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Book reviews
La Sclerosi Sistemica Progressiva. By
Mario Giordano. (Pp. 150; illustrated +
tables. Lire 8000.) Edizioni Luigi Pozzi:
Rome. 1977.
Th official birthday of systemic sclerosis
was 1753 when Carlo Curzio, a Neo-
politan physician working at a Hospital
for Incurables, was the first accurately to
describe a patient with scleroderma,
altough Zacutus Lusitanus had published
an incomplete description of the disease
eeral centuries before. The name
'acleroderma' was suggested by Gintrac
in 1847 and has persisted although
'progressive systemic sclerosis' (PSS)
introduced by Grotz in 1945 better
reacts our acceptance today of the
mwtisystem involvement. Nevertheless,
the adjective 'progressive' seems in-
appropriate because in the majority of
patients the disease evolves slowly or
remains static for long periods and in
only a few cases does it proceed rapidly
to a fatal outcome. These are some of
the points made at a- symposium on
acroderma held in Venice in 1976, the
proceedings of which have been edited by
Dr Giordano.
Among the systemic diseases of con-

nuctive tissue PSS is roughly as frequent
as systemic lupus erythematosus, while in
the population as a whole the annual
i*dence of onsets of PSS varies between
2-7 and 12 per million. In the Campania
region around Naples, PSS appears to be
the most prevalent of the connective tissue
dimsses and within this region the preva-
lance is greatest in the district of Irpinia.
The sex incidence also varies throughout
the world, varying from 2- 9 to 9 4 women
for every man affected.
Under the electron microscope dermal

collagen is normal. However, polarised
l4ht microscopy shows widening of the
intspaces between fibres and blurring of
im outline of the fibres, producing an
appearance ofhomogenisation. Physically,
1E compliance of sclerodermatous skin is
aduced whilst chemically measurements
elhydroxyproline in sclerodermatous skin
by many workers has produced incon-
dtent results but it seems that there is an
incrase in 3-hydroxylysine associated
with an increased amount of hydroxylase
and of protocollagen hydroxyprolase,
especally in rapidly progressive disease.

There is, nevertheless, evidence that young
collagen is being synthesised as shown by
the electron microscopic (200-400 A)
appearances and the solubility in saline,
whilst studies with labelled proline show
increase in corporation by the fibroblasts.
There is also an increase in urinary
hydroxyproline and in serum collagen-like
proteins. In the skin there is an increased
level of reducible crosslinks particularly
in the initial phases of the disease.

Increased synthesis of young collagen is
found in the subcutaneous and adipose
tissues (100-400 A). Tissue cultures of
fibroblasts from affected skin produce
large quantities of soluble collagen and
glycoprotein. Serotonin stimulates this
fibroblast activity, but the question of
whether PSS fibroblasts activity is quanti-
tatively or qualitatively different is not
yet settled. Certainly PSS fibroblast
morphology, whether in light phase
contrast or electron microscopy, is normal
and their growth in culture is also normal.
There is surprisingly little evidence of any
causal or mediating immune mechanism
in this disease. Various serological ab-
normalities have been described but none

of them are constant or specific. For
example, in one series of 40 patients, there
was a slight increase of IgG. Complement
was reduced in a few, but positive titres
of rheumatoid factor were found in 50%.
Antibodies against thyroid, gastric parietal
cells and cell nuclei have occurred in
between 36 and 87% in various series.
A mild lymphocytic infiltration of the

skin is also described.
Raynaud's phenomenon, telangiectasia,

and various angiopathies are common
features. They are discussed in detail but
the important question of whether the
disease is the cause of the result of
the vascular abnormalities remain un-

answered.
The largest part of this book is devoted

to highly detailed descriptive reviews of
organs and tissues affected by PSS in
which the pathological, radiological, and
immunological features are related as far
as possible to the clinical presentation.
Reproductions of x-rays, ECGs, and
colour photographs abound but it is only
in the final few pages that perspective is
regained, prognosis being dealt with in 2
pages and treatment in 5.
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One author quotes benefit in Raynaud's
phenomenon, dysphagia, and joint prob-
lems in a personal series of 50 patients
treated with griseofulvin. D-penicillamine
is advised only at the onset of the disease.
Immunosuppressive therapy does not help
and corticosteroids are still controversial.
Combined therapy with aldosterone,
spironolactone, and potassium and mag-
nesium aspirtates was reported to benefit
the Raynaud's phenomenon, the skin
lesions, the joint and muscle mani-
festations, the abnormalities of oeso-
phageal motility, and the cardio-pulmon-
ary complications. Progesterone therapy
is also put forward as increasing collagen
breakdown with consequent improvement
in cutaneous and visceral manifestations.
Other treatments discussed include salazo-
pirin, piascledine (an extract of avocado
pears and soya beans), ethelene diamine
tetra-acetic acid, potassium amino benzo-
ate, and colchicine.
Mixed connective tissue disease and

eosinophilic fasciitis and the conception of
the Crest syndrome are all discussed in
the differential diagnosis. A new nomen-
clature for PSS based on the distribution
of affected fibrous tissue is proposed.
A very useful feature of this book is a

bibliography ofno less than 506 references,
most of them published in the last 20 years,
indicating the relatvely recent explosion
of interest in this, the most mysterious
of the systemic diseases of connective
tissue. J. GRABER

The Rheumatic Diseases of Childhood.
Proceedings of the Ist ARA Conference,
Vol. 20, March, No. 2, Supplement.
Edited by Jane G. Schaller and V.
Hanson. (Pp. 491; illustrated + tables.
US $ 15.00, soft covers.) Arthritis Founda-
tion: Atlanta. 1977.
This book represents the proceedings of a
meeting held in March 1976, to which
many prominent physicians contributed.
The contributors are largely American
and the views expressed and subjects
chosen reflect this selection. There are
chapters, based on extensive personal
series, covering most of the connective
tissue diseases. It is for this accumulation
of material that this book is primarily
of value. Within its 491 pages will be
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