ANCAIZE ARG L TR L T2 BEHNERE BERERFOLINTVE I LG, MPO-
ANCALRAHE DB 2 R AR L LTIIEELRRLEZ NS, RRITFEBEL &L
LRTWERATHY, 20RREEHBOREOERLELTOT IO FE[7], EH D
BI545% % b h B BB 8] % ERA ThA. 20k kRADEHE & ANCAL DBIEH (2
DVTELIIRET A EPRDBHEEEZI LN,

 [F5aR] RAKC BT BMPO-ANCAD By ESRBEIX B RAB & 11EUE §7 5 L 14. 6%, EEMBE15E
LB E7.0%TH Y. RADFKI, CRPEEMPO-ANCAIE & 0 BIICHROMBI % b7z, RAD
'ﬁ%ﬁﬁkLruEE%,mﬁ,v;—fvywﬁﬁtwwmmﬁt@EK@%@E%%
BT, TOIE X YMPO-ANCAIIRADTREEIAT & D52 L T a b EHER S h .
(Z# U]
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&1, BEWHR

At x l £2. MPO-ANCABBMEHE (%) -
SO 29 113 142 '
R 38 146 . 184 . .
RIEEH $3.8+10.0 42.0+11.0 4444719 -
SERED 64.4 & 10.2 57.4+12.4 58.8+11.3 MPO-ANCA MPQ-ANCA,
L L1 S 1061 8.4 15.4+13.1 1441118 A{211EY) - (=15EU)
Stage 1 8 11 19 . :
I 3 24 7 .
wo1s 53 72 B 7.9 (3/38) 2.6 (1/38)
W 5 32 37 : o ; ;
Class 1 12 30 42 Co o '
2 19 78 87 prgid 16.4 (24/146) 8.2 (12/146)
3 4 13 4 - . ‘ 3 . :
4 0o 1 1
SR IV Al B 146(27/184). 7.0 (13/184)
3. MPO-ANCA& X, CRPe:a)auf% | %5 EHR, nmoo’siﬁg? (%)‘A
MPO-ANCA Mf# FL CRP ' : : —
EP EAR MR
<11EU 157 48,.8+33.3 2.7x3.3
Z11EU 27 75.8+37.0 . 47x27 . ¥ENEEEE 19 21.0 36.8
<ISEU . 171 50.7+34.8 29433 figkmBE 6 33.3,  50.0.
=15EU 13 72.5+33.4 44413 ﬁﬁﬁﬁ 7 42_9 _ 57_1

#& 4. MPO-ANCA&IRRPRR & DBAfR

MPO-ANCA F##  MSMIM Stage Class RAPA  ANF (pattern) SSA &%  CRP

211 NS NS NS NS NS NS NS NS p<0.01 p<0.01

215 NS NS NS NS NS NS NS NS p<0.01 p<0.01

MPO-ANCA B TR HEZ FiliR WK% FHmER EaR OE WFE S5 7IAACF

=N NS NS NS NS NS NS p<0.05 'Ns p<0.05 ns
{p<0.08)
=15 NS NS NS NS NS p<0.05 p<0.G1 Ns NS NS

NS = not significant
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26. MPO-ANCA FRMSAMERMLREIRSE MPA) 12xd 5 MEEATHREE

B B (RKEKFBEMRAE)
AEH —p (ERERFBEBEAR)
Frm & OERERZEBIERAFR)
AR EA (ERERZBERAR)
HH Bt (EREKFBERAR

<KEYWORD=>4uitF - £R AR B 444, MPO-ANCA, SEISRAT S RBIAR 22, 1 SE2CHREES, AR
e

[ATze s 8] EHIOMPO-ANCARGEMPARE 123t L TRAECHMAETH L ANCARREZ HRY &
L 7= A Bk (PP) % Se@ IR i BE I 374 S L IC X B8, TROWEFIZOVWTR
U7 MRS HE) PPHATEE 8 6. RPGN7 I (A HHE © RIEMERTZ 300, MlE# 3
B, SRVEEMZRA LG, RE 16D, REEE 1 #Fl. RETEIF. RPON2GI(FREHE
R AR 2 41) . Churg-StraussfEBEREL 6, PPIZsuEHl ISk CHFH LPER UDFPP % fig
7o (BEE) MPO-ANCAIZPPHBATHIT347. 0+ 382. kUL BH T H o 7208, WBEBRAFIET
FET 2 1 (S I ATEL ) o RPONERKR 5 41 ( 1 41 CHIUBEN fadT) . A% 16l AbEirEE
TIFFETS 2 B (SEICRPONJESI . RPONSEEIZFHAABEAT 150, Blige 141). 1 FHIAEIRE R,

