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Apheresis Therapy for Anti-glomerular Basement Membrane Antibody Disease
Kaori Mochizuki and Takafumi Ito

Division of Nephrology, Shimane University Faculty of Medicine

Summary Anti-glomerular basement membrane (GBM) antibody disease is a relatively rare
autoimmune disorder in which glomerulus and/or pulmonary capillary are injured by an anti-GBM
antibody that binds to be basement membrane. In Japan, it occurs in around 6% of rapidly progressive
glomerulonephritis cases.

Since the disease activity of anti-GBM antibody nephritis is very high, the following strategy is
necessary as soon as possible to control the disease activity ; strong anti-inflammation by corticosteroid,
removal of anti-GBM antibody by plasmapheresis, and suppression of antibody production by
immunosuppressive therapy.

Though it is recommended to perform plasmapheresis with 5% albumin as the replacement fluid until
the antibody titer is reduced to a normal value, no definitive protocol has yet been established. Because
plasmapheresis is not effective for renal prognosis in patients with severe renal dysfunction, quick
diagnosis and treatment is needed to improve their prognosis.

Key words: anti-glomerular basement membrane antibody disease, rapidly progressive
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205 bREREVAORELEDL S DZ, 1919
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ET AT b &, T IV Goodpas-
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3. #i GBM HitdRBOKRHA - i_iE

AR ORBER T L BEHZRRON G PEESG 52 &
PHLPE RS TWA, AERERERT & LIRS
TANVRIC K BRYG:, TRLRBERLAHREE R E0F
EWE~NOBRE, BREAOVANTE, REHAE, TR
M, &%, LM< volume overload 72 EH3E8IT 6 I,
OB L ) BKEEZER T S VAT —F
Va3, b HOPE LY b—7HBEHL, ZhITK
B AP GBM HUASEAE S NS, ZOH GBM Pk
PEREBEEGT L L, PR, V8K, Bk <
a7y =Y % EOKIEMBAKBRITICREL, £
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BEAOERE LT, FEHBEAERIZTES
i, ThRbbe MAMKGE (HLA) & OBEN R
#WE&NTHY, HLA DR2, DRI5, DQB6 & @R AT
EINTVAEY., F7-ZOHKEAIZIE MHC class
II ® DR %838, 4512 HLA-DR15 & DR4 255 < BE L
TBY, BEHINENPUR L 2D MHC class 11
PUR% CD4 fatk T MIfRH3 383 L, BHRIZE® &2 )
PLGBM HURBEAIC DR LEZ BN TS,

—%, 1gG DZHEERTH 5 Fey ZHEBRE~T R
IR ERIRIL R 2 B S0 L 728 7OV B O SEBRAS
6, HCIERUNDOETF (ZO%EZIARZER)
PIREEICHE T AW ISH LN L 2290 L, BA
TR B R ER 72 ORI A BT 5 2 L3
Lo TW5,

% 7291 GBM Btk B D 25~30% TIiLiE MPO-
ANCA BT b, #i2 ANCA BtEBRE D 5~10%
THEI GBM iRk TH 5 2 L HEshTn
57, R4, Pu GBM PUARRERRE SIERI DS < T,
FAIED 1L LRI A O Mg MPO-ANCA 2SR
LTWw2Lo@ENRHHY, ZoOWFEEL LT, ANCA
WCERE LT GBM PMEE SR = b =7 BH L,
PLGBM PUENEEENL LEEENTWVS,
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FHEARELCE > TV LA ICIRBEEREET 5.
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173, Mifgm e 58 173, WMAHREE, bW b
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WA SN, MmiERICH GBM Bk i Ehs L
D3IDDEBENLETHLLEINTVAS,
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HEAT U7 B TR O 2585 2o - oM L 0SBl R
ENG. MBEIZIIRENGHRESRONS Z L3k,
F/NERBIIRO NIREE CHMERDO 7 4 7V ) 4
FIEFE, & 5\ X2 ORI~ SIEMIIZE S BI5E X
MBI EVDDH., REROHR TIEARIRBREEE IR
> T IgG B LU C3 DRIRILHE 278D, ThidmfR
MEERECOHBINLZ LD S, GBM HHiz
LT3 IRZEEAITHIRILE ORIBHRE L TR#ETE
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6. 5l GBM A RBDAHE

