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Arteriyo-Vendz Malformasyonlar,
Vaskillitler ve Lenf Hastaliklari
Arterio-Venous Malformations,

Vasculitis and Lymphatic Disorders

Combined Treatment of Both Arterial and
Deep Venous Thrombosis in a Young Adult

with Antiphospholipid Syndrome: Case Report

Antifosfolipid Sendromlu Geng Erkek Hastada
Derin Ven Trombozu ve
Arteriyel Trombozun Kombine Tedavisi

ABSTRACT Antiphospholipid syndrome (APS) is an autoimmune hypercoagulability syndrome
that induces a wide variety of thromboembolic events. Deep venous thrombosis is complicated by
pulmonary embolism and infarction in 35% of cases. The clinical manifestations of the syndrome
include venous and arterial thromboses and embolisms, disseminated large and small vessel throm-
boses with accompanying multiorgan ischemia and infarction, premature coronary artery disease,
stroke and pregnancy losses. In this paper, we describe a rare case of both venous and arterial throm-
boembolic event in a 25-year-old young male age who had surgical treatment with medical treat-
ment.
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OZET Antifosfolipid sendromu degisik tromboembolik olaylara sebep olabilen, otoimmiin hiper-
koagiilabilite sendromudur. Olgularin %35’inde pulmoner emboli ve infarktla komplike olabilen
derin ven trombozu goriilebilir. Hastaligin klinik goriiniimleri arasinda; venoz ve arteriyel tromboz-
larla birlikte emboliler, multiorgan iskemisi ve infarktina neden olabilen kiiciik ve yaygin biiyiik da-
mar trombozlari, prematiir koroner arter hastalifi, strok ve diisiikler sayilabilir. Bu yazida 25
yasindaki geng erkek hastada goriilen arteriyel ve venoz trombozu ile cerrahi ve medikal tedavi
birlikteligini sunduk
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ntiphospholipid syndrome (APS) is an autoimmune hypercoagula-

bility syndrome that induces a wide variety of thromboembolic

events. In the general population, APS is the most common acqui-
red cause of hypercoagulability. Vascular complications have been diagno-
sed mainly by Doppler ultrasonography, computerized tomography (CT) or
angiography.! Antiphospholipid antibodies are known to induce a prot-
hrombotic state causing arterial and venous thromboembolism. There is a
growing evidence regarding the interrelations of these antibodies and the-
ir mechanisms causing endothelium activation and hypercoagulation.? Sap-
poro classification criteria for the APS were defined in an international
consensus conference to simplify the diagnosis.?

In this paper, we describe a rare case of venous and arterial thrombo-
embolic event in a 25-year-old young male.
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CASE REPORT

A 25-year-old young male was admitted to our in-
stitution with subacute lower limb ischemia, nec-
rosis of the distal phalanxes of right foot and deep
venous thrombosis of right lower extremity. He
had history of intermittant claudication and swel-
ling during the past two weeks and a Doppler ultra-
sonography showing deep venous thrombosis of
right lower extremity. He had no family history of
a clotting disorder. Upon admission, magnetic reso-
nance angiography demonstrated total occlusion of
right iliac, tibioperoneal trunk arteries and left su-
perficial femoral and popliteal artery (Figure 1A).
Screening for thrombophilia including activated
protein C (APC) resistance, protein C, protein S,
antithrombin IIT (ATIII) were within normal ran-
ges and Factor V-Leiden mutation was negative.
Furthermore, plasma dilute Russell’s viper venom
time (dRVVT) and lupus anticoagulant (LA) levels
were positive at admission and at least six weeks
apart. Anticardiolipin (aCL) antibody of IgG and
IgM isotype in blood were negative both at admis-
sion and at six weeks control. Left supragenicular,
right infragenicular and right femoral Fogarty cat-
heter-thrombo-embolectomy operations were per-
formed consecutively, accompanied by amputation
of the necrotic toes. Postoperatively, the patient re-
ceived intravenous unfractionated heparin (aPTT
50-70 s) and oral anticoagulation therapy was star-
ted with a target international normalized ratio
(INR) range of 2.5-3.5. Control magnetic resonan-
ce angiography showed bilateral normal iliac and
lower extremity arteries (Figure 1B).