(k53%) MPO-ANCAISPEMPAS M Se B MIBIMEE I N APP 2 HidT 9 5 2 L 0VWRE, FHRE
BYLEEZERONIZ,

<KEYWORD>HIFFIMBEEIAR, MPO—ANCA, BEMBNSRME %, miE
MR TR, IR

Plasmapheresis for MPO-ANCA Positive Microscopic Polyarteritis.

[Purpose] For the purpose of examining the efficacy of plasmapheresis (PP)
against the early stage of microscopic polyarteritis (MPA), we performed PP for
ANCA positive MPA patients with immunosuppressive therapy to remove MPO-ANCA as
the pathogenic autoantibodies. [Object] PP was performed in 8 MPO-ANCA positive
MPA patients (3 men and 5 women). Seven were MPA with RPGN, 3 with IP, 3 with
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pleuritis, one with mononeuritis multiplex and one with cerebral infarctions.
One was cutaneous PN. Patients without PP were three, two with RPGN, one with
Churg-Strauss syndrome. [Method] We selected plasma exchange (PE) or
doublefiltration plasmapheresis (DFPP) by method of PP, according to activity of
MPA and the condition of patient. [Result]Patients with PP had high serum level
of MPO-ANCA (347.0+382.3EU), and the titer of MPO-ANCA was decreased after PP.
Two patients died due to pulmonary hemorrhage in patients with PP. RPGN had been
improved in 5 patients and one was not improved. One patient was treated with
hemodialysis, but activity of vasculitis decreased. In patients without PP, 2
cases died due to pulmonary infection (both patients were RPGN), in another one
improved by steroid therapy. [Conclusion] PP in addition to immunosuppressive

therapy suggested to improve prognosis of MPO-ANCA positive MPA patients.

<KEYWORD >  anti-neutrophil cytoplasmic antibody, MPO-ANCA, microscopic

polyarteritis, plasmapheresis, immunosuppressive therapy

(P9 B #9] B P BRI E Hi4A (anti-neutrophil cytoplasmic antibody : ANCA)iZ.
B T TIZHEOXICHE A ZE S, Myeloperoxidase (MPO). Proteinase-3 (PR-3) %
HOHUR & § 2 ANCADIRME & 2 DR BISIME £ % £ 2EREL L, FOMRKREA B T
SNHTW5B (1)~ (8) . MPO-ANCABS 1A SEMSRAY 2 %68k 4 (nicroscopic  polyarteritis
MPAYIZHB W T, BuRAEITHE RIS 4 (rapidly progressive glomerulonephritis
RPGN) I Mm%, MM ERET A EN%E L, TRODREFEGTFREAZ L
BTALEINTVD, TOWEEEELTEATOA F, AF04 Foov A8k, REmE
BPFRVwORINS OUFRBEESFHEEREEETS(9) (10}, L L. FRH5DEY
RO RFBHT 2RISR LREOMEL X2 LIBCTHEMN L% v, 4,
MR8 #97% (plasmapheresis | PP) # MPARTEMEN BB AGIEERICIEE T Z 812X 1,
REIE PR L L CTOMPO-ANCA%R 8§ 2 Z & CRHREOWEBBONL A EI &, 512
FRIINLED L ) B ED 2 50 %, MERBEERGITFALEBELZOFALE
BET L 720

4 & FiE] MPO-ANCAREMED MBERFEFI D 9 £, PPEHAT L 72 BHIL 8 ST, it
56.4+18. 7%, B3I, ZHESHFITH o7, RIS UTid, RPONE 2 L2265 7
PIT, THRD K RE S % EREIK L § S Cutaneous PNAT 1 BITdH - 720 RPOGNIZBI B NG £ D
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GO % DR 3 6], SR EMRS, MEEY KA LERD 16, WiERe
BEFEBIAS 3 61, (BMEREHT Y 7~ F RA) A35AT LIZIERIAT 1 B TH - 72 (K1) .

