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Diversity of classic anti-neutrophil cytoplasmic
antibody (cANCA) and perinuclear anti-
neutrophil cytoplasmic antibody (pANCA) in

vasculitides and autoimmune diseases
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B BHALERPABERERNBEALFTY > HAYETTHGAR
2% $m i, ' 138 (Anti-neutrophil cytoplasmic antibody)#f #HZ H &R -

FkERRR AR FBRRE  MRARE X8 160 Lk 40 X
B & B A A R 8 £ 947 & (Indirect immunofluorescence)
RRREFSAE FHOLRmBTAR  REBRR-THABR TR
%.7% 47 ik (Enzyme linked immunosorbent éssay)ﬁ}:}ﬁ Proteinase 3
(PR3)#i#% -~ Myeloperoxidase (MPO)$#i# ~ Lactoferrin (LF){i @ &
Lysozyme (LZ)3 869 %3 - b2z 110 X RG2S N B RE
(Systemic lupus erythematosus)i A s FFe 51 X R EBEBHMBH X
(Rheumatoid arthritis)is Afa % > FEASFLE SR IV EE0H
PRI -MPORB~-LFRRBR LZBBHERA -

ERAEI0 XBRALFENLFF > ANBELARATHER R
T 60 X &FAaA EAE b4 G oK b o K SR (Perinuclear anti-
neutrophil cytoplasmic antibody) * 21 X AR T B E T & 0tk
B K $ifl (Cytoplasmic anti-neutrophil cytoplasmic antibody) - 4 60
XA BRF P b b AR 2% F > R MPO BB 13
X RPRBEBAESKX "RIFRBESX - RLZRBA 4K £21
XERmBAVE TR akmBTRABG2F T RPRIRABH 12
X -RIFRBAIX -RLLRBFE 4% -ARMPORBH I % -

£ 110 X2 H B RERALF T kP onkilTH
B EHHRBEER BRZ S 23 A PR3 218 0% - MPO Hi
1% ~ LF 3iff 27.2% ~ LZ Hif8 29.1% - £ 51 X MABEMH Xm A
wF P FrROLRMBTARZSERRANIR BRI LH S5
# PR3 it 5.9% -MPO i 2% LF i 7.8% ~LZ H#i8% 3.92% -



ERBARA YT e i lhap il TR aofap
FHARERARAN S TR aaRmBIRERE - 2 Ml RE
Fo Ade i RIBBUBRME M 5 X% Ak 31K B8 PR3 v MPO Hi 22 »
AP HHicshBESALF P LFHB -LZ BBk
% @ PR3 $if ~ MPO Hii R HlK - £F48 MPO L4+
RH%F pANCA & LF £ 24 REF KRR pANCA ; 8 HMG 1&2
RFES > BHEAR cCANCA -
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Abstract

Objective. To characterize antigens recognized by classic anti-
neutrophil cytoplasmic antibody (¢cANCA) and perinuclear anti-
neutrophil cytoplasmic antibody (pANCA) in vasculitis and

autoimmune disease.

Methods. A total of 160 serum samples from patients with different
clinical manifestations in whom systemic vasculitides were suspected
and 40 control samples were tested for cANCA and pANCA by indirect
immunofluorescence (IIF). All available sera were further tested by
enzyme-linked immunosorbent assay (ELISA) for the presence of
antibodies to proteinase 3 (PR3), myeloperoxidase (MPO), lactoferrin
(LF) and lysozyme (I.Z). In addition, sera from 110 patients with
systemic lupus erythematosus (SLE) and 51 patients with rheumatoid
arthritis (RA) were also tested by ELISA for antibodies to PR3, MPO,
LF and LZ.

Results. ANCA were detected in 81 of the 160 sera by IIF. A cANCA
pattern of fluorescence was detected in 21 sera and a pANCA pattern
was observed in 60 sera. By ELISA testing, of the 21 sera with cANCA,
12 sera reacted to PR3, 4 to LF, 4 to LZ and 3 to MPQO. Of the 60 sera
with pANCA, 15 sera reacted with MPO, 13 to PR3, 8 to LF and 4 to
LZ.

The prevalence of ANCA antigenic specificities in SLE were anti-PR3=
0%; anti-MPO=1%; anti-LF= 27.2%; anti-LZ~= 29.1%. The prevalence
of ANCA antigenic specificities in RA were anti-PR3= 5.9%; anti-
MPO=2%; anti-LF= 7.8%; anti-LZ~ 3.9%.
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Conclusion. cANCA and pANCA are reacted with diverse cytoplasmic |

antigens of the neutrophils. Antibodies to PR3 and MPO are not
common in sera from patients with SLE and RA. Sera from patients
with SLE contain more anti-LF and anti-LZ antibodies than anti-PR3
and anti-MPO antibodies. Rabbits anti-MPO and anti-LF antiserum
both showed pANCA staining pattern and anti-HMG 1&2 showed a

cANCA staining pattern in indirect immunofluorescence.
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F—F A

i

=% P M & e 3K 40 56 K $1 8 (Anti-neutrophil cytoplasmic antibody,
ANCA)&Z 3 — & ¥ 37k F 4 54 3K (Neutrophil granulocytes) & 8 B3k
(Monocytes) # 4= Jio B sty 9L B [1] - 407 1982 5 & Davies [2]F= Hall
[314¢ & & 6938 71 B 83k F X (Segmental necrotizing glomeruloneph-
ritis) B9 2% % b H.4% > 2] 1985 4 Van der Woude[4]3R i ER MK A ¥ 1B
% (Wegener’s granulomatosis, WG)F» ANCA F AT 3 - 8 3L > ANCA
LR R RRR WM B - X EHAR[S-T] 0 @ ANCA Ml
MER > RASELTE R/ UASBRER[S] > HEHE Xy 5B
B AR 5 BT AR E RAAL9] -

1% A f 4 %% 28 F & (Indirect immunofluorescence test, IIF)#%& &
ANCA > RRABRATERZIIXAToA=H F—HAmBER
(Cytoplasmic ANCA, classic ANCA, cANCAB X, » bR X BERE
R KA F R BB D BT ¥ % & B X (Microscopic poly-
angiitis, MPA)# B 8t - 3% —#& &4 B Bl ANCA(Perinuclear ANCA,
PANCAYR X, » B ¥ 2B F-F RaP ¥ (Organ-limited vasculitis) ~ 4F
Zk #9 %7 B 75 (Particular crescentic) = 42 ik 32 47M B $43% ¥ & (Rapidly
progressive glomerulonephritis) ~ f.- 3% % % % K % %% #(Churg-Strauss
syndrome)#& M) - £ = A% 3 M B %% ANCA (Inflammatory bowel
disease ANCA) % #8 JE 3 1 ANCA (Atypical ANCA, xXANCA)E L E &,
% (Snowdrift, snow-storm)# X, [5,10] 8 K45 4 & B £ (Ulcerative colitis)
B R {b b B 3 X (Primary sclerosing cholangitis) & B -

2 cANCA # M ¢ £ 4K & Proteinase 3 (PR3)[5-6,11-12,13-
15] - cANCA &% ' MERBBAT TR > IREBLEH M|
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TEEZ o > AT CANCAEE A RERFHHEA T HREBANE
% 7& 4 (Disease activity)[16-17] - pANCA 9 X R BRIR B
Myeloperoxidase (MPO)[7,11,17-19,20-22] » 124,F» Human leukoctye
elastase (HLE) » Lactoferrin (LF)% % M * B #%& % X (Glomerulo-
nephritis)#5% A * 3% 90% pANCA i e R MPO R & &
B MHKE X %% & B A pANCA » 2.3 7 & MPO R &[18-19] -
PANCAHEARZRREKE—H BARSEARTFHRA Wi Al
4 J8 & (Systemic lupus erythematosus, SLE)[12,23-34] - E. &%
(Rheumatic disease)[11,25] - I LR KA BFARBEARBFL - T
%6 & LF ~ HLE & Lysozyme (LZ) [26] > st35885% pANCA 89 BEEH K
FERH MPO > £ £46H5R[4,27] - & cANCA R F] » pANCA %K
HEBRFMERE RN BH[11] - BE& pANCA ~ cANCA - # B3
BHBBIARLSHME  wMPO -PRIVIFE ¥ BbEABEHM
BUHXFAHERERER [ Gl RE - BERAENE X
(Rheumatoid arthritis, RA)| St & X5 A » L AT #4189 ANCA §—H
PR ABHF » AR ANCA B R ALY LHIHED -
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F—8 ht X224 LR ANCA FHZ % X5

1-1 B R2Z7H
Names and definitions of vasculitides adopted by the Chapel Hill

Consensus Conference on the Nomenclature of Systemic Vasculitis

Large vessel vasculitis
Giant cell (temporal) arteritis
Takayasu arteritis

Medium-sized vessel vasculitis
Polyarteritis nodosa (classic polyarteritis nodosa)
Kawasaki disease

Small vessel vasculitis
Wegener’s granulomatosis
Churg-Strauss syndrome
Microscopic polyangiitis
Henoch-Schoénlein purpura
Essential cryoglobulinemic vasculitis

Cutaneous leukocytoclastic angiitis

(#&%k & Arthritis & Rheumatism 1994, Vol. 37, p187-192)
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1-2 RANCA F iz 0¥ X7

1. f-3 45 3 K % #& B (Churg-Strauss syndrome, CSS)

h-PRBMRKEEHRL— 25 Mo X (Systemic vasculitis) * B F
.77 (Asthma) » 54 4 3K 3 jo(Hypereosinophilia) & % $h8& X
(Polyarteritis) 8945 M » B THE BAM AL HF HHKF X (Crescentic
glomerulonephritis) & ¢ & i8 # i ¥ H# % X (Granulomatous
inflammation) » b3 7 M & & & (Necrotizing vasculitis) B /N2 P
Ay & CSS R pANCA/anti-MPO il & B > &4 1 70~75%#
% AR [9,13] -

2. BARRSET ¢4 % & 4 X (Microscopic polyangiitis, MPA)

BREATHS 8 X B8 R MK HHH(Muscular arteries) &)
BE X ABFBMARRARRAFEE ) TN LRAARSHRANR T
¥ (Necrotizing vasculitis) * % 8/~ s F (ol o & ~ NI - RO BHBK) -
M F 43K F % (Necrotizing glomerulonephritis)JE %20 8, » M B#L
4o % X (Pulmonary capillaritis) 2] % £,[9,28] ' ERE K EWR - BEA
KRR RARE ME L AALRAABEYE - K5 MPA #
7% A(90%) & ANCA Bjtt > £ F Hu s HR T & PR3 & MPO
[9,1329] e kA REBHBMAERERZ MO HH -

3. BRI A F M (Wegener’s granulomatosis, WG)
FAMKA ¥ s O +RE A ¥ EHE ¥ (Granulomatous infla-



BB PR

mmation) > st 76 & F ¥ (Necrotizing vasculitis) R -h 2 ¥ & fo.

