o (RERREE IR - BRI ISt OB Tld ok & &L e L

- RAASRIERE  RVEIRIE, VB, PR SE, &7 LoERITRIRIME R, BRI

- ASRE NERBIIR, WEIR, BRMEBMNE, NERBIRO 7 4 7Y /A FIRFE, Mg
ADLKREHIFRRE R 7 O EE O SE IR

ORBELREFRR

S SMERESI T 4 7Y =7 VIBMLSHD, BERIES 0T ) YRR ORERBER S h
v (VbW B pauci-immune Fl).

s P FTRES U T ) YRR DORE R RD DL OREVH D,

@EFIEMBFR

2 GBM OWH, IBE, 3EE(L

& RERIAEMIRROIEL, B TR EIERZAL

- RIRAEIEEORNME, B, WA T 4 7 ) VR, fvMRIE, SRR

- EBETBEREDLL CEEU EOEFICED B LOREL H 5)

5) ZOft

CEEA AR LTVAEA, ZOREIXVEL OWIRSHRERROBERAEY 6NS. M

F AN X B IERRIE PR 7 A I, WA ) 2 IAEBREOE T & £,

1) RPGN DEHiESt
2 B Goodpasture SEMRHE +# 218,
2) ANCA BEEERODZHA
SRPGN, ¥ FAHRURIERIREE S, SEEETEMRIREE S, MRE &0 Bind, LREE
WS SR SRR RMAREAT R A ME S g £ & ORI, M ANCA Btk & HERE L, HEES
W&o,

1) RSt

D— REFHEBIC T B AEREE

< Ji9 Goodpasture FEMRE & [ERRIC | A B & AT ME I EHIRIE/E RO RPGN OB RREF O
F4A#IEL WS (HiE Goodpasture TERTHFSR]) .

©RPGN DS54+ T8 X T\ 13 MPO-ANCA %! RPGN, PR3-ANCA B0 iGiFIES & 2%
L UMIEEE A5 (K 2-9, 10). RPGN BRUEHCIHIARBAER COREKM A2 27 B8 LU
BRI EREE (B 2-7) AWERT Az Licky, EHOEGTHREMHMLAS AT, AT
BWRET 5.

2BIEHRE AT T4 PEL GEHHBOMAREMNGROBLLE LS.

;mlm
S

498-12464 2. =

[
i
o
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MPO-ANCAZY

l SEETES KRR __—l

| BRSO EIER [~ | | BEPREF AR I or 1V |

B - §ﬁ$% ] R

BOBYEREZ O R A5 A1 KL REER 2704 RN ZE.
(PSL. 0.6~0.8mg/kg/H) (MP 500~1,000mg/B X3 H féfx&#s) (MP 500~1,000mg/H X3 B fEks)
+

+
BEL SORBEEXFOC KR #EE. ORORBEEXTOTK
(PSL 0.6~0.8mg/kg/B) Q@RIEHFIZE(CY 25~100mg/R)
2#)IVCY: 0.5~1.00/m¥B/B  AEEE

GEIGAE] iR O PO L TEERIES
A7O4 KL AEE
(MP500~1,000mg/ B X3 A fafsgiss)
Frid
IR
(CY 25~100mg/H)

ZE) IVCY: 0.5~1.0g/m%H/A ABEE

] ROBBRER T 01 KOKRSE %4~8BLUNIC20my BRAICHET 5 |

= MPO-ANCA B RPGN DIAEESIDEN (R A, fb. SEETHBNERBEOZERE. B
BEE. 2002 K O—ERALE)
MP: AFIVTL v, pSL: L RZVOY, CY: YOORAT7E R, WCY: YOORKIATIFIR
BIRAEHIRARES

2) BIBRERFOA R

SEHEOBVEN TR, RIBHEAT 4 FAREERE (X FL 7L F=yna Y 500~1,000 mg/
HX3 AH#EB) BRI NS, FHIREOREO T Y b o — U W B4 3R E T3 5
Zenb3,
%ﬁ&abf BOBERBEZT A F 0.6~0.8mg/kg/ HOBE 4475,

BYYETHIO 720, ROBEREZ 7 v A FIXBEEGESE 4~8 LA 20 mg/ BRI HET

5T ENEE LW,

3) FlEHDHIEE

2EBHOBENER S 5 D IZPHIBRTREO T Y b u— L nEERBAICE, YrukAT 73
bz&qmmyB%DE%#m%éhé.%kﬁg%&ﬂmxa&qnyﬁMWH)ﬂbméh
BZEND B,

&7 ¥F4 7)) v 50~100 mg/H

& I Y ¥ 3~5mg/kg/H

4) PUREZE, P)WRE

e PBEREIEE (~30 Y, LT 7Y V), HU/MEE (DY FE—)L, BBV S ¥ T5E) »MEE
SNBIENHS. 2720, il ze & O MPERZE A HEROBA , IEREEOTHMRS 1

i@ % %‘ﬁ% -'Em]:i 498-12464
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PR3-ANCAZY
BERETIE AR

|

| =#E - ey |

YES NO

25704 KIS REE 2504 KISV REE
(MP 500~1,000mg/ B X3 E RliE#s) {MP 500~1,000mg/ B X3 B fSiE#s)
+ +
BRI BORBEEZATOACFR mEs OROBEREITOAN
(PSL 0.6~1.0mg/kg/B) @mEiHE(CY 25~100mg/H)
B#)IVCY: 0.5~1.00m¥B/B AHE

LEMAEDL MAE Ty FO— UV TEELIBS
2704 RISk
(MP500~1,000mg/ B X3 B [EhEkt)
FhE
SeREIBIEE
(CY 25~100mg/8)
£:#£) [VCY! 0.5~1.0g/m%H/B AEssE

| |

| BORBEEZ 701 FORS5EE4~8BLINIC20my BRBICRET 2 l
PR3-ANCA B! RPGN DBEIESTOEN (IF F A, . 2/IRETHBNERROERE
a8t BB, 2002 &h—ERSEZ)

