment limitation, and peripheral neuropathy. The se-
rious complication is airway obstruction. The dis-
ease is benign condition that unknown cause but
most strongly associated with alcohol consump-
tion. However, there is a reported case in which
became liposarcoma.  The treatment might include
reduced alcoholic intake, correct metabolic condi-
tions and surgery to remove lipomas in cases of
mass effect or cosmetic concerned(1). We report
two cases of the Madelungûs disease in Asian coun-
tries and review the radiological findings.

Case report
Case 1

A 43-year old man presented with painless
left neck mass with progressive growth for 1 year.
The physical examination revealed an ill-defined mass
at left upper neck and submandibular area approxi-
mately 6 cm and an ill-defined mass at right upper
neck about 3 cm, other ENT examinations are within
normal limits. No neurological deficit or muscular
weakness is noted. Past history of heavy alcohol
consumption for 20 years and was a nonsmoker.
No other underlying disease was noted.

Laboratory test results were the following: Hb
12.8 g/dl ; Hct 40%; MCV 82.3 fl; MCH 26.2 pg;
MCHC 31.8 g/dl; RDW 15.5%; WBC 8540/mm3 (Neu
67%, mono8%, lymph 23%, Eos 1%) ; platelet
222,000/mm3; Anti-HIV negative. A liver ultrasound
showed mild liver enlargement with diffuse fatty in-
filtration.

Multi-Detector Computed Tomography (MDCT)
scan showed excessive fat deposit diffusely in sub-
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cutaneous tissue of the anterior part of neck (su-
prahyoid, infrahyoid, interclavicular and superior
mediastinal regions), both cheeks, bilateral carotid
spaces, above and below bilateral sternocleidomas-
toid muscles, bilateral posterior triangles, paraspinal
muscles and posterior aspect of the neck and bilat-
eral supraclavicular regions, predominately at left
sided. A clinical diagnosis of Madelungûs disease
type I was made. (Figure 1A-H)

Since our patient was asymptomatic, no sur-
gical treatment was proposed. He was started on
lipid-lowering therapy and referred to an alcohol
detoxification program.

Case 2
A 47-year old man presented with bilateral

cervical neck masses for 2 years. No dysphagia,
odynophagia or weight loss was noted. The patient

had a history of longstanding alcohol consumption
more than 10 years and was a nonsmoker. The
physical examination showed generalized soft tis-
sue masses at both cervical necks. The ENT exami-
nation was normal. Both lungs were clear. No neuro-
logical deficit or myelopathy.

The Laboratory results were only; BUN = 12
mg/dl, Cr = 0.75 mg/dl and eGFR = 118.84 cc/min.

Multi-Detector Computed Tomography (MDCT)
scan revealed generalized excessive fat density
deposition at chin, cervical paraspinal and surround-
ing all anterior, lateral and posterior necks without
definite mass, cyst or calcification.  The clinical di-
agnosis of Madelungûs disease type I was also noted
(Fig 2A-F). This patient was also asymptomatic, just
reassuring and no surgical treatment was performed.
He was started in a reduced lipid and alcohol in-
takes and exercise program.

.

Figure.1 1A - 1D axial views and Figure. 1E - 1H coronal reconstruction of CT study showed excessive fat deposit
diffusely in subcutaneous tissue of both cheeks and bilateral carotid spaces (small white arrow), the anterior
part of neck (arrow head) , above and below bilateral sternocleidomastoid muscles (blank arrow), paraspinal
muscles, bilateral posterior triangles (yellow circle) and posterior aspect of the neck (star), predominately on
the left sided.
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Figure. 2. 2A - 2D Axial CT scan, Figure 2E and 2F Coronal reconstruction MDCT scan of the neck revealed
generalized excessive fat density deposition at both cheeks (star), chin (arrow head),  paraspinal region
and surrounding all anterior, lateral and posterior necks (small white arrow)
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Discussion
Multiple symmetric lipomatosis was first de-

