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SLE : systemic lupus erythematosus, DGKE : diacylglycerol kinase €, THBD : thrombomodulin,

HELLP fE{&E% : hemolysis, elevated liver enzymes, and low platelets fE{&E¥, VEGF : vascular endothelial growth factor
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[SZXH - B

D NI PEREE RS EHE > 2—. BUNIEREE
P75 1 M E M https:/www.shouman.jp/disease/
details/09 10 020/2023.4.19 7" 7t A

2) Noris M, Remuzzi G. Hemolytic uremic syndrome. J
Am Soc Nephrol 2005 ; 16 : 1035-50.

3) REFFFRE, Hmaz, OAE 1 alifahlERr
factor H D85 128 57 55 D IF SRS H 72 i 1 PR v
FEREMERED 161, FI/NRZEE 2011 5 115 :107-12.

4) JESURITA M PRFFAESE R B 2 T AR R B .
JERIYA PR PREGIESE I A2 WTHEME.  https://jsn.
or.jp/guideline/pdf/ahus2013.pdf 2023.4.19 7 7 & A

5) Goodship TH, Cook HT, Fakhouri F, et al. Atypical
hemolytic uremic syndrome and C3 glomerulopathy:
conclusions from a “Kidney Disease: Improving
Global Outcomes” (KDIGO) Controversies Confer-
ence. Kidney Int 2017 ; 91 : 539-51.

6) George JN, Nester CM. Syndromes of thrombotic
microangiopathy. N Engl ] Med 2014 ; 371 : 654-66.
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AL, THLRRER, Lo T RRER, R
DI DD K > TIEMLE NS Y, g
P&, LU F URRERICIE, TEMEBISh DD 2 REEK
31 (AR TR PUAZRRR T 5 Clg, LV F
VRRER TR R bE 8 2 38F% 9 5 MBL (Man-
nose binding lectin), Ficolin, Collectin) W {F{EY
DI LT, BRI, FasEaks T
BIFELEVWT EAHISNTVS

aHUS (AT EME TMA) 1, 58 R D B
RIS K D RIET %, B RRERICHBWNT, C3
W07 FERISLT, #HTDHaIc C3(H,0)
ML TN, BIAT (Factor B : FB) W& L
[K-¥(Factor D : FD)IZ & > TBK T Ba & BblC
ITRENT, C3HRHafEEE C3(H,0)Bb AL E
N5, TOC3IHHREZRIE, C372 C3a & C3bITH)
gL, 42 U7z C3b DIRLEY e & O MR Ml
fitv L, BRI, DI¥, Properdin & LT
#7275 C3 Hin i (C3bBb *® C3bBbP) Z K T
%o MIRAPER IS S LTz COHRffafiEzalg, s
DC37%C3a & CIbITHRL, L UTC3b it
L C CSHfafi# 25 C3bBbC3b & 75 %, C5 st

X C57% C5a b Csbic iR L, 47z C5b A C6,

CTERBT B T LI & > CHITBEER IS &
THICC8 EHED CO LNER T % T & THE

{REEHE 5K (membrane attack complex : MAC) &
0, JREROIEHE - MlRRELE 2L X3
(E1-2)?,

C3 DIRIIGIC K D HE T T2C3bld, JRIRIARTS
TR HOCOMIERICEAEE L S %, C3bD
H AN DORE G, #1727 C3H %32 C3bBb
ZIET 728, Wit & A oMl L@ < o
[X7-(Factor H : FH) I& C3bBb 5 Bb Z fiftfift L,
51, HRTFMIfEEE 2 > /37 TdHh % CD46
(membrane cofactor protein : MCP) 72 ¥ 7 7
72— LT, IKRTFICKD C3bDEDNERIT
figg « NELDMEE N, HAIC X B MG ED S
H Oz RE LTV 3 (1-3)7,

aHUSIC B 2 flfifiB 5T DB, fliiAkH]
TENR T DOBERESE I NY 7> b &, TEMER O
KRR\ 7 Mic i bnsgt ¥, K
T OMRETS N 77 > & LT, CFH, CFI,
CD46, VIN, THBD D5\ 7 > kYR E &
Nz, £z, FTHRFHFIAROHBICK S H
KT OBEER FBRISNTIED, AT
DFLEIC K D AR AERNC N AR AL C
M EE NG T &L TaHUSHRIEST B £ £ Z 5
NTWs, HIRTIE, 607 X /#h 5755 short
consensus repeat(SCR) Z 201l & 5, CARUHD 19
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HTIR

© H,0
ﬁick over
@ C3(H,0)

MASP3

MASP1,2

Clq C1EGH®
Ficolins

FD €«<— ProFD

. /8D
Colchtlns o

BRI
@ / o (IBIRE)
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L_Z, C3aD MA

<
JA0000a0naneane HU000GgRo0aL
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[E1-2] #HiEHRT—R

C2aBLVC2b(F, 2019FICEDSNIZHBIEICEY D, BUYFOFF—ERAAVESTHFEDAEN
DFZEC2bELTVS,

il

Xmk2&Y51H
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BD
BD FH BD

C3b| — €3k

C3b| —>

2. JRREIE

F C3f

CB-A

iC3b

JeS0oBanmELoa0oagnnagoea @@ @@@@ JoB0gann

R

[E11-3] H ?l:d:%?ﬁ%%:ﬁéﬁ%@fﬁ']ﬁﬂ%*ﬁ

HEF (Factor H:FH) (&, 20{EM Short consensus repeat (SCR) 57K, N ZKiHD 4
DDOSCREBEVINE) [CHBVTHASIEHIKAEZD D, 7EEHLE 19, 20EBEDSCREBVLINE)

([CROTHERRAR LD UIY= /T UAYZEN UCHIRRRICHES
fz C3 &niafz3s C3bBb 'S Bb ZERET 2.
UCEIE, C3bZIC3bICnEULANELT B,

#H & 208 HDOSCRAN AU Fod 7)) a4
R/TVAVEREHEAETEEICEST, H
RIS b T DR D RE AL % S % (]
1-3)?, HIKFIE, C4bIC s EE, C3bC3b
% BT CIMR I C3bBbIC FFRMNICHE AT 5 72
DE R B, WG LK OBEREETS
N7 hELTIX, CFB, C3DN) 7 2 RB
HFonsd, BELZBHATIE, C3b&DHEEHEE
MW ERT B8, ZE7x CIEEERDMER S N
%o FHEC31E, C3b & HAT O EHIRTS 9
%728, C3bDNEM MDA T S, »WINng
RS OMB REH bz [ EiEC L, mEN
Fz fHfas ifi MR i O7EM L2 £ 72 5 U, aHUS
ERIETHEEZBND,

1L PN R Al L R B S % B [ K] 1
Thrombomodulin (THBD) I&, HIAF & & &1 C3b
EREAL, TINFIC K B C3b DA iR « NiEb 2
L 729, Thrombin activatable fibrinolysis inhibitor
(TAFD%ZY Z7)L— bk L, C3a*°C5aDAE{b%
e % T EMME TN TSN, aHUS DFE
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U, #RRE LTRSS

THIC, I”RF(Factor |:FlYDOT 7 059—&

X#k2 kW51H

FEWCHIAR L RIERDEN TN EDORER G
5 DOMIEHH S NI > TV L, Vitronectin
(VIN)E, CSb-7icHE L, Ml T O MACTH
B2 IS % Y, aHUS FEIE & EHEEEN H %
ME S MMIEN TR,

CFH® FHisEICIE, HIAF & HHED K <AL
TZHEELD SCR R A A 272 D5 D0 Complement
Factor H Related(CFHR)1 ~ ShM#(E 3 %, T
SLDBLETFICE>TIA—FREINEZ N7 ED
BEREEEIX, C3 L ZDRRMEMICHET 3 C
LIS Ko THIADTEM L ZFET L T3 EE X
BNTVSEDDFMEIARHTH S, LHL,
CFHR DR « WIg « #aZ  EIc KB EFE
FRRE S EIE T OIE AL aHUS DJFINTH % &
EZH5NTW5, CFH Y CFHRI*® CFHR3 £ 0D
MEEE TN O— R 5223781k, HKT
DTV aAYI T h DG EER RIET S
728, aHUSOJEKRE L THMEEN TS, X
Tz, Wik, PIHRFHUAD MBS, CFHR3-
CFHRI DR ERKDEHL TWVW5B T & MR



#
1
ol
5

&
&l
iy
puly

ENTV5,

BEICEE R & BHE D B % Diacylglycerol
kinase epsilon(DGKE) DRigIX, %D HAIC TMA
PR T O —EIEGER 2 RIS S C EAHIENT
WBM, flitkE OB RHTH B, KTz,
TMA SERI T, Plasminogen(PLG) *® Inverted for-
min-2(INF2) DiE{nFREDNREEN TS E
DDTMAFEE & DRIEPEIXIE > Z D Lav, &K
774 K Tl&, DGKERIHIC X % IKE%Z aHUS I
FOTHHL TN S,

(ZEXH - EHl

1

2)

3)

4)

5)

Garred P, Tenner AJ, Mollnes TE. Therapeutic Target-
ing of the Complement System: From Rare Diseases
to Pandemics. Pharmacol Rev 2021 ; 73 @ 792-827.
H B, R F2uw. #itkiEE & 2 O fil{E
HER 2022 ; 80 : 1707-12.

Bohlson SS, Garred P, Kemper C, et al. Complement
Nomenclature-Deconvoluted. Front Immunol 2019 ;
10 : 1308.

Fakhouri F, Zuber J, Frémeaux-Bacchi V, et al. Hae-
molytic uraemic syndrome. Lancet 2017 ; 390 © 681-
96.

