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Multiorgan thrombotic disorder in a young patient with
primary antiphospholipid syndrome (APS) and ovarian tumor 
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Introduction

An acute multiorgan thrombotic dysfunction known as
catastrophic antiphospholipid syndrome (CAPS) is trig-
gered with one of the events as infection, minor surgical
trauma, malignant disease, or even pregnancy. These
events activate thrombotic and cytokine strom that
results in small vessel occlusion and systematic inflam-
matory response. With the current therapeutical approach,
the mortality rate is still near 50% [1].

According to new investigations, potential genetic risk
factors may predispose APS-positive patients to CAPS.
Current knowledge is mostly based on international web
CAPS registry.

Case Report

The authors present a case of a young nulliparous 22- year-old
female patient with primary antiphospholipid syndrome (APS)
who was admitted to the hospital with acute abdominal pain
caused by adnexal tumor followed by high level of CA-125
markers (1,034 U/ml). Pulmonary embolism and thrombosis of
the inferior vena cava and iliac-femoralis in both lower limbs
were her previous APS manifestation at the age of 16. After dis-
covering primary APS and surviving from her first attack, she
was treated with oral anticoagulant therapy. 

Laboratory tests, pelvic, and abdominal ultrasound examination
were performed upon admission to hospital. Ultrasound examina-
tion revealed a right adnexal bilocular hypoechogenic tumor size 7
x 6 cm. Hematological, pulmonal, and vascular examinations were
also performed as a preoperative diagnostic procedure. A vascular
surgeon performed a color venous duplex scan of the lower limbs
and confirmed no thrombotic masses in their vessels.

Upon admission to the Clinic, laboratory test were normal but
her clotting test showed prolonged activated partial thrombo-

plastin time (aPTT) 51.2 (normal range 22 - 31,5), prothrombin
time was 57.7% (normal range 70% - 130%) with also strong
lupus anticoagulant (LA) activity with LA1 - 118.6 (< 45 sec.)
and kaolin clotting time (KCT) > 200 sec (range 70 - 90). 

Her immunological test revealed high alkaline phosphatase
(APL) acitivity with value of anticardiolipin (aCL) IgG > 100 (<
11 GPL) and aCL immunoglobulin M (IgM) 20.4 LU/ml (< 10
MPLU / ml). Hematologist had ordered anticoagulant therapy
with low-molecular weight heparin twice daily. 

Besides lower abdominal pain, the patient developed gas-
trointestinal disorder with upper abdominal pain in right
hypochondrium followed with nausea, vomiting, and increased
bilirubin levels. Abdominal and gastoenterologist examination
diagnosed calculosis cholecystitis confirmed by abdominal
ultrasound and laboratory tests. The patient was treated with
wide-spectrum antibiotics, which were given for ten days.

After using antibiotics and prophylactic anticoagulants therapy,
surgery was performed with an intraoperative findings: enlarged
right Fallopian tube, multiple right ovarian cysts and liquid in
Douglas pouch, with multiple adhesions. Also, enlarged gallblad-
der and liver were detected. Surgery consisted of tumorectomy of
the right ovary, right salpingectomy, and cytology of the peri-
toneal liquid. Patient’s general status deteriorated rapidly imme-
diately after surgery, manifested as cardiopulmonary insufficien-
cy and the patient was administered intermittent positive pressure
ventilation (IPPV) with 100% O2, but saturation was only 50% -
60%. Cardiologist and vascular consultation had been made due
to cardiac ultrasound which showed decreased ejection fraction
(EF) of 30%, asymmetrically enlarged right ventricle with
decreased contractility, and paradoxal moving of interventrucular
septum. Laboratory tests showed high level of creatine-kinase 90
(normal < 24) and S-troponin 25, 144 (normal < 0.1) and high
value of lactate-dehydrogenase 1,611 (normal l,220 - 460). She
was administrated anticoagulant therapy with parenteral unfrac-
tionated heparin 5,000 twice in bolus, and also corticosteroids.
Furthermore, antithrombin III and fibrinolytics were administrat-
ed, as the other supportative therapy (bronchodilators, diuretics,
cardiotonics) and at least inotropic drugs (dopamine, atropine,
and adrenaline) followed by external heart massage. 

Summary
Catastrophic antiphospholipid syndrome (CAPS) is a life-threatening condition with high mortality rate besides aggressive multi-

modal treatment. Underlying triggers of “thrombotic and cytokine storm” include pregnancy, inflammation, trauma, surgery, and
infection. The authors present a case of a young female patient with primary antiphospholipid syndrome (APS) who was admitted to
the hospital due to abdominal pain caused by ovarian tumor with elevated tumor markers. After the prophylactic anticoagulants and
antibiotic treatment, surgery was performed. Suddenly after treatment, her clinical status deteriorated and she died regardless of
intensive immunosupresive and anticoagulant therapy attempts. This condition requires all clinical awareness, timely diagnosis, and
therapeutical approach, including a better understanding of the pathophysiology that leads to CAPS. 

