
the subgroups of patients with JIA. The mean
(SD) antibody levels in the children with JIA
were significantly lower (175.5 (118.4) mIU/
ml) than those of the healthy subjects (317.08
(180.5) mIU/ml) There was no diVerence
between the sexes in vaccine responsiveness.
When the antibody levels between the two
vaccination schedules were compared in
healthy children, there was no statistical
diVerence. However, there was a slightly
higher, but statistically insignificant, response
in JIA subjects vaccinated in group II than in
those in group I. The vaccine responsiveness
was not influenced either by methotrexate or
prednisolone treatment. However, there was
a negative correlation between prednisolone
dose and anti-HBs titre (r=−0.23).
Conclusion—Children with JIA responded
adequately to hepatitis B vaccination, and this
response was not negatively influenced by
immunosuppressive treatment. The more
appropriate vaccination schedule for children
with JIA is the schedule given at 0, 1, and 6
months.

5.2 Prevalence of HLA class II in
Sydenham chorea

F SZTAJNBOK, S OLIVEIRA, C SERRA,
B CUNHA, B BICA, MT MARQUES,
L PONTES, E MENDOZA,
M RODRIGUES, L VASQUEZ, N AOUN,
MF LEITE, EM ALBUQUERQUE,
LC PORTO
Paediatric Rheumatology Section NESA-UERJ
& IPPMG-UFRJ, Cardiology Section
NESA-UERJ, Histocompatibility Laboratory
UERJ, Rio de Janeiro, Brasil
Background—The relation between acute
rheumatic fever (ARF) and human leucocyte
antigens (HLA) is available for rheumatic
heart disease. Susceptibility to Sydenham
chorea (SC), a major manifestation of ARF,
has been associated with the D8/17 antigen
present in B lymphocytes, but data about
HLA class II antigens are scarce.
Objective—To study the prevalence of HLA
class II antigens among patients with SC.
This was the first part of a prospective study
to obtain data about HLA class I and II in
patients with the diVerent major manifesta-
tions of ARF.
Patients and methods—Patients with SC,
isolated or in combination with other major
manifestations of ARF, seen in our paediatric
rheumatology units between 1989 and 1998,
were tested for HLA class II antigens by the
polymerase chain reaction with sequence-
specific primers technique, with genomic
DNA extracted from peripheral blood with
EDTA. The frequency of HLA class II alleles
was compared with that of 85 healthy volun-
teers using the ÷2 and/or the Fischer’s exact
test.

30 patients (17 female, 13 male) were
enrolled in the study—6 with isolated chorea
and 24 with chorea and other major criteria.
The mean age at diagnosis was 14.3 years and
mean follow up was 45 months. A negative
association with HLA-DR8 (p<0.03) was
seen, and 4 of the 6 patients with chorea
alone presented HLA-DR1 (÷2 with Mantel-
Haenszel = 7.61; p<0.006).
Conclusions—Although the number of pa-
tients studied up to now is small, we conclude
that there seems to be a gene in the HLA
region which may be related to susceptibility
or protection for SC.

5.3 Incidence of rheumatic fever in
children in Latvia

VITA KNAUERE*, DACE BERZINA†,
DITA OZOLA*
*Medical Academy of Latvia, †University
Children’s Hospital, Riga, Latvia
Background—During the past five years the
incidence of acute rheumatic fever has
increased.
Methods—A retrospective case history analy-
sis over the period 1994–2000 was carried
out using John’s criteria, including incidence,
sex, age, progression and outcome of illness.
Results—107 patients were studied. 11 (10%)
were aged under 7 years, 92 (86%) were aged
7–16 years, 4 (4%) were aged 16–18 years. 49
(46%) were female and 58 (54%) were male.
In 44 (41%) patients the illness was accom-
panied by fever, in 46 (43%) by an increased
C reactive protein level, in 47 (43%) by
leucocytosis, in 52 (49%) by an increased
erythrocyte sedimentation rate (>40 mm/1st
h), in 68 (64%) by antistreptolysin O titres
(from 500 to 3000 IU/l). In 61 (57%)
patients arthralgia was detected and poly/
monarthritis in 56 (53%). Endocarditis was
detected in 60 (56%) patients, damage of the
mitral valve in 34 (31%), of the aortal valve in
16 (15%), and of both the mitral and aortal
valves in 10 (9%). In 5 (5%) cases pancardi-
tis and in 84 (79%) cases myocarditis were
detected. In 6 (6%) cases chorea minor was
seen. A relapse of the rheumatic fever was
seen in 13 (12%) children.
Conclusions—The current study underlines
the fact that the severity and incidence of
rheumatic fever in Latvia have increased dur-
ing the past 5 years. The illness more often
proceeds with endocarditis (damage of the
mitral or combined mitral/aortal valves) and
has reached a level of 5.1/100 000. The risk
group is school age children.

