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Introduction: Spontaneous and isolated internal jugular vein (IJV) thrombosis is a rare entity, 

and atypical localization for venous thromboembolism usually occurs after an oropharyngeal 

infection, cancer, central venous catheter, and ovarian hyperstimulation syndrome. This report 

describes a case of spontaneous IJV thrombosis leading to neck pain and swelling as a primary 

manifestation of antiphospholipid (Hughes) syndrome.

Case presentation: A 44-year-old male with no significant past medical history presented 

with a 1-week duration of right-sided painful neck swelling. Duplex ultrasound and computed 

tomography angiogram revealed right IJV thrombosis. Hematology studies were normal apart 

from positive lupus anticoagulant. The patient was managed conservatively with low molecular 

weight heparin, antibiotics, and close follow-up.

Conclusion: Acute spontaneous IJV thrombosis as a primary presentation of antiphospholipid 

syndrome is extremely uncommon. We should be aware of the possibility of this condition in 

the differential diagnosis and management, as long-term anticoagulation is needed.
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Introduction
Isolated internal jugular vein (IJV) thrombosis is a rare1 but potentially fatal condition 

due to risk of pulmonary embolism as well as intracranial propagation of the throm-

bus.2,3 It is an atypical localization for venous thromboembolism.4 First described in 

1912 as a complication of peritonsillar abscess, it is now known to have a varied etiol-

ogy2 such as cancer, central venous catheter, and ovarian hyperstimulation syndrome.1 

The clinical symptoms may be vague and misleading or absent.2

Antiphospholipid syndrome (APS), first described in 1983, as thrombosis, abor-

tion, and cerebral disease, is nowadays recognized as a systemic disease with a wide 

constellation of clinical manifestations related to acute and chronic vascular lesions.5

This article presents a case of a 44-year male who presented with right neck swelling 

and pain caused by a rare entity – IJV thrombosis – and was found to have a positive 

lupus anticoagulant (LA). To the best of our knowledge, only 3 cases in the literature 

had been previously reported IJV thrombosis as a primary presentation of APS.6–8

Case presentation
A 44-year-old male, not known to have any medical diseases, was referred to the vas-

cular clinic at King Abdullah University Hospital  with right diffuse neck swelling and 

pain associated with inability to open the jaw properly for the last 7 days. He denied 
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any history of infection, trauma, or intravenous drug use. On 

physical examination, the swelling was tender, diffuse, and 

without area of fluctuation. He was afebrile with normal vital 

signs. The patient had neck ultrasound with duplex studies 

done by the primary care physician which revealed a throm-

bosed right IJV. Computed tomography angiogram was done, 

which showed a complete and isolated thrombosis of the right 

IJV from the base of the skull down to the right subclavian 

vein (Figure 1). No other pathologies were demonstrated. 

Ear, nose and throat consultation with direct laryngoscope 

revealed no obvious pathology. No pathology was detected 

in the chest radiography. He was hospitalized and given low 

molecular weight heparin (LMWH; Enoxaparin sodium 

80 mg subcutaneously twice daily) and empirical antibiotics. 

Routine blood investigations were normal. The thrombophilia 

profile was normal except for positive LA (activated partial 

thromboplastin time  and tissue thromboplastin inhibition 

test  were used). He had dramatic symptomatic improve-

ment after 6 days and was discharged home on LMWH for 

3 months. Then the LA was repeated after 12 weeks, which 

showed persistent elevation. Then Doppler ultrasound showed 

organized thrombus in the right IJV. Thus, a decision to treat 

this patient with long-term oral anticoagulation was taken and 

he was referred to rheumatology clinic for further follow-up.

Consent
The patient provided written informed consent for the case 

report to be published.

Discussion
Despite an existing anatomical continuity of the venous drain-

age from the upper half of the body, deep vein thrombosis 

(DVT) involving IJV, and more proximal veins, seems to 

bear some different clinical characteristics and affects dif-

ferent groups of patients.4 The overall incidence of DVT in 

the head and neck is under 5%.9 Patients may present with 

a painful swollen neck or may be asymptomatic.1 Suspected 

IJV thrombosis can be rapidly diagnosed using duplex ultra-

sonography. Ultrasound has the key advantage of providing 

a bedside diagnosis with high sensitivity and specificity and 

may achieve superior resolution to computed tomography 

in superficial areas.10

APS is rare disease (estimated incidence of 5 cases per 

100,000 people per year), which affects young adults.5,11 

It is the most common cause of acquired thrombophilia 

and accounts for 15%–20% of all episodes of DVT.11 It is 

accompanied by the synthesis of autoantibodies (aPL) against 

membrane phospholipids and phospholipid-binding proteins 

which interfere with the coagulation system and increase 

the risk of arterial thrombosis (stroke, myocardial infarc-

tion), venous thrombosis (venous thromboembolic disease), 

microvascular thrombosis, and obstetrical failures.4 Venous 

thromboses are more common than arterial thromboses in 

the APS and are reported to involve the deep veins of lower 

extremities (most common finding), the adrenal, hepatic, 

mesenteric, portal, or splenic vein, and the inferior vena 

cava.12 APS can occur either as a primary condition or associ-

ated with an underlying systemic autoimmune disease, such 

Figure 1 CTA of the neck revealing thrombosis of the right IJV (arrow); (A) axial 
and (B) coronal.
Abbreviations: CTA, computed tomography angiogram; IJV, internal jugular vein.
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as systemic lupus erythematosus.13 LA is the most specific 

test for the diagnosis of APS (although transient positivity of 

antiphospholipid antibodies can be induced by infections or 

drugs).11 APS diagnosis requires at least 1 clinical criterion 

(thrombotic event or gestational morbidity) and at least 1 

laboratory criterion (confirmed positive aPL at 2 or more 

separate time points with a 12-week minimum interval) to be 

fulfilled.11 On the other hand, aPL can be detected transiently 

in some cases, which is clinically insignificant. Therefore, 

according to the ISTH guidelines, the tests for aPL should be 

conducted no earlier than 12 weeks following a thrombotic 

episode, and the positive result should be confirmed after at 

least 12 weeks.4

There are no set guidelines for the treatment for IJV 

thrombosis, but most reported cases of IJV thrombosis are 

treated similarly to lower extremity DVTs, primarily with 

a 3–6-month course of anticoagulation therapy, and in rare 

selected cases with initial thrombolysis, venous throm-

bectomy, or placement of a superior vena cava filter when 

anticoagulation is contraindicated.1

In this case, the patient was started on LMWH for 3 

months and then shifted to long-term oral anticoagulant when 

LA was persistently positive. It should be stressed that the 

presence of LA is associated with high risk of thromboem-

bolic complications. Therefore, continuation of therapy with 

LMWH during evaluation of APS is acceptable.4 After the 

acute episode, long-term treatment with oral anticoagulant 

(warfarin with international normalized ratio at or above 3) 

is the therapy of choice.11,12

To the best of my knowledge, only 3 cases in the litera-

ture have previously reported IJV thrombosis as a primary 

presentation of APS.6–8

This case illustrates the need for suspecting and recog-

nizing APS early in patients with IJV thrombosis before the 

diagnosis of idiopathic IJV thrombosis because the treatment 

and the prognosis are different.

Conclusion
Acute spontaneous IJV thrombosis as a primary presentation 

of APS is extremely uncommon. We should be aware of the 

possibility of this condition in the differential diagnosis and 

management, as long-term anticoagulation is needed.
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