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Presence of a Juvenile Idiopathic Arthritis and Chronic Granulomatous 
Disease in a Child
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Dear Editor,
Chronic Granulomatous Disease (CGD) is a result of de-

ficient oxidative burst and impaired generation of reac-
tive oxygen species due to mutations in genes encoding 
for NADPH oxidase complex (1). CGD usually presents 
with recurrent infections such as pneumonia, lymphad-
enitis osteomyelitis and hepatic or other abscesses (2) 
Rheumatologic disorders is a rare manifestation of first 
presentation of CGD. 

Juvenile idiopathic arthritis (JIA) is the most common 
chronic rheumatic disease among children. It collec-
tively refers to a group of chronic arthritis of at least six 
weeks duration in children or adolescents under the age 
of 16 (3). JIA is a common problem in immuodefficiency 
diseases but is not common in CGD. However, there is a 
little reports of concordances of rheumatologic diseases 
and immunodeficiencies. In addition to increased sus-
ceptibility to infections in patients with CGD, a higher 
incidence of sterile inflammatory disorders in these pa-
tients has been noted (4). 

Our patient is a young boy who was born to the related 
parents whose their previous two children were dead 
because of myelomeningocele and anencephaly, respec-
tively. The patient was 2 years old when he suffered from 
pelvic pain .Considering clinical findings in addition to 
4 + RF, anti-CCP: 200 and negative HLA B5, B8 and B27, he 
was diagnosed as poly articular JIA. He was on medica-
tion (prednisolone and metotraxate) for years without 
remission but he had any complications. 

When he was 6 years old he experienced several epi-
sodes of sinusitis, cervical lymphadenitis and pneumo-
nia. His lymphadenitis was managed surgically because 
it did not respond to non invasive therapies. In his ad-

mission to hospital because of pneumonia several work 
ups were performed as a result of unsuccessful antibiotic 
therapy. Bronchoscopy revealed nothing. Complete bold 
count was normal (WBC = 9300 with 63% PMN). CD mark-
ers and all serum immunoglobulins level were in normal 
range. Nitroblue Tetrazolium (NBT) test in patients was 
0 but in father and mother’s patient was 87 and 98, re-
spectively (normal range: 52 - 88 μg). In addition, activity 
dihydrorhodamine (DHR) Flow Cytometric test reduced 
in patient (DHR = 8) and in father and mother’s patient 
was 27.5. The patient underwent CGD treatment based on 
the laboratory data, and clinical improvement was soon 
appeared. Now he is on JIA and CGD treatment with poor 
control of his joint involvements and he gradually devel-
oped ulnar and plantar deviation which has made him 
using braces. There are some reports of concordances of 
rheumatologic diseases and immunodeficiencies. There 
are reports of CGD accompanying Kawasaki disease (5) 
DiGeorge and JIA (6), CGD in a girl with SLE and CGD in 
a patient with antiphospholipid antibody syndrome (7). 
Lee and Yap were among the first researchers who re-
ported a patient with CGD and JIA. Despite our patient, 
they reported a girl who developed JIA after CGD (8). De 
Ravin and colleagues also reported different cases of CGD 
which gradually developed different rheumatologic dis-
orders among them there is a patient with JIA who had 
been previously diagnosed as CGD (7). The difference be-
tween these reports and ours was the priority of immu-
nodeficiency in their cases and rheumatologic disorder 
in our case. 

Some authority believe CGD might itself be an associ-
ated risk factor for developing immune-based inflam-
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matory disorders (4). However, there are authors that be-
lieve JIA acts as a predisposing factor for autoimmunity 
(7). Collectively, we believe that immunodeficiency and 
rheumatologic disorders are the two ends of a spectrum 
in which a patient might demonstrate different manifes-
tations of each. So, for each immunodeficient or rheuma-
tologic patient every sign and symptoms should be pre-
cisely considered because it might be a presentation of a 
new disorder.
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