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HSETIE IgA BHE, + 70— BIEfR:, ST HE IEREREB X 0SB EERE O 4 KA

BB (FA KT ) FLTFobDE LTIE, PR 20~22 F 15, [EAEG AR
BBy [HEATIRE RE OB 2 AN R R — R TRANAER S L, P 23 fFI24F%K
ENTWE, ZZTRIETFT Y AZZELOOEMED I ¥t v AN WIS DME
BENTz. Ok, PR 23~25 FE [HETEERE ST 2 AN (RRE IR TiX, B
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ZDH) AT, Filrzr AL LHIZHAFE S8 L ORI OFREHRL A Y —7»»
SRS NI BEFT =8 2 ANT, EZHEIAFIA 2Ty TT—FLIZ(ZET VX
(ZHDL BN A KT 14 > 2017).

SRIDELIENA FTA P36 FERD IIHRTL2EMUGETIRTH Y, BETA BT 4 e
FHEIZHIY, |FOTET v A% KD AR, FEOT7 v 77— MRTIEEE LTESNT
Wiz, EEIDAAOBEEE R BEM DS OFA L) AL Z L2 BERL TER L7,

B, W R ERERRAER & LT, EA A e R R R A [HE IR BT B H
DEBIIE U7 8K O ERIR AR OREEIC O W JCERR 2945 4 B 14 ) Tl, &ERERFIEH
B CHEERZ S SR BE D382, HEWNESIE I RIS e, EEREE T 1R % & O¥RE 2 AT
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SURSEAT M SR ERIA T %% (rapidly progressive glomerulonephritis : RPGN) &, [&4:d 5 WIZEFEMEIZ5
FET A IR, H|HAK, Alls 208IETT 2 BAEE 729 EER(WHO) £7213 B2 RTIRIT A%
PFECBEAD S8 H OfEE TR ICEAEIETT 2EEEJ(EAETTHE) L Ekshd §42bb
RPGN L IHEFEHATH Y, L OBEHRBEEATYD, KBBEAA K94 v CREELR 2HBETH LI
IR BRI E ST (anti-neutrophil cytoplasmic antibody : ANCA) B3# RPGN & Hi4k BRI ZL i (glomeru-
lar basement membrane : GBM) #itfA% RPGN Z ) FIFCTw 5.

[1. ERIZH

RPGN IZEERAEREECTH Y, ZOBEHEEIL, BFOAZEET LHE (RN RPGN) & 4 &M B e g
SE7 E 125 T RPGN % & 72958 (kM RPGN) @ 2 21243 S b, ANCA BI#RE 45, $T GBM $Lik
Bl Vv— 7 AE%E, IgAh B, IgA MR (HFR © SEBERIEE 98, SO BRABEE %, ik
THPESR BRI S5, — i OEH 2 LIRS 222 3 H D70, IO OENET) LERD .

2. R RE

LY BRIECME, SRR, EUER, S SIENBORERD 2RO L 2L D 5. BEMENIMIR,
EEICAIRMIMIR D 7B 5N L. RERERRMERS & F & F 2MtkMEE ). mMiEHE cimE s L
TFZrOLER, REESBEOKT 2380, LI LISHEFIKIED CRP, Rt LA Z#0 5. $7-,
ST A, FIER R ERERD) 1%, M 2Bl IMIGE S 2 80 5. MiRMEIZINE £ T
LI LIE ERM@EM AR L, SLE TIMETF$ 4. RPGN OJEREERE I LEREEFRGECHAE L
T, YiGBM bifk, ANCA, $Pr_F4$H DNA (double strand DNA, dsDNA)PED D 5. MG TR L
FEIZ ARG T, BRI R TIE, B3R A RERERERAE K2 R T 2 L 05%n,

| 3. BHfigtt - BEESSR

RPGN ZWrH121%, HMENOfEN & 2 &2 B E L7z [RPGN ORIIZE R O 720 D5 # g ]
L, BEMED7=9H @ [RPGN OREEZWIRE] 25 2 (FR1). Tz, BEEGEHE LTI, ME7 L7 F

ENTW5(FR2).
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x1 RBETHERKAEE RIERIEEZ TS

DEBED S8 B ORB TRRICEN2DEITY 2 (REDHR, BEORZ, TOMOBHKET -2 2B 2). 3HAL
MIZ 0% LA ED eGFRDIETZB&RET 5.

2) MR (2 < |FEMIFRIMR, FHICRRAIMEK), EAR, FERZEDBRXURIRERDD.