5.4 PANDAS case in Latvian girl

I RUMBA, I FREIDENFELDE,
N PLOTKINA
Faculty of Medicine, University of Latvia,
Children’s Hospital Gailezers, Riga, Latvia
Background—PANDAS (paediatric auto-
immune neuropsychiatric disease associated
with streptococci) is an acronym describing
neuropsychiatric symptoms resulting from
autoimmune responses to streptococcal
(group A â haemolytic) infection. The
diagnostic criteria for PANDAS are (a) the
presence of an obsessive compulsive disorder
and a tic disorder; (b) paediatric onset of
symptoms (age 3 years to puberty); (c) an
episodic course of symptom severity; (d)
association with group A â haemolytic strep-
tococcal infection; and (e) association with
neurological abnormalities.
Objective—To describe cases of rare syn-
dromes related to rheumatic fever.
Results—An adolescent girl aged 15 who had
arthritis of both knees and feet suddenly
developed emotional lability, cognitive defi-
cits, oppositional behaviours, and motor
hyperactivity. Investigation showed mitral
valvulitis, regurgitation, a raised erythrocyte
sedimentation rate, and an antistreptococcal
antibody titre. During a six month follow up
the heart disease appeared and the obsessive
compulsive and tic disorders improved.
Conclusion—The PANDAS case corresponds
with described diagnostic criteria (Kleinsas-
ser, 1999, Schulman, 1999).

5.5 Juvenile spondyloarthropathy
associated with Mycoplasma
pneumoniae infection

M HARJACEK*, J OSTOJIC*,
O DJAKOVIC-RODE†
*Division of Paediatric Rheumatology,
Children’s Hospital Zagreb, †University
Hospital for Infectious Diseases, Zagreb, Croatia
Objective—Reactive arthritis (ReA) has been
sporadically reported as triggered by M pneu-
moniae. This study examined the potential
relation between acute M pneumoniae infec-
tion and juvenile spondyloarthropathy (jSpA).
Patients and methods—Seven patients (4 fe-
male, 3 male) with jSpA secondary to M pneu-
moniae were examined. Their mean age at
onset was 8.3 years (range 2–13), and the
mean duration of follow up was 5.5 months
(range 2.5–11). All patients had <4 joints
aVected. M pneumoniae-specific IgM, IgG, and
IgA antibodies were serologically confirmed by
enzyme linked immunosorbent assay (ELISA)
tests (Savyon Diagnost, Israel). Owing to the
early appearance and relatively short lifetime
of M pneumoniae-specific IgM antibodies, their
detection allowed the diagnosis of acute infec-
tion using a single serum sample, confirmed by
a parallel serum in 4/7 patients. Immu-
noglobulin concentrations higher than 10 U/l
are considered positive and those higher than
50 U/l as highly positive. Specific IgA antibod-
ies were detected in only patient.
Results—The mean recovery time was 2.5
weeks (range 1–4) in 5 patients with ReA; one
patient developed juvenile rheumatoid arthri-
tis (pauci-type II) and in one case juvenile
ankylosing spondylitis was diagnosed. Two
patients were HLA-B27 positive, and one
patient was HLA-B7 positive. Four patients
had preceding respiratory symptoms, and
only two were treated with antibiotics.
Conclusion—These findings provide evidence
of jSpA after an acute M pneumoniae
infection. Our results suggest that detecting
M pneumoniae-specific antibodies in serologi-
cal screening of patients with jSpA might be
useful. It is presently unclear whether anti-
biotic treatment would change the disease
course in such patients.

