when the disease affects a single bone,
ALP values can be normal.
Serum calcium, phosphate, urea and
electrolytes (U&E) and parathyroid
hormone are usually normal in Paget’s
disease, but 25(OH)D levels may be low
reflecting the fact that the disease tends
to affect older people in whom vitamin D
deficiency is common.10
The main purpose of imaging is to
identify which bones are affected to help
determine if symptoms are due to
Paget’s disease or another cause.
Biochemical testing aims to determine if
there is any evidence of metabolic
activity. Magnetic resonance imaging
(MRI) is not recommended for the
diagnosis of Paget’s disease but can be
valuable for the assessment of disease
complications such as spinal stenosis in
secondary care.

REFERRAL
A suggested pathway for the investigation
and referral of patients with suspected
Paget’s disease is shown in figure 4,
below. Patients who have bone
deformity or symptoms that might be
due to Paget’s disease should be
referred to secondary care for further
evaluation to determine whether

treatment is required. In the UK, Paget’s
disease is mostly dealt with by
rheumatologists but in some areas, it will
be the responsibility of endocrinologists
or clinical biochemists.
Not all patients with Paget’s disease
require referral to secondary care. In
elderly patients who are asymptomatic,
where the disease is picked up as an
incidental finding, onward referral may
not be necessary. There is no evidence
as yet, to suggest that treatment is
beneficial to patients without symptoms.
If there is any doubt however, secondary
care specialists will be happy to advise
on whether referral is appropriate.

MANAGEMENT
Management of Paget’s disease is
generally initiated in secondary care.
The main indication for medical
treatment is bone pain localised to an
affected site where there is evidence
of increased metabolic activity.
Bisphosphonates are the treatment of
choice and three are currently licensed
for the treatment of Paget’s disease in
the UK. These are: risedronate which is
given in a dose of 30 mg daily by mouth
for 2 months; zoledronic acid as a single
intravenous infusion of 5 mg and

pamidronate as three intravenous
infusions of 60 mg on separate days.
Courses of treatment can be repeated
as necessary if symptoms recur with
evidence of increased metabolic activity,
reflected by a raised ALP or increased
uptake on bone scan. Vitamin D
deficiency should be corrected prior to
initiating bisphosphonate therapy to
reduce the risk of hypocalcaemia which
can be a complication, especially with
intravenous therapy.11
Of these three agents, zoledronic acid
is generally considered the first choice
since it is most likely to give a favourable
pain response and has the greatest
inhibitory effects on elevated bone
turnover.12 Risedronate and pamidronate
can also help symptoms related to
elevated bone turnover for 1-2 years or
sometimes longer, but zoledronic acid
has an even longer duration of action,
lasting up to 5 years or more.13
All three bisphosphonates are
generally well tolerated. A transient
flu-like illness is the most common
adverse effect with intravenous therapy
occurring in up to 50% of patients
treated with zoledronic acid. It is usually
mild but in about 10% may be more
severe, requiring treatment with
»

FIGURE 4
Algorithm for diagnosis and referral of patients with suspected Paget’s disease
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* If radionuclide bone scanning is available, this should be requested as first
choice followed by X-ray of affected sites. If radionuclide bone scanning is not
available, plain X-rays of the abdomen (including the ribs and femoral heads),
both tibias and the skull (including facial bones) will detect Paget’s disease in
93% of cases

13

