#£1. BHRBROILHDOLHEE

) RFEREE (X:LThRLEAR. MER) &
2)  eGFR<60ml/min/1.73m° =2
3) CRPEERRICIRHEE

LD 73) 2RDBHEE. RNOFEW L LT, BEMARRE~OZZ2HD 5,
EL. BEREEREY ZERAERER T, BEEOEHREN LW L E2ERT S,
¥, AMBRREOSD. BHBRICHE BRLBBERESEDNAHAITIE,
I2BEUNICIEZ V7 F=EE2ERL | CFREFHET S,
Tl FE, BRI EERERRET ZRBICR A SN ESSEML TV D,
BRI LERREFICHOVWTIE, BEENBEE THo THRPNOAREHZZBAICE LERH D

2 eGFROEE T, HAMEDCRATH D FREH VB,
miE7 V7 F = ORIERBEETITIZ L.
eGFR(mV/min/1.73m?)=194 X Age®®" X Cre"®* (& tEiE ZHiZ X0.739)

¥ 2. RPGNAEfRBEDFETEZ W

1) R S A OB TRARICBEREBETT 5,
(REDOREER, BEORE., TOMOBEHET —F 2HET 5, )

gy MR (5 REHEMNME, TICAIROLE) | EER, R
F BRI & OBJAERET R AR 5,

BEOREREEH2VIBEROREERFEERIRE TR RS/ DNV
3) SEEREECSHBTERE. CTHIZLY, BOoVA4 X BEE
DES, REER. REMAESOF=v7IiZLy, BEBRE2LOE
AEEH T, REMITHBTT S, -

#3. BEFRORA a7TIC L ZEEE L EMTH

X227 16 BB IGRFCr i REDHI CRPE
0 Cr<3 Age<59 13 <2. 6mg/dl
1 3=<Cr<6 60=<Age<69 2. 6?10mg/dl
2 6={Cr Age=>70 H 10mg/d1<
3 BT

F—&ZnAZxa7
Eebk BT REEE 1 0?2
Be bk A R EEA I 3?75
FEbR T REEE T 6?27
FEbK T REEEIV 879
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2 MPO-ANCARIRPGN®D 4 @158t
MPO-ANCAZ/RPGN ————1
v
ﬁﬁ@ﬁf 1$74i30] BeoK A I & 7 2V
={Grade B) _ M&
| 1088 E % 7 (e TORBLE 3 138 |
YES NO YES NO
(6rade B) _ Lirade B) _
N _ MP+0CS MP+0CS+CY
0CSEL¥H (PSLO. 6-1. Omg/kg/day) MP 500mg~1000ug/dayX3+ ‘ MP 500mg-1000mg/day 3+
PSL 0.6-0. 8ng/ke/day PSL 0.6-0.8ng/ke/day+
CY25~50mg/day
ik
IVCY250-750mg/day/ mn th
bt e rre. ,,“-/1/»t//~f/.~f;/”/'n-'.',v;‘
B AE e
MP:8HIZ —J/ or CY25~50mg/day
E i B
IVCY250-T50ms/dey/ponth 3
fpee:> ' v-t SRS m'ta.zu.'m‘:‘wi:&ma
i[asm’:.r.::m&ﬂ . 33 ve) m—&iﬂ%’_@ém@%@% iy 7wy A Y L AR R TT T DR T D BRI AT T .-é
3 PR3-ANCAZ!RPGNO) ;AR IE ST
PR3-ANCAZYRPGN
(GradeB)
708l B 7 aiiéffﬁj
YES NO
(Grade B) (Grade A)=
MPHOCS MP+0CS+CY

MP 500mg-1000mg/dayX3+
PSL 0.6-0. 8mg/kg/day

MP 500mg-1000mg/dayX3+
PSL 0. 6-0. 8mg/kg/day+

CY25~50mg/day
il
I1VCY250-750mg/day/month
(Grade B)
BB S £E FweRE
: MPiBAIZ —/ or CY25~50mg/day
E754E Z
%.... . 1VCY250-750ng/day/month
"’LA;.ZGL’.:J.’,’,".C.’.L"SS‘ T T TV IS LR P TS LT " PO SR

- 0CS 20me/day RWICHE.
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X4 HGBMI A EIRPGND A5t

(LGBMPLARIRPON |

t (Grade B )

5 -creGmg/dl,U\_}; z
aﬁ_ﬁkﬁfﬁk-%o"/ oAE |
f PE+ MP+OCS*CY R T
MP 500mg-1000mg/day X3+ il
PSL 0. 6-0. 8n g/kg /day+ .
! CY25~50mg/day MP¥ UiPE 3

s MEAsE

o HHIAA? ANCAREMEIE CARRBAR R 2E T THE I 5 (Grade B))

-~ ANCAB LS 1
—~ ANCABLESRA4CrRPESR — o
- ANCAB LR+ MEREKE — o
- MERERHE — s
o fNHERAFR? ANCABBTERESE A ﬁﬁﬁ &5¢§T¥Ehﬁ'6(6radec))