Key words: Catastrophic antiphospholipid syndrome; Multiorgan thrombotic disorder; Systematic inflammatory response syndrome.

Eur. J. Gynaec. Oncol. - ISSN: 0392-2936
XXXIV, n. 3, 2013

21 2278-32 - Multiorgan:2278-32  24/04/13  12:55  Pagina 273



K. Jeremic, A. Stefanovic, A. Ljubic, P. Miljic, J. Stojnic, B. Kastratovic, L.J. Arsenijevic 274

Despite continous intensive therapy, permanent asystolia was
recorded. The patient died due to cardiopulmonary insufficien-
cy, and the final diagnosis was CAPS affecting lungs, heart, and
kidneys. 

Autopsy revealed multiorgan thrombotic involvement, car-
diac (multiple myocardial infarction with thrombotic masses in
the vessels), pulmonary respiratory distress syndrome with cap-
illary hyaline thrombosis and bilateral hydrothorax, and renal
involvement in a lesser extent (gromerular thrombosis). The
other findings of the autopsy included pancreas autolysis,
hepatomegaly, and middle cholecystitis calculosa.

Pathohistology of the operation revealed: chronic purulent
salpingitis and ovarian follicular and cystic simplex.

Discussion 

CAPS is a severe devastating disease with wide-spec-
trum of clinical appearances. 

Owing to an international web-based registry called
CAPS registry, analyses of the characteristics of almost
300 patients with diagnosed of CAPS is available. Among
the patients in the registry, most of them (84,5%) had
APL syndrome (primary or secondary), and in 82% were
postive for IgG aCL antibodies [1, 2].

Althought pathogenesis of CAPS is not clear at all,
microthrombosis and consequent extensive tissue damage
are supposed to be the cause. Autopsy revealed thrombot-
ic microangiopathy (TMA), as well as occlusion of the
larger vessels in a lesser extent [1, 2].

Systemic inflammatory response syndrome (SIRS) sec-
ondary to cytokine activation is another pathogenic mech-
anism in CAPS, besides thrombosis. The cytokines that
are released during tissue damage initiate and amplify an
inflammatory reaction in CAPS. SIRS can be the cause of
pulmonary injury that leads to acute respiratory distress
syndrome (ARDS), which is a main pulmonary manifes-
tation of the disease [3, 4].

Even minor surgical intervention or infection are pre-
cipitating factors than can initiate rapid and progressive
multiorgan thrombotic failure. The most common event is
infection, which besides surgical trauma, was a trigger in
the case presented [3].

The mechanism is still unclear, but it is hypothesized
that surgical trauma by affecting endothelial cells, could
acitivate procoagulant moleculars, complements, and
cytokine production leading to thrombosis and tissue
necrosis [3]. 

The most frequent CAPS involve organs such as kid-
neys, lungs, and brain with a variety of clinical manifes-
tations. Pulmonary manifestations are both thrombotic
and non-thrombotic. It includes ARDS but also pul-
monary hemorrhage and embolism. Intra-abdominal
thrombotic complications may involve the pancreas, adre-
nal glands, and intestinal and splenic vasculatures. Skin
complication and bone marrow infarction can also occur
in some cases [5, 6]. 

Based on the CAPS patient registry, almost half of
patients did not survive, and the cerebral involvement was
the major cause of death. Causes of death usually include

cerebral stroke and cardiac involvement as in the present
case [6, 7].

According to algorithm of treatment guidelines for cat-
astrophic APS, prophylactic therapy recommends using
wide-spectrum antibiotics for treating any infection and
parenteral anticoagulants, before and during the surgical
procedure [8].

First-line therapy consisted of anticoagulants plus corti-
costeroids which had been given in the case of patients. If
plasmapheresis or/and intravenous immunoglobulins are
added, clinical improvement is increased. Other therapeu-
tical choices include cyclophosphamide, fibrinolytics, and
supportive treatment (mechanical ventilation, blood, fresh
frozen plasma (FFP) transfusion, and oxygen) [8].

CAPS is life-threatening condition with potentially
lethal outcome besides aggressive multimodal treatment,
which needs better understanding pathophysiology that
leads to CAPS. 

Although there are still no randomized clinical trials,
information from CAPS registry can help in analyzing
clinical form of the disease, management, and outcome. 

This condition needs all clinical awareness, timely
diagnosis, and also a therapeutical approach.
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