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ABSTRACT
Madelung-Launois-Bensaude (MLB)
disease is uncommon and probably
under-diagnosed. It is defined as a
symmetrical proximal accumulation
of fat. Its physiopathology is obscure,
but favouring factors, like alcohol or
corticosteroids, are well known. We
describe, for the first time, an unusual
case of distal form of the disease, in-
volving hands and feet simultaneously.
Moreover, this phenotype was associ-
ated with a proximal form of MLB, and
new localizations in the elbows and
knees have been identified. We review
the literature concerning distal forms
of MLB, and compare the features. This
disease is an interesting new differen-
tial diagnosis of acromelic arthritis.

Introduction
Madelung-Launois-Bensaude disease
(MLB), or acquired benign symmetrical
lipomatosis, is defined as the presence
of symmetrical fatty accumulations in
the neck and upper trunk (1). It is an
uncommon disorder or may be under-
diagnosed (2). It affects adults (30-60
years old), predominantly men of Med-
iterranean populations (1) A high alco-
hol consumption is present in most cas-
es (3). A few cases have been described
in patients treated with corticosteroids,
(4) or with metabolic diseases (hyperu-
riceamia, lipids and insulin disorders,
hypothyroidism, hypertension, renal
tubular acidosis) (3).

There are three main phenotypes, more
than one of which can be present in the
same patient: type I, affecting men,
with symmetrical, non-tender, accumu-
lation of unencapsulated mature fatty
tissues on proximal upper parts of the
body, giving a pseudoathletic appear-
ance. Extension to surrounding struc-
tures can happen: mediastinal involve-
ment with compression of trachea, vena
cava, nerves and aerodigestive tract
causing dyspnoea and dysphagia (2),
macroglossia (5); type 11, affecting both
sexes, with deposits located diffusely
over the body including proximal low-
er part, giving an appearance of simple
obesity, and no mediastinal complica-
tions; (2) type III, with a preponderance
in thigh girth (“gynecoid type”) (6).
MLB can be associated with specific
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neuropathy (2), differing histologically
from alcoholic complications (7).
Once fat is present, it usually does not
disappear (8) Stopping the alcohol in-
toxication may allow stabilization of
the disease (9) Only one case of malig-
nant transformation has been reported
(10). However, a thorough evaluation is
recommended, because of the increased
susceptibility of these patients to ma-
lignancies and mortality, attributed to
alcohol (2, 11, 12).

The diagnosis is made by examination
and confirmed by ultrasonography, CT
scan or MRI. Histologic examination
is generally not necessary. Extremities
are usually not affected (3).

We report a case of MLB displaying unu-
sual tissue distribution, which was initial-
ly misdiagnosed as acromelic arthritis.

Case report

A 63-year-old woman was referred for
a suspicion of acromelic arthritis. She
was complaining of pain in her hands
and knees and secondarily of progres-
sively symmetrical swelling of limbs
over seven years. She had a medical
past history of alcoholism and hypothy-
roidism. Physical examination revealed
a plethoric patient (BMI = 29.3 kg/m?),
with mechanical pains in her knees,
trapezo-metacarpal and distal inter-
phalangeal joints. However, she pre-
sented with an unusual podgy aspect of
the hands, with protrusive subcutaneous
tumours predominantly located on the
dorsal and palmar faces of carpa, and
the first and second phalanges. Those
tumours were symmetrical, painless,
with a consistence suggestive of lipo-
mas. The finger movements were not
impaired. The same lesions were detect-
ed on the dorsal surface of feet and toes,
elbows, shoulders and anterior face of
knees (Fig. 1). Biological tests showed
elevated gamma GT (283 Ul/l, NR 7-
38), hypertriglyceridemia (2.91 mmol/
I, NR 0.6-1.70), hyperuricemia (407
umol/I, NR 150-360), normal blood cell
count, erythrocyte sedimentation rate,
C-reactive protein and thyreostimuline
hormone. Radiographs of joints showed
osteoarthritis in the painful sites.

We evoked the diagnosis of MLB disease
in spite of the unusual distal involve-
ment. CT scan confirmed the presence
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of subcutaneous unencapsulated mass
of normal-appearing fatty tissue (Fig.
2). We treated the osteoarthritis, which
was the main complaint, and advised the
patient to eliminate alcohol.

Discussion

In this patient, the extensive proximal
and distal localization of adipose tissue
excess was highly unusual.

