Acquired: Partial Lipodystrophy (Barraquer-Simons Syndrome)

The onset of acquired partial lipodystrophy usually occurs around 8-10 years of age and is
usually preceded by an episode of acute viral infection. It is rare -approximately 250 patients of
various ethnic origins have been described. It is characterized by the loss of fat from the face,
extending to involve the neck, shoulders, arms, forearms, thoracic region and upper abdomen
occasionally extending to the groin or thighs. Usually legs and hips are spared. After puberty,
Women may accumulate disproportionately large amount of fat in the hips and legs. Fat loss
usually occurs over 18 months but can occur periodically during several years.
Patients with acquired partial lipodystrophy usually do not have metabolic abnormalities
associated with insulin resistance such as elevated lipid levels, acanthosis nigricans (dark velvety
pigmentation of the skin), hirsutism (increased body hair) or menstrual abnormalities. Females
are affected three times more often than males. Approximately one-fifth of these patients develop
a kidney problem called Membranoproliferative Glomerulonephritis. It usually occurs more than
10 years after the onset of lipodystrophy. Patients have low levels of complement C3 (a factor
that plays a role in immune response) in their blood (hypocomplementemia). They also have an
antibody in their blood called the C3 nephritic factor. Acquired partial lipodystrophy is also
associated with autoimmune disorders like systemic lupus erythematosus (SLE),
dermatomyositis, hypothyroidism, pernicious anemia, celiac disease, dermatitis herpetiformis,
rheumatoid arthritis, temporal arteritis and leukocytoclastic vasculitis. Some patients also develop
drusen or macular degeration later in life.
References
•

•

•
•
•

Misra A, Peethambaram A, Garg A.
Autoimmune derangements in acquired partial lipodystrophy: report of 35 cases and
review of the literature. Medicine(Baltimore) Jan;83(1):18-34. Review
Haque WA, Shimomura I, Matsuzawa Y, Garg A.
Serum adiponectin and leptin levels in patients with lipodystrophies.
J Clin Endicrinol Metab. 2002 May; 87(5):2395
Garg. Lipodystrophies. Am J Med. 2000 Feb;108(2):143-52. Review
Powell EE, Searle J, Mortimer R. Steatohepatitis associated with limb lipodystrophy.
Gastroenterology. 1989 Oct;97(4):1022-4.
Nasr AM, Ayyash I, Karcioglu ZA. Unilateral enophthalmos secondary to acquired
hemilipodystrophy. Am J Ophthalmol. 1997 Oct;124(4):572-5.

•

•

•

•

•
•

•
•

•
•

•

Biasi D, Caramaschi P, Carletto A, Bambara LM. A case of acquired partial lipodystrophy
associated with localized scleroderma and undifferentiated connective tissue disease.
Rheumatol Int. 1999;19(1-2):75-6.
Porter WM, O'Gorman-Lalor O, Lane RJ, Francis N, Bunker CB. Barraquer-Simons
lipodystrophy, Raynaud's phenomenon and cutaneous vasculitis. Clin Exp Dermatol.
2000 Jun;25(4):277-80.
Aragona P, Quattrocchi P, Trombetta CJ, Ferlazzo E, Spinella R, Bonanno D. Retinal
alterations in acquired partial lipodystrophy: a case report. Arch Ophthalmol. 2002
Feb;120(2):218-20.
Walker UA, Kirschfink M, Peter HH. Improvement of acquired partial lipodystrophy with
rosiglitazone despite ongoing complement activation. Rheumatology (Oxford). 2003
Feb;42(2):393-4.
Caramaschi P, Biasi D, Lestani M, Chilosi M. A case of acquired partial lipodystrophy
associated with POEMS syndrome. Rheumatology (Oxford). 2003 Mar;42(3):488-90.
Fischer-Posovszky P, Hebestreit H, Hofmann AK, Strauss G, Möller P, Debatin KM,
Wabitsch M.Role of CD95-mediated adipocyte loss in autoimmune lipodystrophy.J Clin
Endocrinol Metab. 2006 Mar;91(3):1129-35
Rooney DP, Ryan MF. Diabetes with partial lipodystrophy following sclerodermatous
chronic graft vs. host disease. Diabet Med. 2006 Apr;23(4):436-40.
Winhoven SM, Hafejee A, Coulson IH. An unusual case of an acquired acral partial
lipodystrophy (Barraquer-Simons syndrome) in a patient with extrinsic allergic alveolitis.
Clin Exp Dermatol. 2006 Jul;31(4):594-6.
Patel D, Page B. Ocular complications in acquired partial lipodystrophy. Postgrad Med
J. 2006 Nov;82(973):774.
Al-Attar SA, Pollex RL, Robinson JF, Miskie BA, Walcarius R, Little CH, Rutt BK, Hegele
RA. Quantitative and qualitative differences in subcutaneous adipose tissue stores
across lipodystrophy types shown by magnetic resonance imaging. BMC Med Imaging.
2007 Mar 12;7:3.
Sleilati GG, Leff T, Bonnett JW, Hegele RA. Efficacy and safety of pioglitazone in
treatment of a patient with an atypical partial lipodystrophy syndrome. Endocr Pract.
2007 Nov-Dec;13(6):656-61

