3. ERFREL, MUK, [BEAEET
T LV A HRIAOENE]  ANCA B
EMER, BLBH 60 & 2 &
P252-256,2006

4. IR, FLEE—, BEFE, BAK
F5, I, IREE, BYE &8
EHORWERBED up to date  MRSA
IZ R DRERIEELR, BLBHH 60 & 3
B P433-441,2006

5. BERE, Filg—, /MMuEgR K
BT A RTA O EBIEA
HA RTA U ETRTZODDOHTA K]
BEEATHE T REFEE OB EE
BRAR & ATEEIER 35 & 12 &
P1393-1397,2006
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=1 DHHIEORPGNEF DB SIEOEE

19984E LUR 1999~ 2001 2002~
fEFIER fiE B8 fE I
n % n % n % wet %
— R
FERGBREABRETR
FGBMEL AT A A B 4 39 4. 3% 18 5. 9% 16 4. 4% 73 4. 6%
REESHEEBRTAEAREER 29 3.2% 5 1.6% 1 0. 3% 35 2.2%
Pauci~immune 351 38. 7% 139 45.7% 145 40. 2% 635  40.49
BESUFBABRARKER 20 2.2% 5 1.6% 2 0.6% 27 1. 7%
SRR 13 1.4% 2 0.7% 10 2.8% 25 1. 6%
FRRBEEED AREE L
MPGN 9 1.0% 2 0. 7% 3 0. 8% 14 0. 9%
MN 2 0. 2% 1 0. 3% 0 0. 0% 3 0. 2%
| gABE 26 2. 9% 8 2. 6% 8 2.2% 42 2. 7%
FEIgABIA Y U LT AREEL 4 0. 4% 2 0.7% 1 0. 3% 7 0. 4%
FOMO—RIERBREETL 2 0. 2% 0 0. 0% i 0.3% 3 0.2%
5%
Goodepasuture 14 1. 5% 5 1. 6% 4 1. 1% 23 1.5%
SLE 47 5.2% 2.3% 8 2.2% 62 9%
Wegener 22 2.4% 8 2. 6% 10 2.8% 40 . 5%
mPN 159 17.5% 54 17. 8% 82 22. 7% 295  18.8%
FOMOBEREME 2 8 0.7% 4 1.3% 2 0. 6% 12 0. 8%
HSP 18 2. 0% 5 1.6% 10 2.8% 33 2.1%
gyFgaiyy 5 0. 6% 1 0. 3% 4 1.1% 10 0. 6%
RA 21 2.3% 2 0.7% 3 0.8% 26 1.7%
EMES 2 0. 2% 1 0.3% 0 0. 0% 3 0. 2%
FOHDLHEUES 22 2. 4% 7 2.3% 6 1. 7% 35 2. 2%
BEaE
BEHBLERARKER 8 0. 9% 2 0. 7% 0 0.0% 10 0. 6%
BEMDRER, vy ER 1 0.1% 2 0.7% 1 0. 3% 4 0. 3%
CEFXVAILX 1 0. 1% 0 0. 0% 0 0. 0% 1 0. 1%
ZT D 15 1. 7% 2 0.7% 2 0. 6% 19 1.2%
R 7 0. 8% 2 0.7% 0 0. 0% 9 0. 6%
F D4 7 0. 8% 1 0.3% 11 3.0% 19 1.2%
B 56 6. 2% 19 6. 3% 31 8. 6% 106 6. 7%
2& 906  100.0% 304  100.0% 361 00. 0% 1571 100.0%




€0 ¢ 056 ¢L'L  G5°7¢L 198 98°0lF Ig'1 68l [8°¢C AR #142002
081 L6 6L°LL  99°CL 8y'6E 8§°L6  SO°'E > 0Z°L G8°9  100Z-6661
66 "1 626 GG '8 IL'8 Z€ey 98720l ¥6°C 82°C £e ¥ 98 9 IEY18661 Wg}+e.n]sedpoop
v0 ¢ €56 18°8 ¥1'9 8.8 19°¢6 88| 66 1 vl IS¢ #4002
G1¢ v€ 6 6L°9 91'9 89°G¢ ¥¥'96 G8°C IV 'e 19°¢ 86°C  100Z-6661
LT AL 269 €L°S  S9°GF 6L°68 OL'C 91°¢ gy e 6¢ ¥ IEY8661 Y=
68 [ 06 289 ¢ L 90 LE L6 68 87 I Al G ¢ Gl ¢ 4 ¢00C
¥6 1 16°8 L0°9 056 18°8¢ 96°€0L 6L°0 88°0 GLT 67 °¢  1002-6661
66 "1 [6°8 v8 L LE'6 0925 8CVOL TLT 6G°1 A 6% ¥ NEY18661 X BT 36 % CHYE Y HE
el¢ 166 899 6¢'8 vG0F L9 V8 19°0 21 A3 eLy #2002
19°2 €68 02'S 69°0L €8°8L 09°0ZL 280 L6°0 0g ¥ ¥S'v 10026661
L1 09°6 796 766 Iy '8¢ L9706 9% 0 780 06 ¥ g8 v NEY8661 TRE] 4 el 4ouagFap
G2 ¢ GL'6 ire 0l ¢ V6 ¢€¢ GLVvII ¢€¢°1 0C¢ €91 6F ¢ 112002

