2 X 14 4:7&

L C



901K ZL

[3R=/E]

=7, 2/

T OFER TR

)DL DT

2. U/NEY BEICTHERBNANSZ &R - T-

CRESi)
FRARBREEEE (R T E
[ N AR ]
F5—22S50u8 13 181

£

FIRBREEEE TE CIEEA N Y DIFDOADLBEIL, mimdRE2A
2o L 00zt 228EE £ Y IEFRE

X %




002 ME FaF : TR E

[4£ 5]

AR L 75 L

BROBRE C A L

ADL : BiL

@ JF 80Kk, FRAEH Y

R & KRZ(OO®EEFE) - KPP, XLZEREFE)
TLILE—" 7L

KIERE 75 L




INSHETRE

[k BehFIRiE])

=X s

BP130/57mmHg HR90/min BT36.5°C RR16/min Sp02=97%(RA)
SEXEER  REfSlEE Rl A L BEEEEREZR - FemZ L
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fE 88 B B ERal BEIEE BEERREERS L
B 88 CVA-T(—-) HEMITEAZL HmEAL
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YNBSS

[35%mm )
TP 5.4g/dL Alb 2.0g/dL A/G 0.6 AST 241U/L ALT 141U/L

y-GTP 171U/L CPK 65IU/L BUN 21.7mg/L CRE 1.02mg/dL
Na 135mEqg/L K 3.9mEqg/L Cl 100mEqg/L CRP 7.89mg/dL
TSH 2.685u1U/mL FT31.08pg/mL FT4 1.06ng/dL
WBC 9900/1¢ HGB 10.9g/dL PLT 29.710000/ ¥

[[0EX]
87bpm NSR




YNBSS

[ERL > b4 ]
CTR 50.8%
CPAdull
MmAnEy & HEEMEE TR L




INCT S G

INCAR=RE
ARENREE (XTI 5 U/NE D BRY Tl S 35 m R AR
NIERID ER & BREREE LR

BEIL2FER, ®AICAITTELEN G LB Y ITHERFE
SRMENEL. WAGEDLHY U RRY N FERE

INSHASE=E
wEHHAZICH L TAEL A - RNILY L TBIA



INCT S G

AlE7THE

BEEIDEZ T, REFDEMREA

J/NnE U A LSITIREE IS SE

B 7 + O — OFIMER, RIERICDOEZH Y

PRIEE TR - E R Z 5730 IREEECE & L TR SR INER A
—LR7OxFY2 88250mg 13E

EHEBEPEE (IFik & L THEEY > 7 )L&R500ml +

FT7 I RILT 4 K - B6 - BI2EEEFIEEN®/H &R 5514




INCT S G

AfR14H B

F—LEBETRITFE > LB

ADLIZSAE L H{TIFRSY TITR 5

M LIIRELHDIDFETHALERETETWS
RE L RBHEPBES (T a77H) 2K 750kcal/H
BEICIXIFIEAEFEZTITT

B (239 BT NER T

—

)7J<E




INCT S G

AfEl17HB

BP122/57TmmHg HR93/min BT38.3°C RR18/min
EKERFRUIN, WmEH Y HTMEICIRESTDH Y
Bz b 1217 L (RATSp02=96%)

THRRICEE ZE KThHEmblY
MRRE « FRIREIR T
M&IFE - KIEE - IRIFEREX
B - BEERCTImEs




INCT S G

€231

iR ]
% b :TP5.5g/L ALB1.9g/dL AST 151U/L ALT 111U/L

ALP 183IU/L BUN 82.9mg/dL CRE 3.49mg/dL

Na 147mEqg/L K 3.ImEqg/L Cl103mEq/L

CRP 17.678mg/dL eGFR 10.0 Glu 113mg/dL

TSH 2.685u1U/mL FT31.08pg/mL FT4 1.06ng/dL
BNP 233.2pg/mL HDL 35mg/dL  LDL 112mg/dL
TG 103mg/dL TPHA(-) RPR(-) HBs(-) HCV(-)
s 40 MPOANCA/FELA¥]E + 250.01U/mL



INCT S G

[3RMmfER]
m & :WBC 19000/ HGB 7.6g/dL HCT 24.5%
PLT 31.6 1000/ w4
M - NEUT 94.6% LYMPH 2.1% MONO 3.2%
-0 0.1% BASO 0.1%
[fri&E]
b&E 1.015 PHbL5.0 EH (1+) # (1+) i (3+)
9Bk (1+4)  FEREERLE (+)
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FETE MR B i R

