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P, RO ERBICHE ) BT, ©2vI3arEEEE, 8
PEEAS L Vo RN E RO D 1Z0T, Fa R E
(FEA B RS TR L 2 BAMER 2R ) e &
FRANICIEFEABEERZ SR E T 520 TH %,

2017 4, /N E O S £ AR REICOw
T, L OFLVAIRSIE SN0, AFETIEReNnx
ae Al DA b, FESBLE I PR 325 AE (22 B (atypical hemo-
lytic uremic syndrome : aHUS) & R 3 7 v — CIEEHF
(idiopathic nephrotic syndrome : INS) {22\ >T D i3 D 6
ZHINT 5,

FEEREA M 14 FRBEERE ICRI T 2558

1. bAEICH T 2 IEHEIAIMN 4 IR FAEREREE DR EH
RDEE

2013 12 HARE K E 2 & HAN R A2 O A 1R TR
R AR PRAFAERE (0 (aHUS) WIEHE 23 S e~
ZAUT X 3UE, aHUS 38D aHUS, T4b b, EBtD
AT S PP H W PR e & omiiRflaREIc L 3
DR TR, ZXREIMEESUNMILEE (thrombotic
microangiopathy : TMA) % &¥r, JAZD aHUS & L TEES
Nz, Lo, EERICIZ TR TMA 1F aHUS 1213
BEROCHANETH S 2 L30%, EEFERICBET 2 KT
BIETFRED aHUS OFFEE L THHLTETWS Z L,
F 72, EIE T2 L KM TMA ISR LT b Pilifhk (c5) &
2 7a—FAPiREAITH 5 7 ) X T OMHADRZT

AP B b

LN LD, BHEEDOREL MfTbNhi, 20
FEIR, 2016 SEDBIEAS A FCTlE, aHUS % DRI HyA i
7, IMMRD, SR REE O 3 iRz 8O 5 TMA O
9 b, EBAEEPE A K (Shiga-toxin-production E.
coli * STEC) HUS, U /N P S£BEAE (thrombotic
thrombocytopenic purpura : TTP), — Xk TMA (R S HHE,

JEYUE, ERAINE, B, RS, HELLP fEfg
B, BB REICK 2 TMA) 2RV b D T 3EHR
nENLTTY, I OREKIZ, A2 5 2016 4
ICHIAT S a7 PIRBUARNA L PRAEFRERE 1 (aHUS) 3295 4 A
R 2015 IciiilE T 37",

2. FEMRNAMERBIEEREDORES

aHUS OFGEMIE L, MALNRTHTDOEZHZ HD
D, NIT100 5 AN7 D 1EERIC 2~3 ARRELEZ 5T
W30 5, bDEOFERICEE L CIERE R BT A
TH 5D, 2015 FORER T 100 AFif45Y aHUS & 21K
xNnTwa,

JEIA & L TlZ, 1998 4D Warwicker & (2 X 2 fififk H KA1
(complement factor H : CFH) D &5 1 54 12§ 2 W52
7= I, AR T (C3 Atk B RIT) DREREMETS 22 3,
FATIHIE F (F4 1 & TS membrane cofactor protein) D%
RETRRZESE, BEEBSEA - (FovFREY YV, ¥T7 v
NIV ea— ¥ Fr—¥ e 7T I7AI =7 )DL
JZ55L, CFH Otk z HE T 2 HOYUAERH Ic AL 53H
{574 7 E% aHUS ORI & LT S hTw s Y,