5 ChoBido 5~ /INEBBR ~ BUDSIBR) 0 % RSN B KT X (Necrotizing
glomerulonephritis) - £ % & 34k 498 4% (Inactive initial phase)#5% A >
50% % cANCA Bt > MBLRAWHERBRZLBRORA " X35
ANCA B > £ 2 M H 3 M (Active generaliied phase) 8555 A £ F 100%
# cANCA/PR3 ANCA[30] -

4. & 8% 4 4 % 5 (Connective tissue disease)

5B RERA T > A #3 MPO -~ HLE - LF &4138[13,26]
st Anti-LF $8 R 82 A+ B % X (Rheumatoid arthritis) ¥ # 4o % X
(Vasculitides) & % @ 3% K 5 & & (Felty’s syndrom)[13]1 5 M - 84%-35
ANCA B ER A S HMARHE > R AB-FRERERAN - ANCA
EREERTERRARENAR HEADWERRBA NS -

5. 3 4 B3 B K B % % (Inflammatory bowel and hepatobiliary
disease)
B # ANCA £% 3 Ml % 5% (Inflammatory bowel disease) * 4o &

B 1 85 B X (Ulcerative colitis) & & &1 S b H M H X (Primary
sclerosing cholangitis)& 3,44 » 3% 5] % ANCA &5 § 7
(Gastrointestinal field)# $ £ 8548 5[31-32] » % Cathepsin-G = B-
glucuronidase T4 R BARILE - ANCA AR BHEB RO FT LR A
50~80% ° 45 %, M K% (Crohn’s disease) g8 £ R B 10~40%[13] - %
32 5F » ANCA 7R 60 ~70%13 ¥ 7% ¥ ¥ FF X (Chronic active hepatitis)
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855 AR 35% R 51 B 7488 fb(Primary biliary cirrhosis) 8 5% A %
BRoBRRANCAHBILEIBHUBRAIBRRBRERY BHARARFTA
B35 T Sk -

6. & # 4 % $9Bk X (Polyarteritis nodosa, PAN)

£ B S Ak X LA & B X (Necrotizing vasculitis)# 5 + 2 &,
£/ B Bk 89 31 FE 44 B X (Necrotizing inflammation) » R @3E T #HHE
X FEAFRIHRK - DBRI0F 0T X[9,28] » hit20%6 5%
A pANCA £ > 2 pANCA R A B L EMARE—F AR

o ANCA HRHEHER

S 3% ¥ BB K L P M & k3K (Polymorphonuclear leukocytes,
neutrophils)45 8 A $ ¥  CRARENBRALY BREGSH S E
HEE TERWBEOAR TR R8N GF - T2B ol
2 & & £ (Microcidal enzymes)(e MPO & LZ) ¥ % & §5(3» HLE) °
B M K % B8 (Jw Cathepsin-G, CaG)[26] - A S HM A BB E > B e K
R — ey RE5E R (Phagosomes) @4 > — 34y At F X BATHH -
% ¥k 1€ A (Exocytosis, degranulation) -

PSR ZERTE S (DR (Primary, alpha,
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azurophilic granules) (I1)=k & ¥4 (Secondary, specific granules) - &
BRALGHIBEEA] 6K Myeloi)eroxidase (MPO) - Serine protease

~ Human leukocytes elastase (HLE)~Cathepsin-G (CaG) & Proteinase 3
(PR3) » Mk & FM|M#4H# Lysozyme (LZ) ~ Lactoferrin (LF)A& Vitamin
B12-binding protein[6,26] - E B3 (Monocytes) 54 H Bl v gk * £
F MPO ~ PR3 - HLE - LF ~ CaG & Cationic protein 57 (CAP-57)3 €,
W H ANCA z B EHR[33] -

2-1 Myeloperoxidase (MPO)Z i % % 58 34 i

% W B B K (Polymorphonuclear granulocytes, PMNs) % (b8 -
MPO %= & 4% 3 sh £ 58238 B K (Phagolysosomal compartment)
A %4 . 8.1t4(Chlorinated oxygen species) » F4 £ 5 B &.8[20,34] -
RERT: AXBREB F ool » EE K (Ceruloplasmin)ff 4
EH e X /R m¥pdl MPO[35] » 1245 X 63k - MPO £ E M e
o f Gk R TR 0 AR B4 A (Hydrogen peroxide, H,0,) 9 4
F > f4b &4 $£,./64(Toxic oxidants)#y & £ [6] - Active MPO o-F 3 M
2 % i (Coated) C3 fragments #9#& £ ¥k & » 38 MPO &8 C3
fragments X Z4EM > X ZHR EXHE MPO 1Lk » mER
MPO ZFH A B4R CRRM C3 fragments 3% 4 o & &H[20] -

|
| ol il
!
Cerulop!asminW
: ‘%Zf

U

o
o o (‘ C3 fragment
° <.
e
R o e >
BN
T
H,0, HCL
oA . Bacteria



(&4 4 Clin. Exp. Immunol. 1997, Vol. 108, p167-174)

2-2 Proteinase 3 (PR3) X E ¥ £ # o fE:

Proteinase 3 6.4 T 38 &9 =184 1t % M (Conserved triad of
catalytic residues) & 3% Ser-195-His-57 & Asp-102- 7 b4k & (Active-site)
#: : 8 (Serine) B- & 8.4 6945 11 (Nucleophilic) -

PRIGNETH O aRXAHBBL > HEBERABEIIRREDY
BiEETE A8 % G ERProteolytic activity) gk 38 5F R AE
# - PR3 4 % /) & & (Elastin) 9~ #% > /885> HLE & CaG * PR3 £ §
4 £ B (Hamsters) & £ M .08 ° 7 THREBFTHRGEC6] - £ EL
(Iso electric point) & 9.1 & 5 ¥ 443K & & Bl(Glomerular basement
membrane, GBM)X Z4E R » T o R o 8RB S & & B3 4 ] (Specific
serine protease inhibitor)4e Affinity-labeled diisopropylfluorophos-
phate (DFP) ~ phenylmethanesulfonyl fluoride (PMSF) ~ 3,4-dichloro-
isocoumarin #4945 * #5~ B serine protease[28] -

AE¥ARERT, TH S ERYEA(Compartmentalization) & #
A AR oh oo 3R & & B #) A (Natural circulating plasma protease inhibitor)
A E o BiedEH A Y PRI AN I EHARES - § PRI Z
Eh R AER o BB R A X A9 4] & (Natural inhibitors) a,-protease inhi-
bitor (a,-antitrypsin)& o,-macroglobulin 7 B4 4% * A 4% &5
WA ERtmph o ¥ AR RERBITTM -
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& ¥ #5(Imbalance) 7T & &7 # a,-protease inhibitor & && PR3 H
REEHRE  WETHRHAARTHEBET - TS 0%Z PR3
A% £, B (Pulmonary emphysema) ~ & M=+ R ¥ 38 5 4 Ff(Acute
respiratory distress syndrome) ~ A4k 5, (Shocked lung) ~ B &K F X
(Glomerulonephritis) ~ & B M & X (Rheumatoid arthritis) & } &
B % M 9% 3% (Other inflammatory disorders)# B -

2-3 Lactoferrin (LF)Z E ¥ £ Esh 4E

Lactoferrin £ e & R E S E16  RFBERRIEHTRES
B7] RARMED BB XN E LF TR X PHREFSR > 28
B AT R A [38] B3tz gb » LF dy B 3% 2kt B 3K (Basic region) »
Bt ttmp ks FEs  BETHRER - FHaBR L
R BEELapRLhBGEERE  REBEATMARY
Aol - ¥ LF RELS £ LF AR TG 0B ALY &
RRAEDEBHTRERD >  BLLBXHFAT BB P LF 247%
4~(Chelation) # 3% 5% 1548 o 5 (Hyposideraemia)[39] - #8 2 &9 LF-454#4
a¥ o RGFEEREAHRAEANOEE  FTHELERA R
5 F4o NKcells 84 - Anti-LF fuisedpsld LF AAH - b R
#. 8 & & (Hydroxyl radical, OH)Z % & 858 XM » Bt #i LF
MERARTETSRRMLER[M0] TRLFX - REREHX - &
4% B % X (Reactive arthritis) ¥ % % ¥ #H $.[41] -
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Prevents growth

£ *‘ l‘ ‘P h
;&s‘zi"t :@‘\ 4 g
\ . B
/ Lymphocyte
Binds and

prevents free-radical
Degranuldllon damage

Phagocylosis

Microorganisms Lactolerrin (37) 0D
Neutrophil /\ (*\
¥
Fe-lactoferrin Fe S

~C
(fo O™ ﬁhr .%é_",. Macrophage

NK-cell cytoloxicity / 1
Complement activation R A
Gene regulation OV O @

Other eflec!s? o
Necrolic lissue

(#ék g J. Exp. Med. 1974, Vol. 140, p1068-1084)