10026661
G6 1 206 ¥9°G 92°'c 6L'¥r LELL  68°C £V G 08°1 5°¢ NEY18661 YL—d2L(THES
01 G6 6 €6 0c GL O0S'kF 0§°¢€il o081 06 ¢ 00°¢ 9% G Y2002
251 60°0L 62Vl ¥L'0C €86 [9°8% 8lL'E Le°¢ €61 29°C 10026661
86 'L 88 0Z '8 716 90°ly IL'88 29T 0L'¢ 19 ¥ 869 IHY18661 $it 3 I anlsedpoop

HEE

€1 ¢ 60 6 66 L 06 ¥ v¢ 6L 0G G6 IS¢ 9°¢ 01§ Ge 9 #14¢00¢
8¢ 8¢ 6 1879 06 ¥ 12tz ST9LL  LT0 €51 9L I7°L  1002-6661
912 19°6 69 ¢ 16 108 G666 g£v'l 961 6L°¢ L' IHYr866) FEUWMKFHEUNWHFHX—ORHOX
881 €¢ 6 68 7 €87 G¢ L& 9L°96 €§'I €61 Ve 9¢ ¢ ] 21¢00¢
61°C ov 6 LL9 ¥€'6  L6°GC 90°G6 6877 e e Lt GL'C  100Z-6661
90°¢ AN 29°§ 667 9¢°l¥ £€6°68  6L°L 081 ey e 79 ¥ Y8661 ¥ E YR M2 ¥ H  fzounuu | —1oned
000 056 000 151 0000 o00Scl 000 0L°¢ 000 7T #6002
ov'L  ¥e€'0L  98°¢ G6°C 000 00%y 2L°C G0 ¢ (8¢ ZL'S  100Z-6661
LL'e 9% 6 19°¢ ¢ wwly  Ly68  OL°L €91 lg'e 79 ¥ IBYZ8661 N EUMYIWAVH:EYSHSY
vZ ¢ GE 6 Ov L [9°IL 190Gy 0860FL ¥8°0 051 [re 17 G #112¢00¢
€81 L0°6 0L'6 G0l GZ'S¢c 95°0LL 00°C A v8°L 678  1002-6661
96 1 8% '6 89 '8 $6°'8  9L°L¥ 06°90L €6°C 20°'C A 089 NEY18661 A TN B R LR i Y LERED 1
as uesti as ueali as ueal as uestl as ueou H._.K
aH aH d¥o dy¥o ¥s3 ¥s3 dn dn 49 49

BROL— LBYHMUEHHY X

80



# 3 R DR

SEIR 1998 AR 1999-2001 2002 L& FRE
BRI SE 44. 9% 27.1% 48. 3% 41. 9%
DIC 15. 7% 10. 4% 19. 0% 15. 1%
1172 N o 25. 4% 19. 8% 29. 3% 24. 7%
YL A8 28. 3% 15. 6% 25. 9% 25. 6%
JFRBICHE S R 9. 0% 5.2% 5. 2% 7. 8%
kRIS 9. 3% 11.5% 24. 1% 11. 5%
Fif e H i 12. 5% 6. 3% 12. 1% 11. 3%
il fangiiin 3. 8% 4. 2% 3. 4% 3. 8%
7 EET 1. 5% 0. 0% 0. 0% 1. 0%
5 o M LARE 9. 0% 9. 4% 6. 9% 8. 9%
PN 0. 9% 5. 2% 1. 7% 1. 8%
WEALE H i 7. 9% 10. 4% 8. 6% 8. 5%
MOF 9. 9% 8. 3% 8. 6% 9. 5%
Z D 18. 1% 20. 8% 17. 2% 18. 5%
AR 901 300 352 1553
T 343 96 58 497
TR 38.1% 32. 0% 16. 5% 32. 0%

81



15 e
FH 19984 LLEI
(&%) E1999~2001

B2 RPGNZAEHID F ik (Kaplan—Meyeri%k)
RPGN2HIOEF&

N=1571 RPGN&2HIDETF %
N
N / CH
X, ‘“‘l—‘—»
..: : Tﬂﬂ* I
ST .............. }
I BE:
AF I
5] , 5]
T T T T T
0 6 12 18 24 0 6 12 18 24
HER) HEA)
- - om AR B# CH
6 BREEE 0.781 0.849 0.841 sy AEFER 0773 o8 0867
o AmEEE  oms 0525 083 125 B&FEE 0734 0784 0820

2y BB 0732 o791 0795 244 BEES 0.698 0.736 0.772
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E3 MPO-ANCAZIRPGND F#

BHik EmFE
17 | k | B
1 'Tﬁl C#
9 .9 \""'-;»i'% l
" % T g S
o ® e, fr.8 . e,
H N Crmg , . ] .
i s = ..
BE- 7 / [ /
8 AR &1 AR
5 T T T ) 5 L T T T T T
0 6 12 18 24 o 6 12 18 24
R (B) EE (B)
AFE BE [ ABE BE CHE
srARERE 0.781 0.883 0.879 6y BEFE 0.759 0.833 0.88
127 AREFE 0761 0.857 0.861 127 REFR 0.715 0819 0.859
247 AREFEE 0121 0.808 0.823 24 HEFE 0672 0.756 0.79
24 RPGN®DBFEE
1L A
recurrence rate
2000%
15.00%
10.00%
500%
0.00%
MPO aGBM
n=114 n=967 n=120



