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FE%E 50 : 4 BRASAE 1&%8% ( Antiphospholipid syndrome )
SCE IR BB REIR 8% ( Catastrophic antiphospholipid syndrome )
it BEHTEE ( Antiphospholipid antibody )
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RIS B
R AR 33 sk Ak - R 89 TR 2 s 4
S VBRI AR BELLE OFHE RZIE o R RIR A
5 2 B R4S R b - FEIE e - W o
(malarrash) ~ #1155 (painless oral ul-
cer ) o MY BEIRA [ IfmERIELD (1200/cumm) ~ &
& ( ikl : 8.5 g/dl » Direct Coomb's
test : B ) ~ i MR 1 (193000/cumm ) ~ I
T ERBAEAL ~ R 1 2/3 BRE A - Bk
PR B B ANA>2560 ( BEERIR ) ~ Anti-Sm -
anti-dsDNA ~ Anti-RNP - ffAnti —Jo-1 -
SSA -~ EdANti-Scl-70 &k - BB 90 415 74
» 2 A B SR o (R B 2 SR e ¥ et
EBE - BSARAEZ R LR 15 2 B 7o ] Hh fiSaE
72 > kR 6 ALL H¥IgM anticardiolipin (aCL IgM )
43 A1E%5 102 2 105 MPL unit/mL ( 1E#1fE <12.5 M-
PL unit/mL ) » PT/APTT {F1EH #il&E - K914
RO SR R B > LKA 2 Ik v 0 (25 O
o K934 1 AR » PR— 2K M=l ( fik)
it | AR 28 A= YEAR > 7oAl S =B il A ik e B
JH o A HE TP AR IR EE - BOR RS - AERE
w HABR 2 G E g3 ( generalized
tonicclonicseizure) - kT #EIRM AR H1aCL IgM 32
135MPL unit/mL - D-D dimmer £%680ng/mL - fifg
AR X FrEE R I b SEi RN - A il R
PEATIIRR - EBEANT =R 5 OB PR A
1% 5. il Bk =1 JBE ( pulmonary artery systolic pres-
sure77 mmHg) > % B IR IS RE W R (ven-
tilation/perfusion scan ) #E¥R{F/c 4 it A5 H{H
subsegmental area 5 &= 1Y IMIKREL IR o TEED
R iR R B B o A AN TR (R gE 2
JRAE AR ) - SHEDE & Rt R BERE E - H
PR 28 A R IR AT 2 AR g i o e PRI i
I BT K AR R B W Tt o vt T s el Uk ofr R
& » (HERITHE i AH A D] 8 3RA /) I ol
BRI TE - RIS B e e K St D iRIEE
fEBFNIEDE b - 8 APTSEIEI T 3% ( heparin ) ff
A[5IR2 methy| prednisol one Ik i A » B E AU
S YRR R AR S - AR — B ik B 2
84k > IR BALGAS T A bosentan 74T Bl Ik 55

JR - 5 s P A 3R 1R 0 1 AR S W RE 3 R J2%
e o i —{EH A EBE R - I IR HRE G
Be - H ARl ieE A2 6 - e ik war-
farin ~ hydroxychloroquine ~ prednisolone ~

bosentan > LA DTR NEE I B O HINT Bl Ik = JERE

PLkAS HLEE (antiphospholipid antibody)

PURBIEHUIERT 4355 —FF : lupus anticoagulant
antibody (LA ) ~ anticardiolipin antibody (aCL ) -
anti 5 2 glycoprotein | antibody (anti 52 GP1)
RIS O AR Yy 7 2R W o) -

(—) LAtest © BT LA NP

1 AELL ME— {18 B GURE DTS R BRI S i il
a1l ( coagulation assay ) » & dilute prothrombin
time -~ activated partial thromboplastin time ~ di-
luteactivated partial thromboplastintime ~ colloidal
—silicaclottingtime ~ kaolinclottingtime ~ dilute
Russel's viper-venom time ~ Taipan venom time -
Textarin fllEcarin time H > gl BJ55 A L4 &1
FFfEE e ©

