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A case of Barraquer-Simons syndrome, as a subtype of systemic sclerosis
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Introduction: Barraquer-Simons Syndrome, also called acquired partial lipodystrophy(APL) is rare disease, characterized by the symmetrical loss of
fat of face, neck, chest, abdomen and arms. On the other hand, systemic sclerosis is connective tissue disorder of fibrosis and sclerosis of the skin and
internal organs. We describe a patient who presented bilaterally symmetrical subcutaneous fat atrophy with systemic sclerosis feature. Case Report: A
40-year-old women visited outpatient clinic for evaluation of gradual buccal fat loss. The bilateral symmetrical subcutaneous fat loss developed over
her face, abdomen, and upper extremities for two years. Her clinical feature suggested Barraquer-Simons.Abdominal skin biopsy was performed which
showed nearly no presence of subcutaneous fat. Only thickened, sclerotic dermis with sclerosis fibrosis extending to the subcutis was observed, raising
a possibility of scleroderma. Thorough history taking with physical examination revealed she had Raynaud’s phenomenon with puffy fingers, finger tip
pitting scar and telangiectasia. Laboratory exam showed no presence of autoimmune antibodies except positive rheumatoid factor (18.2 TU/mL).
Nailfold capillary showed hemorrhage. Her clinical manifestation satisfied 2013 classification criteria of systemic sclerosis and anti-rheumatic drugs
were started. Conclusions: The association between Barraquer-Simons syndrome and autoimmune diseases, particularly systemic lupus erythematosis
and dermatomyositis was reported previously. However, the patient presented here had coexistence of Barrquer-Simons syndrome and systemic
sclerosis. Fat loss of abdomen began concurrently with development of Raynaud’s phenomenon and puffy fingers and subcutaneous fat loss of over face
and trunk was observed with skin sclerosis. Thus, there is possibility of Barraquer-Simons syndrome as a subtype of systemic sclerosis and it is strongly
recommended that the patient with Barraquer-Simons syndrome be screened for systemic sclerosis.
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3 fatd o AAWF, 89 # Fule Bustast sick Y o] 3 gld 594 oz} A, el 270 Y AR Gt 9,
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