MP: AFLTL RZVOY, pSLE JURZVOY, CY: YYRRATPIR, VCY: Y T0OKRR
7 = FERKBHIRARS

RPGN DIRFFTRZA O7 (A) LEREZPNEER (B) (] FA,
il SREITHEENEROZ RS, BB, 2002 £D)

_ MES UPFoAEY 5% CRP {5 *
K 237 7
BRPRRA ) (mg/d) G TR )
0 <3.0 <60 piiid <26
1 30= <60 60~69 2.6~10.0
2 =6.0 =70 F >10.0
3 BITEE

HEER (%)
6 HA 12 B8 24 1B

WRPNEREE $A07  ERY

Grade | 0~2 175 85.7 85.0 85.0
Grade 3~5 205 77.2 74.3 72.5
Grade M 6~7 101 59.2 50.0 46.4
Grade IV 8~9 30 53.8 43.0 36.9
498-12464 2. SERETHERIRAER
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ERAMBELT S,

5) ZDfth

e KB ARICH T 2 B

© FFIRR A3 5 B % 50 WpIR A E

@ & - AR 4 & O —RAERE:

e BRBEIIS U2 (BEHIRR, HEAHIE, 28k 5 K HIRPAKSHIR)

e ANCA DifvEfrE % HE L U T, 2MBERBRESHA NI ZLr 55 (RGBS, &
ETREMBRRERE G BRE NS,

o BRYYEHFOBMRMESEOIRIETE, oML (UK THff Shs y-2'a 7 ) v KER
B EEBRIND (RBEIG).

® HAEICE T 5 MPO-ANCA 2 RPGN 1JIG#BRMAT 6 # AT 742%, 12 1 HAEHFE 70.0%
LEDLOTFHRARTHS (XM 2-11).

o BAMRICEL Tid, WRRBAATE 6 » AR AR 60.9% &, #l GBM HifA%! RPGN @ 25.9% & I,
BRLEETHS.

® Wegener RIZFIESEIZfU3& 115 PR3-ANCA # RPGN 3 b B E TIREFBS P RV E DD, RiE
T2 ORIEIHIBEG IS X 32BN ERAAZL 0D (K 2-11).

G 0. BEFTH
v !____l
08",
ﬁ 0‘6 T e
_______________________________________ % ol
061 0.2t —— PR3-ANCAREE &
--------- MPO-ANCARSEE #
051 ot
0 6 12 18 24 0 6 12 18 24
EiaEEnEN (B) RasEiE (A)

1 DHED ANCA B5&E RPGN DFiE (I FBA. . SBETHENIERE
DEEES. B8, 2002 &KH—ZiE)

ox
b

144 II. ) 498-12464
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205 L0 ANCA BREMER (BW) (CBIEY ZRESBRRAIHRECHIRESR 3 DOWR

TR 20 FELDEEHBHAEEEEND DS ANCA BEMERX (BRX) HRICEDDXRD 3 DOWR
E, EAHEREE RPGN HRIE (DRAE FURRAILEEEL) , #EottMERMAN iR MILK?
{ETFEE), ANCA EEMER(CRT DAREARANRI MR BEYUT VFBERATRIEA—) b
HIEER DD T ETREFERZ . DHECHITD ANCA BEMER (BR) ORIRITE, Hi—{t -
(L U REst MR, FRDABREDRRECHIZo TV . BROHRARACE T SRBmTNA
SKEMTONTHED, ANCA BIEMENEREFIACSII DIV U EVRSOEMEDRS (RPGN
SHRR) LAY - BRERICH T SERNaE (VYFIR TP YUY REOEHEDR
5j (ANCA BREMERICRIT BABARIRIZRND /S EHIRIESTE - &7 - BfiTRCHD, FHLDHE
FUICRECTEDIMRERPHFINTVS.

(GCOPY] 498-12464 2. EEETHERREEBR | 145
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C MRsA BRiEER

methicillin-resistant Staphylococcus aureus-related glomerulonephritis

©1995 fiC Koyama 51, A F ¥ ) Vi #E® 7 F 7 BRE methicillin-resistant Staphylococcus
aureus (MRSA) BEFP & 7 3REGHRIC, X 70— ¥ L NLDOEAR & O EET I B
KT#E75, REBEERELME L7 (Koyama A, et al. Kidney Int. 1995). Z D%, FHOHL
PR ENBIZED, ThoDE%RIE MRSA R LEMHRINE LI ICE-T03,

e FIEIZ A —/3—HUR & LTD MRSA D4 R (staphylococeal enterotoxins, SEs) D EEE-AURIE X
N, ZOHFUOELE 2 — /3~ PEBHE S (superantigen—related nephritis, SARN) & & k&2
LERIELTHS,

e WEIRS, AFEIZ e & OHEPHREBEE T 2 BB OMRI, £ OMBAIREL L TOEHE MRSA
By (BEABE, Mgkt l) 22U TV AERANIEEAETH S,

2304, #8D MRSA RS, I5E & h, MRSA OWBFILES L, BEIRGUEGNIIE S »Ic
WU TWa, FAE TEARIC K 02 & h/z MRSA BEE J5i3 2008 4 7 AT 31 JE
Plcoixs (X2-12). LA Lkd 5, ZOKREOREHIE 1996 ELIENIZEFFREL TR D, 2000 4
DIBEDFRRERZ DT 21T 2 FEFID & & A MRSA BEGUENDRUE U 7= B HE3R TOXEIZ OB
ONICRIERBIZHAMEIC & 5. ZORERRIE, WEFS LY v v FESE, BEERRERE
#Ku L LMk, MRSABRER %S, BIEY 5 RIS % & OBGERIEO AL RILST 5 80
Th5.

