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HE | RERETERREERX

ANCA B Im4% % £ RPGN

R

Bl P BRI B B4 (anti-neutrophil cytoplasmic autoanti-
body : ANCA) B 443, &, i, &, mMEkassd
IR 8% 2T 2EWRBTH 5, Z D% THIK
BEEAENEREEL, BlaatnERic L 2BELR
IR, KEIRE DS L EEIIRIE, Sl D
B U ABREBAINE oA T 52, Bicofid 518
O i THIC ANCA IVE 5 TREE % 2900, A3k
HRBMIME B X CHBIIRCH 5. ANCA BIEIMERIC X 2
SBRAFZE D W HR AR AR R (L BUIR - o B SR R BRI
WMRCH D, WENEEIC R D LN B R EREREE
45 (necrotizing crescentic glomerulonephritis : NCGN) % & 7z
L, EGEEMIZ I3 SUSETT R BRIR B 42 (rapidly progressive
glomerulonephritis : RPGN)IEEREZ 29 5,

ANCA BEME 24, ENFUROMHEIZ X D myeloper-
oxidase (MPO)-ANCA [ i1 % % & proteinase (PR3) -
ANCA BEME R K E N5, HHETIE, MPO-ANCA
REEEIM A 8 DHEEE 1d PR3-ANCA PBELINE 48 1< FE~E{RIAY
%Y, ARTHE, bHBEICE W MPO-ANCA BHEIME
# OB EE (MPO-ANCA BHERE 4¢) 1B L, NCGN & DOBd
H, REAHOES, BRI ANCA FIZORR, 2
W - RREICBEY 2 RIEET R O S HER RIS D W T

N5,

NCGN &, BOEHHREGE v 7Y v, #ff) Ik 5%
BRR g @Ry — o TRHRUREYL, RN, SR %IZ (pauci-
immune) B> 3 Bz S b, £EFIE T ANCA B

ANCA associated vasculitis and PRGN
FMREEEIE 1| AR

JIL g e 1
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& A

# RPGN |3 NCGN D& TRb LWVHET, EEAR
(immune complex : IC)#, i RABRIKFEIERFLA (anit-glom-
erular basement membrane : GBM) HifhE & i\ 5, &
AN B ST 5 B & LT, BUIREICIEHT GBM, HH
BOREITIE IC, EBRERIDIZ L A L Tld ANCA HiBHH
LT3, BB 42 BloMERER NCGN @ 9 B 93 %(39/
42 B) 13 BOEPUA B X CBER LA (ELISA) T ANCA
B e, 7 %(3/42 ) DAY ANCA EtETH -7, ANCA
Bt 9 & MPO-ANCA Baitid 92 % (36/39 #I), PR3-
ANCA Biitds 5 %(2/39 ), azurocidin-ANCA %% 5% (2/
39 ) : 1 13 MPO-ANCA & [ath) T o 72, %%, HIE
bHETIE, =7 vt Biding Site £:5D ANCA HIE
ELISA REHMEBEARKE L L THv o R, W5 & bk
B BRERENLTL R, L L, ANCA BHBEDS
HIIFHEAREDOBEIC L > THEEOSELH 5, HME
SR NCGN T ANCA DSEFEICkeED &) 2>1d, ELISA
HWEAEZ2EZTCHMEL, I CEEHMAKRICLS

ANCA HIE & Bt CHINI T 2 HF23H 5, ANCA HIEHSE
I nE T BEMNERS 1, BIfED Capture ELISA 72 &,
kb EE, BREEOEY ANCA JIERENHRATTH 5,
Capture ELISA 12 & % PR3-ANCA #IEY 13§ TN ¢
BRI T3, BIEED L 25, ANCA EEMEMERE
l NCGN D REHFEOES I THETH %25, BRI
ANCA BEH#B R & RS EMHIFRENTh 0 5,

EEREIYE TR ANCA BI#E 4 B 3E o e BwHE
B o Eic kY, ANCA I TNF-a, IL-6, IL-8,
IL-17 % EDH A P A4 v e 8L CFhEREELE & 72
L, FdhEkD & ANCA MISHURZIX U o & L4 DRER
REGH X, MEREMRESE RS L w3 EHEllsh
T Z)s~13)0
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&
a | PAM 26 : REFEEDOMIH, LEMEOMREYEBHER%E
BB,

b : MPO 3 : RIRIKICEZ D MPO BRIk GREIE AR
BITHEE) & MPO BHMADEE ICREEEAD MPO i
BZ#RH S ; Hematoxylin ETHKIEE L RBESIATW
%,

FEFE, NCGN %2 L7z ANCA BIEB L CI1X, B 1R
9 &9 12 MPO FBMEMIEA SR L T 59, MPO-ANCA By
MR D KR 1P RER T, — RS S EFN T2, F
7o, RiE L 72 MPO 51l B 65 o 5 BR 14 47 B B 12 13
MPO DILEMR 615, MENEMdO R~ —5—Tdh
% CD34 & MPO DBE%2 A% L, K2 IRt XIig,

MPO Heta 5% o (REHEE T 13 CD34 et DK T % 580, NI

HAERREE SRR X 115, ANCA DIZRIHIE TH % MPO I,
1) BHEaELZE LRERE TH 2 RBREW ML &0
MENBMEICHEET %, 2) MPO-H,0,-Halide %%/ L,
NA FaAF TP HIV(0CIT) % &% FEE U 72 M