MPO- ANCAKS 4k B3 TPP % HifT L e v o 72 2% 13 S HER. SERNIZ67.0£5. T, B 1% 2 B,
S 1 BT dH - 7o BEFRIERIE 2 BIORPONTE N ZhERBUBMHER L L TBY. b
3 1 fliZChurg-StraussIEMEE7Z o 72 (F2) .

Case  MName Age Sex : Clinical features MPO-ANCA (EU/mi)
1 K.T. 66 M RPGN, Interstitial pneumonia 58
2 T.H. 54 F RPGN, Mononeuritis multiplex, Cerebral infarction 65
3 M. T. 60 M RPGN, Interstitial pneumonia, lritis 725
4 0.5. 18 F Skin ulces 22
5 S.M. 75 F RPGN, Pleuritis, Pnreumonia 784
6 T.Y. 77 M RPGN, Interstitial pneumonia, Pleuritis 67
7 wW.T. 54 F RPGN, Pleuritis, DPB, Middle fobe syndrome 903
8 Y.T. 47 F RPGN, Rheumateid arthritis 46

RPGN; Rapidly progressive glomerulonephritis
DPB; Diffuse panbronchiolitis

21 Characteristics of MPA patients treated with plasmapheresis

Case Name Age Sex Clinical features MPO-ANCA {EU/ml)
1 M.H. 62 M RPGN, Mononeuritis multiplex >160
2 T.S. 67 F Churg-Strauss syndrome 44
3 8. K. 72 M RPGN, Cerebral infarction 55

RPGN; Rapidly progressive glomerulonephritis
2 Characteristics of MPA patients treated without plasmapheresis

PPHEATEE - BT PP FHEIL. HAEIC & b Z EFEIEE M 2B E (doublefiltration
plasmapheresis : DFPP). Bl #7c#af#ik (plasma exchange : PE} Z BN LT L 720
DFPPIZ 4T 2 MISEALEI B3 1 T2 22000ml % BAE & L. 64T IR E 210 T 4 5 208 4
WCHIATE CHEEIC & 0 ST L7z, PERETEREUE MR E WA S L1 o B E132500~
3000ml & L7z,

PPHGATEE COBMBE & LTIE, AF VT L F= V0 500mg/day DA T B A F7XLA
R F AT U 72 fEBIAS 3 FE). PSLidCutaneous PNOERFITI0 mg/day A5 4. RPGN
DIEF BV TiF40~80ng/day DI 5% JidT L 720 RIEHIHAI & LTEY A 7074 27
7 3 F25~50mg/dayDx G- 2 THEGIC, THFF 7 v 40ng/day 2 35 L 72 DA VEFITH
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272, Case2il BV TR A 707+ A7 7 3 Fo00 A8 (100~300 ng/day) % {7 L 72
(£3) o PPARMEATIE Bl TidCase3ilBWT AF NV F L F=v'2 »500mg/dayD 78V A ik %
AT, ke L CIdPSL 60mg/dayf® 5 L7z, Case 1TIZPSLy 427074+ A7 73 F
B5 D A 5847, Churg-StraussiEBeEE DS TidPSL25mg/day D & 3%-5- L 72<e0401104 (F4) .

[Hs5] PPHEATHRE B T OMPO-ANCABUAAN 12341, 84387.0  EUTH o 720 {ABREDMPO-ANCA
PRI (3 PPHEATRE TAFIZ AL 2 588, M4z B W TH 14~37TEUE BT 25272, PP
FKEEFTH OMPO-ANCAPLIR M iZCase 1 CI60EULLE & BETH - 72 MB D 2EF Tiddd, 55&
PPIEATHEE (T ~MPO-ANCAPUA& M 1XRAE DIE M % 320, WEHFEE 2ES TR 2 8.
Case3TII3EUE HED L E TH o 72,

