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A case of anti-GBM glomerulonephritis and membranous nephropathy in a patient
with primary biliary cirrhosis
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FEBNE 69 7%, B, TR 13 4 X D BUSMEIRHEFREZ 1 b, SR 21 AERKEE X D B R, IR 2SN
L, TREFFREHEL, 3 7 HEBHEEDK TR0 6k oM AB, AR, i 2 L 79 = (sCr)2.8 mg/
dL & EA- %258, §i GBM Fifkbth: & I, B AEMERfT L2 L 25, KIS TREBEOMEL XA L 70
TSR 6, BEEICT EE NICMEYDRD N2 £, FEHEEIENEZ 6Nz, 5612, JHEICTEH
IR, HOGTUAREEIC T 1gG DIREFBENDBUIRILE 2SR Sz 2 £ 5, §i GBM JifARIB R D&% 2 5
N, ABiR S S 5 ICBBEREIZIEAL L (sCr : 4.7 mg/dL), 4 14 98 H X O Ui T o8, 27 a4 KoL 2#
HEPGT 2 O BEROSGE RO s N, MIEENTZ LA L 72, BERYE & 5T GBM FUATIE R O A0HIF T
Hh, BFHREIEHLOTAREEIND, BEBEDBE 208 BBl 2 2 L 2B, JT GBM Jiikm
EREEOIMMOBREBOAIICOVTLBRT 2L ENBH 5 L Bbh i,

A 69-year-old man was diagnosed with primary biliary cirrhosis in 2001, and developed leg edema, prote-
inuria and hematuria in the autumn of 2009. Three months later, he was admitted to our nephrology unit
because his serum creatinine (sCr) increased from 1.0 mg/dL to 2.0 mg/dL. On admission, sCr showed further
deterioration to 2.8 mg/dL and positive results were obtained for anti-GBM antibody (12 EU). Renal biopsy
demonstrated thickened GBM, spike lesions, tuft necrosis, and extracapillary lesions including cellular
crescents. Immunofluorescence microscopy showed granular and linear deposition of immunoglobulin G along
the glomerular capillary walls. Electron microscopy revealed subepithelial electron-dense deposits in the thick-
ened GBM. Anti-GBM antibody glomerulonephritis associated with membranous nephropathy was diagnosed
and treatment was initiated with plasma exchange and steroid pulse therapy followed by oral prednisolone (40
mg/day). However, renal function was not recovered and maintenance hemodialysis was required. A few case
reports have described anti-GBM glomerulonephritis associated with membranous nephropathy, showing a very
poor renal prognosis. In the case of rapid deterioration of renal function in membranous nephropathy, the coexis-
tence of other types of renal disease should be considered, including anti-GBM antibody disease.
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P GBM FIARRLR BRI RS 21%, SUsUEFT MR BRI 28
(RPGN) @ 72 %> THi GBM Hilk2sBatETd b, Mz &
DB E I TS, RPGN JEFICE W THL GBM Ji
RILE 513K 5 % & BTG 2R TH D, PLEBRDELF
KL 80 %5, BAHEGFRIZ 25 BETHY, FHRIZART
H 5V, 2002 4FE DA IEIE 2R TV R BRASE A OFFE

SR T, IBERBRE T T IR EO AR B
L TV AR B AR RIS T HAR TR DS S O RERT I,
itz A PE L TR niRY, BEAEEIEER 2 L3
T/, L LEETIE, BREHOMT L ZEIC LT
HRMIRIAR 21T 2 &8, B TRt TEAT
HHAHEESERH SN TV 3Y, Z0ko, ZEGETHER
FIEREE D HHEEHE 2 BT, F1 GBM FLARL 2uHE T
VER L WG & LT, MU & G St oF
FfEZT) S E2BFEMET S, LE¥NTw23Y,

Table.

