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A case of anti-GBM-antibody positive rapidly progressive glomerulonephritis who was
weaned from hemodialysis after combination therapy with steroid and plasmapheresis
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Department of Internal Medicine, Shinnittetsu Hirohata Hospital, Hyogo, Japan
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EREHTh- 1 EF 2T,

We report an anti-GBM antibody-positive crescentic glomerulonephritis patient who benefitted from
maintenance hemodialysis 4 months after the initial treatment, which included steroid pulse therapy and
plasma exchange.

A-29-year-old male was referred to our hospital because of high fever, abnormal urinary findings
(leukocytes 3+, protein 2+, occult blood 34) and a moderate degree of azotemia (S-Cr 2.9 mg/d/). C-
reactive protein (CRP) was 18.9 mg/d/ and antibiotics were administered intravenously for 7 days under
the diagnosis of pyelonephritis. High fever persisted, however, and S-Cr increased to 9.2 mg/d/ even
though a sufficient volume of urine was maintained. Blood and urine cultures were negative for bacteria.
A kidney biopsy was performed and cellular crescents were observed around the glomeruli. No abnormal
finding was observed in the lung and the nasopharyngeal region. To treat the crescentic glomerulone-
phritis, steroid and cyclophosphamide were administered while hemodialysis was carried out simultane-
ously. Although P-ANCA and C-ANCA were negative, anti-GBM antibody was proven to be positive
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thereafter (169 U) and six sessions of plasmapheresis were additionally performed to remove the antibody.
Two months after the last plasmapheresis, the reduced urine volume (300 m//day) gradually returned to
normal. Hemodialysis was terminated because the S-Cr concentration reached a plateau at 4 mg/d/.
Repeated biopsy revealed marked glomerulosclerosis, hence hypertension treatment and a low protein diet

were ordered.

In conclusion, residual renal function might improve even after 4 months of hemodialysis in cases of
intensively treated anti-GBM-positive crescentic glomerulonephritis, though consecutive renoprotective

therapy is required.
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[RE . FE IS 6 AR 5 EE, BREEROIILE
L LIS, FREA3F, REMm3I+, mECr 1.9
mg/dl & BHEEREREE 285 S L, WBC 14,700/ul & HIfl
By ERL W), ANBEEER 2 iiER
B ENTz, T Db FKEDFH L SEEAED 51
poizlz®, TH 6 HICHYBEWREREHI ARE & 7% o 7z,
ABEEE CRP 18.9 mg/d/, Cr 2.9 mg/d! & BHEREREE DAL,
LREORERICERD, ERIERY 7+ 77 >,
A IRAL - Y TRAYF I M) Y LRER) RS LT,
LU 39 HICIZ Cr 3.8 mg/dl, % 89K HIZIX Cr 8.9
mg/dl & BHERESAHICE(LL, REL KEBEIEFLES
BH»SZIRE > 720, ABEE 1195 H I YRHER &
%oz,

W OEEHMEY, KIR37.58, Ml F 130/68 mmHg,

Laboratory data

Table.
Urinalysis Blood chemistry
protein (+) TP
glucose (=) Alb
occult blood B+) T-Bil
RBC 50~99/F AST
WBC I/1~5F ALT
RBC casts | ~4/WF LDH
ALP
Peripheral blood BUN
WBC 13,100/l Cr
RBC 369X 104/ ul UA
Hb 10.1 g/dl Na
Ht 30.4% K
PLT 58.8X% 10*/ul Cl
Ca
IP

Serological test

6.5g/dl CRP 18.9 mg/dl
3.5g/d/ IgG |,276 mg/dl
0.5 mg/d/ IgA 204 mg/dl
591U/1  IgM 193 mg/d!
681U/1 Cs 145 mg/dl
35710/ C, 48 mg/dl
179 1U/1 CHs, 48.6 U/ml
78.2mg/dl  ANA X 40 |
9.2 mg/d/ Anti-DNA-antibody 2.8 1U/m/
7.4mg/dl  C3d-IC 2.8 ug/ml
132 mEq/! MPO-ANCA 10} EU
5.8 mEq/! PR-3-ANCA 10 EU
96 mEq/! Anti-GBM antibody 166 U

7.9 mg/d/
6.9 mg/d/
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Light microscopic feature of the first renal

Fig. 1.
biopsy specimen in July, 2002

Glomeruli with cellular crescents(arrows). Tubulo-interstitial

change included mild lymphocyte infiltration (arrow head).