FAEFBRFEMEER e (EHRERERMIIEEZE)
B TR S E

[MPO-ANCA BSE ifn % O BRI — B M EEII R I TE 20?2 )

Wl hE OFNZEZE. §R B, ¥HAE. WH B
ERRFH AR HER

MREE

MPO-ANCA B M1 %13, FREOEWERTH 5 =D E SR o5 i
BIENITOND, L LERE DS VWARE TIE, BRI OfEmERE
RRUYE, BHRRER A REIHEE R LTV, £2 T, BEREMEERE
BICHREIMFIBIEO R IERFRENE I DI HERT Lz, WS ik B
HIiZhH Y AT a4 REFOREMEREZEREZFIEL, To% L EHNIC
e L TWa MPO-ANCA BEMER 11 EF(E 36l &2 8 FhExTHRE L
Teo THDDEFNZ DWW THREMBEIPRIEFIEEZEOBERE, TH., ANCA ED
B EEBa Lz, BR  BRKRIL2T % (/1D T, KA TITEBENZ
FEMAE S 42.8% (3/7). EFIEE MPO-ANCA BIEIMEL: 0 % (0/3).
Churg-Strauss JEfERE: 0% (/) Th o7, Fiz, HREMEEEF L O ANCA
BEMEILER I 75%( 6/8) T, BMEAVIEGI D503 B Uiz, BRGNS i g
HEOBBIZ L £FEME LT,

MPA TIXEARERFFE L TV TH TE R S Mk RE Ik L=
BEnEBbilk, FEABEE O ANCA BhE M E & ClrdEsliEEs F1k T
XHDTIIROhH D & Bbhi,

A BFREEH HIEENM TR TS, UL, &l
MPO-ANCA BHEMZERIZEEET FOLZWVWAEATIIEHMOALED
HBEREETHIENEL, OB GIRERIE. BREYE., FHEERE. BRR
RPN 29~46% L BRPRBTHDH VD REBARABERZELLLTW, &
D, TOEDHEITIE AT A RV 2T, SE—ELE O ERESRER
AIRFCSE MG PO RE ICREMRIREO FIERTFENE S
WHIEES TS, ETFERTHO DI OERET L,
OEHICOEVRIBRERTa A
R (corticosteroid: CS)72 & D ZEH B, M5

&4




1990 £E X 1 2001 £E DI AR
FE-ARTEBREARREBITLE
FREAERF VRIS AT LT BB O T, £
EHEL I ORBREAT A F
F(corticosteroid: CS) % WfEitg F 1k L.
2006 4 12 A3AE, EHRIC@ERE L T
W5 MPO-ANCA BEEMEZR 11
BB 36, o WP EXE L L,
X GBI DY R EET 53.0 (£
12.2) &, JREBIZ., BERMERNZHEL
4% (microscopic polyangiitis: MPA): 7
i, FEHI B MPO-ANCA BE:E If & 4¢
3 #].  Churg-Strauss fEEERE (CSS):1
B, #. FEHIEE MPO-ANCA B M
BRI, TNTHARBRETHL S
[ AR R A S N
(propylthiouracil:PTU) 25 B & L 7= M %&
KThHoTz,

IS DIEFI O BEMEEATEED O
S SRR R L E COMBITEY
25 (£1.9) 7T, SHLEmMEERES L
2o DOSFHBEIRIE 7.1 (£4.9) 4
14 7rA~165F97A) ThoT,
WAL 9.6 4 (6 4F 2 » A~
1649 » A) Thole, 2T b D%t5
BHZBNW T, S FRET IR OF
RE, T, ANCA [EOHER & R D
BEE A BIC oW THRE LT,

C. ¥R

1) B OHIE AR O ERRET R
EEMBEAGE (R 1) - FIEABRIC
BIE (BMERMMLER, EERK) % 11

B 7 (64%:7/11) 12, BEEEITHE
FOx ( rapidly  progressive

glomerulonephritis:RPGN) JEEEE % 5
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Bl (45%: 5/11) . i H % 4 f
(36%:4/1)IC, RIEFHREEE % 3
(27%:3/11)IZERH 1=,
AFNTV R=v oL ATRE
I 8 FEBN(72%:8/IDICHEIT S d, 7
07 A7 7 I FEAIE 3 B
(27%:3/1 DRV B 7=,
2 ) SoE P 1R R oD B PR AT R
(F2) : 2FIEMELRIZHY . LE
K OIEBENMETEEL (Birmingham vasculitis
activity score :BVAS) YIZ0 A TH Y .
my%E CRP ik Th - 7=,
MPO-ANCA if. 11 #7 8 2 fatET
3 B2 BEE (23EU, 157EU, 300EU) T,
SEEMGEEETIEERORD 7L R
=> 1 (prednisolone:PSL) E X £
S5mg/HELFTH o7,
3) ANCA BEMERDOFRE &3
R X S I EMERER EEO
ANCA BSE M % O FRRBIL 3 # (E
B17,8,9) T.HEET2T % (3/11)
Tholo, ERERINOHEREIL MPA:
42.8% (3/7). FEAIEHE MPO-ANCA
BEEIMEZ%: 0 % (0/3). CSS: 0% (0/1)
THoT,
3) SEEMHIEEFENSERETO
HIR & B DIEIR - SRR IHIEE T
EGERE COHBEIX, £ Fh 11
s R CEBI 7). 341 » ACER 8).
178 GEB9) Thotl-, BRLE
3 BlOMmE RIERTT, FEH 7 ITBL.
YR, EF 8 IXEE MR Hm, fE
Bl 9 XA Th o 1=, RGBT
MEBEEOBFRICL 26 F NE R
L7z GEBI7 : AFATF VL RF=Yn
¥ NV RIRPE R TE PSL40mg/ H .

