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R É S U M É
Pré-requis : La mélorhéostose est une ostéopathie rare, souvent
monomélique d’évolution chronique dont l’étiologie reste inconnue
But : Rapporter un nouveau cas de  mélorhéostose de siége costal
amélioré par des perfusions de Pamidronate.
Observation : Il s’agit d’un homme de 36 ans hospitalisé  pour
l’exploration d’une tuméfaction douloureuse en regard de l’arc
moyen de la 7éme côte gauche. Le diagnostic de mélorhéostose à
double localisation costale et tibiale a été posé. Le patient a été traité
par des perfusions de  Pamidronate  avec une amélioration
spectaculaire.
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S U M M A R Y
Background: Melorheostosis is a rare chronic bone disease of
unknown etiology that often affects a single limb.
Aim: Report a new case of melorheostosis of the ribs improved by
pamidronate infusions
Case: A 36 year old man without any medical history was admitted
for a history of one month painful tumefaction on the 7th left rib. The
diagnosis of melorheostosis of the rib and the tibia was made. Patient
was treated by pamidronate infusions with useful and satisfactory
outcome. 
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FAIT CLINIQUE

•U∞W ô ≤LDOW ∞∑FEr «∞MNU¥U‹ «∞LªDj «∞cÍ ¢∫ºs °u«ßDW «∞∂U±Ob¸Ë≤U‹ 

«∞∂U•∏uÊ :ßFb «ôËÍ °s •LOb« . „ ‡ ÆBM∑OMw . ≈ ‡ ̧•U∞w . ≥‡ ‡ ±u¸«∞w . ” ‡ ≠πd«ËÍ . Ê ‡ °u•u«ô . Õ ‡ ®d≠w . ̧ ‡ œËÆuÍ . Â . Â. 

«∞Nb· ±s ≥cÁ «∞b¸«ßW ≥u ≈ß∑Fd«÷ •U∞W §b¥b… ±s ¢FEr «∞MNU¥U‹ «∞LªDj ́Mb ̧§q ́LdÁ 63 ßMW ØU≤X ≈ÅU°∑t ́Kv ±º∑uÈ «_{Kl Ë¢∫ºMX
°BHW ±Mc≥KW °HCq «∞∫Is «∞L∑u«Åq ∞K∂U±Ob¸Ë≤U‹. 
«∞JKLU‹ «_ßUßOW : ¢FEr «∞MNU¥U‹ «∞LªDj . °U±Ob¸Ë≤U‹  

Melorheostosis also known as leri’s disease or flowing
periostal hyperostosis is a rare disorder affecting the skeleton
and the adjacent soft tissues. The lesions may be monostotic
or polyostotic, affecting usually the lower limbs with a rare
involvement of the ribs. We reported a case of melorheostosis
involving the ribs and the tibia which was improved by
pamidronate infusion. 

CASE REPORT
A 36 year old man without any medical history was admitted
in April 2004 for a history of one month painful tumefaction
on the 7th left rib. Clinical exam revealed a painful mass
measuring 2 centimeters without inflammatory features.

Biology findings: white blood cell count 7100/mm3,
haemoglobin 11.8g/dl, platelets count 227.000/mm3,
erythrocyte sedimentation rate 30 mm at the first hour and C-
reactive protein 34 mg/l. Renal, hepatic, phosphore and
calcium parameters and protein electrophoresis were normal.
The chest radiography and the costal grill radiography were
normal. The ultrasound tomography of this tumefaction was
not helpful and showed only a periostal apposition. The CT
scan of the chest disclosed a cortical bone thickening of the
7th rib with a central small lacuna (Fig 1). The bone
scintigraphy showed an intensive hyperfixation in both the
7th rib and the superior extremity of the left leg (Fig 2). The
radiography of the left leg performed because of the



hyperfixation founded in the scintigraphy showed a fibrillar
monomelic aspect like flowing candles evoking the diagnosis of
melorheostosis (Fig3).

However, because of the atypical costal localization with lytic
lesion, a surgical costal biopsy was performed. Histopathologic
exam showed an abundance of osteoid bone without
mineralization and an increased of bone resorption suiting with
the diagnosis of melorheostosis. 
Therefore, 30 mg/day of pamidronate for a six consecutives
days were given intravenously leading to a disappearance of the
costal pain. Two years later, the patient is still asymptomatic
and bone scintigraphy showed the disappearance of the left
costal hyper fixation and the persistence of a moderate hyper
fixation in the third superior part of the left tibia (fig 4). 

