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Congenital generalised fibromatosis
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SUMMARY A case of congenital generalised fibro-
matosis is described. The need to avoid unnecessary
treatments is stressed.

Congenital generalised fibromatosis is a rare disease
which presents in the newborn period. Multiple
nodules of fibrous tissue are formed in muscle,
bone, subcutaneous tissue, and viscera. Only 33
cases have been described.

Case report
A baby girl, delivered at term, was found on routine
initial examination to have a rubbery 3-cm nodule
overlying the posterior iliac crest. In addition, five
3-cm circular, pigmented macules were scattered
over the back and buttocks. There was no lymph-
adenopathy or hepatosplenomegaly and the baby was
clinically well. Her 25-year-old mother had been in
good health throughout pregnancy and exposed to
no drugs or toxic substances. On the baby's second
day of life another nodule appeared and by the next
day there were 2 more. The pigmented macules
darkened and new lesions appeared. The original
nodule increased in size to 9 cm in diameter. All
investigations including biochemistry, haematology,
bone marrow, and radiographs of the chest were
normal. The largest tumour was excised but apart
from confirming that it was locally invasive the histo-
pathology proved difficult to interpret. For this
reason tumour sections were sent to several centres
around the world. The sections showed pronounced
variation from field to field. The non-encapsulated,
cellular neoplasm was predominantly fibroblastic but
contained numerous thin-walled vascular spaces.
Areas of necrosis were present. Some areas had a pre-
dominantly angiomatous appearance and some a
neural appearance.

In view of the uncertainty about their nature, and
the fact that the tumours were known to be locally
invasive, the decision whether to recommend
multiple excision remained. However on the baby's
seventh day one of the nodules appeared to be

decreasing in size; by the end of the second week
there wasno doubtabout the clinical regression. At age
one month the baby developed a nappy rash with
superimposed staphylococcal sepsis; the nodules
continued to regress. At 2 months no palpable
nodules remained. At 3 months she required
admission for severe seborrhoeic dermatitis and
diarrhoea, but responded well to conservative
treatment. At 4 months her mother attempted suicide
in the belief that her child was suffering from cancer.
At 7 months she remains well, with no evidence of
active disease. Biochemistry, haematology, serum
immunoglobulins, bone scan, and skeletal survey
are normal.
The pathological opinions received included the

following diagnoses: 'fibrous type tumour', haem-
angioendothelioma, haemangiopericytoma, angio-
matous mesenchymoma, and congenital generalised
fibromatosis. A search of the literature confirmed
that both on clinical and histopathological grounds
a diagnosis of congenital generalised fibromatosis
could be made.
Discussion
Congenital generalised fibromatosis, although rare,
is well defined clinically and histologically. Of the 33
cases cited, the majority come from America and a
few from France, Germany, and Australia.1-3
The term was first used by Stout in 1954 to describe
two rapidly fatal cases. Eleven years later Kauffman
and Stout, reviewing their own cases, distinguished
two groups dependent on the presence or absence of
visceral involvement.4 In both groups presentation
is in the newborn period with widespread, multiple,
rubbery nodules. There is often a dominant nodule;
solitary lesions also occur.5 The clinical course of the
lesions is to enlarge initially but ultimately to regress.
In the so-called generalised group (with visceral
involvement) survival is poor and death, invariably
in the first year of life, owing to the involvement of
vital structures during the phase of active growth
and regression, producing for example, respiratory
failure,3 intestinal obstruction,2 renal masses,6 and
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myocardial lesions.7 No nodules in the central
nervous system have been described. Cases without
visceral nodules (the multiple group) demonstrate
a wide range of involvement from single bony or
subcutaneous nodules to widespread involvement of
skin, subcutaneous tissue, muscle, and bone. As
ultimate regression is the rule survival is assured.
The difficulty in making a pathological diagnosis

lies in the variability of appearances from field to
field on microscopical examination.7 Multiple foci of
fibroblastic tissue occur; these are locally invasive
and not encapsulated. Mitotic figures are sometimes
present and this gives rise to the most common
misdiagnosis of fibrosarcoma. However the cells are
well differentiated. In keeping with the tendency
to spontaneous regression, areas of degenerative
change-such as hyalinisation, calcification, and
necrosis-are always present. Vascular channels are
prominent, but there may be a variety of tissue
elements, raising the possibility of hamartomatous
rather than neoplastic formation. The bony lesions
may cause diagnostic confusion, especially if they
are the presenting feature. They are lytic, well
marginated, show varying degrees of sclerosis,16
and may result in pathological fractures. The nodules
are thought to represent multiple foci and not
metastases from a single source.7
Although the aetiology of congenital generalised

fibromatosis is unknown, the condition may be an
abnormal response to oestrogen stimulation. The
lesions develop in utero and ultimately regress when
removed from the uterine environment. Early cancer
researchers found that guinea-pigs developed
multiple fibrous tumours if exposed to prolonged
oestrogen stimulation and that when treatment was
stopped the tumours regressed. Against this is
the fact that the pigmented 'haemangiomas' or
macules noted in this case and that of others3 8 may

represent the remains of nodules that have actually
regressed in utero.
Although the cause is unknown the diagnosis may

be confidently made on clinical and pathological
features. Prognosis rests on a careful search for
visceral involvement. Survival with visceral involve-
ment is possible but unlikely. As fibrous tumours
respond poorly to chemotherapy, the value of this
approach is doubtful. In the absence of visceral
involvement the outlook is excellent and mutilating
and harmful treatment must be avoided.

I thank Mrs Catriona Lawrie for secretarial assis-
tance, Dr A D Bain for pathology, and Dr A J Keay
for permission to report this case.
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Infant mortality in developing countries
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SUMMARY In developing countries, mortality among
the under-fives is greatest during infancy. Limited
data indicate that about 80% of these infant deaths
occur in the first 6 months of life and two-thirds of
the postneonatal deaths occur before 6 months.
These findings strongly suggest that more attention
should be focused on the causes of death in the very
young infant.

In the last few years it has become increasingly clear
how wrong it is to group together infants and
preschool children as if they formed a homogeneous
'vulnerable' group from 0-5 years. This is particularly
true with regard to malnutrition. Longitudinal
studies in the Punjab have shown that for a given
nutritional status, the younger the child the greater is
the risk of death.' The pattern of malnutrition also
changes during the first 5 years of life.2 Wasting (that

copyright.
 on M

ay 15, 2023 by guest. P
rotected by

http://adc.bm
j.com

/
A

rch D
is C

hild: first published as 10.1136/adc.57.11.881 on 1 N
ovem

ber 1982. D
ow

nloaded from
 

http://adc.bmj.com/