PPHEATER T 2 BIFE 2 320, FLiTHiR e, B KA TH » 72 (F3) o
Case 6 (T. Y.)idBBEENETZHD, WPAE 2K IZ, PSL 40mg, =~ FFH 2 50mg®
RS EIKITDFPPEBIR L7z L2 L, 77 v FT7 7 2 ADOMHRSHE CTIM4EALE = 7451
T2 3., MPO-ANCAIZIFIED £ £ TH o7z, REONDHEITIZH HREEHHI T4 Z £ A5TE T
7o, FRREED SR WPARRE L Z 2 oA MiE A H IR, FFPEE#E L L72PE%

fedT L 72 s5e s L7z,
Case Name Method of PP Total numbers Combined therapy MPC-ANCA (EU/mi) QOutcome
of PP
1 KT DFPP 19 Steruid, immunosuppressant <10 Improved
4 T.H. DFPP 8 Steroid pulse, steroid, immunosuppressant <10 Improved
3 M.T. DFPP, IAPP 92 Steraid, immunosuppressant 21 Improved
4 0.5. DFPP 1 Stercid 14 No change
5 S.M. DFPP 5 Steroid, immunosuppressant <10 mproved
[ T.Y. DFPP, SFFP, tAPP g9 Steroid, immunosuppressant 37 Died (jung hemorhage,
lung infection)
7 W.T. DFPP 1 Sterpid pulse, steroid, Immunosuppressant 30 HD, Improved
8 Y. T. DFPP, SFPP 21 Steroid, iImmunosuppressant <10 Died (lung hemorrhage)
PP; Plasmapheresis
DFPP; Double filtration plasmapheresis
SFPF; Single filtration plasmapheresis
IAPP; Immunoadsorption plasmapheresis
23 Outcome after treatment with plasmapheresis in MPA patients
Case Name Combined therapy MPO-ANCA (EU/ml) Qutcome
1, M. H. Steroid, immunosuppressant <10 Died (pneumonia)
2 7.5 Steroid <10 Improved
3 5. K. Stervid puise, steroid 30 Died (RPGN, infection)

4 Outcome after treatment without plasmapheresis in MPA patients

Case 8 (Y. T.)IZRADFEE T (- BHEREREE % 1875 X WMPO-ANCARB I D 72 O BHAERIEAT . F
F TS Ve o b BLOREGN & B . N7 A ¥ V4. Ong. Y K %4 50ngDBE & iz
DFPP % BA%G L 720 1RHEIC & 1 MPO-ANCAIZFETEAL L BFREE b BIME % 380 T w7z s, 2854
DOFMm., iz & 2LAFV7 LY Fovn r500mg/dayD A7 114 F2SVA#EE, PE%
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AT L7278, DRRSSEEE (A =, 4 P AT O A VAE) ZEH LIBT L,

PP 1451241, Casel (K. T.). Case2 (T. H.). Caseb (S. M.)IX{G#EIZ & HRPGNE{R
L. BEMRAIK, 2REEMEAOLELT D, £NENPPE 190, 8F, 5ETHIE L,
MPO-ANCAIZ V> LD FER] b ML L, Casel. Case2itdBWTIEAT B A F, SEIHAZ
LRI TIEBBE SN TW B, MR L AIERDOEE, MPO-ANCAD EFIEFO T
WV, Case 4123V TIIMPO-ANCARSEIMAERIT L 5 LE X b5 TROBIGIHEFEEE
23t U CDFPP% LEEMEAT L7245, AT 20 WCERMEREISSHIR L. EMCTICTHiEE
Do LAT O A4 FORITHERRE L2, TRIBERIAETH -7,

B /FDFPPAR R Z 2 T, Case 312 2WTIRHICEEZRT (1), H#, MiLZkL
FRREHI 2 83 S WA, BEORIERR. EHEOBN, Cro b7 % o248 MCCrid,
28.0ml/min& T ASFH b7z, MPO-ANCAIXT725EUE R L, C-ANCAIXBE®ETH 72, B
B ES 2 B AR R E . MPO-ANCARS M K CHEIEMM A OFREL Y . MPALZ X GEEH
L7,

M.T. 68y.0. M
g 4.5mg 40mg 3.5mg 3.25mg 3.0mg
Prednisolcnei |Betamethasone
F&’S’:ﬁﬁ"“%’b%?u‘%e Puise 300mg 300mg
Cyclophosphamide| 50mg l4 1 1 !
oree ¥ 3 3 Iy 38080 08 03048 8 8380