298 A AR B TE R N IMRR & 32 WA REMZ 1E
BEIMNAFRA -

3. A s B ARSI B HI 56 S IRF Fis K
HIEH -

4 FEHEBRHC A EE i - sl (st 55\ K14
B ~ ARy RIBEN: » ZHRERLA - /D TR (A
LI FHiss NED TS AH B e il s B e ket o

() aCL test : FIFHI&IAH S 73 Hrik ( solid
phase immunoassay ) f& il - 3 & enzyme-linked
immunosorbent assay ( ELISA ) » Y i i Wit
LlE (cardiolipin) PUMEERE |- - BIIALGSE £
2GPI 7RG © I ELISA 775 1983 F-{545E A
i SotE R flo R ol ke H aCL 119 isotype (119G ~
IgM ~ IgA) -

(=)anti 5 2GPItest : BlaCL —#EFELISA
U7 - (ER I BB & ARy 5 2GP 1 1Y
iy

RGO R HE Ak o B
SEL A g B gEEIEAE BRI RS 2 GP |
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(5 2 glycoprotein | ) fEH - H¥k aCL B anti /5 2
GP | 3ifi A gy JE FBE I IRFRE » — RIS - LA B0
T AEsE (s B B 814 ((specificity ) » 1 aCL %}
PUBEJE (PR F i U 5 3 ( sensitivity )® = aCL
BIURR NS IEIE BT S—1%: ( specificity ) Bl (e
BImsE I - 19G ke IgM ELe—1: o i ARE AR BT
HE A KRNI 40— g PRI 14 > A & S R HTRE
il > AT -

LI B Dine ok 3055 /8 SR MONs i
G » LHGOBENE « 3 RS B E Bl lE AES &
MY IR 8 19 A2 200 H RSP o Hh s =
TS RE 5 2 GP | B prothrombin » AER43 an-
ticardiolipin antibody #{P]E2 5 2 GP | fEHI 5 T lu-
pus anticoagulant antibody T L& R4 1 anti 3
2GPI B anti-prothrominantibody - BEZX A5 1F
YiHEEARRE I Z @HENI# - 5 2 GP | Bl TRk NG
FEARRE 2 AR 28 BRiE AR 1 0 sy BRI

MITRE

FUs e DTS 0l 1F 1-5% 6l BRI ARSI -
H A SRR TSN o ekl B iRIE &
ZHh > aCL 174587 12-30% “° , LA HIl}2&15-
34%°° - BIMEHYIBMEYIM - 5%V AgEL
¥R AERRSEARIE ? — RIS - ARIBE T IRE OF
A Yk NE PRSI BERA RS A EE) ~ ARt
ZEMPR L o (F— (BRI AT AT IR LAY - SBEES
EAN - BRI IRIE A Vi i BB E
7% SRR ZE" o AHul [E o3 R L AJ2 A 4=
¥ ZE0 i FE BB ERETS T 2L - BLIGE A ARZEN
s~ WALA - SREVIREIEDIE - akn
KT o 4R > BR T At 2890 & FERIR G )
HoAthfes B PRI 0 AN EFH 2R % TERIA R TG A -

RIE S

A ZE B A R B R NS 28 - BRAT
REE ARG R - PR RIS ] FE A
activated protein C ~ antithrombin 1l ~ annexin V
FlUfirbinolysis - i@ fjirtissuefactor 514 » LA
BEIM - At - anti 52 GP | th{SEEER ML -
#65 HH A RZ A A B B A 1Y & BB s UL annexin
Il 555285 » B2 GP | o] BN Rz AIAS & 5 Diskhs

PiHE B 5 2 GP | 485 &2RIG (LAY A B A - A
7 4RO A8 1Tt hncel | surface adhesion molecules
interleukin-6 F|I prostaglandins (1) 533 » %R
¥ - A SRS BT NEDTRE & 15 b B (&t ifn
JIVRABERE 5 82 GP | th nfiE 22 FICHE 33 g
BEAZERIIEZE » 43U interferon TIvG{bA B2
Mo e FSYVEH e - R EIRIE R A -
nuclear lamin B1 f94i#E nfiat-D B LA fHEFRE
FE > PRSI ISR -

sZhEE 350

PISIERE(REZ T |- EZRLME HAFLIR
AT AR HE RS R 51 R—)° - TIBHIRE
R AEA] LU AR 0 » B EUAth s IR - CH @
RIER > Iy IS ALBE I ARIA (%9 40%) » H
i JEERIR IR A BZIE ~ SERVRPERR AR F IR &
OHUHIGREIREE  DUHIRAER AR n]iE Ry
(#150%) - JBWILAF A ° MRPRERI b & I
Bl o S e R ERIR DL thn] E A DU IR DR
ARG ~ R - MIGENT ~ $EP( £ )" - HE
RARIRE RN I gM B A EE A 58 - BLhTBIRIE
IR FEFHBR IR IE D - T 5 2 GP | A REELL
BHIERS S - MR EADIBIE I AT E 6 2
GP | BlnBL.OilEs &

