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Question 10 

Extra information

Our recalled paper did not include anti synthetase syndrome. However the lecturer at copplesons said the paper she was shown did include this option. It is clearly the correct answer if it is included, otherwise I would still pick DM.

Rash — Several distinct rashes occur in DM and are frequently the presenting feature. However, the cutaneous manifestations may be transient and may have resolved by the time the patient presents with weakness.
· The most common rash, termed Gottron's sign, is an symmetric, nonscaling, violaceous erythematous eruption over the extensor surfaces of the metacarpophalangeal and interphalangeal joints of the fingers (show picture 1A-1B). Similar lesions can occur over the extensor aspects of the elbows and knees, at times mimicking psoriasis. Skin biopsy of these lesions reveals vascular ectasia alternating with areas of vascular dropout (show histology 1A-1B)

· Diffuse flat erythema in a shawl–like distribution over the chest and shoulders, in a V– shaped distribution over the anterior neck and chest, or over the forehead, malar region or chin occurs and may be aggravated by sun exposure. An association with a tumor necrosis factor alpha (TFNa) promoter region polymorphism has been noted in both DM and subacute cutaneous lupus, another disorder that is exacerbated by exposure to ultraviolet light [10]. This observation suggests a pathogenetic role for ultraviolet light-induced production of TNFa.

· The heliotrope rash is a reddish–violaceous eruption on the upper eyelids, often accompanied by swelling of the eyelid (show picture 2). While this is considered the most specific skin manifestation of DM, it is present in only a minority of cases.

· Periungual erythema, abnormal nailbed capillary loops, and an often painful roughening and cracking of the skin of the tips and lateral aspects of the fingers termed "mechanic's hands" may be observed [11]. Calcinosis cutis is rare in PM and adult DM.

· Additional unusual skin manifestations include ichtyosis, panniculitis, erythroderma, lichen planus, porcelain white atrophic scars resembling Degos' disease, vesicle and bullae formation, follicular hyperkeratosis, 

Myositis-specific autoantibodies — Autoantibodies directed against cytoplasmic RNA synthetases, other cytoplasmic proteins, ribonucleoproteins, and certain nuclear antigens have gained increasing attention and have been called myositis-specific autoantibodies [25-27]. These autoantibodies have been described in about 30 percent of cases of idiopathic inflammatory myositis. They are of uncertain pathogenetic importance but may prove to be markers for discrete subgroups of patients with characteristic clinical manifestations, time of seasonal onset, and prognosis.Only the most prevalent myositis–specific antibody, the anti–histidyl–tRNA synthetase (anti–Jo–1 antibody), is available for diagnostic testing. It is present in about 20 percent of cases and is strongly associated with interstitial lung disease, Raynaud's phenomenon, arthritis, and mechanic's hands [25,26]. Studies that have correlated the presence of myositis-specific antibodies with histopathologic features suggest that such autoantibodies are associated with a humorally mediated immune-complex microangiopathy typical of DM [28-30].
On the other hand, anti-Mi-2 antibodies, which are directed against a helicase involved in transcriptional activation [31], are present in about 7 percent of Caucasian and 30 percent of Mesoamerican patients [6]. They are associated with the relatively acute onset of classic DM with the V sign and shawl rashes [24,25]. The expression of this antibody may be correlated with the presence of specific epitopes on HLA molecules. In one report, for example, all patients with anti-MI-2 antibodies and DM (18 of 18) also had a tryptophan at position nine of the HLA-DRß chain, as compared to 62 percent of healthy controls [32].

The myositis-specific antibodies are infrequently seen in other disorders, and then only in low titer [26]. In addition, antibodies to PM-Scl and Ku have been identified in patients having overlapping features of myositis and scleroderma [23].

