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Perilunate dislocation in adult male with Larsen’s 
syndrome: A case report
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Introduction

Larsen Syndrome (LS) is a rare genetic disorder of osteochon-
drodysplasia and was first described by Larsen in 1950 [1]. LS is 
genetically heterogeneous and consists of an autosomal domi-
nant disorder; however, autosomal recessive and sporadic dis-
orders have also been reported [2-4]. Genetic testing is helpful 
in diagnosing LS patients with atypical or milder clinical manifes-
tations [5]. LS manifests clinically by distinctive facial features, 
multiple joint dislocations of the hip, knee, and elbow joints, 
and spinal abnormalities, including scoliosis and cervical kypho-
sis. Other musculoskeletal manifestations include equinovarus 
or equinovalgus foot deformities and cylindrically shaped fin-
gers [6-8]. Characteristic craniofacial anomalies include frontal 
protrusion, depressed nasal bridge, midface hypoplasia, and 
ocular hypertelorism [9]. Other features, such as cleft palate, 
occur in 23-50% of patients from LS, and hearing loss results 
from malformations of the ossicles [10,11].

In this report, we present an adult male who was diagnosed 
with LS and had been experiencing nontraumatic wrist pain for 
six months, which we diagnosed as perilunate dislocation. How-
ever, we could not determine whether it was a congenital or 
spontaneous dislocation because the symptoms appeared late 
and the radiograph of the wrist showed mild arthritic changes.

Case presentation

A 28-year-old male farm worker, who had previously been 
diagnosed with LS, was referred to the hand clinic at the Royal 
Rehabilitation Center at King Hussein Medical City in Amman, 
the capital of Jordan, with a six-month history of left wrist pain. 
The patient did not recoil any trauma and was initially treated 
with a splint. He was diagnosed with LS based on clinical find-
ings. At birth, he had a cleft palate and classical craniofacial mal-
formation, including a flat face, prominent forehead, depressed 
nasal bridge, malar flattening, and ocular hypertelorism. He was 
admitted to the neonatal intensive care unit due to respiratory 
distress and stridor, and was found to have subglottic stenosis. 
The patient underwent tracheostomy and cleft palate surgery 
at 1.5 years of age. He has laryngomalacia and tracheomalacia, 
and his stature is short. However, no joint dislocations or spinal 
problems were noted, and he had no hearing loss. The patient 
was admitted repeatedly for a recurrent chest infection.

The wrist pain started insidiously and was associated with 
limited range of motion and mild swelling. The patient neglect-
ed the symptoms for months. He then visited a local orthopedic 
surgeon and the patient’s radiographs showed a perilunate dis-
location (Figure 1). Therefore, a removable splint was applied 
and he was referred to a hand clinic. 
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The radiograph of the wrist showed that the lunate was 
subluxated and rotated in the lunate fossa, and the perilunate 
bones were dislocated. The contralateral right side had hypo-
plastic carpal bones, especially the trapezoid, trapezium, and 
scaphoid. An examination of the wrist CT showed cystic changes 
of the carpal bone with arthritic changes, Figure 2. 

The patient described tolerable pain that increased with ac-
tivity. Examination revealed mild wrist swelling and tenderness 
on deep palpation of the wrist, and no neurologic symptoms or 
deficits were noted. The range of motion of the affected wrist 
was as follows: Flexion 70°, extension 60°, radial deviation 20°, 
and ulnar deviation 30° compared with the contralateral wrist 
(90° flexion and extension, 40° radial and ulnar deviations, Fig-
ure 3. The power grip of the left hand was 14 kg compared with 
28 kg for the normal right hand. The pinch grip was 7.75 kg on 
the left side and 8.5 kg on the right side. 

Figure 1: Wrist radiograph. a, c) left perilunate dislocation and right 
hypoplastic carpal bones. b, d) lateral view showed left perilunate 
dislocation.

Figure 2: a, b) Coronal and c, d) sagittal left wrist CT showed perilu-
nate dislocation and carpal bones degenerative changes. 

The patient reported that his symptoms were relieved with 
a splint and analgesics. He was counseled about the future con-
sequences of his condition and the possible need for total wrist 
arthrodesis or radioscapholunate fusion once his pain wors-
ened. The patient was satisfied with the conservative treatment 
and further management will be based on the evolution of his 
symptoms.

Figure 3: Clinical image demonstrated restricted a) wrist extension 
and b) wrist flexion.

Discussion

Joint dislocations associated with LS usually involve the large 
joints, including the hip, knee, shoulder, and elbow, in the form 
of radial head dislocation. However, joint hypermobility predis-
poses to multiple joint dislocations [7]. Spinal deformities asso-
ciated with LS have been extensively described in the literature, 
with kyphosis of the cervical spine being the most serious or-
thopedic manifestation and carrying the risk of life-threatening 
paralysis. Nevertheless, early surgical stabilization of the cervi-
cal spine and major joint dislocations play an important role in 
the treatment of this syndrome [12]. However, to our knowl-
edge, no cases of perilunate dislocation have been reported in 
the literature as a manifestation of LS.

In this case, we report a 28-year-old adult male who pre-
sented with perilunate dislocation in the absence of trauma. 
However, we cannot determine whether the dislocation was 
congenital or acquired because wrist radiographs were not 
available before the onset of symptoms. The patient’s symp-
toms have been present for six months and he denied any pre-
vious symptoms. If we assume that it is a congenital dislocation, 
we would expect a more destroyed joint on the radiograph in 
such a chronic dislocation. However, a congenital dislocation is 
better tolerated by patients than a traumatic dislocation, and 
the appearance of symptoms could represent the development 
of arthritic wrist changes in a long-term dislocation. Another 
suggestion is that it was a recent dislocation because symptoms 
lasted only a short time and radiographs showed mild changes. 
However, due to the lack of previous radiographs, we cannot 
confirm any theory.

Lunate and perilunate dislocations are high-energy wrist in-
juries and are associated with poor functional outcomes. How-
ever, the absence of previous trauma suggests that this dislo-
cation was part of LS. Therefore, we recommend radiographic 
examination of all joints as soon as LS is suspected.

Conclusion

LS exhibit typical musculoskeletal deformities. Joint dislo-
cations described with LS include the hip, knee, shoulder, and 
elbow. However, atypical dislocations such as perilunate may 
also occur in LS. Therefore, asymptomatic joints should also be 
examined.
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