Yoshida Y, Kato H, Tkeda Y, et al. Pathogenesis of
Atypical Hemolytic Uremic Syndrome. J Atheroscler
Thromb 2019 ; 26 : 99-110.
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F2&E aHUS )

1. fEIK

s EImC X B BUEIR, MR K
%8RB, SUMEREEICERKT 2Rz 5 C
EMZ, EHIC, HIRMRHEIR, oA, B
Wb, JHEAIEIR, EmmEx e, STk
IRz 29 % & HH B, STEC-HUSICH
W, B, R, IfE, FiMEEZET S
T EMNZVA, aHUSIZEH W T EIHILE ORI
IC X D LEIEIRZ 29 ZHERIS>, STEC LISt
DIELAREYYIE 72 2881 aHUS 72 F80E 9 2 JiEH]
LT B, LIEH- T, HILEHEIRZE LT
WTEHaHUSHEE SN Z DI TR,
aHUS l&, RIS U < I3IESYE EHitE A > 7
VI VHT AV AR, FilaaF o A )b &G
SEXRET), o, T, Hriiano ALV R

T F o ERG EOMRRDNEIICTEE L E N
%R AMICHIET %o K, AFED
LY A RVHFHBEICBOTETS% DIEFITRAD
W OZEDFERE N TS Y,

[(SEXH - EH

1) Johnson S,Stojanovic J,Ariceta G, et al. An audit
analysis of a guideline for the investigation and initial
therapy of diarrhea negative (atypical) hemolytic ure-
mic syndrome. Pediatr Nephrol 2014 ; 29 : 1967-78.

2) Uwatoko R, Shindo M, Hashimoto N, et al. Relapse of
atypical hemolytic uremic syndrome triggered by
COVID-19: a lesson for the clinical nephrologist. J
Nephrol 2023 ; 1-4.

3) Fujisawa M, Kato H, Yoshida Y, et al. Clinical charac-
teristics and genetic backgrounds of Japanese patients
with atypical hemolytic uremic syndrome. Clin Exp
Nephrol 2018 ; 22 * 1088-99.
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F2&E aHUS 2P

M DF)A

D, [fiiE LDH OhnZ ¢85 &ift, &%
HElfRb 2R D A, TMA DRI HIC
BB, TMAD S B, flilRRO L RIGEMELD
SRR IEREINICBE 59 % & D hYaHUS (iR E
MHETMA) TH %, —/4, aHUSICIUF 2 fififhD Fi
WG L — R 72 MR TR 5 2 &
WREHETH 2, ZDizd, 2MAICIIF %aHUS
DOEZWIE, TMA Z 29 2 B ORI K 5 il
IR WT & 75 % TRIKIEZHZ S LI, ik
ERPICSHUASEIC X 2 /e il 2 e d %, %
H, AR E B OB 2 AR DRGSR,
BRUOFTATIBEND KIS ZREEINCHE L L Tl
e LT %,

UL, 2UEHICERIRNEZHT T aHUS & Il
LTH, TOBROMRESDEEICK > T KMk
TMA®, ZDMDTMA TH % T LT %
BatdH b, Wi, ZRETMANZ DD TMA
& W UTIEBIDN RN G Uz iB# 211> C
G U AR WAL, aHUS O RTREM: & FifE T
TEZRERH L, UL ehs, AHART
(&, TIEBURYA MR PR A (A (aHUS) 29 77
A R 2015107 )3V XALICEZE O RE LZ1{E
AR BN U Tz (B2-1),

aHUS DEgKRIIZZ T

TMA (FEERIVIC, OFSIMPER I, @ik
D, QlifeslEEz 29 2HEERTH S,

TMA D5 B FelD 325788, STEC-HUS,
TTP, —RMETMAZBRHL LT, ERIRAYIC aHUS

W9 %,

() [N EEEAMEBM]IANESOLE Y
(Hb) 10g/dL 5™
WUNMEEEAMMEEMIE, MELDHD
ERESLOCIME/NZ NTOE Y DERIC
B0 Z R M B FRIZAR T O ARIMERDTF
HEICE>TEWH NS, BE, IR
KzRE URBWEEH H 5,

(2) [/ A ] /iR (platelets @ PLT) 15
5/ UL A 5E)

(3) [ HEEREE (acute kidney injury : AKI) ]\
BTl ER - HRlIcKZMBEYZ L 7F=
VEXEED 1.5E (MBI L 7 F VI,
HANEBEAFZEOEEBEZRAWDS),
REABITIEAKI D ZRTE#EE AL X2,

¥ Hp10g/dL KB E B SHRNERICEWTS, M
INMEFEMAMEB MDA TEE T NI YRS
BTHDET B,

F2KDIGO D AKI DI E#EERWS "2,
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ZWOFIE

TMA
SEEREE ADAMTS135E M
ZHHE T (10%575)
aHUS#! ZIRMETMA
STEC-HUS TTP (BENTEETMA) 2 DADTMA®
Ht&sy
v v v v
MEEEE [MEEEA
TIEESE HTS5IAYT CH s fﬁh—_
o INVE IR RFOA R#2 IR OR ey =
2704 R A2
“ITHBD, DGKERBIC KD BDESD
2HRFAARML CEZRINS
2 ERFAEDTMAZIS T
[E2-1] BZHROFZILIU XL
TMA DR ESRDI-E S, STEC-HUS, TTP, =& TMAZERRS L, aHUS DESEREISSIATICE

%o 212U, aHUS EZRIETMADERIIF UL UIFHEETH Y, SBEDRIBICK > TEMDBER

SN BELERDZEN BB,

STEC-HUS D#EHID 7z6dic, FHDEH R
BOEFPHFKOBEEOTER, MEEBEGA%R
7, [EEEREZITY, TTPO#ER|Dz8HIC,
ADAMTS13 751, ADAMTSI3Hifk(1 > E
R—) 7R Hlid 5 (F2&4b, 2D, /o, 8
PEOAKI E DTMAZ Bt % BEAR NDRIE
JE 35 K O TR AN T AKI ) B BB TE AV
PS> IEERRORERESHEICT B, 72
REABLEIE E S R TMA ORI A EED
NHLER, TNTNORERICELT SHER
1795

AKIDZWEHEIC DV TIE, /NEBITIRAE
W MERNC K B I 27 L7 F = RAEHD 1545
UbEEd 5, MiGE7 L7 FZAElE, HAN
Bl s DIEE 2 V5 (R 2-1) 0 B
TIZKDIGOD AKIDZWiHHER - %, BRI
I, 1. AsCr=0.3 mg/dL (48 KFEILLAN), 2. sCr
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DOFMEEMN 5 1.5 5 LA T HLA), 3. JR&E 0.5
mL/kg/MELL RS 6 RERILL ERED 5 B Efnh—
Dtz X AKL £ 2T % (52 2-2),

aHUS OEE2

WL OIE T, aHUS DM kT D C3,
C4, HIAT, 1IK¥, BEITFOHIE, HifBk Lo
CD46(MCP) DRI =DM 72 ENANTH -
EWVWIHELHBD, TNEOME THEEM
ZRITNTEEZL, MEZEORLIHW
% T LIFTERVY, AIO— s TlEn]
AE/R C3 & C4ICBAL T, C3RAED D C4IEH D
INB— AR R OV AL 2 Rk U
aHUS D RELbN AR TH B, LML, TR
2— 2729 % aHUSTEWNE PEFEEIC L E X
B8, I ZC3MIEHTH->TEaHUS DA]
BEMAERET ST LIETE RV, IRATR T

11



$2&E aHUSZ

[ 2-1] INBRICBIFRMBIL7F = EHEE

Fin 50%51IUE (FRE)
3~5MH 0.2
6~8MnH 0.22
9~1MhAH 0.22

1% 0.23

2% 0.24

3% 0.27

41K 0.3

5% 0.34

6% 0.34

7% 0.37

8% 0.4

9% 0.41

Fin 50%5AIUE (PRE)

107% 0.41

1% 0.45
12 3B 0.53
12 X 0.52
3% B 0.59
1Bm X 0.53
4% 5B 0.65
14 = 0.58
5% 5 0.68
5% ¥ 0.59
16m 5B 0.73
16m W 0.59

1) R fE (B2E(E) D 1.5 B EZRHNIE, aHUSERICHITS AKI EF2HTT B,

JE2) RRME (BEE(E) D2 B0 L, AIBIEEHHBD aHUS BEENEDEEDUVEDEBR >TSS,
HRIER 2 —. FEHESAMMREEEREF (15 #57% 109) https://www.nanbyou.or.jp/entry/3847 (2023.4.17 77t X) &KW 5|HA

[F£2-2] RAICBIF AKIZHIEAE & FREASAE

1. AsCr=0.3 mg/dL (48 BFRELIA)
T 2. sCr DERENS1.5F LR (7 BLUA)
3. IRE0.5 mL/kg/BELITAY 6 BEE L s

SCrE#%
fREE1T  AsCr=0.3 mg/dL or sCr 1.5 ~ 195 &
JRHA2 sCr2.0~29f5ER

RHS O mitEm R

sCr 3.0f8 L& or sCrz4.0 mg/dLETD LR

0.5 mL/kg/BsRim 6 BRI _E

0.5mL/kg/B55R75 12 B E
0.3 mlL/kg/E% 24 BERILLE or 12 BRILLEDSER

ANER1~3DVEDEBEEIEAKI LMY S, sCréREBICKDEEENE CRIEBEEDOSWNE>EZHAT 2.
E2)EHA2 L EIE, AFTIEE#ED aHUS BEEDFEOEEDUVEDEE STV S,
KDIGO Clinical Practice Guideline for Acute Kidney Injury. Kidney Int Suppl 2012 ; 2 : 8-12 KWJ35|H

