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15 KBRS - E®
1. KEHZ - EBL ZDEE
MAEMERUNMESE (thrombotic microangiopathy: TMA) 1%, O L FEEMEEMMEA N

(microangiopathic hemolytic anemia: MAHA) (BRInER 2 £ 5 El, ~ 7'k 7'm

v VKT, LDH E&. BlEgEv Vv ey ERA Y24 ) OIMRIEA . OfUuIMEEREEE Ic
L oligabaEx 3 e TEEMETH 2 V., TMA OiREEZ R TR ZEE L LT,
Az I R IR A 1 268855 - (thrombotic thrombocytopenic purpura @ TTP), &I R EFAE
JEMERE (hemolytic uremic syndrome : HUS) 2327 5415,

TTPIX, M/MREESE % 1] 3 2 ADAMTS13(a disintegrin-like and metalloproteinase with
thrombospondin type 1 motifs 13)E#3EE 23 10% K ICE W T 2 KB TH 5,

HUSIZ, BMEAm, f/wasd, aEEEEz2 3L 3 2R TcH 5, EHERE
FEA T 2 iR)R KGR (Shiga toxin-producing Escherichia coli : STEC) (€ X 2 HUSIZ
STEC-HUS & M- 5, FHi% 5 STEC-HUS, % Y Diarrhea (+)HUSICX L T, %
1T 72 15 2 RER % 11D 72\ Diarrhea(-) HUSOFEEA LUHT 2> S FI SN CTviz, ZDD(-)
HUSIZFEENFIET 2 2 & 235 . D(+)HUSICHIK L THEXRREL, BFRIEIART
HY, FBICHEEHEOBLETREEZMES 2 emE I niY, £/, TMADEAICIE
STECIER 2872 < & D IHILEER S C L8B3 eI, THIOEME T T Ofife%:
T BTSN, 2T TD(-) HUS &I T 72 b D Hatypical HUS (aHUS) &
RIS X5k oT,

AHCiE 2008 i CFH DFFII-N Y 7 v b %5 aHUS BESFEL TN TUURE, fRAic
WEBHEZCwo ¥, 2O LAERDD &, 2013 Fic HA/NNIRE S & HARB Y220
b FEC [FEMBIRIM IR BERE R (aHUS) 2WiEHE | 23R I iz 9, Z oH© aHUS
ix. TSTEC-HUS & TTP LISt TMA ., SUNIEAEPEA ML, 1/Mimd & &
3FHWETHER] LERIN, ZDD, HIEIFEBICNTET 5 [P0 aHUS] L
S, BHETIE XM TMA 28I e 2R3, EOWE. 2RI, REE, Bt
e, BIRIRBEE, BRI, AR ERE D TMA b aHUS iIc& ¥ Tz, ZOEFR
XY HIEBINEL v [JAFRD aHUS | iexf LT Ui S h 2 e 4 L
7e72% ., aHUS OfERDPHE L 7o 72,

HA/NRR 2 & HARBIRY: 213, 2015 i [IEMRIAIN M R FERE BeRE (aHUS) 2298 47
A V] ZERL, aHUS % [#ifRB0®E HUS] L HER L. Xtk TMA 2 o B I X L
2o T LICHEIOBFA A FUET D@L IC BT, aHUS B3 2 HIGE % FHIRET L 724521



[HHREEE HUS ) % [#iiR N 7EME TMA (complement-mediated TMA) | ICEHE T2 2 & &
L7ze THIEZRE TMA oficd . ZRIICHIE R DIGHEL 20 5 IREN D 2 Hh 5.
TMA DFIEICHiAR O RE P ERINCBG $25 2 L 2WEICT 20 TH S, BhaARIT,
THBD, DGKE %8 % 3% 1 (2 BEE BHE TMA & &% 23, wifRiEtELic Bb 2 gt b
TARINTWS 70, fHENEE TMAGQHUS) O ficE&D T3,
EFREIC X, K72 TMA O 9¥E X 0 aHUS OEHRITEE > CHHF ., KDIGO (Kidney
Disease: Improving Global Outcome) 2> 5 %, [$£#® aHUS| % [primary aHUS | & FF L |
[P TMA] 1035247 25 E#E% [secondary aHUS | EFRLZEEBIRIEEI N TN 3
(B)Y. % D—J7C, aHUS &\ 5 HEEZ R ¢ 3. TMA % RN 8 L CHIRD L 725
bATE L. SREOMESHRICER L F 2 b5 (R),
aHUS DJiFK - W2 R HEE & LTl Tl TEE TMA] & w5 GBS & D HECTH
2LFzodh, aHUS &\ 5 IR KAR & L CEEAICIA KA X T 2 BUK Z2 5
T A, RBHESA FCRAFATENE: TMA % aHUS & L, TTP & STEC-HUS % FRv» 7 fil
DIFIEIC L 5 TMA 2 KM TMA M9 %, —RIETMA i, AR, =i, B C%sek
OB, PR, BEMIE. FEAlL 237 I vREIRE R & TMA SIEDJRIA & 7x 5 R
BEFET2 DL s, BKE CHREANHD TMA 1X, FiA 4 FCTRIOEARREL L5720,
AHAFTik TZ2ofhio TMA] & LCZRETMAICEG® 32 e Lz (K), [Zofto
TMA] i, PFFERED 7 <0 BHNIERIIC aHUS LW I N7z 23, Z DR ORGE THl
RDIFEE~DERG. 3% 212 < WIER] (] 2 IXIMAEEE B X 0Pt Cb Jiik3Eit 5 %17 - 72236
WCldZsdo7%) BEEND,

ZIEH A Pl nwTizdaHUS 2, UTFD XS ICEET %,

(1) eXRMowREEEE & L< CFH, CFl, CD46 (MCP), C3., CFB, THBDX,
DGKFE*® 7#aFICE T 2H\-NY 7 v FEEH

(2) %KD aHUS & LTH H R FHURB M

(3) TMA %2 L. STEC-HUS, TTP, XV TMA A EER T, Lt B osEEn 1R
3580 b N W ASEEIRTIC aHUS 23%E D 41 % 3]

X THBD, DGKE \Z¥\F 230 7 v bMREFH I I3 EE RS E TMA & X5 53,
MRS ICBE D 2 AJEEE S RIE I T E 20, aHUS oicEgd Tw 3,







<[ 1-1>aHUS E & DL E

<% 1-1>TMA D 71#4
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3)

4)

5)

6)

N MERRE PR R Y v £ — 5 UMM RS R E
(https://www.shouman.jp/disease/details/09_10_020/)

Noris M, Remuzzi G. Hemolytic uremic syndrome. ] Am Soc Nephrol 2005;16(4):1035—

50.

KEFF7ERIE D>« AT factor H DI {RT-28 52 % 50 JF BRI A A I M PR FE e FiE 1

OBl HA/NERELMERE 2011 (115) : 107-112.

FEHAAIMPEIRFAEAE R ZWTEHE  OAVNERE S HARERE S

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 Conference. Kidney Int 2017;91(3):539-51.