SIREITIEREKIEBE X (RPGN) D221t
1) BOBEBA HHO A DRETE E BRI EITT 5

(JRAEDEEEY - BE DR

3H B LA BO%L/(_I:U)GGFRODTEE_F%Eﬁt?_%
2) IMPR(% < X BEHE E’]Lﬁlﬁi\ 7|‘7Fﬁ [CENERAYINAR). & H K.
R E DB R EATR % 5%

3) B4l

~H TZIS%&I%%EM BRE DD D

RIEES

FE1) . 2) 2RO D5 L;tRPGNé:EEE; T A

AlEETL R W) B4

AR S

<7JL’EBL3> MR T A ENEXL L
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SIRIEIT AR IKIEE XK

SRETHEARIKEBRIITBEHE CTENNENETT 2 BRIE(EEET
FiF P EFRRR E fi{E (antineutrophilcytoplasmicantibody:ANCA)
EEME 2 (ANCA-associated vasculitis:AAV) & LA ERAE KR
(anti-glomer-uler basement membrane:GBM)JE AR LK E
THY., BHOZEE BENADNB TR ZRT S

AAV D BB A F 7o XML & L Trituximab, AAV & 31GBM
mIC K DRPGNICXS L TR EARRE LIS Y . EER
SRELRE CaEERDAIEICA o 72




SIRIEIT AR IKIEE XK

FAEDRPGNDIRIK

CEITHEBEREERATHEZINIC L 22EEEMBER~AD T 7 — b

A& 1989~2011F %)
RPGNDRAIZ60~70% A AAV. 5 BIEEENIGBMIRTH 5
HIEFKD E57.5~68.2I & BRICEEMLDIER TH 5
B431.05~1.11¢ HT H | uﬁ T2 WMEBRDHLNT UL S
SAE I ALOIOO A AHTZY 20N/ FERBEELEINTWS
T IL6N B £ F1£1388.6%. 6N ABEF#1£78.9%

M FRIINEFERA AT FROBEIT AL EFRTLTWD




S
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DRPGN®D R =

=X

A BRINE 2

80.0-
69.2 ®group A 1989~1998 (n=884)
70.0- 67.9
sosll 626 ® group B 1999~2001 (n=321)
60.0- ' group C 2002~2008 (n=567)
50.0- ® group D 2009~2011 (n=1,021)
40.0-
30.0-
20.0- 12'510]13214.1
10.0‘6.07'85349 29 47463192 5.7 24 534724452 .
.24, | /4603, g 2. X 26 25
0.0- .. ] 09‘1.1 i En-B 1—'619- Em B -2-114- %9'30‘4.1'2 I
g RER 2= B R¥EH < 1 3k & R P z
B mAR = e o B2 22 ] >
== EaE = &E b RE B5E i3 ftt 1 EHEDRPGNDFES
+95 gﬁé = = %ﬁ/ | > Eé 7 RLV : renal-limited vasculitis, SLE : systemic lupus erythematosus,
) AN + RAX 7 FQ BY N EGPA : eosinophilic granulomatosis with polyangiitis
S MEE = Z«_i# A % I G2 1) EGPA (VM) IBBEDT 7 — MHE LRSS 7 TE—ERIdIANCABBED M B A Z D RBBIC R &
o > aj = nTWws.
2 il > % £ }; $32) MAGTTRE D AEBA | EMRTEERIREES, (QABE, JEIgAX Y Y F Y LEEERREE R,
i ) = 5 o BUEEE, ZOMO—RIERREER
5 = % # E3) IgAMER, 2 UAI07 ) VIERER, UIFHnER, BEES ZOMOEFENEAS
2 ~ & E4) AERERRE, BREONEL - Vv FBASORAEERREER, FAVAIVA, ZOM.
SFEZ, LGB BROEOSRETHEAREBANDEICS T 23BN FEDEE, AARRZAME 109 : P8SSL Y



ANCARBSE M E 25
(ANCA-associated vasculitis:AAV)

ANCA & BE3E L 7= B M E il B gfika: & o/NNLE OFEIE MM

KTH D

ANCA Z BB D EE 2 p-ANCA(perinuclearANCA) & #iEE
¥ 5c-ANCA(cytoplasmic-ANCA) A Y V) . p-ANCADFREY

?}T}?LatI\/IPO(myeIoperoxidase)\ c-ANCAD TR ITR &

PR3(proteinase3) TH 5

I




ANCAEE

/S~
—

%

(ANCA-associated vasculitis:AAV)