X 2 MPO-ANCA BEBXICHITZ MPO & CD34 D&
FEFRR

DG : Kix MPO F&B5M - MPO & CD34 [ttt d{REmE:

THEGE) ICREBIhTWS,

D RIE CD34 & | CD34 1& MPO e D {RFEE

A->THREIHTWS,

® : #Efsld MPO & CD34 &6 (TR

e s

FEEZ249 2, 3) HFHERE DI 2Mo lysosome D
AELZ HE USRS ORMBERE2E T2, & &R
ZboT5, LEdioT, GFRERISKREREN NI 8
- BEE L MPO 2t L, MU S 1ude MPO B3P BZ I
al, REFEEDBIE, I OICEAREBE $1-T %26
N5, 2 OIEEALEFRBRIC X 2 505k B TR E R 12,
B3R L) ICEROMIMEDAECTW2 LIS N
%o ZOfth, ANCA BHER 2 CRIFHIRT R+ —> 2D
IE, FREROIMEEENDBEERE, MEEEDMREIL: &
PBREINTWVLS 14~16)O

ANCA PHMIMAE 58 DR EMER DY K & ANCA HIED—
RAGIZ & D, ANCA BRI 25 D 56 HIF15 1355 10 BEE
MICH 5, Lh L, ANCA BIEINE % < EMAHS 20~
40 %IZFRD 51, REIFHRUED DI IZHMRO T L B
MR ANVEETH 3,

TR O ANCA ORISR FHRTF & 74 3
P E )PV TR R EERRR/DH 259 Won 519
W, Y Fa—ty ViRARHEET, BAEIC ANCA Hikil
(MPO-ANCA ¥ 721% PR3-ANCA) 8 4 f5 5L Fo> E5 21 [A]
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i

M 3 BMEELORREICE TS MPO 8 (MPO-ANCA BIEE R AIHAH) alb

a: MPO 22 b : A OUUAIROIEKER

4 : MPO [5iEfRAE

A : {RHEBED MPO &, MPO (G2 DIE DFRIFEEICTROH 51D,
O IR VRRICHKRIIRZ R B,

MPO-ANCA Bt b I CHBRFIR 4 L1118 |

TR () 4B | | erEsmERt (-) 148 |

paEAL 4 [
BROFE

B

fEiEAE 4 [E]

Hh) &L Hh)
0| 4@ 0@l
€ 4 MPO-ANCA [Bi{bEsICBIRFTR Z R B > IEF D FR

D9 b, G Z R L 7 11 BT RS 18 % (2/
1) THorDicH L, L 10 BITIET T 1HEMAI
BRL 7 ERE L Tw 3, HE MPO-ANCA BY#IMA 72
(1991 4£ 3 H~2006 4E 5 B D 25 4E[) <, Sef2MilEE
7C 1 4L EEM# L, MPO-ANCA [&tE{t#s b @i (2
JE~3 A H) Ik MPO-ANCA % il L, #i#@H iz MPO-
ANCA DL E RO - D1E 25 [ TH > 7o, WFRIE 16 iE
B, B 113, WEZLRKER 6214 &, BTN
% F% M4 4% (microscopic polyangiitis : MPA) 13 fll, Churg-
Strauss JiE /B #E (Churg-Strauss syndrome : CSS)3 fll, #i£H]
R 1.7~14 4E (F¥ 69139 ) ThHh o7, ZDH B MPO-
ANCA T AL 12 3T Iz It R O FHRAT R 2 7 0 T
oDl 7 18(7/25 1 28 %), FHHAFTRZRBORD 27D
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e MEFERE10 @

BROFE

5L Hl) &L
4 gm 2@

18 [B1(18/25 : 72 %) TH o1, B4 IR T &) IT, MPO-
ANCA FHIBMALI I FERAT R 2RO o7 18EDH B
EIEEEE R L 20 4 BH Y, wIFNbHEY
ANCA ML L, ZoBEREAD Lo, —F, &
BEMEEE oW Tb a2k 14 BOH L 4 [\
ANCA 78 1~3 A AN ARG L 72, B 7%
4 EE BT L drote, L L, ANCA 3Rifiba1ET
Hotz 10 ElDH B 8 [A(8/10 : 80 %) i& ANCA FEEHEAL
7630 A HETEHAUHOER 44, 6 2H~1 £
HOFER 36, 266 WA 1) ICHKRL, £/, B
L 7S, B E Tlo ANCA il b 71 2 580
T iz (MPO-ANCA #ifhdilii : F kML 70+48.5BU,
JAR% 150+ 168.2EU, = 7' 0 #t#d MPO-ANCA HIEAIE).,
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L7hso T, EEEHO ANCA BEIEELICI A, Bk
ANCA fEEEMHRDOH 2 & FIIBRPLMEROBROY
AVBREWEEZOND, REFARLZ g EICH LTI,
FAR (I B HITIRIE L OB TT b N2 BB L /-, BE
BROBEIF Tk, ANCA B I BEMBINIIIER, &
HIRDIEICHIRL, ZOo®INE 7 V7 F = VB ERT 3,
RO FEHFE RICIX, ANCA FifRlioE LE & & bickic
SEBEERIMAR O HIRR B I B ESNETH B, FD LD
A XY P PHROBHREF L o»ICBEL T, BiE B
AHEEERRENE RRERRECEA2AED7 v — b
FEIRBRIN TS,

