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INTRODUCTION 

Osteopoikilosis (OPK) is a rare inherited bone condition that is transmitted 
(1,2) as an autosomal dominant trait or, in some cases, sporadic . It is usually 

asymptomatic and is often discovered by chance during routine radiographs. 

The patient's imaging shows numerous focal hyperostotic areas (bone 

islands) that tend to be located in periarticular osseous regions. In most 

cases, OPK can be seen on a simple radiograph, but further imaging such as 
(4,5) CT or MRI can reveal dense radio-opaque spots . 

The metaphysis and epiphysis of long bones are where the majority of the 

osteosclerotic lesions are found, mainly in and around the joint. It's critical 

to differentiate OPK from malignancy because the differential diagnosis 

includes osteoblastic bone metastasis, tuberous sclerosis, mastocytosis, 
(5, 6, and 7) melorheostosis, and osteopathic striata . 

This Case is presenting a 64-year-old man who has right knee pain, 

weakness, and buckling. The patient was prescribed nonsteroidal anti- 

inflammatory drugs (NSAID), which were ineffective. An AP and lateral 

radiograph of the right knee revealed multiple hyperostotic areas in the 

distal femur near the proximal tibia at the level of the patella associated 

calcific tendinitis of patellar tendon. 

CASE PRESENTATION 

A 64-year-old man was brought to the clinic by the chief complaint of knee 

pain, weakness, and buckling of the right knee. The plain radiograph 

revealed multiple bone islands at the vicinity of the knee joint at distal femur 

and proximal tibia as well as calcification/ ossification of the patellar 

tendon. MRI revealed the same focal low signal foci of osteosclerosis in the 

periarticular areas of knee joint associated with thickening of the patellar 

tendon suggesting chronic tendintis. (Figures 1 & 2) 

DISCUSSION 

Osteopoikilosis, also known as "spotted bone disease," is a rare benign 

sclerotic osteodysplasia with an autosomal dominant hereditary pattern that 
(8) can be detected incidentally during imaging for other reasons . OPK is 

thought to be caused by a mutation in the LEMD3 gene, which produces a 

protein that aids in bone formation. the mutation of LEMD3 gene results in 

(9) insufficient protein and excessive bone tissue . 

Genetic studies have revealed that LEMD3 encodes an inner nuclear 

membrane protein that inhibits the bone morphogenic proteins (BMPs) and 

transforming growth factor (TGF)-beta signaling pathways via interactions 

with specific SMAD family proteins. Loss-of-function mutations in LEMD3 

cause upregulation of downstream targets in both pathways, resulting in 

(10) altered fibroblast function and increased bone formation . Fibroblasts in 

affected patients produce more trophoblastic and elastin as a result of 

increased TGF-beta and BMP signaling, resulting in the distinctive 
(11,12) cutaneous phenotype . 

The estimated incidence of OPK is 1:50,000, and it can affect anyone 
(13) between the ages of 15 and 60. The ratio of males to females is 3:2 . 

Despite the fact that OPK is typically asymptomatic, about 20% of patients 

have been reported to experience some degree of articular pain or joint 
(14) effusion , as in this case where the patient initially complained of right 

knee pain. 

Osteopoikilosis does not progress to malignancy or weaken the bones, so 

there is no specific treatment for OPK other than patient education and 

reassurance. NSAIDs may be used to treat pain if necessary. This diagnosis 

should be kept in mind at all times in order to avoid unnecessary and costly 
(15) investigations . 

Differential diagnosis of OPK based on imaging characteristics includes 

Osteopathic Striata (e.g., sclerotic pattern is linear) 

Melorheostosis (e.g., sclerotic pattern mimic “candle wax “appearance) 

Tuberous Sclerosis (e.g., more diffuse bone islands through the skeleton) 

Sclerotic bone metastases. 

Osteomas (e.g., often large sclerotic pattern associated with Gardner 

syndrome) which may have similar clinical pictures, but those may 

require orthopedic treatment. 

In patients with characteristic clinical and radiologic findings, genetic 

testing is not routinely performed to confirm the diagnosis of OPK. If the 

diagnosis is unclear, genetic testing for germline mutations in the LEMD3 

gene may be useful in confirming the diagnosis and distinguishing OPK from 

other conditions associated with connective tissue nevi or sclerotic bone 

lesions. 

Osteopoikilosis may be associated with a rare skin condition called Buschke- 

Ollendorff syndrome which is characterized by skin growth called 

connective tissue nevi which is a rare autosomal dominant disorder with 

high penetrance and variable expressions in which sclerotic bone lesions are 
(1. 2, 17 and associated with connective tissue nevi, elastomas and collagenomas 

18) 
. 

CONCLUSION 

Osteopoikilosis (OPK) is an uncommon, rare inherited bone condition that is 

characterized by numerous hyperostotic foci that tend to localize in 

periarticular osseous regions. It is usually asymptomatic and is often 

discovered by chance during routine radiographs. We are reporting a 64 

years old man who initially presented with chief complain of right knee pain. 

Plain radiograph and MRI showed multiple hyperdense spots near the joint, 

associated with calcification/ ossification of patellar tendon typical for 

Osteopoikilosis with calcific tendinitis. 
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Figure Details: 

Figure 1A: Osteopoikilosis: Sixty 

four year old man with knee pain: 

AP Radiograph of the knee shows 

multiple osteosclerotic foci at 

distal femur and proximal tibia 

associated with calcific/ossific 

tendinitis of the origin of the 

patellar tendon. 

Figure 1B: Osteopoikilosis: Sixty 

four year old man with knee pain: 

Lateral Radiograph of the knee 

shows multiple osteosclerotic foci 

at distal femur and proximal tibia 

associated with calcific/ossific 

tendinitis of the origin of the patellar 

tendon. 

Figure 2A: Osteopoikilosis: Sixty 

four year old man with knee pain: 

Coronal T1WI: shows foci of low 

signal in distal femur and proximal 

tibia representing osteosclerotic 

areas in the bone. 

Figure 2B: Osteopoikilosis: Sixty 

four year old man with knee pain: 

Sagittal T1WI: shows foci of low 

signal in distal femur and proximal 

tibia representing osteosclerotic 

areas in the bone. Note thickening 

of patellar tendon indicating chronic 

tendintis. 
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