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Multiple joint dislocations is a rare problem. Often the diagnosis is difficult and treatment which may have to customized on a individual basis. It is more difficult when there are multiple conditions presenting with more or less same clinical features. 

Case Report

8 days old neonate presented with deformities in both upper and lower limbs and facial abnormalities. There were no significant antenatal problems. She was born by LSCS and was breach presentation. There was no history of consanguineous marriage. There was no history of congenital anomalies in the family.
Examination of the face showed prominent forehead, widened eyes and depressed nasal bridge. [Fig 1]. Upper limbs showed clinically normal shoulder and hands but elbows showed flexion deformity, abnormal mobility of the elbows. X-rays of the elbows showed bilateral deficient lower end of humeri. [Fig 2].
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Fig. 1

In the lower limbs examination showed bilateral dislocated hips, bilateral dislocated knees with hyperextension and equino valgus deformity of both ankles [Fig3]. The neck was short and there was no spinal anomalies. The chest wall showed Harrison’s sulcus and an elastic appearing thoracic cage.
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Fig. 2
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Fig. 3

Blood investigations were with in normal limits. Radiological investigations showed bilateral elbow dislocations,bilateral hip and knee dislocations and valgus at subtalar joints (Fig 3). Lateral x-ray of ankle joint showed accessory calcaneal ossicle which is considered pathagnomonic of Larsen’s syndrome [Fig 4].  MRI  scan of the cervical spine which was found to be normal
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Fig. 4

In view of the above clinical and radiological features a diagnosis of Larsen’s Syndrome was made. After evaluation of the spine especially the cervical spine, at the age of 6 months, the dislocations of the knees were treated by open reduction and quadriceps-plasty. The reduced knee joints were stabilized with K wires [Fig 5] and knee immobilized in flexion for six weeks and K wires removed at six weeks.
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Fig. 5

Pt was followed up regularly. At three years of age she walks with support, stands on her own. The hips which were bilaterally dislocated were left alone. She has a 0-90 degree motion of the knee with active extension. She has severe plano-valgus deformity and is using an alkathine AFO.

DISCUSSION

Larsen’s syndrome is a rare autosomal dominant disorder. It is characterized by generalized ligamentous laxity, hypotonia, dysmorphic facial features, multiple dislocated joints. It affects the axial, appendicular and face .In the face prominent forehead, widened eyes [hypertelorism], and depressed nasal bridge are common features. In the axial skeleton it affects the cervical spine with cervical kyphosis and cervical spinal cord compression and also cervical spondylolisthesis at C6-C7 or C7-T1 and hyperlordosis. Evaluation of cervical spine must be done before any surgical procedure is attempted, as during anesthesia fatal cord compression can occur. The cervical kyphosis may not need immediate fusion  but care must be taken during intubation. The other anesthetic problems that can occur are  due to tracheo- laryngomalcia. Lesions of mitral valve and aorta have been reported. The thoracic cage can be plastic and costochondral joints can be lax and bracing for scoliosis should be done with caution as this can cause deformation of the chest wall due to scoliosis pads. Scoliosis and spondylolisthesis can occur but need fusion only if progressive.
In the hands spatulate thumb, long cylindrical fingers and dislocated metacarpo- phalengeal thumb are common features In the elbow humero radial and humero ulnar dislocations can occur. No active surgical interventions are usually required as the function is reasonably good. If needed radial head excision can be performed at maturity. Sometimes webbing and severe flexion contracture can occur. Rarely proximal radio-ulnar synstosis can occur 
The lower limbs are involved and present with a spectrum of findings. The hips are unilaterally or bilaterally dislocated . If bilateral they can be left alone. Larsen himself advocated leaving the bilateral dislocations alone  . Unilateral dislocations must be reduced by closed or open reduction . The interesting thing about dislocations of the hip in this condition is absence of hyperlordosis The knees are usually hyper extended or dislocated anteriorly and need to be treated by serial casting , open reduction and quadriceps plasty  or femoral shortening to achieve flexion. 

The feet shows equino valgus or varus deformity but it is advisable to wait till child is full weight bearing. They are usually asymptomatic and usually controlled well with orthosis.  Lateral radiograph of the ankle shows accessory calcaneal ossicle which is pathognomonic of Larsen’s syndrome [Fig 6].
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Fig. 6

The differential diagnosis of Larsen’s syndrome is classified based on two phenomena- 
1.  Due to ligamentous laxity  

2. Due to contractures and deformities. 
The differential diagnosis of ligamentous laxity include Marfans and Ehler Danlos syndrome. Ehler Danlos syndrome and Marfan’s syndrome do not show multiple joint dislocations like Larsen’s syndrome. Also Marfan’s syndrome in addition to distinct clinical features has definite diagnostic criteria. Differential diagnosis of joint contractures and deformities include Arthrogryphosis and Beal’s syndrome. Patients with Arthrogryphosis and Beal’s syndrome have rigid joints while in Larsen’s are relatively mobile joints. Also Beal’s syndrome patients have crumbed pinna which is characteristic. The typical clinical features of facial deformities and multiple dislocated joints and the pathognomonic accessory calcaneal osssicle on x-rays points to the diagnosis.
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