—- ANCALS0# —

- ANCALS+CRPLS — e
_ ANGALR+mE Rk Y

#1: IVE(Grade B)E X7 FA4TF 1) (Grade A)D HHF;
ERIZH-H>TIXBHREEICHDLE-REEDHABALE

#2: LoOI7xXAT77EROBAEE PSL 5 ENEE(Grade C)
#3: RAEERICECTAR
* :CRP_L A0 B S S5 4K i BLHS, ﬁ%ﬁwﬁ%oﬁitiﬁ?)u%ﬁ?‘éo

BREQHLEFETELNEEICR OBEOEFLEET .
XBWOITULRE, FIL— L REEREDEBMOAF TORDLEREND,
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BAFBHFEMERME EiInRETRAESEE)
BT TR F

MPO-ANCA BSE & X DO IEFEHIZ 51T 5 MPO-ANCA fER LR DERIZ
B4 B 5L

MEBHE OFNER. R B KEE, Bl FHALKE, (LE
ERRFE AR B8R

MRES

MPO-ANCA BIE L R DIETFEHIZ I3 5 MPO-ANCA FEOH LFDERIZOWVWT,
FETEENHAIZ MPO-ANCA MR T, EHAIIC MPO-ANCA BIE % fEfT L@ F I
MPO-ANCA DML %R 7= MPO-ANCA BEEMER 16 61 (B 7H. &9 ¥l ME%
LREHR 62114 %) . ANCA B LA FEIE 24 HERFFT L7, TOFEE. 1) ANCA 23tk
L7224 BION 15 E (62.5%) THARZRD, 2) BRBORIIBECHERE -
EEAL 6 B (6/15:40%) . BAOEBMME REROFHE 14 [E(14/15:93%) TH > 72,
3) ANCA EEMSERETOMEIZ, RN L 1FE8» A ThHo7, 4) BR
F Tt ANCA B DOREIN L BRE TOMIZ, ANCA HIZ EAEMEZRD, 4) H
BB TR &R A MEREORILARIT S NEFPERE LT,

BERERFHIZBT D MPO-ANCA BBHELITEROEREFTH Y . ANCA EEZ EHHNC
HE UEREHICAEMEIRELZRITT 5 Z L i ANCA BENLE R - BROTFHREHE

T5ERBbhi,

A. TFREH

MPO-ANCA B i & R IT SEETHET
REGHTIHEOEVWERETHD, ZD
MPO-ANCA BS I & % 0 EH F % it.
ANCA BIEDE K7 LIz &k 3 BB AW
HEREOHRB R EICED . REBHMICH
%, UL, FETEREIE 20~30%IZ3
DB, RPTFHREEBIIFREELIC

RRATHZENEETH D, MPO-ANCA %,

ERIEEMHICHBE L TER TS 2 L8345
NTWBEHR, BFROTFHEE X CGREIHE
EOBFRECHMILDOBIZEICERAMNIALGNT

2\, FZ T, 46 ANCA EER% - &
RKOFEFEEHIZEIT D MPO-ANCA EDEE
MALDBEBRIZHOWTRE LT,

B. BFEEE

SR MBI BB RITIC & RABFHMES
HR GEEEH) L. 2>> MPO-ANCA 23
RELELEHNH (2 B~2 » A) I
MPO-ANCA %* #l Z L . & @ 9
MPO-ANCA DAk %588 72 MPO-ANCA
BEE Mm% 16 . ANCA B LAEI¥K 24 H
Extge Uiz, FHFEBHIX. LBERSLBR
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WEPHBEOREICEST. HEMom
BEROBRETTERK - REFREZBDR
WEREH & LT,
RN B 76 . L IPITELEL 11.3,
VYRS ZRFHII2T14RE ThoT,
FRBIZ. EBRENZELE X
(microscopic polyangiitis: MPA) 13 %1 |
Churg-Strauss JEf&#* 3 FlTH o7, 2.
MPA © 5 HD 1 B, FURREEERTUE
BtE TREFMBEILEL &L T\, £,
16 BID 5 H 1 BlIIHERFETHITHERY O 15
Bl FETRBINCILFATIIRIT S h TWwigh

277,

C. &%

1) MPO-ANCA B L OFRRBLE
BRE TOHM - FEBHIC MPO-ANCA 3
BEMHEE Lz 24 ED 5 5, MPO-ANCA B
HEOERBEFRLUZOR., 15 B (1524:
62.5%) Toh o7, ANCA B2 D
MPO-ANCA B EMERDERE TORIM
. ¥ 24 » A (AREH»S 148 7
A#%) Thotl,

2 ) MPO-ANCA BB LR DS E Fk L
DF & L S BRI : MPO-ANCA 23555
L L 7R R CREMBIRENEITEN T
W=Dk, 18 [E](18/24: 75%) T (prednisolone:
PSL18E, I U 1), PSL DR E&
1326 10mg/ BUATTHY, £D5H 5mg
/ B TD MPO-ANCA BEE#(LAS 5 [E](5/18:
28%) LR bLENoT, 6[8(6/24:25%) Tl
B IC B IR REIThh TV o iz,