6 Juvenile dermatomyositis
6.1 A preliminary comparative study of
high frequency muscle ultrasound and
magnetic resonance imaging in 7
patients with juvenile dermatomyositis

C PILKINGTON, NJ OWEN, S BOSE, C
MACHADO, CM OWENS, K MURRAY
Department of Rheumatology and Radiology,
Great Ormond Street Hospital, London, UK
Objective—To assess the value of ultrasound
scans (USS) of the thigh in juvenile dermato-
myositis (JDM) in comparison with magnetic
resonance imaging (MRI). To correlate these
findings with clinicopathological indicators of
disease activity.
Methods—7 white patients with JDM (4 male,
3 female) had a high resolution muscle ultra-
sound examination. Mean age at onset was
6.8 years (range 1–15), 5/7 were scanned at
diagnosis (within 6 months of diagnosis) and
at follow up, 2/7 were scanned owing to
chronic disease at 6 years from disease onset.
Results of these scans were correlated with
clinical, biochemical and histological mark-
ers. USS were correlated with MRI of the
thigh in all patients.
Results—All 5 USS performed at diagnosis
were abnormal. Most showed diVuse sym-
metrical hyperechogenicity aVecting mainly
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the adductors, vasti and rectus femoris mus-
cles. In several cases there was swelling of the
aVected muscles. These muscles were shown
to be hyperaemic by colour Doppler imaging.
After initial steroid treatment all USS showed
a remarkable reduction in muscle echogenic-
ity, muscle swelling, and vascularity. Two USS
showed marked wasting and fatty infiltration
after treatment and a major increase in subcu-
taneous adipose tissue. In one patient a clear
progression from echogenic hyperaemic mus-
cle through reduced echogenicity to fatty atro-
phy was seen over serial scans. One patient had
calcinosis on follow up. The USS findings cor-
related well with MRI and biochemical mark-
ers of disease activity.
Conclusion—Musculoskeletal ultrasound is a
safe, inexpensive, non-invasive means of sup-
porting the clinical diagnosis of JDM and of
monitoring disease progression, without
needing sedation, which is often needed for
an MRI in young children. Ultrasound
findings appear to correlate well with other
markers of disease activity.

6.2 FK-506 in the treatment of
unresponsive juvenile dermatomyositis

C MODESTO*, M BORONAT†,
S MARSAL*, C ARNAL-GUIMERA*
*Rheumatology Unit, †General Paediatrics
Department, Hospital Vall d’Hebron,
Barcelona, Spain
Objective—To describe the eYcacy and safety
of FK-506 (tacrolimus) in three children with
dermatomyositis.
Patients and methods—Patient 1: 7 y 8 m old
girl, with no resolution of the skin abnormali-
ties, strength 4/5 after 2.33 years of disease,
previously treated with high dose steroids,
methotrexate and cyclosporin A (CyA).

Patient 2: 11 y 7 m old girl, with impressive
lack of strength (2/5) after 1.16 years of treat-
ment (high dose steroids and CyA); hyperten-
sion as CyA side eVect.

Patient 3: 11 y 11 m old boy, longlasting
disease (7.83 years), muscle strength 4/5 and
persistence of severe skin lesions

In all three FK-506 was started at 0.1
mg/kg/day and levels (5–10 ng/ml) were
monitored every three months. Parent’s con-
sent was mandatory to start treatment.
Results—All three patients responded ex-
tremely well to FK-506. Muscle strength was
considered normal (5/5) for all three after one
year of treatment. Skin lesions disappeared in
patients 1 and 2. In patient 3, residual
atrophic skin areas are still visible. Patients 1
and 2 have stopped steroid treatment, while
patient 3 went from 10 mg/day to 5 mg/48 h.
In the only patient with raised lactate
dehydrogenase at the beginning of treatment
(patient 2), levels normalised after 6 months.
Neither major nor minor side eVects occurred
Conclusion—FK-506 might be a good alter-
native for patients with dermatomyositis who
do not respond to or are intolerant of high
dose steroids or CyA.

