
therapy (1 gr/kg in three devided doses) was administered each
month for six months.

Marked improvement in dermal eruptions was observed fol-
lowing the second administration of IVIG therapy. Now in the
eighth month of follow up she has been complaining of dyspnea
on exertion for twenty days. High resolution computerised
tomography (HRCT) of lung revealed paranchimal changes sug-
gesting that bronchiolitis obliterans organising pneumonia
(BOOP).

Could this be the result of methotrexate therapy or a result
of amyopathic dermatomyositis ? Lung involvement in amyo-
pathic dermatomyositis is rare. Pulmonary drug toxicity is
increasingly being diagnosed as a cause of acute and chronic
lung disease. BOOP, which is commonly caused by cyclophos-
phamide and bleomycin as well as methotrexate and gold salts,
appears on HRCT scans as poorly defined nodular areas of con-
solidation, centrilobular nodules, and bronchial dilatation.
Knowledge of the drugs most frequently involved can facilitate
diagnosis and institution of appropriate treatment. The results of
lung biopy will be discussed in poster session. If lung biopsy will
reveal the pathology methotrexate will be discontinued.
Objectives

Methods

Results

Conclusion

AB0219 QUANTITATIVE HEMOSTATIC INDICES IN SECONDARY
AND MYELOPROLIFERATIVE THROMBOCYTOSIS

1J Parada-Turska, 2B Sokolowska, 2A Walter-Croneck, 2A Dmoszynska, 1L Szczepanski,
2J Brzozowska, 2M Sledzinska, 2M Kokoszka. 1Department of Rheumatology; 2Department
of Hematology, Medical University, Lublin, Poland

10.1136/annrheumdis-2001.740

Background An elevated platelet count may lead to an increased
incidence of systemic thromboembolism or unexpectedly to
thrombohemorragic complications.

Both, incidences of systemic thromboembolism and unex-
pected thrombohemorragic complications (bleeding) were
described in patients with an elevated platelet count.

In the present study the quantitative hemostatic indices were
measured in 46 patients with thrombocytosis (platelet count >
400.000 per microliter), including 23 patients with secondary
thrombocytosis (17 patients with rheumatoid arthritis, 2 with
lung cancer, 1 with systemic lupus erythematosus, 1 with granu-
loma Wegeneri) and 23 patients with myeloproliferative throm-
bocytosis (12 with chronic myeloid leukaemia, 8 with
polycythemia vera, 3 with idiopathic thrombocytosis).

In both studied groups, von Willebrand factor activity and
epinephrine-induced platelet aggregation were decreased, and
activated partial thromboplastin time was prolonged, thus, sug-
gesting increased risk of bleeding complications.

On the other hand, the concentrations of fibrinogen and d-
dimmers were enhanced and bleeding time was shortened. These
findings argue for an enhanced risk of thrombosis.

Since no differences between two studied groups were found,
it seems that the observed abnormalities were directly related to
the elevated platelet count and were not associated with primary
disease.

The low incidence of hemostatic complications in patients
with secondary and myeloproliferative thrombosis may suggest
that the coexistence of an additional component is critical for
the clinical manifestation of such disturbances.

Objectives

Methods

Results

Conclusion

AB0220 OCHRONOTIC SPONDYLOARTHROPATHY WITH
MULTISYSTEMIC INVOLVEMENT: A CASE REPORT

K Nas, A Gür, R Çevik, AJ Saraç, S Söker (Çakmak), S Em, M Karakoç, S Kilinç. Physical
Medicine and Rehabilitation, Dicle University, Diyarbakir, Turkey

10.1136/annrheumdis-2001.741

Background Ochronosis is a musculoskeletal manifestation of
alcaptonuria, a rare hereditery metabolic disorder characterised
by the absence of the enzyme homogentisic acid oxidase and
associated with various systemic abnormalites related to the dep-
osition of homogentisic acid pigment.
Objectives We aimed to review a case with ochronosis, a disor-
der of rare and multisystemic involvement, in the light of
literature.
Methods A housewife, 53 years of age, was admitted to our
clinic with complaints of low back and left shoulder pains. Due
to low-back pain complaints, she was operated on two times
with diagnosis of lumbar discal hernia.
Results The radiographic appearance in the lumbar spine of the
patients was almost pathogonomic of ochronotic spondyloartr-
opathy. Thypical water-like calcifications were seen in the inter-
vertebral discs, with narrowing of disc spaces and osteoporotic
rarefaction of the vertebral bodies. Shoulder joint, narrowing of
the joint space, a marked subchondral sclerosis, and small osteo-
phytes were observed; similarly, knee, sacroiliac joints and
symphysis pubis show at narrowing of the joint spaces and sub-
chondral bone sclerosis.