PR (B3] C U3 M NS Il 72 S e U C PR IR
P, RYCEARMEBRREYE) > HEH IR 2388 561 &
2,

Kk & U, Y IRIMERE WA
MaEERIE, CFHORIN N 7 > MRAHIB X T
PUH K FHUARG RN 38D CRsEE TRt & 7
B4 Y, ZOEMNMCEEESELRDMIEREE

FIEOFHICAH & SNB A A< — T —D#H
END B, REEOWEE WIS BERN D JIA
(LT O (CFH, CFB, CFI, C3, CD46, THBD,
DGKE, (PLG)), FiHKFHUADE DA
WETH %, PLG2BRL Lk U B 785+
B9 2 BRI X 20204E 0 B (BRI E &
NTEHEH, M SDNAGHT CHMERRETH %,
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LA L, BENOBEE ISR 72 R HED
5 IRWIER 40 ~ 60 B FEEF(ET B 72, &
BEFERPRRINEVWEETH > T aHUS
WEEETER,

aHUS OZrIiciE, Lk X 51cZ < O
MR EECHDWMEEZW & L2, aHUS D
FEONBIERIE, FSWr-oia Rt &= R E R
PR L HE R LD CENEE LV, 5L,
aHUS DR KEZ TN 7 RO - 72
BHTE, IR 7V WS, fi#
ROEELLVSNY 7 2 b, JEINTIRRWANY 77
c®H B, LIeh->T, FESNNNY TV b
OFFFRICBIL TIE, HPAREHHRT 2 ENH
F LU,

aHUS DL N ZIEGFNCBI LT, B4 @R
WL IE SRS I PR PR EEE AR (aHUS) D42
ERHAE T OFHB R (A EREE AR T
FEGIFHERZ 2 I TH D, v VARMmERAI
R, PIHKRFHIAREOMEMEE FRETH
2o

2. ZHOFIE

[(SEXH - &R

D AKICRPEBREE) SR A R N EE = ().
AKICRPER ) 2 H A RS 22016, HEF 23RS
2017 ; 59 : 419-533.

2) KDIGO Clinical Practice Guideline for Acute Kidney
Injury. Kidney Int Suppl 2012 ; 2 * 1-138.

3) Loirat C, Frémeaux-Bacchi V. Atypical hemolytic ure-
mic syndrome. Orphanet J Rare Dis 2011 ; 6 © 60.

4) Roumenina LT, Roquigny R, Blanc C, et al. Functional
evaluation of factor H genetic and acquired abnormali-
ties: application for atypical hemolytic uremic syn-
drome(aHUS). Methods Mol Biol 2014 ; 1100 : 237-47.

5) Yoshida Y, Miyata T, Matsumoto M, et al. A novel
quantitative hemolytic assay coupled with restriction
fragment length polymorphisms analysis enabled early
diagnosis of atypical hemolytic uremic syndrome and
identified unique predisposing mutations in Japan.
PLoS One 2015 ; 10 : e0124655.
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F2&E aHUS 2P

aHUS & 2015 1F K D feE #bin 3 K O/ N R FE(FRE i 109) 2 Z IO T2 72 E T2 W https://
FEEPIRICEIREN TV S, AENZEER SRt www.nanbyou.or.jp/entry/3847 (2023.4.19 7 7 &
Y RA—DWebt A I, FEHIRIE I PR EFAERE 7 o
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F2&E aHUS )

4. #nlz2
a. IMAD3Z

TMA OZWICIE, HbEKT, M ki, ik
MEER &/ L5 % TMA LS O PR EZ ERS
BB %o LLUFICHRT N E TMASELE S
ZRT .

FEAE M I & P9 42 [BAE 1% BF (disseminated
intravascular coagulation : DIC)

PT, APTT, FDP, DX A~X—, T4 7V ./ —
I ERRIE L, DIC DBWHEEMER FIV T8
g %, i, DICIEIUME, YRS, ik
B, IMER EDRBEREDE & THAET 5,
Ho szt AmE I

MELDHD L&/, T hroerEHRiE
TMA &3S 20, PRIMERZRD T, HHE
7 — L AGRERBA I D55 5313 B AR A &
MZ% 5,

&ETMA F8 LB DS

Elea=Vll|

HEHEEMIZENICTMAD K S AT RZ ST
BTENMEENTEYY, ¥XIUBI2,
B IET %, —fRIIC, FMEEIM TR
MEREIRD LT3 T e,
AN 2 KM /s A sk 2 GE (heparin-
induced thrombocytopenia : HIT)

AN UG L ORI K O A
TETEIC K O HITHUADERZ1T 9 6

[(SEXH - BRI
1) Tadakamalla AK, Talluri SK, Besur S. Pseudo-throm-
botic thrombocytopenic purpura: A rare presentation of

pernicious anemia. N Am J Med Sci 2011 ; 3 © 472-4.
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4. FERIFZHL

b. STEC-HUS

STEC-HUS DK d, STEC BADFEAA AN
W ixd, STECHKRZAAT ZICiE, G
Wy, RS EREERANE, EhEEHER
AR T DO PCRIC K B HE, MEHURETERE
0157 lipopolysaccharide (LPS) -IgM /A& 14
ENEHTH S,

HEETEMRA O MR OFER & LT,
STEC M T < D E D EGEH LT & D L
VU, FRIFEHRBH UM R E NG e
Vil Iz, AIGERIR O FEFRIHO 0 &
DEREZOMT B, BRER, TolEBICHMEMNT
TIRWEGEITIX Cary-Blair 5 75 £ O s 5
THRELTIXT B EAEE L WY, STEC
O157 DV IVE b —)VIEFEEK C b 5 TEE ZF)
FH U 7z Sorbitol MacConkey F5HilIC X % 55875 £
STEC & AR IME O 2 FIH U 7o s iR & =
FIFH UMIBICE D %, 9, BCKTId STEC KK
YYE DL FIC 58 5 0157 DEIGHME TR L,
non-O157 DI L T3> Y, AHICH
WTH STECEYMEIC BT 50157 2N & 9 %
HIEIX50%H1%TH D, HUSFIEFIIC BV TE
01571 2N T % EIE 1 70% FEE & JdMa mic
H3Y, UbEDOT D, BYEO MG
FRUBVEZINENEH SN, Rl ElsER

BAAFODPCRICK ZMHIETIE, SEFHRER
T A D TR ONFERRSE D RIKME, » A
VKBGO ATEE & 75 5 38 ik S
JU (FilmArray®, Verigene®, Luminex®™) A FH¥EE
nctwns,

& BUwR EME A 0157 LPS-IgM ik HlE
IC KB IMIEEIMALE, RS CHEOM M
T E I o I EIC & TN D HERR
TEDHLIANDKEGHETH 5, MIGHURE
P RHFE 0157 LPS-IgM Hifkld MRIFEIETRR, 1 ~
4B R DI TRtk £ 72 % T L ViR
HENTHED >, RIKRINOFRHAL EEL, 7o
FRELTHBITENLEE LY, LAL, 01574}
FARBRIGRE N TE ST, Mg NRE LT
RENEGYEMZE T ANDIRFEN R E L 75 %, T
DIDIT, FEREYIH, FEEPO MIEMRIADHELR
ERETH %,

STECHaz& &, 85%FEIEDAEHITHH S M7kt
MAE7ZER, MRS &MU W IEE T %,
R T, FHRRERE, FRCAH RGO
BERE 2 ES T & ME L, FERITIEehsImaE
KB SNT DD, STECHROEINCHEMT
H5"Y, UL, STECIHRICET B KEEED
HER IS E R REIROR R LB ICET ST L
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M0 Y, HUS FIERE R T O KBEEALE O R A
Tl B HRIEIR DR 2 2T BN T BIEE A
HTH%,

/NI H50) % STEC-HUS U, FCK TTMA 22k
DFI90% ' 1V, AIBTHI64% 7% didd % LG &
N, &o LEHENENT LSRN H
DTz & O 72 L WIRAEIRZ 29 %
TMAJERITlE, STEC-HUS ZRANCEET N E
TH 3, wffllld, HUSHA RF A > (https:/jsn.
or.jp/academicinfo/report/hus2013book.pdf) 7% & %
BN TEE T2,

[(2EXH - &R

D ENZEAYENTEA. i iR R (EHEC) AR
Wi~ =277V 201949 HUET. https://www.
niid.go.jp/niid/images/lab-manual/EHEC20190920.
pdf. 2021.9.157 7 & X

2) CDC. National enteric disease surveillance: Shiga
toxin-producing Escherichia coli(STEC) Annual
Report, 2015. http://www.cdc.gov/nationalsurveil-
lance/pdfs/STEC_Annual_Summary 2015-508c.pdf.
2021.92 7 7t A

3) ECDC ECDC surveillance report. Surveillance of
seven priorities food-and waterborne diseases in the
EU/EEA 2010-2012. https://www.ecdc.europa.eu/
sites/default/files/media/en/publications/Publications/
food-and-waterborne-diseases-surveillance-
report-2015.pdf . 2021.9.2 77 7t X

4) P, EEE R e B

TAIMPEPREESEMERE (STEC-HUS). Hifk& ke
252020 ; 31 : 37-44.

4. #RIEZ2H b. STEC-HUS

5) Ludwig K, Bitzan M, Bobrowski C, et al. Escherichia
coli O157 fails to induce a long-lasting lipopolysac-
charide-specific, measurable humoral immune
response in children with hemolytic-uremic syndrome.
J Infect Dis 2002 ; 186 : 566-9.

6) JIATTHN, IR, rehsA, . B iR
Wi e O T8 MMk PRAAEREBEREIC 510 % 0157 LPS
IMIEB XU T T v 7 A« A5 4 FREIEICK B
0157 LPS Hifkk it v b OME,. MR E
1998 ; 30 : 823-8.

7) Shigeno T, Akamatsu T, Fujimori K, et al. The clinical
significance of colonoscopy in hemorrhagic colitis due
to enterohemorrhagic Escherichia coli O157 @ H7
infection. Endoscopy 2002 ; 34 : 311-4.

8) Hiraka T, Kanoto M, Sugai Y, et al. Computed Tomo-
graphic Findings of Enterohemorrhagic Escherichia
coli O157 Infection: An Analysis of a 7-Case
Regional Outbreak. J] Comput Assist Tomogr 2015 ;
39 I 406-8.

9) FHW]. TAMPERERELERRE. H/NBA RS
2021 ; 41 : 22-30.