3) FRRFOERRAT R : BRRFOERRET R O
2h, BARSCMLR, BBREET R EBE
OEHBESCE(IL 6 B (6/15:40%) T, &
AomERER (Flatn, ZEEERE - H
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. B#. HEBTHM, B8R o
BliX 14 El(14/15: 93%) TH - 7=,
4) FRE TO ANCA DB LEEKRPTR :
BAGITIX. BRE T MPO-ANCA M
B L., Ei&EIERE COHMIC
BelZ LR T 2HEmMERLE,

iz ANCA BB bIc, MEX - BR
OERERDIIEFIZ TS,

FEF 1 0 75K, B, LB - MPA.
1998 £ 1 A & v, WERBIfM. THVER -
EEME, AFE6 AL vEERM, THED
mEREE, ZEER - HEHEL. &Hic
MPO-ANCA & (700 EU) OS2I EITH
BFREGEHLE L HBTICAR. BERTI
pauci-immune BER « Sy EitE IR R ERIE
BROFRBBO N, AT A K30
R IEEEHETT L, JREH. MPO-ANCA. CRP
IR U7, B2 MR, REEEIR
FELIEbOD, ZOMOBHMLERFTRIE
HERLE, TO%, PSL #8H L 1 A Smg
TRBIEFATH -7, £ ZHD20004E5 A
X Y. MPO-ANCA D3BIL L7z, £DH% S
23~30 EU L 5B OBMEM R L.
2001 £ 5 A o i3 MREMER & 7220, &
HIZ 200249 A LIXEBRMSHEL, 11
AZimE, R LticnEs vrF=r
fED 1.6mg/dl & L U SFEETHEBERIERE
HEE L, Z0OH, ANCA BEELEFR
DEMR LW LABR, PSL40mg/B &5 L
e ZAEAR, MK, BEITIHEL L ANCA
IXREHEAE Uiz, XEEBIIZ. ANCA fES B
b LAKB R G L RIchER - Bk
BERLEFITHD, 7o, BFHIZBWT
BEDCHECHHFTRIILROEETH -
7



5) EREIOT14 :

GEMEIREORILICL Y, BRLES
FICMERSLBRIIEEL. FEBHL L
o7z, E72. ANCA fEIZ&fIFETRMELL
7o

D. B

ANCA BEME R DR FHEEITIL.
BEREBHMICRRLIBRT DI LNEET
&b, SEIDOKRTTT. MPO-ANCA BHE &
ROFEEEBHICTIBITH MPO-ANCA EOFH
BtE(X, BROBKREFTHD Z LAR
Ehi, £z, BRI TIIBEOCHRIET
Tl BAOMEROBREL S BDT,
ANCA B ERFD PSL &id 10mg/BLL T T
bV AT A FEEIZBVYTIL PSL10my
ALLF T, FICESIHZ2 ANCA ORIEH
BELEbhi,

ANCA BHEME R OIEFERI D ANCA
BEEOR T, SEmERELE BT~
ENEPCEL TUTERS PR TS,
ANCA Btk L7= 23 B F T 5 i) T
2, EleEMRIREIITEERECRK
CQIER EORWERNRH D, SHIERIEEHE
RLURFTALERD DM, SEIOREFD
HIXEHRIIZ ANCA ZHIE L. ANCA B
ALV R T 2B, BROGBKREN
BWILEEZREL, HECRABHEZ LMK
REBEDOEMASCKE. BERERENBRAD
NiBEIE, B REMHREL B
THZLTHREZMHEIL S 5 LBbhi,

E. %

1) MPO-ANCA B8# & & DFETEBNHAIC
BT 5 MPO-ANCA BBHE(LITHEROEKRE
FThH5D,
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2) MPO-ANCA BEE 1 R DIEEEIHIC
ANCA EZ E#8 (1~2 » A8) ICHIE L.
BREHICAEMFIRELRILT S Z L
ANCA BEMER « BROTFEEBIIERD
THELBbhi,

F. A HE O HE BRI
2L

G WFERE
1. BRCRR

1) HREE  ANCA BHEBR-RE: (2)
B, RFELHIM FLOBE L BRD
ABC31, 55-64, 2005 '

2) AHERE: ANCA BEFR-BRE (1)
ANCA BIEOEHR, BFEFIM HFLu
ZWF & 15D ABC31,101-109, 2005

3) AHEE: REHRE LBEKRE, 23
V—Ya AR BERBERD, 2224,
2005

4) ANRE: BFERETHEBR, 9EEH
HEPE ¥ TOFEFEAF,69-76, 2005

5) BHE&EE: ANCA BHEE &K, B LB
60 3% 3 5, 416-420, 2005

6) TR B, ANRE: 25O ER

(ANCA BHEMER) , B LFEN 59 HHT

% 453-458, 2005

N BANEER, FR B, NERTFM:
ANCA BEMERX—BFRFENLSRMLERD
B - FTHROEBER LT MPO-ANCA H
BEMERICBITSIV Y EUBEICONT
ORKREL BERY v~F 17445, 209—298,
2005

2. FRER
1)Y. Arimura, M. Karube, K. Nakabayashi et



al: Malignancy in MPO-ANCA associated
vasculitis. 12th International Vasculitis and
ANCA workshop.2005

2) ANERE - QEEITHEE R-Pros DR
Xy, B35 EREABRESRBBIY —7
3 74,2005
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B 1. Clinical course: 75 y/o Male; MPA

1998 2000 2001 2002 2006
| 18 68 | |, 1858 SA108],98 118128 HH,3F!
AR ! 7 ™ 7
Renal Biopsy (FSNec.GN)
MP-Pulse I pgp 0211084 5 mg/day 4 mg/day 3 mg/day 40mglday PSL 9 mg/day
5 - Ragnyy -~ 40mg/day LREH L RHE %

A A DFE.