ERPRIR =
VU IR SE R B IR TS5 o
fi8 5 0 NI 4222 ((thrombotic microangiopathy )
~ BhERIRFRZE (thromboses) ~ I B8 Caf I i I
¥ (embolism) » BEAFEFEIRIL(K=)" « B
SE MR 5¢ BRIk AEZE (venous thromboses) J& 971
WRIEIE R B i SLIEG PR R, > A7/ 1 368E AN
% 3329-55% MHLERNEIE iR ff 2 3 A N s
EREMIR A% 72 ( deep venous thrombosis) » [fiia LE
B WA & E AU ST Il BI RS 2E ( pulmonary
embolism )" o B2 ( arterial thromboses) 1Y
FEAASEERIG D Forp o SRS A P BT M
A #R ( transient ischemic attack, TIA ) » {G#Ehlk
FeZEii50% o AR BRPHZE (27 % » HERHY
23% HIl 252 20 N B A - B8RS Bk ~ B
BR ~ SLAENE BN G B R B R ™ o
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R—  MBEAEIERE D MEiRE

2l 20 T — (W DAL R PR AR B — (8 LA L BB R o R i R P U1 B B 5 R ) o 2 IR s B )
W HE R

LItz 28
PE AT E > B E— R DL L8R ~ #F0% ~ UM EREZE -
2R B
(D) Am—R LA L » 10 F 8020 f LA L SR E B 00 D0 A 4 o DA (th I PRI R o
(QBE/—R LA L » 34 F 5034 B AR 51 I 5d o BB & > [ K /2 - BERATE ( preeclampsia) ~ F#1EE (eclampsia) &t
B IhtE A i (placental insufficiency ) ©
(3)LAE 3K LAL /D 10 Fi it i, Sk DUHCAH BRIRT (40 -F = A5 ~ SR ~ st s ) s -
B U
L.anticardiolipin antibody”
R AR 2 kBl L P s R R A O i b i anticardiolipin antibody ( 19G 8% 1gM ) » & [EIRE6 JELLL -
2.lupus anticoagulant antibody
FA R 152 2 L - lupus anticoagulant antibody » &% [E]f6 FHLL - ( {fk#Ethe guidelines of the International Society on
Thrombosis and Hemostasis) ©

*LUT RSB SR Al N B AR B SR R I (anticardiolipin IgA, anti 3 2 glycoprotein | antibody » fz HiAti A< 8 cardiolipin [ ERIHT
T4 g Fi B 40 ( phosphatidylserine, phosphatidylethanol amine, prothrombin, annexinV, protein C, 2 protein S)

AR R SR 5 41 anticardiolipin antibody R + KA B 5% LL15 8720 international  “phospholipid”  units 7 4} {5
FE Bl B R H ALME IEE A, anticardiolipin antibody i A9 Hi Bi(median level)H 2-2.5 {77 5 B fE U FE IE 8 A
LN IR R 99% BINIE © £ R A A Z AT » ZFH¥E IR
Sy SRR 1 B 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.°

R_ - BERERNFHENEEENKR

BRI
FLERPEIRAE ~ BRAPERREN 28 ~ WIAZAE ~ BIANLZE ~ 1E#& B CUAE A ( ogren's syndrome) ~ FIRARLIRRS SALHL fth S EEAHRRAY i 2
WE-HIV ~ HAV ~ HBV ~ HCV - {Efi/z ~ BERZS ~ BIR FIMER M % i ( mononucleosis)
M- ~ AL U ~ M RO AR SE ~ RUIRE
4 B JEJR - toxoplasmosis
itz

s ~ RIGEBRE - F=580E - BEE - 1M - ToldE -~ 2L - INEYE - BHiE - Bms -~ w2 B 1Ea8me -
B % i (polycythemiavera) ~ B #E#EHE(L ( myelofibrosis)

ML % 9
B PRI MR T P4 BEAE (idiopathic thrombocytopenic purpura) ~ Sk # RS (sicklecell disease) ~ L Ifi ( pernicious
anemia)

