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was recurrence of the contractures of the middle, ring, 
and little fingers of the right hand and the little finger of 
the left hand [Figures 5 and 6].

Treatment of mitten hands as a result of epidermolysis 
dystrophica is very challenging. The only available treatment 
of this condition, once contractures are established is surgery. 
The scars are incised and the contracture thereby released. 
The defect produced thus is coveredwith split thickness 
skin graft. All shearing forces have to be avoided both by 
the anesthetists and the surgeons and then, continuously, 
throughout the post‑operative period. For long‑term 
success, this must be followed by education of the child 
and parents, and long‑term splinting, regular physiotherapy, 
and meticulous skin care. Unfortunately, a high rate of 
recurrence is common. Vozdvizhensky and Albanova, in 
Russia, reported recurrence in 53.5% of 19 patients.[3]

S Marin‑Bertolin and colleagues reported on similar 
management in of four patients with a long‑term recurrence 
rate of 100%.[4] Terrill and colleagues reported a recurrence 

Figure 5: Left hand 3 years post-op

Figure 6: Bilateral hand 3 years post-op

rate of 13% after 1 year and 67% after 5 years in 45 patients.[5]
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Mandibular distraction in a 
75‑day‑old child with severe 
Pierre Robin sequence

Sir,
Management of respiratory distress associated with severe 
form of Pierre Robin sequence is challenging and involves 
medical and surgical interventions.[1] Though tongue 
lip adhesion procedure was common, the advent of 
distraction osteogenesis has improved outcomes.[2][3] We 
were referred a child with such severe form of Pierre Robin 
sequence associated with inability to lie supine [Figure 1]. 
The child was always being nursed prone and had three 
episodes of respiratory distress needing ventilator support 
within the first 2 months of birth. An attempt to manage 
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the child with tongue lip adhesion was unsuccessful. 
Hence, it was planned to do distraction of the mandible 
(at 75 days of age).However, we had difficulty in sourcing a 
paediatric distractor as even the standard companies had 
to get it from abroad, which would take some time. In this 
situation, we had to intervene right away, and hence, we 
used an adult distractor in a modified way successfully to 
help distract the paediatric mandible.

Under general anaesthesia and after tracheostomy, 

the angle of the mandible was exposed through a 

submandibular approach [Figure 2].  An oblique osteotomy 

was made at the angle of mandible and a 25‑mm intraoral 

adult external fixation device (Mandibular Distractor, 

Figure 1: Preoperative photographs of the child: (a) frontal view; (b) lateral 
view; (c) radiograph showing reduced airway space behind the tongue
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Figure 2: (a) Intraoperative photographs showing fixation of the distraction 
device onto the mandible; (b) radiograph during course of distraction with the 
red arrows demonstrating the bone margins, with new bone formation in the 

intervening space
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Figure 3: The mandibular distractor used (Mandibular Distractor, 
Trimos Sharma, Mumbai, India)

Trimos‑Sharma, Mumbai, India) [Figure 3] was inverted 
and attached to allow distraction. The distractor was fixed 
bilaterally. The distractor was inserted through a different 
incision with leeway to allow for movement of the distractor 
arms without stretching the skin. It was activated from 
the day after surgery at a rate of one turn every 8 h, or 
3 turns per day,[4] which corresponds to a lengthening of 
1.5 mm/day. A nasogastric tube was secured to facilitate 
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feeding. By the fourth day, the child was comfortable lying 
supine and breathing spontaneously, even on blocking the 
tracheostomy tube. The tracheostomy tube was removed 
on the fifth day. On the eighth day, the distraction device 
felt very tight and the child was obviously uncomfortable. 
So, distraction was stopped. The child was converted onto 
oral feeds shortly after. The external fixator was left in situ 
to allow consolidation of the osteotomy for 7 weeks. The 
child progressed well with good weight gain, from 3.1 kg at 
the beginning of distraction to 4.8 kg after 7 weeks, when 
the device was removed. Healing was uneventful and the 
mandibular position has been maintained [Figure 4]. The 
child has suffered no further respiratory distress.

Though distraction is an accepted method of treatment 
for such cases, paediatric distractors are not readily 
available and are prohibitively expensive. We have 
described a method of distracting the paediatric mandible 
by using an intraoral adult distractor extraorally with 
successful outcome.
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Figure 4: Postoperative images showing the frontal, profile views and the lateral skull radiograph
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A very large Marjolin’s ulcer 
on back without lymph node 
metastasis

Sir,
Malignant transformation occurring in an area of 
previously traumatised, chronically inflammed[1] or 
scarred skin[2] is called Marjolin’s ulcer.

A 40‑year‑old male patient presented with a large, 
painful, nonhealing ulcer on the back. He had a history 
of burns at one year of age. The patient first noticed 
a small ulcer five years before, which kept increasing 
in size [Figure 1]. The ulcer extended from the right 
posterior axillary line to the left posterior axillary 
line and from the nape of the neck to the lower back. 
It measured 43 × 23‑28 cm in size (approximately 
1120 cm2). The axillary and groin lymph nodes on both 
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