
Some patients suffering from antiphospholipid syn-
drome (APLS) may present with a catastrophic condi-
tion characterized by multiple vascular occlusions that
often result in death if appropriate treatment is not
quickly applied. In the great majority of cases, patients
with catastrophic APLS show a spontaneous tendency
to develop microvascular thrombosis that affects multi-
ple organs. However, arterial reactivity leading to acute
thrombosis after operation or a procedure has rarely
been reported on (1, 2). We report here on a case charac-

terized by a succession of thrombotic accidents that oc-
curred during or immediately after arterial angiogra-
phies or arterial surgery, and catastrophic arterial reac-
tivity was strongly suspected. 

Case Report

A 64-year-old man was admitted with a 10-day history
of dyspnea. On admission, he presented with exertional
dyspnea (class IV according to the functional classifica-
tion of the New York Heart Association). A physical ex-
amination revealed a blood pressure of 150/80 mmHg, a
pulse of 102 beats/minutes, respiration of 28
breaths/minutes and a body temperature of 36.0℃.
Coarse breathing sounds were evident in both lung
fields, but the cardiac sounds were normal. 

The laboratory findings were as follows: white blood
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Catastrophic antiphospholipid syndrome (CAPLS) was diagnosed in a 64-year-old
male who was admitted to our hospital with dyspnea. The clinical and radiological ex-
aminations showed pulmonary thromboembolism, and so thromboembolectomy was
performed. Abdominal distention rapidly developed several days later, and the abdom-
inal computed tomography (CT) abdominal scan revealed thrombus within the superi-
or mesenteric artery with small bowel and gall bladder distension. Cholecystectomy
and jejunoileostomy were performed, and gall bladder necrosis and small bowel in-
farction were confirmed. The anticardiolipin antibody was positive. Anticoagulant
agents and steroids were administered, but the patient expired 4 weeks after surgery
due to acute respiratory distress syndrome (ARDS). We report here on a case of cata-
strophic APLS with manifestations of pulmonary thromboembolism, rapidly progress-
ing GB necrosis and bowel infarction. 
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cell count = 11,900/mm3, hemoglobin = 10.2 g/L, platelet
count = 359,000/ mm3, BUN/creatine = 33.9/1.8 mg/dl,
aPTT = 45.4 sec, PT = 12.4/93.3/1.09 sec/%/INR, CRP
= 3.9 gm/dL, fibrinogen = 367 mg/dL, FDP = 12.5
ug/mL and D-dimer = 0.85 mg/dL. Blood coagulation
testing proved positive for lupus anticoagulant, but a
search for anticardiolipin antibodies proved negative
(IgG: 9.7 GPL, n < 20, IgM: 16 MPL, n < 20). Other lab-
oratory data revealed no abnormalities. Chest radi-
ographs at admission revealed the presence of car-
diomegaly without mediastinal widening, and his elec-
trocardiogram disclosed tachycardia of 100 beats/min-
utes with no ST-T wave changes. Echocardiography re-
vealed tricuspid regurgitation and pulmonary hyperten-
sion, and a CT chest scan showed extensive pulmonary
thromboemboli (Fig. 1A). The patient underwent open-
thromboembolectomy (Fig. 1B). After several days, his
abdomen rapidly distended and a CT abdominal scan
revealed thrombi in the upper abdominal aorta, celiac
trunk, superior mesenteric artery (SMA), and superior
mesenteric vein (SMV), and there was small bowel and
gall bladder distension with wall thickening (Fig. 1C).
SMA arteriography showed occlusion of the SMA (Fig.
1D). Thrombolysis was undertaken with using uroki-
nase (400,000 IU) and then follow-up angiography
showed good patency of the SMA lumen. However, se-
vere abdominal pain and signs of bowel infarction de-
veloped a few days later. A follow up abdominal CT
scan revealed multivessel thrombi and the progression
of small bowel infarction (Fig. 1E). Exploratory laparoto-
my was performed, and the resected small bowel and
gall bladder showed ischemic necrosis. Microscopic
findings of the specimens disclosed ischemic necrosis
with epithelial sloughing, mucosal destruction, submu-
cosal edema, congestion and extensive neutrophil infil-
tration.

His postoperative course was dismal: ARDS and mul-
tisystemic failure developed, and he died 4 weeks after
admission. 

Discussion

Antiphospholipid syndrome (APLS) is diagnosed by
arterial or venous thrombosis, or recurrent fetal losses,
and positive antiphospholipid antibody tests for anticar-
diolipin antibodies and lupus anticoagulant. Thrombotic
disease, fetal losses and transient positive antiphospho-
lipid antibodies (aPL) are common events for APLS pa-
tients. When these events occur, APLS should be con-

sidered as primary if these events are unassociated with
any other underlying disease, or the APLS is secondary
when it appears in association with other autoimmune
disorders, mainly systemic lupus erythematosus (SLE).
Also, this syndrome can be associated with other condi-
tions such as vasculitic syndromes, carcinoma, drug ad-
ministration and etc. An international workshop recent-
ly issued a consensus statement on the classification cri-
teria of APLS. Pulmonary manifestations, including pul-
monary embolism and infarction, pulmonary hyperten-
sion, adult respiratory distress syndrome (ARDS), intra-
alveolar hemorrhage and primary thrombosis of lung
vessels (both large and small), as well as pulmonary cap-
illaritis, may be associated with this syndrome in both
its primary and secondary forms (3). 