3 BEDIRERER EDRWVZEPHKIEFERINE TRIARDEOSNRVEGEIE, BREERPBHBZRGE, CTRLICKY,
BEOoYA X BREDEX, KRR REBMELREOF IV IICKY, BEBR2EDOEROEHT, HEMICHETT 5.

x2 ERRFIRODZAI7MLIC KD RPGN EEE S (WIHRA &R

BRUBREMA)
237 mE7L7F=> Fhp mZED | & CRP
(mg/dL) * (%) BHE (mg/dL) *
0 [Cr1<3 <60 Fiiig <26
1 3=[Cr]<6 60~69 26~10
2 6=[Cr] =70 B >10
3 BIEA
REREEE WAD7
Grade I 0~2
Grade I S~l5
Grade I 6~7
Grade IV 8~9
HRZEICIE, fhfgdim, REMRL ey, mREvaes

e
*HERB RIS D RIEE

"4 BEOROOBRE

RPGN O FREDZHR D720, F 3R GEAIEEIC X 5 MM myeloperoxidase (MPO) -ANCA, pro-
teinase 3(PR3)-ANCA, ¥l GBM #itkOHllE 217y, BEOKREIIG U TCEEMEZET 5.
1) ANCA RIE
- RPGN & TIZ ANCA BLEME X DOBWT O 72012, F T EEREIEMEREIC & 5 1jE MPO-ANCA - PR3-
ANCA %I 5. WEDEETH 25 b ODINGE 25558 < Feb N 25413, Mo el o8 : R0 M0t
PO O E 2 HESET 5
R OEZS ) O ITEEEEEOMICHHTH Y, ERREIR RS 2 MR AT L2 I 2 TRAETIIC
B L CHEm O @A Hig9
2) i1 GBM #iAIE
- RPGN % T3l GBM KO BRI O 72012, IMiEH GBM $ifk % HllE T 5.
CREEFOEZ S ) VIR EEEEOFMICEHTH 5.
3) B&®
- RPGN BEH D% { TIEEA BRI ARIREE 2% 80, BEEEEROLEDHE - /Xy — 2 THHENT]
HE & 72 5 (pauci-immune B! : SRERKICRIE 7T T CORE R RO T WHIBUNTH S, linear B © 0IE
Fa7Y) VREEEI IR AE TS, L),
CERHERHEIC L 2 PR TENC L DV BEOEE LT X 5.
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RPGN (FHERIFG 2 e - JEBERECTH 5 75%, DOSETOBEHIIIMBEICH 5. bHE, E7HEE D
|2 RPGN D IEFEZRFIER, ARRIEHAS LIZENTW R WD, TEDOEET 7 — MHEDORKEE, bAE
@ RPGN 12 & % ##l e85 134 2,700~2,900 /4 L HEE ST B, 2006 4FEE £ TIZER S 7z 1772 61
DOEET v — MRHEIZED { bAOSE O RPGN O a2 523 5 &, i d %\ Wi pauci-immune El O
— KM PEARIEBMEARERAEE R TH Y, RO THEMENSBINE R TH L. BERFERITTFEICRLIEE
EE b L C\wb. F72, RPGN 41k, ANCA Btk RPGN DAy F IS RAER IS SGEMIANIC & 5 A%, — )
THEEFTFHROUEHE A LN TR, T2, P GBM PR RPGN OB FHIGHENE 2@ L CEbo
THARETHAD. RPGN O F 72 2 FCHRILFHALIM 28 L CTEIETH 5.
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B ANCA E8:& RPGN ;5%

ANCA Ei& RPGN D;8EICRIT 57 )ILIU XL

| ANCARSERPGNDZZHT |

[ W FEOWELLBE, HLUBR
HNBFIHN T > LHEERT

; (EAROKRE - [)) : H1 K51 > DR
TREULARE A ZORBARERT

i (BBOXE) | TR DB

EBREE - REOFE

EELBREEHIBE
/ CYPERALISVMEE,
/S RTXPEH AN ZI5E
,I
'I
UZI DS AL P EAT ! v cat caQ2 v ca3
VA% BARE DB m Cs+Cy* CS+RTX*?| |CS+CY*'+m#Ess
SA b Conter | . | 22
FEAFLERTS ' J
l| AEDEF TP LBECAREOLESEERTD |
4 . ~
/ RTXPEALDO5WEE
/
4
/ CS: BIBEEX70O4 K (corticosteroid)
—— / CY: 27042773 K (cyclophosphamide)
U2 D EEmE P EN e 4 CQ4 IVCY : 82> 70K Z 77 3 K/ULZ
A% B ZEH B POCY : O3 70KX 773 K
Sarieicommer | CSHR (CSHRTX?]  [CStAZA] AT )% 5% iy
BRARCERTS | . MR ST rsone
MTX @ X b hLF¥H#—k (Methotrexate)

| B B AR TS |
1 ANCA B3 RPGN Oa&IcBE g2 7L X
*1)CY 1 IVCY 3 POCY &V &B%ENS.

