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Clinical case

A 14-year-old male, with no history of interest, consulting with a

year’s history of deformity and symmetrical pattern swelling on the

lateral face of the proximal interphalangeal joints (IPJ) of the sec-

ond, third and fourth fingers, with predominance in the right hand

(Fig. 1A  and B). He reported no pain, limitation or other associated

skin or systemic manifestations.

Analysis, which included complete blood count, biochemistry,

coagulation, erythrocyte sedimentation rate, C reactive protein,

HLA-B27, rheumatoid factor and antinuclear antibodies, was nor-

mal or negative. Plain X-ray showed an increase in  soft tissue on

the second, third and fourth IPJ of the right hand, with no signs

of associated joint or bone involvement (Fig. 2). Magnetic reso-

nance imaging showed oedema and increased soft tissue on the

second, third and fourth fingers of the right hand. There were no

signs of synovitis or  associated collections (Fig. 3). A skin biopsy

was performed that revealed compact hyperkeratosis and thicken-

ing of the dermis, with an increase in the number of collagen fibres

and fibroblasts.

This led to a diagnosis of classical pachydermodactyly; given

the benign nature of this entity and the absence of associated
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clinical symptoms a  wait-and-see approach was decided. After

18 months of six-monthly follow-up in the paediatric dermatol-

ogy and rheumatology clinic, the patient remains asymptomatic,

without pain, functional limitation or other associated clinical man-

ifestations.

Discussion

Paquidermodactyly, initially described in  19731 and later in

1975,2 is  an acquired and under-diagnosed form of digital fibro-

matosis, of benign course and predominantly affects young males.

It  is characterised by the presence of progressive, asymptomatic

and bilateral swelling of the IP joints of both hands.1–3 The cause

is  unknown, although the possible implication of repeated micro

trauma, genetic and hormonal factors has been postulated.4,5

Diagnosis of this entity is essentially clinical, and must be differen-

tiated from juvenile idiopathic arthritis, with characteristic clinical,

analytical and radiological findings.4–6 Clinical treatment mea-

sures are preferred, although intralesional glucocorticoids could

be used, and surgery as an alternative in some subgroups of

patients.3–6
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Fig. 1. (A, B) Deformity and swelling on the lateral face of the IPJ of the second, third and fourth fingers, with predominance on  the right hand (arrows).
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Fig. 2. Radiographic image with increase in soft tissues on  the second, third, and

fourth IPJ of the right hand, with no signs of associated joint or bone involvement

(arrows).
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Fig. 3. MRI of right hand, showing an increase in soft tissue with altered signal due

to  oedema of the second, third and fourth fingers (arrows).
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