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Abstract
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Dysplasia epiphysealis hemimelica is a rare nonhereditary epiphyseal disease that mimics synovial chondromatosis
and osteochondroma of the joints. The disease mainly involves long bones of the lower extremities and tarsal bones.
Herein we report 21-year old woman who presented with pain and limited range of ankle motion, who underwent
surgical excision of talus exostosis after preoperative imaging and careful planning. After that she was discharged and
her problem improved and she have no problem in three year follow up. Pathologic examination of specimen confirm

the diagnosis.

Key words: Dysplasia epiphysealis hemimelica, Talus

Introduction

ysplasia epiphysealis hemimelica is a rare develop-
Dmental disorder of epiphyseal osteocartilaginous

growth in children,usually in the lower limbs. Be-
lotin 1926 first described this disorder (1). The etiology
of dysplasia epiphysealis hemimelica is unknown (2,3).
The pathological findings are similar to those described
for solitary osteochondromas The most common sites
of involvement are the distal femur,proximal tibia, ta-
lus, and navicular .The presenting complaint usually is
deformity and limited range of motion in the affected
joint (4). Dysplasia epiphysealis hemimelica usually
stops growing once maturity is reached,but incongruity
if joints lead to osteoarthritis,malignant transformation
has not been reported (5).

Case Report

The case was a 21year old woman with complaine
of ankle pain in stair claiming and long stand walking
and running, which was started few months ago and
was aggravated by time. In physical examination she
had varus hind foot deformity, limited active and
passive dorsiflexion but normal plantar flexion and
supination and pronation. In x-ray, she had an exostosis
in anterolateral portion of talar neck (Figure1).CT scan
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and MRI documented the diagnosis and help us for
surgical plane (Figure 2,3). We approached patient with
anterolateral incision and excise the lesion (Figure 4) and
pathologist reported osteochondroma. We followed the
patent for 3 years and fortunately she has no problem.

Discussion

Hemimelical involvement and connection with
the epiphysis are important features of Dysplasia
epiphysealis hemimelica (DEH) , The lesion consists of
osteocartilaginous tissue arising from the epiphysis and
usually is hemimelic (either the lateral or the medial
part of the ossification centers is involved). Although
the incidence has been reported as one per million, it is
likely higher than that.Mouchet and Belot in 1926 first
described this as a tarsal bone disorder and used the
term Tarsomegalie (1). In 1950 Trevor used the term
tarso-epiphyseal aclasis, In 1956 Fairbank used the
now common term dysplasia epiphysealis hemimelica.
The etiology of dysplasia epiphysealis hemimelica
is unknown (2,3,4). It has been hypothesized that
this condition represents a fundamental defect in
the regulation of one side of the affected epiphysis,
may be single or multiple, The most common sites of
involvement are the distal femur,proximal tibia, talus,
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Figure 1. Dysplasia Epiphysealis Hemimelica
on the anterolateral corner of talar neck pre-
senting with pain and motion limitation in a
21-year-old woman.

and navicular (5). The usual symptom is the presence
of deformity and limited range of motion in the affected
joint. Other symptoms include a limp, muscle wasting,
and, limb length discrepancy. Angular malalignment of
the knee (valgum or varum), ankle, and hindfoot (valgus)
may be evident. The affected portion of the epiphysis is
enlarged and a mass may be palpable. Articular surface
irregularity may lead to early secondary osteoarthritis.
In x-rays of mature bones a multicentric radiodensity
develops adjacent to the epiphysis or tarsal bone
Magnetic resonance imaging and computed tomography
are more useful than radiography in identifying such
epiphyseal involvement (6-9). DEH is usually mistaken
for synovial chondromatosis, which is a geriatric
disorder (8). Dysplasia epiphysealis hemimelica usually
stops growing once maturity is reached,but incongruity
if joints lead to osteoarthritis, malignant transformation
has not been reported (10). Conservative treatment
is recommended when there is no pain or deformity,
surgical excision should be undertaken if the lesion
is painful, deformity is occurring or joint function is
limited. Surgery should be aggressive and early to
avoid joint deformity and stiffening (11). Nonetheless,
treatment should be cutomised, as patient expectations
(cosmetic and wish to play sports) are important
Recurrence is common, and repeated local excision is
often required. Any angular deformities can be treated
with corrective osteotomy. Histopathologically, it was
not possible to distinguish DEH from osteochondroma
(12). With special molecular tests (EXT1, EXT2), genetic
expressions can be analysed. Gene expressions are
in normal ranges in DEH, whereas they are lower in
ostechondroma (owing to a mutation) (12,13,14) These
tests are costly, hence clinical and radiological findings
are important diagnostic tools.

Figure 2 (left) and 3 (right). CT scan view of the talonavicular joint revealing the osseous le-
sion on top of the distal talar nack.

Figure 4. Post-operative radiography of the patients after excision
of the lesion to the level of talonavicular joint
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