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Abstract

Melorheostosis is an exceptionally rare sclerosing hyperostosis. Recent 
studies of melorheostosis indicate that most cases arise from somatic MAP2K1 
mutations, those cases are more likely to have the classic “dripping candle 
wax” appearance on radiographs. It has an incidence of 0.9 cases per million 
inhabitants and it is distributed equally between both sexes.

Why Melorheostosis is a syndrome that pain physician need to know? The 
presenting features of melorheostosis are variable, depending on the site and 
extent of the bone disease and whether there is any associated soft tissue 
involvement. Some cases are identified from incidental radiographic findings, 
but the most common syndrome there will be chronic pain. Despite this, there is 
no any publication in “pain management journals”. 

In addition to drug treatment, which is in constant revision, we propose to 
apply Pulsed Radiofrequency of the nerves (PRF) to treat pain in melorheostosis 
based in the efficacy published. 

We reported a case of 39-year-old male suffering 15 years of chronic hip 
pain because of Melorheostosis. The results of PRF of articular branches of 
femoral and obturator nerves have been very successful.

 For radicular pain from spinal diseases, the evidence supports that PRF is 
an effective treatment. Similarly, PRF appears to be effective for post-herpetic 
neuralgia and occipital neuralgia. Nevertheless for others syndromes its 
effectiveness must be tested and even it is more necessary to communicate 
results in rare diseases as Melorheostosis which the number of treated patients 
is not very large. 
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Introduction
First described in 1922 as Leri’s disease, Melorheostosis is a 

rare sclerosing hyperostosis that typically affects the appendicular 
skeleton in a limited segmental fashion. It occasionally occurs on a 
background of another benign generalized sclerosing bone condition, 
known as osteopoikilosis caused by germline mutations in LEMD3, 
encoding the inner nuclear membrane protein MAN1, which 
modulates TGFβ/bone morphogenetic protein signaling. Recent 
studies of melorheostosis lesioned tissue indicate that most cases arise 
from somatic MAP2K1 mutations, those cases are more likely to have 
the classic “dripping candle wax” appearance on radiographs. It has 
an incidence of 0.9 cases per million inhabitants and it is distributed 
equally between both sexes.

Why Melorheostosis is a syndrome that pain physician need 
to know? The presenting features of melorheostosis are variable, 
depending on the site and extent of the bone disease and whether 
there is any associated soft tissue involvement. Some cases are 
identified from incidental radiographic findings, but pain is the most 
common presenting concern (83%) [1,2].

Medical treatments have been tested include bisphosphonates, 
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but there is not a definitive guidance on their use because of the small 
number of patients. Surgical intervention may be required for those 
with large bone growths, nerve entrapments, joint impingement 
syndromes or major limb deformities. Bone regrowth is possible after 
surgery and recurrent contractures represent a major issue in those 
with extensive associated soft tissue involvement [1,3]. 

Today, Chronic Pain Units offer pulsed radiofrequency (PRF), 
a new method in the treatment of pain which can be applied in 
Melorheostosis. For example, PRF of the articular branches of the 
femoral and obturator nerves offers a treatment option of hip pain 
[4,5]. 

Case Report
A 39-year-old male was referred to the Pain Unit for persistent 

pain after total hip replacement. After 15 years of chronic pain and 
different ineffective pharmacological treatments, hip arthroscopy was 
performed that visualized areas of intra-articular bone growth that 
were removed. A postoperative radiology control showed different 
areas of these growing and a cortical thickening of the femur was 
noted (Figure 1). Analytics, including acute phase reactants, were 
normal. Bone scintigraphy shows tracer hypercaptation in the right 
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internal femoral cortex with bone cortex hypertrophy and proximal 
third of the right tibia compatible with Melorheostosis syndrome.

However, pain and mechanical impotence persisted and a total 
hip replacement was placed (Figure 2). After the second intervention, 
the patient continued with intermittent, oppressive pains, which 
improved with rest and exacerbated with mobilization, tingling 
sensation and cramps located in the external area of the thigh, groin 
and quadriceps.