EBR + o+ — — — — — 2+ 2+ - —
R M 3+ 3+ 1+ 1+ 1+ 1+ 2+ 3+ 3+ 1+ 1+
S-Cr (mgdi)y 0.9 14 12 1.4 12 1.2 1.2 1.3 16 12 14
CRP A
700 o y
® MPO- (n_lz,/clils)
(EU)
300
30 23 /.\./.
_e®
2 oA 04 02 4 4 4 4 A A0—A0]
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BAFBHFMERMNE EERETRMEEE)
FEEREE

TMPO-ANCA B L B R D B ARMERF R E— R MHIRERIPIETCEDI N2 )

muEHHE OFNEE. TR B, FHAE. WA
ERRFHE R BIEdR

BH

WEEE

MPO-ANCA BHEMERIZ. BREOBEVWRAETH S ORYBE O REIHEENSITL
o, LrLEREOCLZVEEBTIL. RYMOGENFBREIIRIE., FHERERLE
BRa RAEHEEZRIZ LTV, £IZ T, ERFHERRIER ICRENRBEED LA FTEED
EIMITOERT Lic, MBLFHE : BRHICH Y R T 04 FEELREMHIRE S B
BHEFIEL, ZO%LEHNHICEREL TWVWD MPO-ANCA BEMEXR 11 EFIBE 3 1,
& §BNERE L Liz, TH S DREFNZ DWW THRAEMKERE S % OBRE, T4, ANCA
EOHBREERI Lz, R BREIX 27 % GN1D)T, RAJNTIIEMSENSROLE
RK:42.8% (3/7). FEAIEE MPO-ANCA BIEME : 0 % (0/3). Churg-Strauss FEEEE: 0%
O/D)THotz, £z, HEMBIFEEFIEHE D ANCA BHELZRIT 75%( 6/8) T, BAEILIES]
DEFDBEFR Uiz, BRBIIEEAFIRECHRICL Y 2FIER L,

MPA TIIEBRREIRFRE L TV THTE SR SEMBIREITHE L2 AR LW E R
bz, EAIBES D ANCA BEMER CiiaEMflREL2 PIETE 0TI RVWhd S

ERBbhi,

A. TTRAR
MPO-ANCA BHE M RIIBEETHE
REETHZENEL, POBREN 29~
46% L ERRERTHB VY, ZokbHH
IR T a A FoULRIER0GRE MG
2 ERARGEMRHBEEN BTSN, £
BRTFHO-OEHMICOEVRIBRRERT
1 4 KZ(corticosteroid: CS)72 & D LEMH
BEBTbhTWS, LiL, aENE
WAR B TIIRAHEOSLEMGIREIX, &
PfE, BRRE. BRFER Se A PHE
EELLRTV, £Z T, SE—EHED
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TR IR IR R IS BRI BREE O 1L A3 F]
BEENEIMITHERFI LI,

B. R 5k

1990 £ X Y 2001 FEOMIZERKRFEE—
WA CEMREATSR & BT U BARME R
BT LIZEFIOF T, AEHFERBLT
BIBREART a4 F¥(corticosteroid: CS)%
WiEE P L, 2006 F 12 ABRIE, EHH
WZiEBE L TVW5 MPO-ANCA BEE fn & &
11 EFI(BHE 361, & EsPheddke L,
X DL FEEIT 53.0 (£12.2)



F¥F. REBRIE. EHRENZROER
(microscopic polyangiitis: MPA): 7 %, 35BS
i# MPO-ANCA BAEm & X 3 #.
Churg-Strauss FEf&EE (CSS):1 #l, H. KAl
B MPO-ANCA BIEMERIL. T XTH
ARBETHEI oA FETTTIN
(propylthiouracil:PTU) 73 B # L 7= i & & T
Hot,

b DEFI D BEREAIGED O R
FlE 1L E TOHMITFEE 2.5 (£1.9)
E£T, REMHREFIE» D OFHEEN
X 7.1 (249 FEQOF47rA~16F9 7
B) Thote, BREBIITE 64 (64F
25 A~169 7 A) Tholee THHD
SERFNIBN T, REHHFEPIEROF
MRE, T, ANCA EOHS L BHROME
RSPV TRR LT,

C. f&%

1) R EIDOFE AR O B RAT R & EAR
BAER (R 1) FIEABRRICEBE (BK
SERMR . EAR) % 11 Bl 7 5 (64%:7/11)
2., BEEITHEZER (rapidly progressive
glomerulonephritis:RPGN ) JE & # % 5 £
(45%: SNDIZ, Fiti % 4 $1(36%:4/11)IZ,
RIHEEE % 3 H1(27%:3/11)IEBH T,

AFATL K=Y a3 R EHIT 8 i
FlUT2%: 8NN TSN, 7 a7+ R T 7
T FHEAIX 3 BIR7%3NDICAVW LT,
2) REMERETEROBEEFRR (£
2) : £EIEMEHICH Y. MFROFEHH
8% (Birmingham vasculitis activity score :
BVAS) Y130 ATHh V. % CRP iXRMET
o7z, MPO-ANCA X, 11 #i 8 FlIsfE
T 3 BSR4 (23EU, 157EU, 300EU) T,
SEMEFEER LEROEZO L F=Y'n