George JN, Nester CM. Syndromes of thrombotic microangiopathy. N Engl ] Med
2014;371(7):654-66.


https://www.shouman.jp/disease/details/09_10_020/

2. JRRB4EH

iR, IR, Lo FUREK. B oRIKO 3 00RKIC X o Tl b a B, dil
&, L7 F UREGICE, WL B 2 3R T Gl SRR T Ik PUiA 2 25T % Clq.
L 7 F R CIL B 2 B8 & 5253% 3 %2 MBL(Mannose binding lectin), Ficollin,
Collecin) DFTET 2 DICH LT, B FREKICIZ. Tl dlilkn FI3FAE L o\ 2 & 2351
LTV

aHUS GHAENTEME TMA) 13, 5 RSO BEIEHE(LIC X W IET 2, 5 - RKich W
T, C3 I H,Or & KB L T, A THIC C3(H0) A L S 1, B KF (FB; Factor
D) 23&& L. D ET (FD; Factor D) 1€ X - T BA¥i3 Ba & Bb icorfigdinc, C3Hx
gk C3(H.0)Bb 28 S b, o C3 gz, C3 % C3a & C3bicofiEL . £
U7z C3b 2:MEY 72 & o fiflaiiRmic k& L. BIAT. D AT, Properdin & K& L TH
7=7% C3 p#fili# 3% (C3bBb % C3bBbP) %P %, MAIEEKH ICH A L 72 C3 Halfaf R
i3, EFED C3 % C3a & C3bICHfiE L, A4 L7z C3b LA LT C5 nafi#s% C3bBbC3b
L%, Chinffafkix C5 % Cha & Cob icfiL, £ L7 C5b 28 C6, C7 LiEAT 5
ik o THEERE ICHEA L, X5 C8 L HM® CI LIERIGT % T & CEEEE
#HEM (membrane attack complex, MAC) & 7 b . SRR AT - M@ % 5] %
9 (K1),

C3 DpfEIGIc X Y A U7 C3b 11, WAk ZZ T ch C HEoMEKIC AL 5 5,
C3b @ HCOMME~DiEEIX. #7- 7 C3 inlfifi#s: C3bBb 2B 2 70, #AH L H M
flafg o < HINT (FH; Factor H) (3 C3bBb 225 Bb Zf##f L. X &ic, H KT
i x v % 28 CdH % CD46 (MCP; Membrane cofactor protein) 7t & Z#iHF & L <,
KT X % C3b DL h 7 sfil « AR X 1, FifRIC X 2 filaEE 2 o A CMilE % £7
#ELTnw3 (M2),

aHUS Ic & F 2 itk En 1 0 B 13, fEHEHE 7 OMEERL Y 7 v b & LK
TORBEER YT v MicaTond, flllATOERKL Y T ke LT, CFH,
CFI, CD46, VIN. THBD DX) T v bW ES N T2, £/, L H R THFO R
Ik 2 HRTOEREET A oNTEH D, FHAFITEHRRE O RE 1< X0 MR 25@E3 I N
MR CiEt b g 2 & TaHUS 8hET 6 & FE 2 bNTw5, HRFIE, 607
I /EH 5 7% % short consensus repeat(SCR) % 20 {5, CKimgd 19 FH & 20 FH D



SCR ZSHEMIIE Lo 7Y a4 3 ) 70 Ay EickaT s bick o<, AOHMAERE L
TOMEROIEEA Z FIE S 5 (X)), HREFIZ, Cdb icidfbiae3. C3b 2 C3b &L C3
Frffafi# 3 C3bBb ICFFRINICHE O3 2 7o 05 R 2 HIH 3 5, IEHEACH T D BEARIES S
V7 v he LTI, CFB, C3DA-) T v A FLN%, Bk CFB i3, C3b & ofis
REDS BA T2 720, LER CIIHRAEM I N5, Bk C3 1, C3b & HKT DR
BRI 2 720, C3b ORIHHEAL AT 2, wIhd R oER it 2 5] %
gL, MENEMECIMERR OERLEZ S 725 L, aHUS 2RET 2 ¢ F 2 b
%,

A& N B2 MIRE R _E i #6303 2 PrigElE K1 Thrombomodulin(THBD) i3, CFH & & 3 iC
C3b effitr L. I IWFIc X 5 C3b orfif - RNifift %2 L 72 b . Thrombin activatable
fibrinolysis inhibitor(TAFI)% Y 2 L — } L, C3a % C5a O L 2T 2 & & 238 &
NCTw 223, aHUS OFRIEICHifAR L BER B ZNE N EORER S 32 02 dHL 22 &
72 > Tz \y, Vitronectin(VIN) I, C5b-7 i L. Ml co MAC K % ] 4 3
23, aHUS FIE & EHEBED H 2 5 & 5 22 3E DT> AR,

CFHGEIT O FHfERICIZ, HRT L&D X BB D SCR F AL v 25259
® Complement Factor H Related (CFHR) 1~5 {5 ¥ 2 FET 3, 2N b DBIETIC X
S TaA—FINE XV IEDOTRBEEEIL., C3 L ZDNREYICHEGT I LICLoT
HEROIEHEAZTH L B EZ LN TV EFMIIAHTHZ, L L, CFHRER
TORK - HhiE - R R LIC X 3 & F & F RfléEE T O aHUS OJRKTH % &
EibnTWwb, CFH Yt CFHRI* CFHR3 t D& BT a— N3 2% 2 v o275,
CFHD ') a% 3/ 7 ) v ~Diihee RIET 2720, aHUS O & L TiREINT
Wb, Fiz, bk, it H Rk o BBlic, CFHR3-CFHRI @ 7% R R 23BE# L C
W EPMEINTND

FICHEE R & B D & 5 Diacyglycerol kinase epsilon (DGKE) D K48 1%. $H#ic TMA
LA TR —LIERFEERIET 2 C LML T30, itk OBBEERIAHTH 5, &
72. TMA H# C. Plasminogen (PLG)% Inverted formin-2 (INF2)D38{n 1 B A5 X
nTw3d 23, TMA FE & OBEMIZIZ o ¥ 0 L, RIS A F<ld, DGKE XHAIC
X 3EE%E aHUS ICED THFI L T3,

<X 1-1>

a2 7 — ¥



<K 2>H 71T X 2 lifR5H 2wtk o Hl R

H [K¥ (FH; Factor H) 1%, 20 fil® Short consensus repeat(SCR) 2>56 7 b, N Kimd 4
20 SCR (i KE) i<k CHARHIEIREZ F7o. 7 %FE & 19, 20 FH® SCR (v
) Ik o Tl o 77 ) a3 7Y v kA L CliEiRIc kS L. MR R o
& N7z C3 & C3bBb 225 Bb #fidifl+ %, & 51, 1[AT (FI; Factor I) D#fiA
FE L%, C3b % iC3b ic/fE L AiELd %,



I1E aHUS 2t

1. R

EIEE L, /O IC X 2 BIERC, A &R oNn 2, FRIREERE LT,
BARICE O BIERERD 5 2 L 3% 0a, BARLIMC b FAFAER ., O 2, R
. IR, &It ZR &D%lEERIcb 2 60HERE 2T 22 L3H 5, STEC-HUS ick
WC IR FRIBSEBIICH 2 28, aHUS 15T b RIS 2 7 & O L sk % 2
T 3060%, STEC LIAAOMIE D L < 1Z 7 4 VA7 8T X 2 W L ek % 2k ic aHUS % %
FET2H1bH 0, HLREREZA L TWTdH aHUS BEESNIZ DT TRAEVOTHERES
T3,