2-4 High mobility group 1&2 (HMG 1&2)Z E ¥ £ h ik

HMG 1 £ HMG 2 % & %t & 75 (Positive charged) & & » HBk#
(Arginine)jw B B 8 (Lysine) & tb 4 9 3 & 23.8% & 23.6% * sy 8§
BEH > BATHPRBEETHIHMES » &2 non-histone chromo-
somal proteins - HMG 1 s 24k A > HMG 2 T ¥t o H »
F 2 %& & — # 1¢ 6% B T(transcription factors)[42] °

-10-
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2-5 Lysozyme (LZ)Z ¥ £ B h fE

EARBHANBRR - ABR-B - FIBR -BHAREZFF 2T
F A& 25 14.5kDa > & -4 ¢m B B B2 2 % 88 %, & (polysaccharide) »
STH %% £ 7 3 8 K%M 8 (Gram positive bacteria) - 3% @ 85T 816 %
& % BE(proteoglycan) & ) & ¥% B 3 & (glucosaminoglycan) Py N-Z &4
#8 B & (N-acetyl neuraminic acid)#p-1,4-s2 & 89 KB R R -

3 =8 ANCA patterns 8 Antigen specificity & Disease =
Fal &% 3R Bt

BAT G4 ANCA Bl 22 R AEX R B R L4 ANCA LR KR
Z MBS > & F k:

ITF pattern |Target Antigen Associated Disease

pANCA |Myeloperoxidase Churg-Strauss Syndrome(CSS)
Microscopic Polyangiitis (MPA)
Lactoferrin Lupus Erythematosus(SLE)

Unknown antigens Rheumatoid Arthritis(RA)

Unknown antigens Chronic Hepatitis

cANCA |Proteinase3 Wegener’s Granulomatosis

Microscopic Polyangiitis
Unknown antigens HIV

xANCA |Lactoferrin Crohn’s Disease
Cathepsin-G Ulcerative Colitis

(434 & J. Formos. Med. Assoc. 1994, Vol. 93, p545~561)

-11-
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#v cANCA % B 94508 ] £ & B PR3[5,6] * cANCA Byt s & 2
HPRIIEBM TN A TR AR O824 4 08 X (Systemic
vasculitis)¥5% AZ MH HE Wk - b mMEIE 100% > £XEHK
EATF  BELZPRI REBBEEHAL -

X % % pANCA B # &5 4% MPO R B{2 & &4 HLE > CaG ~ LF
A LZ B WM » 4 %3 pANCA - Anti-MPO ANCA B R -3
BHEMRERS - REMNE AN 2% % (Primary necrotizing vasculi-
tides) ~ # #3% 8 BB (Drug-induced lupus) R B EH o4 X A MR
[11,17-19,20] - BB RIABE S E MPO » £ 14 F# MPO B %

Lactoferrin-ANCA 3% Cathepsin G-ANCA # Crohn’s Disease -
Ulcerative Colitis % %% ¥ 5% - 30 % SLE % A L& 2 Sk e MR
# % A(Discoid LE)%A 3, pANCA » RHEEBRABHE FH ORI H
R M B8R G p28(Specific granule protein p28): % 4+ 10 % SLE % A »
BA ANCA HH#HIF T H O w2 R&B o) 25 kDa Neutrophil
gelatinase-associated lipocalin - RA % AR A #ik FH G aw
66/67 kDa doublet & 54/63 kDa doublet Z kfofi R t94if > F2—F
AT ANCA # L H (Specificities) 2 F X AB ML BEAE R - HIV &
%A > H 4 & pANCA % cANCA » 12 B BRI B 5k 4n o

-12-
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Fwm ANCA BEEARMER 2 H35%

AR LR BT ERE ANCA » RBLBRUATERIYKAT
ea Ak &
(1). Cytoplasmic ANCA (cANCA): Qs it % T B 3 &(Granular
staining) * H &% % & (Nuclear areas)# 18 3 & & (Relative sparing)@4¢
BARBMyBAR o Fihéy 29 kDa serine proteinase (PR3) -
(2). Perinuclear ANCA (pANCA): O # R B 4 34 K 3 & (Homogene-
ous staining)i® ¥ £ 4% B B (perinuclear) R 5 % M H O R A X S
myeloperoxidase * ¥ %H LF~LZ -~ CaG &% -
(3). Atypical ANCA (XANCA, aANCA): OB ¥ R 2R EL K S
AOPURBH K LF~ CaG %% -
(4). Negative reaction: R A F 45 RH % & -

—#& R %B pANCA 2 ANA R 5 B 4[65]" B8 MPO 2 PI X# 4 10 »
B 7 it (Basic)®& & » M HLE -~ LF - HMG 1&2 #.3 BB E & »
A 24 5 R 5] 2% A T (Negative charged)DNA &£ [21] » A dintdaie
BCHBZMASEBGBEEY o EHTERRRAS IR RASE
A& 1t(Rehydrated) § 4 5o Bl 2 3% £ 43 % i # (Positively charged)
ZORROEZ ELBARIE  Hi ANA %5 A LR -
THABSHER o Hd M X X 8 (Cross-linking) 3% & &% B
% ° Bk pANCA 2 ANA 2 & %] Al 78 B3k Bl & $= o (Formalin-fixed
celDAT At AR & > MBERMBER E[12] 5 55 ANCA 2%
bS8 ¥ ANA —BR B 4 A Btk - 8 % 83 (Inflammatory bowel)
%Ik # 3 (Atypical) ANCA > 80% 7 F B B 45 B X 075 ABR[41]  70%
PR PERALYENE X ym ABB[41] -
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M IR k4 0 oM AT & 4 8 pANCA pattern * AZEE X
HARE TG 2R H KA g Nuclear rim) 3 & - bR
BTRAX pANCA B3] > BRAERBEHERHARET FHELKE
RRABM - REHEBARSIAENBEREEOABRETH R
H RAmBRBEWEE BRI d myeloperoxidase A7 3 & &
PANCA BARA 8D 648 5 Fik 42 88 HL 8 (Anti-mitochondrial Ab)#
PR AR ERGTHR 0 R e X LR B (Crossreactivity) ; 1255 AL
(Smooth muscle) R b ik 5% & * 8RBT 434 H A & (Homoge-
nous pattern) » S ¥ ¥ K A ¥ B o9 5 A Bk dw i H 3 & (Typical
granular cytoplasmic staining) 3 7R § & % [64-65] -

—BRERFHEEAZIRA > AEHE LR BT HABL ANCA
BB (ANCA-like reactivity) » m L8 # R EAER IeC REX AN
4 > THeHMmIE#E ANCA R B (Atypical ANCA-like reactions)Z
BR BT EAMBZELARABNER LB ANCA 8955 £(72] -

cANCA A MPE(False positive)JE % 2> B, » Gross et al,,[5] 35
cANCA ERBIEFHHBE N P BB o ¥ X (Sinusitis) - ERB X
(Episcleritis) - B 83 F X (Glomerulonephritis) » £ R 2R EE MK,
B R X B — 5 4% - cANCA TR R 3% 5 o AT 7 61 18 % $(HIV)
BR-ME - BUEASTRE - BRAXERREFEIHANRSL
iy B A 4t 3 & cANCA 8 A% X & 3 kR 1st International Workshop
on ANCA ¥R ¥k -
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BIE PIRER

¥ B ANCA ZERZEE R

£ 8 K A ¥ B (Wegener’s granulomatosis, WG) # i A R
PR3-ANCA # Mi[30,43] - B T MKA FHESHDE HREEBERE
BATRWA HHER  EORIRARATEHARAAR MBI
Bp o FEARRE R NESERE RGOV T RRERH
B o MBS S %% % H 8 cANCA AR PR3-ANCA ELISA ¥ ik
Bk EASEERHRKAFER 0 RATBERTM[44-45] - £ &F
FRARSAUDE BEADHERMERSE FRATHGE -
B dh& 4 cANCA $t PR3-ANCA ELISA A RIS MK A F x9S

Biie g4 - H 4% M & (Specificity) 86~100% » & M & ¥ (Sensi-
tivity) 78~96% o

BRTERMRATERE  YHFRLECLFT EFRANCA FH > w8
RETH S 0 X(MPA) > b5 % o F X(MPA)K $ %R ZE MPO-
ANCA B5H#(70%) R %  # PR3-ANCA B54£[9,29] -

8 #1tE(Idiopathic form) & 2 5 4 B SR8 4% (Systemic clinical picture)
A X o3k AT B 43K F X (Rapidly progressive glomerulo-
nephritis, RPGN) X &5 70% # 5% AH MPO-ANCA > 3t ANCA ¥
MARBETRTHERT RGN LR B2 AHGM - AT RBM R A
% 5% TR R T o F X (Pauci-immune necrotizing vasculitis) * 2
BRI AM b F X T L2444 % ¥ % (Inmune complex medi-
ated) (15-50%) 3%, B sk 3k 35 & B 4088 38 & (Antibasement membrane
antibody-mediated) (2-20%) » st —# % ANCA £ M > Bt ANCA &
ARETR L XHEBR  FTHEAR LT XHBOES -

-15-



BIE WIFER

¥8 ANCA 2 s

ERMKAFESRPRIGIABREZMAEDMMA 7 LEg
BEARBOESE LR B - cANCA # IgG B #(IgG subclass) -4
2 IgG4 SRR H AR R BHRETFAHM ) > HREME IZG4 & IgE
RAE EARABRR IgG1 & IgG3 Z HiMk i (Antinuclear antibodies)
AR [46] » B S T-cell M 0% S 44 B LALAUR #9418 T
£ % St R 5L R (Exogenous antigens)io 5 LR M &84 4 H R (Microbial
antigens)$ R L8 E > EHKARE - ATHMRAFHER T —&
RABZFBUBELBERBERATZREFTN  ARR EIRENR
# » co-trimoxazol JE By oL FHMK A FHBAB OB - PR
HRAFHELEMBEFERBTE -