©1989 T White 513, ZFEME LT 25 ERO—HT, T MB TERBO > bIEkhl
O T MlgE &2 RRMEE S > TEMIT 28N % & o2 ——HR & KN BNERNEE
THIELEWME L7 (White ], et al. Cell. 1989). APBFICHENEET S T M4 EMELL, »
DRI B MIBE WML 5 2 B is k1), ETSEMRE, SRR, SRR
BE L TW3,
eBEOPRBHMEFRL D, 2 —3—HEI, PiURITHINE antigen presenting cell (APC) 12& 1
Tukyy s ERT, APC EIZRB & h 5 FEMMEABE T E A major histocompatibility
complex (MHC) 2 5 Z U FD o $, pHBEAKROBEOHTFRENTF FEFE L 3Rk 2 5M
HICEERAT S (X 2-13). T M, T Mfas2%tk VB 484 (TCR-VE region) Tl XY

146 | I.8& 3 {iCOBY] 498-12464
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49812464

A neavef4v
TNRH Y
MRSA BB NEERERBOERHERE S MRSA BREYER

EEROBELERa DR
(RRAEBEART—5)

TH#ik

TCRa $f

BEOHBENTFF = IN—E
BRE 00 e
MHCY S X I B F ol MHCYZ 5 XTI 5F B8

HERRRARR

R TCR [CRBIME—MHC 2SR THFES

HOMETESE (R—/—HFREDES)
(5REZE(E. Superantigen & THIlALETH—. In 1 5
s, KME—, BN R, . Annunal Review 52
#1992, B hOMESH 1992, p.42-50 £KD—
EREAEE)

2. REE

4

322
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FOSMUE A AL THATS. Thbb, QAPCIZEAHEOMDIAAR T 0ty V7 & hE L
Ly, @MHC WD 2, OFFED VR 2B T4 XCO T Mifas@EHtda20, xp
DTELD THlEN—BIIEE LI hsZ Lok 3,
@MRSA DEEETANERNA —/S—HHEE UC THRZ @MU, ¥4 F 4 v ORFsEs .
BEicky, THEOALST BMlasd s WlHEMLL, 1gG, IgA OXY) 7o —F LB REL %
726 THIR, RIFHABROEREZEL, AFAPERIhL O LERINTVS,

1) BOERAEIR, #IFENR

& MRSA Bk, %< ORERIT 10 BLA (F¥ 54 58) ICRIET 5.
2) BiER
& FRAAEMR L, EERG 26 BIDMITIC XL 5 &, BEETHE AP O 70— VIERHE BT 254
PR E D (54%), 1% 7 v — UREIREE 19%, SUEEAIEREE 15%, SOREIT I AR
FH12%ThHo1z.
e FREFIRERT TICEBEOEREREIET LT BERN DL &L, 2R - BR, 3,
BELE 2205, KEFARRIE > TOBEAICR, REEEREET 5.
3) ZDfth
87T T 470 b FEEIHIBFTEDSGN S,
& BEFRE, b L OBYGYEISERE Y 3 8ERSALNS.

1) IRIEE

@ PR (ZIERRER CREMEININR 238, & X ICNRNMR 22T 284035 5.
SEAK: 3 70— ¥V NLEEDTHEAOREOEARNA LN, EEAMEC X 5FEE 23
BBE DL T,
& PUREIR : PRICEISC, RMERARO A% 64, AImBRAA, TR SRR 2 & oM
BEDONBEZENEN,
2) [MFRE
o SIMERESEN, i/ MREBEEI
= FRITUE
= Ifi7% CRP fi
* MUARRERGE, MH2 L7 =V Bl
S MBREAIEIE, 07 LT 3 > (RE
2 M7 IgG - IgA fEEE, 1gG &Y - IgA BIGE A RE 1l
& MYERMAMER 20 LiRE L5
=V U M FET, Pk, Bl DNA Hitk, PUFhsRiildhik, s V4o vy vigh

49812464
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R

MRSA BIEEROEMBEHE Orzmmss, (2 5 MRSA FEBEROREREMR (8X
PAS ZE2) FAEEE, FITCIZEME b 1gA 1

%)

3) FEmY VIS Tty RBRUILEY A bhA Y
FEMER CDA BB Y v SEROBEINASER0 5 iz,
TCR-VRB region ®5 %5, TCR-VE5.1, 6.7, 8 family FtERilan &G HHTH o7
fE% 4 b A4 Y (FN-y, TNF-a, IL-1g, IL-2, IL-6, IL-8, IL-10 % &) .
4) HEFIIRE
MRSA OEfEIZa 75— XN THS.
BEE XN BEEILEL LT SE-C, SE-A, toxic shock syndrome toxin-1 (TSST-1) T&3.
5) fRIEMRIEGRE
ORFIEMEEMR (X 2-14)
CRERARZEE LI, CER GESMERZE) AR5 A Y Ry AR 72 3 PRI
KOGBERET D,
RS - RO, SR ICRE S (ORI A kS RIVEITIE) b K OURMIE S A B S h
%,
I IR R R IR0,
@%ELrEmR (X 2-15)
.gAﬁxﬁvﬁﬁAﬁﬁt@ﬁtﬁéaﬁﬁu,%%%ﬁ%«@%%%%b%.%,meéﬁﬁ
B BB ZEBEN,
BN S EEE SEs DRBITERIER I h g,
@B TFIEMSEAMR
w7%@§%ﬂ®%ﬁ@d,xﬁyﬁwAﬁﬁ(w%)%¢®K,%ﬁ¢%ﬁﬁw&$(m%)%
LT (56%) i b BETEEREWIBER NG, s OTFEORRFRISIEEE £ > T
BT ENEN,

498-12464 2 . ETEETHERIRFER
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@7 F 7157 b FEHMREBER
= BER 5 B0 FTRMEERT RT3, BMERBFHE % leukoclastic vasculitis MEHER X7z,
o GIERETT RCIL, MERC IgA WEBMETH - 7=,

& it 5 MRSA RESUEICHIEE 4 0F % LU 22FRIC, MRSA BB A4, TR FERIZ LY
PRERAE I 217 5 . MRSA BMEDBEIIN T 5 HREO KIS/ HEEZW & 5 5.