-~
~

~



rmuT7F A7y I K S50mg/B. ER
8 : PSL40mg/H . fEH] 9 : PSL 30mg/
A).

4) ANCAEDHER & IR OBIE « #
BIARTEIITHE LR 3HITEH.
RREEIZIT ANCA XM, HRES
WX ANCA 2 L TWwiz
(MPO-ANCA 1E : #E#1 7, 32EUJEAI
8; 570EU, fEH 9;38 EU), X 11T~ ¢
X 91z, ER 7 TiE MPO-ANCA fE®

FREBICEBENMENEHER, F0%,

BHR., BB FABISHALE, T
PR3 BFID ANCA fEIZTWT IS B
HREEFRIC L VBERFTROKEL
EhliZEE L,

— 5. SEMHIEE T #2112 ANCA
NEOBH L UERIT 6 B (GEF
4~9) & Y (ANCA BEEALERIE 75%( 6/8)
Tholz, D55 565 MPA EH
T 1 A CSS ERITH - 7=, Fo i
PEIE P IERFIZ MPO-ANCA fE 2N 4L,
LTWEMPATHIDS B 56 (71%)
T MPO-ANCA DOEBMHLEZFRD =,
D%, Tih ANCA BEAE 6 #lo
2% 36 (50% : 3/6) BB LI,
MPO-ANCA 2 FHEMELT 5 b HR%E
BORrolm3f DI 2 FlF
MPO-ANCA H G H&E. & 6 I
MWA#%ﬁ@Lﬂ@m% LD 72 7%

ERBRBERIIFED 2o 20
ﬁgmﬁ%%%ﬁ%éntoE%4m

IV U BV 100mg/ B (S fml s
IEHI 34E 1 » ARICEERBRLG) 2R
VW ERI B, BOAT A F 15mg/
A (REIMREEFIERM 1 » AR
FERER) 2RV, ZhbnigiEk
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D ANCA etk L. Z0% b 0%
MHIREMR: LR E O TV,
Boo1fl GEFI6) 1X. ANCA IIF
B+ 26 BARRBETREL L
7o OB IHEEIE I T o 7,

£72. ANCA FEtEEfear (EF
1,2,3:) # 368D, TnblE, &
MHIEEFIERN 9 FE~11 £2 85
LTWEHERNTNHEEE TCHRE
WOTVWRY (EF L 947 A,
FEFI2: 845 A, ERI3 1143
rR)e —IJ7 T, SEEIEE S LR
i~ MPO-ANCA 2’ T, Z0B LK
Mz = Y ANCA HiikEE Hig:
TAHLERERD TWARWER % 2
FlE8 7= CEFl 10 : MPO-ANCA fE
106~172EU, s infilpEiEs L #IH 3
& 8 » A, AR 11 : MPO-ANCA f&
200~404 EU, &5 flpis 1L #
16577 H),

D. B&
BIR#72 E% < OB CRERER
TR BIRE I iﬁgmﬁ%%m

ﬁéhéo;ﬂ%@ﬁﬁﬁﬁfﬁf

Ve— 7 VRS RGK - R

i 7e & D X5 I EAER I I

BIEEZRILCEAHREELL2H5HETY

T =T A0 X 5T RHIEE

EHIETAHLIEEAEDEFIER

T OO GREMEREL R TER

WRERH D, L LERROE WA

CHEEE TH D MPO-ANCA BEE M

BRIZBWT, BRI REmERE

EHRIETCEANCELTCINE TS

BHICOMFHNIRL ., BEDEZA—



EORMIIELSHL TV, SEOM
AT, MEEAZE AL OD
MPO-ANCA B I & 4 T gl
EERIETD EFRENTN &, FF
tZ MPO-ANCA BEEMERDOPTH
MPA [ZFEREN BN &, PTU OB
# L7z MPO-ANCA BEEIME & TILH
BRI NT ERRENT, 2, B
L F IEIZ X Y MPO-ANCA B
PR 5% E@mETHDL I EBR
SN, ThvoDZ & Xy, EAME
ANCA BAEmME XKD L 5 IZREFHHE
WO RIGETE. SEMHIEEE
1295 Z L 23wEe & B 525, MPA
D XS IZFRERNHD ANCA BIE Mm%
RTIETE BR Y S0 TR IRk
BLIEFBREWERb-, /-, &
EFRFHIIZ BT 5 ANCA EDOF B
B O D% O E L7 E AT E
KRBBROTFHRERTOOEDEEZD
N5 O L XY BT R
ZHIE LEBRE, EHIRIIC ANCA %
HIE L., ANCAED LAESLHELADH
PERICESEETAIENEEL
BEbhi, £z, EMlicbis x50
A FIEEIIEERE D%\ MPO-ANCA
BEE M A R T, B HERIE O RYYE 72
EFOEMHEEA LT WD, LV E
TER OB I W E MHI 3RO 7 &3
FRIEDUBENLELBbh b,
—J7. SEORF CTEMHIZ LD
59 RHIE MPO-ANCA O BB M &g
L. SEMHIEEF LR bRECDE
DR EFTORVERFE 2 FIERD T,
INETHEMAPIT ANCA EENE
BT HEFIIIHE "Eh TV 5,
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Lurati-Ruiz & I3 EMEHT6 » ALLE
ANCA BB F# 3 541 TiX ANCA
BITHEREBEER - EHRELT
Wb, ZILbDERIT ANCA fE L&
BIREMENHBE L2 WEBRIEHE L »
T2V, ANCA OFETH=E h—
T OFESS ANCA 12 & 5 iF P EkiEH
{LEEDE W HER X 4L, ANCA & %
ROFEEEZEZ D LICEHEERER &
Bohs,

