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Abstract

Autoantibodies are diagnostically useful markers of systemic inflammatory diseases, such as rheu-
matoid arthritis (RA), systemic lupus erythematosus (SLE), systemic sclerosis (SSc), Sjogren’s
syndrome (SjS), systemic vasculitis, and antiphospholipid syndrome (APS). Regardless of the role
of autoantibodies in the pathogenesis of Kawasaki disease (KD), autoantibody testing may be per-
formed in some KD patients due to the atypical presentation of the disease. This review describes
four types of autoantibodies that KD practitioners often encounter in their practice: antibodies for
RA, anti-nuclear antibodies (ANA), anti-neutrophil cytoplasmic antibodies (ANCA), and anti-phos-
pholipid antibodies (aPL). In patients with RA, rheumatoid factor (RF) and anti-cyclic citrullinated
peptide (CCP) antibody are tested. Due to differences in specificity, anti-CCP antibodies are pre-
ferred over RF in RA patients. ANA is the most frequently tested autoantibody in actual practice. If
ANA is positive (> 1:160), additional testing for ANA subtypes is performed based on ANA staining
patterns (e.g., homogenous or speckled) and suspected autoimmune diseases (e.g., SLE, SSc, or
SjS). ANA subtypes include anti-dsDNA, anti-Ro/La, anti-Sm/U1-RNP, anti-Scl-70/centromere,
anti-histone, anti-ribosomal P, and anti-Jo-1 antibodies. ANCA testing is performed in patients with
suspected small vessel vasculitis, such as granulomatosis with polyangiitis (GPA, formerly Wege-
ner’s granulomatosis). aPL is used to diagnose primary and secondary APS. In conclusion, various
autoantibodies can be found in one disease, and one autoantibody can be found in many diseases.
Some autoantibodies are also found in healthy children and adults. Clinicians, including KD practi-
tioners, need knowledge and experience with autoantibody testing to appropriately interpret labora-
tory results.
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5t A1 G S A3 systemic inflammatory diseases)of|A]
A7} ¥EEsh= A7FdAl(autoantibody)7t A4E 4 ATHI 2l AE7HA] et A7HE
ol A 100714 ol A7FAI7E B EITH3]. A7FAS] HEehd F8/d0) His]
obA] W2 A7t RSHANE, AZFGA| HAR= ofn] thFgt ﬁﬂ%%‘é‘.@g Ztat o
T B@rto] HEyog ALE Qo A=

F2 @H(serum)olA A

A3 autoimmune inflammatory disease) -2 FulE| A& 3K rheumatic disease)S

F47139] A= Qlste] 2}

F5p0), M4

(cerebrospinal fluid)# Z-2 t2 A H(body fluid)= HA|Z o]-8-3Fc}H4].
7FIA 19 (Kawasaki disease, KD)o| £7F 2719] 5 A Hsh= AAl Y (systemic

vasculitis)o|2k= oA, KD EAjoA E3/Y AT

St o

NEe FERE

7]FH(organ dysfunction)<

AZFFA @77 =71 = SHATHS, 6l
& AtollA KD 34 H2)71 - A7 e A7 % (autoimmune)’
SR A7FdAE F3gt A7t S(autoinflammation)” ¥R
AP A KD A A A7 AAS QAFH 0 2 AREHA L ot} 5fA]ut
A 2=0] KD 3t EX A QAJORA} glo]. AlsH

o= ZHRitH7,8] A

4195 (systemic inflammation)elutt &

Z =210 7 el o] A7}k AARS A|guly| = g9,

B ATOA, AHEL AIA A ASEE 414 AMAFoE ARED G, 39
YA, FEYFAZLYA, FAA LA Table 1) A4 e /124 A, 485 9 2
CEEEELRECT-C)

Table 1. Overview of autoantibodies discussed in this study

Autoantibody and subtypes

Autoantigens

Related clinical phenotypes

RA antibodies

Rheumatoid factor (RF)
Anti-CCP antibody

Fc portion of IgG

Citrullinated proteins

RA, JIA, S;jS, SSc, SLE
RA (highly specific), JIA

Antinuclear antibodies (ANA)