10) Fakhouri F, Zuber J, Frémeaux-Bacchi V, et al. Hae-
molytic uraemic syndrome. Lancet 2017 ; 390 : 681-
96.

11) Ardissino G, Salardi S, Colombo E, et al. Epidemiol-
ogy of haemolytic uremic syndrome in children. Data
from the North Italian HUS network. Eur J Pediatr
2016 5 175 © 465-73.

12) Ashida A, Matsumura H, Sawai T, et al. Clinical fea-
tures in a series of 258 Japanese pediatric patients
with thrombotic microangiopathy. Clin Exp Nephrol
2018 ; 22 : 924-30.
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F2&E aHUS 2P

4. #hnls2

c. I'TP

TTPIX, MR, TAMPEE M, BHERERE
O FEEN, RSP PRREIR AN A SR & LT
BN TV, BIUE TR & A MEE
MOTFEE TR, ADAMTS13 751 10% Al ¢72
WrEnd&5ick->7", TTPICIFSERIEE %
KUEDRH O, FeRMETIEADAMTSIZEFIC KD,
HBRMETIZADAMTSI31Z 09 % H AHifkh e
EINBT EICKD, ADAMTSI3 TGN E KT
%o TS EURED 5 BEi3HE, aHUS D2k
HBICZENZ2EDTHS, TDIH, TTPL

aHUS & 8 7l 2 N 8 75 35 & 2 d 5 W,
ADAMTS13 %72 E 9 5 & & THHREIC N
TE5&2W kot 2L, HIKRTIE
ADAMTSI3{EMEIZBEN THIE TE 9, SERE
ICix%Tz8, FERRHIE T3 ~ 5 HILE DR
T B RN Z E AL TH B, TTPIEIM
TARBIRETH D, TEBRTFMmEER
02 5 I 2 BlG T 2 BN D %o

TTP % Wi 3™ % 721 ADAMTS 13 7 P2 ik
(10 % Aii) 72 B RAC T 2 5872 2 DR

[322-3] PLASMIC Score, French Score

IEIS]

MV/)\AREL
MmaIL7F=1E
BIFTR
BEEU)LE > >2 mg/dL

FTZIFHPIRTRIER >2.5%
FrINTOTOEVRAERERT

BEERIEBENR

fggs e (3R B E D IR L
INR<1.5

MCV<90fL

ADAMTSI3TEMN 10%LUFCHDHEE 0~4:0~4%

PLASMIC Score

French Score

<3A/uLH) <3H/UL(HT)
<2.0mg/dL(+1)  <2.26mg/dL(+1)
+1 RS
Sl DX
+1 P
ahall *
+1 ZHEIEERL
0:2%
5:5~24% 1:70%
6~7:62~82% 2:94%

% French Score Cl&, JAMEFRINEE SGH N MEFEANMEMEELZERL, DA, BiE, BEEOERN
RENERE OBIEEPRANEENA G EZFIRE LTS,

X2, 4&W5IME
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T %,
PLASMICZO 7>

/N3 J3/uL R, G2 L7 F =
2.0 mg/dL A%, A (L VIV E > 2 mg/dL,
F IR IMER2.5% 188, £/zigNT~Joe
VRRHEELUR), IEEIMEOMNAD B AL, lF
tmE B EmEFMRBEOBER L, MCV
90 fL 7, PT INR (international normalized ratio)
1.5 KD 7H H T ADAMTS 13 1K R 7% il
T3, TDHH, 6 ~THAGHED L X&)
A 7 (ADAMTSI13 TG EMNE k9 5 T H 62 ~
82%), SHHTIEHRY A7 (JH5 ~24%), 0~
ATHH OB EIFEY X7 (A0~ 4%) TH %,
French217* ¥

MR B3 J/uL ARl & i 7 L7 F = >
2.26 mg/dL KD 2 IHH T %, 25 HBE
THNIETADAMTS131E P 10% A i D il 5 70
94%, 1THHTH»NIZ70%, 0FHH THNIE2%
EHEEIN TV S (FE2-3),
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4. $ERIZWN c. TTP

[(SEXH - EH

D FAHER], BERSE R, AT, . ke
B SRS (TTP) /2R A A R 2017, BEIR IR
2017 5 58 5 271-81.

2) Bendapudi PK, Hurwitz S, Fry A, et al. Derivation and
external validation of the PLASMIC score for rapid
assessment of adults with thrombotic microangiopa-
thies: a cohort study. Lancet Haematol 2017 ; 4 :
el57-64.

3) Zheng XL, Vesely SK, Cataland SR, et al. ISTH guide-
lines for the diagnosis of thrombotic thrombocytope-
nic purpura. J Thromb Haemost 2020 ; 18 : 2486-95.

4) Coppo P, Schwarzinger M, Buffet M, et al. Predictive
features of severe acquired ADAMTSI13 deficiency in
idiopathic thrombotic microangiopathies: the French
TMA reference center experience. PLoS One 2010 ;
5 1 el0208.
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F2&E aHUS 2P

4. #hnls2

d. il

BERRAR SO 0% 0, i, FTE, HELLP
(hemolysis, elevated liver enzymes, low platelets)
JEMEREN S aHUSICED EFTE X E a2 AT
DEFIKII TMA %2 £°9° B JEEDNA ) 2 7 H
THY, HinlzHEHT 5, S - IBERICBT 55f
HNEEE 6 % 4 TR %

[(SEXH - EHl]

1) Fakhouri F, Frémeaux-Bacchi V. Thrombotic microan-
giopathy in aHUS and beyond: clinical clues from
complement genetics. Nat Rev Nephrol 2021 ; 17 :
543-53.
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F2&E aHUS )

4. shnls2

e. ZBZh#

aHUSHERICEBAEZ1T > 12551, TMAD
PR L BB OIS mNC Eh D, EEE
=B,

BRMRICHIET 5 TMA X, JFEEEA aHUS
THBIEROBERAEZDOETE, BRMERICHH
FEIE T % aHUS, MfasfEtilc S BAERTMA (.
KETMAIC T ENB Y, Bl - IBERICE T
BRI 6 ®3 TR %o

[(SEXH - R

1) Verbiest A, Pirenne J, Dierickx D. De novo thrombotic
microangiopathy after non-renal solid organ trans-
plantation. Blood Rev 2014 ; 28 : 269-79.

2) MRHBSEL, 2R, FAIMEF & OB AR H aHUS.
HE 2235 2014 5 56 © 1067-74.
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N

F2& aHUSZ

. BRI

aHUS 3 FERFICEE R EMEZES 2 &M
BB, MOFERICER S 2 & ifi =B EE
M E T & O 2 9 %, aHUS DFFEL
D i B 35 W T FEE KR IC H I 75 & I E

(>200/120 mmHg) Z £ 5 L ENTVBE " 2,

— /5 C, mIMEETIEEGIN B H % &, aHUSIC
T % EDIE3% AT E T DETH BV, &
IfFEBRAIED T IE TMA & &9 2 SEFT A
—ERAFET 5D, TMADJFEK & L TidaHUS
DIEMMT, FEHIME, 1BV 5 RRCIgABHE), &
S AE 7S ENE EN TS Y, il ER
SUEDJRINA aHUS TH - 723551, IR
DR TIERENRIADIZ NS, JFRIHE R 2%
BOERZWHEETH %,

R I B SUE &2 B 0F U 72 TMA O 5RO 8
Bl& LT, aHUS ZMD R & #ERId 2 7= D
R A ST 5N TV S, BRNICE, %«
M, 45 AR, I EORHEED RV, =D
O Fa—)LDOHTIEFINCTMAD R L7sw,
B M CREMAIMR AT 2, EEIKZR
Bz, BREREZET 5, i C3 DEE
aHUS DRIGEREDNH 5, TNHIIMMOER K D
aHUSZRED AV P ThHhDH L LTREBEINT
VR

f I_J.[[I].,_Eglu\r//b\l\ét_l%_.[m.,f

(& - ERl

i)

2)

3)

4)

5)

6)

El Karoui K, Boudhabhay I, Petitprez F, et al. Impact
of hypertensive emergency and rare complement vari-
ants on the presentation and outcome of atypical
hemolytic uremic syndrome. Haematologica 2019 ;
104 : 2501-11.

Cavero T, Arjona E, Soto K, et al. Severe and malig-
nant hypertension are common in primary atypical
hemolytic uremic syndrome. Kidney Int 2019 ; 96 :
995-1004.

Rubin S, Cremer A, Boulestreau R, et al. Malignant
hypertension: diagnosis, treatment and prognosis with
experience from the Bordeaux cohort. J Hypertens
2019 ; 37 © 316-24.

Cavero T, Aufion P, Caravaca-Fontan F, et al. Throm-
botic microangiopathy in patients with malignant
hypertension. Nephrol Dial Transplant 2023 ; 38 :
1271-26.

Fakhouri F, Frémeaux-Bacchi V. Thrombotic microan-
giopathy in aHUS and beyond: clinical clues from
complement genetics. Nat Rev Nephrol 2021 ; 17 :
543-53.

