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aHUS DfRRE & G
DUBEBLAT, VAR Al

aHUS; pathology and clinical aspects

Noritoshi KaTo, Yoshitaka TATEMATSU, and Shoichi MARUYAMA

B ¢ JE R i P R IEMERE  (atypical hemolytic uremic syndrome: aHUS) (&, FAHIARL 2 B2 O ¥ow &
HABIZ & > THIET A A ERU/ NI FE2ESE  (thrombotic microangiopathy: TMA) T 4. #ifKEEE AT D%
B M ARTIEIN T 5 BOPUERDSRIEICE D > TV 5%, BEAOEMETRENED ONEWTr —2 b 4%
POTHAET S, EHEOFHEARMRBLE LTHISNSA, PLCSE/ 7u—F Uik (2 X=7) O
BYACE ) FRUBESIREEINS. KBS, 410 aHUS 2D BCARPERHLTCETWR00, £E2Z20
FFRHH, RHBMIC O hEY RN, v —h—, BIETEROERRLHHRITEORN, BXHED
HOEIEHE R SHIEC R VT D Z . SR E O R A EFN AR BT ROMTICL Y, RRERMEN D
RIS NS,

Key words: complement, alternative Pathway, eculizumab

1. TMA O E aHUS DESHE

AR BN L3S B 59iE . (thrombotic microangiopa-
thy: TMA) &, BN N CTOMARTEZ & M5 P E
MR 2 FRRE & 3 2 MBS RZM A TH D,
COHELGISEITERNE LTEL OREVEE
N%. TMA OFFUSIERARIC L 2488 LT, EEE
72 ZRDPAAET 2 DODEETH 5.

TMA Z 5| &2 2 §REMRELE LT, HIPER
FIESEMEHRE  (hemolytic uremic syndrome: HUS) 13,
BRVEG ML, SRS, maEd % 3 8
EENDLEERETH L. FLEILNRITHFIEL, T
W 72 EOTEACTHEIR Z PRV, BB 83 AR
KW (Shiga toxin-producing Escherichia coli: STEC)
ERHIHRE A TEK T % STEC-HUS % ¢k [y
%] HUS &2 2 DIx L, ARIZE SbI§IRIA
VARG IZTEE L, F2RRRIVIC T A tEb 2w

TR AL
St B R R A BE IR 27 R AT S 2R R PN R o Gl A B M P 25
T 466-0065 I 44k B T IR X RS 2T 65 76
Tel: 052-741-2111
E-mail: n-kato@med.nagoya-u.ac.jp

RIS AR

[JESAY | 7 HUS SAFET A 2 L DL NTHY,
D(diarrhea)(-)HUS & L T R G & 135 O %ot THERR
SNTWRERD D o 72, 7272 LIHLEHEIR O A
2T, MEZEECKTERWEH, KK
PEIC HUS 2 38E§ 2IEBI b Mty SN D K912k D,
Z N OIS IRIANE MR B RE  (atypical HUS:
aHUS) & E N5 X912k 5122oN1, 15412 D(+)-
HUS B £ O'D(-)-HUS OIFFRIZEH SN R o7z,
—77TaHUS DK & LT, #ifkBE D @R T 5%
DRANRE SN D L H TR Y, aHUS IR
R ORRREN 2 BH DG L TW A 2 EAURIR S
NbHEHTho7
ZHLEROD L, 2013 EICHANERES &
HAE 22 5T [ I M P4 PR 25 i 15
it (aHUS) ZWilkie | 23%#£ S, TMA % STEC-
HUS &, von Willebrand ¥ (VWF) @ FE5 4]
B 3% CTd %5 ADAMTSI3 (a disinetegrin-like and
metalloproteinase with thrombospondin type 1 motifs
13) A3 % FEE % F¢ 0 ke PRI IR A 35 D
% (thrombotic thrombocytopenic purpura: TTP), Z L
TED2OPUHNTH S aHUS L 59 & 9123 RIS
S L7z, ZORERTIE aHUS ORBAELX HO 5
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TMA
Remuzzi(20094) aHUS
BADZEELE |HUS| TTP : - — -
(20134F) FEFNEEDS KRHEE £H BE ik BChBERE BiE
Cordoba(20134) o
Scully(2014%) | HUS| TTP aHUS | —RETMA
D5 E AAEE  |RBEE BE B IR BCREERE BiE
Csnar |Hus| Trp | 2HUS = RIETMA
"(26i5fﬁ) HARE  |REEE B BE R BCRBRE BiE