(PAS stain, X 100)

fIiFr 80 [E]/43 « &, ARSI ICEMZ U, OIEE I 2%
%<, FHE, RERELLRD BT,
ERIBHR TR (Table) : BUN 78.2mg/d/, Cr 9.2 mg/
dl EFEHLRBER2OWMBELZRD Iz, Flz, BIIRIMES A
TRAHEET ¥ N —y A 2B 7, B RIRGERISE I E
<, BEEAL X SREE, CT € b i <eRE M A =
EORFERRDLMN o7z, 2B TORELELLOHFE
EPUAERIAIGEE O R B R AERG, REGMATESETH D,
RS T M R BRI B R 2 B8RRI B AR & 1T L 72
B4t R (Fig. 1) { BIZRERKIK 4 0 5 & 2 i1l

fil 14 889
HEFEAEZED CEHEEREK 50%), MECEEDY ~
NERENE, —EBORMIE ICEE 2R O 120, RIME
%, MHELIZERD b o7z, HIEIR, /NEEMBEIRIC BIlREE
b2, MEROFRIEFED o7z,

PRERIEME (Fig. 2) IR IREFEE & b k2, »ofdHl
DR TH 5 Z & & REEBGYE IR ER TH o 720 IR
IMGERGE 72 & PRAT RSE 248, 2 B OB o aus %
BRREDE(L, BB COMBIME AR, gk L
HA O R BANRE RO ol 2 e, —RWEEAE
B R EW LT, BRICHLAT oA R(XF VT
vV E=Vuar) v AgkE 3 HEETL, Z0% 7V R
=Vuryedmg ¥YZ7u7xA773F50mg &L
720 1 HIREHKI 400 m/ XL, BUN 78.2mg/d/, Cr9.2
mg/d/ &£ BHRERESHEZELE T, RBEETY F—v 2 b
WEE L Wi O MEEN 2 BG L 7z. &7, JR¥NAG
13.1 U/ (FH#EE 7U/1 U, FR™ 8, microglobulin 1,320
g/l (BEHE(E 230 g/ LAF), RIEO Y v BB 2R
el e o, PUERNC L 2 EFMEREEEROBES L% 2
Stz le PRI R IR L 7z, WEERE 10 HE£12 11X CRP
FEMEAL L 72 R E XL & 2572, MPO-ANCA,
PR-3ANCA 23t T hH o7z », #HH 17 H 12 I GBM
Pk 166 U (ELISA 3%, FEHE(H 10 U i) & IO #R =
Bohiizw, FHI0HEHLS S5%7 VT S BIK| & iE
Wb U IMAE g itk 2 R U 7z IS HBRIATE RT O BT
Affiix 169 U Th o7z, 28T 6 [H1T - Hi GBM Hii4(f
13U FTRA L7 BHEEOLWE 2R, B O
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Fig. 2.

Clinical course of the patient
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Fig.3. Light microscopic feature of the second renal
biopsy specimen in December, 2002

Glomeruli with fibrous crescents and sclerosis(arrow).

Tubulo-interstitial change included mild fibrosis and atrophy

(arrow heads). (PAS stain, X 100)

BN EEE #Z 2 7F v F = 20, > FFyr2hik
L, %7z, EHiICHY v > b E2EELL 7z, 8 3 [BloIMmE
B EEL 7208, falEdh 9 Bl (88 60 % HEE) 2> & PR &
DRZ WML, 10H FAICIE I HIRER 1,500 m/ &
Bolze T HITHE W Crf b EHTHT9~10mg/d/ 2> 5 4
mg/dl Bt TIET L7z, 10 ARICIMIEEN 2 Fik L7z
BZOBRLIME7 V7 F =V REO LAZRD T, &%
B L 7- 2 BB o7z RIFE 12 A2 HEARANDRE
218, PHRUEZEHNE L CTHEBEREHITLU 2, B4
TR R (Fig. 3) TIXBIELRERE 20 {2 {8 D A H3IEF REK
T, RO ISHRMENEE AR & S RERIEP I L L 72 R 3R
HThHoTzo RMIE T L T 72 23KERS DIZEHE -
ZHELTBY, FMEEICEEHEERD 7, BEREkE
D30 7%  [HE ORHEAL & IRIE OFfE 2B 770, B
REDIEFLII AR F 2, (REAR (0.6 g/kg), WIEE
DI, TV VOWNE, T XA T vy 2BEED
WO IV AV Y DBREETo T2,