144

 (prednisolone:PSL) &3 26| 5mg/H AT
ThHoT,
3) ANCA BEMERDOERE 1 £ 31T
T &5 KRR IR D ANCA BEE
mEROFRENE 3 # GEFH7, 8, 9)
T, BREIT 27 % G/ Th otz EEF
OFEREIT MPA: 42.8% (3/7). FKHFIBFE
MPO-ANCA BS:E M & #: 0 % (0/3). CSS: 0%
O/DHTHoTe,
3) REMEBRETIE»LERE TOHM
EHREOER : AEARREDIENLEF
RETOHMIL. NN 11 » A GEFI 7).
31 yACERS). 1A (EF9 TH
S, BRRLUE 3HOMERERIT. EFI
TIXBR. HRRE. EF 8 IXBREDMRH
M, fEF 9 IR CThHoTe, BRBIZR
EMHRECERICEL V 2FAFEUVER L
UEFI7 : AFALTL R=yar - LR
JRPR - %k PSLAOmg/ B, Y7 a7+ A
77 X K 50mg/H. fEHI8 : PSL 40mg/H
FEBI9 : PSL30mg/H),
4) ANCA EOHB L HROBEE : R3IC
TR EIICER L 3HITLsl, EEHRIC
X ANCA 13RatE T, BRIFITIZ ANCA B3R
1L L TV 7z (MPO-ANCA E : 5E 7; 32EU,
fEB 8; ST0EU, fEHI 9; 38 EU), B 1 I1TRY
X 21z, EH 7 T MPO-ANCA fED L&
HICEBBEN MRS B, T 0% BHIR.
B HEESHE L, B 3610 ANCA
EixWTh baFmulRERRIC X U ERK
FIROGEL L bIZBRHL LT,

—k . GEIMEIRERIE#&IC ANCA B3F
UL U7 iEBIX 6 B GEBI 4~9) H Y |
ANCA BHEERIT 75%(6/8) TH > T2, £D
2% 5 fiA3 MPA FEHIT 1 FI2% CSS EFIT
& o T, FRAZIHIFREE F EFFIZ MPO-ANCA



EMREMELL TV MPA7BID 5 6 5 4

(71%) T MPO-ANCA OBEBHILERD
Teo TDH, ZhH ANCA Btk 6 HiD 5
b 381 (50%: 3/6) M EHHR L 7=, MPO-ANCA
DEBHEET S LERERBD R -7 34
D 5 H 2H0ix MPO-ANCA BBtEkE., &
512 ANCA FiiEflio EFEm%2RDI=728
I B R ERIER X5 720> o T B ]
RIENBR SN, EF4ETIV I
100mg/B (EMHERETEHMMIFEL »
B#&ICERBR) #HWv. E651F. 80
A7 aA K 15mg/B (S g 8
M1y ARICERER) 2AVWE, Zhb
DIEFE L D ANCA IfatEfb L. ZD% b A
EIHERERSE L BREEO TV, &
Do 14 (GEFI6) IX. ANCA XML
T 5 b BARKRIBTRENL L &
BB Thhieh o7,

72, ANCA fetERpoiss (EF] 1,2,3:) %
3B, ZThbik, SEEMEIRETIE
BHIE~NFEZEBLTWVAIBVTRE
BEE THREZRODTWVARY (EFI1 :9
FarA. EF2:8F5 A, EHI3 11
F®3rH) —FH T, LEMEIREDR LRI
MPO-ANCA BT, TD% b EHEICH
720 ANCA FIEEER R T 2 b BREER
HTWRVWER % 2 FIBO (EH 10 :
MPO-ANCA fE 106~172EU, fefEslgES
AR 3 & 8 » A, fEFI 11 : MPO-ANCA
fE 200~404 EU, SefemmpEP LB 16
F£75H)

D. £

BREEREE ODACHREERTIIER
BIEBHI IR EMERIEREIT SN 5,
INLOECHRERBTIE, Y=—F L
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FEEHDCERBR - REBHRREDL I
BRI RENFIRELPIETE2RA L
2T Y Fv b—=FAD L 5 IZREMH
ikt LT AL DEFINERYT
51 GEIMEIREE P TE RVEEH
H5, LPLERROBVECAEKRAT
H» 5 MPO-ANCA BHIEMEFERICBNT, B
FEEIC MR FIE T 5B L
TINETEEFTORMITAZRL ., BED
L ZA—EBDORBIIEL TR, &5H
DRF T, RFEEFEII2VHOD
MPO-ANCA BB M1 & &% THRAEMBIRE L
FIETALEERERBENVI L. I
MPO-ANCA BIEMERDPTH MPA IZF
BRENBHEWIZI &, PTU OBEE L -
MPO-ANCA BHEMER TIIERIE 2N
LR ENT, E£7o, GEIHEBRERLC
& ¥ MPO-ANCA BB 75% L @mE
THHZENREINT, ZThbDZ L XY,
FEAE ANCA BIEME R D & 5 IZREFHE
DAL RBFEIT, EMERELRIET
HTENFREBRDLNSN, MPAD L S I
JRERBAD ANCA BBEME R TIITE 5%
D IR IR L AR RV E B
iz, e, BRERFHIZEIT S ANCA ED
BEECRTEOROTUEE ERERIZ M
BREROTFHARFOVLDLEEXILND
Mz L kY| FHICREMEIRES PIE L
BXiX. EHIMIZ ANCA ZHIE L. ANCA &
OLEARLMEROBRERICHESTEET S
ZENHEELEDbh, £, B
HZ2A7u0A4 FEREIBEEBEEZEOZ W
MPO-ANCA Bl & R Tid. BAHRE LK
PER EDOEPHEZELRT WD, £V
BHER DD i e M RO A 72 EHERFIE
EORBRPLELBbh3,

