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A patient with seronegative oligoarthritis who developed the reticular erythematous mu
cinosis (REM) syndrome is described. This syndrome is considered to be a dermatological 
entity unrelated lo systemic disorders. Aggravation of the rash by exposure to sunlight and 
a good response to anti-malaria! agents suggest a relationship with rheumatological disor
ders, e.g. rheumatoid arthritis and systemic lupus erythematosus. Dermatologists consult
ed by a patient with the REM syndrome should be aware of the possibility of an associated 
rheumatological disease. (Received January 15, 1986.) 

B. A. C. Dijkmans, Department of Rbeumatology, University Hospital, P.O. Box 9600, 
2300 RC Leiden, The Netherlands. 

The reticular erythematous mucinosis (REM) syndrome is a relatively new dermatological 

entity characterized by a net-like, reddish blue, somewhat infiltrated rash on the chest, 
upper back, neck, or abdomen (1). Microscopical examination of biopsy specimens shows 

a perivascular lymphocytic infiltrate and characteristic dermal deposits staining non

metachromatically with Alcian blue (l). At present about 50 cases of REM syndrome can 

be found in the literature (2). This disease is not known to be related to systemic disorders. 

However, the aggravation of the rash by exposure to sunlight (I, 3) as also seen in lupus 

erythematosus, and the response to treatment with antimalarial agents (I, 3) as seen in 

rheumatoid arthritis and cutaneous features of lupus erythematosus, suggest a relationship 

with rheumatological disorders. 

The following report of a patient with seronegative oligoarthritis who developed a REM 

syndrome supports this hypothesis. 

CASE REPORT 

A previously healthy 36-year-old Caucasian man came to our out-patient clinic in December 1984 
because some of his joints were painful and tender. Two and a half months earlier after an attack of 
"flu", he had developed these symptoms in the left mandibular joint, metatarsophalangeal joints Il, 
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Fig. I. Areas of pink reticulate erythema are present on the skin of the middle pan of the upper back 
(a). These areas are infiltrated, as shown by floodlight photography (b). 

m and IV of both feet, and the proximal interphalangeal joint IV of the right hand. He also had 
moming stiffness which woke him early in the moming and lasted for an hour. The anamnesis 
disclosed no further abnormalities, in particular neither diarrhea nor inflammation of the eyes. 

On examination the patient was a bealthy male with a hcight of 181 cm and weighing 82 kg. The 
pulse rate was 68/min, the blood pressure 160/100 mmHg. Examination showed no skin abnormalities 
or lymphadcnopathy. The heart and lungs were normal. The I iver was not enlarged and the spleen was 
not palpable. Ecoulement was absent and there were no ophthalmological abnormalities. On pressure 
pain was felt in the above-mentioned joints, and tangential joint pressure gave pain in thc metatarso
phalangeal joints of both fcet. Examination of the back disclosed no abnormalities. 

The crythrocyte sedimentation rate was 6 mm (Westergren) in the first hour, haemoglobin was 9.5 
mmol/1, and the white blood cell count was 7.7x!09/l with normal differentiation. The Waaler-Rose 
and latex fixation tests were negative and antinuclear factors absent. 

Liver, kidney and thyroid function tests were normal, as was the serum iron value. The results of 
urinalysis were normal. The HLA-B27 antigen was absent. Radiographs of the chest, hands, feet and 
pelvis were normal. 

At that time, a diagnosis of seronegative oligoarthritis was madc, HLA-B27 negative, without 
further classification, and the patient was treated with indomethacin. 

In January 1985 the patient developed a red, infiltrated erythematous lesion, 20 cm in diameter 
between the scapulae (Fig. !). On the basis of this clinical picture, the diagnosis of REM syndrome 
was made. A biopsy specimen of skin from the lesion supported this diagnosis (Fig. 2). Microscopy 
showed infiltration of lymphoid cells around small vessels, mainly in the upper derrnis and around a 
hair foWcle. The papillary derrnis bad a particularly loose stroma and showed intense staining with 

Akian blue. In March 1985 the patient developed urethritis. Since culture of urethral fluid showed no 
chlamydiae or bacteria (including gonococci), incomplete Reiter's syndrome seemed to be the most 
likely diagnosis. Exposure to solar radiation led to slight aggravation of the skin lesion. Anti-malarial 
therapy was not i.nstituted. 

The oligoanhritis improvcd during the treatment with indomethacin; in June 1985, treatment with 
indomethacin was stopped. In August almost no signs of arthritis were present and the urethritis had 
completely disappeared, but the skin lesion was unchanged. 
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Fig. 2. Micrograph of a section of 
biopsied skin showing perivascular 
round cell infiltrates in the dermis. 
The latter has an edematous appear
ance due to the mucinosis. Haema
toxylin and eosin, x65. 

The REM syndrome is considered to be a clinico-histological entity with involvement restricted to the structure of the skin (I). This view has been supported by the case histories of almost all of the patients, who were otherwise healthy. However, one patient with joint pain has been reported (4) as well as one with chronic uveitis of unknown etiology (5). Uveitis is associated with many systemic diseases, including ankylosing spondylitis (6). The present case history of a patient with polyarthritis and the REMsyndrome suggests a possible relationship between this syndrome and a rheumatologic disorder; however, we were unable to exclude completely a skin reaction to indomethacin. The suggestion of a relationship between the REM syndrome and a rheumatological disorder is supported by reports describing photosensitivity in the REM syndrome (1, 3), as seen in systemic lupus erythematosus, as well as the response to treatment with anti• malaria! agents. However, the histological picture of lupus erythematosus differs from that of the REM syndrome (7). In the latter the epidermis appears normal, but a variable dense perivascular and sometimes also perifollicular Iymphocytic infiltrate is present (7). This infiltration occurs primarily in the superficial dermis but may also reach deeper layers (7).In addition, there is a more or less pronounced ederna of the denna! connective tissue (7). According to some authors the looseness of the dermis associated with the REM syndrome is caused by deposition of acid mucopolysaccharides (5, 8). Since such deposits 
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were not found in all of the patients with clinical REM syndrome, the question arose 

whether this syndrome is a form of mucinosis or is histologically related to known 

inflammatory skin diseases but has a specific clinical expression (7). 

Features of seronegative oligoarthritis have been described as  components of Reiter's 

syndrome and reactive arthritis. Moreover, seronegative oligoarthritis is associated with 

psoriasis (9) and inflammatory bowel conditions such as ulcerative colitis and Crohn's 

disease (10). A variety of dermatological abnormalities have been described in the latter 

disease, for example erythema nodosum, aphthous stomatitis, and pyoderma gangrenosum 

(10). On the one hand, because of the benign course of the REM syndrome, this dermato

logical abnormality can easily be overlooked by gastroenterologists and rheumatologists, 

and on the other hand, dermatologists consulted by a patient with a REM syndrome should 

be aware of the possibility of a rheumatological disorder. 
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