HBED/NRD TMA DEREIZR S S A TH > 7273,
B, 2EFEOREEDS Ashida 512 k> THE I N,
ZNUT L B EDOVED TMA O/NREFI 258 HIT, 2D
Wikl STEC-HUS 2% 64.3% L ied% <, ZhLIFHE aHUS
M 15.5%, KM TMA 10.1%, TTP5.8% ThHo7 L\,
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3. FEMBNAMRBIEEREICN T SAROEE
aHUS (%1 2 6913, T 2 R AS gt i e & o
AL AR E aHUS (20 2 55RO 1 & A&
S SN TE 7Y, MU L I 2 iR B EE H O #i7E
& BRI BE R F 0Pt CRH Bk, RIS ER T, 1
IOEBEEE 172 EDIRRIC X DIREIRZRT EE LS
iz, L L, MR YT H R PUADER & 22> T
% aHUS fEBNCIZBRITH 253, fhoHidTRERF=E 1
$3 2 EEAIEIER S LT, 72, BIIINICIE TMA
DHEFERLBEARDMITIC X BIEHDL o717, Lidl
2009 4EIZ Niirnberger & 23, 2 #fld aHUS IZX$ 2227 Y X
< 7 DB 7 BRI & W T 'Y LT LK, aHUS @
BRI IZ K E B L 72, T2 ) X2 7T R~
T/ 0B VIRIEDORESE L UCBF S Ntk C5 ix$
2t M/ 70 —F VPR TH 2238, flitk C5 ICHIAT
% T & T C5b-9 (BEREE O A) DT 2 B L, Al
BEOERZIHT 2 LEZXL SN TS, bHETDH 2013
FEIZ 7 ) R 788 aHUS 125 U -CRE & L TR BowE M
WGEME 4, aHUS I 527 ) X2 7 DR L4tk
OV TOMEVHAINS, To 5%, HAAD aHUS /)
WREF 106 (B 46, 206 Hl, Fhnrhyifb 0.95 %) 1
B 227 X2 70N & &% %5 NI B
LTw3, Zzhick s &, 106109 bIEE & 4 2 85T
ZET 56T, £ 26cBTIRAIE HIFFICNT 2 H
iR O ozt vw), 7Y X< 7DO%E5HIIT 7 6]
DIMUFEREE I IEPTME T, 3 B3 MUERER I A L T B0k
RTH-o70, 27 RA2 7 OREHIEBERIZTNTOEE
2R W CHR D I A B DS S 4, O h ik
WK LIz, 72, @RI 7Y X< 7THRFETIC
BWTTMA ZH% L 2B F 3%, BEELEEFRR LA
DoNkhrolzb LT3, £72,2017 £121E Terano 5 I
& D aHUS 12§ 2 4l 7 V) X< 7 Off R W
ST 3 (1 flEFIC STEC-HUS & HEEZW S N7z o
BeGpk) ) Zauz ktug, ThoEFth 2 ) X<
ZIEFEML, BEETHEZZED TRV EVL), ZD
XDFEHSIE, aHUS ICHT 527 X2 71 &k BIARIC
DV, NELOTHMRIGFETH 25, 2 aHUS D
feEizWz ¢ 28 L X, BERREEEOERME, infusion
reaction & o ZZRIEA®, B Ao E Ei2worh
19 212D\ T OHMERIEHED 0\ & L 35 D FET
HBHELTVS, BIEREEGYEICOWTIE, 2016 fFIC
FEEE~NE /v E VIRIEICH LTI 7 ) X< 7 %1
SN TR IC X 2 BUME TR T 2 Hflhb o

FIcBWTHREL TS, ZOLMIHERAEY 7F %
BERE L CT\a7z, 2017 4 10 HICERLEGSEVIZR T ) & 84T
SNTIHEMAEDRIEERICL T 7 ) X2 7HHEHIC
BOTIRBERR R 7 7 F v B %2 21 T T H REEERERR
REEFSEICH L TNAYVRITH D, DY A FILT,
7Y R 7 OB B GE 12 04 2 1 R S
I NLY, KEICBL TR 7 Y X2 7RG EF,
7o & ZWEIRR W 7 7 F v % el A (HEdEEO Y 7 F
P2 HESE) ChoTH, BEGMHEPRPIREE(R=>Y
V)R PG T2 LosiERR s nTn Y,

INBORFRER T O—CEREICET 55EE

ARIZ BT ER 7 v —BHERRFE (nephrotic syndrome : NS)
W, AN 10 Y72 b SERIFER 2 ~ 7 A, REHR
K16 NHiR L, ANRINCHIE X < &6 0 5 18BN ©
H 22, EAROMBLYT 2 5 - BT X > TREFEME (idio-
pathic), JEfEME (secondary), ¥ & MK (congenital) 12557
20, KM NS (idiopathic NS : INS) 232K D 90%
205, I5I/NEOINS Tlid 80% DA L% N {LEl
NS (minimal change nephrotic syndrome : MCNS) %315 & % 7z
&, /NEHID NS 13 70% L EDSMCNS TH B &z 5, Z
DIEIERAD NS DI EIZRE B 22, INRD INS
BT, BRI HEIER BRI {LAE (focal segmental glo-
merulosclerosis : FSGS) 2% MCNS 12 R\ T% 233, MCNS &
FSGS DHEFENZDWTIE, Fix 2RI & 20 % DB T
H DD, —ODOPHRO TR - BEH (MCNS) & ST
I - FIER] (FSGS) TH % DOV TIE, BEFRINT
V2 AR AT RNEM,