2
procainamide ~ phenothiazines - ethosuximide - chlorothiazide ~ quinine - oral contraceptives

Hh
FEIRIE - BHIGER - Klinefelter's syndrome ~ inflammatory bowel syndrome




S8 HbE 45 N5 05 AR 37

R= : BB RBFOVERIR IR
PE KM 2% (thromboembolism of large vessels) /]I 2 2 ( thrombotic microangiopathy )
Bk LENR M e 0 REDIR A T ENR
MR SRR RGN - SREAE WA fg/ I\ ZE (microinfarction)) + ##/]\i2Z€ ((microthrombi )
% BB 4 ((mononeuritis multiplex ) ~
P HES (transverse myelitis) ~ {REFR -
R 28 S5 B0 ( multi-infarct dementia) ~ ARk AR 28
Ol DR DI ~ RIEEE  HIRE Y DAL ~ DAEEZE - IR
FEMAEE LA IR ( Libman sacks endocarditis)
LEZ A MR (intracardiac thrombi ) ~ 212
e AR BRI B L
i Mt 2 ( pulmonary emboli ) ~ Afi B} e M ~ i1 REPERT UL RO I T
) BEIRS IR ~ mImE -~ B - e SRS P T - R
R~ BEAR ~ MK~ BIRIE R R ZE L I/ MR D SR B AR
Bk TR ERIR 2 ZE ( deep vein thrombosis) ~ [T FIER IR
~ B~ IR IE R IR 2
B REZERIRZE ~ FEH T AU ~ BIARE S - W K2 A 4% HET (livedo reticularis)
~ 1% ~ blue toe syndrome TR PEEEH (gangrene) ~ %55 (prupura)
B2 R A5E ~ I 5 (ecchymosis)
MK SRS~ f DRSS ~ SR AR FB L2 TR I A P SR
TR M VR D SR B ( disseminated intravascular coagulation )
IR BUE ~ IRIRERIMER ~ BERRDIRENE ~ FENAERER
~ HELLP syndrome ~ “E7KA g
MR AR B Ik SR i A 2 HAENR %
N BRI R0 T AT - TR SBAL -
S
1% Budd-Chiari syndrome ~ it ~ 5 ~ IE#EMI%E - FESAL i~ 15~ ISR ~ R SR

i H Levine JS, Branch, DW, Rauch J. Medical Progress: The Antiphospholipid Syndrome. N Engl J Med 2002;346:752-63."

BT AR I —{IE BHF e > FLIREE 146 {1

VBB EAREHR A » LIFEA ~ BRA ~ EIEALRS
+ o BEEE LIAHIRR (49.3%) % 0 HAKE
L (40%) ~ B (23.6%) - HrhEjRIEIES2 A
(56.2%) BERIRAEFEST A (25.3%) 5% - 28T
BN I R R o

A KR 63% MR A & & OF O B i R
> KER IR PR 2 (HalA 2ol al B @)
J 2 25 rI A% (embolus) HIIZE5) 51 #EHE o E, -
A ¥14% 1R A 85 Ll Bl =)
( vegetation) - fsifi§H g B oAk o

UG FE A Bt & 5 [RE UM A ~ /B ~ /)N

AT 8 ( thrombotic microangiopathy ) © 24
BRI PE R MU NG AEIE R ( catastrophic an-
tiphospholipid syndrome ) » DL N &3 o 181441
sl s [ Reas ER M vl - 2RI A
A BEHTE 5 AW H A AR IR - 111
AU HERE IR B -
HAthFYZFRIRA : 40-50% BYEE AL/ MK
N 5 14-23% B E I 5 11-22% 5 5K & bt
(livedo reticularis) o EERYEILAFA LB EIRIER
ForE R (HESIRT » A s nl sE i
BEABREIEREIVRIR & — - AR A BRI
TR > B IR o
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JFYRER &