X1 aHUS FEEMSDOEE

M RLA MR IR FBRESEGRE (aHUS) SBHE7 A F 2015 X D 51H

EIZFERANE 22, aHUS 1& STEC-HUS & TTP % 1%
LBV E 2 0, WIARRIEREIC X 5 [
] aHUS % ik aHUS, Z R DAMICHTE, &
Yulie, SEFIVE, MEARBIE, B CORERE, BEEE
W, CERRAE, AR SR EM S TH -
72, ZTOBERBEIED HUS I 5B E LT
eculizumab 238 Y; L7278, ZOHGHETH L Lo
TMABHED aHUS £ 2o TL T, HHOBEH % 3
AV —=FLCLEHIWRESED L Z L, F2EEW
L RS TELZ DS, [FEMEIFIMER
FBAEIEMERE (aHUS) A A F2015] 1B\ T,
aHUS 136 KMEB X OB RIEO MR R T2 X %
aHUS ® A % [aHUS] F 7213 [ il & B4 3% HUS |
(complement-mediated HUS) & &L, kM TMA
LXBEND LSk (K1Y,

— TR TMA OB EER BT w1t %2
ERTLLDHLLETNT VDL, [FE BRI
4 FZ A4 »T&H 4 KDIGO (Kidney Disease: Improving
Global Outcome) 1ZBWTIZ &M aHUS & W) B2
AL TV, EHERIGEYI SN, HLIE
K2 PE S WA 7 STEC-HUS & LT TMA % 389ET
B, BBIHIARFIEE T OBETRESH S E &
LIEBIOWME DALY, TMA B X U aHUS D4
H, BESIZERIICL TEMEICRET > T an
LD B ADH 5 2. BHEARFE T, kM aHUS
&9 KDIGO DNV LG Z ik <,
[ PR 5 o Pk PR B A . (aHUS) B9 A K
2015 1> THEZIT-> T 5.

aHUS 3 H A F 2015 128V Ti, aHUS %

(1) TRVEOHABME 5T £ LTCFH, CFI, CD46
(MCP), C3, CFB, THBD, DGKE ® 7 #{z¥
L)

(2) HBEMED aHUS & L THLH WF-Huakb L6

(3) TMA # %L, STEC-HUS, TTP, —&¥:TMA
BHENT, EREBMoEETFREITRO 5N
72 WASERR Y12 aHUS 2388 b L % 1

ELTW5,

2. HREM LR E aHUS (CH 1T B HIHESE

RO ENIIRA L72EY S L 38 WITx
5TV = AR, M LoOBETY YIS D
INGTITF 74T bR ELTHE, HIMLEkE
JRF~BH & A ERIZ 2, #iAEHALS 2 —
FORMEY & L CORREESRBESA (membrane
attack complex: MAC) TR IZ X & Mg iAW ok
WRRITFONE. IO OMKROME & 1%, v 8LRH,
L7 F VR, E2RIEE W23 00RKRICE -
THE SN S, HHEERIIPUR PR 2 585 LS
TALE & 72 L 72 1gG R IgM @D Fe i34 2 & T,
T2V 7 F URBERER o< Y ) — A2 iR
LIETHATr—FPBE LD L, aHUS IZB
W E B 5 2 KRR N R AR O ERR AR RE 2 72T,
TR C3 AR L AV THIR I & 2R L % &
L T0b L) EE»H 5 (K2). H7=hdbHEiC

H A AR 1 127 225
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CFB

CFD
C3 - C3(H,0) 6ﬁf§%) AR
- D) 2 /’v7%yﬁ%
c3 ClinifefE R
& l
CFI 118
CFH —1 C3b

BE C3b
' ¥
ok} 7% 1

iC3b 4—‘— C3b = C3bBb —> CHZEMaREEE —
R

% HEEMR
)

K2 aHUS 2B D 2 fli kit

C5b-9
(MAC)

TARY Y TIRELREHTH Y, @Y7L —F (i
PRBIEA ) AAEAET 5 2 & 2SR OTEEAL G &
B A2 5. MK S 7z C3 1X Complement factor B
(CFB) &fiey L CIMmilfFR 2 L, C3 28Il
C3a & C3b IS 5. BRI LHIZCIbIE3D
DFREHOHLE R LTED, C3b 234 Ol
FICHEET 5 L HECFB & UG L, C3fRifiEk
(C3bBb) 2B L, E57%22 C3DMRERETCSE
WEEFE L), MAC (C5b-9) TER~EETr. C3 ik
FERITC3IHTITC3b BT 5720, #2 #E
HHRERE, Lo T VR R S IR & E R
HZEHHKD.