Fakhouri F, Schwotzer N, Frémeaux-Bacchi V. How I
diagnose and treat atypical hemolytic uremic syn-
drome. Blood 2023 ; 141 : 984-95.
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F2&E aHUS )

4. $ERIZHT

[ 1 #8008 1M1 B E (thrombotic microangiopa-
thy : TMA)D S 5, B, EYYE, A, 4
W, wIfUEREVE, CEVERES, PR, ACHHER
B EDERERIBIC X 5 TMA 2 ZRIPETMA &

T8, BHESTHENDD SRV TMA K,

IR Mk PREEFERE A RE (aHUS) i2 3 /T A R
2015 | CEFHTEIR WD, RAA RTIEIZ
DD TMA L LTHTZICER LZCE 1315
MDD RMETMA IFEFESE R DIEFRIC K D B
TBHIENB, KB, EEREOREZIT-
TERMEFEENETT 25513, aHUS Z25E
I, UEHR, BEREAE, SIEEESUEICHE S R
TMAD—ERIC, FlARES O BTGB 59
%728, aHUS & OFEHIDHE L NGEDD O 5
MXE6sE3, 4 THEHT %,
HO®RREE - BIRR

EHEWNTY T b—=FTX, WEE, 1Y VIR
BHUASEERED XM TMA DJFIN & U THE
ME BIERETMA OZWIE, BRI
IRPEET R, EERRENH AhIRR E TR
Wid 3. BV VIREHUAIEREEE, APTTGEM
L vha VR TS ZXF VR DEE L, 8

BRI Z S0t % C EHZ W, BESRTMAL,

B ORRRIC K O Al R A & i) Wi

g. —XM TMA & KO -¢Dfthd TMA

DRI 20, HEAFIC X M LN a RN
BTENDB, iz, BHERHLY VIEEUAE
EEHE, " RIETMAIC DICZ G119 % 12 ETE
FBWE L, IBEREDHETL L THEW,

ZRETMADFEIRICIR D 5 2 EHYEE LT,
HEVA P S ER R ESYE, HIV, 1V 7)LT
YHATA)VAHINIEER CHUIFRY AV A,
YA MAAOTAIVA, EHY, KiE, V7w
FVEHIEDNH BN T VDY, IEL, 47
WP AR EDERDAEL 757> T
aHUSZFIET A L& H DD T, HEENNE
TH 5V, MREREEGSEDO T TE, FHE
UM A EREEYYE IR TMAZ 235 2 & hH D,
INICRHBENS W, IREREDERT B /A
7 I X —¥Ic X > TFEH I % Thomsen-Frie-
denreich (T) HUEIC RS 2 Hi T-1gM HrARA A A
AR T %728, MEEFREIC K O Wik E LS
ZAREED D D, IHZERFE TMAIC (3 MAEAS
MAEREZ 1 ThRV, Fiz, b ERgGE
&, iR 2T %,
TR

PSR (F7a vy Yy, 7abh7 L),
PAFERE(F=—3), FIvAIVRE, 1V
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$2&E aHUSZ

2—T zuy, FEENEGE(T L2,
VEGF[HEFHE), yefifilFk (> 7 ARy v,
270V LA, AU LA), TA VAN Z—
WH(A S LTy TRIVRRT D)L
FUARNTaT T — LAER(IVT 1)
VX7, R, RELTREEEEIC K B A TMA O
B, HEERE 2RI NIEARBRRT S L
MENY,
3R

BERRER 3 IS B AR & L FEBHiE,  HELLP (hemo-
lysis, elevated liver enzymes, low platelets) Jit fiz
B2 B0 L9 W0 KRS EER O SRR & i B
REW, S, WA DI RIETMA %
aiftd 2 By, HEBMOBESHDH %,
BB 25 1ML BRE & HELLPAE (RN, 70 iif% 721k
FIANICEER G B 700t & TMA & 2R e
MHEITPEICEL, & U< B9 IRIC TMAZ TS
L TR ZLE L T 5IERIE aHUS TH S
ATREMEAN G <, MUAREASHARR T & 7o i fimli AR
DS & 7% % (5 6 FH) .
= [ 8E e

SR AL > 180 mmHg, $L3EIIM
J£>120 mmHg T, A 31 1% 11 B e JiE fi 1
(posterior reversible encephalopathy syndrome :
PRES) Z &9 %, Ml EEEIEDRK 70%IC &
IMEREDREN D O, 45 EDOFBIEICIBNT
DD E, FEIERHEIC K D TMAFTEAY72
REIDANIC ST % 2 B0V, —7, Y
MEZE N EETETMAF R SE LRV, &
U EBREN 208 &9 5 HEiE Ao EE A E
A X aHUS Z5E D o Ik i i OB s Bl
aHUS & 573 D RERIRIC IR & 9 5

£H BN, EEIRENEOTMALERIC B A7z
1A% C EI3H ThHiamIEF 5 N TWEL,
B RS

HEITD A DRI TrAIMMEE I & ifi Mgk 72
NG T ENDB, MADEIEND ZIER], &L
IETEHESYE, N, "ERERDHNE, B
FREFIC K O EIEIG OMRNE X L, R
I N TEERE (DIC) & DFERIZMINREE L 732 % C
ELH BN, ML L PIiARL ISR TH
%o
Bh

JEimeEriamE & BERAEIC, “XETMAZ &
HI 2 EehH5B, dEmEEBEOE &,
TUEME S, ERGHR, e ifiE ()L >
Za— VU VHFR NMENEZEHEE LT X
TETMAZFEIES 20, MUEAHUELII I Tdh
%, BRAICEAL T, HeE3ZSBRNIIZZ
Tew, iz, M aEIC B U T NE iRl
HARRE AT A R T A > | DT R REBE T AR PEF )
EiE (transplant-associated thrombotic microangi-
opathy : TA-TMA) |DIHABIRNZIEE 201,
ONS I CHRHRE

AFNaVEEEREY AT A 2 ORBHCE
59 % MMACHCINY 7 > kDY EIA T KM
TMAZFEIES %o AFBTOREHEUINHTH %,
B VEDNICRIRT 22 N2 0EDD, KL
NBIDOMEE B2, MEERES AT AV EHE,
MR FA = EfE, FRAPX TV VO E
H7ZR9, IBEIEIKEL X I VB2, XA ALY
CERE DG THRMT TMA TR %,
¢ Dthd TMA

B R CIHREAHDOTMAZ 597, BARIYICIE,
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STEC-HUS, TTP IZ &M T, HDTMA ZFEiE

U S BN <, wiABIE K 7 D5 HE &

ERZREGNE, [ IEBURITS ifn P PR e RERE A A

(aHUS) Z# A1 R 2015 T BN TH %

TENS, KAARTREIZOMDTMAIL LT

WICER LTz, To 2, fiABIHEE R L

WORMDBURFIRII) T > MK > THIE

BHIENE T EMUESNSTMA, HBWVIE

TP TMA DR A & 75 % iR 75 < )

FRIREYIC aHUS LW S NTzh, £ OOl

LB K UPICSHUARER G WNE TR o Tt

TMA ([ Z DD TMANCE F N5,

[(SEXH - R

1) Dahlan R, Sontrop JM, Li L, et al. Primary and Sec-
ondary Thrombotic Microangiopathy Referred to a
Single Plasma Exchange Center for Suspected
Thrombotic Thrombocytopenic Purpura: 2000-2011.
Am J Nephrol 2015 ; 41 * 429-37.

2) George N, Nester CM. Syndromes of thrombotic
microangiopathy. N Engl J Med 2014 ; 371 : 654-66.

3) Fox CL, Cohney SJ, Kausman JY, et al. Consensus
opinion on diagnosis and management of thrombotic
microangiopathy in Australia and New Zealand.
Nephrology 2018 ; 23 © 507-17

4) Fakhouri F, Frémeaux-Bacchi V. Thrombotic micro-
angiopathy in aHUS and beyond: clinical clues from
complement genetics. Nat Rev Nephrol 2021 ; 17 :
543-53.

5) Goodship THJ, Cook HT, Fakhouri F, et al. Atypical
hemolytic uremic syndrome and C3 glomerulopathy:
conclusions from a “Kidney Disease: Improving

Global Outcomes” (KDIGO) Controversies Confer-
ence. Kidney Int 2017 ; 91 © 539-51.

4. $ERIZH 8. XM TMA S KO ¢Dthd TMA

6) JFHMURIA M MERFFAERE MR 2 W ARG R A R,
FEBRI A i M PRAFAEE R fE (aHUS) B2 /T A R
2015. HEZ=EE2016 5 58 & 62-75.

7) Larsen CP, Wilson JD, Best-Rocha A, et al. Genetic
testing of complement and coagulation pathways in
patients with severe hypertension and renal microan-
giopathy. Mod Pathol 2018 ; 31 : 488-94.

8) Scully M, Hunt BJ, Benjamin S, et al. Guidelines on
the diagnosis and management of thrombotic throm-
bocytopenic purpura and other thrombotic microangi-
opathies. Br J Haematol 2012 ; 158 © 323-35.

9) Allen U, Licht C. Pandemic HINI influenza A infec-
tion and (atypical) HUS--more than just another trig-
ger? Pediatr Nephrol 2011 ; 26 : 3-5.

10) Fan X, Yoshida Y, Honda S, et al. Analysis of genetic
and predisposing factors in Japanese patients with
atypical hemolytic uremic syndrome. Mol Immunol
2013 ; 54 © 238-46.

11) Veesenmeyer AF, Edmonson MB. Trends in US hospi-
tal stays for Streptococcus pneumoniae-associated
hemolytic uremic syndrome. Pediatr Infect Dis J
2013 ;5 32 731-5.

12) Al-Nouri ZL, Reese JA, Terrell DR, et al. Drug-
induced thrombotic microangiopathy: a systematic
review of published reports. Blood 2015 ; 125 : 616-8.