BATSURRSE 2 B M e T:
D £8P (In vivo) * °§ M & o 3K-%& & Bs(Protease) (ANCA B EHR)
REERALBEWBREZTLHETH ARG WBRE[47-48] > B
WEFHELRBAHEREARBHILR » B K[49-50] F £ H 7
M & tajs b B K 4% -F(Adhesion molecules)éy kB, ZBRM 4F
(LFA-1, ICAM-1)[51-52]) ' Y M AR BHEBWB R EZLHNE
$aff » ANCABAEZ S TH AR5 FfdPHahf 4%
9% %% (Respiratory burst)& £ > %8 % Bk (Degranulation) & B &4
& . & &5 & (Toxic oxygen radicals) £ & [54] * MA A & s Jo A FH
o B 3/ A5 [55] -
(D ZaEARAENEMEBRAT  ANCAARESZN MK M

BABEMERE MO AR AR BN R R E
[56] -

- 16 -



RIE ARER

(D) Bt PR aRXBHEOBEALEFNNKR  S4ZN AW
RBlAE AN BB AL AR e REGERB RS -

-17-



B MRS
R=F HHEIE

B S RIR

ARBEAZLF 0 035 40 X B o R B BE R R EAE
HEIDEHAEERERAERBAZIRFEE29 X - A2 S Himl
RASLE) 110 X o ~ MAAENT XRA)S1 X ad - FHOBR
HROU) 10 X fo 3% ~ SRR KBEF(SS) 25 X i ~ REMMR TR
1L(PBC) 8 X & ~ $ALR(PM) 11 X e - LT HIRBHHEACA) 54
X b - BERIFHE B Nuclear dot) 21 X &7 - A& 160 X 1R H
B X T sk BAT ANCA Bz s S 2 -

B8 KA E
—. tafbik |

R B ATCC CCL-240 2 HIL-60(Promyelocytic leukemia cells)# i !
¥ 0 32 % A4 20% fetal calf serum(Bs 4 &2 %) - 1% Antibiotic Anti-
mycotic & 1% PSN Antibiotic Mixture 2 RPMI 1640 3% % ¥ [58] -
# 37C » 5%CO, 232 % 324 - tbam g doubling 85 R &) & 48~72 /)
B o HARAZEARGRESBERTY  TRBNEZESTRELE
flasks > EH R KA BHAE - LBt b A ER > 2HUREZRA
B 0 2L 1500rpm & 10 o4& » 2 4 B 8a B0 LR H # suspend £
A8 i ts RPMI 164032 %R ¥ » REA(HBR— B R B3t
3B - % IMER 3x10° sa o B A8 flask » A 1.25% Dimethyl

- 18 -



BE MRE

sulfoxide (DMSO)[58] 74 B4 4 fa 3% B $1 4 K 2 RPMI 1640 33 %% »
# 37C » 5% CO, 353 48 48 » 248 B ps > 7 1500rpm & 10
o4k 0 BT A 3 suspend £ RSB 4 f ik 69 RPMI 1640 32 %% ¥ -
mmnsr E 8 NHke -

— Kb yiE PR ang

A. Ficoll-paque 7%

o R o SUFRAESREER > 1200rpm £ B A 10 24 0 R
BB AR FY 2% dextran > RABBEEBR25 04 RE
%k B8 E Y e Ficoll-Paque E[59] » 2000rpm % B &3 25 4
48 - XBTRABRWE » & L® T 4% A dextran » mononuclearcyte
Ficoll-paque * & a3k Rér o3 > Rér ~ G A SR » AT T2 K
X HHRAS A% F 10 424 Hank’s Balanced Salt Solution
(HBSS) * 3444 > 1500rpm B4 10 24 R—BER K BE
EH4 IR A suspend £ K2 HBSS 2% F dehdk > B EA L
—PB AEAA LR BRALAL  RESHESSAHE -

B. Histopaque %

% %he A 3ml Histopaque-119 7 15ml # .5 4 > 2 48 oA 3ml

- 19 .



BTE AR

Histopaque-1077 # Histopaque-119 2 k& [60] » 3t /o hw A SAAF H4F

B E B2 2 % 6ml LK gradient 2 & » 700g E Z A0 30 448 -
EFxdERTTowAE » FHARERE 2% 5 F K Monoclear cells)

B B (Granulocytes) * BB R - J&A%fiﬁ%‘ s e ANE

T2 kAHYGRAS > AEE 104204 HBSS - (4574 > 200g &
10 548 W EFRBR - R—AEZRAARE F R0 R A suspend
AREHBSS ; XAz > MER LR SR  AEZR A& LKE
ik R EBHHHE -

Z. hBzYH

el P MG 2x10° 18 X HL-60 sas 2x10° 18 R 7% (suspend).f£
PBS ZE#& ¥ » ’v A4 SmM PMSF 2z 1M NaCl # ¥ 3% 3& & (Sonicated) 3
x> =k 10 £ > 10000g 4°C a3 10 248 [25] M EFR BB BT »
& % Polyethylene Glycol 6000 (PEG 6000) 2 > Z#w A% ¥ Lae-
mmli sample buffer (LSB) * #4#& 5 448 * -20C A REH -

w9, Sodium Dodecyl Sulfate-Polyacrylamide Gel Eletrophoresis (SDS-
PAGE)

EA5EABR > PH 10%~15% running gel (29.2g acryl: 0.8g bis,

-20-



EB=E MEETE

1.5M Tris pH 8.6, d-H,0, 20% SDS, 10% AP, TEMED) » #H% 5%
stacking gel (29.2¢g acryl: 0.8¢g bis, 0.5M Tris pH 6.8, d-H, 0, 20% SDS,
10% AP, TEMED) ° Loading running gel Z# &5\ 4% * A Isobutyl

alcohol B ¥ 3 &% £38 > AF#FE 40 o588 % - 2 d-H,0 B%

Isobutyl alcohol - Loading stacking gel £2 3% » & L3#&A comb » &k F
BE 10 044RB% - Y comb > HAHRM » RATEZ Fiv sample
buffer » %K # 5 448 » #& running buffer fu# chamber ¥ » loading

BBEAZOHSTERER  RORBBAFT 1S o ABBRH LS
BEAMZEHRFT B TARER6]] -

Z. ¥ (Transfer)
ARG RB - BHA gel ZB 4 transfer buffer ¥ > S ABEE

BRI - BB BN ~ R MR 023 %320 4
C transfer 1 /B¥[61] »

7%. Western Blot
A EEERBSEBIR Y - B A& 13 Rék 0 BRLA S%BEWHErZ PBS

ERFY R 30 24 0 LEE dul B ¥ R% Ak A 400u] 4 5%
BLES 437 69 PBS 200 b (R 100 4%) » R4 — H 45 55 5 40 40 B FR R

-21-



BBTE ARSI

e paraffin b AR BFGREERRBHEDB - FIFBBRE >
EE 1.5 /8% > 2L PBS-Tween Hk 10 948 > 3t ==k - — 4B RE
$EBLER B Sk paraffin £ wABRAFRBESARBI LI HAARLR
REaz_kHl KRB BRBAKE > £8 18 > 2L PBS-Tween Fk
30 940 5%k - 28 » 4w 100 ul BCIP & 100 pul NBT substrates 7

substrate buffer ¥ * 2/ F ¥ 4y band » A d-H,O0 FHA UL LR K
[61] -

-. Enzyme-linked immunosorbent assays (ELISA)

A. T & Kit INOVA, QUANTA™ PR3 IgG ELISA - 870233 ; INOVA,
QUANTA™ MPO IgG ELISA - 870252)

ST 0 kA E KA EE 3% 25 ml HRP wash concentrate fu A
975 ml AMAK R EAETF K - WA EHFF 101 42 (500ul HRP sample
diluent jv Sul 7% ) * & Av 100ul low positive - high positive - negative
control ~ B ELXE & wells > iwE - TE 30 (R wARBRBE
R)Fh A wels BHRB TSR E v 200~300 ul HRP wash buffer
EHME well » KRB R > FHLHHE=% > ## plate AR KKERES
R AP X2 R > Av 100 ul HRP conjugate £ 548 wells » £i8
30 o4l 5 %0 B L2 7% % B8 4w 100 ul TMB chromgen £ 418 wells »
ERZS T > £8 30 94 » 4o 100 pl HRP stop solution £ 548 wells »
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B=E MR

BHREBRA A 1R Ak 450nm HRRAME  $F kK 620
nm °
R
Sample ratio = Sample OD x ELISA Low positive Units
(Units) ELISA Low positive OD

B. B 9%

#uB LF ~ LZ 2pg/100ul/well % HMG 1&2 1ng/100pl/well 347 Pre-
coating * 445 HB 4°C FB& * £ A gelatin 47 Post-coating 200ul »
FEBABAIC BE-Fh B wells BORBR2RE » fuA 200~300p1
d-H,O 258 well » RE R > FHLBHE X > 458 plate A BRAKEK
RE $ R > AP RERE  RAMARHE 201 4 (500p1 BGG diluent
A 2501 S ) 0 Am AR FE SO 200p] ZRF] &) wells » BRI
=18 wells » RIEBIKE > 37C 158 Fh=Zk BLERXZH%H
TR AL 1000 BHE > BABACHILFHRABERAREOZ
=R 200u] > FRAFARBKRE 0 37C 108 FkNk ALix
FHVHE- 26 0 iw3ml ABTs & 1%H,0,150ul Z 27ml Mcllvain's
buffer » ¥ & 410 AR RAM - REFRETR] 1.5 5§ - &R A%

Positive> normal mean + 2SD[62] -
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PBoE MRS

A, HL-60 cells 47 cytospin 2 H # #i#

3% B &8 Poly-L-Lysine (cell adhesion solution) & Albumin 30 4~4&
E100 R @R TFHUNRER & FHREHA » A PBS #¥ HL-
60 cells # B & 10° cells/ml > 48 % cytospin B £ > 3§ 0.5ml s R
cytospin Z &3 1500rpm - 5 4548 > IR B H % 2L 95% Ethanol 0
C 5 %4 E Z X 0.5% Paraformaldehyde £33 20 948 B & > 57 > 3%
h 4CHAEHFM[63]