SMRSA IS B HIESER G MBROBETH S, Svav4 vy, TARAVY, F4aT 5=
viEEAEREBICIGU AR BICHES LEET 5.

SRIEREAT v A FRRENHEORS1E MRSA YSFED IV b o — L& B X ¥ 2 A AR
Y, TOERICRAET 328N H 5. HANIZ, MRSA BYSEDORRMLAHER X LTy
BARZOWREIIERTH 5.

o 49 0% ORPAFMERET > T, TORASBIRFEEITS 3.

BS54 1gA BiEE LTOD MRSA BHEBR

MRSA BHEEEKICHITHE IgA MMECBRBATRICHSID IgA DRIREPULED'S, EFEBIRIE
BREUU IgA BEBRD 1 DEHELDD. 2004 (T Koyama SlE, IgA BIEDRESEEBT RY
IREARRR - DRSS Z 35 LTz (Koyama A, et al. Kidney Int. 2004) . 1gA BED 659651 EDAERIANIC
35kDa DEE T FUMRERI ANO—JRESBEL TV T EEFBAURE. 2006 €T Kai 51, 1
EHDIMETIEH D MRSA BRDOAIRAAICBIBMROEEZRIEL TS (KaiH, et al. J Nephrol.
2006). IiEO5, MRSA BEBERTIE, MRSA DABFRDA—/\—HIRELT IgA DBRIEEICRS
LCTVBDBHEST, MRSA BREHDRERAHOBRINRICREh > TLBIEEMNTREENT
WD, RERF IgA BERERBOMEICRANDAROE UTKREICERINTVWS.

150 0.

R
“D

B 498-12464

325



438 9. BES

Eh CaEENE 1ERTHS. BKIEDLW

BEHIIZ ACEHER, 7oyt 7 vy v 2H5KE

i3k (ARB) bR &N 525, & GFR GREk

A BE) KTRME KEERICEET S, ol

W3, BENTESRY A 7Y A FRERFEUNE LTH

Wiz,

GILETD BATRE, TROVWThY, TR

% AREOEREBREMAGOETHW A,
(Ca #HL¥)

1) 79LVy 7% (5:-10mg) 5-10mg (20mg
FCTHREY) 51-2E

2) AnvTay 7 (8-16mg) 8§-16mg 41

3) "WYY E 05ug/ke/s REEHE B

3) WENERAECREEECEMRSHEICX

DEEEET 5.

(ACE HHEH)

4) ¥+ rY) g 25°510mg) 5-10mg 4
1B

(ARB) .

5 7a7L A% (2+4-8mg) 4-8mg (12mg
FCHEY) H18

BREOBIRAKRL b

- BRTORIL L ERBH, BEREOEIGICOWT
BT 5.

- oM (RIE - KSEBIGIR, ZEOL
B, BRSO D LEHER)
DWTHET 5,

- APHEONE LEE, B toBE L RETH&IC
DVTHBT 5.

BEE - "EORAU B

CBHREBRTHLIOT, BEOREIIW L TOFEMH
B 7HEREL RS,

- BEEREBEN-BLEVWEENHLOT, ¥
£ LY —REEOD, IWE, HRIRE, SHR
B LEOREFROBEBHEIERL 5.

SUBETHEENAEIREE (ANCA PHEHS
REZV)

rapidly progressive glomerulonephritis (RPGN)

hu%ﬁﬁh WK ERERSIL - IR

BHEETHERITRERR (LR, ZEHK,
MR, Anz#y, ZEPLBPADEATR
HICHREORE L S LTHRERRTH S, WH
FHNRBERMRIC BT, SROAREKIZHRE

& RO B ROIBK % 29 5 4 H 1
wE CESRREN) SR ARIREE & (crescentic
(extracapillary) and necrotic glomerulonephritis)
PHURETH D,

DHAEICBIT S RPOGN ke msHmiFkict 53
OYFBHEETH Y, BREOAL L FBIEGEREI
LEEZILHILENH L. T/, RPGN IZBHIC
BR-ZWL, BHICRERKTAZLT, BT
%, EGFHELRE(YUBTETH S, Lizdio
T, RPGN # 8\, REDOFEEZR & BIFICHY
B2 e ,T ) LEND S,

RPGN O &R, B8, SHEIE, EXKP
RE Vo HIERRNERNERTH S, HE, B
LETOBRRBELZZSoPTICHRINLEFOW
mydh, aROmR, EARPTIE, RPGN b
SHICBVWTHRAT ZLENH D, T2, HEP
Wi, miEv—h—"TH»H5 MPO (3Nt F
¥ ¥ —¥) - ANCA (kFERAN E B, anti-
neutrophil cytoplasmic antibody), PR3 (7ua 7 4
+—¥ 3) - ANCA, i GBM CGRERMGEEBEHE,
glomerular basement membrane) FiEDNENH
HTd5b. MPO- ANCA Bt RPGN X, RPGN &
HFDT70%RET ANCAPESRETH Y, ANCA W
HFD 90% UL A MPO - ANCA BT 5.

RPGN O EBMH > \Ww/i- 5, RPGN ORKEIER
a8 (F) 2179,
6t

RPGN i3 8 F S 4 FEE» O BIET HIEMRE
Thh, FOHRBOLFKRBICLIVERS, 22T
BEHOEZ W MPO-ANCA B @ pauci-im-
mune B BARIB R R IRRE RO EREL PO
Y. %8B, HCBM BN 7 v F/S2AF v —
ERBOERICOWTIE, H (598 H) 2 3H
Sz,

RPGN m gL, 2BICEHEOER{LT 51
DEEN % 135 5 THRERE, OEREOEE
FH, BEEFETHNE TAHEFRERBICOTOR
4. EEECIE, REIER OB 5 3EAIDHUL
Ehd, B, BREEEMERLIEAICE, &
Wh{BEWMBREEMGBL, 2 RBOMERIED
5.

