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1

2

3

( Antiphospholipid syndrome )

( Catastrophic antiphospholipid syndrome )

( Antiphospholipid antibody )

( Phospholipid )

( Cardiolipin )



33 89

( malar rash ) ( painless oral ul-

cer  ) ( 1200/cumm )

( 8.5 g/dl Direct Coomb's

test ) ( 93000/cumm )

2/3

ANA>2560 ( ) Anti-Sm

anti-dsDNA Anti-RNP Anti Jo-1

SSA Anti-Scl-70 90

2

6 IgM anticardiolipin ( aCL IgM )

102 105 MPL unit/mL ( <12.5 M-

PL unit/mL ) PT/APTT 91

93 1 ( )

(  generalized

tonic clonic seizure ) aCL IgM

135MPL unit/mL D-D dimmer 680ng/mL 

X

( pulmonary artery systolic pres-

sure 77 mmHg ) / ( ven-

tilation/perfusion scan ) 

subsegmental area

( 

)

( heparin ) 

methylprednisolone

bosentan

w a r -

farin hydroxychloroquine prednisolone

bosentan

(antiphospholipid antibody)

lupus anticoagulant

antibody ( LA ) anticardiolipin antibody ( aCL )

anti 2 glycoprotein I antibody ( anti 2 GP I )

( )  LA test 1

1.

( coagulation assay ) dilute prothrombin

time activated partial thromboplastin time di-

lute activated partial thromboplastin time colloidal

silica clotting time kaolin clotting time dilute

Russel's viper-venom time Taipan venom time

Textarin Ecarin time 

2.

3.

4.

LA

( ) aCL test ( solid

phase immunoassay ) enzyme-linked

immunosorbent assay ( ELISA )

( cardiolipin ) 

2 GP I ELISA 1983

aCL isotype ( IgG

IgM IgA )

( ) anti 2 GP I test aCL ELISA

2 GP I

LA 2 GP I
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( 2 glycoprotein I ) aCL anti 2

GP I LA

( specificity ) aCL

( sensitivity ) 2 aCL

( specificity ) 

IgG IgM 

2 GP I prothrombin an-

ticardiolipin antibody 2 GP I lu-

pus anticoagulant antibody anti

2 GP I anti-prothromin antibody

2 GP I 

1-5%
3

aCL 12-30% 4-5 , LA 15-

34% 5-6

5

7% 7

LA

activated protein C antithrombin III annexin V

firbinolysis tissue factor

anti 2 GP I 

annexin

II 2 GP I 

2 GP I 

cell surface adhesion molecules

interleukin-6 prostaglandins

2 GP I 

interferon 

nuclear lamin B1 LA
8

( ) 9

( 40%)

( 5 0 % )

( ) 10

I g M

2 GP I

2

GP I 

( thrombotic microangiopathy )

( thromboses )

( embolism ) ( )11

( venous thromboses ) 

29-55%

( deep venous thrombosis )

( pulmonary

embolism ) 11 ( arterial thromboses ) 

( transient ischemic attack, TIA )

5 0 % 2 7 %

23%
11

35



36

1.

2.

(1) 10 10 ,

(2) 34 34 , ( preeclampsia ) ( eclampsia ) 

( placental insufficiency ) 

(3) 3 , 10 , ( ) 

1.anticardiolipin antibody#

2 * anticardiolipin antibody (  IgG IgM ) 6

2.lupus anticoagulant antibody

2 lupus anticoagulant antibody 6 ( the guidelines of the International Society on

Thrombosis and Hemostasis ) 
# ( anticardiolipin IgA, anti 2 glycoprotein I antibody cardiolipin

( phosphatidylserine, phosphatidylethanolamine, prothrombin, annexinV, protein C, protein S )
* anticardiolipin antibody 15 20 international phospholipid units 

, anticardiolipin antibody (median level) 2-2.5 
99%

Wilson WA, Gharavi AE, Koike T, et al. International consensus statement on preliminary classification criteria for def-
inite antiphospholipid syndrome: report of an international workshop. Arthritis Rheum 1999;42:1309-11. 9

( Sjogren's syndrome )

-HIV HAV HBV HCV ( mononucleosis )

-

- toxoplasmosis

( polycythemia vera ) ( myelofibrosis )

( idiopathic thrombocytopenic purpura ) ( sickle cell disease ) ( pernicious

anemia )

procainamide phenothiazines ethosuximide chlorothiazide quinine oral contraceptives

Klinefelter's syndrome inflammatory bowel syndrome



146

(49.3%) 

(40%) (23.6%) 82

(56.2%) 37 (25.3%) 
12

6 3 %

( embolus ) 

4%

( vegetation )

( thrombotic microangiopathy )

( catastrophic an-

tiphospholipid syndrome )

40-50%

14-23% 11-22%

( livedo reticularis )