Anti-dsDNA antibody
Anti-Ro/SSA antibody
Anti-La/SSB antibody
Anti-Smith (Sm) antibody
Anti-U1-RNP antibody
Anti-Scl-70 antibody
Anti-centromere antibody
Anti-histone antibody
Anti-ribosomal P antibody
Anti-Jo-1 antibodies

ds-DNA

RNPs (52 kD, 60 kD)
RNPs (45 kD)
Spliceosome
Spliceosome

Scl-70 (topoisomerase 1)
Centromere

Histones

Ribosomal P (60S ribosome)

Histidyl-tRNA synthase

SLE (disease activity)

SjS, SLE, neonatal lupus/CHB
SjS, SLE, neonatal lupus

SLE (highly specific)

MCTD, SLE, Raynaud’s
Diffuse SSc, SSc/PM overlap
Limited SSc (CREST)

SLE, drug-induced LE
Neuropsychiatric SLE

IIM (e.g., DM/PM)

Anti-neutrophil cytoplasmic antibodies
(ANCA)

PR3-ANCA (= c-ANCA)
MPO-ANCA (= p-ANCA)

Granule protein PR3
Granule protein MPO

GPA (disease activity)
MPA, EGPA, other vasculitis

Anti-phospholipid antibodies (aPL)

Anti-CL antibodies
Anti-B2GP1 antibodies

Cardiolipin (CL)
B2GP1

APS (primary and secondary), SLE

RA: Rheumatoid arthritis; Ig: immunoglobulin; JIA: juvenile idiopathic arthritis; SLE: systemic lupus erythematosus; SSc: systemic sclerosis; SjS: Sjogren’s syndrome; IIM: idiopathic
inflammatory myopathy; DM/PM: dermatomyositis/polymyositis; APS: antiphospholipid syndrome; dsDNA: double-stranded deoxynucleic acid; SSA: Sjogren’s syndrome-related pro-
tein A; SSB: Sjogren’s syndrome-related protein B; RNP(s): ribonucleoprotein(s); CHB: congenital heart block; MCTD: mixed connective tissue disease; SSc/PM: systemic sclerosis/
polymyositis; CREST: calcinosis, Raynaud’s phenomenon, esophageal dysmotility, sclerodactyly and telangiectasia; PR3: proteinase 3; MPO: myeloperoxidase; GPA: granulomatosis
with polyangiitis; MPA: microscopic polyangiitis; EGPA: eosinophilic granulomatosis with polyangiitis; CL: cardiolipin; B2GP1: 32 glycoprotein 1.
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1. ROIE|A 2P H(rheumatoid arthritis) 2|

1) £0fE|A 2Ix(rheumatoid factor, RF)

RF= WY Z2EdA(mmunoglobulin, Ig) GO BHZASHfragment crystallizable, Fc)l
izt A7k A olth. RF= HHEE4 BAIZZF AEAY WP E o tigt Awtgos A
3=t IgG, IgA, IgM9] B3 (isotype) RE7F EXstAqt, Y7 R4 &45l= RF= HF-
£ IgMof| tigt A7FAoltH10]. TE A T4 Hol= 3o A RE7F 2RI, Argo] o5t
mo} FH o g Fule Ay o] Atk 7Hs/do] ErH11,12]. o]t FAFSHA ofw] FHtE
ARE RS A Stofl A REZF SRIEAY RF 527 w2 49, TE&AT e o
BEY HI=7} &3 T1of| whet AT S| ZrH12].

FoFE| ATHE Y Ztol| A RF] RIZHE= 69%, So|%& 85%C]tH10). §0]=+& RF 5=
HlF5to] obdtt, opA|T, RF= FotE| A Qo] thafst 9Jshd Adsdol A = A
738 AR} Aol A = HEE7] WjZol RF G=HAIRE FrtEAREHE A9 = ot
(Table 2).

