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(dense deposit disease)
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Membranoproliferative glomerulonephritis type II

(dense deposit disease)
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1. B2 - E%. %]

RGP 14 7t 1 5 ER AT 95 (membranoprolifera-
tive glomerulonephritis, mesangiocapillary
glomerulonephritis: MPGN) (2558 /Y 72 75 B H
e % B9 2 RRMEE R T, 19654E 12 West &
AR RS R e LTHE Lt bts
Fo BB TH D, BERTHI
WREESND, BRI, O F AMEICAEE

LR 235 A4 ¥ ek & LG o,

RIRERIREO —EALE A F Y ABA, b
B VIR % &IC & B SR ER AR RE O U %
FE L, AH ¥y AHEPRHET, EET
ICRIEREEIEETHERETH L. HEHL
AEETIIEICC3DLBE IR AN B0,
MEOEHELAHREIZRME LT EZ
bh, WMEMELEIhTE

— & MPGN IZ E FHMEBREICB T 55
WFH AT (electron dense deposit: EDD)
DLHERRICL > TI~ MBI S, R
I EIEE R (lamina densa) N2 Y K v ik,
HHVIEY —t— VL VbR ATIROFER
EDD #i85 LDOAMPGN I B L 5E s h
Twah 7272 L WHO 4046 (1995)? Tid, MPGN
I &E—%PE MPGN 2> 541 % 1., dense deposit
disease(DDD) & L THR#HEHRAO T TR
EMTH D, MPGN 1T I8 & 1351 oo 5 B g%
SELTELZLNTVA,

DDD B EI/NRLPLHEERANICE AN,

TH—&

B B — #

FEL EOFEFTITMR %S 70— ¥R
HEEL, MPGNIEL ) FHFBRE SRS,
BHEFCOEBICHREL, RUEEOHED
B,

JE4ETiE, nephritis—associated plasmin re-
ceptor (NAPIr) & 3 L 7= DDD O FEHI$4E § &
LM TH D, DDD OiFE%# 2 5 9 2 TH
BEINS,

2. & # %]

MRRPEERAICE L ABR, HEIELWE
SNTVEA, ZTHIZPLREZVEVIHEDLD
A7 R EDEF TR E 72770
—EEERLZEL, TofbidEmEmttnE - »
YU IR, RMEREMEETRIET S #HE
D/ARTIE, BBICE D EREFEELE - ¥ >
ZIRELTHRRENSERNIE W

FRA THILAE DFEIESEIE 100 H Ao L 2-3
N, /NEMPGN @ 20 % ki, B ATZHEDT
INESNTVEAY, HHFETIZNERER
BEED/T 7 — b#FETMPGN 746 il
5% BELHFEIhTWAY

GBEHIEITHTHAHA, Wk, FAELD
{2 MPGN @3 RLBEE 124 4 A dimic s 5.

3. & & a

TR A AR &, SR aEhi kT C3
DEBEVHEL AOBNDZ E2s, HifkoiEMEAL
PREICHCEE LTS LE 2 6N, BEH
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EhT&/7 FETIECIEREEFE (C3bBD)
1233 % IgG HEHAETH 5 C3 nephritic fac-
tor(C3NeF) 2 C3bBb D53 #HE T AL T
HEEETTEEERL, C3OBTL51&8S
LTwaEwnbhTwads C3NeFiZk 5 C3
DEHALVRFEREL LD L ) IXhhboTw
APRRECIEALPICL TR, T
BEEAEMIE %R S WIS, C3NeFA 8%
OREWEFRLIBMREINDLIENSIE BH—0
HAF7Z2 T CRSBE EELEZ SN 5.

BEFRFEIC L Z2BE T, factor H DE{E
FER(AK224) 12L& ) CIbADEKESHEIET L
7=fEFIR", factor H % 72— F¥ 5% CFH #t{=F
\ZBYE L7 CFHRS HEFOBEF LR & A
REOHENRE IR TV 2.

LA LFEBEIZIX, C3NeF & 5\ it factor H &
DEERA LN L VER L FET LY. BET
X, AR R HERETAIC NAPIr BB MEASRERR &
h, HEBMEEEICDDD LSS NERD
Abh, NAPIr b AEREICHS L 2 WHEH
MHEZLRTVB,

4. % -] B3

U EDERATEORZE 370 —F
ERHEETILENEN, Ry VNI HE7
O—E L AVIE L 2 WERR, MREHORE
BlbALh, BEREIIZFETHS MPGNIH
CHLSHERERETRET S LIS NE
2h, MPGN 18 [l B ERRICHEFT 2 EE8E&
MEAFEBTH 3. FE & FRIERHEDLE
EETHHERREGAMT R TIIEE SHL
WIC LA EELT 5720, 2HFRE
R TEGAMEL 3 AUERBEIEE
EAFEDLNS. (MLl C3EDET ik 75 % DIEH
A b, MPGNI# X ) RBFRT 5. MM
i C4 % Clq & L OH JBYEEBE O early compo-
nent IXIEHD T &A%\, C3NeF i% 75 % DIE
PICREE, M RBEd A At 30-40 % DEF T
BiETdh 5.