13) — Rt ERE N ARG I « Sepsflifafis A il
MR/ A K5+ > SOS/TA-TMA (5 2 ) 2022
4E https://www.jstct.or.jp/uploads/files/guide-
line/01_06_06 sos_ta-tma02n.pdf 2023.4.207” 7 2 X
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F2& aHUSZ

HEDWFFEZ )V— T 5 expert opinion * con-
sensus opinion {ZFEDUWT, TMA R aHUSICES Y

WA FIMEREN TV 5
KETER

aHUS DERICBIL T, AHA FTIETMAD
5 TTP & STEC-HUS 2B LTcd &1, itk
HEMETMA & U TDaHUS & ZRETMA, Z DAt

DTMAIZ T TWB, —J57 TKDIGO ®D consen-
sus opinion” D X 512, TMAD S TTPZ[RY L
123 £1c, HUS % STEC-HUS (MR 7x HUS) &
Z LSO HUS GEHAN 72 HUS @ aHUS) IC 57
FiL7z9 2T, —XMaHUS & XPEaHUSIC S
F2EZbHB, KHDOHA FZ4 2T,
— XM aHUS I& aHUS (FlAANMTETE TMA), 2K
PEaHUS I — XM TMAICHIS T %,

_/\
I:I/

M FICBE U T, i/ MREL 1S J3/ul
Aiiti, RIEAR—=ANE 25%JRDILHED EL 5
DOFHENTORHENZN Y, BiliDH
HELTE, RKHARPARTSY, A=A LT
V7 /Za—I—F Y 5D opinion D XK 5
ICHb10 g/dL Rifie $2HD &> Y, WEO
opinion | 351 % aHUS FER DFIRFLHED K 5 I

5. BHIZHIT S Expert Opinion

N

Hb D FEHEEZ2 (EH NIRRT &9 % & DDMEE
29, B, TIZVIARTRITIARTD
FRPRARERIC 350 2 aHUS JE I D 3B HE T,
M7 LDH Gl N7 h 7 ae VEfE L v o 7z
BT RE LR THRT 5 2kl En
TWeo MEERFEFICDOWTIE, SENmWENE
B D B2 EFe 9 % opinion HE <, Z DD
AR & LT, THIEZRAER 0 FPARA R e TR A
WHNCFEHEN TN A EDEALNS,
(BZXH - EHl

1) Goodship THJ, Cook HT, Fakhouri F, et al. Atypical
hemolytic uremic syndrome and C3 glomerulopathy:
conclusions from a “Kidney Disease: Improving
Global Outcomes” (KDIGO) Controversies Confer-
ence. Kidney Int 2017 ; 91 * 539-51.

2) Campistol JM, Arias M, Ariceta G, et al. An update for
atypical haemolytic uraemic syndrome: diagnosis and
treatment. A consensus document. Nefrologia 2015 ;
351 421-47.

3) Fox LC, Cohney SJ, Kausman JY, et al. Consensus
opinion on diagnosis and management of thrombotic
microangiopathy in Australia and New Zealand.
Nephrology 2018 ; 23  507-17.

4) Lee H, Kang E, Kang HG, et al. Consensus regarding
diagnosis and management of atypical hemolytic ure-

mic syndrome. Korean J Intern Med 2020 ; 35 :
25-40.
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F2&E aHUS )

6. ZERE

a. BIzZH&A

AP, ZORRETG5 DIk Z
9% T &, aHUS D40 ~ 60% I IS EFHIE S T
WKRK SN 7 > BAREE NN LR END,
aHUS OEFIREZWICIEAETIE R WD, EERZ
Wr-P1E 7 E D 7o DI R KB R F DIRRIF HE
ThHs, FNEILETOENMIKST, aHUSD
FFY AT - PNz D, £z, fit
CSHUASRK D ERIC T %, aHUSIC K
% EARRIEFI OB AT IE, BRIk
27 TG % Iz DICBIGZINREIINETH
%V, aHUSFEICE 59 %8s & LT, CFH,
CFB, CFI, C3, CD46, THBD, DGKE, PLG,
VIN?, INF2 Y HHREENTWBD, PLGRVIN,
INF2IFRERIED D72 <, WL ENTHAICIE
%5 TWEW, %7z, CFH: : CFHRIFI S T2
X CFHR3,/ CFHRI RERY:V 75 & OREENY 7
¥ M aHUS DJRK & 75 %,

202044 HIC, CFH, CFB, CFI, C3, CD46,
THBD, DGKE D 73815 DAL IR E DM R
I E N, D E DNAWFSE T CMETREL 725
=9 (AR COMIG AR, [k &
WA AAFERY & DR TR B9 2 2D B
THO, REKOLEILLBEOIERR 2T L
T OB Z G %0 1S EDNAMFZEHT T

DOBIEEREICH N SN TV S EIHY — R
ORMACY =7 2 —TIk, KEERE - A
IR EDAC AL KBIRIR T/ L2 b
BRMRHIN#ETH O, CFH: : CFHRI Bl EE 579
CFHR3,/ CFHRIRERKRZ EIFMERNR L E
NTWVERV, AHA FFITRE TGS N 7
> R M D 72 D DLRFRINER & NIRRT TR0,
aHUSICBI 9 %8 n TN 7 > M, wHiyHD
EDOEWDH LB DB DEL KWy, F
OFIWNCIFEREET %, KT T LIVEEE
0.005AKJGDINY 7 2 WS, ARFRET 7 D
MTEZNULEO7 LIVHETHAZ EEE L
7RV, iz, BERTHRINEEZ DNTNNU T
VA, FOBROHARE THRNEZDZ L,
LDTHBLHWENEZTLEdhD, ®mHFD
F—R2THMT B ENEETH D, MHEHh
TR T/NU 7 2 S ORI S 5, ki
N TV N EEES AL, SRR B R
WD aHUS HHSRICHRR T % T & 2 H#EREd 5,
MAEAHER TEIZ 7D 5 B, DGKELIND 638
LAIEHE R ORI R (B IR TH 50,
HBERITASHETITNS0NEENTEDL?, F
JEZDMFIIAFIETH B T &P IR0,
DGKE 3 H R ORB IR (B IEED) L E A D
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NTHY, WEZOMPIREETHZY, %
Tz, MTEH 2D, RN Y 7 > SHETENY
7> & (de novo) T BIEHI®, HEE DK
7Y AT BEFEHREENTVD, FiES
IR N 7 > R AR E NG, o s
BANOFERER, ETEIFEEOMHD L
& DB ZINREDNZ R E NS, AEEDHA
FRRBETH BT L, FIEnizhiezsT L
N5, ZRICER U CIRERRE R EMEICHR T
T ENEE LV, ZMEDRFIETHNIL,
M3 E DNAWFZEAT T O b El B IR AR A (3 AR
[ FHAY T db %o
BRI, AT, T, HAeTEE
WO TRBEET ST e, TOMITICEL
TIIFEE DHIE 5 T IMFENDOFEE EET
HZRENH D, ZREDHEIS U ORI
MEDOHIKTERAY ) VI ZTFEN%
XOBET ZREND S,

[SEXH - R

1) Campistol IM, Arias M, Ariceta G, et al. An update for
atypical haemolytic uraemic syndrome: diagnosis and
treatment. A consensus document. Nefrologia 2015 ;
351 421-47.

2) BuF, Zhang Y, Wang K, et al. Genetic Analysis of 400
Patients Refines Understanding and Implicates a New
Gene in Atypical Hemolytic Uremic Syndrome. J Am
Soc Nephrol 2018 ; 29 : 2809-19.

3) Challis RC, Ring T, Xu Y, et al. Thrombotic Microan-
giopathy in Inverted Formin 2-Mediated Renal Dis-
ease. ] Am Soc Nephrol 2017 ; 28  1084-91.

4) Venables JP, Strain L, Routledge D, et al. Atypical hae-
molytic uraemic syndrome associated with a hybrid
complement gene. PLoS Med 2006 ; 3 : e431.

5) Zipfel PF, Edey M, Heinen S, et al. Deletion of com-
plement factor H-related genes CFHR1 and CFHR3 is
associated with atypical hemolytic uremic syndrome.
PLoS Genet 2007 ; 3 © e4l.

6) M9 E DNA WIS, MERNE GEIARTA MR
FEAERREE S TR E) Verl.  https://www.kazusa.
or.jp/genetest/documents/tests/insured/K010-79
v1.pdf2023.4207 7 A

7) Loirat C, Frémeaux-Bacchi V. Atypical hemolytic ure-
mic syndrome. Orphanet J Rare Dis 2011 ; 6 : 60.

8) Noris M, Bresin E, Mele C, et al. Genetic Atypical
Hemolytic-Uremic Syndrome. GeneReviews® [Inter-
net] 2007 Nov 16 [updated 2021 Sep 23]
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6. ZERA

b. i HRFHuix

AR RO FEAHIER 700 £ DTH
ZHKTE, 7 F=K150,000 DHEFEITE T,
short consensus repeat(SCR) & PEIZ 5 201D 7
RBHEORUMEZET %, NAKLGHl O
SCR1-4 T C3b &G LA L2, ¢ R
fild SCR19, 20 THEGINAICHT T B, T 74&D
B, HCONEHIIICHESELXS &3 5C3b%
RNEML T B &C, MIafRE I EE R %
HxRizL T3,

HRKFICHT 9 % H APUAIC K > TaHUS A
JEhEd % T & 13, Dragon-Durey 5 1T & - 2005
FICHE SNz, COHCHRIEBEICHIKT
D C K| 2 78i#% <3 % T EWNHIBN, HE &
WEHIIE & DR & 72 st & I B L aHUS %2 42
9 %, HLHETFHURIC X B aHUS IE 2 HFii T

HAHNBD, 5~ 13KDO/NRBNC RN Z <,

39~ 11.0%ZE DB LENE> Y,
HIATBH5E 8 1-5 (complement factor H related
protein 1-5 : CFHR1-5) D& 5 ¥ HFICBEHE L /=
aHUS [Z, DEAP-HUS (deficiency of CFHR plasma
proteins and auto antibody positive form of hemo-
lytic uremic syndrome) & FEEN B Y, & O blF
CFHR3-CFHR1 D% & BiHd % T E DL,
PIHKRTHUADRIER, TR+ Y b X720

R TOHEFMF v M TELISAETEME N
%o WM DI BRI DA R THIE R OFETE
{EICHY D #HF*, Dragon-Durey 5h 55 X 17z
TN R N ON@ T AVAY AN RN e XA PN
BOMEH RS V74 7h 5185 NImiEE RN
e L UTeiady, PIHKRFHUAD /1y b4 7l
1&100~150 AU/ML TH % A3, aHUS 2UEHASENR]
DOHIAAMZ 1,000 ~ 50,000 AU/ML D& & 7% %
TEMZNY, Tz, aHUS OFSEBBIZIHICHiIA
MK T2 iR U TR MIE - gz il A
BHEHH5% 7, LhL, ENTHELTY
B il v b (Abnovath) & IZHIEMM—E L
BN EMMERIENTEL > Y, FEROMIIC
FEEZET %,