ANCA BEMERICET 2MERDLH - SEE
EDEHE

BUE, HHE LK TIE MPA ® CSS, Wegener A ESE
% EOEFENEROBBICHY 6 LT 2 BT, &
FREMENRL > T3, bOETREREEFEEELME
& KBTI OB WTE A, Chapell-Hill 5y $H 3 i
(Chapel Hill Consensus Conference : CHCC)? 23V & #1,
B¢k CHCC, KE Y 7 < F %4 (American College of
Rheumatology : ACR) %3%2**, Lanham 282, Watts & ®
FAITY ZLFEO R EBAVSENTV S, T D
I ZNZ R, FE»H 5, FZ21E MPA KL T
PRI OB Wi R M MPO-ANCA 8 X U hDsEIZ % \»
TTVEMI 2830 Hici D Avs i, MEERAT RT3 L b 4%
e L&, SHICHL, CHCC #8iddH < F CRHHRIM
BROWWINE LOH 2R LI-boTh Y, HEAR
PAETH B, £, ACR ICIEERBIIRE DEMEIZH 558
MPA IZD W T ORI I, 2, & b %4 ANCA B
M 2 B O EBR G 1 1, #16Ch Ui X 5 38
EALEETH B, BFE, BAIHNHHEAYENAY 22
PET Watts & D70 T Y X LGRLE P EIHB BN AL D
R ES 2 & Rl SR ASIR STV 5, Watts
SDOTNTY XLDEDOEAIZ, ANCA MUY R TIz
$ CSS(ACR F 7z 1d Lanham OEME L 5) 28 L, X
IZ Wegener B IEAE % #87 (ACR, CHCC DJEH) L, Zh
5 2ERBORELZHZ L THuRWIEAIZ MPA L2 2
EWI)FHETH B, —8, RMMERHR SNV —T
(EUVAS) 2 FFilnic, Zh g coegtmERooE, HEE
DRELFEELEDSNTV S,

1.
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2. REIFREORE

ANCA BH#IME 5 OFHERIRFE (AT A N, =V F%
Y VIR OB I oW, BESEBEARMERIC L 3
H7 MPO-ANCA BE#IE K W% 7 )V — 7 (Japan MPO-
ANCA-associated vasculitis study group : IMAAV) CHi [ ¥
MEIMTb, TTIBERIRKET L, BE, BIHNED o
nTwng,

ANCA BHEINE R O BREHERHFEIZBI L T, mycophe-
nolate mofetil (MMF) & F BN BRI N+ 25/
t, 274 FEEBMRESHEY SN Tw3, MMF OF
RFBERFICBE U X BIE BEUVAS CRlA & 3BT
TH 5, HHETH MMF & RO GEIIHIE S % &
2 2 V'Y ¥ (mizoribin : MZB) D AR ETD X 1,
MZB BB IME KR TR S L OB iR - B
T 5 MAFREI A ZARINET R TH 2 (EEFEEETHE
BRERAHRID,

ANCA BFHEINER DO FHRIIERCKWEBE@ANH B, 2D
RELHERE LT, ANCA BEMERDORBHEEOER &
ANCA HIZ O—1{L, BEEOWE, 2 L ThPEICE Y
LEZ, BIRC AT LAPRKELREE 2R LS LEZ
bd, FR20EELD, 75 RULOBHEREOESER
#ZEE D & RIBIIRIG, M2 v 7 F = v ekt &
Nniz, 5%, BREADOBNLTFHING kD, HiHE
WCFEREGI D% > ANCA BEEE 4 0 BT RO BIE DGR
Ins,

ANCA H#IE 481%, RPGN OL» TR ZWREITH
%, TE 5721} RPGN O, TE4UL RPGN 287 3
BUDBHEAEIEEOBERIICEBH LIAE T2 2 L, EHik s
TFRUBCEETH 3,

X |

LB FA B B DMLEXR BRNEE RH &, B
WHE—, sAREE, i K, WEEE, LHEME, N
Bih, THRXR, FEEH, FHER, iz, HHRE
A, SUEETIEBRIERB O ZEE, HESE 2002
44 1 55-82,

Kimura R, Matsuzawa N, Arimura Y, Soejima A, Nakabayashi
K, Yamada A. Azurocidin-specific-ANCA-related idiopathic
necrotizing crescentic glomerulonephritis. Am J Kidney Dis
2004 ; 43 : e7-10.

A, &R 8 sAME, KBl AENRE &
AR, WHERR, RHES, $PHRAE, MUEA, BAR
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REARE TR, RBRENORET QT VR
WEROWLE, Y1 b h A R REORE 2
EHbHY, FORE - BRI, RERFORSP
RSN TnE, ZOkD, BIRT X ) Lflis
ORBIHEENH OO TWS, ARTIE, 2
O SIEHIHIR O e  TRIEERICH L
TV ABEIMGEIEE, AR O W THRE Y
%o

I. REREBABRICHT 5 REMHRD
B

SRIRARE S0 0T B SRR L O 5 — IR
BEIEREATFOA FETHY, RERZREE
RENC B TRINETH D, T2, RBEINHIZELE
MTHWD I Liddkl, BEAELPRITRER
Fu4 FEEOHRBEETH S,

RIRMFIE LB ROEREAE L LTHEHY A
B, @37 u—PEERRLSBETERE KR
Y, BRI RSB RO BB TIE
LTWaER, @ A704 FOPRWEZLWEE,
@ MERELEHLTVS E X, @ BHERHEIR
HRROBEAL LR EAT A FIZX 2EWERSEL,
‘o5 ATFOL FEOMHINEER L E2ETH
b