A. DR ES &

AREEZERE TS, FEORE - HERICES
EOHESPHEZ L, HHRBROZ I L ENDL,
WL TAEEL, TR BREEOEFET
B4 52 EMNDLETH L, FICRENHEEORIG
FCORBPEPF R, FVRMEDEBEETELT
BIl. D)X TUTORBELERT 5.
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9. BEE 439
£ BERAROZAOT7ICLPEREE
a7 | AREEEECr i BN ZEOE R CRP &
0 <3 mg/dL Age<59 i <2.6 mg/dL
1 3~ 6 mg/dL 60=<Age<69 2.6 - 10 mg/dL
2 6 mg/dL Age=2>70 H 10 mg/dL.<
3 bt i
b—sN227

FRRF REAERE 1 0-2

Bk REER T 3-5

MEPRFR REBERE D 6~7

BRFFREEENV 8-9

ChiEE - BRERFERIE 4-2 2002, p62 £ H5IA)

1. BERMEE

a. BREEE I £ 11T, 70 KEHDIESEH

il

GEAFERD 1) I2HEWT2) 2HVA,

1) YA Fa—niE 1HE500-1,000mg 1H
TE MiEsE SHM

2) SRz 06-08mg/kg 41 ¥ HH
4- 88

b. BREEE I £/ 11T, 70 Ll EEEILSEHR

AT

R EyA)

TV F= 8 0.6-08mg/kg 41
L

c. BEREEE NI £ IV T, 70 &kilh DIk

B

T 1D 2T 2), 3) 25T 5.

1) Vs 2 Fa—yE 1E500-1,000mg 1H
T ElEE el (BFD

2) FL =i 06-08mgrkg 41 ¥ ME
4 -8 58

3 Ly FEHVEE (50mg) 05-14%
H (Bix5&52 DA

d BREEEB I F/RIVT 70U EEAIE

BIRFETH kOMFHERE LB,

GIEBD 1) IHENT2) 2Bva,

1) Vb« i Fa—niE 1H500-1,000mg 1H
LE MidsE 3HM

2) L=V 06-08meskg 41 ¥ #BE
4-38H  (EHD)

2. BIGARE Lita-d OBRBETESR

¥ #H

a1 M

EHEo

327

yhu—iaBonLwWEEIC, TEAFA®

) %#0EY (K27 —VFET). T2 N9

EDBai1x2) £33 2@Emvy s,

LB BTN

D v 2Apu—niE 1H500-1000mg 1H
VE SisEE 3 HHE

2) ¥ FEH U8 G0mg) 05-14 41 M
B

3 LYFFFUE 1H05-075g/m2 TH1HE
HiGEHE 1AL
BHEIC X 220 FEY 50135 ARiEikse

WL ARERPRBBRINL EOERND A, kB,

LY RFFEH L OBRSICBOTIIERERE (E

Cr18mg/dL UE) B3 60 U EOBE TR

REB%Z 75-50% BT 5.

3. #HEhEE

a. MR3SHRFE Mo HIn % 05 54123 m s

B (REBGERN) LERShS.

b. MAEE HMMAMELREVRVEAEIE, T

EHWS,

G OFEG TERoOWTFhrdEHVS,

) oSy e g 1 1815,000 - 25,000 847
Fewe e HE
EMEFEREABEFT POy RX ST 2AF Y BH

(APTT) CTIEHED 15-25 K+ HEXLE=Y

Y785,

2) 7—77) 8 1-5mg 41 #H@E
EEEAIR L, BRICBAZENKE W, Yo bu

¥ VEERBERZEEL (PT - INR) 20 Bifgd 5\

ho Yy RFAM (TT) 10-20% %2 BHiEE LE=

2009 5ERR



440 9. BE®

)T 5,

c. FUI/MRE  Hil /Mg E B & E K © #063

LETHHMAMNDY, RAVTHETHILE, BETT

LREBRERTH 5.

A5

RVyHrF o (100me) B8, Fhldaxry 7y
g (100mg) 3% 43 HH

d. BEEXR RBIHIEE, X5 o4 FERTIE,

AMAREOBBRESREICH Y, DHERPOET

BROEBUEFBEEIZLLZLDTHE. £2

T, BETFEH B, RENHRERATE 48L&

BLEERICBYWCR, TREOHAZITINRETDH

5.

B B

Ny yge 1 1 @D

B. #t35 A5

MBEREIC XY, MERICEL BRIEFHROa b
U—NVHTHEE %o Th, ANCA OBHELLDIZH
bR VIEFR B, BRSSP THEL,
M EEZEOBRETH BRI RENHE R 5%
TFIBREDTIRVBLETH 5.

TU Rz OMRESRICOVWTIE, HERBEE
SHMETICWHELRIRY 20mg/A KL T50H»E
L, DB#RT 5.

¥ 7- ANCA B i d e wig&icid, Tid
2EVD.

G FE) FTRowThhiHVE,
DA & 9 ¥ 8 (50mg) 1-2 8 #1-2

@& &8
2) TVF 4= v G0mg) 1-38& 45 1-3

&

WA L L BREICH DY, BEREBOLEND
5. F AR EORIVER BRI, X
Rk L, BYRMELELETH L. BIEEOMH
BERYLTCH 2EUEOMBLETH A,

M RIERO BRI, WHRRERBROBRE
EREREINLAY, BICRPoX7a4 F, REH
HEOH G DT LTV BIGHE I 72 2 ki
HOWMERy a7 Y REFRE (RIRAERN <
MmAEss (REGEAY), AmERRE (RBGERS)
BEDT 72—V RAHEROBMLERTRETH
5. RPBRIEWHIBEOBMEEICIE, B RYE
DRREFETHIENWUEATH 5.