1 GBM HLR BRI E RITHBRNFE 2 EETH D,
immune complex I, ANCA B # & % & £ @ pauci-
immune B & & I AEREEEE K12 X 5 RPGN % £
TEHEBTH 2, PL GBM BURBRIRRE 1 fifi i 1 % £ 5
Goodpasture fEMEHRE & B IR/ 3 % HL GBM 2 RPGN 12
SEINDS, HEIRTE 12 FEOREETEHEETHEE R
W DOMAEI & B LHIEDS 1.5%, BENI48%L,

HEATHARBRAE 2 0 1 1

RPGN 21D 6.3 %129 X720, FEERTFIZH S iz &
N, Goodpasture FLFICHTd 2 B O HIE K IGH
FREEZ 5N T W5, HiGBM HifkD £ &~ — 713 %5k
&, R, FREERICHEE S 21V 7 —7 20 a3
$H D C Kl % NC (Non-Collagenous) -1 #4312 TE1F
L, BENCRFAAL VEAILOFBECLI VRSN TV S
(hidden antigen) ¥, JRYYE, WL, WAFEYE % EBRE
HRRTIZED T8 s —7DBBESh, JAREESEID
24 U3 L HEHS T W39, FREENERE L
T HLA-DR2 (812 HLA-DRBI alleles) & O BEHE A SR &
NTw39, BEBITIE, FERICBRERERZED 72258
SR, FREITHTDH 2,

ZMH OFT GBM B RPGN D G# I3 A Hl, Sy #lH 7
(Fey7r7u7x A7 7 3 F), MEATHE L EAERIGE
LLTHT o, AANITRITSPSAEEN %2, St
RNIPURDREEIG] - FBh, MR PR ORE %
HiE LT3, SiliblFie & skt it e ©
BB DIT S M RIFIRRBAE 2 e L W O HEVDH 57
N, WRBEETH 27 OEROEIME R T 5 1CIEE >
TV,

—7, BYHRQERKCRF)RERTFLE LT, 1) BHE
FAEARTOIME Crfl, 2) WHHEBLARED & D@L EH,
3) BB U 2 EABRBEENTZCH T NS, Bl
REDIMFE CriECBE L TR IhE TOER BREN DD,
My Cr A% 6.8 mg/d/ K THE LML LI-FETIE 1 F
B A 50~100 % MR RIFTH 50, A TH
BUZHETIZO~TREBTFENEDL O TRV L %>
TWw3s, Fiz, JREHI PO BN 2 LE LT 255
W, SRR, AR & OB DT U B R
DWFEIIRHETH 2 L SN TWwb, Levy 59 1%, 71 HD
TRCOBHFICAT A PR, v 7ua73A77 3 F
MR 2 TV, BISARRIING Cr fEC Nz, JRHBILA
Br D BT LB % & 8 Tz follow-up HAM A3 25 =D RHAA
FRGE, FRICOWTIRE L T 5, Ml CrfED 5.7 K
WD 19 BT 1 FEBEFEEN 5% F90 2 A D fol-
low-up Ml TIX 74 % CRIF BB CTH - 7o —H, TG
Cr s 5.7 mg/dl LA EOEGITEN ZLE L Lighrodz
13HITIE | EBEEFETH 2%, follow-up HIR T 69 %,
EeLEE Lz 39B1Tid | FEBEFELRD 8%, follow-
up IR CIE 5% &, BER» OB ZLE L LIERT
EBHERED IR IZIER CNEETH 2, BAT 2 B L1572 2
BIOBRIGIF M Cr i, FHABEBEREREBRLE I LTV
7S, B R ARG 2 2R A & SR 12
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2, BHTEERL b M Cr A 1.5~2.1 mg/d/ TR L 72