2) 8ICCP&(anti-cyclic citrullinated peptide [CCP] antibodlies)

FCCPYA= RFY W2 Eo|= & Esty] fJsf /W= qith. FCCPA= Z2t1d
(filaggrin)elt} T B2k Al(fibrinogen)¥ 0] citrulline(arginine®] gotv] =3} HPA)S
HA3 Ay} vhgols PAE 2 =TH13) FCCPFA Arte AdH oz (WdE
00%-80%, §°l%= 95%)5to] RF HARE thAste FAlolH, FrtE| ATE o] Xd7]E 35

Table 2. Reported prevalence of RF in many conditions

Autoimmune rheumatic diseases %
Rheumatoid arthritis (RA) 60-70
Early undifferentiated arthritis 45-55
Juvenile idiopathic arthritis (JIA) 2-12
SLE 14-30
Sjogren syndrome (SjS) 46-85
Systemic sclerosis (SSc) 20-30
IIM (e.g., DM/PM) 5-10
Granulomatosis with polyangiitis (GPA) ~50
Infectious diseases %
Endocarditis 15-20
Hepatitis B/C 1540
Leprosy 10-50
Tuberculosis 10-20
Epstein-Barr virus ~20
Healthy subjects %
Adults 4-20
Children 3-8

RF: rheumatoid factor; SLE: systemic lupus erythematosus; IIM: idiopathic inflammatory myopathy; DM/PM: dermatomyositis/
polymyositis.
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o5 g-gHri12,14].

RES} o7 2 BE A SA4E Hols $Ajo| A FCCPIAI7F BRIE S 49, FutelA
TPz AP 7540l =IU(70%-90%), THEEA, A8 YF U AFgEo| 79t
St gF RFS} T2 4|, FCCPFA| sew A EAwof Bl otA] g=tt. makA], oju] FCCP
A7 E1E FotE ATE A $Ate] A 5HgT o558 BHrisly| {5 WHEA o2 JCCPF
A AAE Al¥she A2 EZasie15].

2. gtallstH|(anti-nuclear antibody, ANA)

1) &9 2 XS5

MG A (ANA)O= H(nucleus), DNA -2 RNA A Fulzl Z=A1H(centromere),
T(membrane) 5, AEZHS ok T §HSoh=s AZFIARET ofd gt Al2do] &4
oh= U vhSohs A7FA|7F ZHETH16). ANAE ZF7FE AT A 71 @o| Al E]
= AAREOIT ANAQ] FAb= 19484W AAIZREEIA(systemic lupus erythematosus,
SLE) 3kx19] & =l Ato A T2E ‘lupus erythematosus(LE) Al 2 AJZFETCH17]. LE
A= ANASH HA 2 E2%1(opsonized) 0] A 23S LA S H5O0 7 Hol= A
o|tH18]. ANA FAb= dflo] AHERA] Y= T B8 T, ARAA, 7] 2 4
H(multisystem disease), 814 Z, AAA oA, thidatA(polyserositis), Hlo]k=dA
(Raynaud's phenomenon) 5141 Attt 16-18]. T2 A7FFAI9}F FEI7IA R, ANAE
CHFE A Aol A = 73 A1} Aot A= HEE 4= Atk(Table 3).

2) BArEE

A9 g (indirect immunofluorescence, 11F)°] ANA EQIst= EFEZ AR 0]
oH19L. o2 7Y L 2ol S5 AlZF Y At A28 AH A Z(human
epithelial type 2 cells, Hep-2)E ©]-83tc}. Hep-2 A|EE= Rodlo] ZA Zg=Ql7] wj&
o, RoF¥ A SLEY 20355 24 SR A= ANA /5012t FRoFA AAE 5
7t ofoF RFEH20]. A7l whet, RoR el s=7t ZAE Hep-2000 Al 255 AHESH 1=
=g

ol2] F59] ANAE B4l HAFsh= 2o ofgh ANA /(= 1:160) TAFE HF 2=, IIF
3 €l(Table 43 YA 02 9J4E= ASHTable 50 1&3t0] 71802 Eo] A7
(ANA subtypes) HARE Alggsljof SHH16,21]. A& Eo] A7Ha A3 S43 ANA 1:3200]
shol= g7 #&sHhomogenous) IIF €S Holx= 739 SLEQ}F k&G4 (drug-induced)
LEo] thgt A713A|(FdsDNAZA 9 Fhistone@Al) HARE F7H 02 A3