I@MRENERE (RAEREERR - [
REZD)

chronic nephritic syndrome (inclgdihg asympto-
matic proteinuria and/or hematuria)

DENE]  HEASHEIE - WBINE

s

fin

=

B 20k
FRBIRROCIIOSEARAE L, O2HHE
ITHAIRAE R, OREN T /o3 Fp it R IE &
B, OBNBELERE, O 7o YERRDOSD
WHEEh, BUBERERREL I, BERRSPIERA
BHEMCED O, BIRCEREERT2 A3
HobsrbobEHshE, —F, EEBEYEER
R MR e, BEERIR CBESH 2 &CHRR
KRRShAEAR - MROZLETHY, ZoOHIC
HESEREBRROBELZHB - TOIDOLLRR
vy,

¥ 7o | Tid, CKD (chronic kidney disease,
BUEER) LVWIEZHFPILBELTETY
5. CKD X, ZBARLZEOEEED L (1L eGFR
(estimated glomerular filtration rate : £ # GFR)
%60 mL/min/1.73 m®* RGO FWEET A3 » A
UEHETLIIDLEERINR TS, 20 eGFR
X, MBI El - i LT F = S ENSEERE
HAwtHHIh5,
EREFET T 5 L BEFERE O MGEN & &
WEHLTMREESE L 2520 TR, LMIEERD
fEBRRTFTLH L0, BREFEOICKTT A
DRI ORMAANETA TS,
ER S
BEFREEROGBEICE, £IEEE . AHRE
% BYREL S S, T BEBEKTOF
Bite 5 SO MBERBORESCEREHILET AL
PEHNCTHS, EEHECIEFIROUENEE
THY, BERECRESPEAEOAFBAUE
BL, EYRECIIBESRE, v -7 V4
7 vy v RIHENER SN TV S,

1HO05g M EE A2+ LOEAR, eGFR A*
50 mL/min/1.73 m? kif§, BER MR E IR
ETAHALR LR, BERLR LEOFEOLEWICH
LTEBEMEOHB2M I EPEE Ly,

A EEIEE - BERE

=, oy (BMI25 X% EBE), +4%
MERCRENLETH Y, RICHIE (6g/H%KH
RLEAHIE (06-08g/kg/H) bERT 5. E8)
BUIRHICHRE T2 L 0% 508, Rl ALE
v, FLERFACEEREENEHRTAHE

WO ERR MK OM G IRA LRI = 2 7V 2000 IR BEEPROHBERT (ARABK)
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9. BRER 441

&, BROBRE +FITILENH L, TBAK
WKRO6BWEIICEEL, EXAFa( FEARER
DEREEZ, EXHOBEICEETS, 3L
HAZER®S (http//wwwjsnorjp/) © [BESE
BEOEERE - BHBESA V4 0] 26U
[CKD B A4 ¥l 28 Ehiw,
B. Bk
MAEX 130/80 mmHg ki (BERE 1g/HU L
(B E T 2+l L) Tid 125/75 mmHg
Rith) ZEBICL, BYRENLELRBEIE ACE
FEZER ARB H A \WIZERM/EHE CCB % H .
VEEMRT S, BRECETELIIREEDOR
BELREENLECLAEADH L. ACEHE
L ARBRT7 NV PR O EHEEEBIZIIEY
Vo AMEECEET A, PUI/MREDF MR ILR
PEETH 5. ZBRBUGEAND S OBE V0T
BLrET 5.
1. ARB
GUFHE TFTROVTh»rEHWS,
D AnvAisy 78 (10mg) 1-28 41 5 ®
2) FAASN e d0mg) 1-288 1 B
3) ma—wuy g 25mg) 1-28 41 WE
4) 7TV ASE (4mg) 1-2% 41 HE
5) IHNF4 A% (0mg) 1-288 %1 $HE
S 2= ¥ Ui 2 BRI B B Bt
FEC D IRBERY D 5.
2. ACE JHZES
GIAHED) FROVWThLEZHWS,
) Z—2a—8 2mg) 1-2% 41 HBE
2) Lox—28¢ (bmg) 1-28 %1 906
3) vy AgE (10mg) 1-2% #1 9@
4 ¥Fbyngt Gmg 1-282 41 8B
FF B VI T BIBERE O ) BRI R I
bRBER S 5,
3. CCB
G0 FTERovwThriHwa,
D 2Nz 24E 25mg) 1-26 41 @
2) ANVAay Mg (I0mg) 1-288 %1 8
3) AnTuv e Bmg) 1-28 41 WE
4) 7¥7—+CREE (20mg) 1-28 %1 #
5 .
4. 7L RAFOVERE
GI D
758 50mg) 1-288 41 8
5. FDMOBRERE
G TERovThrzHv5,
D AnFr0 8 (Img) 1-4%8 41 8
2) ¥ - VRE& (3mg) 1-38t 1 W

3 T—FA MR (0mg) 1-28 %1 ¥
6. fLm/MREE

GILLFH) TEROWThr%2HV 5,
1) aAUr7rg (100mg) 38 43

2) NVYrFy-LATEN (150mg) 24Tk

Vo52@

IAYT E IgA BREWL, "YU F ViR AT
04 B A 7 0 — VREERICEBREREYS 5.
7. IBREATOCK

PR
TUF=V8E (mg) 2-68 41 #

BIRRER 704 FEEHERDS S W I L2 s, B
BEMEOD & CHARIC L 2EBB 2 HERL TH
LEATHIENET LV,
BREHBAOFRL b
CBEERICEZ LY, Z2{RETHETHLOT

R TCHBELTZTLIENRYTH LI L ®1E

25,
CHEEBERIEERICHEL T s I LR BBL,

MRETHNEIREMELNET S EBBOBEC

BHIERFEL, BhrkD 5B,

RV F Y -LEEESH2em D1 B Tt
NTHbHE, ALK WIFEEE A 7L 24 L
THIRTHETH 575, WiRM2H ) BEET T
BEEMETTHLORELDH L. HHEOEG
% ERRBICERREL, 502 L PTP v — |
POWMYHB L CORELRTS LS B¥igET

5.