Reviewing the literature, only 4 other
cases of distal MLB have been de-
scribed (3 of hands: (13-15) and 1 of
feet (16)) (Table I).

Although rare, distal forms appear to
be more frequently reported in women
(3/5), whereas classic proximal forms
principally affect men (11). Hands are
more frequently involved than feet (4/5
versus 2/5). The mean age is 54 years.
The most frequent ethnic origin is Cau-
casian, but Black and Japanese people
can be affected. The mean duration be-
tween the onset of the disease and the
diagnosis is 2.6 years, suggesting dif-
ficulties in diagnosis and a good toler-
ance by the patients. Palmar and dorsal
hands can be affected as well as plantar
and dorsal feet. Distal phalanges appear
to be spared. Compressive complica-
tions were never reported. Alcoholism
was found to be associated in all cases
except one. The second most frequent
associated factor was thyroid dysfunc-
tion, present in two patients (15). Dis-
turbances of GGT and transaminases
were frequently associated, possibly
due to alcohol. Dyslipidaemia was de-
tected in two cases (present case (16)).
Lipsker et al. described a case of dis-
tal benign symmetrical lipomatosis
and challenged the diagnosis of MLB,
because of its purely proximal nature
in the initial description. However,
whatever the name, the review of those
cases suggests that they belong to the
same entity based on similarities re-
garding adipose tissue distribution, pre-
cipitating factors and evolution. Distal
forms may represent a new phenotypic
variant of MLB. Our case displays
three original features: it is the first
describing the presence of lesions in
both hands and feet, and the first asso-
ciating proximal and distal lesion at the
same time. Moreover, it describes new
intermediate localisations in elbows
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Fig. 2. CT scan of the hands: presence of subcutaneous unencapsulated fatty tissue.

and knees. Thus, this case could be the
missing link between purely proximal
and distal types.

The aetiology of MLB remains obscure.
Association with alcoholism, and other
metabolic diseases is frequent, how-
ever a causal relationship has not been
established, indicating that MLB may
be a syndrome with various underlying
causes. Several theories have tried to
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explain the uncontrolled proliferation,
but none has been satisfying.

Due to the limited etiological insights,
attempt of treatments are often disap-
pointing. Abstinence from alcohol and
treatment of other metabolic problems
are recommended to avoid the progres-
sion of the disease, but are ineffective
in its regression. The main treatment
is surgical ablation of the fat (9) or
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Table I. Cases of distal MLB.

CASE REPORT

Site Sex Age Ethnic Date of Topography Presumed Metabolic Diagnosis
group onset cause abnormalities confirmation
Case 1
Findlay et al. (15) Hands M 55 Black 6 months  Palmar, all digits, Alcohol -Transaminases Biopsy
Bantu sparing distal phalanges -GGT
Case 2
Lipsker et al. (14) Hands F 56 White 10 years -Palmar, all digits, -Alcohol, N CT scan
only first phalange -Systemic
-Dorsal, interpalmar cortico-
therapy
Case 3
Yamamoto et al. (12) Hands F 62 Japanese 6 months  Dorsal surface of digits Hashimoto’s N except Biopsy
disease antithyroid
antibodies
Case 4 Feet M 36 White 5 years Plantar, big toe and Alcohol -GGT Biopsy
Requena et al. (16) medial surface of feet -Cholesterol
-TG
Case 5
Present case Hands F 63 White 7 years -Palmar and dorsal hands, -Alcohol -GGT -US
Feet sparing distal phalanges  -Treated -TG -CT scan
Elbows -Plantar and dorsal feet hypothyroidism -Uricemia
Knees
Shoulders

N: Normal; GGT: Gamma GT; TG: Triglycerides; US: ultrasound; CT: Computed tomography.

liposuction (17), but only if the patient
complains of aesthetic deformity or in
the case of compressive complications,
since the risk of recurrence is high.

Conclusion

We describe a new distal phenotype
of MLB, initially misdiagnosed as
acromelic arthritis. This is the first
description of distal MLB involving
hands and feet, associated with a proxi-
mal form of the disease, also includ-
ing intermediate lesions of elbows and
knees. Classical predisposing factors
for MLB were present. Clinical mani-
festations did not need any other treat-
ment other than eliminating alcohol
consumption. A better understanding
of the etiopathological mechanism is
required for an effective treatment.
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