On physical examination, limitation of passive and active joint 
mobility was detected, which was painful and increased to external 
and internal rotation. Also a non-mobile stone tumor in the lower 

third of the femur was detected. The maximum intensity of pain 
referred by the patient was 8 out of 10 on the Visual Analog Scale 
(VAS).

Given these findings, it was decided to perform a diagnostic-
therapeutic block of the right obturator nerve and the femoral nerve 
with 10 ml of 0.25% levobupivacaine and 4 mg of dexamethasone, in 
each nerve, with marked improvement of the painful clinic during 
the two following months, referring the patient a maximum pain 
intensity of 3 over 8 on the analog visual scale. Due to the effectiveness 
of the block, 45 V Pulsed Radiofrequency (RF) was subsequently 
carried out in order to prolong the analgesia. We used two 20G 
radiofrequency needles 15 cm long and 10 mm active tip were used 
for 6 minutes (Figure 3). The patient was evaluated one month after 
the neuromodulative procedure and a decrease in pain of 2 out of 8 
was observed in VAS.

Currently, the patient is 42 years old, pulsed radiofrequency of 
right femoral nerves and obturator is performed every 4-5 months that 
have improved their quality of life, pain and mobility. Occasionally, 
when clinically he exhibits muscular contractures, especially in 
iliopsoas, muscle block is also performed with local anesthetic and 
corticosteroid.

Discussion
The hip joint has a multiple sensory innervation from the sensory 

branches of the gluteal, femoral, obturator and sciatic nerves.

In our case, the patient reported more intense pain in the 
anterolateral face of the joint, so, given the suspicion of involvement 
of the sensitive territory innervated by the obturator nerve and 
resistance to pharmacological treatment, it was decided to perform a 
diagnostic nerve block of the nerve right shutter with local anesthetic 
[6]. 

Several ultrasound-guided obturator nerve block techniques are 
used to prevent thigh adductor jerk (during transurethral resection), 
provide analgesia for knee surgery, treat hip pain and improve hip 
adductor spasticity [7]. 

The anesthetic blockade and pulsed RF are performed on these 
nerves in order to produced enervation and block the painful impulse 
transmission [5].

Recently has been published a new review about whether PRF 

Figure 1A: Anteroposterior x-ray of the pelvis of the right hip: Post-surgical 
control of hip arthroscopy.

Figure 1B: CT scan, 3D reconstruction. Areas of subchondral sclerosis 
are observed in the head of the right femur with thickening of the inferior 
cortex and bone proliferation that has been reduced after surgery. Reviewing 
previous studies, it shows an involvement of the entire MID in the form of 
cortical thickening - undulating periostitis that affects the lower two thirds of 
the femur, on its medial face, and patched in the tibia (anterior region of the 
proximal and lateral diaphysis of the distal diaphysis), together with small 
intraosseous, sclerous lesions, such as those visible in the femoral head, 
which are located in the epiphyses of the distal femur, proximal tibia, and tibial 
pylon. The findings correspond to a meloreostosis (monomielic hyperostotic 
osteopathy).

Figure 2: Post-surgical hip replacement rx control.

Figure 3: Obturator distal guided block with ultrasound echography.
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is the appropriate option for managing the various peripheral 
neuropathic pain conditions. This review shows that PRF can be a 
beneficial treatment option without serious complications for some 
peripheral neuropathic pain disorders [5]. Few cases of complications 
have been described after its performance, although its blockage can 
occur as in any nerve block, neuropathy, infection, vascular puncture 
and even visceral puncture, for example bladder. In order to minimize 
these complications, in our case, it was decided to perform the guided 
block with ultrasound echography and a distal approach in which 
the anterior and posterior branches are blocked separately by two 
different needles toward the interfascial planes where each branch 
lies [7] (Figure 3).

Conclusion
Melorheostosis is a rare cause of hyperostosis osteopathy but 

in most cases it causes severe and disabling pain in a single, usually 
lower limb. Hence, it is important to think about it in order to reach 
an early diagnosis that allows it to be treated properly. Pulsed RF of 
the obdurate and femoral nerves can be an effective treatment for the 
management of hip pain secondary to melorheostosis. However, it 
is not a hazard-free technique that must be carried out by trained 
personnel in its practice.
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