¢ ETHREIERIRIBES
(BB RIRER)

| HiFmDRA |

ZlERAEIR!

F BRI R BT RKEOFEHIA L ICRONIL, EIMEBIERIKABR (FRERIAMERIKIR
BR) SN ¥RBERDODIAKFBEORE (CEMIIRENEILD. BEHS VL IFHFABRD
MELHTCOFRESHS. COLIBHMRE, BIMREE—FBLTENZELHS.

a. XEFFR (1)
1) EFGETOERE
i) HE#&

ME OREMIIC, ik, FRRIRDEED 655, FiC, Churg-Strauss IEREHEICHE ) HE X,
HERERDSH L OB E03H 5. 2o OfifdzMEFEICHES 5121, HEREPER TV S,

i) PAS &

BH (Bowman ) ICFICHIBEAEML TE D, SRREBMIMEIFEEINTVS LI ITAZ
2356, FHEERZEE) . BIVEMURIRMAEE R TR, FREID 2 RKEFE, FriERED
b AR OME ICHIIRREAHLD, L L, FHETEERERNL & B2 < B A I R
DPHEELOI S H 5. £, MERVD 2 L ZOMERMICHEEIROEELH 5. LEHBEBK
DEEONS & E X, RMERDECDPEIET 20ENDH 5, 2RREEOM A A—X v MER &
BRI Tw5h, PAMBEESHIHL THET 5.

LHBTERD D 5 RRED =2 v DB THET 2 D0, WLARKRES ANTHET 2 D0 E
PTRZZVD, BEDD 2 RKME \— v PR ETH 256, —RIVICEFHERM: RERIARE
R =FHBERIARIREETFR LS, 30%BRELPZDLVEATOI)INSGELH 5.

i) PAM &

FERABIEERICHE S, &, Bowman BEOWIZ, rffitem{l, i PAM 2 CTHET 5
EHE LRI, WEOHRMEBMIME (peritubular capillary : PTC) PICHlIEAS 3 iDL L#1%
I, WHWHERMEBHMINE R (peritubular capillaritis) ZHERT 512 PAM a3 fEin
T3, BIHEMERREERTIE, ZOFRIHILOEGN? D 5.

iv) Masson-Trichrome &

AN ZEE 2, b L IRET LZEERITlE, FERMELSRME 0ZEifir R 5.

2) SEETOHRR
i) PAS #e&

XY Xy LARECEE O, EWNBEIEET A2 uHhHERT 5. b LOAEETIUL, EE
AR AR RIEE RO ATReE23H 5. Hil GBM HfAELS pauci-immune B D2 H IR R 2
TIXEARIC NS DZ{LIFED BV EHB W, LA L, ZHUIENTICWZ S 2 ETERY,
FHEAD 5 WIREHBEABEORMEICE, 7A=Y A2 R LMK TH 2 ERE2ZRD 5 2
EW% . EFHBOWRZHE L Tw» . Mk, SR, SEEEoHEICIE, PAS a7
I T7% K, PAM %¢fa, Masson-Trichrome $ta b 35, —&EVIC, HIREEEEAEIEERGED
50% DA L2 #iEAs 59 5 b Dz, #ENEE HEIZEHED 90% D Bl E T o 5 b



LG
: PAM-Masson 2. #faiEEBED RO SNDRIKIE. —EICT« TUVDITHZERDSD (X400).

FRERE

A -
: PAM-Masson . #RHEEFRENERD SNDRIKE. FREFD 90% U EHHHIENEBEE TEDSNTL

TERE

TERA !

4. RERWEERB ORISR 91

B1 RS

THERE. BEICEY /R, FRIREED SEDRIEMBOREZRD, —EBDRME(C(FHEiNEHE

U, RIEEXRDREEEO>TVND. RASERICIFRMIRDIFD (CEEMIBDRD, REEPRAZED
EECHSEEEZEZISND (X400).