FEEL A — Mg LM Wit A WR R 26 47 9 A LA AT
( RITCRGER > BECRGHR ) » A DIBHIEDIHENY &L
14 Al 25 47 10 fE 810 FE DL ot s (BE5AH) »
HAPE R el BR SRR AR DIRE A A2 » S aiazkbd
I thaH e - 9 ERITA R M AT L0
#110-20% HHIENEHIHE" o TEMIHIRRIRIEIREE
LOMRR ARG EE LIFER ((heparin) B3 o Z154E
19 LR - AR I8 > pJFH5000 U ( —K
iR ) » 10 F8%10 fH LAt - BRI ERs IR R
TR ZROF 5 R R AR v - SOTERG IR thiss -
7500 — 10000 U ( — KM ) » WIRAHEIER L
HIl 3 SR MR AE £ 2 5 DL FIOARHER & -
IRAF— % [E =T 22 o] LLlow molecular weight he-
parin B » DIgUD I ~ i ik sk /b BB B i
FRNIOFEAE o warfarin REEUR AT - B 254
{851 - T A A2t HAES 32 (heparin)
ARGy T EAT 2 (1ow molecular weight heparin) -
RUEEREE 1 ~ FEAIE 8 B 0 aspirin i HETH
B i I SR -

FEBG1E ZE

TRV R 2RI PR IR & Al - M A a1
PLEgEm A - $HEA ViR IEVIRE B > M 2E
TTERG - Bl A —{RE RS H 8 aspirin (325
mg /day ) > EIA AU A SRS ARE R B A1
nl e DR ZEREE 4 - hydroxychloroquine %}
OHEPUBIEIER B BA LB ARG 1Y B - 1T
B o FY b i SN fEREIR 1 A AR 8 2R
P DGR B L A BRI T th AR B 2L -

YEbGiE EiE 2

1 ={E RIATER A e > PLERIM I E v Rk
RO #e 218 85 - JGINR (international nor-
malized ratio ) HERE(F 2.0~2.9 5 A 3.0 25 Y LI
DR EREE A o (HATINR AFL.9 LL N » AR AR
R o A AR > F22EE AR M EEIC
R o AYMRERE RIS o SR PR g A
TESE IR ZER B AL RS - T HAF R SRR
6 A <A - AW AN APEmE - 25218 %

il - AR R PG ST o ERPTEE
I IR B BAHEFF R INR K72 3.0 862.0~2.9 » ()/H
Frisk o MEA SRR INR X2 3.0 FHBGRCR H
2.0~2.9 4 - {H Hfn iy ke A8 2 G I - 53
4% » aspirin BEE AT A BA RS -

SR MEMSASIEIREYE ( catastrophic
antiphospholipid syndrome, CAPS)
KEMD DU IBEIR R A - IME TR
(B E BN - ¥ Z-ER - AR — RN
B H BT o {H /D3R5 B B [RIIRE A 26 B
M MEFEZE » S EHNHREWS > BT © 18
FRA TG00 $AE 55 SKEETEDTRBIE FEIZ B - 2002 4
265 TE B EX Pt A5 DTS S i r 2 R B T -
FRE S VD TR ENRTE 1Yo KA HE (2PY )™ >
FEAVUEELE : (1) ={@ELL RS E ~ Rk
A Z R 5 (2) FnA RBELHEF AN
45 (3) B SUHBI Y R EE A/
EIEMRRZE 5 (4) HkE/SELL o AR
FigbiakAEDTHE &S SLESE5 1 ( lupus anticoagulant
antibody B anticardiolipinantibody ) » ZSE RS2 |-
HHR M FHZE » B0 E 2SN
50% LA FH. ARG #es ek ( >180/100mmHg ) »
G SR SR bR (>500mg/24hours) ® o FF & |
TP {32 BEITRR Wi 51 e 151 ( definite CAPS) o
B REm 51 ( probable CAPS) £ 41| PUFETS i -
(1) ERBREERE - BRI <o) - FTEERHEERT
A5 (2) RIREFILT » LR EiR/SEPL
BEREDTHE BB RUAREE » BRIL.29Y - P RdE Ry
5675 (3) AT AR HE(H R A 5 (4)
£ AP A A A H 52 B8R E IR TET T B 1 - B
TEhgE I <~ )R — AR E—{EH A5
EF R ERRIC o AR 2 DIREYE M ) i
4 F27E (thrombotic microangiopathy ) £54= o ££/)\
A A )l O 2 A= B v o Rk 11 ( Fiborin )
HERE - TERARZE » SEEUMBEIRAE - ARSI
BR RE A M 7 o K EEMD TR ER FEHR M2
ORI » FERIDNME - i BN ERE 2
B W~ H RGN~ PR AR O~ 2R o R
5| B MM AR ZE O 555 Tl R M i B s ArAil
5| BRI F S FEIR BE (ARDS) 5 /RASHIS [E
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(1) =ELLLEVERE - RS E -
(2) FirE FH A [E R B —H A3
(3) £V —{HaE B R B EE M E AR -

