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ABSTRACT

Dupuytren’s disease of the hand has only been rarely reported in children and is rarer still in infants.
Only a few histologically confirmed diagnoses are found in literature. We report a case in a 4-month-
old infant with Dupuytren’s disease of palm and thumb who required surgery at 6 months of age.
Histology confirmed the diagnosis of Dupuytren’s disease. The purpose of this report is to show the
importance of differential diagnosis of nodules and fibrotic bands in children’s hands as paediatric
patients may be seen by a variety of treating physicians, not only plastic surgeons or pathologists.
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INTRODUCTION

upuytren’s disease commonly affects men over

the age of 40 years. It is very rare to find it in

the paediatric age group. A 14-year-old boy
with flexion contractures of the ring and little fingers
with a similar affection in the plantar fascia was the
first reported case of histologically proven Dupuytren’s
disease in a child."! Urban et al,”? in their study on
nine cases, proved eight cases of Dupuytren’s disease
histologically. The youngest case in this study was 9 years
of age. Only two cases of Dupuytren’s occurring in an
infant have been reported.Pl One was in a 10-month-old
boy with a flexion deformity of the distal interphalangeal
joint progressively involving proximal interphalangeal
joint. The surgery was performed at 18 months of age
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and histology of the excised tissue showed features of
Dupuytren’s disease. The other was a 6-month-old child,
with Dupuytren’s disease involving the ring finger.! We
report a case of histologically proven Dupuytren’s in a
4-month-old male child.

CASE REPORT

A 4-month-old male child was referred with a swelling
in the left palm and an associated palmar cord to the
thumb. There was no family history of Dupuytren’s
disease. Examination revealed a palpable plaque of
tissue deep to the skin at the base of the thumb, with a
cord extending distally to the radial side of the proximal
phalanx. There were multiple shallow skin pits visible in
the palm [Figure 1]. The thumb could not be extended
passively. The features were thought to be similar to
Dupuytren’s in an adult. The child did not have any other
associated features of fibromatosis in other sites. The
boy was reviewed 2 months later and the disease was
progressively increasing in intensity. The parents noticed
a slight reluctance by the boy to use the thumb. The
infant underwent an excision biopsy at 6 months of age.
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An incision along the palmar crease was used in the palm
and another incision onto the thumb [Figures 2 and 3].
The mass was excised [Figures 4-6]. It did not involve
the digital nerves or the vessels. The excised mass was
sent for histological examination which demonstrated
hypercellular fibromatosis, typical of Dupuytren’s disease
[Figure 7]. There were no malignant changes. The hand
was immobilised for 2 weeks and subsequently treated
by mobilisation and an extension night splint.

DISCUSSION

Dupuytren’s disease is a benign, progressive,
fibro-proliferative, chronic disorder that results in
abnormal scar-like tissue in the palmar fascia of the
hand. Extension to the digits causes progressive

digital flexion contractures. Limited fasciectomy and
limited dermofasciectomy are the techniques mostly

Figure 1: Preoperative picture showing pits over the thenar eminence

used.P! Dupuytren’s disease in children is a rare entity. In
a review of 66 excised childhood fibrous tumours, only
three proved to be palmar fibromatosis, but no further
specific details were mentioned. One study identified
108 cases of fibromatosis in children in a 25-year period,
from which there were only three cases of Dupuytren’s
disease.”l Several studies have, however, identified
certain features in respect of the appearance of this
disease in childhood.?#8)

Dupuytren’s disease in infants is exceedingly rare. There
are only three recorded histologically proven cases
in children less than 9 years of age, of which only two
were infants.” Other causes of flexion contracture of the
fingers include camptodactyly, burns, congenital ulnar
drift" and infantile digital fibromatosis.!""'?

Fibrous tissue tumours are more commonly reported

Figure 2: Plan of incision along the palmar crease

Figure 3: Incision over the thumb to release the interphalangeal and
metacarpophalangeal joint

Figure 4: Picture showing the thickened palmar fascia
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Figure 5: Picture showing the excised tissue

Figure 6: Immediate postoperative picture

Figure 7: High-power view of the histology confirming fibrosis due to
Dupuytren’s disease

than other causes of contracture. A diagnosis of
Dupuytren’s disease is usually confirmed by histology.
Differential diagnosis for Dupuytren’s disease include
extra-abdominal fibromatosis, calcifying aponeurotic

fibroma,!'>"3 infantile fibrosarcoma,'” fibroma of the
tendon sheath,'>"]ocalised nodular tenosynovitis (giant
cell tumour of the tendon sheath),!'>"* fibrous hamartoma
of infancy" and infantile myofibromatosis.!®l

Calcifying fibroma affects mainly children and adolescents
and presents as a relatively small mass most often located
in the palm.!"” ¥ Histologically, more significant difference
is the invariable presence of calcified foci surrounded by
plumper cells.

Giant cell tumour of tendon sheath is more cellular
and contains multiple multinucleated giant cells, foamy
histiocytes, and haemosiderin.

Fibrous hamartoma of infancy usually occurs in the first
2 years of life and presents as a painless solitary nodule/
plaque in the upper extremity. Histologically, finger-like
projections of fibrous tissue extend into the fatty tissue,
with small round to ovoid nests of undifferentiated
spindle or stellate cells.

Infantile digital fibromatosis typically presents in the first
year of life as a single, firm, pink or red nodule on the
dorsum of the fingers or toes. These nodules have the
characteristic histological appearance of eosinophilic
inclusion bodies in the cell cytoplasm.[':121]

In its early, proliferative phase with many fibroblasts,
Dupuytren’s disease can resemble the early appearance
of an epithelioid sarcoma. Tumour shows conspicuous
inflammatory cell infiltrate composed of lymphocytes
and histiocytes surrounding the tumour nodule with
intercellular dense hyalinised collagen.

The aetiology of Dupuytren’s disease is multifactorial.
Aggressive dermofasciectomy is suggested to be the
treatment of childhood Dupuytren’s disease.”? In a study
by Urban et al.,” a 9-year-old boy was treated initially
by fasciectomy, but required a dermofasciectomy for
recurrence by 19 months of age. Other reported case in an
infant was treated by fasciectomy and no recurrence was
noted at 27 months’ follow-up.! We treated our case with
fasciectomy. Timing for surgery for Dupuytren’s disease
in infancy has not yet been established. Currently, surgery
remains the mainstay of treatment. Appropriate studies
have not been performed on the relationship of age to
the effects of steroid, collagenase and enzyme injection
in the paediatric population. Safety and efficacy for these
conservative measures have not been established.
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CONCLUSIONS

Dupuytren’s disease in infants is exceedingly rare, and
diagnosis of Dupuytren’s disease is usually confirmed
by histology. This case is being reported to show the
plethora of possibilities that can form the differential
diagnosis of nodules and fibrotic bands in infant’s hand,
and in all this Dupuytren’s disease, though rare, should
not be forgotten.
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