FEFEME &) DD, MCNS & FSGS #fF & 7% INS
DA, ThbbTRERKBEOEARDPERTET 2 DD
EWVR) HIZOWTE, WEAIERIEH TRV, 22
AR, WL OPDEIRZE WA AR I TV 5 D TR
T3,

1. FEER7O0—CERHEOREROEE

INS DIEHRGERIZ DT, 1974 4EIC Shalhoub 342ME L 72
M) U REREEREREF  BECELonTERLY, T4b
5, (DINS DEFTIZATOA FOBHERLICENEZRT I
L, QINS DEFIIFREICHE T2 LEMRT L L, OHF
P YD EBEICINS ODEHENL NI L, @INS DEH
U v oSERIGREE BRI BN ER T2 T 5
&, GINSDEZOFFHIZ LRBERDBFICHRIIS W &
nEDHEFEN)S, "INSHED THlEZ R E T2 3Bk



ICIFBERERE AT TE D, 6 » D IE EE M OER T
ZWMFICEAT B, 205 DI BB UER 238 R ER
REBEMINE OEAEREZ TESE, KEOEAKREZG] &
T EEASNTELSY, HEE, INS DERENT 7 =
L — > 2 (MBERITERE) DA T, AT 1A L
DI, ERICEL 2 EDH B PR, INS DI
oML AR AEER» S REEAROHT 9 %
BLbODEBIEMTHAMNEL LI L nEL5
b, A1 S 2D IMAEEEETTERT-25 INS OEHIRO HIBIC
BG LT3 2 EidhE) R, LaLA2s, 0E
ZZIZINS 128 W, BHRBRIREAMINE O TR 1 &
L CHBME LR L oA EZE b > TREE S LRI T
BHERIN TV,
B, DA% E DR TlEb % “Two-hit theory” & \»
I IKEEDS, INS OFEAEE L CHIRIBIN TS, FEDBA
IZB1F 2 “Two-hit theory” 1&, TFEHSANTIE, HSAMNHELS
T ORVGRIBETOM AR D 2 0 IE R KA E12 X D B#RE
BRIBEDED 218\ BZSTTH 505, INS DK &
L TD “Two-hit theory” 13 M 2y S B SR BR i 0 B4
(FRIZE P A FoRE)0RKR2HT 2 BHITE LT, i
SHDJEH (7 LIV X — G FE L 2D, BORBRIIC
BOTE P A b o REROEE PP E R E T2
BEZALASEE 0, B> KBOEARS BT 2, L
VWABDTHZY, Wik L7k Hic, BEDREENL R
P E AR D BB T 2 W E S 0, EER
INS % 5| e 2§ RGBT 2 ARG DA T3, 2
2T, AT EAGERKS L INS OFEAER S & DRI
BI9 2 L OREEE N T 5,
2. NBOBREEXR7O—CERBOREPERICE T
B2V AREDEE
AT B W TE, RGBSR 2 I INS DOFERE T
DD 5N B T EIF30ELL BRI S HIs TR 22, Bk
HIICIE, #970% D INS DFFFEDS BAXGER R 2 K L L Cld
229, RRGEEGE L INS OFIERHIEZ RO 0T
AN ZRALFELPE N TR 08, 2 EGERE
BEOHIRRE I TWw 5,
1) FHEERXT7O—EERBEOREICK (TS Tol RZEE
HDEs
WA, RIEERERCHE H ST 3 HARRE I, M,
A NVA, FHEMRG EOREEROYIRGE, B - M,
B & 02 DD HIE KGO EALLIES S0IE O FE I E T 2
BHERETRBEL AT LT, 2707 7=, Fhike
BRRMIEZ: & ol hLREZH->Tws, Zhs

fil 144 23

D MR LI R DIE A 1S T % 47 FHiE (pathogen-associ-
ated molecular patterns : PAMPs) % 58k 3" % /3 ¥ — v ik
Z¥K (pattern recognition receptors : PRRs) # L, oD
PRRs %/ L THEMEALS 7 F V2 (83T 5, Toll BRZA 1A
(Toll-like receptors : TLRs) 7 7 < UV —13fUZ M7 PRRs T,
t Tk BEEREGESNTE D, ZRZNHlE, A
A, WAERLEOEAH, BH ki vokii s
PAMPs Z ik § %, %745 TLRs 378 7% =47 FIc k>
T T FMVBERE DR 2 DR 6T, RN B 5T
FBLO R B, Ehy VPSR & LTk MyD8S8 &
FEINFERS & TRIFIRTEINRRES DY H %, HiiF 1X NF-kB (nuclear
factor-kB) DIEMEAL %2 U CRIERIGFHEE I p0b b, £
3 IRF EMPFIXN 2GR 12 i L, R&iicsy A 7
1A Y8 =720y Z2FEE LI A VARSI Hh 0 5,