iR D8 0 55 2 KR 30 EAR O FERRAERE 23 7
729, ZOF T TIGMIE B, WA TR
BEE D, JHEARD AL S8 LA OHEBEIZD
Ao TLE). &2 TG KB CRE %
HH %2 Tn b, M L TEICHEET 20T &
L CTiX, membrane cofactor protein (MCP)/CD46 % 1t
K LT DHEBOMHER N FHAFAET B A%, FHE A
SERALMAEWZIEZ ORISR T2 EEET, T
7RI & o T B BRI N F DR D B 72
B, FYPERR D EIUTEZ V. > T B, Complement
factor H (CFH) (Z#AHH T C3b R TH 5
Complement factor I (CFI) @ co-factor & L CTfj< &
e, MR 1 Cd C3b O L2 o Twd &
ahs (M2).

RIS AR

aHUS AR TE AL N T- o # e R A 2 B L <1
FARGIE R T- OB RETE A ST X ) B R AR F G
PALIRIE & 72 > THIET 5. WIRIEHEALE T- O H Ak
JEREROB & LTid, CFBER, C3ERIZEITS
M, WHARH R T OB R E R o & LT, CFH
ZH, CFIZHE, MCPZERE, turyKEV2Y Y
(THBD) 25, F 7213 KM 7% CFH IR § % bifk
(Pt CFH HiiK) MBUZ X 5 CFH BRI T 232817 5 1
TWwb,

¥ 72, T Tl diacylglycerol kinase ¢ (DGKE),
PLG (Plasminogen) 7 & O %E[H BE K124 O BE 5
LEE SN TWS Y, THBD 2513 4 905 [ 7
IZB5- 5 EE 2 5N TW2AS, 12 C3b DAEL
FEICTF2VHIB L, MifARICHEE T2 LS
729,

J N T D aHUS O FHE T IEGAE, EIR, H A,
TG 72 &R AR OTEVEARIS D 2 23 % BRAFAE L,
AIRDPEFTAETEH, 75% DIER] CTIREYYE % I &
TS0 OREIHEA SN TN S 0,

3. MIFERILERLBERE

R HEREOZE2 2R TG LE Sbh
T, s X O oA & B o @
17 BERE SR 1L, BERIVIC I3 S ORI )
ZFIEFTH L7, HEHFRICEEIEE LT VR
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X, Fo& D EbhoTniwn, DEDDOIRGLE L
T, BHOAEIEN, ALFIREEICRN DD 5 &
ENb. DF ) FEILIMGE A EE TH A PR,
FEAEINIZPURICES L ENRTVREGEE A, £
7o, BB THH720, WHEREAVRIEEICRD
RIVEVSREEERZ RS, S 5TV pH R, R
MEPEAT LT VST, TREKRHERE R
B EALT 5 L E 2 5N TWD W AT b A
HEADORIEICE LT, SRERMAIEEES, KME D
BRIV E LS, #RRITEEL
LR T WEKHO & R TWAIREMEDSH 5. v —
T AERR 1IgA BHED X 9 IRk 5§ 2 B
DL VD, £ DG RRIEESROTEE A
EEL o THIREHANGEHALT 2RETHS. L
M LAR® aHUS B X OF C3 BFAE X, 4 &K%
(alternative pathway: AP) OISR, $u 2 G AL
B &&EL 2 bRET, HARENBEG T 5
(associate) & W9 X DX, FEHWWIIHAAT S
(mediate) A TH 5.

CFH 1%, CFI @ co-factor & L TH) < AP TOE
2R ORBEMHAT-OOEDTHBH, ZOKFEDTE
RFEELEREICORDL I EDDhoTVS P,
CFH 25 < Bi5-§ 2 65 2 R O I L 2B &
LT, C3BHENEITOND. O3 BREIXEIAERT
FIE L, RIS PR I SR BRI e A ] &k
B TaHUS LIZX B & 525, [F U5 2 ki
DEFN L > THEFRBORIARZNOECDPAEL
LDTHA )W 7 FHEENIZ, CFH DR ARSI
BEIX N KIGICEP L TWDE—HT, CRuEC3b~
DIEERT, ZHFAORFHEEIZHFL LT, WM
DK% ST E TR RO S M %
FoTWhKEZFH-Twh. aHUS IZBIF 5 CFH
DBIZTERDOL T CHKIImIZETLTBY, F7-
PLH HFHUERDEEED C KinDRREZ HH 32 &%
ZAbNTwa, ZHUCXY, SRBRARIME MR ML
HIRLIEE b CRiAREE 2 R DTG TEAL 2 BN R 2 v
MPHHRICHEG L TwbEEND., —FHTC3EIEIR
b bMIn 2R, HOPUREAREIZEICHRET
DN KGGHHETHLEEZLNTED, C3 DI
B TOFHEL2HERICE G55 & &b, #ifkE
R T O a2 D B RIS, B sERE

FIZBWTHWIAEDSFETSNTBY, IS
5 RIS TEABIC X AR O & 5 7 IR IR R 23
MEsng .