PEN, aHUS DJFA & 75 2 P H A THifkld 1gG
I ACET B EEZLNTERMN, 202141
Cugno 5 ” H IgMBI D [ CHUAIC K % aHUS &
& U7z, IgMB0 B Akl iE sl fEic
L TEZ L HADNE T EMERHENTD, H
CHUADHIIT 2 X h = X LI R AS H
D SBDOMENETeN D,

(=EXH - &R

1) Dragon-Durey MA, Loirat C, Cloarec S, et al. Anti—
Factor H Autoantibodies Associated with Atypical
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7
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6. JERE

c. {2

aHUS 22Wnic 3513 % i O 4l B 8 1 Dl

EDRZIIENTDH %, Mifkmdid, ©OC3,

C4 LV S TAlRREF, @ HEF, TRFEV-S
T HARHIEIA T, B sC5b-9, C5a &\ Fzfifk
LY, @HiHKFPUA, ficlM e Xx—
itk v e H AR, GCHS50#%ikd % b
W D IRIMBRIAIMFAER &\ o TAERERRATIC 21 5
N%Y, CHEAENDCAIE R EIZ AT —FKD
EHAED R E NS E DD, aHUSTERIC LY
% C3HETHIEHISOBIEETH O, CIMIEHHE
TH-o>THaHUSZEHET BT LT TEEV, H
K, 1R+, BERFOHIE, HIfBk o CD46
(MCP) D &R HY aHUS DZWHT IR D &
WOMELH BN, BIRFRT—EDRMRII &
W2, MHEC5a*R sC5b-9 D FRAH S N B S
BYHHIBICEEE>TVB Y,

aHUS O R HARZ WIS F 59 2 A TRREMR A O
MALEINTVS, Y VRMERIEIMRER X
R BIRSTERIR Y THIFEE N HliAbREM A T
HB, BERKD T T VRN FIWWTRBIE
O by PR MERMAEE L ORIATE L2 ALK
Jh& UCEHid %, f#H A7 T g HIA
TORREIFETUAZINZ, RESFDO Y PRI
ERZTRAN USRI ys izt o Uiz Oz

aYha—bEd %, aHUS 25| Eif T IR
BRTNY 7 Y O CHEDE L, HiEL
LRIV EWDNDCFHOSFNN) 7 > M
B3 X OHIH K FHURRMES & > 7o HIR 7D
WERESLH Z 11 S SEFNC B\ TRHE TRtk & 7%
ZTEMMEENTVEY Y, —/, Thit
D FRPRBEEE R T ORI N 77 > B EFIHE Y
INY TV AR OREFI T, BtERiEs <&
W MUBEREBEOBUATIE, Al ARSI 7~ H
AR T AMRETHBRES U< IEHiH
TR E Vo TEH TN REE NS T2,
aHUSTERIOBIATEHIEM L 755, HiCsHilASE
BREOMIATE, AR CTHTARARERS A H
FHEINZO, MULBELES, REGEHO
RORETH B, [ IFHIE P PR 3 %
#E(aHUS) O 2 EF &I OFH R (B dER
FENEANEL ¢ ahus-office@med.nagoya-u.ac.jp) T
by DIRIMERTA AR & 1 H K HiRE i
ZZ TV 5,

JiR RN E 0 C IR WO R Y TMA JEGIIC 358 U
ek, b VRMERIE MRS £ aHUS O
BRI N A Z2H LMD TEERNTE
% &9, Rl (MERE, $1CsHikSERR)
DY T UM, EDTAMAE, MmigEZzZ#% 3 mL
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FRRERAE GO ERR, P MR —80 1T

HHR) L THELS T EMWRYITH S, RIMEICH

BRENTEHRIARSIZHETLTLX S 728, M

HOREREEHICIIFICERZILI NETH

%o

[(2ZXH - ER]

D R&ve, HEROE, HEzz, M HAMTEY
RIEBIT B, MARERIOHHOMELZNS
DFEHMEMESE. itk 2019 ; 56 © 13-22.

2) Loirat C, Fremeaux Frémeaux-Bacchi V. Atypical

hemolytic uremic syndrome. Orphanet J Rare Dis
2011 ; 6 * 60.

3)

4)

5)

Noris M, Galbusera M, Gastoldi S, et al. Dynamics of
complement activation in aHUS and how to monitor
eculizumab therapy. Blood 2014 ; 124 © 1715-26
Yoshida Y, Miyata T, Matsumoto M, et al. A novel
quantitative hemolytic assay coupled with restriction
fragment length polymorphisms analysis enabled early
diagnosis of atypical hemolytic uremic syndrome and
identified unique predisposing mutations in Japan.
PLoS One 2015 ; 10 : e0124655.

Macia M, de Alvaro Moreno F, Dutt T, et al. Current
evidence on the discontinuation of eculizumab in
patients with atypical haemolytic uraemic syndrome.
Clin Kidney J 2017 5 10 : 310-9.
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WINDT—2IC K B &, BAICIBT B FEAEM
FEIZAAE 100 BN 2 ~ 36, /N T 100 F551
ICTBIREE T3,

AFROFEST— 2 & L TIX1998 ~ 20164EDN]
IZ 118 HIA aHUS E BT E N TV 5 Y, FERERHE
WA 3N H DS 847K (HFIRELE 675%) T, 1875%

KIOEEIIR65% TH o Tz, T4IMEX D
LEHGI RGP T, FRFELCHRIZ5.4%, BIELRIZK
15% CTh>lz, Fiz, BIGTHNTHERD S AR
BELEAR IS 27 OFRHINY 7 > FIVRENT
Who FRHT C3DIFIINY 7 > MEIOEE WV <
(#131%), WCKICZW CFH OGN RY) 7 > R

[F23-1] ZFIBEBHICHITREEERB/NY 7> NOSEE

B Global registry

aHUS S8 18 851
145 (B14L) 64% 45.0%
R 25% 15.6%
Eﬁ%ﬁf/ﬁiﬁz 46.2%%  104/267 (39.0%)
BT TR
CFH 10 (9.6%) 100/482(20.7%)
CFI 0(0.0%)  26/406 (6.4%)
MCP 5(4.8%)  37/395 (9.4%)
3 32 (30.8%)  21/331 (6.3%)
C311157T 24 (231%) .
CFB 0(00%)  4/275 (1.5%)
THBD 0 (0.0%)
DGKE 1(1.0%) i
P HEFHAEENE 20 (19.2%)  86/402 (21.4%)

65 (23.8%) 59 (27.6%)

A7 TIVA X7 #EE
273 214 144 117
51.0% 41.6% - 48.7%

29% 14%
48.0% 60.2% 45.8% 35.0%

39 (271%) 20 (171%)

10 3.7%)  18(8.4%) 12 (8.3%) 2 (1.7%)
18 (6.6%) 20 (9.3%) 7 (4.9%) 9 (7.7%)
12 (4.4%) 18 (8.4%) 3 (2.1%) 4 (3.4%)
1(0.3%) 4 (1.9%) 6 (4.2%) 4 (3.4%)
13 (4.8%) 0 4 (2.8%) 8 (6.8%)
- - 1(0.9%)

8 (29%) 14 (6.5%) 15 (12.8%)

Japan : Clin Exp Nephrol 2018 ; 22 : 1088-99.
Global registry : Kidney Int 2018 ; 94 : 408-18.
Italy : Clin J Am Soc Nephrol 2010 ; 5 : 1844-59.
France : Clin J Am Soc Nephrol 2013 ; 8 : 554-62.
USA :Hum Mutat 2010 ; 31: E1445-60.

Korea: Thromb Res 2020 ; 194 : 45-53.

Pediatr Int 2015 ; 57 : 431-8.

FEIEHEHRICE, EEPNREERELIZ 104 flEDRE LT,
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w
1
K
HE

[#£3-2] REEGEF/NUT Y RTEDEH
e = MEBECACK T , BiiE®
#EREE C3b U
= ™ < — :
CFH Gl T NPHET mmeie0n TSI ESRDT 8090
. co -factor #EEERE
. f@ﬂ@i%@ C3b»JUay
| CR/CRAR hybrid. g P NPT - ESRD:30~40%*  20%
i - HEEFE OB 018 E
- co-factor HREERE e FEL & feld ESRD: -
L - SUNOESEEEDER rer-30~40% 66709 70~80%
- MCP DOFIR R _ )
MCP .C3b DIES® cofactor  —HRBYICERE g%gi’%g ESRD: 15 90%
SEHDRE °
M HRERFIUE -H RFHEaEE=S BfRE 1 70% ESRD :30~40% 20%
I BFENTB AL _ .
c3 D BERR: 40~50% ZEO‘E/?“‘J ESRD:  40~50%
BT - C3 convertase &4t ?
LEF - HRTFIC & C3 EifEES § :
CFB BRIB(CH O BT BERE 30%  Jao0 0 EoRD: E?jﬁﬁ%
- C3 convertase &4t °
- co-factor SEMEDEE e - FET-F/cIE ESRD: BRRS
— THBD - TAF| O3S R 60% g% A
S a=11ESpES . A R
"7 |DGKE %ﬁggg?tﬂﬂ’i‘*ﬁé REE 20%FTICESRD BREEIEL
PLG* AR S i i Reg
INF2* - RBA REH PN REg
ZDfth - VTN & 9 245 L,
VTV EE, REEE S B i Reg
DREREES

PLG Plasminogen, /NF2 :inverted formin 2, TAFI : thrombin-activatable fibrinolysis inhibitor, VTN : vitronectin

#AKFBTD CFH - C3 DFHEMNI T > MRBEHID FHISTH LV RF TH B,

RN TMA DRREREIELTULAEL,

Yoshida Y, Kato H, Ikeda Y, et al. Pathogenesis of atypical hemolytic uremic syndrome. J Atheroscler Thromb 2019 ; 26 : 99-110,