E. &6
'ANCA BIEME K DH T MPA TlX
BMREREHRLTWVWTHLTXSR
Y G PR IE IR LI s v
LB, £, EXHEED ANCA
B M & Tl Mtk 1k
TELHOTERONEBbhi, fhE
HFEF IR, E#r07 ANCA
DRENEFRTFHMCEE L Ebhi-,
[H . & EORFHEFEII D 22728,
MPO-ANCA BEEIMERIZBIT B4E
M FEEOFIED RIELFEEIZEH
T BTN, Z2EHITOE 572 BTN
METH D,

H. BresEsR
) ANEZE, BE &, FLEAEM
ANCA BAER & D EaFR G —NEL,
i & AT 47: 37-43, 1999.
2)Jayne DR, Gaskin G, Pusey CD et al.:
ANCA and predicting relapse in systemic
vasculitis. QJM. 88(2):127-33, 1995.
3) Westman KW, Bygren PG, Olsson H et
al.: Relapse rate, renal survival, and

cancer morbidity in patients with



Wegener's granulomatosis or microscopic
polyangiitis with renal involvement. J
Am Soc Nephrol 9: 842-52, 1998.

4) Lugmani RA, Bacon PA, Moots RJ, et
al: Birmingham Vasculitis Activity Score
(BVAS)
vasculitis.
QJM. 1994 Nov;87(11):671-678

5)Won K Han, Hyon K Choi et al: Serial
ANCA titers: Useful tool for prevention
of ANCA-associated
vasculitis.Kidney 63,
1079-1085, 2003

OFMEZE, ER B, RIEEM :
MPO-ANCA B8 fi & % @ FEFE B #11Z
BT DMPO-ANCAEFH LA DEEIC
B9 5058« EATEE FEH s E /)
SETHEBREEME LR FER
15 - HHEMEHRESE, pp62-66, 2006
7) Kaname S, Uchida S, Minoda S et al: A

rise in antineutrophil cytoplasmic

in  systemic  necrotizing

relapses  in

International

antibody in a patient with systemic
vasculitis in remission. Nephron.
1994;68(3):380-384,1994.

8) Lurati-Ruiz F, Spertini F: Predictive
Value of Antineutrophil Cytoplasmic
Antibodies in Small-Vessel Vasculitis.

J Rheumatol 2005; 32: 2167-72

F. @EEARER: 2L
G AT EFEDOHBIBRGERE : 72 L
H. BFFERE

1. fSHESE

1) BNEEZ 5 FEERFE—ANCA

88

BEB K. BARERK 64 @ BTl 5 2
454-459,2006.

2) BREE  BRIMEDOBEDRNE
PR up to date-ANCA BEERE K B &
BT 60: 416-420, 2006.

3) BAREE  REREER R
FCHE R 2B & AT 61:222-225, 2006.
4) FR B, BNERZE  FAEEK
HEBX (It GBM B &K, ANCA E5
EE L), NAE 97 #BKXKE
1070-1071,2006.

2. FEFR

1) BFEZE - ANCA BIER % & %
RKe—TFHE=FOHIT—.

% 36 [H HABRFES WM FINES
HEHE. FAR 184 11 A 3 B, k.
2) AR  ANCA BIEImE A —H
fEAMERFRYE. 86 21 MBABRKY U=
FEERET U F a v If—, FR
184511 B 21 BH. ¥1&.

3) ANEE  ANCA BHERLKDRE
L ERIR—ANCA HIEDEE. 5 49 [
HABIEZEESZWRET VRY 7 A 6.
TR 1846 B 16 B .

4) /INERF. ANER. JERT.
RFNERE.  BREER, FRERE., FK
NIE, BT : MPO-ANCA BIER 4
D Fa R BIRRET— R EFEIZ DN T,
% 49 B A ABRFESFERa. Tk
1856 B 15 B, .

5) HR B, AfER. KFERE,
IER, FAAE, ILE K
MPO-ANCA BS#E I % D EREHICE
7% ANCA fER LR OEZRICETS
RS, 8 49 [ H KB FE S FE R,
gk 184 6 A 16 B, HIK.



