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Introduction

Osteopoikilosis (OPK) is a rare condensing benign bone
osteopathy of unknown cause® %3, The first description of OPK dates
from 1915, by Albers-Schénberg* 5. Both autosomal dominant and
sporadic forms of OPK have been reported® 3. Herein, we describe
two Senegalese cases of this rare disease.

Observations

The first patient was a 35-year-old man who had consulted
in April 2016 for mechanical pain that was localized in hips, feet,
dorsal and lumbar spine. The clinical examination was normal.
Standard radiography revealed diffuse condensing lesions. They
were symmetrically distributed at periarticular locations, more
frequently in the epiphysis and metaphysis of femur bones, tarsal
bones, metatarsals, phalanges of feet and pelvic bones (figure 1).
Thoracic, abdominal and pelvic CT scans showed the same lesions
in the thoracic and lumbar spine (Figure 2). The CT scan did not
show any evidence of cancer, such as breast, kidney, thyroid or lung
cancers. Laboratory tests including blood count cells, C-reactive
protein, erythrocyte sedimentation rate, serum calcemia, serum
phosphorus were normal.

The diagnosis of OPK was retained. The patient was reassured
about the benign nature of the lesions, and received pain treatment.

Figure 1: Standard radiography of the pelvis and feet: diffuse condensing
lesions. They are symmetrically distributed in periarticular locations, more
frequently in the epiphysis and metaphysis of femur bones (A), and tarsal
bones, metatarsals, phalanges of feet (B) and pelvic bones (A).
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Figure 2: Pelvic, dorsal and lumbar spine CT scans: radiographic
images confirmed by CT scan (A). CT scan also found condensing
lesions in the dorsal and lumbar spine (D11 to L3) and posterior
joints (B).

Figure 3: Standard radiography of the ankles and feet, wrists and
hands and pelvis: diffuse condensing lesions. They are symmetrically
distributed in periarticular locations, more frequently in the
epiphysis and metaphysis of long tubular bones (A), carpal and
tarsal bones, metacarpals, metatarsals, phalanges of hands and
feet (B) and pelvic bones (A).

We did not research other cases of osteopoikilosis in our
patient’s relatives.

The second patient was a 32-year-old woman. She
consulted in September 2019 following a trauma of
the right foot. The radiography of the feet and ankles
unexpectedly found ovoid, symmetrical condensing lesions
on the bones of the tarsus, metatarsus and phalanges
(Figure 3). Complementary x-rays of the wrists and hands
and pelvis detected the same lesions (Figure 3). Laboratory
tests were normal as in the first case. The diagnosis of OPK

was retained based on the the typical radiographic lesions.
The patient was reassured about the benign nature of the
lesions. We did not research other cases of osteopoikilosis
in our patient’s relatives.

Discussion

Our 2 cases collected over a period of 3 years 06 months
suggest a rarity of the disease in our context. OPK is a rare
disease in any study population® #3357, The prevalence is
estimated at 1/50000 in the Western population®#3. In the
African literature, some observations have been reported,
particularly in North Africa, notably in Morocco and Tunis >
8.9.10.11 Tt is a disease that predominates in men with classic
asymptomatic clinical expression® 1213 but 15 to 20% of
patients report joint pain and swelling® %!, In one of our
patients the disease was revealed by osteo-articular pain
while in the other, the discovery was incidental on X-ray
images.

Radiologically, OPK lesions appear as sclerotic,
numerous, well defined, homogenous, circular or
ovoid, varying in size from a few millimeters to several
centimeters. They are symmetrically distributed in
periarticular locations, more frequently in the epiphysis
and metaphysis of long tubular bones, carpal and tarsal
bones, metacarpals, metatarsals, phalanges of hands and
feet and pelvic bones!® 1*1>1¢ Involvement of other bone
structures is less common and usually less marked?!? 4,
Lesions do not usually bind to bone scintigraphy!®. Thus,
the radiological description in our patients is in accordance
with the data in the literature and the spinal involvement in
the first patient is unusual.

OPK can be associated with several dermatologic
manifestations, such as dermatofibrosis lenticularis
disseminata (Buschke-Ollendorff syndrome), characterized
by multiple papular fibromas on the back, arms, and thighs,
or a predisposition to keloid formation, scleroderma-
like lesions or discoid lupus erythematosus® '* 17 18,
According to some authors, OPK has been associated with
other conditions such as dacryocystitis, heart or renal
malformations and endocrine disorders, dental and facial
anomalies as summarized by Gunal et al*'® and Sarralde et
al* 8 The association with other fibrous dysplasias such as
melorheostosis, striated osteopathy or tuberous sclerosis is
possible® * 20, Current literatures suggest loss-of-function
mutations of LEM domain containing 3 (LEMD3) gene
located on 12q might be the cause, and the mutation could
also affect soft tissue and skin, resulting in melorheostosis
and Buschke-Ollendorff syndrome® 2. In our patients,
osteopoikilosis was not associated with other diseases.

It is therefore important to know the radiological
semiology characteristic of this pathology in order
to reassure the patient, to avoid investigations and
unnecessary treatments!3. However, surveillance of the
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disease is necessary because of the possibility of serious
complications, including myelopathic ductal stenosis
syndrome, retractile fibrosis and malignant degeneration®
2223 The disease monitoring protocol is not well defined.

Conclusion

Osteopoikilosis is a rare disease. However, our two
observations confirm its existence in our practice. The
diagnosis is based on typical radiographic lesions and
normal biological tests. It is a benign disease, but it must
be monitored because of possible risk of malignant
degeneration.
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