7u. Indirect Immunofluorescence (IIF)

B AR 1142 (501 PBS Au Sl doif) v S0ul #e AR slide well
o REBMARE 0 £330 04 0 X PBS NS HRAR 10
o4 A S0l # % FITC ZLEHRABERRKZTEZ —RHLH >
PG RBRG - TEBA 30 24k 0 A PBS HHBNE  ERFR 10
24 0 # L# 4 PBS » 4w counter stain(Evan blue)# PBS » #% % 10 %
B EMGPBS B RFH 10548 - FHERFB_K[64] -

+. &2 FH iz 5

MES#2MA BT 1Kg &F° 2342 MPO~LF & HMG »
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BE MG

%A% — B AR > Bleeding 242 25ml > HBEX R b > Bk

E oW,

(1). MPO 51pg/ml pe#d 600p] 4 3 PBS » #R % hwA 600ul complete
adjuvant

(2). LF 400u1g/80ul o 600ul & i PBS > K # v 600ul complete
adjuvant

(3). HMG 1&2 300pg/300pl ho#d 600ul % & PBS » #% hoA 600ul
complete adjuvant » 1:1 359 R4 %1t

ETFERELTF =% - Bleeding 2 4 25ml > F—R R MK M dn

HEHR

(1). MPO S51ug/ml i 600ul & & PBS » &% b A 600ul incomplete
adjuvant

(2). LF 400ug/80ul Aui 600ul & & PBS » #K4# v A 600ul incomplete
adjuvant

(3). HMG 1&2 300pg/300p1 Aus 600ul & & PBS » % v 600ul
incomplete adjuvant > 1:1 34 4 R4 3.1t

RTEMRELTF > Z#4# ° Bleeding 24 25ml > F -k B KMk >

HBEHR

(1). MPO 51pg/ml Auit 600ul # & PBS » #R4 Av A 600ul incomplete
adjuvant

(2). LF 400pug/80ul Aot 600ul & i PBS » &4 v A 600ul incomplete
adjuvant

(3). HMG 1&2 300pg/300p] Aot 600u] & & PBS » 2R 4 v A 600pl
incomplete adjuvant » 1:1 34 424 %4t

.25 .



BE MR

ETEMHELTF > =#4% > Bleeding 2% 25ml* £ =Rk A% ¥ —
kihfa o 482 —i84 > Bleeding 26 25ml > E=k £ R ¥ — kb o
BB — B > Bleeding 22.25ml > B=ZX AR E=-kMb - BR
—3i84% - Bleeding 2% 25ml F =X R A EW Kb > 2l
#% ° B #H-80°C A RARAF[42] -
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RUUE R

FwEz R

— 2t o BEE TG R

ARBEER —MARF koW TG LK F—H%H Ficoll-
pagque ¥ 3k sb ¥ ik b A dextran JUR4r o3k 4k > B ] A Ficoll-paque
MEARE LK RESRZN » BRCREF KM RBE S oK RES
KA MG RRKoA 58 R 0HB R8T HE it
Fiktel kR RE 20~-30% - B —7#% 4 Histo-paque ¥ 7% > #| A Histo-
paque 1119 & 1077 =481 B tb & Z X # - Histo-paque 1119 L L &1t
R bR B E K2 B - & Histo-paque 1077 AL ENM N G hKRE
Bz B 28.o% Histo-paque 1077 e A MM BA G LB B
Fs} » Histo-paque 1119 s A M M B A bR R G oK Z M @ I G
Ao ordkc BH GaRAE > R HEHAHE > W RHERKERS
60~70% - Bl R 2 H: FRTHSGLRUB/IARALELTE S
;3B x100% > BP AR -

Z R FEMPO-~LF -HMG1&2 %R EHEZH B LB
1R 3 2R & HIETHT

(1.8 MPO 2B EHZE&F: RLHBEZHE IR AR ERS
R oA 400 BHRZ L FHEMPO ik » AR AWK AH
F B (Perinuclear) * X & FABEBR > 2B 9 ¥ R (Segment) F 5 »
B¥auEeAl [l 1A] - ZARBERBEZH LT PR LEEH®
KR R AR 400 BRFEZ & FHHMPO i » A B4
BRI BRBE K » BB 8 pANCA 541 [HW 1B] -
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RPUEE FER

QB LF 4R EHZET: RCHARYHE P Ra R EHST -
JoAdR 400 AL & T HH LF 0 o £ 84T R AMILK
(Coarsespeckled) * ¥ % > £ P ABAER » FLF BRI LT
Rk BERF— - =23k (B 2A) - £ 208 BHRE L 0F it
GaRERER » FRAR 400 EREZ LT HELF fiif > A%
6754464 8 B A 5] S B K+ 42 B (Perimembrane) & %1 B » %
SR MPO ik $ > ABMRF RHY » —B—BlA—R -
F—B—FKth—& HibdRB» pANCA [wM 2B] -

(3).8 HMG 1&2 £ R AR LT ULHBEEH T TR a R EH
SH > MABREZZTFHEEMG 1&2 thiihdk  ASABX 5K
(Speckled) * JEH 58 » kAL WBE [E 3A] - FBlE HKE
Ryt aaR LT ARMARSEZ L FHHL HMG 1&2 1
fd o RABAMREALAWBYE » AHARALEF cANCA [H 3B]) -

2.8 KB BB ETH

1).2MPO R EHZ & TF: b A FRBELBENA » 22 100
ERE AREMA 0.781 - 2=k MPO %% * & FHe# i 100
BHFE RREMES 1.207 0 2 1000 2 HHEL RS 0.843 > 22 2000
RHBLR KM S 1.024 » B LH Z i b 684K 5>1000 42 [k
1] -
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FRUHE AR

(2B LF $REHZET: A TRE LM > £H8 100 45
#HE > A BAMEA-0084 2=k LF %% & i FH ke 100 4
A LRAMES 3.004 0 48 1000 2R FL R AMA 1.781 » 2 2000
ERFERL R A Z 0.990 » B b3 R sbiih i 828 £>1000 48 [k
1) -

(3).8 HMG 1&2 £ A3 H 2 &F: LA TFAB LB EHIT > ok
B100x#HF > AR S 0311 - =k HMG 1&2 &% % > & T
Pl HE 100 2HFE > HRAMES 2.257 21000 RHBRALRAMS
0.021 > 42 2000 A B R R EMA 0.023 » At HEZ L aFH%EL
>100 4% [4ok 1] -

3.8% B BETH

(1).82 MPO %% x5t 2 &-F: A323ksmih HL-60 cells BAEE 4
(Lysate)¥ 4% % ° 3 SDS-PAGE # ¥ F7 & 84 % 8 #: B (Nitrocellular
paper, NC-paper)#k & 7 2% 44 * MPO &5 & & 2L =4k (Bands) -
% & 15,59 & 89 kDa » £ J 15kDa & MPO Z#84&k - M 59kDa &
MPO &5 4% > 89 kDa T §£ & apo-pro MPO B % k1% 2 MPO [
W8] -

Q)2 LF 2B EHZ L F: AshibtyTE LF ¥4 2% - # SDS-
PAGE £ REFZHBEBHEBREBRTRRSW LFReFEHA—_GKF
(Bands) * 4% % 70 & 140kDa > £ 70kDa & LF > W 140 kDa T &
& LF #28(Dimer) [ @ 10) -
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FRINE R

(3).42 HMG 1&2 $ & EHZ & F: by T8 HMG 1&2 ¥4
2% » 3 SDS-PAGE # ¥ bp 2 B B 48 S BL4E B 05 B X5 o4 » HMG 1&2

$idn % 4 1 R — 4% #(Bands)’ %] A 28 & 55 kDa’ i + 28 kDa & HMG
1&2 » @ 55 kDa T g & HMG 1&2 # f#(Dimer) [+ 8 12] -

ZARBKEIN X aFzhMER
LR 2R & &

H8IHFZ 87 FwEh] 2B 160 XRRALFT X2 bk HIA
FBEERBARBBRRATAA T IO TR RETRUF
PG RRE HL-60cells E4H2H  BRE T 81 X oFAEM - m 79
X F AR - £ 81 XEMLFT 0 60 XEARpPANCAE X [wH
4A,4B,5A,5B) 21 ¥ % H cANCA B X [+ H 6,7] -

2RBEARBABGEZ 81 X hFERmZ o8

81 XMtk s ¥ » 60 %% pANCA Bt » 21 £ % cANCA B -
£F 60 X pANCA B AFLARERFAERS > UARBRRBFEE
BREREFBERS S 17X ABERERKZA 1 X AE
PP REAEERE 8 L P HLHTRESVHIHEARRKAEI X Hgis 21
X X21 XPH 13 Rl RBE [k 2] <21 X cANCA Bl
aFFRRERFEGER AT REABERERES X RATHM
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FRUUEE R

RAFHEE BTHER HREREERESEIX AREBET X X7
XPH 6 Xkl EDH [wk2] -

S.BRRE BRI IETH

60 % bANCA Bt 0 R MPO REH 15 45 25.0% » R
PR3 RABH 13 %45 21.67% * = LF R BEH 8 %45 13.33% » R LZ
REH 4 %45 6.67% * S HMG1&2 RABH 2 46 3.33% [w% 3] -
21 % cANCA it fe 3% > 58 PR3 RABA 12 %45 57.14% > ® LF
RBH 4 %45 19.05% »  LZ RBH 4 45 19.05% * &t MPO R &K
3 %45 14.29% » R HMG 1&2 R BH 1 45 4.76% [k 3] -

4.9 7 BB RS

(1).60 % pANCA M5tk o % : O 232 4 4m o HIL-60 cells 2502 % 3
(Lysate)¥ <X - kBT BB W BRAAFRAA 1 X RAFHMER
BhF ERGERE » £ 14 59kDa #(Band) [ 8] - Hékke
FHAHABRMURE -

