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Fig. 3. Family pedigree.

None of the marricd members of the family were blood
related.

DISCUSSION

The present case differs from earlier reported
tamilies with MGT with respect to the large number
of tumours. In a single previous article (2). a 70-
year-old man was reported to have 400 giomus
tumours and thrombocytopenia. There were no
other cases of MGT in that family. In our proband
the histological picture was characteristic. but the
initial  histological  diagnosis cavernous
haemangioma. and this is. as reported earlier. a
common error (4). As the clinical differential
diagnosis is that of blue rubber bleb nevus (multiple
cavernous haemangioma) (1). there is a consider-
able risk of a diagnostic error (4). The other
members of the present family had MGT with a
characteristic number and localization. though
these had not even been noticed by one member of
the family, even though the “blue spots™ had often
been discussed amongst themselves.

This is the first reported case of hereditary MGT
in Scandinavia. but we consider that MGT is more
common than hitherto to assumed and that the
diagnosis should be considered in all cases of bluish
tumours. often discrete. particularly when appear-
ing on the extremities.
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Abstract. We describe here a case of Scleredema of
Buschke in a female patient aged 63 with IgA deficicncy.
The disorder appeared after an acute episode of tonsil-
litis, tollowed by non-pitting, woody hardness of the skin
of the face. neck. shoulders and upper part of the trunk.
The disorder resolved after 5 months of penicillin treat-
ment,
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Scleredema of Buschke is a rare disorder of un-
known etiology (3) which occurs at all ages. Ac-
cording to an investigation by Greenberg et al. (6).
29% of cases appear beforc the age of 10. 22% in
the age range 10 to 20 and 49% over the age of 20
(6). The condition is characterized by non-pitting
edema and induration of the skin. usually begins on
the face and spreads rapidly to the neck and trunk.
The disorder frequently appears after an infectious
episode and clears up by itself after some months or
years. Generally the disease is benign and as far as
we know it has ony resulted in one death (R).

The etiology of scleredema is unknown. but ob-
struction of the lymphatic ducts by inflammation,
streptococcal hypersensitivity. disorders of the
peripheral nervous system. and pituitary function
of estrogens have been blamed for the disorder.
Some persistent cases are reported to be associated
with severe diabetes mellitus. but neither the skin
nor the diabetes responds to anti-diabetic treatment
(2,4).



Table 1. The values of immunoglobulins and C3
in the patient’s serum and the range of normal
valies

1gG=2 200 mgf100 ml
1gM =130 mg/100 ml
1gA =not measured
1gD=2.5 mg/100 ml
IgE= 1500 [U/ml
C3=120 mg/100 ml

Normal 600-2 000 mg/100 ml
Normal 50-200 mg/100 ml
Normal 150-300 mg/100 ml
Normal [-10 mg/100 ml
Normal 350-1 750 1U/ml
Normal 90-200 mg/100 ml

Immunological disturbances are not reported in
the literature as having any association with
scleredema. Recently, we were afforded an oppor-
tunity to observe a female patient with scler-
edema of Buschke with IgA deficiency.

CASE REPORT

A female patient aged 63. complaining of a 3-month histo-
ry of tightness and hardening of the skin of the upper part
of the body which started a month after an episode of ton-
sillitis with high temperature (40°C). On examination she
had a non-pitting. woody hardness of the skin of the face,
neck. shoulders and upper part of the trunk, making it
very difficult for her to turn her head and causing discom-
fort when breathing hard.

Laboratory investigations revealed normal complete
blood counts, elevated ESR (50/90), anti O titre 560 U
todd, ANA negative, LE cells negative, RA test negative.
Electrophoresis of serum proteins revealed a normal situa-
tion and plasma total proteins were normal. Immuno-
electrophoresis revealed the absence of IgA precipita-
tion line. Quantitative estimation of serum immuno-
globulins and C3 by the radial immunodiffusion tech-
nique gave the results listed in Table I. Chest X-ray
examination was negative and cultures from the phar-
yngial cavity revealed the presence of b-haemolitic
streptococcus.

Histological examination of samples taken from the af-
fected skin showed normal epidermis. The dermis was
thick, with swollen collagen bundles. Staining for acid
mucopolysaccharides gave positive results.

Therapy was commenced with 600000 [U of Benzathine
penicillin G (Penadur; L. A. Wyeth, USA) every 4 days
for S months. where upon lesions cleared up completely.

DISCUSSION

The etiology of scleredema is still unknown. Among
the etiological factors. streptococcal infections
have been implicated in the pathogenesis of the
disorder. In the case presented, an episode of acute
tonsillitis is mentioned 20 days before the onset of
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the disease. Whether streptococcus, in the case
presented. was the trigger factor in the appearance
of the scleredema is difficult to say. Another point
to be explained is the complete absence of IgA and
the association with the disease. As far as we could
judge, the patient was well, apart from this disorder
and no other diseases such as autoimmune
phenomena are mentioned in her medical record.
The normal values of IgG. IgM. IgD, IgE and C3
indicate that the patient had a selective IgA defi-
ciency which in fact represents an isolated im-
munoglobulin deficiency.

Deficiency of 1gA occurs with an incidence of one
in 700 normal populations (1. 7). In several studies
on selective IgA deficiency it was intimated that
this defect may be benign (5. 9) or associated with
other diseases (10). Whether the deficiency of IgA is
in any way associated with scleredema of Buschke
is difficult to determine, as this is the first pub-
lished report and we are not aware that any of
the cases reported in the past had IgA deficiency. It
would be of great value if, in future cases of this
disorder, search is made for the presence of IgA or
other immunoglobulin deficiencies and, if found. a
follow-up study to determine its association with
the disease entity would be valuable.
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