Fhlbibiug, FEFEERTEFEEZ (PBC) Dfgi#EHI2
JRVEREIE & 91 GBM JLATE 28 % & OF U 7o 1 2 hEG 1 K
L, M & Guelfil SR o Rk 2 A e o T, SCHk
MEZZIMATRET %,

I fiE Bl
B #H:6K B
E BF: THEVEME, BRI T
BE{ERE : SEK 13 4F PBC, “FHL 18 AR m i i 58

IRREE - K 13 4E X b PBC IS X L CY B ke R
B, SERL 18 4E & b 1S O il 2 1 R U R AR N
FHoTIBR R TH o7, P 19 FE X D IREAPRED 51
T, ME7 V7 S Ul 32g/dL Wi CTHER L Tk
D, EIME (=) 225 (1+) LBETH D, BEIXIZIFZER
(sCr 0.8 mg/dL) T, BRI IEFHPHANTH 57, Lb
L, PBEG 21 FERKEE X O TREVEIEHBL L, Mo /ic <

Laboratory data on admission

Urinalysis Blood chemistry
Glucose (=) Na
Protein 3+) K
Occult blood (3+) Cl
Dysmorphic RBC 20 % TP

Sediment Alb
Red blood cells >100/HPF BUN

White blood cells
Granular casts
Hyaline casts

1~2/HPF Cr
1~4/WF UA
>100/WF Ca

Waxy casts 1~4/WF P
Epithelial casts 30~49/WF T-bil
Urine chemistry AST
Protein excretion 2.77 g/day ALT
NAG 10.3 U/L LDH
B,MG 58 ug/L ALP
Peripheral blood rGTP
WBC 8,000/uL HbA1c
RBC 320x10*/uL  Coagulation
Hb 9.6 g/dL INR
Hct 28.5% PT
Plt 30.2x10%/uL  APTT

Serology

139 mEq/L CRP 3.64 mg/dL
4.4 mEq/L C3 99.8 mg/dL
107 mEq/L C4 27.6 mg/dL
6.6 g/dL CH50 44.6 U/mL
2.5g/dL IgG 2,826 mg/dL
36 mg/dL IgM 151 mg/dL
2.8 mg/dL IgA 345 mg/dL
6.7 mg/dL MPO-ANCA <1.3U/mL
7.7 mg/dL PR3-ANCA <3.5U/mL
3.5mg/dL Anti-GBM Ab 12 EU
0.3 mg/dL ANA X160
19U/L KL-6 293 U/mL
10U/L SP-D(0~109 ng. mL) 101 ng/mL
175 U/L SP-A(<43.8ng/mL) 90.2 ng/mL
257 U/L AMA-M2(<7) 21 U/mL

21 U/L  Arterial blood gas
6.0 % pH 7.44
pCO, 34.7 mmHg
1.12 pO, 62.2 mmHg
78 % HCO,4 23.2 mmol/L

33.8 sec

ANA : anti-nuclear antibody, AMA-M2 : anti-mitochondrial antibody M2
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Fig. 1. Light microscopic findings
PAS stain (X 40) showing necrotizing crescentic glomeru-
lonephritis

bk m B

Fig. 2. Light microscopic findings
a : AFOG stain (X200) showing cellular crescentic formation of the glomerulus associated with rupture of GBM
and subepithelial deposits (black arrows)
b : PAM stain(%x400) showing spike formations
¢  Immunofluorescent micrography showed granular and linear deposition of IgG along the glomerular capillary
walls.

H7IVT7 S 24g/dL EET L7 S VIBEDETE L O
BAWR, MIROBEMHRD & 1772 7z D EEANEHE, 2
DL E sCr1.0mg/dL TH - 723, 3 7 HRICBHREEDIK T
(sCr 2.0 mg/dL) ¥ X Ol AR Z, RERIGD b
FADED 6 NBEB AR E o7z,

ABRBFIRAE : F K 169cm, KHE 67.7kg, IMLE 140/85
mmHg, M @ WKHEFD fine crackle (+), JEH : B2z L,
VUl c il FREIES b, B, BAfE, U v o HEilEReE o
T, MREINRER DT,

ABRBFRZERT R (Table) : sCr 2.8 mg/dL & BHEfEIZ X &
IZKT L, CRP3.64 mg/dL & ZAERIGFEE%ZZ 9 72, PBC
KR LToLY TA F > a—V@gAilkbhchd h, HFIHESR
EEIZIEH CTH o7, WRETIHIREN, Rz,
ZEIRIMER, SR LR 6, REEORREZ /BT