Eo] 27 Al e a4 A HIE 2 A enzyme-linked immunosorbent assay, ELISA)
U 1A AKsolid phase assay, SPA)E ©] &8t ¥Ro, FLa, ¥Sm, FUI-RNP, &
Scl-70, A 9 Fo-1FAY 2o, B2 AZolA &= o(soluble) F+&7Hs W7
H(extractable nuclear antigens, ENA)Y} HI-S-3l= A7F3A1S FENAGA =L SHCH22],
dsDNA, gl&A]2] 2 aichl A (deoxyribonucleoprotein, DNP) & histones2 AJ2]4 G40
3= A eh=(insoluble) 3ot

https://doi.org/10.59492/kd.2.1.e3 4/
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Table 3. Reported prevalence of ANA in many conditions

Autoimmune rheumatic diseases %
SLE 97-100
Drug-induced LE >99
MCTD >99
Sjogren syndrome (SjS) 85
Systemic sclerosis (SSc) 81-97
IIM (e.g., DM/PM) 40-80
Juvenile idiopathic arthritis (JIA) 20-50
Rheumatoid arthritis (RA) 30-50
Autoimmune hepatitis 45-60
Autoimmune thyroiditis 30-50
Infectious/malignant diseases %
Endocarditis 47
Epstein-Barr virus 44-66
Human immunodeficiency virus 21-23
Tuberculosis 24-33
Non-Hodgkin lymphoma 26
Ovarian cancer 40
Healthy subjects %
> 1:40 20-30
>1:80 10-15
>1:160 ~5

SLE: systemic lupus erythematosus; MCTD: mixed connective tissue disease; [IM: idiopathic inflammatory myopathy; DM/PM:
dermatomyositis/polymyositis.

3) £0| XP7fSHHIANA subtypes)

7}, &dsDNA(double-stranded DNA)ZHA]

SLE7} 94l == SR04 ANA /o] ER1E -9, FdsDNAZA AARE F7H0E Al

3t FdsDNAGA= SLE &AH9] 2/304 Yk, SLEO] tjeh AW Eol=&= 95%°]tt
[2,3]. FAY s A DAwet A 85 vlHste &, SLE $Ate] 4o -t A

WS Hrlob7] Yol FdsDNAYA AARE F4(serial monitor)2HTH23].

FdsDNATHA| AALO = S0l 7t &2 [IF(71A Crithidia luciliae)r WHE7F +2 ELISA
7} ol &=} FdsDNAFA B ES 4 SLERTE 4o} SLEAA kil defA QlrH24].

1. JRo/ SSAﬁLi‘ﬂgr FLa/SSBHA

FRoFA = F £F9 R AGM A (ribonucleoprotein, RNP), & Ro52(52 kD)
Ro60(60 kD)t &t o}— A7rgA oI}, FRoFA= £1AFEE, SLE, ST A52H
(idiopathic inflammatory myopathy, IIM) ¥ Fule|ATE G 22 st A71HY
Agtof| A IEET Ro5200 Higt FRoFAE £IAFFF T2 40%-60%lA THE=
ok Ro60°l| gk FRoFA= SLE A 30%00A Yetum, A9 sE+= oA o+
(subacute cutaneous) LE, Siccad 9, @1+4AS 9 A% o] A7} vl gicH16]. E3E,
FRoFA = HWHS Fafsto] Aot A AR (congenital heart block)Zt AlAJobs
ZA(neonatal lupus)E FEA1Z = ATH25]. wahA], SRS BolE Jof] A= A7}

https://doi.org/10.59492/kd.2.1.e3 5/n
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Table 4. Autoantigens and related clinical phenotypes according to lIF patterns

IIF patterns (Hep-2) Autoantigens Related clinical phenotypes

Nuclear

Homogenous Nucleosome (i.e., dsDNA, histones) SLE, drug-induced LE

Specked, fine Ro/SSA, La/SSB, Scl-70 (topoisomerase 1) SjS, SLE, SSc (diffuse), SSc/PM overlap

Specked, coarse Spliceosome (i.e., Sm, U1-RNP) SLE, MCTD

Centromere Centromere protein (CENP-A/B/C) SSc (limited), primary biliary cirrhosis

Nucleolar RNA polymerase, PM/Scl, U3-RNP (fibrillarin) SSc (diffuse), SSc/PM overlap
Cytoplasmic Ribosomal P, Jo-1, mitochondrial protein SLE, IIM, interstitial lung disease

IIF: indirect immunofluorescence; dsDNA: double-stranded deoxynucleic acid; SSA: Sjogren’s syndrome-related protein A; SSB: Sjégren’s syndrome-related protein B; RNP(s):
ribonucleoprotein(s); CENP: centromere protein; RNA: ribonucleic acid; SLE: systemic lupus erythematosus; SSc: systemic sclerosis; SjS: Sjogren’s syndrome; SSc/PM: systemic

sclerosis/polymyositis; MCTD: mixed connective tissue disease; IIM: idiopathic inflammatory myopathy.