@E MM TE MPO EHLH » RIH S Lak LHRRM - &
B 1 4 89 kDa #(Band) [0 H 9] * Kb F4BBHRAE -

OF ML TE LF $HLH 2R aFhbutRE[E 10]-
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FIUE R

QEUBEMNTELLENSXR  RA2 X FIHHERE » &
R 14 13 kDa FBand) [ @ 11] > Ak FHAHRERE -

@ity FTE HMG 1&2 FHZXH RAS X F2HERNRE -
%%, 14 28 kDa ##(Band) [4 @ 12] > Ao FHARHERE -

©uF T A aREAREHLysate) X T * 2HLFHBBRER
) B

(2).21 % cANCA Bt fo. 5 : @ 2232 3w B2 HL-60 cells 2542 & 4
(Lysate)§ %X H BT RS » 2R LFHEEHRA -

QX UMILWYTE MPO EHXK "RIA3I X FEIHMRAE - &k
F—4# 89 kDa #(Band) [/ 9)] ' KB LFHHEMRAE -

OX UMY TE LF EHXA 2R eFHARHERA[-E 10]-

OEUBLNTELLENZHT RE1 X FIHHEE ' 458
1 # 13 kDa ##(Band) [+ ® 11] *» R FHABRHRA -

OF UMM TE HMGI&2 ¥#XH A2 XaFEZEEHRR
B > RF—4 28 kDa 7 (Band) (&8 12] ' R aFHERMERAE -

@uf itk BEREH(Lysate) EERT » 2R LFHEBEER
B

WEHAR BB ERKERR ALK AELE ANCA LM Z 54
(4% 4,5]
1LEFEE R SWETH
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BRI FER

O BRBECLESAZ o i: MAHFR 110 X oFR
MPO RE% 1 %45 1.0% > 8 PR3 REH 0 %45 0.0% > & LF R &%
H 30 X45272% > | LZ RBH 32 %45 29.1% > £ HMG 1&2 R &
H 2 X465 1.8% -

QOBE BN B RRABAZ o @4EH#H S L oFR MPO R
BAE1XLE20% RPRIRBAE I X4E59% RLF RAEH 4 X
1% 7.8% R LZRBE 2 X145 3.9% % HMG 1&2 R B 0 %45 0.0%-

OFHMBEFBROU)FAZ of: REARBKRI0 XLFRLF RE
ZH 2 %X45200% RLZRAEE 1 %45 10.0% -

OB ELRBENCS)HAZI o F: BEHK 25 X oFRLF RE
HHO0X4500% > RLZRAEH 7 %45 28.0% -

ORBHBEZLPBORAZLFH: BAERS XoFRLF RA
FHOXE00% RLZREA 1 £45 125% -

OFMEPM)EAZF: BLAFRI XoFRLFRBEH 0 X
15 0.0% > RLZ RBH 2 %15 18.18% -

QI Tt HRBHEHRACAKEAZ R F: MEHKR S XLFRLFR
BEH1X451.9%  RLZRBH 12 £45 22.22% -

OB BRI BB H Nuclear dot) s AZ hid: BMEBR22 T hiFR
LF RB#H% 0 %45 0.0% > RLZ RBE 5 %45 22.7% »

2.5 BB koW
FATGEACH LZ K 2 5 HcmMBRACSLE)S AZ o
BB IS koo  RE 6 X ZRHNE (W 13) > Héak
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BEEHRE - MBERER B R(RA)RAZ &5 483 B 66 % oo 3%
A2 XK ZRGH  AReFYABRMERE - TH o BHHROU)
RAZOFBELGR 10 X i £F 2 XaFZ05HE ekl
AEBERE - BRERBEFCO)RAZ aF Bt HR 25 Lok > 3t
F3XeF RGN ARAFHAEBHURA - REHRERLEPBC)
MAZ aFRA GRS Xk 2 LFHHRHRE - $ILEXEPM)
FAZ L FRAGR I Xad 2HLFHLERRRE -RTHERAE
FHACARAZAFREABR A X F RE1 XaFEREHE
AipfeF3H AR RS - BRI ENuclear dot) A2 s i 48 3
B2 XaF REI1XFEREHYE  RAbaFgAnHRAE
R HHERAEE S A 14 13kDa #(Band) -
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Figure 1A Result of ITF on ethanol fixed polymorphonuclear leukocytes in
rabbit antiserum against human myeloperoxidase (x1000).

Figure 1B Result of ITF on formalin fixed polymorphonuclear leukocytes in
rabbit antiserum against human myeloperoxidase (x1000). Anti-myeloperoxidase
antiserum showed a pANCA staining pattern in indirect immunofluorescence.
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Figure 2A Result of IIF on ethanol fixed polymorphonuclear leukocytes in
rabbit antiserum against human lactoferrin (x1000). '

Figure 2B Result of IIF on formalin fixed polymorphonuclear leukocytes in
rabbit antiserum against human lactoferrin (x1000). Anti-lactoferrin antiserum
showed a pANCA staining pattern in indirect immunofluorescence.

- 36 -



BB AER

Figure 3A Result of IIF on ethanol fixed polymorphonuclear leukocytes in
rabbit antiserum against calf high mobility group 1&2 (x1000).

Figure 3B Result of IIF on formalin fixed polymorphonuclear leukocytes in
rabbit antiserum against calf high mobility group 1&2 (x1000). Anti- high
mobility group 1&2 antiserum showed a cANCA staining pattern in indirect
immunofluorescence.
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Table 1 The result of immunofiuorescence presentation, ELISA and Western
blot in rabbits antiserum against myeloperoxidase, lactoferrin, high mobility
group 1&2

Rabbit PMN PMN ELISA WwB
Anti-sera Type ETHANOL Formalin |[Absorbance kDa
Non-immunized: 0.781
Myeloperoxidase| pANCA | pANCA |Immunized 15,
100x dilution: 1.207 59,
1000x dilution: 0.843 89
2000x dilution: 1.024
Non-immunized: -0.084
PANCA Immunized 70,
Lactoferrin pANCA |100x dilution: 3.004 140
1000x dilution: 1.781
2000x dilution: 0.990
Non-immunized 0.311
Immunized 28,
High mobility cANCA cANCA |100x dilution: 2.257 55
group 1&2 1000x dilution: 0.021
2000x dilution: 0.023

Rabbits anti-sera against MPO, LF show pANCA pattern and the titer of them
both >1000x dilution. Rabbit anti-sera against HMG 1&2 shows cANCA pattern
and the titer>100x dilution. In western blot, rabbit anti-sera against MPO
represent three bands approximately 15, 59, 89 kDa, rabbit anti-sera against LF
represent two bands approximately 70, 140 kDa and rabbit anti-sera against
HMG 1&2 represent two bands approximately 28, 55 kDa.
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Figure 4A pANCA demonstrated by indirect immunofluorescence using 1:10
dilution of serum from a patient with pANCA positive examined on ethanol fixed
normal peripheral blood neutrophils (x1000).

Figure 4B pANCA demonstrated by indirect immunofluorescence using 1:10
dilution of serum from a patient with pANCA positive examined on formalin
fixed normal peripheral blood neutrophils (x1000).
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Figure SA pANCA demonstrated by indirect immunofluorescence using 1:10
dilution of serum from a patient with pANCA positive examined on ethanol fixed
cultured HL-60 cells (x1000).

Figure SB pANCA demonstrated by indirect immunofluorescence using 1:10

dilution of serum from a patient with pANCA positive examined on formalin
fixed cultured HL-60 cells (x1000).
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Figure 6 cANCA demonstrated by indirect immunofluorescence using 1:10
dilution of serum from a patient with cANCA positive examined on ethanol fixed
normal peripheral blood neutrophils (x1000).
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Figure 7 cANCA demonstrated by indirect immunofluorescence using 1:10

dilution of serum from a patient with cANCA positive examined on ethanol fixed
cultured HIL-60 cells (x1000).
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Table 2 Relationship between the finding of IIF on neutrophils for ANCA and
Disease in the ANCA positive patients.

ANCA Type Diagnostic categories Patients No.(%)
pANCA(+) RPGN 17(28.33%)
patients ARDS 8(13.33%)

(total 60) Renal & Lung disease 3(5.0%)
Autoimmune disease 11(18.33%)
Other 21(35.0%)

cANCA(H) Wegener’s granulomatosis 13(14.29%)

patients Renal disease 3(14.29%)

(total 21) Lung disease 3(14.29%)
Autoimmune disease 5(23.8%)
Other 7(33.33%)

The pANCA positive patients most come from Rapidly Progressive
Glomerulonephritis, Autoimmune disease, Acute Respiratory Distress Syndrome,
lesser in Renal & Lung disease and others are unclear. The cANCA positive
patients most come from Autoimmune disease, Wegener’s granulomatosis, Renal
disease, Lung disease and others are unclear.
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Table 3 The prevalence of ANCA antigenic specificities in sera from patients

with IIF positive.

ANCA |Total | Anti-MPO Anti-PR3 Anti-LF Anti-LZ Anti-HMG1&2
Type No. [No. positive{(%) |No. positive(%) |No. positive(%)|No. positive(%) _|No. positive(%) _

cANCA | 21  [3(14.29%) |12(57.14%) |4(19.05%) [4(19.05%) [1(4.76%)

pANCA | 60 [15(25.0%) 113(21.67%) 18(13.33%) 14(6.67%) 2(3.33%)

The most target antigens in pANCA patients are MPO, PR3, in cANCA patients
are PR3, LF, and LZ.
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Table 4 The occurrence of increase levels of antibodies against myeloper-
oxidase, proteinase 3, lactoferrin, lysozyme and high mobility group 1&2 in
sera from patients with SLE, RA.

