
groups, and difference may exist among females 
from different nations, even in Northern Europe 

(I, 3). 

In this study there was 2 females with climacteri­
um praecox (7.4%). which is consistent with a 

frequency of 5% in the normal population (1). 

The females with systemic sclerosis had pre­

sented the known symptoms of physiological 

menopause, and the cessation of menstruation had 

anormal pattern with no registered bleedings <luring 

the postmenopause. The females with menstruation 
had a normal cyclic bleeding pattern. 

In conclusion, this study indicates that the meno­

pause is normal in females with systemic sclerosis. 

The fertility of the females with systemic scle­

rosis, expressed as 1.5 liveborn infants for each 

female, does not seem to be diminished, since some 
of the females with this serious disease may have 

decided to avoid more children. The frequency of 
recognized spontaneous abortions of 13 (27.6%) 

out of a total of 47 pregnancies may be higher than 

a frequency of 10% in the general population (2). 

An increased rate of pregnancy wastage has been 
found in other studies, especially in advanced 

scleroderma (4). 

Seven females could not participate in the study 

because of earlier hysterectomy. This represents 
a frequency of 20.5 % of the entire group before 

allocation to study. which is no different from the 

average frequency of hysterectomy in Danish 

women (5). 
The findings in this study indicate that the ovary 

is not involved in systemic sclerosis. 
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Abstract. Two brothers, born in 1944 and 1950, had been 
brought up in se para te homes since 195 I. In 1978 they 
were both affiicted with Beh�et's syndrome. This condi­
tion is uncommon in Scandinavia, and there are no other 
known reports of familial cases from the Scandinavian 
countries. The etiology of the disease is obscure and 
controversial. In our two cases a hereditary disposition 
seems more probable than an infectious origin. 

Key words: Beh9et's syndrome; HL-A antigen; Heredi­
tary diseases 

Beh�ef s syndrome is frequently reported from 

Japan and the Eastern Mediterranean area, but is 

an uncommon disease in the USA and Northern 
Europe (9). The syndrome usually displays protean 

features, making it "a great imitator". The varia­

bility in clinical manifestations and the long delay 

in involvement of various target organs make the 

diagnosis difficult. There are no pathognomonic 
symptoms, but a summary of criteria is necessary 
to fulfil the diagnosis. The criteria are divided into 
major or minor, according to the Beh\;et Syndrome 
Research Committee (9). The four major criteria 

are 1) recurrent aphtae; 2) skin lesions-erythema 

nodosum-like eruption, subcutaneous thrombo­
phlebitis, folliculitis; 3) eye lesions-iridocyclitis, 

chorioretinitis; and 4) genital ulcerations. Minor 

criteria may include articular, cardiovascular, in­

testinal, urologic and neurologic involvement (8. 9). 

The syndrome is considered complete when all four 
major symptoms appear in the clinical course; 
otherwise it is called incomplete (9). The complete 

form is not necessarily more severe than the in­
complete variant. The basis for the symptoms 
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seems to be a lesion in small vessels (vasculitis). 

predominantly in venules. An imbalance betweenB­

and T-lymphocytes and an enhanced leukocyte 

chemotaxis ha ve been observed (5. 8. 9). 

CASE REPORTS 

The two brothers, C. S., born in 1944, and R. G., 
bom in 1950. were separated in early childhood, when 
their mother, aged 31. suddenly died of a '"heart attack'". 
There was another brother in between them. and the 
two elder brothers stayed with their father, while the 
youngest child was brought up by an aunt. C. S. and R. G. 
then lived completely apart: they met once in 1971, but 
not until I 981 did they begin to see each other regularly. 

C. S .. employed as a foreman in a meat-packing firm,
had for several years diffuse back-ache. In 1978 he 
presented with transient ocular symptoms. Later on he 
suffered from painful recurrent genital. oral and inter­
digital ulcerations. He also complained of pyoderma of 
the legs. In 1979 bilateral iridocyclitis was diagnosed and 
has recurred repeatedly. He was also treated for gon­
arthritis in 1980. The activity of the disease has required 
treatment with systemic corticosteroids and cyclo­
phosphamide. At present his vision is somewhat impaired. 
but he is employed full time. 

R. G .. working as a waiter, has experienced diffuse
arthralgias and muscle pain. mostly from the lower back 
and the legs since 1978. In addition he has had recurrent 
symptoms from the skin-nodular subcutaneous swellings
(erythema nodosum), thrombophlebitis, acneiform erup­
tions and hidrosadenitis. Since 1979 he has had recurrent 
orogenital ulcerations. On some occasions microscopic 
haematuria has been observed, and he has usually shown 
a moderate leukocytosis. He has been treated with anti­
phlogistic preparations. with some degree of effect. 

The investigations made at various departments re­
garding the two brothers have not revealed any evidence 
of any other disease-dermatologic. rheumatic, ophthal­
mologic or urologic-than the syndrome of Beh<;:et. The 
elder brother has all the criteria for the complete syn­
drome, whereas the younger as yet has the incomplete 
type. Analysis of histocompatibility antigens, HL-A, 
shows that C. S. has the haplotype HLA A,B,,W,i, and 
that R. G. has the haplotype A,B 1,W21 • 

DJSCUSSION 

More than forty years after Beh<;:et's first repor! 

of the disease (3), the etiology is still obscure. The 

syndrome was initially proposed to be of infectious, 

probably vira!, origin. and although theories of a 
slow virus infec1ion have been suggesied, 1he evi­

dence is not convincing (2. 7. 8). In studies from

Japan. environmental pollution is held responsible, 

at least as a provoking factor. for the high and 

steadily increasing incidence there (8). Familial in­

cidence is rare, though reported by several authors 
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(I. 2, 4, 5, 6, 7). A family study of probands with 

Beh�et's syndrome showed an increased tendency 

for orogenital ulcerations in first-degree relatives 

(6). Association with HLA 85, especially in males, 

has frequently been reported by many investi­

gators, and the connection seems to be stronger in 

familial occurrence (5, 8, 10). The disease tends to 

be more severe in the familial than in the sporadic 

cases (2). Anda� et al. described Beh�et's disease 

in two families with evidence of recessive trans­

mission (I). However. there is another study of the 

syndrome in four generations, postulating a 

dominant inheritance with variable expressivity 

(5). Concerning our two cases. they evidently do 

not support the infection theory, as the brothers 

had hardly met for 30 years. but rather a genetic 

disposition. A hereditary factor, possibly linked to 

the immune system, might explain the tendency to 

develop the syndrome. perhaps precipitated by 

viral, environmental, or other toxic factors. 
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