Pediatric Rheumatology

BioMed Central

Open Access

Poster presentation

Macrophage activation syndrome: an under-recognised
complication in juvenile systemic lupus erythematosus
C Sundaramoorthy*, A Chieng and P Riley
Address: Booth Hall Children's Hospital, Manchester, UK
* Corresponding author

from 15th Paediatric Rheumatology European Society (PreS) Congress
London, UK. 14–17 September 2008
Published: 15 September 2008
Pediatric Rheumatology 2008, 6(Suppl 1):P241

doi:10.1186/1546-0096-6-S1-P241

<supplement> <title> <p>15<sup>th </sup>Paediatric Rheumatology European Society (PreS) Congress</p> </title> <editor>Wietse Kuis, Patricia Woo, Angelo Ravelli, Hermann Girschick, Michaël Hofer, Johannes Roth, Rotraud K Saurenmann, Alberto Martini, Pavla Dolezova, Janjaap van der Net, Pierre Quartier, Lucy Wedderburn and Jan Scott</editor> <note>Meeting abstracts – A single PDF containing all abstracts in this Supplement is available <a href="http://www.biomedcentral.com/content/files/PDF/1546-0096-6-S1-full.pdf">here</a>.</note> </supplement>

This abstract is available from: http://www.ped-rheum.com/content/6/S1/P241
© 2008 Sundaramoorthy et al; licensee BioMed Central Ltd.

Macrophage activation syndrome (MAS) is a life-threatening complication in juvenile systemic lupus erythematosus(J SLE). We report three cases of MAS in Juvenile SLE
which occurred over the last 6 months. Interestingly, in all
the 3 cases, MAS occurred acutely at the time of first presentation of lupus. All of them had fever at presentation.
Two of them had lymphadenopathy and splenomegaly
and one had hepatomegaly. All three of them had renal,
one had heart and lung and another had central nervous
system involvement. Table 1 summarises the laboratory
findings.

of MAS can be difficult because some of its clinical features overlap those of lupus itself. High index of suspicion
will help in early diagnosis and prompt initiation of treatment which are important for a better outcome.

Interestingly, the ferritin levels were <2000 in two of the
three cases. In all the three cases, JSLE/MAS was suspected
early and serology and bone marrow were done within 48
hours of referral to the rheumatologist. All three of them
resolved with intravenous Methylprednisolone. Diagnosis
Table 1: Laboratory findings

Findings
Pancytopenia
↑ Alanine aminotransferase
↑ Lactic dehydrogenase
↑ Triglycerides
↑ Ferritin
Bone marrow haemophagocytosis
Antinuclear antibodies
Anti-DNA antibodies
↓ C3
↑ Erythrocyte sedimentation rate
↑ C-reactive protein
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