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Treatmcnt was Marted \I ith DDS. 50 mg per o� daily. It 
was wcll tolcrated but led 10 onl� panial control of the 
lesions and pruritus. Complemen1ary ,ystemic ,teroid 
therapy with betamethasone. 1.5 mg per os daily. led to 
complete disappearance of the symptom� within few days. 
Good control wa� maintained after reduction of the do,e 
of betamcthasone 10 0.5 mg on alternate days. but at­
tcrnpts 10 discontinue the steroid were unsucce,,ful be­
cause of the rapid recurrcncc of blistcrs and pruritu,. 
Since January 1978 the child has been on a glutcn-frcc diet 
(which according to his mothcr he ob�crves strictly). He 
is presently receiving 50 mg of DDS daily and 0.5 mg of 
betameth:i�one every second day. Occa,ionall> 2-4 bullac 
have appeared. u,ually when the betamethasone dose is 
reduced to 0.25 mg every other day. 

DISCUSSfON 

On histological examination of thi� case of blister­

ing disease a subepidermal bulla was seen. as char­
acteristic of BP and DH. but the negative IF test� 
performed on skin and serum led to exclusion of 

these potential diagnoses and a diagnosis of CBDC 

was therefore considered. although jejunal biopsy 
showed villous atrophy as in DH and functional 

tests showed the presence of intestinal malabsorp­
tion. Now some authors (6) believe that after a cer­

tain length of time most cases of CBDC evolve 
into true cases of DH. with the typ1cal IF findings: 

in the present case the finding of villous atrophy of 

the present case the finding of villous atrophy of the 
able. However. becausc prcviously positive IF test, 

were observed in all the 22 cases of DH ( 15 children 

and 7 adults) scen in our Department (4). because 
DDS alone failed to control the disease and becausc 
after 7 months of gluten-free diet it was impossible 
to reduce the dosage of the drug�. this ca�e was 
classified as CBDC. 
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Abstrucr. In a family affected hy mulliplc glomus tumour�. 
one of the members had approximately 500 tumours 
spread over the entire skin. The histopathological similari­
ty 10 cavemous haemangioma is emphasized. Wc consider 
that multiple glomus tumour is a tflore common skin dis­
ease than is assumed today. 

Multiple glomus tumour (MOT) is a benign. domi­

nant. hereditary skin disease. The tumours develop 

from specialized arterio-venous anastomoses. the 
glomus bodies. which are particularly numerous on 
the distal parts of the extremities. Only 21 families 

suffering from MG T (3, 4. 5) ha ve been rcported 
since Touraine (6) fir�t describcd the discase in 
1936. The clinical picture is characterized by pain­
less. small bluish, partly compressible tumours, 

often somewhere between 10 and 20 in number. on 

the extremities. We have studied a family affected 
by MOT. where one of the members had approxi-



mately 500 tumour, disper�cd over thc cntire 

5urface of 1he skin. 

FA�ILY REPORT 

The proban<l was a 71-year-old woman. who ever since 
puberty had developed numerous tumours in thc skin. The 
first 1umours appeared on lhe extremities (Fig. I). In more 
recent year; they also dcveloped over the trunk and on the 
face. The tumours are quite painle,,. but a few around thc 
joints cause �ome discomfort. They vary in appearance. 
The largest arc up to 20 mm in diameter. elevated. com­
prcssible to a cenain extcnt. and the vivid blue colour 
partly disappears on diascopy. The smaller tumours lie 
deeper in the epidermis. are of a more solid consistence. 
are only slig.htly elevatcd. and havc a paler. bluish hue. 
which also only partly disappear., on diascopy. No 
haemorrhage has ever is,ued from the tumours. and none 
occurs in 1hc mucosa of thc mouth. nose. phHrynx, vagina 
or rectum. She ha� never suffered from hacmoptyse,. 
haematuria. or blood in the stools. All the laboratory tesh 
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Fig. I. Multiple glomus tumours on the ul­
nar a�pcct of the lefl lower arm. 

proved nonnal and there is no anaemia or bleeding 
abnormality. Otherwi,e. she ha, always been healthy. 

Histological examination showed vascular tumours ly­
ing below the normal epidermis in the reticular dermb. 
each con�isting of large irregular cavitics. bordered by a 
layer of flattened endothelium. and surrounded by a fe" 
layers of uniform. cubic glomus cells (Fig. 2). There wcre 
no elastic fibres in the vascular walls. and the tumour was 
not encapsulated. 

The other affected members of the family are shown in 
Fig. 3. The daughter of the proband is now 42 years old. 
She has developed 20 tumours on the legs since the age of 
12 years. A brother. 62 years old. hasa similar number of 
tumou� on the arms. but had never noticed these until 
pointed out at the C1'amination. A sister. 78 years of age. 
has 16 tumours, which have devcloped on thc arms, since 
the age of 20 years. The diagnosis was verified histologi­
cally in all the affected member, of the family. The fourth 
generation of the family are all children. and at the time of 
examination they had no tumours. An older sister, now 
dead. and the decea,cd mother of the proband are both 
said to have had a dozen blui�h tumours on the arms. 

Fig. 2. Large irregular spaces lined by a 
flattened endothelium and two or more 
layers of cuboidal glomus cells in the reticu­
lar dermis. 
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• ■ female/male affected 

cf cf temale/male investigated 

Fig. 3. Family pedigree. 

None of the married members of the farnily were blood 
related. 

DISCUSSTO 

The present case differs from earlier reported 

families with MGT with respect to the !arge number 

of tumours. In a single previous article (2), a 70-

year-old man was reported to have 400 glomus 

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 was cavemous 

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) (I). there is a consider­
able risk of a diagnostic error (4). The other 
members of the present family had MGT with a 

characteriscic 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 che first reported case of hereditary MGT 

in Scandinavia, but we consider that MOT 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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Abstracr. We describe here a case of Scleredema of 
Buschke in a female patient aged 63 with lgA deficiency. 
The disorder appeared after an acute episode of tonsil­
litis, followed 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 before the age of 10. 22 % in 

lhe age range 10 to 20 and 49% over the age of 20 

(6). The condition is characterized by non-pitting 

ederna 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 (8). 

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 becn blamcd for the disorder. 
Some persistent cases are repo11ed to be associated 

with severe diabetes mellitus, but neither the skin 
nor the diabetes responds lo anti-diabetic treatment 

(2. 4). 