Pt GBM PLARELR B 2 G B 2SR v 72
O, HEEXIY Pu—T 512, OBVITRAERR
LHFIC, ORETHHPLGBM Hilko kB L UG
PUBRRE A DI % 7] R BYERL MAT ) BB DY, &
NENICHIETHHEFEL LT, QRIBREATFTA, F
K, QM ORENHIREND S, RFOEHE
HEITHEBRIERBESIEN A Fo4 VTR, RIEHHE
® (A7 04 B8OV AHRE + SRRl sg) & Mt
FE L OB %2 P GBM Sk B0 B #E O EA &
BT, BEIJEN T Y PO — IV TE WA HIL
HRA, WEELR &STREWHEOESIIFE LR
WIEE D, BIBREATOA FEEMERREL2 T
H5ZL%E7L—FClTHELTNSEY,

Pi GBM HUARER KGR 2 R & L - B8RS
MFRBDOEREZMRFET 5 RCT I2BWTH, #H
BHEE LTREOROREREA T U, FEBLUA
T a4 N2V AR B L RENREESITON TS
DU EEREENKDIGO DH AL FI4 b,
MPEEE LTRERBTREAT A M, Y70
FA77 IV, MPEZHROFHEZHERLY, HARICH
FEERBFAETD CNOIBEERRE 2> TV 5,

2704 FESGEICELTE, AF V7L F=vn
v 500~1,000mg/H % 3 HEERR CTRM@EEL, &
WEEL TV F=V T Y 06~0.8mg/kg AE%Z K
%532 HERTa ba— et hoTns,

GEMFEZ, Y70 FA 773 F1l~2mg/ky/
HEREELLTW5E2S, BREBICSUTHRED LR
BE2BTFLLERSH L. T/EE, IaT72)—0
BET 2 FVOEPIEIZOWTOHRED RSB,

MAEIEICBEI LTI, |mFIOHTA FI 4 /1H Bk
Z7a bha—LoiBRiE v, Levy 5P 2L
LT AHHENEL»LOMETIE, 5% TV T I VEER
e L T50mL/kg/lBl (lx K 4L/E) DIMEERHRE%E
HHE 2R E T2 BRMBITT % HESHR SN,
AR 7 & DRI AL £ R0 Bk ] R - AR 2 R LS U
FEBREIMAE (FFP) 2Hwv5 & 3h, I/-Mime
PEFITIE 5% TV T I v CEH L 2% FFP 300~
400 mL ZEEIRBIHEHTLEOERLH 5.

ML OMATEIZICE L Tk, E&PFETEINE
<, EEWIC 3 EREOER TRABE I NLREMD

%o 72, HLGBM MMAREOFHELWET 5121
RIECLWRH 2 BB EomMAERIIC X ) BEELR
GBM #LAADBEAUETH Y, MIEPL GBM HUiA
PIEEALT 2 & THIfTS 2 RIS Twa, &
i, VLGBM Pk A 6707y v 54 FThHbH
IgG 2% 45% FLBE L 22 MEPNCAHER T, 1 RoOMmER
B2r 5 48 KRR I 1T MAEZSHHT D 40% F2E T T 1gG
EEET L EEBRLTVWREEZ OGNS, /2
IesG DA, IgM LB DU N v FEREDPEEL,
I EE D MARSSH % AT L 72 TH Z e Hhlid 5 LR
BATOIRE T CTIgG LA L, FFICHRENHEEE
ToTVRWEBEAETITHEM L) bEMBEICARL I LD
Hh. Z072H, REWED 1gGC %G EHEIEL
DA & REFREZ A LB LI A v
2B, Tl 1gG WA S L T EFLEILL
%1&‘

—, MEZXHRTIZILED FFP 2T 5720,
IR MEROEZ P EYRAHAIPUAREA, RS
HREELR EOBBERD Y, MELHEEZHEYELIT-
TV ZEDIIFIcRAZ B S\, FTLT IV
B L T A MERETY, BERTRZIUSD
R EGWEEBRT L E o 28 D 5.