DISCUSSION

Antiphospholipid syndrome has recently drawn the
attention of numerous clinicians because of its clo-
se relationship with thrombembolic events.! Antip-
hospholipid syndrome is considered as an
autoimmune disorder where vascular thrombosis
and/or recurrent pregnancy pathologies occur in pa-
tients with laboratory evidence for antibodies aga-
inst phospholipids.* The most frequently reported
association with APS is deep venous thrombosis

which is multiple and bilateral, affecting particu-
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FIGURE 1: A) Magnetic resonance angiography of distal abdominal aorta
and bilateral lower extremities in a patient with antiphospholipid syndrome.
There is occlusion of the right iliac, tibioperoneal trunk arteries and left super-
ficial femoral and popliteal arteries. B) Control magnetic resonance angiog-
raphy showing that both iliac arteries and bilateral lower extremity arteries
were normal.

larly lower limbs.> Deep venous thrombosis is also
complicated by pulmonary embolism and infarcti-
on in 35% of cases. Recurrent thromboembolism
can lead to pulmonary hypertension and clinical
findings of right ventricular insufficiency. In addi-
tion, coexistence of pulmonary embolism and intra-
cardiac thrombus can lead to sudden death.® The
clinical manifestations of the syndrome include ve-
nous and arterial thromboses and embolisms, disse-
minated large and small vessel thromboses with
accompanying multiorgan ischemia and infarction,
premature coronary artery disease, stroke and preg-
nancy losses.” The diagnosis of APS is based on the
presence of at least one clinical and one laboratory
criteria as defined in Sapporo classification system.?

We did not investigate pulmonary embolism
since the ecocardiographic evaluation did not show
any evidence of right ventricular failure or pulmo-
nary hypertension, and there was no clinical signs
for pulmonary embolism.

We report a rare condition in the literature
where both arterial and venous thrombosis occur-
red in a young male patient who had intermittent
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cladication and gangrenous necrosis at lower extre-
mity with high plasma levels of dRVVT and LA
without any evidence of connective tissue disease.
Remarkably, aCL antibodies and f2-GP-1 antibo-
dies were not elevated.

The first evidence of large peripheral arterial
occlusions in systemic lupus erythematosus pati-
ents appeared in 1960s.2 During the following ye-
ars, more studies on large arterial occlusions and
gangrene in patients with APS were published. In
addition, occlusions of the abdominal aorta in aPL
positive patients were also observed.”!?

Shortell et al. reported in their study that an-
tiphospholipid syndrome should be suspected in
young, female nonsmokers with vascular disease,
especially those with involvement of the upper ex-
tremity and premature graft failure.!' Similar to
this study, the case was young and a non-smoker,
contrarily thrombosis occurred at the lower extre-
mity.

Opinions concerning treatment of APS vary
widely. The main treatment of APS is anticoagu-
lant/antiaggregant medications. Corticosteroids
may be useful in hematological manifestations
(thrombocytopenia, hemolytic anemia and myelo-

pathy). Prevention of recurrent thrombosis is ac-
hieved by prolonged oral anticoagulation. Intensi-
ve therapy to a target INR higher than 3.0 is the
most effective.’? All patients with thrombosis asso-
ciated with APS should undergo long-term (life-
long) warfarin therapy.

In this case, anticoagulation with heparin was
initiated at admission and consecutive Fogarty cat-
heter-thrombo-embolectomies were performed
successfully. Vena cava filter insertion before ope-
ration was not planned due to absence of clinical
symptoms for pulmonary embolism and since this
was an acute situation.

I CONCLUSION

In conclusion, we have reported an APS patient
complicated by both arterial and venous thrombo-
sis with gangrenous toes. We suppose that imme-
diate surgical treatment in addition to long term
anticoagulation may be justified for the patients
with occlusive vascular disease in APS.
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