FOERE & LTI AN, BN L REYYER IS 2 2 L L CRIET 5,
KDL YA Y FFHEICE T 75%DFERF] Tl & 2 DD TER T N T 5 2,

2. BWMOFIH(T =Y X L)
- R
LDH o#n% £ 5 M/ % 32 728541, TMA ##ERIZIHICE T2, TMA © 5
b WEOIHEEL S EENICEES 3% b 028, aHUSHHIENTEYE TMA)TH %, FifRIGEE
b —MRECHEST 2 2 L IXNEETH 5 729, aHUS o 2tEZT I TMA % 23 2 fhE
RO EIho & L2 BIRIIEEWT & 75 2, BRIRIVESIT % DLC . IS ia-e Fiiiisiic X 2 5
THRBEZ B L. WAEEGH IR E 2B G BRE DR, B X RITIRE~D G Z R
ICEZR L CHEENRZIT L 35,
TMA @ 314
FEIRIEZIT T aHUS LB L T, Z 0BOMELFIEIC X > T XM TMA o rFEM: 2
BMEDLLRDHDLLICHET S, WIC, R TMA L2 L. &RERICIE U 7268 21T
> THIRPEL R WIERNIC 12 aHUS O R EME % RT3 2 B ERH 5, L > TAH A FTid
WEKDOHAFDOTAT) XLICEHOREL ZRBT 3R EMEBENL T3 (),

<H>ZWoT LT ) X L

TMA OEfE% 29 7256, STEC-HUS, TTP. XM TMA RSt L. aHUS DEGKINE
WrcZ 5, 7272 L, aHUS & =M TMA ORI LIE LIZREETH 0, EofkRc X -
TEWOHBREABBEL D DD,



- aHUS D EfIKIR2 I

TMA &, BRI IxOBIMEE N, @M/MORDY . OlfsaiESE % 23 2 EREFETH 5,
TMA @ 5 5 Fito 3 #fE%Z», STEC-HUS, TTP, ki TMA #FR4kL <. EEEIYIC
aHUS #2342,

(1) BUNIEERALEEN s ~E 2 vy (Hb) 10g/dl £
PUNLEREME A EE M IZ,. % LDH © ER X OIMME 7't 7'v vy oFRICn
Z AR IMBHIEA C OB RIMIROGFIEIC X > CEM I N2, ok, BRIk Z
ML WG AELD S,

(2)  MU/MRIED 5 /R (platelets, PLT) 15 J5/ pl Kii)#2

(3)  AMEEEE (acute kidney injury, AKI) 5 /NEHITIZ 4R - HERNIC X 21iE 2 LT F
= vHEAEED 155 E (g2 L7 F=vid, BA/N B e 2 o F el % i
w3), AT AKTL O ZBHEHEE F v 575,

¥Hb10g/dL K % §ifi 72 & A WA I B T b UMM EME A B N 2377 3 g 3%
BlEziiz3dboL 325,

#2. IM/IMRENCBI L Tt N — Rl & 25%8 % 5Lt & 3 2 fthE O R2HEE b F7E 3 2 23,
RAA FCTEHBEAL R Y,

#3. KDIGO o AKI D@2kt % F\v %,

BARRICIZ, ~EZ7r e YK, M/MABDIET, IiEZ L7 F =V ED LAz L
7zt%. STEC-HUS ORI 0 7= R ORERL, R, s, ErhElHEHR
R P LPS — IgM Hifk 2 i L. TTP DR D 72 ADAMTS13 i&#:, ADAMTS13
PiR(4 v e v 2 =) 2HERT 5, T2, KHE-C AKL 28D TMA %5Eb+E %5 BERADOE
TS LOKEESSHE & T 5, BAERDECMIERIU: &5 0 ~ XM TMA DR 2% D
NBZGERIZENTNOHEEICEY T IHEEIT ).

- aHUS DHEEZ I

aHUS OZWiicH 72 v, #htoimcldmd C3, C4, HA¥. I H¥. BRERTOHE. H
Mk o CD46 (MCP) ORBIBRMNT 7z & 2R T 2 WERH 505, T LOIGIEL DS
F.HEEZWICIEE S v Y, KO —MRA CHlERREZ C3 & C41cBIL Tt C3fKfl




22 C4 IEH DR — v SRS RO L 2 "2 L, aHUS 235Eb N 5T TH %
DB, DX —vERETE aHUS 3FHRRETH Y, CIPEHTD aHUS 2HET L L
12T & Zn o, JRFT R C IR MR R MG . Vit R v AR EREE 1) S 8 IR % 588 2451 b %\

b Y VARIMER & AV 72 I ERER 1: . HEERIR CEfic ¥ 2 A& Cld v, CFHEET O
RN Y T v MRAH]. B X O H R BRI 5w RS Ttk & 7 5 50,

Z Offh, BRA RIS IR 7 & OISR DA 235 5 23, WEEZWNC IR O [ KB T
D% (CFH, CFB, CFI. C3. CD46, THBD, DGKE, (PLG)). ¥t HW¥¥itkoH
DN LI TH 5, PLG % PR < EREBEA 7 8 s IC B9 2 BIREMZA 1T, 2020 4FICfR
fE T T2, LoL, BEHOBERTERSAO» b WEE S 4 HIREFES 57
o, BETERPEL TH aHUS 2 EE KRV,

aHUS ODZMICH 7z o TE ERLD X 5 ICIER IS K OMEZE L HEEBH L 720,
FEb L WEER W ZGAICIIZMICR T 2 EREB #E A S 2 L3 E L, aHUS ©
JRE & 72 2BIEFICANY TV P R3ROD 0 7255 TH LI TV b, fi#
ROEELWAY TV P HOTE AN T Y 2B Y, FEI NN TV OfFRIcE
LCid. BMREMHET e BET L,

aHUS 3% L WAEFNCBE L <. EA ST BIRIAIHE [IRIMAA MM PR EAEE R (aHUS)
EEFEVZEYL] OFBRE (Rl ERFEEAT M EMGE AR CREFIRZ Z 01T
THkh. vy IRMERAMRER, T H RN AREZFEfST 2 2 L 3uieTd s,

(2]

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 uremic
syndrome. Pediatr Nephrol 2014;29(10):1967-78.

2) Fujisawa M, Kato H, Yoshida Y, et al. Clinical characteristics and genetic backgrounds of
Japanese patients with atypical hemolytic uremic syndrome. Clin Exp Nephrol
2018;22(5):1088-99.

3) Lee H, Kang E, Kang HG, et al. Consensus regarding diagnosis and management of
atypical hemolytic uremic syndrome. Korean J Intern Med 2020;35(1):25-40.

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

5) Roumenina LT, Roquigny R, Blanc C, et al. Functional evaluation of factor H genetic and



6)

acquired abnormalities: application for atypical hemolytic uremic syndrome (aHUS).
Methods Mol Biol 2014;1100:237-47.