L Twd, REBRERELA T 2ER, ZK - K
PROFEG, WEHERT» OB 2 BB & UTHEFOB FHEIT &
ODOTPHRRETZ 5, BMHME B L T Johnson 512 &
%k, 80 %DIEFIDIMTE Cr{E 6.0 mg/dl Kiwi TH - 7223,
AR 30 %A T B AT 100%, A BTl
30 % & HBEEE 30 %A E TR FERBIARTH- 727,
LiL, FABREERED A TR E S 2 Oty
BTFHRTFICE B WEWIIERL H 2, bIEOH
GBM %I RPGN O ia#E e T3, I Cr 8 6 mg/d/ i
F 7213 AR AR AY 50 %R D% E TIEA T a4 Fo3
WAL B T AR, S, MR, %
NP TRl IO 2 W& FRERRR LR ST
22,

AT IR RIS MGE S, CRP O & L&, Cr
9.2 mg/d/, BRI THIRDME S B A (GF B AT B 50 %)
23, EERREELHEE H S pauci-immune % RPGN %
B AH & GEINEIF 2 BAtE LTz, £72, ERFICZIR %
S BAG, REMETY ¥ F—> 22O IMBEN 2 LB L L
720 Z OB PLGBM Pkl O FFH % 5 », i GBM A
RPGN & @27 U M HEE O OFH %2175 720 HEEBLG
¥ 1% pauci-immune ] RPGN %% 7, ANCA B 1% &
DIRFIRE? (2B 1T 2 MK R ERNE B 5058 CRER AT ZAR A
aAT7NA4THollw, HRFHWEEE % grade 2 & W
LIRS IC D & AR 2FAtA LTz, &7, BHEHTHY
HEEFEEN e holclcbyr7a7x A 77 S REHHAL
7zo KRt HT GBM Fitk O |5 % # Hi GBM & RPGN
L2 L7248, Bl GBM Bl RPGN OEEIESIC & 2 &,
RN D D REFERE 8 5, LD LABIZEFEZTH
D, TTICAKIG EEYRE AT > Tnizlzo, [
IR 7 £ ORI 2 IR 21T 12,0

S, GRS MEENT 2 LB L, F I MBEHE
FOBRDEN T b b & FRAKINEN % B T X 72
HEbELT 1) @ik, FEREZEOBFEEL W,
2) EERER, 3) HBEASLOERNEOFE, 4) Ml
MY AR THE OB ERD 2, 5) SEHIERE MR
ROBGOWRENE, 6) MEZEEEOHH, BhiFon
%, Bolton 5% O TIE, I CrEA 5meg/dl LLED
BEH 95 % DREG T HETEEL 50 %A ETH -7z,
RYICIRBEARREDD 2 HYIREHE L FE 2 2w
23, I Cr B i U HRERENMEW L Bbh b,
B AD Y > SEREE b ZFINCFRD ol 2 & S PUEH]
OBGRFEETE Y, M Cr o 53R E

il 1 4 891

ROHBDBFERTIE R VAR b %, /o, MEFEHIMR
#, ERT RN EEFE CRERES S w e w S BEY
ROBELHRTTHS EHEZHN5, Pusey 513, KK
BT & iz 2 AARDSEEE & W7 #5 ARG O 56 THER
ChE > TORWIGEIIEBANER 2 FH R T NETH 2 &b
RTWBW, LaL, FIcBb o FHFERD & B 242
e L, »OYABRIEKEDL 100 %DHE 1L BEHEEED EIE
FIZIZAFRETH Y, ZOERIEMTZHL WE IS TH
%19, F 7o IMAEASHAEE OERT O HUAAi2S 169U TH D,
6 [FDKEFTT 13U NBA L, JiEOBRENEH TH- 72
LEzonb, LL, ERIFOBERTOPUKMA 166 U
TdH Y MEZHERT QYU & FEEZED RN Lnrb,
AH, SEHIHIFNC X D CRP & ¥ ORERIG, PilkmEd
DI S T Tz 7z DAEIEE OEFT 3G S, IMEER
Buht R X 2 HUERBRE RS i b s B sl S
720 UL» LA CERAZIER RERE D 72 < KRS 031k
LTWwicie®, BPREEFELISELLZERBEZH 0,

$1 GBM I RPGN O P& I FIAFE R, BB E £
R, EFRCRELIFELE 2, %05 T bHARITL
HCrfl, LHAHRBRENLEELNTFCTH 2 I LIiFME:
s, BHERE, Fie CEREER L THCER LIGRI
BATIZNETH L EF 272,
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