Table 5. Autoimmune inflammatory rheumatic diseases and their ANA subtypes

Disease ANA subtypes Prevalence (%) Clinical significance
SLE Anti-dsDNA antibody 50-75 Disease activity, frequent in pediatric SLE
Anti-Ro/SSA antibody 25-30 Neonatal lupus, SCLE
Anti-La/SSB antibody 10-30 Neonatal lupus
Anti-Smith (Sm) antibody 15-30 Highly specific
Anti-U1-RNP antibody 3040 Raynaud’s phenomenon
Anti-histone antibody 50-70 Drug-induced LE
Anti-ribosomal P antibody 10-20 Neuropsychiatric SLE
Systemic sclerosis (SSc) Anti-Scl-70 antibody 20-60 Diffuse SSc, interstitial lung disease
Anti-centromere antibody 30-35 Limited SSc
Anti-RNA Pol Il antibody 4-25 Diffuse SSc, renal crisis
Sjoégren syndrome (SjS) Anti-Ro/SSA antibody 40-70 SCLE, interstitial lung disease (52 kD)
Anti-La/SSB antibody 30-60
Rheumatoid arthritis (RA) Anti-histone antibody 5-10
Anti-Ro/SSA antibody 3-10 Secondary Sjogren syndrome
MCTD Anti-U1-RNP antibody 100 Essential criterion for diagnosis
IIM (e.g., DM/PM) Anti-Jo-1 antibody 20-30 Diagnostic score, interstitial lung disease

SLE: systemic lupus erythematosus; SCLE: subacute cutaneous lupus erythematosus; MCTD: mixed connective tissue disease; IIM: idiopathic inflammatory myopathy; DM/PM:
dermatomyositis/polymyositis; dsDNA: double-stranded deoxynucleic acid; SSA: Sjogren’s syndrome-related protein A; SSB: Sjégren’s syndrome-related protein B; RNP(s): ribonuc-

leoprotein(s); RNA Pol: ribonucleic acid polymerase.

A o] glHe= PRo é} J AL D st

HEE FLaFAl
FILAG} AFHTH17]

o} FSm(Smith)ZA| 2+ FU1-RNPFA]

o
FLaPAl= RNA SEaA0] P71 45 kD o] et A=, i JRoTA|L} A
+ 20053 DA 50%, SLE AH9] 15% 0%01]/‘1 T, AAor

FSmTA L} FUI-RNPHA = HAIA RNA & G4 (spliceosome)l st A7FHA|

2, 5 AT A dEEE F9UT Eoitt %}Smohl%
(15%-30%), &2 E°]=(99%)5 Eof SLE JIHt7|& 5o

LE Zetof] oiet vt WA
Z-8HcH4]. FUI-RNPRA=

SLE 9o o2 A7HA G AE SRjo A= TEEH Y, £7] EJ A3t A (mixed connective

tissue disease, MCTD) Aol A 100% ZHEHTH26].

https://www.e-kd.org https://doi.org/10.59492/kd.2.1.e3
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2}, §Scl-70(topoisomerase 1)FA2} &5414(centromere) A

1] 27 1S (scleroderma)°|2tal &R A A3 (systemic sclerosis, SSc)¥ JH Zk
7FA oI}, FScl-70¥ A= 70 kD9 topoisomerase 1°] tigt A2, vjuk(diffuse) SSc
219 2/3004 BRETH20,21). FScl-70FAE A SSc #Ab= 7HEAH Ao UdE&
o] =t} FFAHAFA= o] CREST(calcinosis, Raynaud's phenomenon, esophageal
dysmotility, sclerodactyly & telangiectasia) 2370]2} B3 H A|$t(limited) SSc Ao