[2nd Sherporesiza & :003um 0 : 00Tan

38T F
BT a7¢ } W/\/\
35T |

15F -
CRP 3.0
CRP 10F - \ | Cr.
{mg/dl) {mg/dl)
sk c \ -11.0.
r. ‘-_......._........_.......___!___......._.’...___......-—-..
800 I
s00 I
400 | MPO-ANCA
200 I
A (44} (++4) (++4) (+++) (+++) (+++) {++) {++) {++} (++)
REC & 3 $ E s $ 3 26-30 s
MR twec s 4 2630 610 11-15 610 1-5 15 15 610
[t wrAE  WMENR WEER W WE e wF wF aF wE e
RBC,WBC RBC _ RBC.WBC _RBC,WBC REC,WBC " RBC
admission 30 60 a0 120 Days

= 1 Clinical course of the patient with microscopic polyarteritis
treated by plasmapheresis

SIEIEIERE L LT YL F= v v5img/day. H 4 2707+ 277 3 F50mg/day D45
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L& il DFPPERME(TRES L Cpore size 0.03xn®BE% M), DFPP% 2 HERT T
FEATR . 1B 1 OB T2 M, LAiRE 2 [T LENEET Lz 2L 7 F2r 0
ETHEMEED 20 RED, REEFROGLEZHD T, F4 707+ 2773 FAL
A Fih. 17974+ A7 7 3 Fl00mg/day % 10, LI#300mg/day o8 L 7-o &
WIDFPPIZ BT 5 " RE#Zpore size 0.03umh50.0l umDEEIZET L, B2 BT E L7z,
£ DHIIMPO-ANCA  21EU/ml, CriEidl. llmg/dl % TIRF. REH. RLERROHED L
O, A7 A FOREEZ G, 248HCCrid, 46.8nl/min~ L ELEHTA 5 N7z, MPO-ANCA
REMEROEREER LD BEEM&AEEHLTHBY, RPONDWE & L8R L7225,
MPO-ANCA®D &5 vy TRRSD b M7 72 ODFPP % #kf L THifT L Tv B,

Case T7IZAFIVT L F=vn/500mg/day?D 7V Ak, L F=voy, o Ry
~50mg/day D3z G- & JLIZDFPP % B 1[H THG, BRFAE IS, TREISERICE/ s L
7TF=Y7.6lng/dl FTER L, —BRRILBEN AT U 2068 IC L D BRRoK#E LR
FEBL. BMRIZZ L7 F = Y ong/dI BB CTHR L T %, MPO-ANCAIZ30EU & BB ALz RO %2
o7, PDBROME RERDBEIZED Tl

PPRMEATIES Tid. 3BIH2BIFET L 72(3K4)o Case 1 (M. H.) I1EPSL 40mg/day. ¥4 7 O
74 A7 7 % F50mg/dayiz it O A TMPO-ANCAD e (L 2 588, RPGN DR % 5.8 72 45,
ZRMEAMERIIYEL RO Lot DBETEEICE AT HEE L, BN
et LRI THeTE L7,

Case 3 (5. K)IIABABBEHWICAR L, BREBT LAZPRENETHY, 205
HICEREEREEIET Lz, CriEn LA, REFOHRH, RUEERROBEEED L L &
b IZMPO-ANCARGTE T & o 727290 IZMPAL BT . BB RO EISET L7200 B4
WRIIBITTE D o7z, PALBUWIHR, BB TH Y T72U VSBROBL 20072720120
TARAIEHAET, AF VTV P20 2 500ng/day D/ SV A EEE R AT, BEkL L
TPSL 60mg/dayD¥x5-% 5ia L. BAEREE ST IO U TIHGEN & 4T L7245, EikRE
FHH L 720 BEECTIC TR Z 3250, BRI I LAEIREE & 2 ) ECUMS FE1T L 7245,
PP SR DAL H DT L7,

Case 2 (T. S.)IZAGAITH L A5 T4 F25mg/day? & D5 THERERR, MPO-ANCA %Ptk
fbL. BEATFTO L FEET THEIRD T v,