®RIFAER - BECHT I RENRREO®RE

1) EWMEE
1. BIBEER7OC NE
2. RGN
a) 7H¥IL{EEE  cyclophosphamide
b) fXBIEHIE | azathioprine, mizoribin, my-
cophenolate mofetil
c) AT = a—1) EEE ! ciclosporin, tac-
rolimus
3. HEAPSAYRIA | rituximab, infliximab
4. MGEEE
a) KBy /07 LEEEEE
2) 77zl YR
1. METH]EE
2. MIRRRERE

II. SEESIEDIERMEE & RIREBRA
DI

1. ZILFIALE

Y MARATZ 72K (cyclophosphamide :
CPA, BR%& IV RFHY)
GIEVIHIEERBOBERIE, BHF LR Phbo
TWwWh, RYORIEMHZEL, FAVE, 72
HETHENALBL L THESIh T F M b
T VAT — FThhb, 1943 FLROTAY —
KHREBB LIS v H—0bRESTHY, =

* Immunosuppressive therapy for glomerulonephritis or nephropathy
key words | 7 V¥ MALEE, RBEHRE, vz a-) VEEE

B ORMAFEEETE —INF  AriMura Yoshihiro
(T181-8611 = MiliH 6-20-2)
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DEEHBE NI AL ICHMBED 7 SO mKE
EARDONT, ZHIZEHL, F4 oy
TR — FREMY USBREICHRE LSS
JE5 DM/ E RBdTz, THhEEBICHEEE LT
FA MYV RY— FHEAROBKSEET
RASN, FA4 YT CPAPERILEN. CPA
BEHCREFIAEER L 20, HEHM DNA 5F
WOTZT7=r%T7hFNLL DNA 5% 345 L T
DNA AR A HE L, SHiam s+ 5, HA

Tid 1962 £ & D EWERREE L LCHWLRT
W, BUE D RBE R EREE DA TH B DS,
CPA 3N /2 Ch {, RIBHLMTH A Y
VSER, BRI B U 3Bk DNA AR HEL,
ZOWEMHAL - WHEZET 52 & ¢, MatsE,
WS OTS 2 WINIT 2, SO0, &
LD REHHREE LTHHAVSR, BFEb LS,
N— T AEJ S ANCA BIER 7% E OB
LNTW A, FICHEEEOBRV Y — T A8k (V
T, VA % ANCA BE% s (BAMENE SRS
#%, Wegener WI3EMESE, Churg-Strauss SEBERE 7
Ik aE5), BT R, AT o—
TREERZ EICHWOhTwE, B55EREOE
7R dRERIR KBS (IVCY) ATbh b, Wik
WEE, BRIEFSECRIER I IVCY DI ) 234
BWEREINTWAY, BROBMETI 7O~
CREBEHE R TERTEATATOL FIZ7 v+
WMEFE (CPA 7213 bAE T RREFTRO 7 05 A
Ty NaEl) ORAMEIREREY, L,
bAE DL R IEF % A 10 & AT CPA #H81
AT A FHEMZE LEZEREEZEOR TV
u,s)o

BIfE B B IERE A 7 252 b7 5205, B
R 556 1B R E R R M AR
BLeisb, TROEIHBERERICHET A2
REHEIERELARSEN 10g 28R 0ED
KTHILHFEETHD, 72, BICHEATI
RN ARBEYSER EORERZE LR+ E
4812t L Tid CPA 1 1 mg/kg DA B3 5558
Thb, %P, CPA IZREPRENMA OISR
5~25% 2R LWL DD, BFERBETOESIC
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PRI R ASEFINART L, EEAHIERT 2,
Z D7z, BEHEETICG U CPA B% 30~70%1C
BETHLEND D,

2. REHEME
1) PHFATFY > (azathioprine : AZP, B
RETLSY, PHZY)

AZP 1Z 1952 4, 7 X ) H OLUEIEE Ger-
trude Belle Elion (1918~1999) 12Xk h ¥R 8 h
1963 4F Joseph E. Murray (1919~) 12 & 0 #1& T
v P OBFRBMICGH SN s HATIE 1969 45
5B AT BV 2 M BUSIIH TR 2 &
otz Elion @7 HF4 7Y VEROEL
HHN, Murray IRBHE~ORH2EO O —X
WVES - BHZEZZELTw5, BRICELT
X, BELREBERIZ VA, 4 AT ViE 2006
FAZ 7 10— 2 BB RGBT L TR
BHAGEMES N AZP i, HENTE-ANA
TrTU Y (6-MP) KRR#@tsh, 7YXy
TF FOEERZHEL, MR GTP (guano-
sine triphosphate) %M S5, AZP i%, Y »/%
HRICHREDE O de novo BEBDERYHEE T,
Y USERD LS THIIC T V)V 2SBROEEAL 1
EHEL, ¥4 AL B ARORS: 2 1ET
B

AZP 1% CPA 1Tk, AIERMAE, HEFHL
EORMERIZ AR VA, EMEAREE LTI
CPA IZHACTRIBIIHIIIAET V. D728, B
I LCAZP IZEICY 70k R 7 7 3 FEERD
HEIRMEREE LTHY SR TE 2, 2003 RN
MmE#R 7 V—"7 (UVAS) 1Z& 5 ANCA P mes
ROTIRERIC B 85 BB S RER)Y
Tit, AZP & CPA OFEMRBIIENLh oz E
RELY, EMEFEEKE LT CPA IZH~EWERH®
Dlev AZP FEFHI ST 5,