PAM 8. 2BFA[ICT « TU VDB ZESRDD. ZDEHLDIATIE, XTUFILEBEDIENP X
Y UFD LRRDETEF & SNELY (X400).

PAM-Masson Zta. #RftfiaME BADER) SNDARERIE. B [FEBED 50%KiE T, RIS
HEBRAED 90%FKiHmZELsHD (X400).

% (X400).
Elastica-Masson @, SIREIRE S OIT/NEBBIIRIC, 7« TV UERZERE S MEEORIEHL D 5N
5. MPO-ANCA [5G4, BSHETEMEREABROAES] (X100).



92 I B#%

DY), FHEREREEEEH R Z oz 5.
i) PAM &

WHENEDOWRZE E LT, RREREEFREOMZ, Bowman BOMZIFRD 5415, PAM Rt THER
Led W,

iii) Masson-Trichrome &

BHOTEMRIRIAE R T, CORGERIDTHRT 20E»H 5. FEHED 5 I3 ME LRI
—HLT74 7Y /4 FEIRDBH B LR 74 7V VR Insg, Rikd LTIk s RO
5.

iv) Elastica-Masson #&

1 A1 AROME 2 TEIC I ORETHRT 5. BIHERSIRL Tw AP NE, MERTDH
2 A[REYEDYH 5. Chapel Hill Consensus Conference 12 & 2 Il ZAEMRERED, MEDY A X2k 5
SV ZEAED, pauci-immune BB HREER K% BT 5 & 9 7% ANCA BHEINE 413 5%5K
HEMINE & MBRORIEIC L 2D DTH S, FNLDSMHEHELFHBIRRIC K > T, DNERBIIR
P SRENRZE Lo - NEIEIIRICEIRMEME R Z 2T 5 2 03D 50, —MRIVICIZERETEE A
bz, 747V ) 4 FEIRRZEIE Masson R TR G4 % 5.,

Ev k24—

ERSFNEEEODBICOVTEILLICDDRBVD, R BAEWRCAKRE, YL TH
BORMEPERBEDERARIS, [ RTBEIHOFRTHS.

PTC ™A L TO SR EIFTENEUMRDEREVDNB. BRFIREEHETERZRED
H3D, TOXDBPERAOARHNBAGES TR, BRENDEREELEADRE, BEAEHZER
ETBOATLEZLRBIMRTHILEADBNTLS.

b. HARMGEARR (H2)

pauci-immune B ARTEERIEE & T Ik, SREREICHiE, fZra 7y voBRARBEEZRO
B, 747 77V C3 I E ORI 2 B IR\, P GBM B A AR
PEARBREER TR, IgG (gGl, IgGa M FEME) B LU C3ARIMAEEREIC (Bowman %, JRiM
B, FIOEMRMEICD) BRICEET 2. IgARIgM, 74 7V 7y OWEZHE) 2 &
bdH 5,

c. EBHFIR (E3)

pauci-immune BU T, X4 ¥ 7 AfilE L EHOBMMIIED S, BETFELILEY (EDD) O
WERAs NG, EEMEO REBOESS, AREEEBEOWRPBEZINL Z LD 5, Hil
GBM HifFRIC I3, PN I3 ARBREFIERIED NEHIC, EDD AHRIRICTEE L TW 3T RBA LGNS,
AT L7 id, BRI, TR RREL I EDD IR SN 5,
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M2 BAHERR RS
DREAEIREE(C 19G DMRIRICEE L THD, 1 GBM HiFE BAEAIMERIKABE R (CHEEMIERRR (X 400).
T4 TY /T UDHREICEE. MPO-ANCA IO+ B AT RIERIRAERDAES (X400).
pauci-immune B3 BEFEHEBEREREIOTY V EHEOEREREMRFEL. UH L, BEDOIFFEN
KiEFDD.

ot At

S o, L
F3 EiEFrRARH
IR RANH 5ND. Bowman BBRIC(E, T4 JUVOHEPRIOIKEE, FHEROEEERDD

CDERREFENTIE, GBM DRIZHRIFFESZTEIFLY (X2,000).
A iEEERANHFOND. REKEBHEOERREDES EHMHHFOND. AT UFY AOEBEEINOMHiEE
mn, BERELEYZSRHIEL (X4,000).
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T ESHETEMERIRAER (ERATRIERIRIAER) ERIOR > k
R | REHBRRHOPT R |5

FRBRMZ S RFEMERIRFER L OEH

RIS M RIRIAEE R

C3, fringe pattern

- FRUTERFARNS VBRI TH 2D, RIREEE

ROZE(L, DEEELERRTHD.