-~
~—



—%. SEORNCTEEHICLELLHT
EHIH MPO-ANCA OBMENFHEL. ok
HBREPLEEBRFEICDOREY BREZRD
RWESE 2 FIRRDTE, ThETLEMRMY
IZ ANCA BENERT HERIIHE "&h
TV 5, Lurati-Ruiz & AT EELET6 » AL
1 ANCA A% 23R 3~ 5 41 Tid ANCA B
BRIEER oTmEHRELTVS, Zh
B DRI T ANCA B & B BIEEMEMSFHEI L
7RVWEHIZHA G0 TRVA, ANCA DOFRHE
+T35TE h—7DER ANCA 12X BEF
ERTEMELRED BV VA HERI S 4L, ANCA &1l
EROFEEEZD LICEEREF L ED
s,

E. &

ANCA BIEmERDOF T MPA TITEM
REEMFFRE L TV T H TE DR Y il
IR L R W Bbhir, iz,
FKFKIRH 5 D ANCA BIE [ & TrIfe ik
WEEFPIETE 50 TRV LEDNRT,
REIHFETIEOBIX, EHHI7 ANCA
DRENEFRTHCEE L BEbhiz,

M. SEORFHEFZKITD W=D,
MPO-ANCA B I & R IZ 31T 5 e il
BEOHIEDRIEEHEEICIERT DX,
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2) BREE | ANCA BEEIMER—EARME
BRE. B BARBRKRY vvFESRE
FrFareIr— FEKI84F11A218.,
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3) ARFEE | ANCA BHEBERORE LR
FRF—ANCA BIRDE . 5 49 E B ABRZF
LSRFHREVRT T LG FHR18F6 A
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4) /INERTF. ANEE. JIBERF, K
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R1. REDHREDLEFI OB ARBERKA RLERBA LR

fER FRE) & RES F LB £E MPO-ANCAfE BRAAASE
(I H) (EU : 288 <20)
1 61 *x MPA RPGN, HRE. L@#E# 96 MP-Pulse 1g, PSL60mg
2 58 k-9 PTU-AV* fifaidn, EER. MR 76 MP-Pulse0.5g, PSL60mg
3 36 = PTU-AV* fhRatimn, SEIEME. L3 239 MP-Pulse 1g, PSL30mg
4 62 *x MPA BEE, kHERERE 43 PSL 30mg
5 47 8 Css RERERE 441 MP-Pulse 1g, PSL60mg OCY100mg
6 72 B MPA RPGN. ffifatidn 196 MP-Pulsse 1g,PSL60mg, PEx
7 45 %= MPA RPGN., K& 230 MP-Pulse 0.5g, PSL60mg, ICVY750mg
ge* 42 X MPA RPGN 660 MP-Pulse 0.5g,PSL30mg, OCY50mg
9 70 -] MPA KEHERE, MEWMHA 627 PSL 30mg
10 49 k-4 PTU-AV* EAR. OFR. £28 576 PSL 30mg
11 41 * MPA RPGN. FhfaH 420 MP-Pulse0.5g, PSL60mg

* PTU-AV: propylthiouracil associated MPO-ANCA positive vasculitis
. *e 2B {EWHEEICMPA, GooddpasturefE BRI £ & 6F 5

* OCY: orel cyclophosphamide

* IVCY: i ycloph
* PEx: plasma exchange therapy

®2. ATOAFEDILFROEREKTR

fED F#(F) M JFESB  BVAS CRP MPO-ANCAfE PSLE

(FNEZHE) (EU : B#E<20) (PIEERD
1 61 % MPA 0 — <10
# PTU-AV* 0 — <10 Smg/H
2 8 & PIUAV* 0 — 23 Smg/H
3 3 & MPA 0 — <10 Smg/f@ H
4 62 B CSS 0 — <10 Img/H
5 47 B MPA 0o — <10 2mg/H
6 72 & MPA 0 — <10 Smg/H
7 45 4 MPA 0 — <10 2mg/H
§ 42 B MPA 0 — 19 Smg/H
9 70 % PTU-AV* 0 — 157 >mg/H
10 49 4% MPA 0 — 300 Smg/fs H
11 41 smg/H
Birmingham vasculitis activity score (BVAS) BERBEAAE~ATOA it : T 255

* PTU-AV: propylthiouracil associated MPO-ANCA positive vasculitis
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&3 ATOMFEFRILEFIOMPO-ANCAD #H LB RDOEE (n=11)