—F, BEHREAREL LTDH 2004 4 Contreras 2
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TLTF1ZV)

MZB 1%, bAETHE SN T VRHTETE
<, HERTIVIE -5 Y (MZB-5 MP)
WS S NENE T 5o de novo ROBRBEHR
ThbA IV VEIRAT 24 PEBEFE (ino-
sine monophoshate dehydrogenase . IMPDH) % 7]
M - ERRACHREL, HHET Y XN, B Y
SERCH LTI R 2 7R 9

MZB i3 1984 SEICRBBRIC BT 2 HEXIS D
P CEBREHARAS R, S5V —TAFE
70— CERE, BfiU S IcE LThER
BB S TWh, ill, MZB ORIz
BEEBED LD, V— T A ANCA A
ROERBAEL L OERMEREL LTLH 150
mg/H? 1 E#HE-H A BB CORE SV RERD
RASNTWAHY, Tz, BFE ANCA BEE I
w3 A MM LCoF Y, #ERMPERE
BEVC B S B B RIGBRDYE AR 3 ) A AT B R E R
EWRFETETHTH 5o

3) 207 x /—)EBET = F)L (mycopheno-
late mofetil : MMF, BER&t/ILE7H)
MMF (AN TI a7 x ) — VBRITAH S g
WMESIET 5, coIa 7 /) —VERIE, MZB &
FIREIZ de novo HOHELHEREFE TH S IMPDH 2 W3
B - ERMICHEEL, V) o SERABIEIRE 2R
¥, MMF % 1994 £ X 1), IREBREICB T 54
FUSHIHICRBOER & 2o T b, BUE, BRI
3 A EBOER I VA, BRREHRLIIV—T A
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#0E3 ANCA BN S 5 EHE R EE
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TiE, BEEHEBECHTA2EDEIHRESI AT
2 10)0
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N a— L Calt - A INVETF ) VRS
MOy YEMEREE T, T HEZA R CEE
2009. 6
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fhah, BERTFTH5H NFAT (nuclear factor of
activated T cells) #BLYJ vB{LL, IL-2 2D
A MIA VEERFET D, Y OAR) ViFZ
OBBEMERNOY IR T Y EREETAIE
T, ¥70Y AAEFK BEEA~OHEEAL
THEL, IL-2 BEZIHIT 5,
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WHEEITEARS 18 &M MPO-ANCA BfEDHH L
fifa i TR L /= SAMRR SR MER O 1 f

EE EF M RT BEEZE E MU
& &% wo@A &\ AN
BHAEEEHE LA (B - Vo~ FBERAR BAE2 ) =y 2

£—J— K : ANCA, MPO-ANCA #iisfE, HR, MeReEir, Mltim

(BB

WHIBIFEA DS 18 D MPO-ANCA BiERFRIC, Mt MK THIRL A RMBNSROLERO 1§
BIRET S, SEOIIE 60 2, K. 1986 EICREBA, MEMEEHEIN, BERTHEARYREND BINRFEIERR
FERERD. 1990F2 B, BRETERREBLAS KUHHNZE U AR FAMSEMZ RMER L BITEh,
2704 R/UVASSEEHET. FHmEsE LY, BrRedsEh#EEiEAcL /. ZORO MPO-
ANCA 1% 260EU £ SIET, ZNRMBREREBORVEDOD, LI 18 £/ MPO-ANCA (& 200~500EU £&FH
MEEAREEE L. 200841 B, & 25 BRBHSHIRL, Wi XKL, EHFICRELVRAMMBIIAT 28
HAR. MEESETHARICT, MREnEsEhz HREOOREFRERE LIS, BRREICIERER
POREFEHRD SN Mo, KB X HEEAERR L 27 2005 ELIE & W BEOBMAIAE HRO Sh.
BELitBhzERELTWEEEZ SN, ANCA BEDEGET AHSBINER T, BREMHICEREEZONT
WTHENBERTHOBMT ATEESHY, BOERICE L < BEICRAT ZMHNOHRICER UTER
<IBBEEBSUENHBERDND.

A case report of a maintenance hemodialysis patient who relapsed with
alveolar hemorrhaging after a high MPO-ANCA titer that persisted for 18
years

Akiko lwasawa', Noriko lkegaya', Masaki Saitou', Shinya Kaname', Yoshihiro Arimura’,
Akira Yamada' and Masaru Ogawa’
First Department of International Medicine, Kyorin University' ; Namikibashi Clinic?

