aHUS DU, IBRPFHEL B & L7 ABERERE DB RAT 5

WHFE A ALl B [ENLRFHE AR E R4 R
KRB SR E R B s B iz

WHFET 03 N KRR BN RFHE N E R A R R
e S s ey - T e ]

MEEE

alUS | Z20RIZ TMA Z38JE L, v IMRIBA . imtEE L, AKI 23 lisfEE s 2L, £
< DEA TCUICBWTERINERA BT 2 EEREETH S, MIENEME T & TN
B &I, WROBEEHALFREROARE TH Y . FHERIEE(LZIH3 550 5 Hukgkn
B SN T BT, AFERPBMICEEL CTWD, —FTHEEZHINZED N, F~—T—
M7 TRIICEE L CRBFIEDORBNENLTWD Z EnNMETH 2,

BUEME— & b 5 2 D MAHSHERIE R & LT, Y URMERIEMBRERSET 5 b, A
Z2ClE. aHUS E[EFRARIZE L AT 5T T, alUS OGRS, EnFH R L. b Y Ui
EE e AT 2 & & b2, WaRER O KA - 72 8- 2 I se R A O BR
A2 BHET,

A. BB STHRENDN, T BIE alUS DpfE
FE M RE VR IR R SE A (atypical DAE T D, FIER OMHATROTEPEAL
hemolytic uremic syndrome: aHUS) I%. Z Rl 5 FiE TR,
FARIEERZ 2— RT 28 B1T0% alUS 128 B iEfa AR ORERIL
PN N N PR SN O A =R IR N RO TR, ZERHDHZ LRLT LD
DPEANT K 2% | AT R 0 B 2% PEBRIEIZIZ O R L0 E 51X
PEAL 23 51 & = 9 i A MR A% i A e 5 230 D>, alUS fRAE TR G T A BN A
JE (TMA) T D, WEAHLC5 HUASK A OMBLEIEIE 50-60% & ARVMEICE £ -
% S, aHUS OVERRAGRITBIRYIZ S L TV 5, allUS [ IAHRRE TMA & RS
TW5, REIORBEIT ALY ZDH%D %X 91T, BIEROMIRERE GEMEAL)
RN & Dy & U7 ian R A iRk T & IS 5 HIEZ NI KLETH
B EWSTZHENHDH—H T, BIRFEH 0. BHEROENT L BELR DI, WA
BRI REED OICHR 22 L, 71 BEEAR T DIRHIZEFL T, aHUS FEIEDFR
(HEETZWNC R D HEN 2 < BIR Eo KEBZBND,
RERBEEEZ DTN D, BUE e b B8 S N 2 A BE R AT 1 X
allUS D2 WL, ARSI K D& (s b UARMERR MR Th 5, &SRR
HORRAS & | U CFH HUASHIE | F 7o fthod TMA ERRIZBWTHRIE S, £ OEITIK
EOIERITEBERNT D LICL =2 aHUS HHHITRB W THRA 2 5] X fkH

=51 -



ATz, 2020 4F 4 H T aHUS F5 M3 4
BRFIIBE SNDITHO, RiEb4A
BRI G E /DI, SEGIFR 2= 1) 72
BRICHMAERREZ 74— KXy 7 LTE
TUW5, aHUS DIEFINLEFEL TV | &
MR DOZ M ~DFG-. FEIRH), BT
WXy 7 770y ReEOBHE, L 02h
DIREZHITH-ODTIICE L THE
BEITH,

F7o, B URMEKEE mEERIC & . CFH
R HL U CFH SRR LS DR 2 73
Bz &L RIMERD v > N T &SR
NREERZE L VST RENET S
b, ZOXIREEMI 2D, MEN
BARIE 2 s o 7o, ST Ze i e A 2
BT 5,

B. WFFEAIE

b VR ERE M FRER I BT 0-72
PURICTCFH ZBHE L, k= b e —
e LAY T EICmz, =7 U X
~ 7% in vitro TEHS®., BEifE= v
ha—v b L7k %E L ENDRRK
RIS L TITV B2~ R 2 3 A
T 5,

F-be Y URMERORDYIZ, EN
R HIaRE X &2 FHU T C3b <2 C5b-9 &
Tetlith 2 X7 DWAE % FCM 2B\ T
P L 7=,