scribed in 1888 by the German surgeon Otto
Maldelung. Several years later, Lanois and Bensaude
described a further case series of the same entity,
which is now referred to as Madelungûs disease,
Launois-Bensaude syndrome, benign symmetric lipo-
matosis or cephalothoracic lipodystrophy(2,3). This is
a rare disorder of unknown cause. In reported case
series, up to 90% of patients have a history of
chronic alcoholism, and there is a strong male pre-
dominance (4). There is a predilection for people from
the Mediterranean(2,5) and not much in oriental coun-
tries(6). The signs and symptoms of Madelungûs di-
sease vary from person to person. The deposits
present in the disease typically occur around the
face, the back of the head, the neck, the upper
arms, the abdomen, and the back and upper parts
of the leg in a very specific pattern or distribution,
rarely tongue, mediastinal or below knee involve-
ment occurs. Often, the disease has a period of
rapid growth following by a period of stabilization,
without spontaneous resolution. Unlike the usual
lipoma, these benign fatty masses are not enclosed
within a membranous capsule with very distinct
boundaries that are often dismissed as simple obe-
sity. It has been divided into three types: Type I or
diffuse lipomatosis of the neck (horsecollar lipomata);
Type II or multiple symmetric lipomata of the shoul-
der girdle, the upper arms, the thorax, the thighs
and sometimes the abdomen (pseudoathletic ap-
pearance); and Type III or a rare type with prepon-
derance of the lipomatosis in the thigh girth (gyne-
coid type).  Women tend to have Type II and III(7).
The most common complaint is the significant cos-
metic deformities. However, some patients also com-
plain of movement limitation and neurological dis-

turbances such as weakness, areas of paresthesia
as well as autonomic nervous system manifesta-
tions such as unusual flushing and sweating (par-
ticularly after eating), wide fluctuations in blood pres-
sure and heart rate, adult onset asthma, glucose
intolerance, gastrointestinal problems (particularly
nocturnal diarrhea), difficulty swallowing, hoarseness,
sleep problems and foot problems such as ulcers
on the plantar surface of the foot or spontaneous
fractures of small bones. The only serious condition
is laryngeal involvement causing respiratory obstruc-
tion. The prognosis is probably more dependent on
the associated alcoholism.

The differential diagnosis includes obesity, ste-
roid adiposity, harmartomatous polyposis, adiposis
dolorosa (Dercumûs disease: multiple painful lipo-
mas) and lipomas. There is also one reported case
of spontaneous transformation of Maldelungûs dis-
ease into liposarcoma. From the radiological point
of view, this can be problematic because of diffi-
culties in distinguishing between lipoma and well-
differentiated liposarcoma(2).

The exact cause of Madelungûs disease re-
mains unknown, but several theories have been pro-
posed. The condition may also relate to another
type of an enzyme defect, or a change in the sur-
face of cells, that prevents the breakdown of fat.
Some study suggests that the disease is an endo-
crine disorder due to inability to properly metabo-
lize fat in affected individuals. One published data
suggest that children with similar findings might have
an underlying mitochondrial dysfunction(2). There have
been some cases reported among women as well
as in nonalcoholic males and females. Alcohol con-
sumption may play an important role in any of these
potential causes. Blood studies tend to be quite
normal. CT scan and MRI demonstrate the pres-
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ence of the fatty masses that helpful in diagnosis.
However, biopsy of a fatty mass with underlying
muscle tissue, and the identification of specific pa-
thology, is significant in confirming a diagnosis(8).

The most effective treatment for Madelungûs
disease is surgery (surgical excision and/or
liposuction). Liposuction has gained popularity in
more recent years due to its minimal scarring, less
invasive, technically easier, and better suited for in-
dividuals with a higher surgical or anesthetic risk
but its limitation for inadequate aspiration of lipoma.
Some researchers believe it is unnecessary to take
surgical risk because the condition is usually benign.
The surgical excision should be limited to those
with airway compression or severe cosmetic defor-
mities. Reportedly, it is rarely possible to remove
the lipomas completely. Some studies have reported
successful treatment with salbutamol, which in-
creases the breakdown of lipids (lipolysis). Abstain-
ing from alcohol intake, weight loss, and correction
of any associated metabolic/endocrine abnormali-
ties are recommended (1).

Conclusion
Madelungûs disease is a rare benign slowly

progressive disorder but associated with a signifi-
cant morbidity and mortality, particular respiratory
obstruction. Surgical treatment should be performed
only in case of airway compression or severe cos-
metic deformities. Abstinence from ethanol inges-
tion and corrected metabolic disorder could relief
the affectation.
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