<207 7—

{}%w. o

TNF IL- 15’
Hof bhAS TGFB e
DEE = O . g ||_ 23 IL- 6
a
T =y
g @) oo oo
o= O Ch Z¥E3E C3bBb C3bB C3b
C5
BHEEEOEE e i
ANCA ok
ANCA D& 3= > b AR
<€ MPO, PR3

S
BLQyS (BAFF) — T =21

FERROBREILSEME e ’E

)" ol-6.00.2. Nk N

Thl7

>
=t

@
B‘ﬁEHB@

NETs DL ~

MERE

FEF R RAB TR AR EE
OFAMMRBICET 2AEMRY AFER F

BURRNEZRE (BaRBMREE) #HeMmMERX
 ANCAMEXZEH A K Z 4 2017,

1 ANCA BEME R DFE

BHAHRIC & HESONRIRTRZZ =7 —7 THR(ThO #1k) 1S, Th17 MBICAMEL, IL-17 ZEET3. IL-
17 ORMEZ v sOT7 77—, TNF REQREMY A bh1 VEEEL, FHRETSAIVITH. 0L
&, BARBEHLEELL. EESNE Coa PFHERED Coa RRRIKERTH I EICE>TH, FHKIFT 513
VJENS. — 4, BESORMERIFHRKIENETs 2aT 5. NETs ORREEHSEVEETIE NETS K&
L. MPO* PR3&RED ANCA HIGHRICHT 2 b L7 APMIEL T ANCA FEEENS. T4 I JENiH
RIS, ANCAMRZMRRICREZE, CNICANCABEETAZ L, HLKIE FHROMBIR LR EET
ANCA HISHURIC#EE L7z ANCA ¥ Foy REGZN L THHIRICHET 22 LICKY, FHROBHLEELIFE
N, YA MOV ORBEEP NETs O L ThBARMRZRET 5. NETsRATOMERETHEHT S
AFELT, BRAOKERCERSZ U DPORBERREELSED MPOP, DNADOERELIZEA LY, YRy T
AXa07077—EMMP)-2 E MMP-Q 23 LYD& T5 MMP RERFHD. FMLSNIFPIRPELET S BLYS
(BAFF)I£ B #ifa%RlB L, 7. HIAMRICKY NETs hd) ANCA ISR ZiRRE iz CDATT #ifaid IL-21 %7
LT B#BEZERHL, ANCADEEDHERTS. ZOEDICNETS & ANCA %4t L72BIER (NETS-ANCA BIER) »°
ANCA BEMEADREEH AL TWD. ZOf, HIH%THE(Tres) DHME JURENRE, T71/4— X%
=T #R2 (Tey) IC & BAEEIEE X H X LD AAV DFEMRICES LTS,

ICBY SREMRU BNELR, HotBREBICBT 2HEARY LLE—,
DT &aEEM, 20174, P69L Y



ANCARSE M E %%
(ANCA-associated vasculitis:AAV)

ANCABEME X IL3DICHFEINDS

- BAEERY 2 R M E 4 (Microcscopic polyangitis:MPA)

- ZRIME REANIFIE(Granulomatosis with polyangitis:GPA)
—|HY =7 F—WNIFREE

- IFRRER M 2 R IME K IERNTFHE
(Eosinophilic Granulomatosis with polyangitis:EGPA)
—[B7 LILEF—MERFEHELIERX Tv—7 X 77 ERE




AVV Dz B =

F£1 AAV DfgsepE=

BREMN WARE, fuim, FEEMEEA (A0 DRIBEMGERINE), RMRA BIRFL - s

iR LoRfRA, smiEX. MR RERE (REEE, REXHERE) (GPA), EmMHEMEE,
WRRME L. RERA (GPA)

H REKX ARBRE SAHEX(GPA), REX(MPA), FBAE#HERE(GPA)

£ - Bk # - BIRER (B - REREFIRH YL GPA), BEPEFREEL(GPA)

OfEm - & - MR ORERSIREE. SREH%L(GPA)

TE - REBEX [EXMA(EGPA), FPIT - fEHAE(GPA)

i SRR (MPA), frBRERIEAI% - BRI (EGPA), #5811 - BB - TRMEAZ (GPA),
BEREE (GPA), UFAMMAHM(MPA. GPA)

O (EGPA) DERR, TR THHRA

i mIR%, DK

HILE R,

AT - BB - B AHREERE, FRRRA. A, PIlRMASE

BB AIEEZE - Hm

B REKGEB X (MPA, GPA), REEBHEEEX(GPA, EGPA)

RE - [l - AIIZRR  FREIRAZ (GPA). BIIZRR%(GPA)

EHERRR RERA(GPA), IEA(GPA), SIBX(GPA)