Disease |p4¢al |Ani-MPO Anti-PR3 Anti-LF Anti-LZ Anti-HMG1&2

No. |No. positive(%) [No. positive(%)|No. positive(%)|No. positive(%)|No. positive(%)
SLE | 110 |1(1.0%)  |0(0%) 30(27.2%) |32(29.1%) [2(1.8%)

RA |51 [12.0%) (3(59%) |4(7.8%) [2(3.9%) |0(0%)

The anti-MPO, anti-PR3 and anti-HMG 1&2 autoantibedy has low prevalence in
SLE, RA. The anti-LF and anti-L.Z autoantibody has high prevalence in SLE but
lower in RA., SLE: Systemic Lupus Erythematosus, RA: Rheumatoid Arthritis.
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Table S The occurrence of increase levels of antibodies against lactoferrin and
lysozyme in sera from patients with ROU, SS, PBC, PM, ACA and nuclear dot

positive.

Disease |Total Anti-LF Anti-LZ
No. No. positive(%) No. positive(%)

ROU 10 2(20.0%) 1(10.0%)
SS 25 0(0%) 7(28.0%)
PBC 8 0(0%) 1(12.5%)
PM 11 0(0%) 2(18.18%)
ACA 54 1(1.9%) 12(22.22%)
Dot 22 0(0%) 5(22.7%)

The anti-LF autoantibody has high prevalence in ROU however anti-L.Z

autoantibody has high prevalence in SS,Dot and ACA and lower in ROU and
PBC - ROU: Repeative Oral Ulcer, SS: Sjogren's Syndrome, PBC: Primary

Billiary Cirrhosis, PM: Polymyositis, ACA: Anti-centromere antibody positive,
Dot: Nuclear dot positive.
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Figure 8 Result of Western Blot of HIL-60 cells in sera from patients with
ANCA positive. Lane 1: Marker, Lane 2: Rabbit antiserum against MPO, Lanes
3-4: Sera with pANCA, Lane 5: Sera with cANCA, Lane 6: Healthy individual.
Only lane 3 appears one band approximates 59 kDa and lane 2 appear three
bands approximate 89, 59, 15 kDa, and the others are negative reaction. Antigen:
8.56x10° HL~60 cells, Antibody: pts' sera dilute 100x.
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Figure 9 Result of Western Blot of Myeloperoxidase in sera from patients with
ANCA positive. Lane 1: Marker, Lanes 2-3: Sera with pANCA, Lane 4: Sera
with cANCA, Lanes 5-6: Sera with pANCA, Lane 7: Rabbit antiserum against
myeloperoxidase, Lane 8: Healthy individual. Lanes 4-6 appear one band
approximates 89 kDa, lane 7 appears three bands approximate 89, 59, 15 kDa
and the others are negative reaction. Antigen: 2ug Myeloperoxidase, Antibody:
pts’ sera dilute 100x.
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Figure 10 Result of Western Blot of Lactoferrin in sera from patients with
ANCA positive. Lane 1: Marker, Lanes 2-3: Sera with pANCA, Lanes 4-6: Sera
with cANCA, Lane 7: Rabbit antiserum against lactoferrin, Lane 8: Healthy
individual. Lane 7 appears two bands approximate 140 and 70 kDa and the
others are negative reaction. Antigen: 60ug Lactoferrin, Antibody: pts’ sera
dilute 100x

-49.



ERPNEE AR

}ﬂs
82
49

333

28.6

19.4

Figure 11 Result of Western Blot of Lysozyme in sera from patients with
ANCA positive. Lane 1: Marker, Lane 2: Sera with cANCA, Lanes 3-5: Sera
with pANCA, Lane 6: Healthy individual. Lanes 2, 5 appear one band
approximates 13 kDa and the others are negative reaction. Antigen: 30ug
Lysozyme, Antibody: pts’ sera dilute 100x.
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Figure 12 Result of Western Blot of HMG 1&2 in sera from patients with
ANCA positive. Lane 1: Marker, Lanes 2-3: Sera with pANCA, Lanes 4-5: Sera
with cANCA, Lane 6: Rabbit antiserum against HMG 1&2, Lane 7: Healthy
individual. Lanes 2, 4 appear one band approximates 28 kDa, Lane 6 appears
two bands approximate S5, 28 kDa and the others are negative reaction. Antigen:
30ug High mobility group 1&2, Antibody: pts’ sera dilute 100x.
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Figure 13 Result of Western Blot of Lysozyme in sera from patients with SLE.
Lane 1: Marker, Lanes 2-5: Sera with SLE, Lane 6: Healthy individual. Lanes 2,
5 appear one band approximates 13 kDa and the others are negative reaction.
Antigen: 60ug Lysozyme, Antibody: pts’ sera dilute 100x.
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REFE

— Wt R P M A AR

A8 E# A Ficoll-paque 73k > 2t P AL Fk$EH
20~30% > W 4E A Histo-paque ¥ 7k > B $ ¥ B 60~70% - 1.Ficoll-paque

FEEIREH 20-30% > R BRBIRE  THEEALBEIRTER
#] A dextran St M4r ek » # | A Ficoll-paque EfGE & ok R E B
ZH WRBEAARTHE XA GLGLR @ > HLLARAARE
HEEBERAKARRY IR 0K > FRORBES O LRKBALES -
AR —ARER  MAARKTRGARY ZFHERGLK
PR HFE38 AN AHBRE - 2.EXALTSNS 1077 A
1.119 = Histo-paque 3t = XA[62] * Wik R4 B 60~70% - L& 1.077
Z Histo-paque fE A BB A L oK R G2 M » LT 11192
Histo-paque St A M MB L G XM EBR2 M > AL ELEKLER
Flffe A 9B > B S FHRBERTRS > BRBLARRE
HEBRBERAKARB B R > SR O KBRERL > AHRTREL
#3538 2] 100% * AT R BMARE K255 R R+ BB R A 5
FHGaA g - BILRITRAER Histo-paque Fik > SEF 4G
a3 EABRBGEKR  FRHRAMTHE S OG0 - AR
BEHROTBRT R -

—.%F#& MPO-LF - HMG 1&2 &R 2 H A& 2 kM 27
LI B 2B & AETH

-53-



SRELEE FiEm

(1) MPO Hfieif: AXBREALRAHLTFHIMPO 25 b i XA
A 6 pANCA 558 - ULBBERGF TR EREELHI64] o
AdB 400 A5 M2 % T HE MPO shfidesh » R B48 X AHA E
(Perinuclear) ; X BB ERBE R HEF TR AR EFLTT ERE
S H R B R % ta i §—3b 2 2 E. C. Hagen et al., [33]A1% & #
REAUTRETERA > £F PXIMPORM > ZFULHE XN
FPRGREELT  SARABAARIGRL S MlESEHKE
ReyEPHELREFLH  #XAWBTIANRAEAR B

Q) LF fie#: AXREUHHRTFHHLF 25 b F&RA pANCA
WA - RLHBRHE TR A LKERLE - AR 400 BHE
Z &FHHLF ¢hdimif - {8 A X A4 A B (Perinuclear) 5 2
RBERE G EFHaREATT RRATRBABARBE
tafo H—bX M L Greenetal, [TI|AB A KB HEB I UREA * @
FPZILFHM ZRCHRBEAZHETHELREERIE > #4173
BRARAXGRAL AURERBEZHETHALRESLSH &
B R RXHBAEL Y -

G)HMG 1&2 Hifoif: AFXHREUH N LT HI HMG 1&2 2 b ik
KRR ANCA R - RLHBEARZHFTHREOLKEELT * AR
B2 T ¥ HMG 1&2 &b # - 1 &8 X & 3K (Speckled)
ARbLmBY  ZRUBRERBRGFTHOREHLT LS
FAR IR & B A bn B —sb X5 J. Sobajima et al., [42]8 & K E - b4
HRA LTk ¥ i HMG1&2 2 st - AR AT pANCA &%
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#oBPRLHERHFTTHAAREELT eXABAREAY
Bk ARBEREEH T FHAKEALT  dAARBRE
KX B% - BATRENELR  ARANLHIABERE T HF
THRELKEEST BRACRRALWBE AR E L TFHH HMG
1&2 Z i F & J. Sobajima et al., {2 & -F## HMG 1&2 Hif
ABAAARATHRRABO LG EHR L FTHAKRYFARF » AE
AR BRERRE - J.Sobajimaet a HEXRE TERFTEEZ LA L
Fo oMb EEAERNRARAERE LR E S 20mg[42] 5 mATR
ERZRATARTEFEBRAT ' BREBLTHHRE TS 300
g AR B F BBk - QRN EH + HMG 95 F X F > B HMG
AFARGB T  AAAMBBARARARETRAALRFAME * b
BITRGEFERALWBET > RAARERALBY HAEE
BRAMBRARAZER - AN ERERERFTERF ~ LB RKF
Bl ~ 2B ERAERAGRLRIRARE HMG £ 5 5848 T 880
FFBRE > BRBRARARE -

2B KEE LRI ETH

%-F# MPO - LF - HMG 1&2 &8 2 8% > 8K SRS HER
M8 R > BASF MPO ~ LF $u i Z 80K % AR 1000 48  ®m HMG
1&2 Pudn i 2 30 B AR 100 Z2#HF - HMG 1&2 fLaFu Mgz
BRE > THRARBTERIR=R ' REREN—R ' EFHBHRK
FEE 10 EHRFLE > RLBARA » FETHRALELTHEIAR
BAHHBI » B4 RE T8 HMG B4 F R+ (Homology) » ATEAR 5
&% B[4 -
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3.8 BEEGH

(1) MPO #idi#: X HL-60 cells #2342 & 47 (Lysate) & shitt§ MPO ¥
H2H A TFTMPOH X ZR=44&%Bands): 9748 59 & 15
kDa - 2 £ MPO 3% %4 (Denatured)tk + # E 4R ISR B -

B b % F MPO $ifa s #3838 S9kDa t9 T42 8 15 kDa 84k - B
s 5 0 2% % — 4k 89 kDa ) % (Band) i 7 - 5 B 3L (Band) T 4
R KRB % 65 apo pro-MPO » 3t % & ¥ ¢ MPO A7 5 [66] » HLF&
BRETHROFHAABY BB EFE—FHEFHHER  UETHLER
Band)A K Z A &R