Key words : anti-neutrophil cytoplasmic autoantibody : ANCA, high MPO-ANCA titer, relapse, maintenance
hemodialysis, alveolar hemorrhaging

{Abstract)

We report a relapse of microscopic polyangitis with alveolar hemorrhaging and scleritis in a patient with a high
MPO-ANCA titer that had persisted for 18 years after the introduction of hemodialysis. A 60-year-old woman was
admitted to our hospital because of coughing and progressive anemia. Proteinuria and hematuria had been
previously detected in 1986. Renal biopsy had shown focal segmental necrotizing glomerulonephritis with
cresents. In February 1990, she was admitted to our hospital because of rapidly progressive glomerulonephritis
with alveolar hemorrhaging, and was diagnosed as having microscopic polyangitis. ANCA titer at that time was
260EU. Although steroid pulse therapy improved her pulmonary hemorrhaging, renal failure progressed and she
was started on maintenance hemodialysis. Even in the remission stage, a high MPO-ANCA titer had persisted for
18 years during maintenance hemodialysis. In January 2008, she was admitted with coughing and progressive
anemia. Chest Xp showed a diffuse reticular shadow on both lungs. Lung biopsy demonstrated old and new

BB BT HHARESEE LR (BB Y oS FBEEAR) T 181-8611 AN 6-20-2
Akiko Iwasawa Tel : 0422-47-5511 Fax : 0422-44-0645
(2HHH 200943348, %BH 200946 F 26 H)
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GEED  MRENCEAD S 18 £ @ MPO-ANCA SR 2 ICERL 72 MPA

alveolar hemorrhaging. Although, she had not shown signs of vasculitis, a review of her chest Xp suggested that
mild alveolar hemorrhaging had occurred repeatedly since 2005. Physicians should pay attention to the
occurrence of chronic alveolar hemorrhaging in maintenance hemodialysis patients with a high MPO-ANCA titer

during the remission phase.

&

i

PR ERA E SR (anti-neutrophil cytoplasmic
autoantibody : ANCA) B4 4013 LI 8% 12 48 2%
AL, BMEAE HCELDHVEET, HR
ELHBOIERMONT WA, ZO-OEMRE D HHR
Pl $-ERERLVRCBMTAILPERL
%%. ANCA HufRlioBHMHEILE, BROTFHICE
BEDRENDHB'™. LorL, BWNEABROBRS
S UHEFREAT I BT 5 ANCA OBERIZOVWTOR
FEd iy,

SHbbi, HREMEABERL, £ 18 £
® MPO-ANCA mflifefiieic, Ml & sk c
B L -SSR 2 B IE % (microscopic polyange-
tis : MPA) @ 1B %#B& L 72, AR{Flid ANCA B
EROMBFENHOEK, BREZEZS L CHERE
Pl Bbh, ETOEBREMABRET 5.

I. 5 %
BE 60, ik
oA 8 - 4 YN

BEGERE : 20 5%, MER. Mm% HHREAV=T.

RIEME : fFidy &z &L,

RARME © 1986 4F 38 mFFICIR AR, FRIEIM % H54 &
., 1989 4 8 A MPHI ARE, BEME T L. B4
MR TIE, 6 HORRED S B 2 MORERIKHTEL
LTHEY, 1 EDREEO—ERIHBEEH k% 20
RIRBAMAR BB ROFRTH 72 (K1), &Y 3
BORIRED S B T HEHE ATV Fy 2 REOMIn%
O, 2WMTIFIFTEFORKRETH /2. LG, &
BCIARBREPE TN TE ST, MBS RIS %,
IgA BHE, BEVORIRRREILAE 72 E AR E L LTH
FHNAR, BEBRICIEESLh o7 FHEI2A,
Mg e BHmASHIE L, 19904 2 H, BudETnEs
FEMERED L OBt (K 4a) # 2L, BRHZAKR L.
FRRATRL & 0 BRI S RS R LB L, A5u4
Fov A2 AT Lz, S &b R ssE L
7ot (B 4b), BAREELR CHRETEAL 2o
7. #BH, BFENEEHYy, ZoOBo MPO-ANCA #
W L 25 260EU & BfETH - 7.

DR, SRR THEREN (3 H/HE) 1T, MPO-
ANCA 200~500EU & BRI G L Cvizds,
M%7 & OIME SRR 2 RO FIEF IR L Tz
O, REMHRELZTOTRBBIEL T T/,

1

BAERKEMATR (198948 A)

BAIRBIEE R RAR 28, = 1 F AT BT 5 R 5kE.
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oo MEEEITEA D S 18 ER D MPO-ANCA BEFHHZICERLA MPA
* 1 ABEHAEATR (200841 A 21 H)

KA MR MiEFRE
Hb 9.8 g/dL CRP 0.6 mg/dL
Ht 30.9 % IgG 2,036 mg/dL
RBC 321 x 10%/ul. IgA 276 mg/dL
Plt 22.5%10%/uL IgM 376 mg/dL
WBC 5,200/ uL Fe 35 pg/dL
Neutro 83.7% TIBC 188 ng/dL
Eo 1.8% UIBC 153 pug/dL
Baso 0.0% Ferritin 704 ng/mL
Mono 3.0% KL-6 909 U/mL
Lympho 11.5% SP-D 102 mg/mL
ik MPO-ANCA 233 EU
1h 120 mm PR3-ANCA <10EU
2h 135 mm ACE 20.0IU/L
SEE BRI A (BH)
PT 94.0 % pH 7.321
APTT 41.1sec PaCO, 32 Torr
EAbEBRE Pa0;, 64.4 Torr
Na 145 mmol/L HCOs 16.1 meq
K 5.6 mmol/L FRRESREIRAE
Cl 108 mmol/L  fii&&E 52.8 %
Ca 9.0 mg/dL 1§ 76.1 %
P 5.1mg/dL HEEHERE
UN 95.4 mg/dL YRV v RR Btk
Cr 10.3 mg/dL Ve B TLER B B Rtk
TP 7.0 g/dL & etk
Alb 4.0g/dL R 2 Btk
T-bil 0.2 mg/dL
AST 301U/L
ALT 28 1U/L
LDH 184 U/L
Glu 103 mg/dL
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WERIZ D AEIC 1~2 BEEE L T,

MBI EASS 18 A L7 2008 £ 1 H, 0K
L, EFBERAHEREL, M X RTh T2
ik L UE ARSI IRE 2RO, TR
oRLF Y EMCAEROEMOETHED, 1 H21
H, B2 H Y RPEREARI AR E 2o .