- ERMAIMEZHD ZENBL.

IgA BE

IgA, C3 mesangial pattern

- FRBEREDEV IgA BIEEDHD. RERECH

(3% IgA DAYV FU LFFEHEAOURAMREDE
RRTHD.

- FRIFTMEDBVEE(F, ANCA FHUFIRZSH

LTWB T EBHDOIERZEET D.

EEMRER L DEF

Goodpasture fEIREE

I9G, #RIKLE

- FRFOYA IHBKREVNT EDFHEDLDOND.

EEMEFAFRZROIIEEE, fLGBMETHDT
ENHZL.

£H%TY M F—=FTX

ClglRtE(CINR, RED
OJUY, MFEDZFIER
&

- KBEEDEX T, RRKEOERMIEIES (XYUF

D LEN, EAIES) HERHE5ND.

- SLE DEMBECREINDRKHNEHHAR, &

BRRZHS.

®EIJOTVUY, WifLE

- BEICMEXREASFENRD SNNIELEES. NHFE

NHONDEEEIFRLTEL L.

Wegener P IIE 150 - PRI-ANCA B ENSL). ol (8-1R-5 -
OIS EOIEE), HOREERS,
BEES HMER - MPO-ANCA =N LY. RIS U< (FREE

microscopic polyangitis
(MPA)

REIOTVY, BIFLE
23"V,

MR, HDVEEN, T, HEEERMm %
FEMBEREEZHS.

RPIRIEER

IgA, C3 mesangial pattern

- HERFT R (& IgA BEICRRILT 51, BRIESMRLE

FAFEHFTROEENSV. %3, BE FHEE
ZHS.

oU#J07Y VIiE

IgG, IgM, C3

- (BRI S ERBSI R Z 4 5 RIHEIEIERIRFBER

[CXELTD. FRAPEHRZEHD EHHD.

-2 UZFJ07 YU YME HCVHF, M HCV-

RNA DIRZRDBECTHD.

7 UIVF— 1R E R
Churg-Strauss JEREE

EEEL

IFRINEEEH D AFEERE T« TU /A BR

SEMMERDITR. [EXHE, 7 LILF—HaK,
FERERIEINDE(TT 2.

- fDMERRBRELEN, HEBIWBEVENICHHE5N

2.

Bl DRA > b+

R1WCRL vV F2RT,

=NTLB.

DVRAY L

Wesgener fE1&8 (WS), Churg-Strauss fEfEEE (CSS) OBMIAIEDHA K51 V& ZHIE<
BONTOBD, TOLOBHRESDOBFICHRTBEBREF, REELBICEDOVICEDICEET S
ZENBERNICRITITNTOS. RERICWS, CSS (d¢n¥n granulomatosis with polyansgiitis
(GPA), eosinophilic granulomatosis with polyangiitis (EGPA) \BMEEZENRERINTHY,
APTEENEN “DRMENERSFEE", “BHREKUEAFEUEDIRMER" STHT D ENREER
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x2 BARNEEESE