1. REIGIEREDILEFIONEARRRRKA REEREA SRR

R FWHEF) #H RER F IR ERERAE R MPO-ANCAfE BREAAHE
(RIETE) (BU : ZLH48<20)
1 61 %= MPA RPGN, HEE. EMER 96 MP-Pulse 1g, PSL60mg
2 58 * PTU-AV* mialm. EHEK. IR 76 MP-Pulse0.5g, PSL60mg
3 36 'S PTU-AV* frfatim, S EAEE. LR 239 MP-Pulse 1g, PSL30mg
4 62 kS MPA HEE., REREESE 43 PSL 30mg
5 47 = Css RS 441 MP-Pulse 1g, PSL60mg OCY100mg
6 72 g MPA RPGN, Ffif@Him 196 MP-Pulsse 1g,PSL60mg, PEx
7 45 = MPA RPGN, EZ 230 MP-Pulse 0.5g, PSL60mg, ICVY750mg
g 42 = MPA RPGN 660 MP-Pulse 0.5g,PSL30mg, OCY50mg
9 70 5 MPA FHwEEE, MEREmX 627 PSL 30mg
10 49 % PTU-AV* BHR. MR, % 576 PSL 30mg
11 41 * MPA RPGN, fifati i 420 MP-Pulse0.5g, PSL60mg

+ PTU-AV: propylthiouracil associated MPO-ANCA positive vasculitis
- orr LML ICTMPA. GooddpasturefE R R 265

= OCY: oral cyclophosphamide

= IVCY: intravenous cyclophosphamide

+ PEx: plasma exchange therapy

T2, ATOARERIEROERKRFATR

fEF EE(F) H FHEEER  BVAS CRP  MPO-ANCAfE PSLE

(V12 ) (EU : E#£{E<20) (FILERD
1 61 % MPA 0 — <10
%  PTU-AV* 0 — <10 Smg/H
2 58 & PIU-AV* 0 — 23 Smg/H
3 3 & MPA 0 — <10 Smg/f H
4 6 B CSS 0o — <10 lmg/H
5 47 B MPA 0o — <10 2mg/H
6 72 & MPA 0 — <10 Smg/H
7 45 4% MPA 0o — <10 2mg/H
8§ 42 B MPA 0o — 19 Smg/H
9 70 & PTU-AV* 0 — 157 Smg/H
10 49 & MPA 0 _ 300 Sme/b@H
11 41 Smg/H
Birmingham vasculitis activity score (BVAS) BERBEANBE~XATOA FALk : Y255

* PTU-AV: propylthiouracil associated MPO-ANCA positive vasculitis
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3. RFOARZE R IEHIOMPO-ANCADHERS LEBRDEIE (n=11)

EG FEE) % JREE MPO-ANCAfE ANCADHERE  MPO-ANCAfE B
(#EH) PSLAIL B BEMLREORSE
(HEMW<20EU) (HE#EE<20EY)
1 61 k=<4 MPA <10 [EXEE=S 5 —
2 gy PTU-AV* <10 PEERER -
3 58 % PTU-AV* 23 fEiie LBt —
4 36 T MPA <10 BB 79 —
5 62 2] CSsS <10 BB 134 —
6 47 B MPA <10 BBt 66 —
7 72 kg MPA <10 BB 32 -+
8 45 k- MPA <10 HBME 570 +
9 42 =21 MPA 19 BBt 38 +
10 70 k=4 PTU-AV* 157 it R -
11 49 = MPA 300 BitRis -
41
1 ERRREE (ER7)
2001 2002 | 2003 2004 2006
; 68 ' 108 / 1A 38 9B 12B| 1B H 38
S o o)
E 7day
MP-Pulse PSL 40mg/day
Bilh
SR R
FR BED
[ g
EHR + + + —_ = _— F oo+ - - -
R 3+ 2+ 3+ 1+ = — - 1+ 3F 3+ - = =
S-Cr  (mg/dl) 26 25 29 15 12 12 12 12 13 13 1313 13
CRPO
@ 250 (mg/dl)
MPO- 7 @ -1 15
AN 20 e,
—10
150
60 7
40
20

0
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BEAFBREMREm e (FaERELRITEESE)
BT RS

[MPO-ANCA [GHEBMEERI SR IME RITHE D BEETHREREBE R DOIVIgIR
RASEDO T VT o ADRESL & RFEBBFITIIT 5 IFN o OB 5 ORET)
oo i REEHE  MENEA E M EES IR E SRR - BN R
HLFEAFEE -

FEHEEBET A "R by VEFENE L — BB ER
HEHE, BEEST MHEABWERSICEREESZFIEH - T
BRGHE HERFHREEFHEFTERS X T AHHE5 5

g E B SLRGYENT ST A TS E R

MPO-ANCA BIEM P AIZfE S R P GN~D IVIg BIE OB Ik 5 —EERFEE

WRREE

EmEE 2% MPO-ANCA BEMEDBEMENZRME R (MPA) IZHET D
BOEETHEARREBRIIEEEN =L, KEXAT A R EOREmE A
ZEDIRFICHAND D, UL UITEa B 722 BRUE % 7= LIBEIREEIZIR 5,
iz L, BRI REORE 7 a7 ) UIEE (IVIg) 21TV, F065
FEMRRICEY ., BRICERICELIALZ ERTEEL Y, ZOAEMMEEZ R
HFLTERL, ZHIZHOWT, BMEBEORZ PLICHE LR, Zo%,
ZOEDIEOBKRH =T VAR ED D, BESHERICEL DT T v R5
“EERABREBEITT TH V. 2006 4 9 H I BAEREFIEL 24 FEGE L[ES 25
SEF DBERDE A, BIEZ OB DOIRELROERF CTHE, SHIZFDER
PEDRBEEFFIZOVWT, MEFHIGESR L OEMEEE AREIZEL )b
5 IFN o FEEARNPOEE L., SHHOBRRELARDIKT &£ 0 IVIg BIEIZ
L5 —HEFTOEIEZ & DT, ZIITIX IFN o BEA Z FI2H 5 KM F o
1 b M (dendritic cel:DC) @ 72 2> @ plasmacytoid DC ( p DC) &
myeloidDC(mDC)DEE3Mal 2. £ DREND DR E LA L,

