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Abstract

Antiphospholipid syndrome (APS) is an autoimmune disorder characterized by venous or arterial thrombosis and/or pregnancy
outcomes in the presence of persistent antiphospholipid antibodies like lupus anticoagulant (LAC), anti-cardiolipin (aCL), and anti-
B2glucoprotein. Antiphospholipid syndrome may occur as a primary disorder or in association with other autoimmune diseases,
especially with systemic lupus erythematosus (SLE). This case reports a 28-year-old woman diagnosed with SLE and APS after her
first thrombotic event, a deep vein thrombosis in the right leg. All SLE patients must be screened for antiphospholipid antibodies,
even when thrombotic events have not occurred, to determine the antiphospholipid antibody profile, which is important for future

thrombotic risk events. (International Journal of Biomedicine. 2025;15(3):598-600.)
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Abbreviations

aCL, anti-cardiolipin; APS, antiphospholipid syndrome; ANA, antinuclear antibody; CT, computed tomography; DVT, deep
vein thrombosis; ENA, extractable nuclear antigen; IVC, inferior vein cava; INR, international normalized ratio; LAC, lupus
anticoagulant; PE, pulmonary embolism; SLE, systemic lupus erythematosus.

Introduction

Antiphospholipid syndrome (APS) is an autoimmune
disorder characterized by venous or arterial thrombosis
and/or pregnancy outcomes in the presence of persistent
antiphospholipid  antibodies like lupus anticoagulant
(LAC), anti-cardiolipin (aCL), and anti-B2glucoprotein.t
Classification criteria for APS have changed over the years.
Sapporo criteria were first published in 1999 and updated
in 2006 (Sydney criteria). Diagnosis for APS, based on
revised Sapporo criteria, requires at least one clinical and one
laboratory manifestation.2 Clinical criteria comprise arterial/
vascular thrombosis or pregnancy morbidity, while laboratory
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ones include the presence of medium or high titers of IgG and/
or IgM anti-cardiolipin (aCL) antibodies, IgG/IgM anti-beta 2
glycoprotein I antibodies (anti-B2GPI), and/or LAC positive
on two or more occasions at least 12 weeks apart.2

Antiphospholipid syndrome may occur as a primary
disorder, but when it is associated with other autoimmune
diseases, most commonly with systemic lupus erythematosus
(SLE), it is defined as a secondary APS.%2

Systemic lupus erythematosus is an autoimmune discase
that affects connective tissues, leading to chronic inflammatory
illness of skin, joints, kidneys, lymph nodes, and the lining
layers of the blood vessels with increased risk of arterial and
venous thrombotic events.® When SLE was associated with
antiphospholipid antibodies, an increased number of thrombotic
events was observed. The presence of antiphospholipid
antibodies has been described in around 50% of SLE patients,
while around 20% of APS patients have SLE.?
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This case reports a 28-year-old woman diagnosed with
SLE and APS after her first thrombotic event, a deep vein
thrombosis (DVT) in the right leg.

Case Presentation

A 28-year-old female patient experienced her first
thrombotic event at the age of 14: DVT in the right leg, in the
absence of varicose veins or other coagulation disorders, and
did not report using oral contraceptives. She was hospitalized
at Shkodra hospital and was stabilized after treatment with
nadroparin calcium. After leaving the hospital, she was treated
with acenocoumarol with dosing adjusted according to the
INR level.

One year later (January 2012), this patient underwent
several examinations due to her poor health condition. CT was
also performed, resulting in normal findings. Six months later,
this young lady was hospitalized at the University Hospital
Center “Mother Tereza,” (Tirana, Albania) for an accurate
diagnosis. She reported experiencing several symptoms like
fatigue, physical weakness, pain in the hands and feet, stains
in the skin of the abdomen, hair loss, numbness of hands
and feet, and even mouth ulcers. Upon general examination,
the patient was alert and oriented. The skin of the face had a
butterfly-shaped rash over the cheeks and nose. Respiratory
effort appeared slightly labored.

An abdominal ultrasound was performed and resulted in
normal findings, while bone and joint pathology was revealed
by hand x-ray. A series of laboratory examinations, including
cell blood count, biochemical balance, coagulation, and
immunological profiles, were performed (Table 1).

Comparison of laboratory results from January to June
revealed transient thrombocytopenia, reduced hemoglobin
levels, and decreased complement C3 and C4 levels.
Antinuclear antibodies (ANA), extractable nuclear antigen
(ENA) screening, and anti-cardiolipin IgM/IgG were all
positive.

Based on clinical and laboratory evaluation, the
diagnosis was SLE and APS with anti-cardiolipin 1gM/IgG
positive and thrombotic events.

The medical treatment started immediately and included
acenocoumarol, according to the level of INR, plaquenil (400
mg/d), medrol (8 mg/d), and vitamin D (2000 IU/d). The
clinical situation appeared to be stabilized upon the receipt of
the medical protocol.

In 2014, this patient interrupted the treatment with
acenocoumarol, and a clinical complication occurred. She
was admitted to the hospital with difficulty breathing, and
according to laboratory examinations (Table 1) and CT, she
was diagnosed with bilateral pulmonary thromboembolism.
The treatment protocol remained the same, on the condition
that therapy with acenocoumarol, not be interrupted.