A HERETH20].

of, 71 8F9] ANA

Zhistone@ A= 5] AE(histones)T 71 HFA] et A7tA 2 SLEQ} oFEf LE
A AR Y, FE)EE(ribosomal) PEAIE 60S FEE9] AR st A7GAZ SLE
#29] 4174 Al(neuropsychiatric) 43 ATATH2,3]. Fo-1FA1E 5| AED(histidyl)
tRNA S A A0 gist A7t 2 1829 (dermatomyositis), T (polymyositis)
59 5 A5 1AW A AdEY, 1 sk AW S4E9 vl g26]. A&
&3 A o, 2] Aol whek 283t “Bo] A7IAI(ANA subtypes) AARE A
E5to] Al 4= it

3. SIS MMIEE S| (anti-neutrophil cytoplasmic antibodies, ANCA)

)89 ¥ XSS

ANCAE= 48+ AM=x4 zpgo] Tl gFof tigh A7FdA|olth. bt o] 25t
A9k, YA AL bl RS g4 3(proteinase 3, PR3; cytoplasmic-ANCA, c-ANCA)
O} FHAMEY ARSI A(myeloperoxidase, MPO; perinuclear-ANCA, p-ANCA) &
Aol gt FAAAE AlBTH14]. ANCAE SoF55 thdE#A(granulomatosis with
polyangiitis, GPA; IA Wegener $°15%), dv|73 th @3 (microscopic polyangiitis,
MPA), SAHE SoE3 thEd I (eosinophilic granulomatosis with polyangiitis,
EGPA; 37 Churg-Strauss S-%)9] Xdhol] 28 H27]. ANCA AEH AP Badt 4
= 9-A1% S5 pulmonary renal syndrome), S PAA A A (rapidly progressive
glomerulonephritis), 355} @2Hsubglottic stenosis), H &8, ALHE Fol(retroorbital
mass), YATFY THIFHIEAH, AASA B 2 ETH(cutaneous vasculitis), THE3
SA A7 A (mononeuritis multiplex), @A A% Z(peripheral neuropathy) 5°]t}
[27,28].

ANCA ZAAR= [IFQ} ELISAES o] 851, F o= 17 (highly sensitive; hs-) ELISAZ} A
SHh A% A= 34709 & A 5Tt FASHEE, SLEAIA FdsDNAZA AR} Zo]
o 2= H7EE 915 ANCA AARS F2RITHAL ANCA 527t ASH 08 w2 te
SHFY AL 7532 LB sfjof gttt

2) PR3-ANCA (= c-ANCA) & MPO-ANCA (= p-ANCA)

PR3E AL AT A wld Es)ai(small neutrophil serine protease)Z, Al
2 o] dat Iy, #H] ag, E5 BEof| SAstrt Al xrF SASEAY A ZANE
(apoptosis)g mf Al FHo| =ZHch PR3O gt A7 PR3-ANCA+= IIFOlA] ti+

https://doi.org/10.59492/kd.2.1.e3 7/nm
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£ M| ZZ(cytoplasmic) HEIOZ HQItt MPO+ E/-F & ¥HAHStE A(mammalian heme
peroxidase)®, QPgAoll= Heof A 5IA|RE, Ao EFIRI0| Al=E| o] HalglslE|o] Al
o 2 WEEAY F9of 2Afots 447 FHo| F2HEh. MPOo| thigt A7FAl MPO-
ANCAX:= [IFo| A gj35 AFH(perinuclear) ¥l 02 THFI T}

ANCA-# E#H(ANCA-associated vasculitis, AAV) oAl ANCA AARS] TitEE=
50%-90%%= x}o]E Holtt PR3-ANCA(c-ANCA)= GPASIA 65%75%, MPA 20%-30%,
EGPA 0%-5% %4dolH, MPO-ANCA(p-ANCA)E GPACIA 20%-30%, MPA 55%-65%,
EGPA 30%-40% ¥/3°ItH2,3]. ANCA skt BRI 47 HotAY 7| 5Ho] &
W RS o obdthal A A Qloh. thE AZFA] AARRE 7 =, ANCA HAHE S8
Qo] 7, oFE 59 thE Qloll 9fsf Fdukgol yeha 4= ok E3F o] HE e
o= 2AAAP 251 ANCA 34 @HA(ANCA-negative vasculitis; GPAY] 5%, MPA
5%-10%, EGPA 55%-65%)°] A&ttt A g7l Fofof dH4].