I. BEIRI&EER : MPO-ANCA BB MPA AR EHM

IZEH75 RPGN BEEXH L LI-
BERMGEE I 0T ) v KEEE
(IVlig) OFEECET HEIHIE 1T
FHERFRHER.
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WWEVEERRBEZEAHERTD
. BEIZIZTENSOREAT A R
TR & o T TR 7 7n S B IE A3
Bl B, KO MPA DRIERIT—
EOH|E T, 100 T AIZ 14.5 A & g
B9 < 22V, FlRS 60 Ll B
HE, TOKIBEORERL LD (B
Jt  CJASN 2006), Bligi% & ZiATei
/NIEROFTH Wegener PIZFEAE
IZEE MPA 1X DO B ETOREE ST
JEEIRCE < . BEDOEWRICK & DXt
RS> TWS, 2O TFHREZEL
TWAHRGYEDRIEZBHE | ERES
R+ 5z k7l EMTHZ LT,
BRICFEBIAL, THEHRET D
HOHBH 1V g REEEDOHHRIZS
W TICHRE L T&E 72, BEZD
RO T U REED DN EE
AETAE LBRRBREBITRTHY £
DEBRIEZRET D, T 205
MPO-ANCA BT RPGN (B
BEREE @ Grade I U3 ) CREEZWr
ENT-BE BRI, AEEITERA
EEHOZEEHZEMEL LIZRE
175 LIz, IRBRE L 5 ARER
250 ,400 mg/kg/ B) L. BRIMER R
EMERET 5,

B. F5ik
[7 =—X]
ATHASE T HEIRR
[FH1 ]
TR R - EERL - ZHERIE
M- ZEER
I TRE R LBk
MUBREE B A S a7 ) A

SHRREE(T 7vR) : AARKBHFAEEEE
®
CSET3Y
RPGN #EERZ W HIEIZ L Y RPGN &
W SN BEEXG LT 5,
[RPGN FEERZBT 1R © |
TRoD,0n 2 HE EFHLTHE.
RPGN &2l 5,
7L, BEORERLZ ENRRVES
R0, RBERFERREE CIRETABE LN
ROVBAE, P LT F = ER
BT LV RERIZTHETT 5,
O B> 58y B ol TAHEIZE
AEPETTH (REOFEI, BEOD
W2, TOMOBHEET —F 2R
D)
@ MR <FEMEEM MR, i
WERAIMLER). EHK. FRMmMERHAE,
BRI AR 72 & OB RMERAT R 2R
%
@ BEORERE: ENZVEE
P R JRIRBE CTIRAT RO E b7
WG S, BRERERSE ST R
BECTREZLY, BOVA X BEE
DES REEEN REAEREDOF =
v ZIZ XV BRERITHIETT 5,
* BIEEITH R EREE KRB EREEE
& RZE B ={ER D2 R EE
[N AL HE]
RPGN L REERZEr v, B oRIEER~
DMK T 5 XERENIELNE
KHRBE T, RO D~dDOEMEL LT
=T EE
1) MPO-ANCA B
2) BEPRZAOESEEE A Grade I XTI
3) BRSO RERERSIZBWT,



FE 20 Ll E

4) 1RBRFER 5 HNT AR 3 7l 6e
(1B DA r ¥ 2 —1]
BHEETHEBRERHEODEKES %
EIEL LIIEEZITH LI, BB
S HEEREE L, 20% 6 &8 AR
Bl

[FEmEE ]

A2 MHEFHmE B

* Cre, 1 / Cre, BUN, BVAS, CRP,
MPO-ANCA,ENTIZE D £ TO HEK
%

2MFHhEE

- IRREREBROFEES
[1RER M = R e ]

20 fER

[ BEEf3]

PRI 5 FE 16 1

xRS 58 8 Bl Ft 24
il

[AEmmERICBET 28R
TRTCOMHFRTOMBEES BB

Liz kT, BEZIZA V7 4—b Kz
VEVNEBEXETESTRI bR
77

C. ¥R

2006 4 9 ARFRT, 25 FEFI DB &
SET L, FEEONERIX 60 mLLT 28 3
B, 60-70 BRARHY 11 4 70 RLA 25 11
£ Tholz, E£7= Cr X 3.0mg/dl LA
TR 174, 3.0-6.070 84 T, 6.0LLE
DIEFNT o T, Eio, MREZH#
S>7=b DX 11 HITH -7, RPGN @
7 L— R CiX grade I 2% 9 i, gradell
216 BIThole, EITE A EDRH]
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FIEF 22 ) THY . BREMILD
TNZ3FTHoT, IVIgBIOTT
EREBEEFIZIFEFENICLD EEDNR
HEEZZITEETH -7, 2007 42
BB ST, RBEEBHFTHY ., EH
DEVELDEED T, FEENSF
—ZA— 7 0% 2007 FOEKIZEDTFTE
Thd,

