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Case study

A remarkable transport device for a
fibrodysplasia ossificans progressiva patient

A.F. HOEKSMA and A. POSTUMA

Department of Rehabilitation Medicine, Academic Medical Centre, Amsterdam, The Netherlands.

Abstract
This article contains a case report and a general
description of a patient with fibrodysplasia
ossificans progressiva.

This is followed by a description of the design
of a standing and transport device.

Introduction

The Academic Medical Centre (AMC) in
Amsterdam is one of the largest hospitals in the
Netherlands. A great deal of scientific research
is done at the AMC and it also accommodates a
training centre (University of Amsterdam).

The rehabilitation department of this hospital
encompasses the following disciplines:

— physiatry;

— physiotherapy;

— occupational therapy;

— orthopaedic instrument making;

— social work.

Because of the research facilities of the
AMC, many rare diseases are seen in the
hospital and are often sent for treatment to the
rehabilitation department.

One of these patients was suffering from
fibrodysplasia ossificans progressiva (FOP). His
recurrent decubitus ulcers and problems in
moving and standing were the reasons for his
referral. After analysing the specific problems
of this patient, a special standing and transport
device was designed by an occupational
therapist and a physiatrist.

General description of FOP
Fibrodysplasia ossificans progressiva (FOP,
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formerly known as myositis ossificans
progressiva) is a rare disorder in which there is
progressive ectopic ossification and charac-
teristic skeletal malformation (Connor and
Evans, 1982; Rogers and Blair Geho, 1979;
Heutzer et al., 1977). It is an autosomal
dominant disease, but it usually occurs as a
fresh mutation.

It is likely that there is a paternal age effect
related to occurrence. Because of the early
onset of symptoms there is a lack of reports
concerning offspring. The skeletal
malformation consists of:

abnormal big toes. These are mostly
short, monophalangeal with valgus
deviation;

short thumbs, due to short metacarpals;
short broad femoral necks;

abnormal cervical vertebrae with small
bodies, large pedicles and large spinous
processes.

Formation of ectopic bone usually starts in
early childhood in the neck of the dorsal
paraspinal muscles. The initial manifestation is
the appearance of tender soft tissue swellings,
which may progress in non-tender ossified
nodes. Only four to six months after the
appearance of these swellings there is
radiological evidence of ossification. Certain
areas of connective tissue are especially prone
to ossification. These areas include the
connective tissue of the paraspinal muscles, the
muscles in the limb girdle and the mastication
muscles. Joint capsules, ligaments and plantar
fasciae are also often involved. Calcification,
affecting the shoulders, elbows, hips and knees
is commonly bilateral. The heart, tongue,













68 A. F. Hoeksma and A. Postuma

When standing the left leg is standing more in
anteflexion than the right leg. Therefore, the
left foot was extended somewhat over the ridge
of the footboard. To avoid stubbing his toe, a
tip-up frame for the left foot was made. This
frame could be handled independently by the
patient with the help of his stick.

Evaluation of the user

The chair is regarded by the patient as very
comfortable. His action radius has improved
enormously, and he has the opportunity to go
out on his own. Since he has had his chair no

new decubitus ulcers have occurred, and the
ones he had have healed.
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