In the eyes of the patient, ochronotic pigmentation was seen
by light microscopy. The blue-black pigmentation was bilateral
and asymmetric in the cornea, conjunctiva and sclera. In addi-
tion, black-grey pigmentation was present in the ear cartilage
and hand nails. In the laboratory test, homogentisic acid was
found increase (2740 mmol HjA/mmol creatinin; N: 10 mmol
HjA/mmol) creatinin in urine.
Conclusion

AB0221 FAMILIAL MEDITERRANEAN FEVER: ANALYSIS OF 45
TUNISIAN PATIENTS

SS Turki, CH Ben Taarit, R Goucha, E Abderrahim, F Ben Moussa, H Ben Maiz. Department
of Nephrology and Internal Medicine, Charles Nicolle Hospital, Tunis, Tunisia

10.1136/annrheumdis-2001.742

Background Familial mediterranean fever (FMF) is an inherited
multisystem disease of unknown aetiology, characterised by
recurrent, painful, self-limited episodes.
Objectives The objectives of this study is to describe clinical pro-
file, course and complications of 45 cases of FMF observed over
a period of 25 years.
Methods Retrospective review of 45 cases with FMF.
Results Forty patients (88%) started their illness below the age
of 10 years. Peritonitis occured in 84,4%, arthritis in 35,5%,
pleuretis in 17,7% and erysipelas-like lesions in 31,1%. 21
patients developed renal amyloïdosis and 17 patients were sub-
jected to unnecessary operative surgery.
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The arthritis was monoarticular in 85% and polyarticular in
15% and was seronegative in all patients (Rheumatoïd factor
and antinuclear antibodies). The synovial attack showed a wide
variation in the clinical presentation, course and duration of
arthritis causing diagnostic difficulties. Renal amyloïdosis
occurred in 21 patients after a mean duration of FMF 10,5 years
(2 to 28 years). One patient had hematuria, kidney biopsy
showed mesangial IgA glomerulonephritis. Among 32 patients
treated with colchicine, 80% achieved a therapeutic response.
Conclusion FMF is an inherited disease; colchicine remains the
only efficient treatment to prevent both acute manifestations and
amyloïdosis.

AB0222 EVALUATION OF THE VISUAL ANALOGICAL SCALES
(VAS) OF PAIN AND THEIR CORRELATION WITH THE
OTHERS ACR ACTIVITY CRITERIA OF REHUMATOID
ARTHRITIS (RA)

C Diaz, M Cortes, C Geli, M Moreno, H Corominas, C Diaz-Torne, A Rodriguez, JM Llobet,
G Vazquez. Rheumatology, Hospital de La Santa Creu I Sant Pau, Barcelona, Spain

10.1136/annrheumdis-2001.743

Background

Objectives Evaluate the VAS for global, activity, rest and noctur-
nal pain in relation with other activity parameters including
Ritchie index.
Methods 228 outpatients with ACR-87 criteria for RA diagnostic
were studied. We measure the following clinical parameters: no�
of joints with pain and inflammation, VAS for global, activity,
rest and nocturnal pain, VAS for global impression of the patient
and the doctor, HAQ, morning stiffness, Ritchie index and the
analytical data: ESR and CRP. The correlations among the differ-
ent pain-VAS and those with other activity criteria of RA were
evaluated by Pearson’s correlation with the statistical packet
SPSS. They are positive if r > .5.
Results 82% were women. Age was 60 ± 16. Years of evolution
were 13 ± 10. 31%, 28%, 29% and 12% correspond to the
functional stages I, II, III and IV respectively. 48% were seropos-
itive. VAS-G has the highest correlations with VAS-A, R and N.
there are also significant correlation among VAS-Pain and other
activity parameters of RA: HAQ, Ritchie index and the global
impression of the patient and the doctor. The impression of the
patient correlations are higher than the doctor’s.
Conclusion VAS-Pain, and specially VAS-G has a high correlation
among themselves, HAQ, patient and doctor’s impression and
with Ritchie Index. There are no correlation among no� of articu-
lations with pain, articulations with inflammation, CRP or ESR.
The lack of the last correlation maybe related to the low inflam-
matory activity of the sample.