- ACE HEZ, ARB RIUE% FIFAHEZ T
HlERETRETIHRIMFBCELI LY
HBEL, BEAICHBEIIBNTE 2 L fET
b, HSRTRIAFOBE I, MERNED M
AEIR (BT, DU, Wk LoEh) 2850w
LEBIGHEET S L HIEET S,

IgA B, RHRIEER
1gA nephropathy and purpura nephritis

! EENES B0 7 o IR - T - SIUENE

L IgA B
| 56 & 22 W]

IgA BHEIBARKEAY £ AEBTH IgA D
HECHEE THEERERBLTHE. HHRTH
BHEDOBVARRKAB LT, bAETILERMLRIR

2000 R
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0

i Y ARS

BRI TR EREE SN SEETI N ?

BREEMETOBIREND D DB EADBRENOES

g

AT AR ERIKT 4 rapidly progressive glomerulonephritis (BUF RPGN) 1%, Ml (%<
SMENILR, TRICHRMLE), AR, FHER GRILREE BEREAEZE) 208X
WORRZEY, HE» S8 AORBTABICERBOBLT 2MRERTEL ERINS.
97 PRI 1213 50% BA_E 0 SR ERERICHI R YE 2 & SRAER etk 0 A R % 329 % 2 B TR RR
PESRERIREF ¢ diffuse crescentic glomerulonephritis (X 1 -32) %5 RPGN OMEURTH 5.

TRBLIE

BEA%EHE ((B) EAE) BT %EEFREMEN RPGN SH & T199%6 FE X ) EiEshTw
2 EEURBEES 7 v — FRAFICTEM S W7z RPGN JER] 1,773 PIOBRASHEL B EE & $isfrhak
MIEHAB R 2 X 1 -24 \ORTY. WAEGEREE LTORPGN ¥, —kiE ChAMRRRLER
BARE R ERAERBR D ARAER), SHMRBICE) o, BRIECHED O, HH
P, FoMIZMEIRTWA, £72, RPGN ORMBINICIE, MEEN~—F -2 T OEEL L
THWOLRTEY, $RCHFRIRMBEHA anti-neutrophil cytoplasmic antibody (BAT ANCA)
BLUHARMBEEE gomerular basement membrane itk (ML T H GBM Hifk) FEETH
%. myeloperoxydase (BLF MPO) -ANCA [ pauci-immune %2 B 4T84 5k SR 4 & B
BEML R IME S5 % % LT MPO-ANCA & RPGN, proteinase-3 (BLF PR 3) ~ANCA f k2 B A

7 RN R (PAM REIRIEA)

[Je1S) 498 - 12460 G BESEFETOZEEND D DITENDBHBITOER

330

93



94

- RPGNEBI 1594 flICHI3 D ANCA IBIHIERE (BEHBIBETHBRENRI RPN SRRLR
77— NEELD)

P+ C+ P+C— P—C+ P—C-—
—XM FEGIEL FEGIEL REBIE FEGIEL
FAARTEAMEARIREER
71 GBM HABY Y BRI AIRIA B 1 6 2 62
REESHEERA R RIMEE R 0 12 3 14
Pauci—immune B4 BIATE R ARIRIAEE & 38 581 14 71
REEIN A AR MR BN 0 26 1 2
SFEABERY 1 9 1 13
HAREREEDRIREER
PR RTEM AR EE 0 0 0 13
PRI ERE 0 2 0 3
igA BIE 0 1 1 34
FE IgA BUX T /) [\ EREME R ERIA B 3¢ 0 1 0 6
TOMD—HERIRAE 0 1 0
254
Goodpasuture FEIRES 2 7 0 17
EHUTUTFTYA—FTX 0 11 1 39
Wegener RZFIEF 3 7 28 6
TAMERMNL RIMERN 13 275 6 19
T DDBIEMES N 0 9 1 3
SRPHREER 0 2 0 31
oUA 707U o miE 0 2 1 7
BEU o< 1 9 2 10
BiER 0 1 0 2
TOMDE SRS 0 15 1 15
R
BERRABARIEBN 0 0 0 3
RRRMEOAIRR, Vv NEWR 0 0 0 4
WngE, HEEES 0 0 0 2
D 0 2 0 18
SR 1 5 0 4
ganlic 0 3 1 8
B8 2 57 1 18
24 62 1044 64 424

P.MPO-ANCA, C: PR 3-ANCA

FRPESRIRINE 2 & Wegener WI3FJE#E % # U C PR 3-ANCA & RPGN, i GBM PUERRLE BB
PERIRIEE S & Goodpasture % BB % % U CHi GBM ¥ifk% RPGN & L THRBEIMEZ TV, B
W ERET 2 2 LSRBENTY S (WRSIK). H3E Tk MPO-ANCA & RPGN PELD
%A%kmﬁvhﬁ_wﬁﬂﬁ%kLT%%%%ET%U,%ﬁ%ﬁf&%:kkﬁﬁf,%@
ﬁﬁ&@?&@ﬁ?%ﬁ@ﬁ%ﬁ@¢%%%ﬁ@&5.ﬁ@,&MT@M@A@W%IU%@

o

& [JCIS] 498 — 12460

{754

I.#
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LA KRR, ERR, REET 2 EEET 2 SRR OBN T VT X APRE K
NTB?, BEA~OHFREIHRCEE, bHFEO RPCGN OFHRSE b BB OLEM 2%
B2 UhENDD.

Y E QORI

RPGN O FHOUERK B 201213, AHBHRE (Z20%RPPYVOTETH L) FHER
RO EAL AR ORI AR B 2 5y, BAEREADRMBE B X OGRS R L HIRY
PEDOW 5 ERBHICERHITBA L, B2 - BREPRSEIICHEBET L, BRER
THILNBRETHS, £OR0, EAXEHEETETRENEI RPGN M & Tid 2 BRE R
57% % RPGNEFOBW 70 2R RIB LT 2Y. ¥, BREBZEMYLLZVAPIOTE
HSRPGN DREVIERIZ Y v 7 7 v 7 C& 5 X 52 [RPGN R RO D OBMEE] ORA
RHRL (R1-25), RIS, MAreSd2EREMEN) O (RPGN MEEBRHE] AT
EDH - HEBWET) (R1-26). BRHE £HREAR, BERSEE MWHRECL
BIPRAL, BIEORTE, BEEORMEDD, BEROWTIRLTESTREVWILDD
5. Lal, HWHOMRC L 2HERRESCTRBUFEOTFHOLDI, TiERY BERE
MATL, MEBHBIUORUBHZ2ITIRETHA.