B, BRREIEN R4 2EE (partial lipodystro-
phy) DB E Tid, E#idk (& C3) MEIA SN,
C3NeF 2"FIEL, FEEZWEIZESHT 5.

5. B L BB ]

RRRIRIIMh OB X & BT 2 WFHE 720,
BRI ROA TOBWTIXIZIZATEET, BED
B IR AR IRENLATH 5.

BEREYICIE, BEREOMER, Ry ¥ 72,
B ME DF#HE, C3NeF %° C4NeF DFELEAD
Ao BEE12ik, DDD ¥ &%/ MPGN 2 &
EFRVWEFERE BT 5.

FIEIZEEHMMR T, U AREEHNEICAY
Y ¥ LM L RH oM, FRERO_E
LAY FILABA, REEBORENALA
5. BITHEEA YT I VRLRETHRIRELE
RoOFEHIIET L, AL trichrome $fa
THBEICR 2. 72721, REBEESERROAT
BEHNVHBELERNDL LR Vi, REXK
FeHifEER B TFHMBE COBENSLEATH S,
REHEHRAETIE, RRIC C3 O AIRE
BEICIR-> THRIRICIEH T 225, AHUFY 4§
BAEFERAOGhDL L bH B BFEMET
&, A ¥ LMk L BHORMAH S
., lamina densa PNIZY K VIR, H oWy —
t—TVREVDISHIRONEA L EDD %82
2% (E1). EDD x4 Fv A58 RAE
R, Ko< BIbArbh 5.

REMAEFNRENERBE LTI, MPGN
BRELZEL) KRB HHVIINEARKEE
EELTRBEIBITONE, IgATE, V-7
AER FR7ANVABERREER, TA
BRI RIRGEE(LE, s VA7 07 U F
ji, fibrillary glomerulonephritis, immuno-
tactoid glomerulonephritis, M4/ MEE
(TMA), BEBRAREBTEL VBT OND
A wThb ERHERE REhGgE B
FHEBEICL2MB L THIITH L CEH
HETH 5.

ARAE & BWT L 723gE1id, CHS0, APHS0,
C3, C3d, C4, factor HHfll®E, C3NeF D&,
CFHEEFERDAZ ) —= v 7 3LATH
3
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1 Dense deposit disease
EEBAICY R R o0y —t—THE
FH EN 5RO 2 WmIETFHIE LG A5
HHiLh,
(FWERFERFIRE WRAE 0 H—%ER)

6. AEETH =]

AIE % & MPGN I E#E R ICHEITT 2 F &R
REBHETHY, EOREFRILETH 5.
L2 L, SEFEI R E, ENOMERE
MWLELIERL, BHEHEIZD W THIEERRR
BaiT) L dEEETH B T, HHETH
MM ® MPGN O EIEI & 255 7% 5 720 |2 ik
RO TA20EICHETH LY,

BROETZESE DO, Mk
EBIRERY v N BAEZMFLTCRAS
FREEDFE—RIRICL B, /NEDO MPGN 41k
TIRRA 7O FIBROGAHELAREZILTHS

X [y

W, AREIZR-2BEIIAT O FiEROER
HIZBEHBL ST 5", C3NeF 2 ¥l5 2 &
WAL ITT7 ) —VEBETFL
RV YF T EHCTBMREHET 2 G0
PHfFEhTwa, CFHZERMSHEZSATY
HBETIE, BEEDMR N7 factor H ¥ #iFE+
5 B B CHERAS M5 MAE 2SR 0% £ 4%
IfF SN, recombinant H BT BIFIHFE & B
EELTIEEZ NS BAED L 2 AER{LIE
SNTwhiw C5E/Z70—FUHETH S
I 7 1) X2 7 (eculizumab) & B EERH & %) 8
PHIFFENTVEY, ZHLH BENEZAE
HEshiTundu,

FMEL 2L VBB 2T 2541011,
TR T AT 67-100 % D IEFI T AE O B3
AHERR S, 15-50 % DFEFITIZ 2 E L LI
BREREEEL (VI 7 OR)ICEL EHEX
NTW5Y, KEOHBECHRHETERELL L
SIBIIZRBRHE T EROREDH D
ZOHEOBERFI—RBHIZIEEL vk &
NTWDEA, MEERED v 7o
MIZAED D LHEDH D,

P, MRS BRI R R R
WEZE) LD E VDI, MPGNI®E L b
FERTHD. K TITEFAEIZNIE TS % il
Thh, BELANBOEEITI0ELIAIZEK
HELA2ICELLHESRTWAEY. EPET
(& FEBRTERSHMHREORETRRER
NIERNI U E AMREDER L ) b FHEMAR
HFThHbEVo I MENRRLNLEY.
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