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(5):e0124655.



IIE aHUS 2Mt

3. BORWTAEYE, EEESHE

aHUS (3 2015 IR E#HR & L OVNRBIERIERMRICER ST T 5, & 2Tk, ¥HiRiE
& HP N, it & BEfEE /% 5l 3 2 (https://www.nanbyou.or.jp/entry/3847).

< B2 W L vE >
Tato aHUS fEEZWiic X 2 Definite, XIZERRAYZWIIC X 3 Definite Z 5 5R & 33,

ZWioHTIY —

aHUS {5 EZ Wi X 3 Definite :
(1) &RV MFBEREE TR & LT, 2016 EB/ETHP L <3 CFH, CFL, CD46
(MCP), C3. CFB, THBD, diacylglycerolkinase ¢ (DGKE) @ 7 i85+ DIRIIZ i
(2) %KD aHUS & LT H W T-HkB 1)

FEIRBYEZWTIC X 5 Definite :

TRO=#EEZED 5 TMA © 5 5, STEC-HUS, TTP, Xt TMA (fR#

e

CHOE, YUIE, FAIME, B MM, B, HELLP SEfRRE, &iE

\

HBick 32 TMA) ZEwz9b o2 KR aHUS ©5 %,

(1) BUNIEFEMEAINEEN : ~€ 2 rey (Hb) 10g/dL ki ¥

¥Hb10g/dL Kiifi Zii 72 & R WA I B W T H | BUNLEFEM AL E

DHFTES LY I A W T b D L T 5,

UNMEFEMEIMEE M, 1M3E LDH © EF XK CIME~ 7' F e v o

FHRATIN Z AR MEEPRIEA C DR MR DIFAEIC X > T T 5,


https://www.nanbyou.or.jp/entry/3847

b, WPRIIRAZ B L R wiGad 5 5,

(2) M/MREA - IR (platelets : PLT) 15 J5/pL Kiifi

(3) ZAMEEE (acute kidney injury : AKI) :

/NSRBI C X AR - RN X B 1E 2 L T T = v ERHEED 1.5 f5LA B
(&7 v 7 F = viz. HANTERES SO HEMEZ v 2,)

ATl AKI 022 A2 v 3,

<EfEL R >
2015 2> 5 aHUS 23¥rHLICHEC#N & 72 0 . BEIEE A ROE T iz, DU N ITR 3 BAEE
ST aHUS L2 E N7z ECHEIGEI N b DTH 5, 2 OEFEFETHHIL. EaREE, aHUS
ST RO COBA» OEK I N2 DTH Y, THRE DHBEL LIS B
T TH 5,

aHUS HfER S HH

1. JAImPEZIm (Hb 10.0 g/dL i)

2. M/ (Ple 15 J5/pl AKi)

3. AMEEEE (R AKD I 2 LR, NSO TR RO S - Ml & olfig
VT F = v HhIMED 2 f5E )

4. BIEENER CNEXIZRAD CKD SHAEE S e — b= v THROEH D54

5. FErRfRLER

DI (I OEER, DA%

. T

s AlINEE 7P

. EIMEREGE (% < ZIEBIME 180mmHg M . #LESIMF 13 120mmHg M %R
. Z O E T RN 2 RS ER 2 E T 5,)

10, [AERERGTH:

C O ® N o



11. M
12, MAERE S YU R UGB KT

(EAESE)

B fE  FRCBSE

FEERE 1 & 2 %472 T

HAE 1»H50EF2%i~sL. 3~1200wTFhpr ikt

BHEOR#E (%)

ERERIIE2WTIC X 2 Definite -

TR =#iE% 380 5 TMA ® 5 5, STEC-HUS, TTP, Xtk TMA (R, &Y
RE. SEFIME, B CfEtRE, EEEE. HELLP JEfERE, Bikh &1k 32 TMA) %k
Wiz b O DR aHUS T 5,

(1) SUNmEEERIIERD : ~e2vey (Hb) 10g/dL AKii

M~Ervv AEO L THWT 2 D Tld7Za <, i LDH o L& i7" b 7eero
FIR, A MEEREEA T OBWFRIMER DR %2 b & ICBUNMIETEEEIL O A k2 i 2,
B, WERIMERZ BRI L 2 WiEEd 5 5,

(2) M/ - Iz (platelets : PLT) 15 J5/pL i

(3) 2MEEE (acute kidney injury : AKI) :

AN IR - HERNIC X I 2 LT F = v IRHEED 1.5 58 1

(i 27 L7 F = vid. BANRE RS O HKEEE Hv 5,)

BT ld AKI O ZWiEHEZ v 5,



IIE aHUS 2Mt

4. ERIZM

4a. TMA D2 & TMA BB O]

- VRIMPEE M OMERE & B o - LDH o ER., Mm% chfRInskoHHE, ~7
rav vEROMR. 727 —sx5Ric XY S REERnEE Nz 8N 5,

- DB 2ok It o B D R

- FRREVEINAE N EEESEWERE (disseminated intravascular coagulation, DIC) @ ##Hl : PT,
APTT, FDP, D& 4 ~—, 747V 7 =7 viE%RHE L, DIC OZWMAHER L% Hw»
TR 5, il DIC (ZMUMAE, EMEEE, MRS, MG 7% & O HEERE O T THRIE
35,

B oS - BT TMA OGFTRA 2325 2 b3 lfE I hTs Y
Do v &Iy BI2, EREAET 5, AT, EEENCIERRRIMERIZED LT3
AR

-~ ) VIRRPEI/IMRIEAME (heparin-induced thrombocytopenia . HIT) o ]

(&% 3K - &1
1) Tadakamalla AK, Talluri SK, Besur S. Pseudo-thrombotic thrombocytopenic purpura: A
rare presentation of pernicious anemia. N Am ] Med Sci 2011;3(10):472-4.



IIE aHUS 2k
4. ERIZW
4b. STEC-HUS

STEC-HUS oighricix, STEC RYDFFABMHE L 72 5, STEC KRG ZGEAT 21213, 8
B, (EhEEEREERE, M EEHFRELET O PCRIC X 2ME. ETUR
JFH K E O157 lipopolysaccharide (LPS) - IgM HifARBIE %% 3G TH 5,

fEEEBRE OMIATRIIF DR A & LT, STEC g & K VB O BRPFHEC b R H K
L. FHRIRESHA L2EE S R nwC &2 5, AlREARR 0 SEFRY o +0B 0 %2 L
BT 3, FEEZ7EBICHRENRTE R WEAICIE Cary-Blair 557z & Dk o 7E L
THRE T2 e AEE LD, STECO157 @V v e b — A JEHKMRTH 2 1HE 2 FIH L 72
Sorbitol MacConkey ¥5#1ic X 2 #5855 7% & STEC SMEMLER o M8 % FH L 72 8IS % 7]
M UBRHNCES D 5 384, WKk Tld STEC EEHEDRRRE IC o 2 0157 OFIGMET L.
non-O157 DL M L T % 29, FHAEICH W TH STEC EPUEICE 1T 5 0157 %k
&3 5EEIX 50%RI%TH . HUS HIEFlIC BT O157 ISR T 255 13 70% 2
B L AMERICH B Y,