DISCUSSION
Melorheostosis is a rare and progressive disorder characterized
by hyperostosis of the cortical bone. Since her original
description in 1922, more than 400 cases have been reported (1,
2, 6). This disease generally manifests itself in early childhood
and is evident by 20 years old in 40% to 50% of cases (2). Its
most common sites are the long tubular bones of the lower
limbs. The involvement of the ribs, as it was seen in our patient
is rare (3, 4, 5, 6). 
As it is a mesodermal disease, melorheostosis tends to be
segmental, involving one or more sclerotomes. One bone
(monostotic) or many bones (polystotic) may be affected. Most
cases have described skeletal abnormalities confined to one side
of the body (hemimelic) or to a single limb (monomelic),
especially the lower extremities. Our patient had two affected
bones (rib and proximal tibia). Typical symptoms are mild and
include pain, muscle contracture, ossification of the soft tissue
and articular limitation of the motion. However, some patients
may have severe functional limitation, hard pain and hand or
foot deformity. In our case, melorheostosis was revealed by an
intensive rib pain. 
Radiological studies revealed cortical and endosteal
hyperostosis lesions with the classic dripping or flowing candle
wax phenomenon following the outer rather than the inner

Figure 1 : CT scan of the chest showing a cortical bone thickening of
the 7th rib with a small lacuna

Figure 3 : X-ray of knee showing a typical candle wax appearance

Figure 2 : Bone scintigraphy of total body showing an intensive
hyperfixation in both the 7th rib and the superior extremity of the left leg

Figure 4 : Bone scintigraphy after two years showing disappearance of
left costal hyperfixation and the persistence of a moderate hyperfixation
in the third superior part of the left tibia.
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surface of the affected tubular bone. Conventional computed
tomography (CT) showed usually a cortical thickening of the
bone affected by melorheostosis. Multiplanar reconstruction of
CT scan confirmed the cortical thickening and showed a wavy
and sclerotic bony contour, reminiscent of flowing candle wax
(3). Bone scintigraphy revealed greatly increased radionuclide
uptake. In our patient, bone scintigraphy activity increased
markedly in the 7 th rib and proximal tibia which was an
asymptomatic lesion.
So, the diagnosis of melorheostosis is usually established on
radiological findings. Location in unusual sites, as in our case
should lead to biopsy. Histopathological lesion of
Melorheostotic bone showed an abundance of osteoid and
increased angiogenesis (7, 12). Increased osteoid without
mineralization indicated the overproduction of bone matrix like
our patient. Bone resorption also appeared to increase because
osteoclasts were numerous in melorheostotic bone, thus
suggesting a high rate of bone turnover. In addition,
transforming growth factor-beta was immunolocalized in the
periosteal fibroblasts, mesenchymal cells surrounding vessels,
endothelial cells, and osteoblasts, while basic fibroblast growth
factor was found in endothelial cells and mast cells near the
vessels (7, 12).
Despite the fact that the aetiology of melorheostosis remains
unknown, this sporadic illness is thought to occur as a result of
an embryonal metameric disturbance, which causes a failure in
intramembraneous and endochondral ossification. Genetic
implication is not clear. A loss of function mutations of the
LEMD3 gene was found in a few cases of melorheostosis (13).
An other hypothesis suggests that a neural infection (analogous
to herpes zoster) results in lesions spread along the distribution

of the associated sensory nerve root, with resultant scarring and
hyperostosis (2, 7). 
The treatment of melorheostosis should be considered only in
symptomatic cases. Nonsteroidal anti-inflammatory drugs,
nifedipine and even sympathetic blockers have been prescribed
in a attempt to alleviate pain with variable results (14).
Treatment with bisphosphonates in the case of melorheostosis
was given for the first time in 1976 in two patients who were
treated by 1200 mg/ day of etidronate for 5 months with a clear
improvement of the bone pain (15). Only three other cases were
reported (16, 17). In 2002, Donath J. reported a case of
extensive bilateral melorheostosis improved with 30mg/day of
Pamidronate infusion for 6 days (17). In our knowledge, our
patient is the 6th case improved by bisphosphonate. The
rationale use of this drug in melorheostosis is based on the fact
that it has been used in cases of heterotopic ossifications
underlying an antiosteoclastic effect (18). Moreover,
Pamidronate when used at a high concentration had anti-
inflammatory effects by inhibiting production of pro-
inflammatory cytokines (IL1, IL6 and TNF·) and increasing the
apoptosis of macrophages cells (19, 20, 21). 
However, surgical resection was indicated in some cases to
avoid complications like deformity or contractures (4, 10)   

CONCLUSION
Melorheostosis is a rare disorder of unkwown aetiology
affecting skeleton and adjacent soft tissue. Its clinical
presentation is not specific and its diagnosis is usually based on
radiologic findings.
Our case disclosed two particularities: the original discovery by
rib tumefaction and the improvement by pamidronate infusion.
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