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MEDICAL MEMORANDA

Behjet's Disease with Decreased
Fibrmolysis and Superior Vena
Caval Occlusion

T. CHAJEK, M. FAINARU

British Medical journal, 1973, 1, 782-783

Thrombophlebitis is a recognized manifestation of Behqet's
disease but thrombotic occlusion of large vessels is rare (Haim
et al., 1971; Enoch et al., 1968; Kansu et al., 1972). We report
here two cases with superior vena caval obstruction and de-
fective fibrinolysis which were treated successfully with fibrino-
lytic agents.

Case 1

A 30-year-old Arab man was admitted to hospital because of in-
creasing swelling of the face and neck over the past six weeks. He had
suffered from recurrent oral and scrotal ulcers for two years, and 18
months previously he had developed superficial thrombophlebitis of
the left leg. Three months after that he had noticed engorgement of
the superficial veins of his left upper limb. Ten months later a painful
swelling in the right cervical region developed, spreading rapidly to
the entire neck and causing puffiness of the face.
On admission the classical signs of superior vena caval obstruction,

with prominent venous collaterals over the chest and abdomen, were
present. Ophthalmological examination showed evidence of uveitis
and pronounced dilatation of the retinal veins. The right supra-
clavicular space was occupied by a dusky, painful mass, and there were
several superficial oral and scrotal ulcers. The heart, lungs, abdomen,
and nervous system were normal. Total serum protein was 7-2g/100 ml,
with a slight increase in alpha2 globulin fraction (16.8%). No cryo-
globulin was detected. A chest radiograph showed widening of the
superior mediastinum. A right brachial venogram showed widening
and obstruction of the subclavian vein, very dilated axillary and
brachial veins, and prominent venous collaterals (see fig.). Bone
marrow aspirate showed mild eosinophilia and plasmacytosis. Biopsy
of material from a scrotal ulcer showed nonspecific inflammation.
Lymph node and liver biopsy were normal. The supraclavicular mass
was found on exploration to be a thrombosis of the large veins, which
extended into the mediastinum. No tumour or inflammatory process
was found. Biopsy ofmaterial from one ofthe thrombotic veins showed
chronic inflammation of the wall with a large organized adherent
thrombus.
The results of coagulation studies are shown in the table. The

clotting time, prothrombin time, partial thromboplastin time, factor
II, V, VII, and X, and the platelet aggregation were all within normal
limits on admission.
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While in hospital the patient developed erythema nodosum-like
lesions on both arms, red papules and pustules after each needle prick,
and thrombophlebitis after every venepuncture. He was given Varidase
12 tablets daily by mouth (each tablet containing streptokinase
10,000 U and streptodornase 2,500 U). After 48 hours the general
condition greatly improved, the swelling of the head and neck de-
creased, and the supraclavicular mass disappeared. After 14 days
Varidase treatment was discontinued for one week: the patient's con-
dition deteriorated and fibrinolysis decreased. When treatment was
resumed there was again a clinical remission and plasma fibrinolytic
activity increased. The patient was discharged on a maintenance dose
of 12 tablets of Varidase daily, and 16 months later he was well and
showed no signs of thrombophlebitis.
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Right brachiaL venogram m case 1

Case 2

A 22-year-old Arab man was admitted because of fever and pro-
gressive swelling of the face of four weeks' duration. For the past four
years he had had recurrent aphthous stomatitis, scrotal ulcers, and
conjunctivitis accompanied by febrile episodes. Nine months before
admission he had noticed periodic symmetrical swelling of the neck
and dilatation of the superficial veins of the chest and abdomen. He
presented the classical signs of superior vena caval occlusion. He had
superficial ulcers, 5-7 mm in diameter, on both lips, tongue, and
scrotum. Chest radiography showed widening of the right superior
mediastinum with some opacity of the right lung parenchyma and a
small amount of fluid in the right pleural cavity. The results of
relevant coagulation studies are given in the table. The other tests
were within normal limits.

Treatment was with intravenous fluids. Severe thrombophlebitis
developed at the site of one of the infusions, and extended into
the axilla. Streptokinase 300,000 U infused over the first 24 hours
produced a dramatic improvement of the thrombophlebitis and
correction of the fibrinolytic defect (see table). Treatment was con-
tinued with oral Varidase, and six months later he was well, except
for occasional superficial oral ulcers, and the euglobulin lysis time was
within normal limits.
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Results of Coagulation Studies

Fibrinogen Factor VIII Euglobulin Lysis
(mg/100 ml) (%) Time (hours)

Case 1
Normal range .. .. 200-400 50-150 3-4
On admission .. 550 1,090 >24
On Varidase treatment (14 days) 480 - 2-3
Without treatment (for seven days) 450 1.000 >8
On Varidase treatment 460 290 2-7