237 | & Cr (mg/dL) |8 () RZEDEE | 075 CRP (mg/dL)
0 <3 <60 = <26

1 3~6 60~69 2.6~10

2 =6 =70 =} >10

3 BTEE

¥8A27 0~2: Grade I, 3~5: Gradell, 6~7 : Gradell, 8~9 : GradelV

(BB a R e B TR R E B ¥ 2 AEMRYERSE  20lE TR SRR
DZEES (E2/K). HE S 53:509-555, 2011)

x 3 BRIEBRERZ 17 SRIEERFNRESEE

A7 | FBAERE (%) | FHRAERE RAAEEERE
0 ®U

1 <30 B BE

2 30~50 FRAEMRRD FEE

3 50~80 TRAEME =E

4 >80

#8A37 2~6 : Stage I, 7~8 : Stagell, 9~10 : Stagell

(LA 57 B8 B AT I B R 1 B 3 2 IS ERes A0EfT ik
B RIEFEROZERS (B2 ). HE S 53 : 509-555, 2011)

x4 BHMEEIERIKFER (FRFERIERIRKFER) OB

fRtd FRIREAEE | i PSL*' |Pulse*? |CY*® PE*4
#1 GBM H1{FE! RPGN (@) O @) @)
REESAE RPGN SIRREICIG UTsaE

Iorll 70U L or#ET | O O O
ANGA HBHE RPGN Torll 70 AR CIREN | O (@) @)

MorlV 70mMEor &R |O © O

MorlV 70 WA CIEER | O O ©)

O fEHTIRTAEE, O BEE, RREENE, 2HREBLEED SBIRENDEEE

*{ O Z 0O R PSL0.6~1.0 mg/kg/H

*2: 2704 RJCULR (mPSL500~1,000 mg/H, 3 ARE) +#2 PSL0.6~0.8 mg/kg/H
*3:*2+ Y oORAT7E R (CY) 25~100 mg/H, FizlE+CY /YL 250~750 mg/m?/H
4 MRSHRECEDHA. —EREEBMIBIRORERENEIRIND T ENHS.

|=EEE|

AHEAT IR RAER B O BIRIRE (B2 i) DYIEIHE? 12EH. ANCA Bt RPGN DKt
FUCHSCHEEESE (F2) BAEFRLHBL Y, BFEAHRECHOTVwS, T,
ANCA 12/ Z 51 GBM Fifh b Btk D fERZ, $i GBM JifsH RPGN & HERICTFRVBIARTH S &
EETIREZOND L) IChkoTws, BN (R3) 1%, FHIXR L IRBEOLED
DT, FHRLOHEBEBEDbDN TV, EBHBLXOALLSRBEIN TR I EZED Y, 54,
FHFUICO%RNY, BEEMO—BELRCIESHLI NS 2 EBHFINT VS,



96 I 8&

|samsstoizTs|

EOETEIE R BREE 2813, (OFL GBM AR, Q%A HER, @ pauci-immune BT &1,
TR X 2ENE TR RIE R OB e > TIT ) (3R 4).

pauci-immune B2 H AR R R BREE £ O h T, AFTIX, MPO-ANCA HHED R D %o,
ANCA D% 727 5 272 50T, MPO-ANCA & PR3-ANCA OEBBEO TN TH-TH, F
BICEBRMEI R, i, MHEEEOESTH - TDH, ANCA Gk RPGN ICHE L 7235 % R
HI &9 %, ANCA FalE RPGN 12X 5 Sk, AFOREFNIC B\ TXEREHEL L <
W\,

$i GBM FifA% RPGN (&, Sf@ ik i S scigik 2 0t 5 %, #i GBM $ifkvkatiit 3 %
EC, MEREREZIHL CGRET 2 2 LR wbILTws, DEIREHEEZ s Tk
I Cr 6 mg/dL ML EDIEGITH > T, FiED & ORI <, B B\ CRfEMEEA ik
B LR E DREFIC B VT, BHEOSGET 2 RENH D, FEFIC X > GERTREA
BETH %,

RIEE G AR AA R 2813, IREETAM R K, 1gA BE & £ DR FEMRER A
BR0, V— 7 ABL, EPORIEEER, 294707 VIER EOEFEREBICE 32 HDHN% L,
ZNENDHFBIIG U 7IREZ21T ). RO EEAHEE B BRI R REBE R I2o T,
ANCA [5: RPGN IZHEL 721802179 .
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