MG FUREERBE 0157 LPS- IgM HifHlE IC X 2 MG ERA X, FEEERE CHO
M CTE Rd o BGEICh, BTHNICBENSTHERTZ 2L ZABPKE RAHRTH 5, MG
PURIRHERIGE O157 LPS- IgM YU I THIFEAER. 1-4 0ERE MR cRIcHMEL 7 5
TEDMEINTEY 99, MERNORHHLFR/L, ikl TES BT L, LA
L. O157 LIS REBINE A 72 X Tl &3, BT AN RAET A W52 AT 0 1B 37 T E T FE T~ D
DS L 725, ZD7=DIC, FAEYIH, Kot O MERE DR D LEHTH 5,

STEC I554¢ 1% 85%F2 % D FEFI T & 2> 7 fif M 2 3200  JEER I &L WL WIER 2 25 5,
M L FH ARG, Frc RS o BERIE 20 5 Z & 23% | EAEFI T Id kIR
b &z e, STEC IBROERIICHEATH 2 7, Li L, STEC BRICH T 5 KI5
B R IXEIBRIER OB L L b ic, WET D LAH Y 2, HUS FIERE S T o KHE
HEJE o 5l < 13 H I R AEIR O f%E % RTHIC B W2 BIE S BETH %,

/INRICE T 5 STEC-HUS iZ, Bk T TMA 26D H 90%1010 FRASET 64% % [ 3 &
WEIN Y, ROBERE NI 2D, ik 6 AU T, IfE% E&D 728 L WIEHHEIR
%59 5 TMA fEffl¢lx. STEC-HUS ZRYICE 2 5 & TH 5, 7ffflid. HUS 74 F 7
4 v (http://www.jsn.or.jp/academicinf/report/hus2013book.pdf) 7z & % £ 4,



http://www.jsn.or.jp/academicinf/report/hus2013book.pdf

(Z% 3Gk - &)

D

2)

3)

4)

5)

6)

7)

8)

9)
10)

11)

12)

EZEGYENTZEAT  BE IR (EHEC) Wi - ZMi~==271 2019 4 9 H
eXE] https://www.niid.go.jp/niid/images/lab-manual/EHEC20190920.pdf. Accessed 15
Sep 2021

CDC. National enteric disease surveillance: Shiga toxin-producing Escherichia coli
(STEC) Annual Report, 2015.
http://www.cdc.gov/nationalsurveillance/pdfs/STEC_Annual_Summary_2015-
508c.pdf. Accessed 2 Sep 2021.

ECDC ECDC surveillance report. Surveillance of seven priorities food-and waterborne
diseases in the EU/EEA 2010-2012.

http://www.ecdc.europa.eu/sites/default/files/media/en/publications/Publicationsfoo

d-and-waterborne-diseases-surveillance-report-2015.pdf. Accessed 2 Sep 2021.

P EEERE A RN H B EA M R PR #EfE B RE (STEC-HUS).
A ikImgEE. 2020 5 31(1): 37-44.

Ludwig K, Bitzan M, Bobrowski C, Miiller-Wiefel DE. Escherichia coli O157 fails to induce a
long-lasting lipopolysaccharide-specific, measurable humoral immune response in children with
hemolytic-uremic syndrome. J Infect Dis 2002;186(4):566-9.

JURF RS B, ATrh s N =, il S e —. A A, T, T %
R HA I KO 8 e ORI R BREAEMBF 1< 351 2 O157 LPS IgM flis X 07 7 v 7
A AT A FEEREIC K 5 O157LPS fiffiiiti* v + ofEs. /NEPEL 1998530 (6) -
823-828.

Shigeno T, Akamatsu T, Fujimori K, Nakatsuji Y, Nagata A. The clinical significance of
colonoscopy in hemorrhagic colitis due to enterohemorrhagic Escherichia coli O157:H7 infection.
Endoscopy 2002;34(4):311-4.

Hiraka T, Kanoto M, Sugai Y, et al. Computed Tomographic Findings of Enterohemorrhagic
Escherichia coli O157 Infection: An Analysis of a 7-Case Regional Outbreak. J] Comput Assist
Tomogr 2015;39(3):406-8.

P WM REAERE R, HA/NEE A2 Fas. 2021; 41: 22-30

Fakhouri F, Zuber J, Frémeaux-Bacchi V, Loirat C. Haemolytic uraemic syndrome. Lancet
2017;390(10095):681-96.

Ardissino G, Salardi S, Colombo E, et al. Epidemiology of haemolytic uremic syndrome in
children. Data from the North Italian HUS network. Eur J Pediatr 2016;175(4):465-73.

Ashida A, Matsumura H, Sawai T, et al. Clinical features in a series of 258 Japanese pediatric
patients with thrombotic microangiopathy. Clin Exp Nephrol 2018;22(4):924-30.


https://www.niid.go.jp/niid/images/lab-manual/EHEC20190920.pdf
http://www.cdc.gov/nationalsurveillance/pdfs/STEC_Annual_Summary_2015-508c.pdf
http://www.cdc.gov/nationalsurveillance/pdfs/STEC_Annual_Summary_2015-508c.pdf
http://www.ecdc.europa.eu/sites/default/files/media/en/publications/Publicationsfood-and-waterborne-diseases-surveillance-report-2015.pdf.%20Accessed%202%20Sep%202021
http://www.ecdc.europa.eu/sites/default/files/media/en/publications/Publicationsfood-and-waterborne-diseases-surveillance-report-2015.pdf.%20Accessed%202%20Sep%202021

I1& aHUS 2t
4. SERIZMr
4c ; TTP

TTP 1%, MMM, EEE I, BHRERE . FE RSk 23 o LY 5 e &
LCTHIL N T W %, BIE TN & IS o fF7E T8Ev. ADAMTS13 G 10%
K CMiangd X5k o7 YV, TTP ITIRERE L BRIER B Y | R IE ADAMTSI3
BEFREICLY, HBERECTIZ ADAMTSI3 o3 2 HOPifEsEEINE Z &Itk b,
ADAMTSI13 i F I3 5, Ry 5 8l o 5 Bl 3 Fx. aHUS OZMiiEIcEE N2
bDTH5L, 207, TTP & aHUS 13 B NEE LG 03H 5 25, ADAMTS13 &%
HEST 2 2 & CHEICZHITE 2 X Iho7, 2770, BIRTIZ ADAMTS13 i1 13 be
WCHIE &3, SNEMRAICIRINT 2 720 #EFGRAE © 3-5 HFEE O %2 23 2 ke
ZEAETH L, TTP ZIMEENEREBTHZD T, TE L TRLMEREEZED -
BIEFIR R ETH 5,