(4) Tk LA L - A R EL L A b AR RS SRR R 1 (Tupus anticoagulant antibody 2% anticardiolipin antibody ) ©

T E 47 51 ( definite CAPS)

G LRI e e

A 47151 ( probable CAPS)

(1) EZBMEEE > RULZI: » AT SR G o

@3
4

6 A Ao (LB B AL S
1

)
(2) R BRI - BUE A S RPN i R TERO R - BRILZ S - AT BRI &
)

FHEATH R (H B B RO IHIPR SR+ AVBEFER BB 2 & - IR — R E— W H NBE S = (W BRI -

CEE R R R MEIRZE o BRI IO T £ AU 1 50% LA B E i BR(>180/100mmHg) - BT & {F B A I

F1 /K (>500mg/24hours) ©

4y JEE #E 1 B Asherson RA, Cervera R, de Groot P, et al. Catastrophic antiphospholipid syndrome: international consensus statement
on classification criteria and treastment guidelines.L upus 2003;12,530-4 *

MEREZE o BRZ MM &M EE I ( disseminated in-
travascular coagulation ) #E4A45H)25% o ARIEHR
it o KEMEDIBIRIEIREESL T45I50% - st
HHERE HRE RS o

KEE DU BEIR B AA R A - ~ F
iy~ SHE ~ B ~ 15 BRI B TEE A A EH ~
T Al 7 8 slARIA e b o 1t T N EZR H R
FERF > WRAREE R [ 58 S DR AR vk
B E R R IPIAR o BUK SR DI IRSEIR BT
A GRS > R NEE LS PR A H XA
{5k FHVREL ] P v et R 1 s 3 2% R 2058 e
JE - T FEPTERM A TEM] © B2h —#REEIRR 2
R » BTAI 25 R ST R i A e i i St
FIFERE T (IVIG ) o {88 i SR EHa g SRR £ 22
& PRIES 58 b D TR N A% B SRS | Byt
REEE ((hemolytic-uremic syndrome ) FL 2ZE 14
IRV S5 BEE ( thrombotic thrombocytopenic
purpura) KEBL > T IR B HA G W 2538 B Al
5 AR N I R 2 S A TR IR T
HEE S e 57 protein C ~ protein S fllan-
tithrombin 111 > Z298 b > S BRIMAR 0] fl FekE
FRIHTEE I RF TR D A2 28 - e 528 il R
T A0 FRSBT o BRI SR nT A TR SR ™ - Ikt
5 B AR E S G ER & (IVIG ) ] LIBRK
ifi#r 1gG anticardiolipin F9¥E ™ » MIVIG th/H

AR R 5 1 1/ RAK B SRBRESE ( Idiopathic
thrombocytopenic purpura, ITP) » &5 HeEt: il
JEEREERE O thrombocytopenia WeRF B &
W - 44 - cyclophosphamide ~ fibrinolytic ~
prostacyclin ~ Ancrod ~ Defibrotide 5 25 HTHINE
B (anticytokines) 55 &1y (d A TRAfsE ™ -

TR AH AR EER B P AL 2R 3L » WA Wt
U5 (RER k) » A LAMBGE T SR A8 - i R
AR LB 5 25 M= AL [ REE i s s 28 LART IR
R RHERHR A a7 R s A B = JBE > m]
FH 5 - BELEITR ~ R S 91182 3% ( prostacy-
clin) 2R iH¢ - bosentan J& —Ff AR A B2 3252 78
FEYTEN - )20 C SR R = R RS o Sl R
T B SRR R W AR AR R LAY IR [ B 2 28R
2 HHBIABEES E - B TRERIFYIBREL
flib - LIdkGETEE -
fhsa

PUBMRIEARBER I T 241 - ZERER
A s - R F2RD EHEARIREIE R
IHROFEAE Hrp < — » T E YU NEbTRE I -
B IR O DT I BT - U H AR B MR B M
B - T LA R ZE R 5 - ¥R
HITHESH BEANEE o S DTRIIEIE IR &
Vil E IR R 22 WA e - BB EHNE =
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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)