6.3 Familial occurrence of juvenile
dermatomyositis

J WALSH*, D CHOO†, IB MCINNES‡,
KM GOEL*, R LEVER†
*Paediatric Rheumatology and †Paediatric
Dermatology, Royal Hospital for Sick Children,
Yorkhill, Glasgow, UK; ‡Centre for Rheumatic
Disease, Royal Infirmary, Glasgow, UK
A case of familial dermatomyositis (DM) is
described, in which all aVected family mem-
bers had onset of symptoms during infancy.
Father and daughter have mild dermatologi-

cal stigmata of DM, with no muscle involve-
ment. The son has juvenile dermatomyositis
with biochemical and histological evidence of
myositis at diagnosis and florid cutaneous
manifestations. No HLA or DQ associations
were noted in this family. Familial DM is rare,
early onset of disease in infancy in all aVected
family members has not previously been
described.

6.4 Risk factors at onset in juvenile
dermatomyositis: correlation with
prognosis

F CORONA, V OTELLI,
M SCARAZATTI, A GRASSI,
M BELTRAMELLI, M BARDARE
Paediatric Rheumatology Centre, I Paediatric
Clinic, University of Milan, Italy
We describe 33 patients (18 female, 15 male)
aVected with dermatomyositis, with a mean
age at onset 7 y 1 m (range 2 y 3 m–17 y 5 m)
and mean period before the diagnosis 4 m
(range 7 d–2 y 1 m).

The evaluation of both signs and symp-
toms and the muscle enzymes values at the
onset allows a subdivision into 2 groups: 16
patients had an acute onset (skin rash, high
fever, remarkable muscle weakness, nasal
speech, dysphagia, skin vasculitis, respiratory
failure, and large increase of skeletal muscle
enzymes in serum), and 17 patients had an
insidious onset (skin rash, arthralgia, less
marked muscle weakness). Six out of 16
patients with acute onset treated with pulses
of methylprednisolone, plasmapheresis, IV
immunoglobulin, and diVerent immunosup-
pressive treatment (methotrexate, cyclo-
sporin, cyclophosphamide), also required
intensive care treatment, and 1 required sur-
gery for intestinal vasculitis. Three out of six
patients who required intensive care treat-
ment died, two for respiratory failure and one
for systemic vasculitis.

In contrast, all the patients with an insidi-
ous onset improved with methylprednisolone
alone.

In conclusion, early and aggressive treat-
ment is mandatory in the high risk subtype to
obtain a more rapid clinical and enzymatic
improvement and a shorter course.

6.5 Juvenile dermatomyositis (JDM) in
23 patients

G CHÉDEVILLE, P QUARTIER,
M DEBRÉ, R MOUY, AM PRIEUR
Rhumatopédiatrie, Hôpital des Enfants
Malades, Paris, France
We retrospectively studied 17 girls and 9 boys
with JDM followed up at the paediatric rheu-
matology unit since 1982. Mean (SD) age at
disease onset was 5.8 (2.9) years (range
1–11.8), at diagnosis 6.4 (2.7) years (2.4–
12). Disease duration at diagnosis was 7 (8)
months (0–27). All patients but one had typi-
cal skin lesions, 18 had proximal muscle
weakness. Other clinical symptoms at diagno-
sis were fever and weight loss (14), muscle
pain (10), arthralgia/arthritis (9), dysphagia
(3), calcinosis (2), tendon retraction (1),
tachycardia (1), hepatomegaly (1). All pa-
tients but one were treated with oral pred-
nisone. Other drugs were methylprednisolone
pulses (11), cyclosporin A (6), methotrexate
(6), hydroxychloroquine (5), IV immuno-
globulin (5), non-steroidal anti-inflammatory
drugs (2). Nineteen patients responded well
to the initial treatment. A mean of 2.6
relapses (range 1–5) occurred in 15 patients
either during treatment (30 relapses) or after
treatment was discontinued (9 relapses).

Clinical symptoms seen during follow up
were persisting skin lesions (26), muscle
weakness (21), muscle pain (14), arthralgia/
arthritis (12), calcinosis (12), dysphagia (8),
fever or weight loss (6), tendon retraction (7),
cutaneous staphylococcus infection (7), clini-
cal lipodystrophy (2), and pancreatitis (1). At
the last visit 8 patients had stopped treatment
without sequelae, 6 had stopped treatment
with sequelae, 12 were still receiving treat-
ment after a mean disease course duration of
3.5, 7.9, and 4.3 years respectively.