BT, INS OFEIEPHFEIR I, B35 O AN B Al
(peripheral blood mononuclear cells : PBMC) @ TLR-3 %
TLR-4 DFEBDHRL T % &0 ) Wi 23,
Mishra & 13 40 flD 2 71 4 FIEEEZIEINS (9 B 25 #1534
& - e T 1S Bl TR, ALY I I MCNS), 30 f
DA T B A FEGUE INS (LRI 3212 FSGS), 2L T23
Bl KN PBMC % iV C TLR-3, TLR-4, ZL T
CD80 ® mRNA DFEHIE % WG] L 7258, oo
7D mRNA FEBURLZH)FE - HHET DA T 04 NN INS
DEFTOABIRL Tre—J5, AT a4 FEFEINS O
BETBRUL2EHNHL D LS LT ew i, [
IRz ko> CD8O Pkt i b 4158 - HFET DA Tu 4 FEZ
PEINS THIML T 2 &6, 45 AYMCNS DFERES
HIICBLG T 5D A% 53, MCNS & FSGS Ol D8 A
Fe—A—tLTHHIfFTEALEL TS,

TLR-3 A ICREL, 7 AL A D A RNA
(dsRNA) % ik 3 % —J4, TLR- 4 IMMEERFE ICHFEL, 7
AV AHKRORE, IFE, EAEEZRH#T 27, LiroT,
215D TLRs DFEBIAHIIR L Ty 2 5243, INS DFHFE
DL P FXEREREZ I L TH L AT IHATDH
%, %7 CD8O P EERHMINEAS T Ml 2 iE AL § 2 BRI
PSR MIERIICFEBLY 295 1C, B7-1 £ IR T
%, CD80O DV A Ficix, THIKOEMAEZITSH CD28
&, THllEOEMALZ IS 2 & FHlaREEE T U v oS8k
HiJ5-4 (cytotoxic lymphocytes-associated antigen4 : CTLA-4)
D 2D D 2%, CTLA-4 1 T HIFEE T MM (regulatroy
T cell : Treg) 2> 5 53 157, 2004 4E, Reiser 1%, *
7u—BEFEHOET IV E L Tad-integrin / v 7 77 <
D AZMGTHR PV A F OREELZ 7T 288 T,
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CDSO WED R FH A MIHIBILTWB I L2FIL
ARV A b 2PER A E L Coitx H 9 2 gt %
BLOTRLEY, 532 0HIDAPT RFHA K
IZE T 5 CD80 DFIAL A FH A + DREEZ(L, & XUE
FRZEET 2, L ) RKMEZRBLZ, 20E2RZTTH
D invitro B X in vivo DEEEIfTHOI, R FHYA R
FBLT % CD8O DI MCNS DIRHNZ Db 2 BE LT TH
2 EBBMEINDICE S0 UL hss, HEEC
BOTHMZRET2ERLS 24,

)RHEUERT7O—CERBOBRICK (T DM —7 7
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2017 FFfE S 7oK EERYE 2 (Kidney week 2017) 125
W, KUEESEDSMCNS OFFEZ G E/R I FA A=A LI
DWW THIREWHRDNH > 72D TN %, Lanaspa 5 I
£ %L, MCNS &2 EXGER THIET B3I, g
Dffir—7 727 %~ FEHATH % SP-A (surfactant protein
A) £ SP-D (surfactant protein D) DR LR L, Zhasy
7" )V 8 - o (signal-regulatory protein-« : SIRP« ) %
TEHEL S ¢ 2650, R FY A4 b oRERNK L & OfEE
bz &L, BARZHBESE2 L LT03Y, ol
1%, MCNS & DHFERFICERIN L 72 MfiliE @ SP-A & SP-D
DEALTVWS L, BXOHAEROEBHEMEZREERF
B A ML T SIRPa Z §ill#9 % &, PTPNI11 (tyrosine-
protein phosphatase non-receptor type 11) 23 4, Z4Hs
F7 V) B VBLEE, XY A D NF-«kB DGk
b, CD80 L RIEMMEED Y A b A A VEEMRE, 2L T
BEZEZRI L, LI FRICEI»TWh 3,