TTP o ZWiD 7=, ADAMTS13 iEWEE R (10%A05) % BRI IC THI3 2 J7iE% 2
OHANT %, £3. PLASMIC 2 a7 29Th 525, M/ME 3 7 /ul K, MiE 27 v 7 F
= 2.0mg/dL HKiiii, &I (B ) v e v 2mg/dL, % 72 (ZHIRIRIMER 2.5%F8, £ 7213
AT L ru e vBRHIEELT), SEtkoEo A a L, Il £ 72 & meE i iim o Ba
7 L. MCV 90#7 Kiji#i. PT INR(international normalized ratio)1.5 i d 7 IHH T
ADAMTSI3 {EHE T2 FHld 3, 205 b, 6-7THHBHEOKIZEY 22 (ADAMTS13
EEAZIN T B HER DS 62-82%), S5TEHTIRTY 227 ([F5-24%), 0-4 JHHDLAIZKY
27 (A 0-4%) TH 3, b 5—2lF. French X2 7 3V 1T, IM/MRE 3 7 ul ki
LlEF 7 v T F = v 2.26mg/dL Ko 2 HH CFHlT %, 2 HEBETH i ADAMTS13
WETE 10% K0 OHER D 94%, 1THHEH THALE 70%, 0 HH THILE 2% & @HEIn T3

(),

[Tk - &R
1) ARAHERI, . HAR P MRIE A RSB (TTP) 2284 F 2017, ERFRIAE.
2017;58:271-281.

2) Bendapudi PK, Hurwitz S, Fry A, et al. Derivation and external validation of the



3)

4)

PLASMIC score for rapid assessment of adults with thrombotic microangiopathies: a
cohort study. Lancet Haematol 2017;4(4):e157-64.

Zheng XL, Vesely SK, Cataland SR, et al. ISTH guidelines for the diagnosis of thrombotic
thrombocytopenic purpura. ] Thromb Haemost 2020;18(10):2486-95.
Coppo P, Schwarzinger M, Buffet M, et al. Predictive features of severe acquired

ADAMTS13 deficiency in idiopathic thrombotic microangiopathies: the French TMA
reference center experience. PLoS One 2010;5(4):e10208.



IIE aHUS 2Z#r
4. EHIZW
4d. YR
IEYRT P RERR X, . FRIRTAE. HELLP JEMREA & aHUS ICE 3 £ T4 %2 2 4 7Ol
IR TMA Z 23 2D A4 ) 2 7 < H Vil 2 3 2, 207 - iGHRICB 3 2 551X
VI EIC TR 2,
(23 30k - &k
1) Fakhouri F, Frémeaux-Bacchi V. Thrombotic microangiopathy in aHUS and beyond:
clinical clues from complement genetics. Nat Rev Nephrol 2021;17(8):543-53.

de. BEAE
aHUS BH ICBEBHEZT - 72856, TMA Ol L BB OREEEI S Lo, EER
25,
BB ICRAET 5 TMA X, JFEED aHUS Td 2 il o B fbts aHUS FF. B
RICHTRIFEAES 2 aHUS, BB ICHE 5 Bhfte TMA(ZXIE TMA) chrdons 2, 2
Wr - R ICRE I 2 EE I VI |IC TS 5,

(S5 3CHk - &k

1) Verbiest A, Pirenne J, Dierickx D. De novo thrombotic microangiopathy after non-renal

1

solid organ transplantation. Blood Rev 2014;28(6):269-79.
2) WM, ZHE. 3EHAMES X OB HEEE aHUS. H AR ESEE 2014;56:1067-1074.



IIE aHUS 2Z#r

4, ERIZHT
4f. — R4 TMA

MM NI RE (thrombotic microangiopathy, TMA) 9 &, FBJFUR. BEUE, FEAI
DRl VR M, EVERES, A, REEIR R & O SRR AIC XD TMA & ZIRPE TMA &
55, BRFECIHRZA DD 570 TMA X, BiAA FTROETE D, KAA VTt

[Zoftio TMAJE L TR TMA ICED 528 LTWw 5, BIFURIC X D kM TMA 1 X
JBIRS TMA & RS, ZRME TMA IR B OTERIRIC L VR0 Z &R LW, EEHAREIC
MELHZITH Z L b D, B, EEREROEELZIT> THAMEBRENEITT 58,
allUS Z %k 5, MR, BB LE 5 bt TMA OIS, WA O B E (L3 54
B8, alUS & OEERINEE LA RS 0 BITE CEHT 5,

HERERR - BEF : 25 ) 7~ h—F 2, MEIE LB VIREFREFERS, K
PETMA DJFR & L CTHIEED @V, BUEUR TMA ORSITIE, TR (IR0 22 B0 BT L. Hik
PR E TR 5, BUY URREPURIEMGER X, APTT (JEPEREE S b v AR 7T 2 F )
PIER U, BiFFRMAR 2 &0 2 2 L2320, BRI TMA 13, SLREA B D RIRIC & v FR it
B & iR D3RR 5 03 EEABNC IS HIREN B N2 Z L R D, BIERTY
FREHUAREMREIL, —IRYE TMA |2 DIC Z A0 2 72 O BSERI D TEr < | 1GFIED L
[PRQAY AN

JRYWE AN TEIE AL D Z LB, IR TVA DJRRIZ 72 0 % B EGE & LT, A,
EHIEA TNV EELTANVA VT T BESENRG D, FITRGME LIRS,
HIV, 4 R AT A A 7y F— A, REKFAER (w707, A0 7) | &
BEMET VAL L RGN FN DAV TN D, BEYYE TVA 13PTSR K D IR AR TH 5, fifi
REKFEEGYEDO R TH | FRITRIEMEM R EREEGE X TMA 2 2952 L 03H 0 | /NRIZER

bNb, MRKEPEET 5 =2—7 I =X —+FICX > TFEHHT % Thomsen-Friedenreich
(T) Hs T3 241 T-IgM ik M IcE e 3 % 720, MR IC X 0 iRk LT 2
ATREMEDS B 0 | R EREE TMA (e s/ 4T % 1T b 7,

FEIME - PUi/ MR (FrrEevy Zab k7 L) JiEE (F=—Xx), Hfiv A LA
W, A —Txmr IBAKl (AT X e VEGE FHFEHK) | i3 (7 r X

RY o 7Y Lx dulbA) Uy NART Z=H] (FFvsrr TR

WY 3 SN A) TaT T = AHEA] (VT 40 7)) RREE B R BT



FKIZ L 2 3840 TMA OB I, ERRZ T AU B RIS 2 Z L 32\, #EeIED P Ik
% b TMA e LR WEREGIC . MBESSMAE R L bdH D,

TR - IR 3 WINCAEAR £ BE . HELLP JEWERE (hemolysis, elevated liver
enzymes, low platelets) Z&f0F L0V, FRICEMER OLNR & MEERE L, miE, F
WILA (Fil) ISR TVA 2802 2 L 03h 0 . BEEROBEIEN S 5, IR fE
"BHE & HELLP SEMEREIL, ottt 72 RERIDANICERIR T 5, ok b TMA & AR AR vt
ITHEIZE ., B L < iR TMA &2 380E L CRABBIT 2 LEE & 3 25EHIT aHUS Th 5 Al
REMED @ < L MRS L F 7 TP IRIRIE OIS & 70 5, FERIE VI A B,