EH E#MCEF) t8  REE MPO-ANCA{E ANCAMD#H  MPO-ANCAfE B
(#ZE5) PSLeh 1k BF BEBft{tENESE
(BH{E<20EV) (B#E{E<20EU)
1 61 x MPA <10 (=433 —
2 * PTU-AV* <10 et . -
3 58 g PTU-AV* 23 (=4 T [AW {27 —
4 36 ;g MPA <10 BB 79 -
5 62 ::] CSS <10 BEE 134 —
6 47 <} MPA <10 BEMHL 66 -
7 72 ko MPA <10 BB 32 +
8 45 I MPA <10 BBt 570 +
9 42 [::] MPA 19 BEME 38 +
10 70 = PTU-AV* 157 (R —
11 49 #Z  MPA 300 [l 23 -
41
1 :BEREBE (FEH7)
2001 2002 | 2003 2004 2006
18 3R 68 ’, 108 ;| 1A 3B 9B 12A| 1A !, 38
7 / R 7
AR 8| AR BER
R (NCGN) i
I 30-25-15-10-8-5-32 T I M Tmg/day
MP-Pulse PSL MP-Pulse PSL 40mg/day
BOh 60mg/day
pExn 4 ”‘%
B2 .‘ aED
Ao
BEAER + o+ o+ + = = - - F o2+ - = =
R M 3+ 02+ 3H+ 1+ - — — 1+ M+ - = =
S-Cr (mg/d) 26 25 29 15 12 12 12 12 13 13 1313 13
CRPO
@ 2501 (mg/di)
MPO- - o —15
ANCA i MPO-
(EU) 200 ANCA
—10
150 )
60 - CRP | 3 32 ~'s
40 - o ' 19 20 20
20 Q. <10 <10 /OI\ <10
(o \Oloo—oo—o%%% 9-00-00-08 ||

0

149



BAEFBR A REMEE (EitEREFRITEESE)
FE SRS E

IMPO-ANCA B %1235 1F B % BRHP) MPO BB H45I8 & USRS MPO (2o
W T OB R BEARRR FAURREYT
MEHAE OFFN =|Z. JIE ¥, Pk

ANE, WHE A

ERREH—RH R

MREE _

MPO-ANCA BB XI5 MPO DBEEHH AT 572, MPO-ANCA BiE
BRDOARREIZIBIT D MPO MR, HilES MPO O RITE. 36 L USKRERAEMm & AR
HEREREE 2 BE L7, ‘

x5 BAERZHEST L7z MPO-ANCA BREE & 19, FHik  BREMRERALLT
HE %e65, PAS %efa, PAM %efa, RUBERFAEIZ LS MPO Yo, CD34 B % AV e,
SREREFEOFMIT, AARRESSEETERMERBEODREHIC L 2 BREAR
FEHFHEEE AV,

FER 0 1) SREREEN MPO BMEMERREIT. BIEF], RURREREDARNT TRES L 7R EBK
thatRERE LB L, 2) MK MPO IXEIT MPO B ARG 35 0 Sk BR R B4l
MEEEZED bz, 3) RERE CD34 REEITRRESHEREFESE 2512270
LTV, 4) REREFRERBRKICOL 22D 5T, BETEZ2 MPO BHEHIIEE L |
SREREEMMEEE~D MPO L&, CD34 RAMKIET, XY= E~OHMLEZRD 5/
ERFEE LT, _

535 - MPO-ANCA BEERR 2 Tix. AREREKIC MPO BBHEAIAMREE L. MPO %27 L
T AREREEMMERNRAREEREC TS Z EXRBINT,

A. BIEEAY

MPO-ANCA (myeloperoxidase
anti-neutrophil cytoplasmic antibody)B8 & &
RILBHHBLITARBREE L (MPO-ANCA BiE
BR)VEET D, TD MPO-ANCA BIEE R
DRIEBFITOVTIX, ANCA KUY A b

HA LD ERIL SR FE TR D

MPO 7 ¥ DBERASHRH S, RERISREE A
glEZ I D LT 5 ANCA-cytokine

sequence theory 238 bEATHBY, Ll
« MPO 2 RERBFET T L ORRICIRIBICE 5
LTWE 2, ZOFEMIIRIEFTATSH D,
% Z T, MPO-ANCA BIEBRICEIT S
MPO DEEZBLMIKT BRD,
MPO-ANCA BEE B % O RREICB T 3

. MPO BtEMfREE. Mias MPO @ BTE.
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B. B35

*t&R : BAERKRERETT L7 MPO-ANCA B3
HER 19EFEZRNRE L,

Fik BIREAAGY I HE . PAS
Zufs, PAM B, RUBERRKEICLS
MPO %, CD34 Bai AV, RERMEND
- MPO BBtEAEAR. MRS MPO. SREREEEHM
mENRMREE LR Lz, £7RKE
REDEE Y AABRBFASSHETHEER
FEGEREDZIIEEHC & B BIR AR FHFT
itk AV, EFGI. ROCKRFlICEEN
TRk ERER 282 fEic oW T, SEESE
B, EITE2BT Lz, &biRIh b0k
B &RERIEAN MPO BtEMIRRSK L DBE, C
D34 ZAEEHEOBEICOVWTRY L,
72¥. REREAN MPO BBtEfia%k. 8L UC
D34 eAEBIT A 27 LRE L7z (MPO X
a7 0 REREEN MPO BRSO B, X
a7 1 1f@»H 2. a7 2:3@»H
48, A=7 3: 5@ L, CD34 HfICX
BDFHEA 2T 0: CD34 R EHE 0%, R
a7 10 30% K. A7 2 30%0 D 60%
K. A7 3:60%LLE),