C. BrFifER

2021 AEED 1 FERIC, allUS FHHRIC
FHFRD B > 7= 64 Bl 80 MRIKD AR
wAToTz, 2020 FE L HhEDH &, 126
FEGI, 1Tl RIEOREEITo72Z & L2
%o FHBRITHNT alllS BRRZI 217

-52 -

ST-DN 2 FERT 17T FEFNC LY | 7K

ZWIN 2 EHITH D, £ D D B
BREGMEGL 7 61 (PRI 2 Bl 2 3Te) T
Hotz, 7THIAETH CFH DIFIERTH
D RREE FFERE & H12100% Th o 7o,
FORHZ MR &M Th - 72 12 #iIT
%, C3 8 34, CFI Z8% 1 i, C3+MCP
EEOEGOHEIN 1, RAVE R e L
MWTHITH-T,

alUS ZZWr > 17 s, 10 1] (59%) 1

BEHE O AR BB AR 1 DR A28 L3 FL
Do Z LT N RIT HHE LI
ERICEIAETHH- T,
IRIMER D BAIZ X o Tk 45 22 i i
DRIV -T2, Z DERILFEER
RICT 7 U X~ 7 Z U LI i o2
B3R & WERITR AR RE 2L 5 3 R &
iz,

HIIR X 12T 5 C3b K TN C5b-9 DY
filiz FACS 1T X - THER L7=, BERFRAYIC
1% C3b DT L > TREEZ . C5b-9 D
MECEAL IR EELZH T oND Z
EDRHIFFES NS, 72725 L. C5b-9 Btk
AR L ik, sElan & Ens 2 &
W27 5720, SR A RS R ED TR %A
ITOWRERDOHELZED TND EZA
Thd,

D. B

b Y VIR MEREE MARERIC L - T, Emn
S R A FF o T, CFH OMRER 4
\ZEEIK % aHUS ORI FARECTH - 7,
T EBEFAREOEREG S DIz 1-2
y AP FEEZ Z D L allS L9 B
AEBICR LT, RRAalTht 06 ik 4s
BIRICHNWD Z LN TED LV KT,



FILBETFHRNNy 7 7T T RTI
72 < EEOMBERELE L TWD &
WO RT, AR ThHhLHEZELDBND, —
J77C CFH LISN DR FIZ K % aHUS (2B L

TE, B<HET L 2 &N TE oz,

b DR ERER I AR D K A8 % R
B2, ME N AR X & F 7R
BORENRH-ND,

AHWFFENT K DA R RER A S HENL T D
Zlizko7T, (1) aHUS BL Ok
TMA (238N T, MR B C oA OTENE
el 2, (2) RERAETH D720,
TR & R AT 5, (3) H1C5h
PUASEIZ X DN RAEZAT 95, (4)
Pt C5 PUARFEDORE, B LI L2BR
ICHIRIEEZ 7+ 0 —3 5 2 & T3
TR ZET D, Lik, 4 >OEER24 F
PERHIRF S D,

E. f&5&m

b Y USRI ERIA MR (BT,
CFH OBERE R H (TR 95 aHUS % &
R RERE AR o T B3 BRI
L R &, =7 X~T
Zatary bo—nL e LTHWSZ &
T, WL DR RAR ORI
ATREMEDS R S LTz,

AR &2 D T2 BBl (R B R A A C
X, EEBRRPENNTWD Z L ITMER T
TWAHN, M AR 22 E D T REAT
WA R DR 2D DN 5,

-53-

G. BFEEE
1. FOCRER

1) SEARBRSZ, IEEER, AlLE—. &
A RTA ATHESLE « BT
LIRS 20217 22 T. %Ki TMA.
FREESf, 2021.5

2) MEERIAR], SeARRS:, JulE—. Bl
ENR DT BB A JEl
YRS M PR F i SiE e A (aHUS) / Az
IR IS PESRBESS (TTP) . & & 3BT
91(1):94-102, 2021 HFE+

2. F2HR

1) RS, B, SRR,
JISHE, FEEE—fE, RLse. NHE
B BTHZFEE. Lo, Ll
. DR HPER IS IR R I,
P PR B NE (B 2 F80E L if 7 AS 9
B L eculizumab FHE5IZTE L
151 55 66 [B] H AT 2 Pl
4 - S 2021.6. 4. iR

H AEIREERED B - BREIRTL
1. Rratius
AR A 2 FraF T ETH D,

2. ERHIRBEH %472 L
3. FOf ML



