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A female, seven-year-old, caucasian pa-
tient with pain and increased volume in the
right gluteal region, besides limited rota-
tion of the coxofemoral joint at the same
side for four months. Additionally, the pa-
tient presented bilateral hallux valgus de-
formity and history of a tumor in the pos-
terior cervical region with no previous
trauma, and with motion limitation for five
years.

Figure 2. Multidetector computed tomography, axial view (A), coronal re-

construction (B), and sagittal reconstruction (C).
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Figure 1. Radiography of the feet, anteroposterior

view.
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Images description

Figure 1. Radiography of the feet, an-
teroposterior view, demonstrating bilateral
hallux valgus deformity and shortening of
the hallux.

Figure 2. Multidetector computed to-
mography, axial section and coronal and
sagittal reformatting, demonstrating right-
sided calcification in the gluteus maximus
muscle.

Diagnosis: Fibrodysplasia ossificans
progressiva.

COMMENTS

Fibrodysplasia ossificans progressiva is
a condition resulting from autosomal domi-
nant inheritance with variable expression(1)

and primary involvement of the conjunc-
tive tissue(2). This disease is characterized
by congenital malformation of the hallux
and progressive heterotopic calcifica-
tions(3), causing deformities and lifelong
disability. This is a rare condition whose
physiopathogenesis consists of a slow and
progressive fibroblastic proliferation, with
subsequent ossification and calcification of
the conjunctive tissue(2).

Fibrodysplasia ossificans progressiva,
also known as myositis ossificans progres-
sive or Münchmeyer’syndrome(1), was first
reported by Guy Patin describing a
“woman who turned into wood”(4).

With a prevalence of 0.61 case per mil-
lion inhabitants(5) and about 700 cases
identified in worldwide up to 2008(6), this
disease affects all ethnic groups, and is
more prevalent in men than in women at a
ratio of 4:1(5). Preferentially, children and
young adults are affected, on average at the
3.6 years of age(7).

It is associated with congenital bone
malformations, with bilateral hallux val-
gus deformity and shortening of the hal-
lux being the most significant findings for
raising diagnostic suspicion (reported in
79% to 100% of patients)(3,7). Hand mal-
formations, such as shortening of the first
metacarpal bones and brachymesopha-
langia with clinodactyly of the fifth fin-
ger, also may be associated(7), but, in the

present case these alterations were not ob-
served.

The natural course of the disease is char-
acterized by remissions and exacerbation
episodes precipitated by local trauma (vac-
cinations, anesthetic infiltrations, surger-
ies)(2,4,7) and infections by the influenza
virus(8). Typically, patients present a local-
ized soft-tissue swelling associated with
pain and low-grade fever. Along time the
soft-tissue masses coalesce, fibrose and
calcify, forming “bony bridges” in weeks(2).

Typically, heterotopic osteogenesis oc-
curs simultaneously in more than one ana-
tomic region, affecting muscles, fasciae,
ligaments, tendons and articular capsules(2).
Smooth and cardiac musculatures are not
involved(9).

It is a disabling disease, with cranio-
caudal progression and from axial to ap-
pendicular bones, primarily affecting the
vertebral spine, shoulders, hips and periph-
eral joints(4).

Main radiographic findings include
soft-tissues swelling, ectopic ossification,
hallux valgus deformity, microdactyly,
clinodactyly, monophalanx, scoliosis and
subluxation(10). Bone scintigraphy can de-
tect areas with ectopic calcification before
radiography can do it, and also may be uti-
lized for determining the disease extent.
The application of computed tomography
and magnetic resonance imaging is still to
be established, but these methods seem to
be promising tools in the staging the dis-
ease, as well as for detecting new foci un-
detectable by radiography(2).

The histopathology of this disease var-
ies with the lesion progression time, and
alteration can be observed only in the af-
fected areas. This focal and evolutive be-
havior justifies the normal results of the
biopsy performed in a non-affected area
early in the course of the disease. Gener-
ally, precocious lesions present lymphocyte
infiltration, macrophages and fibroblasts,
later extending to conjunctive tissues with
central ossification where osteoblasts, os-
teocytes and osteoclasts can be observed(7).

The diagnosis must be reached in the
neonatal period and should be based on

clinical and imaging criteria, considering
the invasive procedures (surgical resection,
biopsy) accelerate the disease progres-
sion(4). Differential diagnoses are limited,
since the patient’s phenotype, clinical his-
tory and radiographic findings practically
define the diagnosis of fibrodysplasia
ossificans progressive. However, other
causes for ectopic ossification deserve to
be mentioned, such as Albright’s heredi-
tary dystrophy, pseudomalignant hetero-
topic ossification, progressive osseous
heterodysplasia and osteosarcoma(3,7).

Up to the present, no effective therapy
is available. The disease management is
conservative, and based on the primum non
nocere principle, avoiding every and all
condition which could potentially unleash
ectopic ossification(7). The prognosis is
poor and, generally the death occurs be-
cause of respiratory failure and cor pulmo-
nale as a result of thoracic restriction(4).
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