4. RIX|ESkH|(anti-phospholipid antibodies, aPL)

1) &9 2 XS5

aPL2 Azt A5k cardiolipin(CL), A2 glycoprotein 1(82GP1), T2 EEY] 53}
22 AR Ao gk A7FFAolek. aPLe A8 49919] 5% 12]al SLE $HAFe] 30%004] B2
Hr}. aPL AARE Bl A FRJAAEDZAZTFHanti-phospholipid syndrome, APS) 71
2|3l SLE®} Zo] thE A5 AT B4 0|2/ APSE ZTHRITH29]. whebAl, aPL Ak vt
2 fAtolu dRlImde] Au 9 F9 IS el ¢ T12] 1 SLE SRt A A|FYsof §F
th 9, IS, I 59 o URloAM & aPLo| TE heotEE, 125 M-S Tl 23]
& A7 ERIE A5 AFH 2R aPL o= W30

e}

2) aPL ZAlE=

ofg] F79 XA 9 1 EFA7F A AT, AdelA Aldst= Al 7HA] aPL HAR= F
T A3 K lupus anticoagulant, LA), FCLZA L FB2GP1FA 0|t} LA+ SLE Tk}
oA IEE SIHAL] oA} oA BolR o|F O & activated partial thromboplastin
time(APTT)?} dilute Russell viper venom time(DRVVT)Z Z- 7153 HAAE &3] g
2GP1 &2 Z2EFHIO| gt FAE Felsk= AoltH2,3]. FCLIAR FR2GP1FA = =
& ELISAE o]&sto] &Rlsk=tl], AARE Al 7HA] aPL HAR= L8 A9 o2 EA4= 871
Sh= AAY = QT4 aPL 23k B3R A o ME9)4x(percentile)® HI1E T
£ =501, YCLFA} FR2GP1FA o et 527t 212} 40 units o131 A5 FAHL=E Tt
=

5. KDOIA Xf7Fekxl| ZAL

KD ol A Z7FgA 9] ofmjof] gt dAtEo] == 3iry. ANCAE KD 249 <F 1/3
(14/39%)014 ERI=1A1[31], AR 0]4H(168/284%8)2] KD FHAtollA FCLFA Q] 2471 B
1=7|% SFITHTL. Ueno et al.[32] A7olA, A7 A= A3 2] KD, §9] @444F
o] FkE KDollA B44 g ghrhar AP Giet. ohA g B2 AE7Hs-2 KD HelolA &

o
7S £33t 23 H I (adaptive immunity) Fhs, @ZHIEA|(inflammasome)S
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AW S (innate immunity)°] $83F 2102 7FFSICH7,8]. KD2F A7FGA 9] A3
of st & Ayt W asichy AzhEct

AA A=A KD T AAGFARo] E=d 4= Qrt, IR, A9y 32 ¥t
12 ¥ (mucocutaneous lesions)¥ 22 KD-GAF SAHKD-like features)o] AF7HA <S4
2 SR FUT A4 4= 9lom, KD ko] f-dgh S4do] Had IEAY 4 7] W&ol
tH9,33]. AZFIA HAS] ofs= o] gt Aol A KD thE AAFZ AR FEsk=1 =

=g Zlolth.

4=

A7FA AAVE AThE o AThe mE A4S AR g} Q47T B 589 7
Aole}. ShA|gt 2A7e 2ok} Ao ARG EE 4 AT ATFHA A R
9} S0l 27k ARHE| R, A7HRI] S50l nhe B4 Wehe AslAL ] A 4
o &, A7HA AAETHE e e, A2ad 9 02 AAETe s 28H 0w ol

Sfjof gt} KD HelofA A71A| 9] 982 E8HAIsHA R, ‘KD--F-AF 54 (KD-like features)
< et = AHE 9 Agka KDS -20617] lote] A7FAl AAke] digt o571 € 8 sfct.
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