(2) R#hibey LF E4% 2% » T LF Hie i 251 =4 % (Bands) » 9%
% 140 & 70 kDa - % F LF $i i 4123 70 kDa & LF[25] » {2%
# —4k 140 kDa & #(Band) > sb4: % (Band)THEA LF 2 - AT
FHAET LF Sl F Al FRA4%%Band) r FE—-FHERL -

(3) #hibéh HMG 1&2 ¥4 K * £F HMG 1&2 Hi o ik 23— 4%
#(Bands)’ 2% & 55 % 28 kDa- & F HMG 1&2 $i.% 7% #323% 28 kDa
# HMG 1&2[42] » 2% % — 4 55 kDa # #(Band) > b4k % (Band)
THAH HMG 1&2 |8 Al e L F HMG 1&2 .o 5 7 8838,
FRA AP Band) » FR—-FHX -

ZEGKE 160 X hFZ M AR
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1. &%%% pANCA B K
FABKRE BRIV ETH AR - RIRZER  RAECNRE

BOE Fw

SR BT k)

PANCA B5Hm A |Anti-MPO |Anti-PR3  |Anti-LF Anti-LZ
Positive% |Positive% |Positive% [Positive%

LR 25.0% 21.67% 13.33% 6.67%

R. J. Falk et al [67] B0~90%  [Rare Not done  |[Not done

S. F. Wen etal [6] 650~80% 10~20% Not done |Not done

A. Schnabel et al [S] Common  |{Uncommon [Rare Rare

J. J. Yang et al [73] B2.2% 1.1% Not done [Not done

A, Wiik et al [7] Not done  Notdone |Not Rare

determined

T B (1)#4 MPO $LB Z pANCA Bt % % 45 25.0% » b3
¥ E T4 R J. Falk et al., [67)% % pANCA BB & 3% %3 MPO
B Eap4E 80~90%BAA KM THRER AL FRELE » EnFH
FE RBREBREFAFAERE - ANTRENLFRE BRBTH
BHREF X(RPGN)R1E 28.33% » R A BR LR KR 1833% » R
B RMPRFAEBEIARDSME 13.33% » LébhF kol R
AT EEBeFRFRAMARTSRKERFIRAGEN A
IR MPO RGN AEAR -

(2)F# pANCA ¥ » RABBRBITHETSRKFTRELERLHE > &)
MPO i i et B 52.9% » 48 % B 7 M. Ulmer et al., [68] /7
BR60~T0% 2 #H > BitaFRAAYBELBHANR LI &
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FHK - HARTHEKFTXEA S MPORMEA - £
Fuk ANCA sy ik G A & » B3t ANCA RER SN
1> & T H Bk R de LA HIG R 2 WM 0 Bk B E TR A
KB -

- )%tz b AEAKERE pANCA B ek F - %4 — 48 MPO
RS2 B R B4 PR3~ LF~LZ > BA7M#E %24 8% 25 pANCA
¥k d MPORR A — N d L ECHBE AR PRILF R LL >
SEEESR A, Wiik et al., [7]8 & pANCA LB 5 % Al &R — 5 -

(4) pANCA Bit o 7% > #30 PR3 HLR &9 b 4145 21.67% > bR M.
Segelmark et al., [70]3% i — 3 & MPO 28 #95% A% & H cANCA »
RAFER - HERS MPO R4 7 Fl 2 5K % f(Epitope) -

P SA ST #E % 3L pANCA % cANCA » sb35E 37T U BRIT L L% PR3
il sp & A, pANCA -

(5)% 5 » pANCA B5# &% » #4t LF 1B a4 13.33% » #H4 LZ
FUR M Hepl 45 6.67% » b4 R R A. Schnabel et al., [S]% & pANCA
il » L LF R GBI ¥ D F(rare) » L LZ LR &
G D F(rare) 2 £ X 94 BrdBHiMASXRAL -

2. %% cANCA B R,
HARKRE LRIV AR —HERZ AR RAECTRE
AW ERZ B (T &)
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CANCA BEH s A Anti-MPO |Anti-PR3 Anti-LF  |Anti-LZ
Positive% |Positive% [Positive% |Positive%

T LBER 14.29% 57.14%  [19.05% 19.05%

. J. Van der Woude |Rare 80~90% ot done |Not done
et al [4]
A. Wiik et al [7] Rare Not done [Rare Rare
J. W. Cohern Tervart|16.7% 81.8% Not done |Not done
et al [18]
J. J. Yang et al [73] [5.1% 80.8% Not done |Not done
S. F. Wen et al [6] 10~20% 60~90% ‘5~40% Rare
A. Schnabel et al [S] |Uncommon | Common fRare Rare

¥ 5 BT ()7 cANCA ikt do 3% » #H40 PR3 LR 45 57.14% » 3t
LR ETEHwF. J. Van der Woude et al., [4]5 % cANCA ##. PR3
S taplidl 80~90%BRBE  THREBBLFRARE * R
FRAR FBREBREAREIRE  ANTREVLFREGB L
RIEFAE 23.8% 0 R G BBRAKR RAE 14.29%  RAERHRA T
FBERAE 14.29% » R B I E R4S 14.29% » Air b kBl
REGCTBREZULBLFRIFRETEMRATFERARRG LS
oA #$ PR3 HAKLH A ERE -
Qmrstz s » AT E CANCA B i F > %% — 4% PR3
2 HBR R B LF ~ LZ ~ MPO - 8557 M4 £ 8% 235 cANCA
EH2GPRIGE A - d A ECRAE R LF~LZ & MPO -
st¥: 52 F. J. Van der Woude et al., [4]8 % cANCA * £#.58 4 PR3
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BROVFRCHRZRLAR » REATHEAEXTREHN CANCA £ F
B/ MBLFRRLERFTHMRA TR > BBRHHIER
SRS HM -

(3)7 cANCA Bt i - #40 MPO Hu B4 14.29% » #3 LF R4S
19.05% > $3x LZ Hi k45 19.05% st & £ 8 S. F. Wen et al., [6]% %
cANCA it 7 - #41 MPO H#u R & tafi4s 10~20% - #3 LF &
B p4E D & 5~40% > W LZ $UR s te 45 Ik ¥ 20 F(rare) 2 &
Rp4 > BrALRBRASREASL -

3. &#&&F pANCA WK,

FIA EH BRI pANCA Bl aF ¥ E—HHRREZEAR -

D) REFTHELRXEBRENERLIHT  2RLFHAERRE - T
fRRATHGE PR e BERH B FRAGHERIRS
e Eo g THAQRME > ¥R GLRTFEL ERARERZE
HEEF F o B b BUA 384 4m B HL-60 cells 76 % 3 ANCA 29-#7[63] -
H & ZOHL-60 cells B8 & 4 W2 o M EBERR R o8
o QHL-60cells RUEBE XN LK » 2 E T HARRARFHM
# ; MmA HL-60 cells 8 ¥R > b PR AXKELTRANHEME -
$ B IR o B AL 2 AL b BRI R [63] -

(2) L HL-60cells XMREMEHIH XTRA 1 X FERAERR
B RBA14%S9kDaband ) R FgARHERE - LB THRE
HERYEEGHMME b7 HL-60 cells B EmB2 % KA 2B » A
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UTitno @ BH » BASUBRFPLS > RERREAFR - XK
smpet kB BREH -2 F ¢RTANAT RRBAAGARE
FEFlask) P » R HEAR  FE T OB RR -

4. BH%EB cANCA & & .
HAEYBEEIH ANCAGHFF » F—HERZEAHRA -
FERAE TR OEEBEHK HL-60cells ZREHEHLR
2 LFHHBMRB - THEASR LG58 oA PMSF H 5 »
B & B serine proteinase B ¥4I B[28]  THBE LB FZENR
PR3 > HtAF R R FBands)H R » H cFRBE S AAHIHIER
REZBLRUBHTBERE > AR R > BbFF R F(Bands)
B o

AR L2 B s R 0 RA7R 4 HL-60 cells T SAERA %+
HE R R ANCA B3 - (21 » dyR HL-60 cells 882 k&
BB A © Bt HL-60 cells R BZ ANCA > BR g REAXBERR
& B 4w lactoferrin # vitamin B12 binding protein » {23t R gE 3k
—# ANCA subsets T $6 R RSB 9 3 5 RIE » 248 sbdm B o A
1.25 % DMSO » R sk $a B8 =T 41t &, myelocyte ~ metamyelocyte ~ band
B segment * E 4 ¥ 5 B0 m BO B S H R BR R AR ANCA
#AE 4 [S8] -

WAEAE BB ERAERRALFELE ANCA il 2 54
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1. 25 amiRERA
HRAERRAL LR OMEIHRE - RRARIAR AR ETRE

BHE G

THERZLEB(T X))

SLE % A Anti-MPO Anti-PR3  |Anti-LF Anti-LZ
Positive% [Positive% Positi?e% Positive%

P LESR 1% 0% 27.2% 29.1%

J. W, Cohern Not Not Not done |Not done

Tervart et al [18] determined determined

A. Schnabel et al [12] 0% 0% Not done |Not done

S. F. Wen et al [6] 5~25% Not done  |5~40% Not done

A. Wiik et al [7] Rare Not done  |Inter- Common

mediate
A. Schnabel et al [S] [Not done |Not done |Uncommon |Rare

A. Wiik et al., [7]% % Lysozyme (LZ)-ANCA # R B %% & —
B REBRFHEFEAEN > TR 824t RER AT H
B MERREZSHEBURERA > BALZILBZLH S
29.1% » = $ B - A. Schnabel et al., [5]3 #i Lactoferrin-ANCA
BV AR & X (Primary vasculitides) 3 3, » 42 T R R R H M
FRRZEMERUBRERBENTXTEHR  FEFSHEHX
[411 B it AEE X F 53R - S.F. Wenetal, [6]B &S H&
BMERERA > HBELF B LB 5~40%  HEAXRESSM
B RAEHA c BB LF il 2 bt % 27.2% » @5k LF - LZ
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