E 175 RPGN RHAREDCHDBMIES (RPGN BEEET & D)

1) RIARESR (& UTMRYEAR. HER)
) MBIV 7PF-_VEREBELDDER
3) CRP EEVIRILEE

ERED 1) ~3) BRDHDIEE, [RPGN DFEL] LT, BEFIRER
~DRBDEEDD.

2L, BREBSREEEREOELERTE. BEREDERBHEL
CEZHRTD.

B, AERREOEH, BEBERICHSBRTBERERSNZEDN
DBAICE, 1~2BRELANICIES VP F U/ EZBRT S,

RPGN FEESZHitEst (RPGN B2IERT K D)

1) BN SHHBORBTRRCERENETTS (REDIEEL B8
FEOWEE, TOMOBRET —YZHET D).

2) MR (B<|FEEMSEAIR, FNICARNNMER). |AR, RMKM
B, BRAZEEOBERMRMAZRDS.

3) BEOBREBLEEEVES PRERERIRETRMEONME OIS
WBAERERCERBERIRE. (TBELKD, BOYAX,
EREOES, RBER REFELEOFIvILKD, 81
A2LOHNZEZSHT, HENICHEITD.

[JBIS ] 498 — 12460 G BEEFETOZEEDD D DIFTENDEENOER
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. EEESHR

B A S @A ET B R ENJEU RPON 984Tk, RPGN ZRICB I A2RBDEEEOH &
ELTC2 020G REBTCVEY. AGTRoNEICE, BRIIRA 2720883 5Bk
FREEEMREZHERLTBY, COREEWELECLRMSENOBET VT XL %8
ARLTVWE (MREBR). 72, BREFPEOHECE, I -27 GRTHEMGHRA 270
LHET HWHEMBFNRPS RS Y, WEBENCERS A BERFTRCI ) BBLRE
BRETFEZHEN TP TRTHS (M1 -33).

B . RPGN B/RIBHEBPIEDZ 071k (RPGN BIESt LKD)
(A) FRERERIFTR R 07

RIEREATE a7 ESReN e el vest: RIS - BERE
0 U
1 < 30% R B
2 30~50% IR hEE
3 50~80% BRAENE =14
4 > 80%

*REFIESE - T« JU /oA REEFEESD

(B) RIRIEBFHRIINEE
TR REA A7

Stage [ 2~6
Stage I 7~8
Stage I 9~10
1.0
o8} t
B o6}
3
=
%= 04}

— StageI n=207
02r .. Stage I n==214

~— Stage III n=73

1 ¢ L 1 ! 1 L

0 10 20 30 40 50 80
REREME ()

A0TEE RPGN JEBI DRIEAREF HIR AR D B 77 R

(RPGN DE2ERISst kD)
96 I. ¥ = [T61S] 498 — 12460
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RPGN fEFIDERIBB L ER (FEHBEETHBREMNRIRPGN HR=2E7 VT — ME&
ENs))

B B BRO

btid] ERERIE ERESIE BRENE ) IEEEH

2 i
BER o) | T e | TEH
MPO-ANCA B4 996 852 297 (34.9) 847 147 (17.4) 195  1.57 {(0~8 @)
1 GBM #1448y 106 87 23 (26.4) 95 11 (11.6) 18 1 (0~1=)
PR 3-ANCA %Y 69 55 15 (27.3) 58 15 (25.9) 15 1.67 (0~3[@)
= 1772 1471 448 (30.5) 1483 246 (16.6) 331 1.59 (0~8[@)

D DIFENDEBNTDER

RPGN BEIZHT 20V 2 E~NOERBAD I 4 I v 7 3BB2LEE T 5. MBRIC
LY - HEPRBEHRICE > LA TH, ~BRUCREHEFECL22ENILE LY. 20
Hiie LT, AFHEBTDHS MPO-ANCA B RPGN Tid, ZOHERBOWHRE LML TEEICE
WRRERERA T 04 FEB L URENHEORGERNONHL X, RENREEOAE~D
BRI EHHIFHND. RPGNEF DI HE DK 50% i3 Mide % b & L7 BEIETE
H%. RPGN DEFEDMEIME LTHRI -28 1R T L) M - BFHREDICHBBEMICH B
H, BREFOP DD RBEIMHBELBERT 2EMNTE L, ZORKE MPO-ANCAH
RPGN O BEFRBEEIXMML T 3Y., £ 1 -291T5RF & 9 128 Tk MPO-ANCA Bl O B 55 RE
[ PR3-ANCARIZILH S 2 HRBHE L ZoTwa, 2FL, BEEICEHEEICRET 5 RPGN
T, BME~O@EEIBHEE2Y, BRI TTELEEDH L. COXIBRICH, BHA
CIRREREREMEIC L 2HBELEOBIBR L LR ET LY. T4, BRICED
FEFMRANOEROBEICH, WRIVIT X ) RPGN B8 U 7-BHE M E~ D EHN 28k
BT RETH D, ‘

Mo
1 WLBRHREA, MREFES, ANHE, b ST RIRAE K0 BRI 2007 EEWETRO/E
B BEAGBHANPHRENDE BHERBRBHEEE) STHETRECE Y 5 BEN
I 17~19 FERATIRMESE. p. 127-37.
2) Watts R, Lane S, Hanslik T, et al. Development and validation of a consensus methodology for the
classification of the ANCA -associated vasculitis and polyarteritis nodosa for epidemiological stud-
ies. Ann Rheum Dis. 2007; 66: 222-7.

3 F FA ORI W MIER, b AEEFEEAERBOBRES. BWRE 2002
44: 55-82,
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