All the vasculopathies of APLS may be inherent to the
syndrome itself, and APLS can present with protean
vascular abnormalities without any associated vasculi-
tis. The vascular pathophysiology remains unclear.
Numerous mechanisms have also been implicated in
the thrombosis, including the binding of antiphospho-
lipid antibodies to platelets and endothelial cells and this
leads to the induction of procoagulant proteins or adhe-
sion molecules by these cells (4). Moreover, endothelial
cell disruption, which occurs in vasculitis, may produce
immunologically hidden antigens and so stimulate anti-
endothelial antibodies, which may be part of the spec-
trum of APLS antibodies (5).

Single thrombotic events occur in the vast majority of
APLS patients, and when recurrent events do occur,
they may do so many months or even years after the ini-
tial vascular occlusion. However, some reports pub-
lished over the past years have shown that some pa-
tients, albeit a small minority, may present with or de-
velop an acutely catastrophic or devastating syndrome
characterized by multiple vascular occlusions that often
results in death (1, 6-9). Catastrophic antiphospholipid
syndrome (CAPLS) is a rare and severe variant of APLS
that is characterized by multiple widespread microvas-
cular occlusions (7, 8). CAPLS presents as multiorgan
failure within a short time sequence with various other
manifestations, including disseminated intravascular co-
agulation (DIC), thrombocyto-penia and hemolytic ane-
mia. 60% of these patients appear to have developed
CAPLS following trigger factors, for example, infections,
trauma, anticoagulation problems, neoplasia, obstetric,
lupus and others (7). Twenty-five of the 50 patients re-
viewed by Asherson et al (9) died despite intensive treat-
ment, and this treatment included corticosteroids,
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plasmapheresis and cyclophosphamide. 
Certain differences have emerged from a review of 10

patients (6), and these differences appear to distinguish
this minority group of patients who suffer from CAPLS

from the overwhelming majority of APLS patients. The
major differences appeared to be large vessel, peripheral
venous and arterial involvement, and these things were
relatively uncommon in the patients suffering with
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Fig. 1. A 64-year-old man with catastrophic antiphospholipid
syndrome (CAPLS). 
A. The initial chest CT scan reveals pulmonary thromboemboli
in the pulmonary arteries (arrows). 
B. The gross specimen shows thromboemboli extracted by
thrombectomy. 
C. The immediate postoperative CT scans show a filling defect
(meaning thromboemboli) within the proximal superior mesen-
teric artery (SMA, arrow). 
D. SMA arteriography shows occlusion of the SMA (arrow) and
thrombolysis was undertaken with using urokinase. 
E. The follow up abdominal CT scan reveals thrombus progres-
sion within the SMA, and the scan was taken at the same level
as Figure 1D (arrow).

E



CAPLS, who seemed to demonstrate small vessel (mi-
crovascular thrombosis) involvement that affected vari-
ous combinations of multiple organs such as the lungs,
heart, brain, kidney, liver, adrenal glands or gastroin-
testinal tract.

Many patients with APLS remain stable for long peri-
ods, but an acute episode may unpredictably proceed to
a catastrophic state. Aggressive multi-therapy with anti-
coagulation, steroids, plasmapheresis or intravenous
gammaglobulin leads to a survival rate of about 70% (9).
However, the treatment of CAPLS is not currently stan-
dardized, and a review of 10 cases (6) and a more recent
analysis of 31 cases (5) have suggested that the use of
plasmapheresis is associated with an improved out-
come. We also believe that this combination should
probably be used in patients with catastrophic APLS;
however, our case did not demonstrate any benefit from
the combined treatment. 

The prognosis may be poor when the CAPLS is associ-
ated with arteriopathies, as described in our case. We
conclude that CAPLS is an uncommon, but potentially
life-threatening condition that requires a high level of
clinical awareness. 
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파국 일차성 항인지질 증후군1

1조선대학교 부속병원 영상의학과학교실
2미래로 21병원 흉부외과

김동훈·변주남·류상완2

호흡부전을 주소로 내원한 64세 남자환자에서 파국 항인지질 증후군이 진단되었다. 임상학적, 영상학적 검사에서

폐동맥 색전증으로 진단되었고 색전제거술이 시행되었다. 수일 후 복부팽대가 급속히 진행되었고 복부 CT 상 상장

간동맥내에 혈전과 소장, 담낭의 팽대가 있었다. 담낭절제술과 공회장문합술이 시행되었고 담낭과 절제된 소장의

괴사가 확진되었다. 항카디오리핀 항체는 양성이었다. 항응고제와 스테로이드제제가 투여되었지만 환자는 급성호흡

부전증으로 사망하였다. 따라서 저자들은 폐동맥 색전증과 빠르게 진행된 담낭 및 소장괴사를 동반한 파국 항인지

질 증후군을 보고한다. 