B M o SR B G T if > 200mmHg , PEARIA I > 100mmHg T, RIWMER 2 INAE
(posterior reversible encephalopathy syndrome, PRES) Z&GFd %, Bk MEDK 7
TN M EIEDBE R & 0 | 45 L O BIEITHE R SV, FBEEFRIEIC LD TMA T 2% 72
RELANICSET 5 2 E 3%, —J7, fEEZ T TH TMA FT AL tE Lsv, b L < IEE
SENENE LT HEIERBER A% 2T alUS & 5 5, B & iE OB ELE alUsS &
B2 0 SRERIRICMARN N E TG L H DN, RERENEN TMA BEICEAEREITX
DIEBNT D 72 fFmIEE b TV ZRUY,

BEMEREE 7T A ORI TR L & /MR 2R 2 R d D, RADEEER® S
BE. b U ITIEERIm. MR, MEREEIR S e, BERAIC L BEEEEORB VL
Ly, $EFREME M PNEEE (DIC) & OERIZMIREC LI L e D08, MIEA#HL & Pufii iRk
IS TH D,

RRE - S MR RAE & BRAEIC, R TMA Z2A0FT 5 2 L3 5, M AL D 5
B P AALL TETRRIGIE, SeEmElAl (I =2 —U VRER) NiENE ZREE LT
TWRME TMA ZFET D08, MR HURIEIIIN CTh L, FICHRT-RERH 5 alUs IXHB
R L0 AR B ERMEDS R < . BRERNCH C5 PLASRIRIEE1T 5 L BB O ZE < 2
EBTED,

ARG IVCRBEE  AF L~ L REYRT A L ORBITEG-$ % MMACHC Eis T
BRI C RME TMA A RIET 5. ENOBEEIIAY, £#% 1 FUNICRERTLZ L
INZVH, FRABIO®RE S H D, MERES AT A @l A F A= AKE, RbAF
N~ na UROEEERT, IEFRITRKEE X IV BI2, XY A 2 EEROELE THLMT TMA
TR D,

Z DD TMA : BLRE R CIRIAAB O T™MA Z 459, BAKAYIZIZ, STEC-HUS, TTP IZEEM T,
730 TMA FEHE O FERER 823 72 < | IRBIER 1 0 B b 2R REGNL, RIT A R Tl
BRHETHDZ LD, KTA FTIE 20O TMA] & LTRENMICEDLZ L ET
%o Bl 20, RBEER DA ORMOBIETHRANY 7o Moo ChlIERZSh5 2



EWNEEESND TMA, & D WIEIHHTFRE 2 7 Y PNTEFRAYIC aHUS &2 E =235, 2D
BIMFEE B X OPL Ch ViSRS 18G5 Thhr o7 TMA (X [Z2ofio TMA| & FEN

%

[ZE 30K - &k

1.

Dahlan R, Sontrop JM, Li L, Ghadieh O, Clark WF. Primary and Secondary
Thrombotic Microangiopathy Referred to a Single Plasma Exchange Center for
Suspected Thrombotic Thrombocytopenic Purpura: 2000-2011. Am ] Nephrol
2015;41(6):429-37.

George JN, Nester CM. Syndromes of thrombotic microangiopathy. N Engl ] Med
2014;371(7):654-66.

Fox CL, et al. Consensus opinion on diagnosis and management of thrombotic
microangiopathy in Australia and New Zealand. Nephrol 2018, 23, 507-517
Fakhouri F, Frémeaux-Bacchi V. Thrombotic microangiopathy in aHUS and
beyond: clinical clues from complement genetics. Nat Rev Nephrol 2021;17(8):543—
53.

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 Conference. Kidney Int 2017;91(3):539-511.
BERE D, IR MAPERFFAEIEMGRE (aHUS) BT A R

Larsen CP, Wilson JD, Best-Rocha A, Beggs ML, Hennigar RA. Genetic testing of
complement and coagulation pathways in patients with severe hypertension and
renal microangiopathy. Mod Pathol 2018;31(3):488-94.

Al-Nouri ZL, Reese JA, Terrell DR, Vesely SK, George JN. Drug-induced
thrombotic microangiopathy: a systematic review of published reports. Blood
2015;125(4):616-8.

Scully M, Hunt BJ, Benjamin S, et al. Guidelines on the diagnosis and management
of thrombotic thrombocytopenic purpura and other thrombotic microangiopathies.

Br ] Haematol 2012; 158(3):323-35.



IIE& aHUS 27
5. ¥4 BT B Expert Opinion

FEDWSE 7 v — 7 5 & expert opinion % consensus opinion IZF3\C, TMA < aHUS
BT 22BN A FRMERIEh T3,

- PRIEERR

aHUS O EFICBE L T, AH# 4 FTid TMA 205 TTP & STEC-HUS %4k L 72141,
RATEME TMA & LTo aHUS & 2kt TMA 9372, —/ T KDIGO @ consensus
opinion?® X 512, TMA %5 TTP %4k L 72%. HUS % STEC-HUS (#5722 HUS)
L. FnBSko HUS GESIE 722 HUS ; aHUS) 348 L 72 BT, —XMEaHUS &, =X
P aHUS ey 2256 H 5, —xM aHUS 13, AHH A F 74 v Tix aHUS (kA
EME TMA) . kM aHUS i3 =k TMA (43 5,

-

M/MRBUE T BT L Tid, /MREL 15 TR, 7213~ — 22005 25%R 0D & 5
DBEAINT V2 EHER L 2D, BloHEREL LTld, AKX FPR<[ v, A—X}
FVT7/=a—Y =Y 25D opinion ® X 91 HbI0 Kt T2dp e 29 #ED
opinion IZ &1 % aHUS JE] 0 EFILHED X 5 1< Hb 0 HHEfE % [FH MRAM & 372 5 D28
LY, i, T2 VA= 7% 57 ) X< 7 0MKABICEH T 2 aHUS SEH] s IR
#-C3, LDH B~ 7 F 7o e AR E v o 2 IRINAT R S A b ¥ TR T % 2 & 2 4&40F
LINT i, fEaRfEEICO VT, SHERE W AKI O A% EFKT % opinion 3% (|, %
DA DREEAEIR & LT, LR P HRER A A IcEEH I L Cw 2 b0 b Roh s,

(% 30k - &FH

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 Conference. Kidney Int 2017;91(3):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;35(5):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(6):507-17.



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

atypical hemolytic uremic syndrome. Korean J Intern Med 2020;35(1):25-40.