ARBEE: ¥ 5 140cm, AE 32.5kg, R
36.4°C, NR$A 90 /% - %, MJE 120/86 mmHg, ik
THE. PRSI B % B 2%, BREREEIEIC BN,
FHMIZFED e h o7z, Y v iRz ED T, W
WHZ L, WTHEFEAEMCEE T B2, 2
8 3 BB UHEIMETS levine T/ VIZEIL /2. M8
WA RERL, BB, BELRORI o i
ZMF AR IR oz

ABESMRERR (B2 HE K1)

MR R © R MRAETIE, Hb9.8¢/dL, Ht
30.9% & EsttEfRESRAN, BLORLOTELR
B EALFEHRATIE K 5.6 mmol/L, Ca9.0mg/
dlL, IP 5.1 mg/dL, UN 95.4mg/dL TH o7z, M
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A T CRP 0.6 mg/dL L 85T, ferritin &
704 ng/mL & BETH o7z, F 72 KL-6 1 909 U/mL
LEETH oA ACE W 20.0IU/L & IEHHEA
T#H-o72. MPO-ANCA 2 233EU (F:#fE<20EU)
EEEERRL 72, BRI Y R 54 Tid PaO,
64.4Torr &{EBERIMIEZ RO 72,

PRI B AR R AT R« G E 52.8% & R MR E 2 32
Wiz 1HEIZT76.1% L ERHEATH > 7.

PMBERAETR v ) YRS T, BE
MRSk - RRE, BRnBEsEREbEiT
Hot.

B R (X 2a, X 2b) : WEBEM X MEE T,
T - TR 2 R OIic OV AR IR & B 7.
d, LBEEOWEKERDT, MMBZOIKD#ED
Lotz BECT Tk, 0% AMI/AERLEOHR
WHEIBR AU F T AR RO,

ARG - EEATR & ) RN, Fill i,
Fuaf F—v R, BRESR EREDR, AEXH
RE TR WEMIEE, TBLB #17o 7. filaZ Tk
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2 a :[OEREAE X RTE (2008 451 H). WU - FHE & O

PERMIRLIRE 2 D 5.

w7

A

b : FEREHE CT (2008 4F 1 A). Wi FHEEC0°F AMI/NEFR LMD

PNHEHTR,

R 3 FiEARKEME (2008 42 H)

ANH TG ARERDB.

o R LWL Z D 5. S ATYF) VA HEAELEY /0T 7 —
TOERNPBRDOONS. P NilibREECEREOMKIZESZO5N5.

NEVTY) VAR LB S BAFEL, AR
WMARFTRTCTANEYFY VRERALEY 207 7 —
IWEHEHRET LR Z RO, WEEE, BEER
FHEEEDT, F—NANY Pt R D%
o7z, LLEORFE L) Iila iz ik B, E2
Wb X OREEED/-® 2 A 13 B gESE T itk z
Tofe. WBIRT LI, Mgk, Mifam
WHIHOBMAT AAGEO bh, ~NEVF) V2 HAL
lex a7y —VOEEFENRD SNz MiRREEEC D
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BEOMIBZESRD LN, INOLDRANS, 18
PER R I & 3217 L 72,

BN LB OB 217728 25, RIF
LT 5 2005 FFOMIE X MEETITIZ, W FHilc
BREOMMBIRE 2D TV (R4c). YL, B
PRIV ATIIER DD JEFT R D 72 4 o 7275, 2005 4E LA
B2 SEM B E KELTWzbneEL bR
7o ERPRENRICZ L BEORATH 7272
¥, 20084E3 H25 HX Y I V') ¥ ¥ 50 mg/ &N %
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M 4 KB X REERROEE
a 11990 4 2 AR WA ARORBEEZRDS.
b @ 1990 4E 4 A #%  REROUEZRD 5.
c 120054 1 H : W TREIC O S AMBMRIRE 220 2.

e saLil

0

fitim - &M - RPGN

|
[__EPO3000BEM3EE ]
MZB50mg/HD# PSL 10mg
cAazl——4

AR RS :
MPAL 2 T 2 HERE :
BAE et .. Hb
CRP T T YT 5 mmm—m— (grd)
(mgidL)} X 701K/ a2 o~ 16
’ —~ |14
20 ' Hb //‘\ 7 12
15 P it et NP
’ g ~a 10
10 . 8
5 N
CRP 6
EY 0 4
600
MPO-ANCA
400(7 5% /\ M
260 _
200 A \\/ «~\___/¥\\
N 7
1989 4 1999 2001 2003 2006 -2008,01,03 ,04 05 ,06 ,08 ,12
® 5 #ZBX

RPGN : rapidly progressive glomerulonephritis, MPA * microscopic polyangitis, MPO-
ANCA : myeloperoxodase anti-neutrophil cytoplasmic antibody, PSL : predonisolon,

MZB : mizoribin

GRA3HE) oWNIRZRBLE. 0%, MPO-ANCA
OFIHIE R R T L7225, Bibk - CRP OBk ILFHE
L, Bl ELRD. S5104 A EEL D MBE,
V7Y ISifOAHERDO 4B 19 BLUR AL L
otz KNE#, IVVErERIEL, HuEichng
L7z, SRICE iR RIZSE Lz, eyt
B, S, BmASRAE L. mMEROFR L E R,
5H2HLD L F=VaYy 10mg/HEBRIEL .