[Z2] MPO-ANCAREMERER] IZMPA, Churg-Straus SIEERE. Wegener RISEIESRE . SRR TEESE
MR AREREE L, BHME LV TOEBENER, MEENEL CIELEREE
THRBIIZCHROONE, TOEEEE LTEAFRA F, SEIHFHORSEEHT
HY . MBRRFERRIEST T Y KEBL L EVHRE2BOLETAHEL H 5 (11)
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~(14)e LL, FHRLELTIIMRAL LTARL SIWHEEVENLS & BAE, R,
HALERI., RUHRTABRBEIZL VT T LI EPFEZVnE ENTWA,

A EF 4 1k, MPO-ANCARBPERES I LT AT a4 F, SREH oS 12mz T, PPO
WA RMITIES & B UGS L7z, PRIAREYE., WRERHMER O THERT DR
F IR RE D, MPO-ANCARGMIEE I B W TIE, WIVE CHE T H AMPO-ANCADBRHRIZ &
LIRS BIZGRDTD AL EEINFEITEN TS, T2, FF L IIMPO-ANCARBE B F LI
BT, EEFREEE I E tunor necrosis factor- « (INF- « ) ®interleukin-6& V2o 724
FEVEDT A F A A VLR FEDEFMPOUEEDHIML TWE 2 L 2HREL THE Y (15).
IHNOVMEXROFREMEL TwBHIEPEILR, MERBEECIL) INLDOY A
MAA Y, POMUR % BT 52 8 bMBUHFICRERRFELRALLTVELEILNS,
I E TANCAREH 81 SN M RCHEE O F L, £ D% P EEIEE (FFP)
RTNT I vEF BRI E LB H (Plasma Exchange: PE) A5 TH o 72 4°
(16) ~ (19). 4 ENIDFPP% EITHEAT L 72, M, WAL R 2 COMERBELZZ 5
7 IRREICXT L TIEPER AT » 726
MPO-ANCARE 1 D I3 48 % 1 o 7-FEBIICPP & fFH L 725 Tid SHERF] PMPO-ANCAD (B 1 L 7 4
HICERD, FNOOEFICE W TIEFMERITE ) RO = O TV %5, MPO-ANCAZ®
Rt b3 IC PP R L TV B IEBIT D . MPO-ANCADIR T & & L ICBEIRDWE R A TS
b, B L7z 2 SEFNIZ BT HMPO-ANCAD IR T £ f2 T B, FETHIIZ 3BV TANCARE 1L
B MEIRES & 72 L22ER 2% - 7225, ZOEMTBHESHY v ~F2EH L THBY
i &2 OO EF & REEIBES LTwa 2 EFEL LN,

PP HEAT B T 1IMPO-ANCABE AL 2260 CRR O L7z A%, A THEREOHEFITRD
TS, fIEEEOREVH T VADONEL 272, b9 1. Churg-StraussiEBE:
T, PUAEISEETHESER OB L 2 (ERERRD ONd o7z, ANCARRH L%
HFEE L ES TIREEED 5 OETHFEHTH Y ANCARME 2 OB L R R s
T TIFEENBE TH - 7o PPRITES CEREENSE TR I MEER & T L
FoEEBITIE, BRI BIT B EBUEEIC 2 LT F = VIE ER L TE 3PP BENC AT
TELZERS, BEICBET LM EHCHAE TH 2MPO-ANCAZ BIRWENITIClRETH 2 &
MR LDTIEEEZ NI,

PLEOEE LY MPO-ANCARSMSFES I B W TR R B H, BEHNEEN K TH Y, K
B CHAMPO-ANCA% ISR 55 A HEICMAESS B IE 2 HifT 3 5 2 L i3, REBUEL R
ELFRIUETAEDPYFTELEEZ LN, /2. BRELBV TUREMNE %
DB Z &% <, MPO-ANCADSEEIAL LI S AR O DR800 O N ERIC BV T b %
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FAEIZ & D AR L7ES L 80 b7z, W7 72 R f#E I 2 M SGRRE % 0F
L72BAI, BRI TAHRPERIILZ > T A LELLN, BEEFEICH L TR L VE
BEPUETHDL, £/, BREILBIL T I - VOBKRFETHIEFLELEZS
N, EDLDITLE5BRE L EFBDEFATORAVLETH 5,
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MPOWTH ZE. colilZfERR L, 2D a3+ MMPORTR Oy b2V b 7BITH &
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HHMTRIET 2 b~ THEEEEEEL TWAH I LRI /A2 & & ), ELISAE
RREM. L7z, £2C, ANCMVNERRE L THBRERPONE LMEDO LY F — T L BT
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ANCA Sub-committe: Analysis of disease activity-related epitopes of autoantibody
MPO-ANCA in patients with intractable vasculitis.
Kazuo Suzuki