6.6 Treatment of juvenile
dermatomyositis (JDM) with high dose
oral steroids or with steroid pulses and
low dose oral steroids

HI HUPPERTZ*‡, M FROSCH†,
C MARTIN‡, HJ CHRISTEN¶,
JDM-STUDIENGRUPPE
*ZKH Sankt-Jürgen-Str, Bremen, Germany;
†Universitätskinderklinik Münster;
‡Universitätskinderklinik Würzburg;
¶Kinderkrankenhaus Auf der Bult Hannover,
Germany
Objective—Treatment with oral steroids may
control inflammation in the large majority of
children with JDM, but is followed by
Cushingoid syndrome.
Methods—Prospective randomised open
study of oral high dose steroids (prednisone 2
mg/kg for 4 weeks followed by gradual
decrease) versus repeated pulses (IV methyl-
prednisolone 20 mg/kg for 3 days with
decreasing frequency of pulses) plus low dose
oral steroids (prednisone 0.2 mg/kg). Patients
were evaluated after 8 weeks for initial
response and for a further 40 weeks for
relapse.
Results—24 patients (18 girls) were enrolled,
median age 7 years, range 3–15. 13 patients
received steroid pulse treatment, 11 high dose
oral steroids. All patients were considered
responders. 19/24 patients were followed up
for >48 weeks, the remaining patients for
8–38 weeks (3 × pulse, 2 × oral). 7/24 patients
had a relapse (3 × pulse, 4 × oral). Cushingoid
syndrome was found in 9/11 patients receiv-
ing oral steroids and in 3/13 receiving pulse
steroids.
Conclusion—Treatment of JDM with pulse
steroids plus low dose oral steroids may be as
eVective as high dose oral steroids, but the
frequency of steroid adverse eVects may be
diminished.
Participants—Biedermann/Berlin, Eisenberg/
Herford, Häfner/Garmisch, Häâler/
München, Haller/Schweiz, Heidemann/
Augsburg, HorneV/Halle, Keitzer/Berlin,
Lehmann/Bad Bramstedt, Leipold/Erlangen,
Leupold/Dresden, Möbius/Cottbus,
Queisser/Ludwigshafen, Quietzsch/Plauen,
Weiâbarth-Riedel/Hamburg.

Supported by Aventis for patients’ insurance.

6.7 Low dose short term corticosteroid
treatment for “amyopathic” childhood
dermatomyositis (DM): the role of MRI

CD ROSE, G MCILVAIN-SIMPSON,
B ATHREYA
duPont Hospital for Children, Wilmington
Delaware, Thomas JeVerson University,
Philadelphia Pennsylvania, USA
In 1975 Boham and Peter proposed rash and
1 to 3 out of 4 possible myositis-defining cri-
teria (weakness, increased muscle enzyme,
positive biopsy, EMG) for classification of
dermatomyositis (DM). In the largest series
published to date by LM Pachman et al all
children depicted at least one myositis-
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defining criterion and all presented at least
one abnormal muscle enzyme.1 Classically,
patients who do not fulfil the myositis-
defining criteria are called amyopathic.

In this report we present 4 children who
presented with typical DM rash, normal
muscle enzymes, and no history of weakness.
The presence on magnetic resonance imag-
ing (MRI) of a typical abnormal signal inten-
sity on fat suppressed fat spin echo T2
weighted image circumvented the need for
invasive studies (EMG/biopsy) by rendering
us confident of the diagnosis. We treated
these children with a short course of
prednisone (3 months total) at a low dose
(0.5–1 mg/kg for 4–6 weeks followed by
tapering) because of our conviction that they
had mild disease. Follow up MRI showed
resolution at 1–2 months of treatment and
follow up at 6–24 months from onset
disclosed no recurrence and no calcinosis. All
patients are receiving hydroxychloroquine
and none is receiving corticosteroids. Toxicity
was minimum.
Conclusions—1 MRI should be considered a
candidate non-invasive diagnostic criterion
for DM; 2 perhaps, milder disease may be
treated less aggressively than classic DM.