2 aHUS 2M
6a. BIZFEHRE

ERFREIX, ZOME%RF2 ORI ZE 3 5 2 &, aHUS OF 40% 1 IZBEALER
TIRIERASY TV FRREENARNT &R D5, aHUS ORFKREZHIICIZHETIZ R
5, WEERZWT R IEHRTTE D 720 IR KEEFORGHIEETH 5, JRHEEFDE NI X
5T, aHUS DY 27 RF - Am T HEARZE D 72, PriliARERk 0 28 I b &
%, aHUS I X 2 BARSEG O BT IC X, BHEOHIEY 27 2 FHlT 2 /-9 10#
B EISHHETH S Y,

2020 4F 4 Hi2 aHUS OJFH & 72 3 78t (CFH. CFB. CFI. C3, CD46, THBD,
DGKE ) OB{RFHIME PRI X 21, 23 & DNA #FZERTIC THRERRE L &> 72, [A
JiE% T DBIRFAHIMRE IC 1 FIfEER & RA KRR & O CEIRFERIIRE IC B3 2 22K 034
HTH Y, REKOLEILERED iz %/ L COREMKIEZ G35,

aHUS ICB3 285 TN ) 7 v Mld, WS DB ABEHE L b 09307 i
O, ZOHWNTIZFEAET S, BCKTIZ T LASEE 0.005 KoY 7 v b33, HAR
W7 TOEMTRZINU LD T LAMETHZ B LR, /2, BTN E
EZLNTNVT VIR, ZOBROHARETHNERDOZLWODTH S LTI Ns C
EbHY, mFOT -2 THW T2 Z L nEETH D,

aHUS FJEIC 13 ERE 7 BT USMC D PLG° VIN? | INF2YDOB5 s T35
JEGIBA D 72 (L HESL I N2 HRICIZE > T\, CFH/CFHRI @& ER T
CFHR3/CFHRI1 & & R&7m EORGESY 7 v + b aHUS OJRR & 72 3 2850 | g &
DNA W7 COBEZEIREICHCONTWBEHEY — FHoX Ry —7 v 9 — Tl
KBRS - AL D 2 v — B ARBIL 2 7 7 aEEZ L IIRIBEEECH b . e
ReINTwurnY, Fiz, KAA FRITRERTIEERE Y 7 v b FHT O 72 & O BRI
INEEITI R, 20X D REE RS EHNIZHA HTERABMARINO aHUS L & b
V—FHERICHRT LR HERET S,

(% 30k - &k

1) Campistol JM, Arias M, Ariceta G, et al. An update for atypical haemolytic uraemic
syndrome: diagnosis and treatment. A consensus document. Nefrologia
2015;35(5):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. ] Am Soc Nephrol
2018;29(12):2809-19.

3) Challis RC, Ring T, Xu Y, et al. Thrombotic Microangiopathy in Inverted Formin 2-
Mediated Renal Disease. ] Am Soc Nephrol 2017;28(4):1084-91.
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®E_ |FrenchScore | PLASMICScore
M/ iRk <37/ul (+1) <35 /ul (+1)
mE7L7F= 18 <2.26 mg/dL (+1) <2.0 mg/dL (+1)

AR R * +1

MEEE Y ILE > >2 mg/dl
/- 3B R MBR>2.5%
FrEnT SN e BIERELT

EEMEMES,S L X +1
fifies X 7- IIEFHRRBAERE +1
DL
INR < 1.5 % +1
MCV < 90fL RUEALL +1
ADAMTS13EMA10%  0:2% 0-4: 0-4%
LUFCHhHHEXR 1: 70% 5: 5-24%
2: 94% 6-7: 62-82%

xFrench ScoreTlZ. A& R MEkESOH/INMEEESMIMBMEEEEEL. HA. BIE.
EEMME AR EEESOBERECERANIEMA AW E2FRE LTWS,

J Thromb Haemost. 2020;18:2486-2495. & V) iR
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=P Global registry 15U J35>R FAUA B2 [E
aHUSEEE 118 851 273 214 144 117
51 (BLL) 64 % 45.0% 51.0 % 41.6 % - 48.7%
KRR 25 % 15.6% 29 % 14 % - -
HAREEEEF o ) . . ) .
B UL TP~ RS 46.2 % 104/267(39.0%) 48.0 % 60.2 % 45.8 % 35.0 %
B FBISEHIER
CFH 10 (9.6 %) 100/482(20.7%) 65(23.8 %) 59 (27.6 %) 39 (27.1 %) 20(17.1 %)
CFI 0 (0.0 %) 26/406(6.4%) 10(3.7 %) 18 (8.4 %) 12 (8.3 %) 2(1.7 %)
MCP 5 (4.8 %) 37/395(9.4%) 18(6.6 %) 20 (9.3 %) 7 (4.9 %) 9(7.7 %)
C3 32 (30.8 %) 21/331(6.3%) 12(4.4 %) 18 (8.4 %) 3(2.1%) A4(3.4 %)
C311157T 24(23.1 %) - - - - -
CFB 0 (0.0 %) 4/275(1.5%) 1(0.3 %) 4(1.9%) 6 (4.2 %) A4(3.4 %)
THBD 0(0.0 %) - 13(4.8 %) 0 4 (2.8%) 8(6.8 %)
DGKE 1(1.0%) - - - - 1(0.9 %)
FHE ARG % 20(19.2 %) 86/402(21.4%) 8(2.9 %) 14 (6.5 %) - 15(12.8 %)

Japan : Clinical and Experimental Nephrology (2018) 22:1088-1099
Global registry : Kidney International Volume 94, Issue 2, August 2018, Pages 408-418
Italy : Clin J Am Soc Nephrol. 2010 Oct;5(10):1844-59.
France : Clin J Am Soc Nephrol. 2013 Apr;8(4):554-62.

USA : Hum Mutat. 2010 Jun;31(6):E1445-60.
Korea : Thrombosis ResearchVol 194, Oct; 2020,45-53

PEDIATRICS INTERNATIONAL Vol 57, Issue3June; 2015 431-438
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T X7

Z 7 2 -A00 ~909
CFH - co-factoriRE R % RAEK:60% ESRD:70~80%* 80~90%
- MBEEC3bR S U AV I S U A Y ADCFHIEAREE ) A Anor .
CFH/CFHR hybrid . CFH & OB A M E Ve ESRD:30~40% 20%
AR D
- co-factori#RE % e g Ayl
A5 G RN EARERDET RAR:30~40% ESRD:60~70% 70~80%
- MCP D H IR R A TP T F I o
e - C3bniEEPco-factorsFEDEE AR |- A ESRD:20% LA =200
anti CFH antibody - CFHi%gEREE BREXT0% ESRD:30~40% 20%
- CFIZ N 5 C3bANEL & HD4 e g 22 AN E (10 BT FIE Mo
BT 3 - C3 convertase &1L F#:40~50% ESRD:60%%* =B
LR F _ "
+ CFHIC & % C3enieBE SRARER (I 3 2 M4 = 2. 2010 CAnE = T
e - C3 convertase;E 141t BR:30% ESRD:70% BRHREHY
- co-factor/FEME DREE s (10 ANl |
. L - TAFIOSEHEAL 788 BHRE:60% ESRD:60% BREEAE Y
R[] B &
FSy DGKE - MBTEREF & M/MREE D% R 207% £ TICESRD BREZEL
PLG * - FRA RS HR Nz N
INF2 N RER RER TREA
Z DAth . . . - .
0 \ &l BRE - A, MiEER 4
VTN % ﬁE\B/ﬁTENb B 5@EEE. RE - A, MIEEERE D% R R R

J Atheroscler Thromb 2019; 26; 99-110. NEJM 2009 ; 361 : 1676-1687% 3|, &%

PLG: Plasminogen. /NFZ. inverted formin 2. TAFI: thrombin-activatable fibrinolysis inhibitor.
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* HIAEETMADRE L FETE 1L L TULAR LY,

VTN : vitronectin
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