SIRPa (3B SEIR I F 1 > v V) VLN & &t il
HEEHET, Bt v 77—, H 2000
Ml S 7 v 7)) PICHEE L Tw 5, fll, SIRPaEA R
A MTHRBL, BAKREKICET 218 sFrs ) v
LEAED 2L L TR NI A o & #EE 0 i
G LTw2 WS E Aok~ 7, i
Al 7 7 Ml cRICEA E B SP-A & SP-D I
MEMEMEDOGREAAL A=A —L L THONTVS
25, SIRPa D7 T=Z FThdH 2, LizhioT, L&l
ROBUCIE D SP-A & SP-D DIREN EH L, Z2hasR
F# A FDSIRPa DEFEZGIZE I L THIEICES LW
I IRBUIFS 3D 5,

IVNEORREER 7 O—ECERBEOREPBREZREIL

PIWEEDVAILA

FAIEZ, oW B EERE R 5] E kTR RBEY

1%, 80~90% D37 A VAT, ERFER7ANVALE LTI,

FA4 ) TANA, aaFTALNADBEL, RSTAILA,
FAVINIZVTILNA, TT /) T4 INVAGEDGL,
ANV INS HF X, IEERHICHERE L 2B ICHR R R
LTI RS AISNTRE2, ZORKATIANA%E
Bat L 222 clg, RSTYANRA, A V7 LIy o~g
WA AB, RIAVTINVNIVYFIANA, 23, K- H
WHEZEIA VA, 7T/ I9ANAREIEZETHD, K
BNIREEIFHRICBSG T2 LI FEZIE Ao, L
DL 2017 4, 2 DDOREED> 5 FRED 7 A IV A DIEGHI I
PG LT3 & T 2WE03H > 2D THNT 5.

at b 74 /7L NA

Kidney week 2017 |28 > THIED Ching-Yuang 13, 7 A
/7 %7 4 )L Z (human rhinoviruses : HRV) &S E OB R K
B+ A b DCD80 DFEBUNMZIHE, HAEZLISHIT LW
IRFHZFE L 720, HFIEHRV IC X 2 BAER ORI
F L7232 l> MCNS %% MR E LT, PBMC & BEM
HikZ O TRET 217V, WNERVNRICH L THEF O PBMC
D CDS80 1 T Ml & CTLA Btk THilE D g, B X O
Th17 fIlE & Treg D AR FFEIRFICEFHHIC LA L TW 2573,
BRI IEFEIL T2 E L Tw3, 510, FFREICEE
BiZ17 > 7 MCNS & OBk 2 w7 g taic X 2
BT, BORBkIRD CD80 13 < Yefta X 7253, CTLA-4
DREIIFTL o7 E LT3, D EDOKRERD S, THRV K
4412 X ) MCNS 35 ® PBMC @ CDS0/CTLA-4 M3l &
70, Thl7/Treg LLD¥N%E & 72 6 4K, FFH A D
CD80 DFEBLHE T L G2 bz 272 9729, HEHKHIMH
BLERICES LD LHEL TV 3,

b. Epstein-Barr (EB) 7 £ JL A

EB 7 A VA, 1964 4F, HET 7Y A DNRICEL IS
58—=% v b A JEOEEMIE S B S hiie LR
TANAILET 2 AR DNA 7 A VAT, & F~IILRA
7 A IVA 4RI (HHV4A) & SIFEN S, EB VA VA& GH~
IWRADANADFRHEE LTB Y ¥ 3Bk % il R g
ZELTIEDBHITOoNZY, BE, 75 AD Dossier 5
I, ¥IFED INS O/NREFICE VT, EB 7 A )V ADEIUL
DEYRFIEHALIT R AN 2 &5, INSIZEIT S
EB 7 A L ADIRHINERZ B L T 229, s ickn
1Z, (DINS % F8hE L 72/hRIc BT, FIERICEB 74 L
2D DNA DIEIERAS NS Z L, QAT aA FEZMEINS
DNV CEER D — GRS B DSEAE § 5 818 7 (6p21.32)
I% EBNA1 (Epstein-Barr virus nuclear antigen 1) {2543 2 31
AR LT 2 2L, @Y VXY v T Bz e
5 L INS BEMT 555, EB 7 A )L ADFGEL T 24
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