ARG A SN A ELFTF#D Evacure EC-
4A 1, — MR ERmAE - REgr & D IRALEDNE <
KOGTFEWEZBRELTTIN - POTEMEOBKRED
WEETHA. Lz -T, BRERTFOELEIZ 2H
HEIRMIC1gG ZBHrETE B0, 1€k FFP B
Tl < Alb B CTMAERHR AT 2 5 (GEIR MEE
RH) . EBRIZ, P GBM PLARERERIKE KORERIIC
of U 24 IA% 458 2% 2 T W CEIRNI MAEREE % 1T o
7B DO BB EEOTFMIL, 1gG ¥ 54%, Pt GBM Ht
K23 47% THo7-Dizxt L, IgM id 14% &, IgG %
i GBM SufRIC N IgM OBERIZELIMZ SN T
W29 (Alb BEZEIE -27%). — ), Nagasu 57
Goodpasture FEBEHEIZH L DFPP 217\, IgG B L
Pt GBM JifA OB 2313 2 2 53~60%, 24~60%
ThHhol:btHELTWASE, FTEBEIZOWTY, M
SrBERs L AR B ER D 0§ 5 DFPP I
H~, Evacure EC-4A 12 X % BIRAY ML 2SR
MAE5EER— DO CTHEALBWEZ TH L. Lol L
75, Evacure EC4A 12 & % BINAYMLAE SR,
e EEMEOERITDH Y BHMIZIZHBETEZ2WH O
D, HEROHHMINIEIIHHE L DFPP & MEEOR)
BAEON, RBPORERICOENHEREL VR
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5.

& 512, Pu GBM $ifkEBITH 3 5 DFPP LR
g (TA) OERBESRZEBLAFEDH S, 2003
£ ~2013 FI12H GBM HiARREREE R LB S N
72284095 %, 168 TDFPP (EHH 2 WIEHT
2~4 M), 12%TIA (EHHLWIERHTEZ -V
10 @% 8~10 7 — V) %HEfr L7z, 28 B&EBM» TR
PAMZ, AFaq FVvABROZL F=vord L
iFIagc /) —VBE7FLL LAY 7%k
7 7 3 N BKEEHEE (intravenous cyclophospha-
mide:IVCY) O 52 ZiFTwiz HERIE, i
GBM il ZFIWMBETCEFEEZ IR OLNT
(DFPP 61.9%, IA 708%), B¥#, & TFEIIBWY
THRBTHo720, IgCOREDERTHEIA &
D DFPP O EN TV AW REM ISR & Nz, —
75, DFPP O&BED—2 & LTHMAH 0, MmiES
BEROBEME I 50mmHg B8, < TH 80
mmHg Z X &\ & ) ICHifT &2 RET % LEDS
ébZﬂ”.

B, BWEOBISIZOVTIE, T TICEES
REREE (M7 Cr 2R 5.7 mg/dL L L #2440
LENMEET %A, H5VIEEERTEAKRIES
REICRONLBEAERE) %R0 5 IHBN 2 E
BIC L > TOEBREREIIFCE LV EOREND
D20 il i A B o 72 W BHE AL O FEF TIE B KO
BEZ AED, BERINEREOBEISOEEIZOWTEE
WCHI T 2 LE L. Thbb, OFTFRICINTS
MROMFFTE LN (ENEESY, FhEmL, ¥
AREROBREVNELE TRVWEE), Ol m %
) HEB (Goodpasture JEMREE) Tk, KEBIBHE A
TuA4 FREEZECED RIENHRELZZET 5.
L L—HT, BHESEIL L ER T BRI HE
TFRIYETLLOMELH VY, FOFEBIIONV
THEIIKRFZMA T LERHLLEEZOLNA.

