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Inflammatory polyentheso-
pathy in a patient with X-
linked osteomalacia

Sirs,
X - l i n ked hy p o p h o s p h atemia (XLH) due to a
renal tubular defect in phosphate tra n s p o rt
and a mu t ation of the phosphate reg u l at i n g
ge n e, is the most common inherited fo rm of
ri ckets in developed countries (1-3). Wh i l e
the main ra d i ographic fe at u re in ch i l d h o o d
is ri cke t s , in adult life one pre d o m i n at ly sees
ge n e ralised calcific enthesopat hy (1, 4-6). 
Polisson et al. (1) suggested that the enthe-
sopathy of XLH cannot be attributed to the
other two common causes of generalised
enthesopathy, i.e. diffuse idiopathic skeletal
hy p e rostosis (DISH) or spondy l o a rt h i t i s
and, on the basis of histologic evaluation
performed in selected patients, excluded the
possibility of an inflammatory form. How-
ever, we would like to report the case of a
p atient with XLH who presented many
aspects suggesting an inflammatory enthe-

sopathy. 
A 42-year-old male patient presented with a
5-month history of diffuse joint pain and
s t i ff n e s s , m a i n ly involving the shoulders
and knees, which started abruptly after a
long bicy cle ri d e. The patient had been
affected since the age of 18 months by an
XLH for wh i ch , f rom the age of 5, h e
underwent several osteotomies in the legs.
Tre atment with phosphate and low dose
vitamin D was introduced at the age of 15
and continued for 5 years. He was then well
until the present episode. The family history
was negative.
P hysical ex a m i n ation revealed short stat u re
(163.2 cm), b ow leg s , and loss of ra n ge of
motion in the hips, knee and shoulders with-
out significant swe l l i n g, but with tendern e s s
and wa rmth over the shoulders and knees.
L ab o rat o ry inve s t i gations revealed only a
slight elevation of the ESR (35 mm/ h) and a
CRP of 1.7 mg/dl (normal < 0.6 mg/dl). X-
rays detected ex t e n s ive calcified enthe-
s o p athies on the supero - l at e ral pat e l l a ,
fe m o ral metap hysis and pelvis, and mu l t i p l e
a reas of hy p e rostosis in the tibia and fi bu l a .
In the left fe mur the diap hyseal bowing wa s
a s s o c i ated with a mid-diap hyseal lat e ra l
a c t ive Looser-Milkman zo n e. Bone scintig-
rap hy (Fi g. 1) revealed intense up-take
m a i n ly in the left knee, right cox o - fe m o ra l
a re a , and a small area in the diap hysis corre-
sponding to the Looser-Milkman zo n e. 
X-rays clearly demonstrated features of an
enthesopathy that,due to the abrupt onset of
symptoms, the elevated ESR and CRP, and
the intense activity of the clinically affected
areas shown on bone scintigraphy, seemed
to be of the inflammatory type. However,
no sacroiliac invo l vement or HLA-B27
were found. The patient was treated with
150 mg/day of sodium dicl o fenac for 3
m o n t h s , and ex p e rienced a sat i s fa c t o ry
re c ove ry from his symptoms. Two ye a rs
l ater he ex p e rienced some seve re fl a re s ,
mainly in the shoulder and knees, which oc-
curred every 2-3 months and lasted approx-
imately one week.  
In 1985 Polisson et al. (1) reported that
69% of 26 patients with XLH were affected
by generalised enthesopathy. These aspects
should be considered as an integral part of
XLH and are very frequent, being found in
33% of patients under the age of 30 with
XLH, and in all those over this age (7). 
The pathogenesis of the enthesopathy asso-
ciated with XLH is unclear and seems to be
unrelated to therapy. Unlike DISH, it is rel-
atively symmetric and does not show signif-
icant spinal ligament hyperostosis. The dif-
fe rential diagnosis from spondy l o a rt h ri t i s
was made based on the absence of sacroili-
ac involvement, subchondral bone erosions
or syndesmophytes. Thus,the inflammatory
features found in our patient are unusual

and difficult to explain. A possible cause
could be the disruption in tissues surround-
ing the microcrystals contained in calcified
d eposits of the enthesopat h i e s , p ro b ably
induced by traumatic or metabolic changes,
in our patient provo ked by an unu s u a l ly
long bicycle ride. 
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Fi g. 1. 9 9 mTc-MDP bone scan demonstrat e s
intense uptake in the left knee and right coxo-
femoral r egion. Note the deformity in the right
femur and the small hyperactive area in the distal
p o rtion of the diap hysis. Milder hy p e ra c t iv i t y
can also be seen in the chondral part of numerous
ribs and in the right tarsal region. 


