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A rare coexistence
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Paget’s disease (PD) is one of the most common bone disease which bone destruction and
construction cycle is abnormally accelerated. Disease develops under the influence of
environmental factors at genetic background. Pain is the most common complaint. Especially
the waist and hip region pain might be confused with inflammatory spondyloArthritis.
High serum alkaline phosphatase value is important in diagnosis. Direct X - rays, computed
tomography, magnetic resonance imaging and bone scintigraphy are the most important
imaging methods for suspected patients. In rare cases these two diseases can be seen together
and distinguish these diseases might be difficult. In our case, referring to PD accompanying an
axial spondyloArthritis patient who complained of low back pain is presented.

Introduction

Paget’s disease (PD) is one of the most common diseases of
the bone. The most important mechanism in the pathogenesis
is the formation of new bone with poor quality as a result of
irregularities in bone formation and destruction (1,2). The ele-
vation of serum alkaline phosphatase levels is the most import-
ant laboratory abnormality. In the suspected patients, specific
changes observed on direct radiographs, computed tomogra-
phy (CT), magnetic resonance (MR) imaging and bone scintig-
raphy are very important in diagnosis. The primary treatment
that prevents bone abnormal formation in diagnosed patients is
bisphosphonates. Ankylosing spondylitis (AS) is a chronic, sys-
temic, inflammatory disease that primarily causes inflammation
in the sacroiliac joints and spine. The most important complaint
of patients with AS is the pain of the hip and lower back. The
feature of the pain has an important place in the distinction be-
tween these two clinical entities. The distinction of AS from PD,
where involvement of the hip bones is rarely observed, is very
important in terms of clinical, treatment and follow-up. Howev-
er, it should be kept in the mind that rarely these two diseases
can coexist. In our case, referring to PD accompanying an axial
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spondyloArthritis (axSpA) patient who complained of low back
pain is presented.

Case

A 36-year-old male patient who was followed up in remission
under etanercept therapy with axSpA diagnosis was admitted
to our out-patient clinic because of mechanical low back pain
for approximately continued one month. In the examination,
sacroiliac compression tests were negative and no arthritis was
detected in peripheral joints. In laboratory values, acute phase
response was normal and serum alkaline phosphatase level
was found to be as high as 750 U/L (normal level 25-100 U/L).
In plain radiography, there was irregularity and sclerosis on
the right sacroiliac joint and sclerosis on the left (Figure 1). Al-
though the recent low back pain of the patient was not typically
inflammatory, the sacroiliac joint MR imaging was performed to
exclude active sacroiliitis. There was no bone marrow edema
at sacroiliac joints. Instead, a heterogeneous area with thick
trabeculae on T1-weighted images, hyperintense on fluid sen-
sitive images with enhancement after intravenous contrast me-
dia administration was detected on the right iliac wing next to
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the sacroiliac joint (Figure 2). Bone scintigraphy was obtained
because of the elevated serum alkaline phosphatase and MR
abnormalities. In this respect, the increased activity was found
in the lesion when compared to its symmetry of the right hemi
pelvis was considered as compatible with PD. The patient diag-
nosed with PD and administered zoledronic acid intravenously.
With treatment, complaints of the patient were relieved and se-
rum alkaline phosphatase levels were decreased. During this
period, etanercept was continued for the diagnosis of axSpA.
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Figure 1. X ray of both sacroiliac joints showing irregularity and scle-
rosis on the right iliac surface and only slight sclerosis on the left side.

Figure 2. T1-weighted (a) FST2-weighted (b) and post contrast FST1
(c) weighted MR images of both sacroiliac joints acquired in coronal
plane. Please note the pagetic area on the right iliac bone next to the
sacroiliac joint with its coarse thick trabeculae observed with hyperin-
tensity on FST2 and enhancing on postcontrast images (arrow).

Discussion

PD is the second most common disease of the bone follow-
ing osteoporosis. Although the etiology is not fully understood,
autosomal dominant transitions are observed and mutations in
the sequestosome-1 (SQSTM1) gene are most frequently de-
tected (1). In pathogenesis, there is an abnormal increase in
bone destruction and construction in every stage. However, the
new bone that is formed is not as robust as the old one. The
most common symptoms are pain, neurological complaints,
skeletal deformities, pathological fractures and deafness, al-
though the disease is usually asymptomatic (2). The important
cause of pain is the functional limitation due to degenerative
changes, not the pagetic bone lesion (3). Mostly the disease
is localized in a single bone. In clinical practice, serum alka-
line phosphatase level is the most commonly used biomarker
in diagnosis and follow-up of disease activity, indicating osteo-
blast activity. Measurements showing bone formation (bone
specific alkaline phosphatase, osteocalcin, procollagen type
1 peptide) and bone resorption (pyridino lines, hydroxyproline,
cross linked collagens) do not show any advantage over se-
rum alkaline phosphatase levels. Therefore it is advantageous
that the serum alkaline phosphatase values are following, eas-
ily accessible and cheap. Clinical, laboratory and radiological
findings are sufficient in the diagnosis of the disease. If there

is any doubt in radiological findings, biopsy from pagetic bone
is recommended (2). Bisphosphonates, which inhibits osteo-
clast activity, are the most preferred drugs in the treatment of
symptomatic patients. Currently, intravenous zolendronic acid
treatment seems optimal in bisphosphonates compared with
others (4). Although PD is frequently seen in the skull and long
bones, it can also be seen in the pelvic bones. The involvement
of the sacroiliac joints may lead to conceptual confusion with
axSpA, which is very specific in terms of involvement of the
sacroiliac joint. Axial SpA is a chronic inflammatory rheumat-
ic disease that primarily causes inflammation in the sacroiliac
joints and spine. Although the findings of sacroiliac radiograph
provide convenience for distinguishing these two diseases,
these clinical entities are often confused with each other. PD le-
sions typically do not extend to healthy joints. Very importantly,
we should not forget that the disease does not cross the joint
lines and the pelvic region settled pagets’ disease seperates
the sacrum and the hemi-pelvis (2).

Conclusion

In rheumatology practice, the character of the low back pain
in a patient is very important in terms of diagnosis. In this re-
spect, it is important to assess the patients’ history carefully
and ask about the nature of the pain the patient suffering from.
In this case, PD diagnosis was made based on the mechanical
low back pain, specific images seen on the MRI and scintigra-
phy. There was also a high level of serum alkaline phospha-
tase accompanying the present findings. At the same time, the
patient met the Assessment of SpondyloArthritis international
Society axSpA criteria and was in remission with etanercept. In
addition, when the findings of the patient diagnosed with spon-
dyloArthritis were re-evaluated, it was determined that the level
of serum alkaline phosphatase was normal and there were no
findings in the right iliac wing of sacroiliac MR image. In this
present case, we have referred to the rare association of axS-
pA and PD and have presented our clinical experience in the
diagnosis and follow-up.
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