AhEN - RAED BRmER - B

AR aAE ZREMER. HER

R e KEOEX #IRRM, RTHE RERS. B8

3% RIS ZE (EGPA)

BOBODERFTHM. (MPA), (GPA). (EGPA)I, RER TUBRERSDEESHRNE\NT 55T,

BESBRIFMRMBSE AR BEFECRMRER (BRREMREE) HAMNEXAICHT 2R/EMR ANER, BB REICEAT 2ATHRI LLE—,
OFAMMREBICEYT 2RENRYE AFER F: ANCAMEXZEAA K 742017, 2Bt 8k, 20174, P71&Y
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IRRER I FHIE X DWTEA

(Mo HTFITY —

(DDefinite
(a) ETEfEED2IEB LU L7 L. BB EHNBIEDH
(L) EEFEEIOR V@A EH2EE L 7 L

MPO-ANCABZ 4 D1

@Probable
(a) EEEFEDIER % 7= 34
(D) EEFEFEDIIEH & MPO-ANCARS 4 D4




A

IRER N 2 HIME X  BIEAE DN

ERARPFR DA 77{bIc X 2 EIEE 774

mBs7L7F=> | Flip | fRE | MmECRP R |z o7
<60 i 0~

0 [Cr] <3 <26 Grade |

1 3= [Crli<6 60~69 2.6~10 Grade I Joes

2 6= [Cr] =70 =] >10 Grade |l 6~/

3 SHTEE GradelV  8~9
A ERFORIEE

EFE=, WWERITL  MHOEOZRETHERKABRDZEICE T2 AL RORE., BHAARZERMES 109 1 P8I3L Y



g7 L 1) s

ANCA Bg:&E RPGN
§\/m ¢
BIEE - Fip - B
@%Eﬂ;ﬁ@fl or Il | ERPREEAERZ 11l or IV |
4
| 70U E or 3547 | [70 B LLE or 354 |
O f&>//\\Q$‘ ;ﬁy//\\qgm
BOGCEIR A704 R/YVAEE+HROGC || A7 0O R/ VASEE+HREOGC+CY
(PSL0.6~1.0 mg/kg/R) | | (mPSL 500~1,000 mg/ B X (mPSL 500~1,000 mg/H X3 H
3H+PSL0.6~0.8 mg/kg/ B) +PSL 0.6~0.8 mg/ kgz//EE -
BNAR: TN IVCY 250~750 mg/m?/ B/ or
]fr/ hng_,bz:ggfgj%ﬁ\f;g £ CY 25~100 mg/BH)
2704 KINVAREEE or CYEFERATERWES, £t

IVCY 250 ~ 750 mg/m% B/ B | || EBFMRF+DDHEE,
or £ CY 25 ~ 100 mg/A) RTX DENEERT S

SEEEEAITIE, MmEERHR
DEMZEZERT S

A 4

v
KOGCIRE5E% 8 BLIAIC 20 mg/ BFH (PSLIRE) ITRE

#IBLR v

2O GC IR f- (e IRt
70 LT, A70O4 F/UVAEEETOEVGEE, E5ICE515 V7 AREBHIAFELEREIND.
SRR TIE, 8 BEEICTEDST, TRITERLES A TRRS YV Z2 EFfOamADEREIND.
CRP : C-reactive protein, PSL : prednisolone, mPSL : methylprednisolone, IVCY : intravenous cyclophosphamide

gy H&IER | AZ  azathioprine, MTX : methotrexate
MMF : mycophenolate mofetil, MZ : mizoribine

SFIES, LEBL  BAEOREETHAREBAODEICS BN TRORYE. BANESAMEE 109 : P83



Ep S

ABt21HH

2784 K/ 2B

— PSL500mg 3HTE

2IER T & L TPPINAREIEA

ABE23HE

meELERHY AR VX5 —IL) BEIA

2T A4 R/ AFEBRBEEERRERE(XT04 FEAXR)
—>IX 58 DENETOWEZ BAA R BERR




Ep S

ABE24H B
®BEL
—PSL 0.6mg/kg BW4lkg = 25mgTHRAREEA
ABe25H B
[3RImiER]
BUN 119.1mg/dL  UA 12.9mg/dL CRE 4.22mg/dL
eGFR 8.2 CRP 5.596mg/dL Glu 121mg/dL
WBC 8060/1¢4 HGB 5.9¢/dL  PLT 25.4 10000/ ¥4