(RO mBEER~DER)

AR~ U FEEICHESNT, &
261X Y informed consent %45 T1T o7z,
C. ®R

1) RERAPN MPO Bt ABRREE . & REBI.
B O ARERIE ORENT TRET L 72 R BRI a8
EERE L EICMEE L (Fig12), 2) i
£+ MPO 1312 MPO B MM 5 0 Sk Bk i
EMMFEEICRD S z(Fig3). 3) ARE
& CD34 LA ERIIARESEREENS G
2Bz o0ME/ L TWIE(Figd). 4) %
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FERIZ MPO 2 LT WZ & MPO iX
H,0r-halide R %I LS/ R EE % 5] &
Bzt PBdmbohTwa, fEo T,
MPO-ANCA BIER & Tl RERENICIRE
L 72 iF k72 £ D MPO BBtERRR & Y MPO
DR S, AREERLEREICEE LN
BAREEEZRETLEILOND, k.
S EOFE THRENBMRRRIREDFIZ,
JRETEIIZ MPO BEHERBIRASIRIE L, & DffE
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E. &
MPO-ANCA BHEBE R TIX. REKMEIZ



MPO BBHEAARARE L., RIEMR X Y K
STz MPO P RERIKIZIEE L. RERIENE
MpaEEZAE LTV EHAIZN T,

F. 3G

1)Falk RJ, Tweewll RS, Charles LA, Jennette
JC. Anti-neutrophil cytoplasmic autoantibodies
induce neutrophils to degranulate and produce
oxygen radicals in vitro. Proc Natl Acad Sci
USA 1990; 87: 4115-4119.

2) Johnson RJ, Couser WG, Chi EY, Alder S,
Klebanoff SJ. New mechanism for glomerular
injury myloperoxidase-hydrogen
peroxidase-halide system. J Clin Invest 1987;
79: 1379-1387.

23. Johnson RJ, Guggenheim SJ, Klebanoff SJ,
Ochi RF, Wass A, 3) 3)Baker P, Schulze M,
WG. Morphologic of

glomerular oxidant injury induced by the

Couser correlates

myeloperoxidase-hydrogen peroxidehalide
system of the neutrophil. Lab Invest 1989; 35:
778-782.

4) Minoshima S, Arimura Y, Nakabayashi K,
Kitamoto K, Nagasawa T, Ishida A, Suzuki K.

Increased release of myeloperoxidase in vitro

from  neutrophils of  patients  with
myeloperoxidase-specific anti-neutrophil
cytoplasmic  antibody(MPO-ANCA) related
glomerulonephritis. Nephrology 1997; 3:
527-534.

H. BraesE

1. R

DENBE : MBERICEDBHEBIBRTA
K, B &FBHT 62: 541-545, 2007

152

)ER B, ANEE  FABERER
(FL GBM HiEBE &R, ANCA BIEER) , W

#

97(38 X %) : 1070-1071, 2006

VAR - ANCA BIEER. MEERK 56 :

2057-2062,2007

HEMBE  FAKERERTR. B LB

62 : 38—40,2007

SYERBEE: MERICETIBERE B

BAA F—. B LFEIT 62 : 541—545,2007

6)Suzuki K, Kobayashi S, Yamazaki K, Gondo

M, Tomizawa K, Arimura Y, Nakabayashi K,

Ozaki S, Yoshida M, Yoshida T, Tsusaka N,

Muso E, Okazaki T, Hashimoto H.:Analysis of

Risk Epitopes of Anti-Neutrophil Antibody

MPO-ANCA

in Vasculitis in Japanese

Population.Microbiol Immunol51:1215-20,

2007

-

DENBREGHESE) : JUF FRARETE
(ANCA). ETBEOBREMBOTRAFH. B
B TR, BRXT 4 A& Z—,2007.
p289-291.

NFENBRGIHEBE) : A KERETX.
BFEOLOOEMEFHRES 2K BHRA
CEMmE, BERER, HMBRE i,
FLEE, 2007. p243-251.
WENBEGHPE): BREATELS ER
FERFHERBELLESE 20 BHRANEEYE
@A B\ BER, AVHILVT LV R
2007. p20-40.

HEMBE (DHEPE)  mERIH D BIE.
BEREA - B BHFORRK. REHEE, EHEF
By, KEERBEHR. X, BIE,
2007.p198-201.



2. FRER

BEMNEE, TR B, PHAAE, WLHE
B (BE#HE) : ANCA BEBROBE—E
FRAME R PR BRI E LT, 8 50
B B ABEFSFRRSER, TR 19 F 5
H258.

85N EE (BERR | [BEFEMOLD
@ nephrology review course] SIREITHERER
E&K (RPGN, % 37 Bl H ABRESEL
EHARS, SWeE, FRI9F10AS5AH.

153



