SYNDROME IN QUESTION
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Do you know this syndrome?
Vocé conhece esta sindrome?
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CASE REPORT

A 65 year-old man presented for evaluation of
multiple widespread nodules in his body. The lesions
were long standing and began during his childhood.
More lesions appeared over time. On physical exami-
nation multiple, subcutaneous, soft, mobile and non
painful nodules and tumors were observed in the
arms, legs and abdomen distorting the affected areas
(Figures 1, 2 and 3). His past medical history was
remarkable for diabetes mellitus and hepatocarcino-
ma secondary to chronic HBV infection. He denied
alcohol consumption. Similar but less extensive

FIGURE 1: Multiple
subcutaneous
lesions in the
abdomen
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lesions were observed in his two brothers and father.
Some lesions were surgically excised because they
caused functional discomfort. The histopathological
examination showed the presence of globules of
mature white adipose tissue surrounded by thin
fibrous capsules. The analytical study showed no sig-
nificant abnormalities including lipid abnormalities.
Based on the characteristic clinical history, family his-
tory and histopathology the diagnosis of familial mul-
tiple lipomatosis (FML) was made.

FIGURE 2: Multiple subcutaneous lesions in the arms
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FIGURE 3: Subcutaneous lesions
in the legs
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DISCUSSION

Lipomas are among the most common tumors
seen in the soft body parts and usually are solitary
lesions." Multiple lipomas found on the trunk and
extremities with relative sparing of the head and
shoulders that appear mostly in the third decade of
life and affect several members of a family are highly
suggestive of FML.*> However, they can occur at an
earlier age and have a more diffuse distribution. FML
is a rare benign hereditary syndrome and an inciden-
ce of 0.002% has been reported. The lipomas associa-
ted with FML are usually painless and patients are not
troubled by the disease. FML is usually transmitted in
an autosomal dominant fashion and the high level of
prevalence among first degree family members con-
firms this hypothesis.”> However, cases with a recessi-
ve inheritance have also been reported. A transloca-
tion involving the high-mobility-group protein iso-
form I-C on chromosome 12 and the lipoma preferred
partner gene on chromosome 3 is implicated in the
disease genesis.” Men are affected twice more com-
monly as women.” It is important to distinguish FML
from other causes associated with subcutaneous lipo-
mas such as Madelung’s disease, Dercum’s disease,
Bannayan-Zonana syndrome and Cowden syndrome.
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Madelung’s disease is characterized by symmetrical
unencapsulated fat deposition located mainly in the
neck and shoulder regions and in 90% of the cases it
is associated with alcoholism.’ Other associated meta-
bolic disorders include: hyperlipidaemia, hyperthyroi-
dism, hypothyroidism, hypogonadism and diabetes
mellitus. It has also been described after liver trans-
plant.”® The lipomas in Dercum"s disease are painful
and the disease affects mainly post-menopausal
women. Asthenia and mental disturbances are possi-
ble associated symptoms.” In Bannayan-Zonana syn-
drome the accumulation of fatty tissue is associated
with development delay, hypotonia and lipid myopat-
hy that are recognized during the first few years of life.
Intestinal polyposis and vascular malformations are
also common findings. In Cowden syndrome other
skin tumors are present, mainly facial trichilemmo-
mas, papillomatous papules and fibromas. A mutation
in PTEN gene is usually present. The main treatment
consists of surgical excision of the lesions responsible
for cosmetic and functional impairment. Other possi-
ble treatment techniques include liposuction and
injection lipolysis with phosphatidyl choline. U

Abstract: Lipomas are among the most common tumors seen in the soft body parts and usually are solitary lesions. The authors
report a case of a male patient that presented for evaluation of multiple subcutaneous nodules that caused important functio-
nal and cosmetic impairment. The diagnosis of familial multiple lipomatosis was made. Physicians should be able to recognize
and characterize this rare disease.
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Resumo: Os lipomas estao entre os tumores mais frequentemente observados nas partes moles do corpo, sendo geralmente lesoes
solitarias. Os autores relatam o caso de um paciente do sexo masculino que se apresentou para a avaliagio de multiplos nédulos
subcutineos que causavam um importante prejuizo funcional e estético. O diagnéstico final foi de lipomatose multipla familiar. Os
médicos devem ser capazes de reconhecer e caracterizar esta doenca rara.
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