1 Pachman LM, et al. J Rheumatol 1998;25:
1198–204.

7 Juvenile idiopathic arthritis

7.1 Changes of antioxidative status and
free radical damage in subsets of
juvenile idiopathic arthritis (JIA) over a
period of three months

B FINCKH, I FOELDVARI,
M MEHRWALD, D HUELSEBUS,
A KOHLSCHÜTTER
University Children’s Hospital, 20246
Hamburg, Germany
JIA is an inflammatory disease in which the
role of free radicals has not yet been clarified.
We recently showed a specific pattern of anti-
oxidative status and free radical damage in
subsets of JIA.1 We investigated whether this
pattern is characteristic for subsets of disease
or inflammatory activity.

Patients (n=85) with JIA were seen
consecutively in the paediatric rheumatology
unit during one year and again after three
months. The disease subsets were: oligo-
articular juvenile rheumatoid arthritis (oJRA,
n=54), polyarticular JRA (pJRA, n=3), sys-
temic JRA (sJRA, n=4), spondyloarthritis
(SA, n=18), and psoriatic arthritis (n=6).
Patients with non-inflammatory joint pain
served as controls (n=15). Erythrocyte sedi-
mentation rate (ESR), in vitro radical resist-
ance of erythrocytes (RRE), total radical
trapping ability of plasma (TRAP), malondi-
aldehyde as marker of lipid peroxidation, sul-
phydryl (SH) groups, and á-tocopherol as
antioxidants were analysed in blood.

According to the JIA subsets, the following
diVerences were seen between the first and
second visit: a decrease in the tender joint
score in patients with oJRA (p<0.001) corre-
sponding with an increase of á-tocopherol
(p<0.05) and TRAP (p<0.01). All patients
with JIA were stratified according to inflam-
matory disease activity into groups with low
(<20 mm/1st h), medium (20–40 mm/1st h),
and high ESR (>40 mm/1st h). The diVer-
ences seen between these groups and controls
during the first visit (increase of in vitro RRE
(high ESR); and decrease in SH groups
(medium ESR)) were not seen again during
the second visit.

The increase in antioxidative potential and
simultaneous decrease of tender joint score in
patients with oJRA underline the role of anti-
oxidants in JIA. It remains to be elucidated
whether the change of pattern according to
inflammatory disease activity means that
there is no characteristic reproducible pattern
of antioxidative status and free radical
damage in relation to inflammatory disease
activity.

1 Arthritis Rheum 1999;42(suppl):S181.

7.2 Growth disturbances in patients
with juvenile idiopathic arthritis (JIA):
Has the prevalence changed?

PJ HASHKES, DJ LOVELL
Department of Paediatrics, SieV and Poriah
Hospitals, Israel; Rowe Division of
Rheumatology, University of Cincinnati, USA
Previous studies have shown that a significant
proportion of patients with juvenile idio-
pathic arthritis (JIA) develop growth distur-
bances. In recent years the treatment of JIA
has become more aggressive, mainly through
the increased use of methotrexate (MTX).
Therefore, we recently examined the growth
parameters of 103 consecutive outpatients
with JIA. We correlated the height and weight
centiles with demographic data, disease char-
acteristics, and drug use. The patients’ mean
(SD) age was 12.3 (6.2) years, disease dura-
tion 6.8 (5.2) years, height 142.6 (27.7) cm,
and weight 45.0 (24.9) kg. The mean height
centile for all patients was 45.7 (31.5) and for
weight it was 53.4 (30.8). Overall, 16% of the
patients were 5th height centile (p=0.03
compared with the normal population).
Height centiles were significantly less in
patients with systemic JIA (p<0.001) and also
correlated with steroid use (p<0.001). Weight
was significantly correlated only with disease
subtype (p=0.003). Neither height nor
weight centiles correlated with MTX use
(48% of the patients used MTX). Despite
more aggressive treatment a significant pro-
portion of our patients had growth, mainly
height, disturbances. However, the mean
height and weight centile of the entire JIA
cohort was nearly normal.