AB0223 EVALUATION OF CLASSICAL NSAIDS AND COX-2
SELECTIVE INHIBITORS ON PURIFIED OVINE ENZYMES
AND HUMAN WHOLE BLOOD

1X De Leval, 1JM Dogne, 1J Delarge, 2JY Reginster, 2Y enrotin. 1Department of Medicinal
Chemistry; 2Bone and Cartilage Metabolism Research Unit, Institute of Pathology, CHU
Start-Tilman, Liège, Belgium

10.1136/annrheumdis-2001.744

Background

Objectives In this study, we evaluated the cyclooxygenases
(COX) inhibitory profile of NSAIDs in a cellular assay using
human whole blood.
Methods Human whole blood assay was performed using fresh
blood from normal volunteers. COX-1 assay: Fresh blood was
collected into tubes containing no anticoagulants, vortexed and
incubated at 37°C under constant agitation for 1 h to allow the
blood clot. The serum was then obtained by centrifugation and
was assayed for thromboxane B2 (TXB2) using a enzyme immu-
noassay. COX-2 assay: Fresh blood was collected in heparinized
tubes and activated by treatment with lipopolysaccharide at the
final concentration of 100 mg/ml. After 24 h of incubation with
the drugs, plasma was collected and assayed for prostaglandin E2

(PGE2). PGE2 production was quantified by a specific radioim-
munoassay. Drugs were tested at the concentrations ranged
among 0.01 to 100 mmol/l.
Results

Abstract AB0223 Table 1

COX-1 IC50 (mM)

COX-2

COX-1/COX-2

Aceclofenac > 100 0.77 > 130

NS-398 8.3 0.34 24

Rofecoxib 7.8 0.43 18

Nimesulide 22 1.3 17

Celecoxib 12 0.77 16

Diclofenac 0.6 0.04 15

Tenoxicam 7.2 5.6 1.3

Indomethacin 0.07 0.17 0.4

Conclusion In the whole blood test and based on the IC50 val-
ues, the majority of the NSAID tested preferentially inhibits
COX-2. Aceclofenac shows the best selectivity whereas indome-
thacin preferentially inhibited COX-1.

OP0122 TUMOUR NECROSIS FACTOR-RECEPTOR ASSOCIATED
PERIODIC SYNDROME IN A FINNISH FAMILY

1T Pettersson, 2H Nevala, 2L Karenko, 2S Stjernberg, 2M Raatikainen, 2H Suomalainen,
3J Rauta, 4MF McDermott, 3P Peterson, 2A Ranki. 1Department of Medicine; 2Department of
Dermatology, Helsinki University Central Hospital, Helsinki; 3Institute of Medical Technology,
University of Tampere, Tampere, Finland; 4Medical Unit, St. Bartholomew’s and the Royal
London Hospital School of Medicine and Dentistry, London, UK

10.1136/annrheumdis-2001.745

Background TNF receptor-associated periodic syndrome
(TRAPS) is a recently defined dominantly inherited autoinflam-
matory syndrome, which is caused by mutations in the extracel-
lular domains of the 55 kDa TNF receptor, TNFRSF1A. TRAPS
is characterised by periodic fevers, sterile peritonitis, pleurisy,
arthritis, erysipeloid erythema of the skin, and conjunctivitis.
Affected individuals have shown a shedding defect of
TNFRSF1A upon stimulation and, consequently, low levels of
soluble TNFRSF1A in serum.
Objectives We studied a three-generation Finnish family, where
recurrent attacks of fever and abdominal pain appeared to segre-
gate as an autosomal dominant trait.
Methods The TNFRSF1A gene was sequenced in both affected
and unaffected family members. Flow cytometric analysis and
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