0%, SHBER BIMEFEFRICREL, 2008 F 12
HBAE, MPO-ANCA 2 50EU LT L, EAERTH

370

FETRS %, MRENMZTL T 5.

n £ =

ANCA B3I 443, miFHIC ANCA HSREIE S 1,
ANCA 2SFBICHEL T EEZ O TV A ME
KOBILTHD. ANCA 121X MPO-ANCA & pro-
teinase 3-ANCA (PR3-ANCA) %7 %4 72H Y,
PR3-ANCA % Wegener WEIEDH 80% 2RO H
n, MPO-ANCA & MPA ® {3 & A L, Churg-
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Strauss FEMERE D4, Wegener BIFERE D —EBICEE
HHNBETY ANCA BSEIE 4130 TR, BHEA
£, HREOBVEETDHY, ZOBH, HHLLd
2, BROFH, FREIVBELBUNTAZEPEE
kb,

ANCA Wil € o MF R OB BT 5 8B
BB SR TBHOY $7- EBRPICBITS AN-
CA HEDEMA S OB S H % B LR G ER & Bl
HHLENTWE?, L LERETO ANCA #ifk
BHOBRIIOVTIE, HELLLDBRIREINT
BY, —ShARBEBTOHRW Y KEg
i 18 £ ®» MPO-ANCA B ORBHICHRL /2.
Lurati-Ruiz 513 6 2* H B 1> ANCA OFrseRsit i
R B R v E 4 L, Pettersson b2 I3 EM
BICHERT B &4 { ANCA DAY 1 4L i
LBl LTwab, —75T ANCA OFEtr A1)
TIRBROY A2 B Y, G2 R L2
FHEWOL I HELH L. WThORETD, B
ZHIMIZ 10E T L <, MPA TOHEIZP R,
bivb ik, 2002 41245 TREFIHIRE 2 1T L2
MPO-ANCA B:# % %0 51 Fl% & L7-". 51 %
By, BIEL A 47 BIOPT, 44013 ANCA BT 1
FEDERR L. YUBZodo 2 5IZERL, 280X
HBRLTW R Do, TOFRLTWEWVWERE L
2P 1 PIEAEFTH ), RIS ANCA L FH
BEHERTEMD ) O S%IZHRZAD-2L L
Tolz, TOZERPS, ANCA BEBEFACIIER
DI A7 HEL, EERVEBBENLEL Bbhi:,

T/, AETERRIMOMRSENNFICHERLL. &
HrE A% D MPO-ANCA B %S % O FIRBI DR Et
B0 RKElo & 512 18 E-ICb 725 ANCA
FRSERICEHRLZBMEIINEITREATH,
V. MPADOFHERESERTARHRELLT, 2
AURMETHARIRAE £ B L OB ILAS TSR, HE
FEN B CIIERROMRR M EEE 25, AEH
TIEM R CTER L7228, SRR R ST Ras
, MEEZHETICBESE L. — RIS
Mgk, Wi, B¥hikEz2T55, FRICEERER
% LICEIMOETR, B X MBEMEER CT TR
HT AR, WHIRRE R SN TRR S WA BTN
ORI D & 5770 F 2 MRENTE AR, T
AORLF Y RIGEOEN, BELOUT AN
WRESHBLL, WA EMmI I & 2R L 726
bWE SN TWAEY, FEFTHEERBBOREN &
DI X MTBEOMMBREZHD TV 20
£91Z, MPA TIIHMERBIEALD MPE, BhEo
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FRRIEIRBA LN WVE ETYH, W X BEEOBR
BEORHBEAIRBREO MBS R MOBETICEETS 2
W, HRe X VRIBATAZLICOoRN B ERD
ha.

MPA OBRFHi% HIE L2 EibsE o Ic
DWTIE, YRR 773 NIME, TYEFETY
Y 3ava )= VBETLFND, IVY LB
LEBAHMTHLI LIPS TE, T, EE
WIS ANCA OFE RS o LIS I VY ¥ Vg T
ANCA OHARMAMC N L, MNRE2HEICHHITE 7
ELMESNTWAEY, BHHETIE, PR B
EUHREVH Y, AT A FERURS % GBI %
ALIZ W, 20708, BERRERINCERL,
RENHEOFHEZVRICHA S EBERE LS
EEZOND. BRREARIIEE & U CERE A RE
ICHEF BAY, REFITIRI VI E LV OBIMOATILE
MIERZIHTEY, SV PV o v LPBBESSER
Thotz. BRSBTS MPA OEMFMERREIC
DWTIE, IV E Y EHFORIERNISEC O LB
TORTEED, SHRESLIRFAPLELBEbh 3,
w B

SHEbhbhid, REFEABEMRL, ¥ 18EM
» MPO-ANCA Bfifeithic, Milgiim & mprc
BRRL BRSNS RNERD L P2 BB L. AE
Bl & 512, ANCA BENFET 5 HEREES T
i, BRICEMLEZ DTV TH EHMA2&ETH
LERT HWEBENENS Y, SFICHEKERICZL (1B%
BT AR noBBICEE LERROREL S
IUENRDDLEBEDLNS.
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