Department of Bioactive Molecules, National Institute of Infectious Diseases

[ABSTRACT]
Autoantibody, myeloperoxidase-specific anti-neutrophil cytoplasmic antibody (MPO-ANCA) has
been detected in vasculitis. However, it appears that the titer of MPO-ANCA does not always reflect
the activity of the diseases. This apparent inconsistency may be mainly attributed to different epitope
of MPO-ANCA among sera of these patients. The epitope analysis of MPO-ANCA may explain the
correlation between the disease activity and the production of MPO-ANCA. In order to analyze the
epitopes, we collected the sera of patients with intractable vasculitis from members in Intractable
Vasculitis Research Group. Epitopes of MPO-ANCA contained in these sera were analyzed by an
ELISA system, which has been established in this project. The system employed a panel set of
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recombinant deletion mutants of MPO, which we have prepared for this assay. Most of sera reacted
with the specific regions of the heavey chain of MPO: Either of the region of N- or C-terminus of the
heavy chain, whereas no serum reacted with the light chain regions. The epitope profiles showing the
oligo-clonal recognition sites were classified, suggesting that it may have relationship to the clinical
features. In addition, these observations suggest that MPO-ANCA recognizes MPO molecule on the
surface of neutrophils with specific epitope and stimulates them through FcRII, resulting in intractable

vasculitis. In addtion, members in this committe also studied on each programs.

(B ]

MAERIZB T, IFHERIUAMPO-ANCAIZ Y A 7 & L TIHREBICEEL TWA Z EFHL»
2o TETWA, Lo L, MPO-ANCADMERS, &3 L & MERDFEE KBL TV
EbH 0. MPO-ANCAD HETH > THEEBIEEEL 2V &6, MPO-ANCMEL, I
BROD1IDODN AT LEZLZDOPFRLETERwPEEZLNS (1), EEIZIE, MPO-
ANCADIHIE S TMPOICH§ 5 L ¥ b — 7 (RIGERAL) 2SR L T AR H -7, %
2T, MPO-ANCAD MBS FMPOIZx 2 2 ¥ b — 7 (RIGERAL) 28T AT & T, MPO-
ANCAD M RDFEADEEIZ oW TH S PIC L, HEOILES L EE~NDOICE 2 HiE
L7l RErRETAZERZBRE L,

(W98 8]

LT, MPO-ANCADMHEAFMPOI T 2o h— TR HET 0O )2 EF Vb
MPOWT Ff 2E. Col LIZfERLL72(2)s ThBD ) I EF ¥ PMPORT/ &ty b & L7zt
0, ¥ M=TBTAE L. FHIICMPO-ANCAB fE % 7R L 72 BB 1ML OMPO-ANCA
DLE M—T%hTLTAY 70y MITHKFLER. MPOORSE (HBH) ONB X UCKR
WCHMTRIGT AR b TP EEMMEEEL TWA I EMNREI N, L. KGH
STIET BMFER EREOREDLE F— T2 BT 572012, wIAF Y 7uy b
THHEIEL, T2, BERECHESS -7, £2T, ELISAZ W TE  — 7T
FTBZEBUETHo7. 7, ELISAO S L — MEEIZH 2o Tk, vyary¥F ¥ FMPO
W PRZICEREE ThHo720T, RECERIEEZ Vo EF v PMPOKTA Z2 7
L—hiza—FL, BERICRELFRET S 2 EIC L DELISAD USRS hnwZ &
RREFE L7zo ELISAIZZ— M L7zU av¥F v SMPORTH IE, W FOR) 7 u—F il
I A EHRAL., = - 7HBAHICESICTES ZEFHL 2Tk o 7,
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