*2)RTX : ANCA B8 RPGN DJARICK L THA B - BREZOSDEMDS ET. RTX OFEAPET CHEShBERICAL
%

FAZA CAZADSDER E LT, MZR, MTX, MMF R EDBIREEERY D 5.

MMF: 337z /—)VEEE 7 x F)L (Mycophenolate mofetil)

cQl

ANCA E3iZ RPGN O#)iiaEE LTROY 70K T 72 F UL REHEY 70K AT 7 RNILZDL T N RS NBH?

#EIU—R ANCA Bd:iE RPGN OFHEE ClE, RO J7OKRAT 7 R (POCY) LU B, 8E T
OMRXT 7= R/YLZ(VCY) Z1RET 3.
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POCY & IVCY OW 3 SEAITHITH 247, ZaMOBLIEERL TIVCY 20 RERTV S
LI L 72, TAEAR B CBLA 51X POCY S £ S MDA, CY ORIETENS bR &) TR
BULEDD D,

CQ2 ANCAESERPGN OYIHEEICS I BEIBREAT O/ ROHAREELTUYFYYTEYTORAT 7 RFOVTNHERENBH?

#REIL—R ANCA B:& RPGN DYIEHEE ClF, BIBREXT O REOHAERELTUYFINYT
RTX) KWB, CY ZRETS. CYDMMEALISVHEYP, RTX DFEANEYEHKENSHEIE, RTXOD
ERZRET 2.

FRRSERTIE, WM TEIM, REMICAEEIIASNL D725, bIUEOBREEROENR, b
HED S OME LML LA MEL T, [EIFREATOA FEOHHEL LTCY 2 RRET L] &L
7o, —HT, CY K L CEEZBBIEOEAEL S 256, BEEGENS 20 MIREES ZREEO
Wahd sy, CYRMHLOL WS, H5EF7Z% &CTRTX OMEHATL ) @Y &l S b56
13, CY TR RTX Z2H—ERELTI Wb DEER D,

CQ3 ANCA B3& RPGN D#JfFiaEE UCMRTIREFEFHESINDIN?

CQ 3-1: ANCA Bg;& RPGN OJHREREICE LWTROBIBRE AT O/ FEEIORAT7IRICIIZ
T, EERTOA RNIVABEEMRBRIREESSHHREINZD?

BT L— R SEZRBARL (5 Cr>5.65 mg/dl) £S5 ANCA BSE RPGN DOYIHEAE T, BB
BRTOA4 REEVIORRAT 7 Z ROBIAES LT, B8EXAT 04 R/IVVAEEAK W DIMFEIREREY
3.

CQ 3-2: ANCA B RPGN O#IHEERICBVWCEIBRERATOA RELYIORAT 7RIS, MIRR

BRENAD I LRSI NDH?

#RIL—R BERBAL CBEMBEDRIBNINE S BIATNS ANCA EiE RPGN OFJEHSE T,
BIBEZEBRTOA REE CY KU, BIBEEBERTOA REE CY [CIEBBRDHRAEIRETD D.

KB E B ER (PEXIVAS) TR EEMA T 7 M A GEE 7213 KAL) OB B W T, Eikh
WM A 2 BN B BEAMEIZRD o /2. LA L, 37T, TEEET Y b2 GET T
PERIEASE) OFBU BT 2 MO R &2 EAREOREINNCA L L BN EET 2EAREE21E5
ERBEARETIIAEELE I VAN — FEAMET LT,
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CQ4 ANCARSERPGN D#IFEEICHIIFBIBRERT O/ RORARELTUYFIYIETHFFTUYOWT A HERENZH?

HRIL—R BRREA SNz ANCA BS&E RPGN D#EiFEEEE UC, BIBRBATOA REE YT 4
FUV(AZA) KD DBIBEEBEX T OA REE RTX OFEEAEIREET 3. RIXAEALISVESIE, AZAD
FRAEIRET 3.

MEFER I BT B B & OV H R SR D B HHER SR & Ik L 179 LB H 5. BRIRHER (MAINRIT-
SAN) ICBWTEIBREATOA FE+CY TEMEA L7-EHET, RTX 1Z ANCA B #1445 0 E MR
L LCAZA K L CHRREARICHT 2B M A R L7z, & OISR EREHER (RITAZAREM)
TlE, RTX CEMEAIN/EZTO RTX OEMEIREN TV A,

B RN DAIREEARFERCE D < EFIESE

. AR (MEARE LT OBREARS)

HRMILHR BB 3~6 7 HOEBRIARICEEY.

CRIBREATOAL R (A70A4 F2OVA+)RO7L F=vu > 1 mg/ke/H Ak 80 mg/H), HBE
PHIBEBEH OBAI1L3 7 I 15me/H %, 6 7 A%IZ 5mg/H % HIZIZHE.