Ep S

AfE25H B

TMLEEFEEEIT+ X704 R/L 22 & 2B T0E + Bi/kEm A
E71 1) BUN - CRELEF—IRIT/AERE

Hb{ET

T NZ IR MDA ERRETRRMS 7 L
TROETHMICMZA., ERICHERERVNOERIEETH Y )
—#gM(RCCAENL) THRBEER




Ep S

APBT29H B

CNEEEY
BUN 96.3mg/dL  UA 6.7mg/dL CRE 1.95mg/dL
eGFR 19.0 CRP 2.438mg/dL Glu 109mg/dL
WBC 13600/ HGB 7.9g/dL
EHREEMER., REBE - KEXIGH HEA
2M#H Y. RCC2EM DDA 2B THEFTTE




Ep S

ABt31HH
BP107/57TmmHg HR98/min BT38.0°C RR22/min

Sp02=95%(RA)
2L NIVETHY  GCS=E3VIMA
FRD AR EIEE L e IL R, MESREIH Y




Ep S

CEEE=Y

ALB 2.1g/dL T-Bil 1.07mg/dL AST 75IU/L ALT 33IU/L
ALP 1441U/L LDH 817IU/L y-GTP 12IU/L

BUN 161.3mg/dL  UA 8.0mg/dL CRE 3.59mg/dL

eGFR 9.7 CRP 12.953mg/dL Glu 109mg/dL

WBC 46400/1¢4 HGB 7.5¢g/dL  PLT 13.6 10000/ 14
NERICEE. FFER LR, BHEERL. BKkEH Y




Ep S

[MRI#& 2]
ZRME - BEEICINEREZ O 5
RECEHERE. MERED Y
MRATIEERE(LIEZLH Y
BIR IS OREMEEZZRZHE 2RTR7TZHAFZ L
(AL RMEBERXDA%ICHIEESHSH V)




Ep S

[MRIE]5])




Ep S

[CTiRE]




SR @

WIMAEIC L2 MBEPHESES 3 vy, HIMICHES BRIES
BETFMEY 3y 7 &EZBERE
1B HLEEEEER Y > 7 ILRSOmML/hBRtA (O RE RS 1E)
JILT FlIMapDi#EZ 2 R ThHh oI5 FE
IR0k : S8R 7 ARATEE L TW3
Ehg - ERMAERDIH D BRIEB RS
R - MAEERIL MEPM1g/day
SERK 2Ok, PSL 25mg PPl 40mg/day iv~
A7A T4 7R —IILBH
FE2EEEREA




Ep S

ABrf2E38H B

CNEEEY
ALB 1.9¢/dL T-Bil 0.91mg/dL AST 16IU/L ALT 71U/L
ALP 192IU/L LDH 4271U/L y-GTP 171U/L
BUN 149.6mg/dL UA 10.9mg/dL CRE 4.58mg/dL
eGFR 9.7 CRP 2.194mg/dL
WBC 10300/1¢4 HGB 6.6g/dL  PLT 21.3 10000/ ¥

NIE R IGPeak out, FFlEEREZWNE, BEgEdE, MELARL




Ep S

AFE38HE

MEPM#&T REXRERHRK (GFO)

A7 vEEETE 0588 1HLIE =ABEANRELRE
ABR40H E

PSL20mg~\=

TIMiEEF > 7=AHb6.6mg/dLD7-RCCAE IS
AFt42HE

MPOANCA/FEIA 50.0lU/mLIZ2&=E




Ep S

ABth4HH
PSLI15mg =
[3%IMmiEE)
ALB 2.0g/dL ALT 12IU/L ALP 2331U/L LDH 179I1U/L
v -GTP 121U/L
BUN 28.1mg/dL CRE 0.75mg/dL
eGFR 54 CRP 1.022mg/dL
WBC 5210/1¢4 HGB 8.5g/dL  PLT 21.9 10000/ ¥4




Ep S

ABt68H H
PSLI0mg~NEE=
[3%IMmiEE)
ALB 2.1g/dL T-Bil 0.44mg/dL ALT 11I1U/L ALP 180IU/L
LDH 169IU/L  y-GTP 13IU/L BUN 38.5mg/dL
CRE 0.67mg/dL eGFR61.1 CRP 1.707mg/dL
WBC 7680/1¢ HGB 8.5g/dL  PLT 19.7 10000/ ¥4
MPOANCA/FEIA 13.91U/mL




Ep S

APZ71HH
MR & 70




CEDEN

- 7= LEAFR5L
BHOEDZREITERRERBXDZEICE T HIRIKE
kD REEE

HAARFHES 2020F5H 1095 55 P886—895

- BNERE ULE— FKFER
ANCABSEME RS A F 7 4 2017
ﬁ/l_ﬁ& E#*_IJ: 2017-‘31