LA TH > 7o, RS, PBC OBEHEDSH D, SP-
A, VLS P avy P 7HEEMEIRO S ht, I 6I1Ch
GBM ¥ifk 12EBU EBptETh b, ZURZBEHARIR T O 5K
& L THi GBM HifA BRI RIEIE D W REVE DR S 17z,
ABERFEIRAT R © il X #1, WY CT 1 CHEA 0tk
il < Z, Wi, MK RO P RasiEe & e,
gk & e Ar < Uk, MBS, A, KEREZ RO T, B
DY A RFEEDEE 11.3cm, A% 108cm & IEHETH-
72

ABREEEE © AR 12 W HICB Az it 11 Mok
RiEp Bz s N, R REREZ 1, HfEEE H A
1, MAERIAE PR A 1 2RO, 7 0Kk TE S
B & R e VBROWHED R St FTE LI T,
AR 2 A ) SRERI R PHIC BBk 2 Fok & U 7 RAERHIE



FOKW fh 8 4 553

HWH R AR, £, BRI O RAIE 0%
MR S 7z (Fig. 1), AR T, AFOG JutaT L2 T
D deposit ZiR &, PAM RETIINEAMEIC A1 7 DT
JD3H 6 17 (Fig. 2a, b), %8, RAIEEEBROMIE L &
RN 2 % e T 2 T RIZER D & Nk p o 1z, HOEPIUERE
TlE, IgG HRERRIEEBICHR IR N b L & D
12, PERDR DM RO &t (Fig. 2¢), kB, RMEHE
JEIRANDILE ZRD Sk oT, 72, H-BEMETTE
TROFAMOREERDOME L, EE T electron dense
deposit IZNZ, MBENVLEY), ETFEEOMT L 7% electron
lucent deposit b % HFR ® & 11, P IE D Ehrenreich-
Churg SN ~MOFTRTH o 7, F 7 AHIPHIC RS E %
EORADRD 5, X3 v X7 AFEENICEY DL
7 (Fig. 3). BLEDOFTRD &, EMEEHE & §T GBM Fifk
BB RO LWL, ABSE 14 9% H X D 25 sE 6
CHTREBRARS MU 40 BAGZEE) 2 3 [ififTod 9 2, A7 8L
FoRLABEE(RAFAL7L F=y ey 500mg/H, 3 HRFA
W) 217, BEEL LT7 L F=vu YAk 40 mg/
H % Bih L 72 (Fig. 4) . SRERG 1332 2 IS U 72 3R
BEAB X GER T, sCr 4.0 mg/dL B2 IS THERE L C\o/e, 2

Fig. 3. Electron microscopic findings

a : Subepithelial and intramembra-
nous electron-dense deposits in
the thickened GBM

b : Electron-lucent deposits (white
arrows)

c : Electron-dense deposits in the

mesangial matrix (black arrow)

D, 5 60 W HICHiREREIC X 2 iR 2 &0F, A0
AR S L, MEEITEAZ /R C SN, 2ok
PIHRAE D UGE 13 HIA D FHERFEMNT & & o 72,

z =

PBC O #%iEh i ik BHiE & T GBM FLiA B BROK R 28
ZADEL MR R RER L 72, PBC 12D\ TIE, FRAIE
W7y F—v 2% G607 200 E Ao 050, SRERkK
WEROAIZD 2L, BMRL I 2R BEE oG
19FITH %, D) BREERER 19 it 8 6 & %
B i, A BURORERIIEAAE, TeA BHE, BRIERTEE
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WKBHL T, RBRAILEBE 5P b ay B 7Hikoshib
$ IgM D 72 EDMBRICHE TN T 228, Ml EE
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Nz, A4 7 DI, SEEROIE, 196G OERCRIL
B, FETWEY L v EEEHEO AR 541,



554

HRPERAIE & §T GBM HLEHIE 58

xchangs (FFP 4000

mPSL 500mg

Pla
Admisgion ] | hmc-awa
' '

me/dL
! W :
5
4
3
z
1
Qwrll‘fﬁ-lalllnllnl||||||||||||I|r|| I
36 24 1263 5 10 15 20 25 o s
Months before admission Parys aftar adrmission
Anti—GEM AbIEL)
2 —1F = W —3 <10
Lp/Gr B
‘ — - -
: It o —
o
mPSL : methyl predmsolona, PSL : predniscions
Fig. 4. Clinical course
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S FHEEBIK - MRS 5Tk b, BEERIC TN
B stage [T~ & FLBZIMEST L 7oA E B X o e T &

B A& D Z0RICERERRIR T, SRIERIBD LADEED 5
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