37

( thromboembolism of large vessels ) ( thrombotic microangiopathy )

( microinfarction ) ( microthrombi )

( mononeuritis multiplex )

( transverse myelitis )

( multi-infarct dementia )

( Libman sacks endocarditis )

( intracardiac thrombi )

( pulmonary emboli )

( deep vein thrombosis )

( livedo reticularis )

blue toe syndrome ( gangrene ) ( prupura )

( ecchymosis )

( disseminated intravascular coagulation )

HELLP syndrome

Budd-Chiari syndrome

Levine JS, Branch, DW, Rauch J. Medical Progress: The Antiphospholipid Syndrome. N Engl J Med 2002;346:752-63.11



9

( )

10 10 ( )

9

10-20% 13

( heparin ) 

9 5000 U ( 

) 10 10

7500 10000 U ( )

2

low molecular weight he-

parin

warfarin

( heparin )

( low molecular weight heparin ) 

aspirin

aspirin ( 325

mg /day )
14 hydroxychloroquine

15-17 INR ( international nor-

malized ratio ) 2.0~2.9 3.0

INR 1.9

6

INR 3.0 2.0~2.9

I N R 3 . 0

2 . 0 ~ 2 . 9

aspirin

( catastrophic
antiphospholipid syndrome, CAPS )

2002

( )18

(1) 

( 2 )  

(3 )

(4) 

( lupus anticoagulant

antibody anticardiolipin antibody )

50% ( >180/100mmHg )

(>500mg/24hours )18

( definite CAPS ) 

( probable CAPS ) 

(1) 

(2) 

(3) (4)

( thrombotic microangiopathy ) 

( fibrin )

( ARDS )
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( disseminated in-

travascular coagulation ) 25%

50%
19

( IVIG )

( hemolytic-uremic syndrome ) 

( thrombotic thrombocytopenic

purpura ) 
20

protein C protein S an-

tithrombin III

20

( IVIG ) 

IgG anticardiolipin 21 IVIG 

( I d i o p a t h i c

thrombocytopenic purpura, ITP )

thrombocytopenia 

cyclophosphamide fibrinolytic

prostacyclin Ancrod Defibrotide

( anticytokines ) 20

( prostacy-

clin ) bosentan

22

39

(1) a

(2) 

(3) 

(4) ( lupus anticoagulant antibody anticardiolipin antibody )

( definite CAPS )

( probable CAPS )

(1) 

(2) 

(3) 

(4) 

a 50% (>180/100mmHg)
(>500mg/24hours)

Asherson RA, Cervera R, de Groot P, et al. Catastrophic antiphospholipid syndrome: international consensus statement
on classification criteria and treatment guidelines.Lupus 2003;12,530-4 18
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Catastrophic Antiphospholipid Syndrome

Yu-Feng Hu, Yi-Chun Lin1, Toong Hua Liang 2, and Hsiao-Yi Lin3

Antiphospholipid syndrome (APS) is not uncommon and contains a variety of manifestations including ar-

terial or venous thrombosis, abortion or premature labor, thrombocytopenia, acute renal failure, acute respirato-

ry distress syndrome, stroke, seizure, myocardial infarction, neuropathy etc. Because this syndrome may poten-

tially lead to severe complications, it needs clinical suspicion to make the early diagnosis. APS may be divided

into several categories. "Primary" APS occurs in patients without clinical evidence of another autoimmune dis-

ease, whereas "secondary" APS takes place in association with autoimmune or other diseases. Systemic lupus

erythematosus is by far the most common disease accompanied by which APS develops. The manifestations of

APS need to be differentiated from that of lupus vasculitis for proper treatment. For instance, instead of steroid

for vasculitis, anticoagulant is used for APS. Furthermore, it is of great influence on the prognosis to make an

early diagnosis and initiate prompt treatment. To diagnose APS, at least one of two clinical criteria (vascular throm-

bosis and complications of pregnancy) and at least one of two laboratory criteria (lupus antibody and anticardi-

olipin antibody) must be met.  Catastrophic antiphospholipid syndrome (CAPS) is a rare medical emergency. Most

of the CAPS are preceded by a precipitating incident, mainly infections or surgeries. Definite CAPS need to meet

all four criteria including evidence of involvement of three or more organs, systems and/or tissues development

of manifestations simultaneously or in less than a week confirmation by histopathology of small vessel occlu-

sion in at least one organ or tissue and laboratory confirmation of the presence of antiphospholipid antibodies.

The mortality rate is around 50%, and death usually results from multi-organ failure. Early diagnosis, elimination

of possible precipitating factors, treatment with anticoagulant and corticosteroids, and plasma exchange or in-

travenous immunoglobulin if necessary, may survive from the very fatal disease.  ( J Intern Med Taiwan 2005;

16: 33-41 )
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