7.3 Study of IL6, TNF, and IFNã in the
serum of patients with juvenile
idiopathic arthritis and systemic lupus
erythematosus

D MIHAYLOVA, I BOYKINOV,
D NIKOLOVA, N IVANOVA,
K LISITCHKI, S STEFANOV,
V GENOVA
Department of Rheumatology, University
Children’s Hospital, Sofia, Bulgaria
We evaluated the levels of interleukin 6 (IL6),
tumour necrosis factor (TNF) and interferon
ã (IFNã) in 41 patients with juvenile
idiopathic arthritis (JIA)—13 with poly-
articular, 15 with pauciarticular, and 13 with
systemic onset type. The serum concentra-
tion of TNF was determined in 21 children
with systemic lupus erythematosus (SLE).

We found raised serum IL6, TNF, and
IFNã levels in all onset types of active disease.
The highest concentration of IL6 was estab-
lished in systemic JIA as compared with poly-
articular and pauciarticular JIA (p<0.001).
The level of IL6 was significantly higher in
active disease than in inactive disease
(p<0.001) and correlated with systemic
inflammatory activity. A significant correla-
tion between IL6, C reactive protein, and
erythrocyte sedimentation rate in serum was
found (p<0.001).

Our results show that the serum level of
IL6 may be a marker of active disease and
have a role in the regulatory pathway of
inflammation in JIA.

We concluded that the disease activity of
SLE and the absence of previous long term
immunosuppressive treatment are associated
with increasing levels of TNF.

Results from the analysis of cytokine
expression may provide a basis for the use of
specific anticytokine treatment.

7.4 Referral of children with JRA by
general paediatricians

L STEIN, S CLARK, G FREED
Departments of Pediatrics, University of North
Carolina at Chapel Hill, Chapel Hill, NC and
The University of Michigan, Ann Arbor, MI,
USA
Background—There is limited information
known about the role of general paediatri-
cians in the care of patients with JRA.
Objectives—To explore paediatricians’ self
reported treatment and referral patterns for
patients with juvenile rheumatoid arthritis
(JRA) and to identify factors associated with
the referral of patients for all JRA care.
Methods—Self administered surveys were
mailed to a national random sample of 700
paediatricians. Subspecialists and those who
do not see patients were excluded. The 4 page
survey included demographic information,
questions about JRA educational and clinical
experience, and factors influencing referrals.
Response rate was 50%.
Results and conclusions—General paediatri-
cians refer patients with JRA for diagnosis
and treatment at a high rate, even though
many rate themselves as comfortable in diag-
nosing JRA. Most paediatricians (90%) refer
patients with JRA to paediatric rheumatolo-
gists. Factors cited as important in patient
referral were identified. Residency training
experience with patients with JRA did not
decrease the likelihood of referring patients
for all JRA care. Most paediatricians reported
the need for a practice guideline for the
primary care management of JRA. These
data suggest that most general paediatricians
feel they have a limited role in the care of
children with JRA.

This work was supported by a grant from the
Arthritis Foundation.

7.5 Infection associated MAS in 3 patients
receiving ASCT for refractory JIA

DMC BRINKMAN*, S KAMPHUIS†,
P QUARTIER‡,AM PRIEUR‡,
R TEN CATE*, M BIERINGS†,
NM WULFFRAAT†
*Department of Paediatrics, Leiden University
Medical Centre, The Netherlands; †Department
of Paediatric Immunology and Haematology,
Wilhelmina Childrens Hospital Utrecht, The
Netherlands; ‡Department of
Immuno-haematology, “Hopital
Necker-Enfants Malades”, Paris, France
Autologous stem cell transplantation
(ASCT) has been proposed as a possible
treatment for severe autoimmune diseases. In
1997 we started a study on the eYcacy of
ASCT on disease activity in children with
refractory polyarticular or systemic juvenile
idiopathic arthritis (JIA). So far 10 children
with systemic JIA and 2 with polyarticular
JIA, all with progressive disease activity
despite the use of corticosteroids—metho-
trexate up to 1 mg/kg/week and cyclosporin A
(2.5 mg/kg/day) were treated with ASCT
with a follow up of 1–30 months.
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