Case 2
On admission .. 580 780 >24
24 hours after treatment with

intravenouis streptokinase 202 375 0-5
On oral Varidase treatment 456 280 3-5

Comment

Few studies of the clotting mechanism in Behcet's disease have
been reported. Cunliffe and Menon (1969) investigated a case
with deep thrombophlebitis and repeated pulmonary emboli.
They found that despite a normal coagulation and fibrinolytic
mechanism the patient improved on treatment with phen-
formin and ethyloestrenol, which enhanced fibrinolysis. In the
present two patients plasma fibrinolytic activity was strikingly

decreased and the levels of fibrinogen and factor VIII increased.
We do not think these coagulation defects have been described
in Behcet's disease before. In both cases giving streptokinase
reduced the euglobulin lysis time to normal and greatly im-
proved the thrombophlebitis. Phlebitis and decreased fibrino-
lysis recurred in the first case when treatment was discontinued.
The aetiology of Behret's disease is still unknown, but vas-

culitis seems to be the underlying cause of most of its diverse
manifestations (Dowling, 1961). The recurrent thrombophle-
bitis may be secondary to or enhanced by decreased fibrinolysis.
Because of the successful treatment with streptokinase in the
cases reported here we suggest that fibrinolytic agents may be
indicated in cases of Beh9et's disease with superficial or deep
thrombophlebitis.
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Facial Palsy as the Sole Presenting
Symptom of Parotid Carcinoma

M. J. M. BLACK

British Medical journal, 1973, 1, 783

Facial palsy is by no means an unusual feature of an ad-
vanced carcinoma of the parotid salivary gland. The two
most common presenting features of the disease are, how-
ever, the presence of a mass and pain. Facial palsy may be
associated with these symptoms, and the significance of this
palsy with regard to the diagnosis of malignancy is well
recognized.

Facial palsy may, however, precede the appearance of other
features by many months. Frazell (1954) stated "In a few
patients seen by us, such palsy was the initial and only
complaint for weeks or months prior to discovery of the
tumour."

It is our experience, in the combined plastic surgery radio-
therapy clinic, that this mode of presentation is more com-
mon than we had previously appreciated. From 1969 to 1971
three cases (see below) out of 21 (14%) of parotid carcin-
oma presented in this way.

Case Histories

Case 1.-An 80-year-old woman presented with a history of weakness
of the left side of the face for one week, associated with some pain in
the region of the left side of the mandible. An almost complete
facial palsy was present but there was no evidence of causation.
Bell's palsy was diagnosed. The palsy did not recover. Thirty-
three months later she was referred for treatment of corneal
exposure problems as a result of the complete palsy. At examin-
ation a small ulcer was found near the lobule of the left ear, with
an underlying mass. Biopsy showed a poorly differentiated carcin-
oma of parotid gland origin. A cervical lymph node contained
metastatic tumour. Lateral tarsorrhaphy was performed and radio-
therapy started.

Case 2.-A woman aged 41 was under regular review after
the treatment of basal cell carcinomata of the skin. A right-sided
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facial palsy developed and was diagnosed as Bell's palsy. Sixteen
months later a parotid mass was first apparent. Parotidectomy was
performed and a parotid carcinoma of squamous cell type was
found.

Case 3.-A 58-year-old woman presented with a left-sided facial
palsy which was diagnosed as a Bell's palsy. It did not recover.
Seven months later an ill-defined firm mass was found between
the jaw and mastoid process. A biopsy specimen showed normal
parotid gland tissue. Plain x-ray examination of the region and
parotid sialography showed nothing abnormal. Ten months later
a further mass became apparent and was then associated with
pain in the left side of the face. Exploration showed a tumour of
the parotid gland of the squamous cell type. Radiotherapy was
given.

Comment

The first two cases are typical of the problem, the delay
between diagnosis of facial palsy and eventual discovery of
the parotid neoplasm being 33 months and 16 months re-
spectively. The third case shows how difficult it may be to
confirm the diagnosis even when suspicion has been aroused.
It is our belief that at the time of biopsy the clinically
apparent mass was normal parotid gland tissue displaced
laterally by a more deeply lying neoplasm.

In case 1 pain was mentioned at the time of initial exam-
ination. Perhaps its significance should have been realized.
It seems doubtful, however, if any more direct evidence of
a neoDlasm could have been found at that time.
When a patient presents with a facial palsy without other

diagnostic features it is more than likely that the diagnosis
of Bell's palsy will be made. In many cases this must be
diagnosis by exclusion. If a parotid neoDlasm is the under-
lying cause it will ecape detection until other features be-
come apparent.
The purpose of this report is to increase the awareness of

the Dossibillty of parotid neoplasm as a cause of the apparent
Bell's palsy, and earlier diagnosis may well be achieved by
critical follow-up of all cases diagnosed initially as Bell's
palsy.

In cases where the palsy recovers, the label of Bell's palsy
could be justified. When it does not recover, the label should
be "facial palsy-cause not yet diagnosed."

I would like to thank Mr. W. M. Ross, consultant radiotherapist,
for his advice on the preparation of this article.
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