Noris M, Remuzzi G. Atypical hemolytic-uremic syndrome. N Engl J Med 2009 ; 361 : 1676-87 Z&E({ER

DEIEIIED > T2 (#I10%), C33) 7 > Ml (& XHE - BRI
X U:FLH ?#{ﬁﬁ%‘@ﬁ”@%?&b‘ﬂﬁﬁ T 1) Constantinescu AR, Bitzan M, Weiss LS, et al. Non-

enteropathic hemolytic uremic syndrome: causes and

RUFTH B T & EARIBDIERNC B TR 7R short-term course. Am J Kidney Dis 2004 ; 43 : 976-82.
HmEWZ 5, 2TNSO/EE, BT Y7 BIC 2) Fujisawa M, Kato H, Yoshida Y, et al. Clinical charac-

B9 BHEOT —2 L > TW05(ER3-1),

teristics and genetic backgrounds of Japanese patients
with atypical hemolytic uremic syndrome. Clin Exp

FER T AR O TIOR8 E O 7 — Nephrol 2018 5 22 : 1088-99.
2EEHTIRI-2ITRT,
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aHUS &, AHIRZE ks D B R iE M bic X
2 S NG H ORRT R TN TMA
ZFRREL T %, W, HHAS RESOTEM b
&, FATIER I &> TREicay ra—b
INTWV5B, aHUSIC BT % TMA DFEEIC 1,
HABTHGEAR T ORI SY 77 2 FDIFEE NS
FERINZREA, HIHREFHUAZ & B CHUADH
Bl WS BRIV ER, & SICUER « /)i
BUIE E VO FRIEDR | & (M) H—) LR B KT
DA EDLEDORENEG L TR EEZ LN
T3V, flikBEEE L ORI 72 RO
FEEHIC K > CaHUS D P ML D L 0bh
CGE3TB), FRMNY 772 M K 2 FERER
7, HRRREEORHE 2 PO FRT %,

1. HAF(CFH) D&EH

KIFMEHUSO R REIL T & U CTRANCHE &
NTZHTFTH B, HIE TR RRER O il
K& UTlE, ReKkTldaHUS DR REE T
ELTE- EBEEMEV(Q0~30%)Ys —/7,
1998 ~ 2016 FFIC BT HAFHOL I A M —
T—RZTOHEFIF10%EE L IND, [AULIA
BT BT ) AT OHREGHEICBNT
&, NETHI12%, BRANTRIZ9O%IC CFH DN
7Y N EEDIEFSHAANSENTVS Y,

JRARIEE, BinT, €Dt

HEFIEC3b &5 A LIRFIC K 2 C3bDAREIL
ZIEL, & 5T C3HRHEEE (C3bBb) Dfif e
He & DORE IS . CFHIZZ ORI 77
Y EPMHETINTWED, 2LONY TV RE
C3bIMENRZICHEET 2 3T H % CARYiHD
WIS 7 > T b, TORREL LTI, C
KD I ALV ANV TV IEHE > L EZND,
Z DT &350 CFHRI & DR GBI T DIE
RENCREGDERER F 2RI NNU 7V R
BHEND, VWITNOBEE TN 7> McBW
THHEMBOFFERENEGL, 7Y A THIE
B OBIZFZIC B THIER 2 FELANIC 50 % 12
EOEFICHRENAROND EENTVES 7,
HHEDNERA L TORIENSONTED, BT
% EMTREBICAREENSY, Bl
AETOLI A MY —F—%TIiE, 30.0%
GNODIEL X ERPABARICE > TS Y,
2. CDA6(MCP)DE %

CD46 |3 membrane cofactor protein(MCP) & &
MR, M IR B T 2 IR EE B ER T, 1
KyDa7 7 72—k L TC3bDfiRZz ks
%o 200341 SR HUS DR AE L 7 & LU TH
HENS Y agHUSD5~10% DFEHK & TN B,
aHUS ICBUF % CD46 DYRIN/NY 7 > M, Hilld
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ZMD CDI6 DRBIEZK T EEE XA T L5
HEICIIEER 52T b \DESHENME T
% RA TIHMEET B, CD46 DJEIIN) 7 > b
IC &% aHUS DZ IF/NRHNCHIES 20, &
AR & TRRIGILRM BIFCH S T EHHIBN
TW3Y, =/ TI7 ) AT HIEBOERER
&, CFHNU 7 > MMEIERRIC @D T & AR &
nTuns®

3. IRF(CFDESE

2004 FEIC KM HUS TCFHIZINY) 7 2 b O
BOREND, CFIOJFEIINY T > kIR E

n=t 2 Il s 77— THD,
CD46 X H K M T IK 7D HiBhIA+ & U Tl &,

C3b & Cab 2 NELT %, aHUS DJFKEL T &
LT4~8BICIENH Y, AFICHBOT L
RENTIERID D 2D, WK D HEIZENE
DEHEIE NS,
4. C3DOEE
aHUSJEFINIC 35U T C3DONT a5 OERY
INU TV R AR20084EICER G E N2, WeKIT s
1} % aHUSIZ (58 % C3DFENY) 7 2 h OEIE
F10% 55 TH B, AFBTIRCIRMIN) 7> b
DIAED NI H % s C3DIEIINY) T >
MZ XD, C3bD H K1 CD46 NDFEEHENMIL
U C3b DRI A T % T & THiAD R 7%
LD FAEFEENB Y, CDL6[ERE, (ZH DN
7Yk EHE UEERIENZ N EENB Y,
LRI S) TV RS SN TWA D, H
ANTIEE T, R = &R Z LI C3
pIIS7TTNY 7 2V F RN ENHEENTWY
%o TONYT YV MIEMZDOHFERDNEVE

DD, FHDCIDFEINI T > keI L T,

AR, PLCsHiAEIaRZ1 T 3 (RAFFRIED
A THAET DIEHEZ HMESNTHBD, I
WP RBBIFEEZONTVS Y, AFICHF
HC3pIISTTNU T > " AT 519072 % &
DIREFICBNTIE, 5 B 15D NTHHFE T,
2 UFBHYEMN TMAFIED U H—L 72> T
Wze FECHIOME XL, 26 THEFRENT Z2
T TR, 5 B 1B/ NEIIFIE T 7[R D
FaBEORURH, &5 1HIEBEIC X 2 B
HIFRTZIC aHUS ZF9E L, HMEREENT & 75> 7o
i DREFITH - 7219,

5. BHF(CFB) D&

B [K7+1& C3 #is a2 (C3bBb) DI Kz (et 9
%o CFBOJRININY 77 > M X % aHUS 1E2007
BICHE SN, TONY TV IR
RO T 2 FT, 3RO ek 2 Tz
59 & T, HRFRIHRFIC KB NELR ISz
[H#ET %, WZICBRTORERTE 269 5IE
BNE, eSS R ATEIE b X N, C3
DI LN)VIME T %, aHUS D 0~4% 2 [E
EaHUSDJFEK E LTI TH %,

6. HHEFHIKIC LS aHUS

aHUSYERI T H KX 2 H AHURDIFEAE
M2005FICHRE TN, FW10BIcABND EEN
%W 2E6b B, 5~13 1 TO/NRBIFEIE
ME2WV, TOHUAIIHRETFO CREGZFZEFE L, H
K7 DHIfER AN OFESZHET % T & T,
MR EH 2 1% T %, RFIC CFHRIEL TR
HIC KO PIHREFHUADN LU 7z aHUS (3,
DEAP-HUS (deficiency of CFHR plasma proteins

and autoantibody positive form of hemolytic uremic

syndrome) & "IN S, UL, TOHEEDKRIE
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EEHEANTERDOENEZNU T NTHD, &
DX 5 HREF THURD BTG 2 I oIS fighie
ENTWARWV, JLHKFHUARHE aHUS SER] T
R FER FFERFICHUAMD LFH L TH D,
CFHRI RIEJEHNC BN TR A DO DI K
D PUAPELEDN AR SN TaHUS ZHIET 5 & D
LEZHN3Y, —J7, CFHRI RIBM R WOSE]
KBV TE, JIHRFHUADRED BN T &)
H %, PIHRTPUAMEORE X, WERICEKD
WCAENDH D ENHRESNTED, Ay 47
EHHETIEE L, NS OEEHELIZ 5% DM
ETHBY,
7. Thrombomodulin(THBD) D&%
2009 4FIC 1526 aHUS D 5 B 76T, —fi%ic
PUEE R 1 & UTHIS N5 THBD OJRINY 77
Y EPREINIT MDD, aHUSTERID 5%F2
EICABLND EENTWVWBD, AFFICEBT %
LI TH S, 380BIDMEE ND#EE T & Ll
LT, EANCEENT 2/ BEfz > off
FED THBD DNV 7 2 S RE X N, in vitro T
K772/t LTz C3b G DA 2R T &b
5, MiARANDHEESNRBENTVS?Y,
George 5P D/ HTIZ, FIERHE TMA IS/ H
TNTV3,
8. Diacylglycerol kinase ¢ (DGKE) D&
2013 4E1C Lemaire 5 21T & 0 YAy MEE
{5 7R9 aHUSHER T, 95¢5RD 5 DGKE DJFHY
N TV S DVRE E N7z, DGKE IS N R
e, i/, B O @IS B L, diacylglyc-
erols(DAG) > 7 )L &= i3 % #&HE 7= & D,
DAGIX 717 A »FF—E kN L Tz
TEIEE U A sk z2 (29 %, DGKE DJs

JRRBIEER, BinT, €Dt

23D 77 > MIZ K DDAGY 7 IVhTEM L E 1,
MfREmICE s EETNTVS, ThEDIE
IR & U TiE 1KLL T OFERE CTHlffAR D 5L
WEEDENT EDMEINTVEH, CIHEE
R NI 2 RROMEEH B, KBITHBNT
2015 ICDGKEDEANT 1N 7 2 RV
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