D. B
SEFITERENRETH_EER
® RTC 2B -ol-, FEHOBREKIE
NEFRIZHEA 7225 EFIRIEILE H128
Bhrol, BEIEFIZN 62T
EEIZIE, SEIOBRGEFPHEEE b
EOT, BEOEFICE-TZ &85
%o A3 IVIg IXEE TR E B
TIHEFICEIERNREINLZ &M
HHEINDIB, THEMmOFEHLE
T T7BRRERATE o ER
BHD, F—F—F BRI 2EEMTOD
EDRHERIND N E S T HOWNTIL.
BHEDODEZARATHLHN, HEDE
M OWTIE, BRI,

II. MPO-ANCA B4 MPA 12 & & 725
RPGN BEEZXHR L LR EIRO%
Era7 ) U RERE (IVig) O%)
RREBBEFIZBIT D IFNa EARD
=AY =)

A. BFREEB

MPO-ANCA BB MPA 12 & 1725
RPGN BE 2xi5 & Lz IVIgBIED
MEFRBEMF OREFHERIZOE,
FERBFENZ 30330 B IFN o EEAERE & BK
HETHRI L, IV Ig OhBEEaiER



R D, Eo. TOERLERDEK
I D pDC & mDC # & HlE LIRS
EDHEER I W 5% OBEHIHE
ZATBYZEORERO—EHERET D,

B.A&R &k ERREE OFEBSEEE
AT 23 SEBI(HEME 1.1 12 4+ 4
i 705115 )&, FHFERE~ VT
YT LIRIEEREFEE 464 (B2 4
T 24 &) ERHE Lz, £, 7
FEBNZ DWTIE, TVIg #itg (KE 3.
INE4) TORFNFARETH o7z, &
bizary bo—i e LTREA i
60 L ) . HCV T4k, fEx RS
Erxtgd L,

IFN o DEAREIL, RIEME~NY
Bl £2mMOFEE®F A T ALK
(HVI) 500HA/mIZ THIE, 208FM#EI
W, EEFROIFNEEZ A AT v
EACTHE L, 7, KM+ o
IFN o I AR & % ELISAS > iz CH
E LTz, &OIIHRMImT OpDCHF &
UOmDC# # #l E L 7=, pDC i
BDCA-2",Lin(CD3,CD19,CD14),
HLA-DR" . mDC X
CD11c*,Lin(CD3",CD19, CD14),
HLA-DRM™ L 7228 U7, pDCO Y13
AU NER U KRS A &
lysing solution{Z Tlysis L. & D%,
BDCA-2+, HLA-DR,Lin i gz 28 L
72 mDCOZEIZIX, CDIlcli£m o
FELRE L, FDlysing solutiontZ T
lysis L% @ 7% . HLA-DR,Lin #ll f % Y
B L7, Imldb7zy OMEEIIULTO
ATKRkDT,

No. of pDC (mDC)/ml = No. of WBC/ml
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x pDC(mDC)%/100.

L IFN- o EEAMIE O % 613
Alexad88IC T T~V LizHi e b
IFN- « BIgG% ., HAWHMINIFN- o %
et L7, BB, 21 % Golgi stop:fF
T CHVIRI# . 4 KFE % 2 lysing
solutiont{Z Tlysis LCD14,BDCA-2u
% D% . permeabilizing solutiontZ Ti%k
WALER Z ATV BAIINIFN- o & e
L7,

C. WFFtiER

C-1. MPO-ANCA If.& %5 f835 @ IFN JE
A

BIIR D £ 512, IFN EEAREITHERTA.
fifEE . FisEtz. BREEEUEERE. C
BIRT 2. HIV BUWERE T, BE A
s L CIETL Tz, FERIC
MPO-ANCA M &K BFE D IFN FEARE
ZRE LT A, BF ALY 9030
IU/ml ({E%E K[ : 7891 — 10333 TU/ml)
IZ72 W L MPO-ANCA I 4% 2922
IU/ml (1776 — 4806 ITU/m)TH VA E
WIERTLTWE (1),

C-2. KA M IFN o B E DORET

B2 DX 5 Iz—ECHIE LR
F D IFN e BEIL, EFETIETAT
BELTTho7mn, BEHTIIEE
WCEEZLDTLORH Y. = OfE,
C BIFFR 7 4 /v R G ~D IFN o #
RREBRREFOELZEBLS2HDH %
Dxo 7z, IfLA IFN o FEAERE & ORICIT
MBI 2o T,

C-3. IVIg Bi# T® IFN o fER L O
AERE D)

IVIg BTt DEEARE DAL TIIRER



& 3EFNT T T, JBEEZIZ IFN o
BED EHEZ BTN, /INERETIE 4 4
F2HITL ER Lol £,
[FNo MFEES IVIg TEH Lz (K
3),
C-4.IFN EA MO R E
HVIFEIZ LV IFN 2 AT D/ %
FETHDIT, TTREAZIER L
LT, #AZN IFN- « @ FACS 1T L 548
HERL-, K427 TX512, HV]
RN IFN-o 23 L8 2
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pDC IZ DWW THE L7, B 6 17T &
917, pDC F I E ALl U CHE R
# . HCV & #B#E MPO-ANCA I & %
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RCITEEEITHERREBREET
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