7. 51 GBM Hifd&EBDOF#E

PLGBM kDAL 6~97 A THARMEXRT 7>
%, FIHIEAIC X D P GBM k2T hidER R
INTHE ChIEMBENZRBOLERLZ LD
ANCA BEME R L B2 L HTHY, X574 Fig
HERELPCREL, BET2ZLHL DBET
BBCTHhb., 72721, BEZ6r AITBI2BAEFRI
20.9%, FILHEIX 233% L OWMERD D, FEARD
REBTHHILIIEDYIIRLY, BICHEMENS R

MERLIBELIZHBEOBETFRIIEHLOTARLYD
B &R/,

HAKSHD, PLGBM HEFROFETFRICEETLIE
HOME2MELTWAD, FRICE 5L, BRBOME
Cr 8 6.0 mg/dL L EXKHBFEARE~OBIT L HEL
TWizds, ZOLERROFEIITETFRICEE Lo
572, MPO-ANCA OBeHiiZ, BHEEDEAFICHEER
RYERER LNz, BEETEEro7 (P=008).
¥ 2R R OIME Cr £ 6.0 mg/dL & OREH % %
L7z <3, O57 U LoFim s @fithind v
D 2HEEBEVEKRMBEAE~NORITLEOBEZRL T,
% 7z Zhang 5®i%, B (72 BeRLIA) I IEENT
EBEALZEAED, 1 FAFE65%, BEFEL &
AECTHoZEZH/EL TV A,

B L OBETIE, SRIEPIHIFN G BRI
HESHIR IR BRI B W THAHEE T TORME L,
HEEETRO Cr MEETH o2 L PHEENTS
DY mEO 1 HERICB T P GBM HufkR & 221 41
DEETD, BPH, EOTFHREDEIBTEREATOA
FEEHEMBEICINR, Y7 0RA7 73 F/MBERED
ABCTHRBRICERHFTHY, 1 EBOBTR, LTk
AT O A FEMEETENENY 5%, F40%, ¥ 7
TRk A 7 7 X N/ RE T 29%, 76% TH -
2L Twas?2,

— 2, BAEYEEICET L SA R mEEssi t
HBITLCOHOBEFRONTENTHLLEINTEY, &
\Z Cr %%5.7 mg/dL YL EOFEFI T 5.7 mg/dL i
EPHIHAREEFAEPRARTHLELT, TDLEIH %
BN 2 EBEERIIREO NGB H S, L
LEESBHERFEHDOT A ¥ T4 ¥ OEBRES™ T,
COL) HIEFOHFRTHORIED S O HEL, WE
AR EC DML H R B E OBMEL I EETH
WE, BREORELZDILEELH L0, BEK
% AT L C MR BB E G REIL ORI 2 MR TN &
L LTHBY, Zhang ¥ H KEPBFALIZELER O
BE LT, BEIOHEHGBE COPBPRVI L%
ZIFTHEY, PLGBMIMFEEN D LiThid- &z
HEBHICE>TWARLTOIT7 7LV AZRET A
ZEDBREF L WwELTWS,

EHIT, ZOEBHRBRTE FREOBELZEDT
5bDE LT Levy HBYORETH L. FhICE B,
71 BlO YL GBM HLF BB KO BF I LEfI R 7
AF, Y7ufxA773I FBIUMEREZEHAL,
EMBLUOEFERELBEAMEITRE LKR, Crb7
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mg/dL LA ETHEE] (72 L) ICEMEE L%
o 7IERIE, 1 FAEFE 3%, BAEHFELL% LB
HFTHD, BT+ U —FFIZDZFTNEFNT72%, 69%
ERERDIMEICHRTRIFRBREEZ R L.

%3, YL GBM HifhE B o#E & 3t GBM Fifkili &
DBEIZDWTIX, WL RCT 2% { SEBIERE R
WKEEEBD, WBELNNTLVTHSETHHER,
BRLEEBICEREL L2 T2MENSL L, HEMER
DBIZEHTHLEEZONEY. FBHREIZIIN
GBM #itfkflio LA R N, BROBESL LTEHEH
ThHUREEDDH 27, BHMOY GBM JukfEidm
Bhml, BT, EHTEAREFTHL L SN,
MR L B ER DL BREVSFHEENTV S,
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