- CY*™* IVCY 15 mg/kg/IAl (F: Kk 1,200 mg/[Al), 2~3 & 12 3~6 [Ad 5\ id POCY 2 mg/kg/H (i
K 200mg/H), 3~6 7 H.

- RTX  #&ER 375 mg/m?/[Al, 18I &2 4 [ (500 mg/|l, 4 [Ad 5\ 1,000 mg/Fl, 2 [0 #FE S
%).

- IMBEAR R 2 H T 7 M.

2. MESAE(MEARE LT OBRKSES)

BREDMITH 0\ e ED S SIEFEATE I LT\ b L 2k, GG HRBBE13~67 ALK
DIHHEIARIZE%2Y.

COMRETIEATOA KOV AFEERATT 256, &HkAF V7L F=vur 500~1000 mg, 3 HEEEETHTS &
—HEIITH L. T, KT Py n v #5513 06~08 mg/ke/ H (A 10 mg/kg/H) THIB & 2 5 2 L 03% v, X5
12, BIBREATOA FIEORFEEE - HERFRICOW RN & B o 7288 - £, A7 04 FEML LWz, jE
BUZIE CIEE R - ik 2 e 5.

RN, BMEREIC K DI T A S LAER SN TV (R B). T, AR A REMEESEZZEL, BAERSE 10~15

gRiETHRETHD.
R3 FHEEHEEICEKD IVCY BESRE
I35 Cr 1m3& Cr
i 1.7~3.4 mg/dL 3.4~5.7 mg/dL
60 AR 15 mg/kg/[A 12.5 mg/kg/[A
60 L 70 AR 12.5 mg/kg/[al 10 mg/kg/ Al
70l E 10 mg/kg/[Al 7.5 mg/ke/[A

FEEDLPEOREZETIE 2HEMTTHE 17— L, 27— VETEBT LI ENTEETH L.

— 6 —
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T F=va s RO 5 me/ HiER D B I - k.
- RTX ##k 500 mg, 6 7 HZ & 1218 &7 HTHM4 Al
- AZA #10 2mg/kg/H, 18 71 H.

B 11 GBM FEIBE R DEE

Pt GBM JATIE K OB F 1%L RPGN O 2 Th i b L, MMtz (XEGFHRIELIARR
9, SEEENRIE D X B A RIE OERE & BT GBM HUA DR D & DR % R AT ) LEDH 5.
TWIRE BT 2 S R VIERY, & 2 \VIXEHEMIR b, 2P AR A T 2 WREG], il I & £ 5 REBI
(Goodpasture JEMEEE) 120F L Cid, RBIBRE AT O A ROV 29, GEIIHIEE CY, e o bt
MRS 2. —F, BMRHIIEN 22T 213 EFREMRT L7ERFTIE, BrRodE Ao 2w
BaNL 0D, TORETH, BARIC L 28N Z1T o729 2 THFEEICOREIEL W2 2 L
F L. PHRAEHEEE AL, ANCA BMEGIZERE, 6~12 7 ABORIBREA T U A FHIZ X 2 MR
AR D, FLERBMAETETLHAE, L Eb 60 AMEPURBEL L ER T 2 LE D 5.

OEZEOEIECEIRR, BREMR

BRI R EA T O A FERGRITHILE RS CEMBRIE IS T 2 P LETH 5.

AT HA ROV AEEEZIHT 258 13 EHLPENT 5.
Za—FEYRAFAMETFHDOIZDANVT 7 A MFH =) - M)A NT) 2 8F T 5
%4FXﬁuﬁ4wxﬁ%-ﬁiﬁﬁm%“yuyf%ﬁi

CY 1X4E G - BHEREICIS U TG ELZIEL, HMMEOT=41) v 7 a2ftv, HE5EZHET L. B
HaICbHET 5.

AZA BAGFFIC ih@%%ﬂG“mTwhﬁ%§m$ ) THERZROTUNFTETH 5. IR - iF
BELZEOFEFRRIIHET S,

RTX Ti i?x'—?ﬁﬂ'ﬁ infusion reaction (Z{F&E L, HEMMICGE O 7)) P ORTIHEET A.

G PIHIPE L FHIATN L B B 57 A 0V A& - fER D A 7 ) — = ¥ TIRAEZATWIIET iR £ =
) v 7l B IR A AT .
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F&4T 20214E 3 H 3L H
BilE  KH—# - B RFEEERE - BIERAR
Mg RS E RN T B A e 1 AR ORI SR 23 (MR R R BOR I JR S 38) MEe 1

2B S A SRR SR I
FIE  maw REESH
T101-0051 HEHSFAH X IRl 2-40-5 #EF  03-3265-3551

ARG AT 2 A PRI [ YT 2 2280 AT IS JUEBERE RPGN 7 A4 B 74 > 2020) X 0L 72D TH %,



	RPGNHA責
	RPGNSI下
	DAIJ2RPGN四