In recent years, this patient has reported increased leg
pain and varicose veins. The last CT showed blockage of
the inferior vein cava (IVC), suggesting a post-thrombotic
event occurring there and suggesting the necessity of surgical
intervention. The latest laboratory examination data are also
presented in Table 1.

Table 1.

Summary of laboratory examinations.

Laboratory o1 2012006.2012[2014 2025 |Reference
RBC 473 1436 5.1 5.55 4-5x10%/uL
WBC 49 4.85 12 5.71 5-10x10%/uL
Hb 12.3 10.7 8.8 154 12-16 g/dL
PLT 17 292 498 263 140-400x10°/uL
ALT 92.8 [23.6 21 224 <35U/L

AST 76.8  [23.9 42 27.4 <31 U/L

TPU 24H 271.5 |Negative < 150 mg/24h
Ca 9.96 8.8 9.2-11 md/dL
CRP 5.1 14 1.05 <5 mg/L

CK 35 107 <170 U/L
LDH 301 205 289 <480 U/L

RF 2.7 3.9 21 7.1 <14 TU/mL
FIB 439.1 397 200-400 mg/dL
APTT 79.7 473 36.9 25-35 sec
D-DI 1.8 1.66 < 0.5 ug/mL
C3 73 134 100 90-180 mg/dL
C4 7 11.7 14 10-40 mg/dL
LAC 107.1  |94.5 31.4-43.4 sec
ANA Positive|Positive [Positive [1:160  |<1:80 Negative
DsDNA Positive Negative
ENA SCREEN Positive [Positive <20 Negative
aCL IgM Positive Positive |Negative|<12 U/mL
aCL IgG Positive Positive |>12 U/mL
anti-B2GPI IgG| Positive [>20 RU/ml

RBC, red blood cells; WBC, white blood cells, Hb, hemoglobin; PLT,
platelets; ALT, alanine transaminase; AST, aspartate transaminase;
TPU 24H: proteinuria,; Ca, calcium; CRP, C-reactive protein; CK,
creatin kinase; LDH, lactate dehydrogenase; RF, rheumatoid factor,
FIB, fibrinogen; APTT, activatedy partial thromboplastin time; D-DI,
d-Dimer; C3, C3 complement; C4, C4 complement; LAC, lupus
anticoagulant; ANA, antinuclear antibodies; DsDNA, anti-double
stranded DNA antibodies; ENA Screen, extractable antigen test;
aCL IgM, anti-cardiolipin IgM; aCL IgG, anti-cardiolipin IgG, anti
-B2GPI, antif32-glycoprotein.

Discussion

Antiphospholipid syndrome and systemic lupus
erythematosus are two diseases related to each other due
to the similarities that they have in terms of thrombotic
events and clinical manifestations, including the presence of
antiphospholipid antibodies. When SLE is associated with
APS, it significantly increases the risk of thrombotic events
in comparison with the general population. In SLE patients,
approximately 50% are aPL positive, compared to those with
SLE alone.®

According to recent data and meta-analysis of
venous thromboembolism in SLE, patients with lupus
erythematosus have a 4.38-fold higher relative risk of venous
thromboembolism than the general population. When SLE
coexists with APS, the absolute venous thromboembolism
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risk increases to 63%. For DVT and PE, the risk rises from
1% to ~26% and 22%, respectively, when SLE is associated
with APS.?

All laboratory findings in this patient, including positive
ANA, ENA screen, anti-cardiolipin IgM/IgG, and proteinuria,
confirmed the diagnosis of SLE with APS according to their
respective classification protocols. SLE patients should be
screened for antiphospholipid antibodies to determine their
aPL profile. It is reported that in new SLE patients, double
or triple aPL-positivity increases the risk for future vascular
events.'?

This case is an example of the coexistence of SLE and
APS, which highlights the increased probability of thrombotic
events. A young girl experienced DVT in the right leg at the
age of 14, followed by bilateral pulmonary thromboembolism
and, recently, an obstruction of the IVC, suggesting a post-
thrombotic event occurring there. Although it is a very rare
complication, particularly when the anticoagulation therapy is
insufficient without immunosuppression, some cases of [VC
have been reported in the literature. It is important to emphasize
that our patient was not treated with immunosuppressants, a
fact that could be a possible cause of the current situation.

Currently, in a review of several publications regarding
immunosuppression in APS-positive patients with recurrent
thrombotic events, anticoagulant therapy, hydroxychloroquine,
and rituximab are recommended to reduce the titer of
circulating antiphospholipid antibodies.

One of the cases reports a 14-year-old patient with
active SLE, Evans syndrome, and secondary APS with
acute abdominal pain, resulting in mesenteric vasculitis
and thrombosis of the [IVC.! Initial medical therapy with
fraxiparin, followed by acenocumarol according to INR levels,
showed that it was effective until its discontinuation, which
led to PE, emphasizing the importance of continuing therapy
in patients with SLE/APS with prior thrombotic events.
Immunosuppressive therapy is also recommended, especially
when thromboses persist despite anticoagulation therapy.

Thus, patients with SLE and APS have an increased risk
for thrombotic events. All SLE patients must be screened for
antiphospholipid antibodies, even when thrombotic events
have not occurred, to determine the antiphospholipid antibody
profile, which is important for future thrombotic risk events.
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