4. BF - T

BRI D57 — & Tl, WAIZBIT 2 FIEHE X
BAENDTTHACHIZY 2~3 N shn Y. s
FEIR & U CIEBRED RS TR 50~70% & S 1, K
B ARE~OHERED 50% 1255 L Sha Y. 2ol
b, HACRER, OIMAEREE, WALEEIR,
WA & LM AEE BT D0, T b Ok E
WEEEL ) BITTH2H60HL I LICOHERLE
T 5.

RIFDFEST— & Tld 1998~2016 SED I 118 B
A3aHUS & BWr ST W5, FIERERIZER 3 2
H~84m% (PUfix6mk) T, 18i&AMOEA I
65% T -7z, TRIFME X ) BT, BT
THIE54%, BRERITI5%THo72. =27Y X
X TEABORREL, SHICUHETLRELTHA.

RIBOEAETIRNTRE R A S 127 DNY 7 ¥ F A5
REN, ZOhTIECERBAOESIES
(31%), WKk T% W& SN b CFH BIE AR OEE
o7 (10%). 72, Bk L T3 &R
BB X UL CFH UARBGEBI O F 1425 R\ Z L ASHIBH
L7z,

Ml & DR D F D7 KB TERBOFER4E
AT S (F1-2)"7,

5. 2

AMHICB VT, TMA O 5 STEC-HUS &
TTP N Z Tk ME TMA Z BRAN L, #850 - BEARRE -
KIERE 2 Eh DREMICERZH 217 . @8
BAARNRLBEDFEKNAHO TMA Ll shiz2 &
D XD HREFIZB VT aHUS %3 < 5t ) LE
»Hs (M3)'7.

HARIIZIE, TMA OB (IS e P ik 2
IfiL, BGRB8 I I MO LS &
% d s bEhER ) %R L 725, STEC-HUS O§j)
D7D EFEOREI, MM, HEhEEHER

H A AR 1 127 225
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1 ERHOEFNT— 5 LBIZTEROBEE

Italy France USA
IR Clin J Am Soc Nephrol. Clin J Am Soc Hum Mutat. 2010
2010 Oct; 5(10): 1844— Nephrol. 2013 Apr; Jun; 31(6): E1445—
59. 8(4): 554-62. 60
aHUS B8 £ 146 273 214 144
e (/10° AL/AR) 0.28 — 0.23< —
PR (L) 62.3% 40~50% 41.6% —
RIGIE 28% 15~30% 14% —
FUH IR TR E A 56.8% 46~60% 60.3% 46.8%
AR IEBI e (BE)
CFH % 10 (6.6%) 20~30% 59 (27.6%) 39 (27.1%)
CFI % % 0 4~10% 18 (8.4%) 12 (83%)
MCP % 5 9 (6.2%) 10~15% 20 (9.3%) 7 (4.9%)
C3 LR 37 (253%)* 5~10% 18 (8.4%) 3 (21%)
C3 11157T 23 (15.7%)
CFBZ# 0 (0.0%) 1~2% 4 (1.9%) 6 (42%)
THBD % % 1 (0.7%) 3~5% 0 4 (2.8%)
DGKE %5 % 2 (1.4%) — — —
P H K-F-HikB 20 (13.7%)* 3~7% 14 (6.5%) 6 (42%)
BHAER (REETHNOEREE) 13 (8.9%)* 3% 9 (42%)

CEE D

#1 RS @RATFE R B & BRSO RBORIZEEE

BRI, PULPS-IgM YUk 232 L, TTP @)
D721 ADAMTSI13 ik, ADAMTSI3 Hifk (£
vy —) ZMET L. ML B R 5R0 J RE L
GEDNSH2WETMA DERERDH ) £ 95 Thi,
ZOFERBOER BT 5.

— WO T RE iR A IS LT, C3 K
fitl, C4 IEHMEIHIARE 2 B OWEML 2 RIET 5.
aHUS I2B W T C3 DML, 412 CFH O #fn 15
WHPHET AT 3 2@ HmE S5, 7
2L, mU&Nm&Lfiﬁ~m%ﬁFfL#cM&
EASFED ez, KT 2580 b 7zkR I
DO—WZ% B0, BDON% L &SR iﬂ%ﬁ%
tcln3)

aHUS 7 4 F 2015 12BW\WTIE, RIS
HELTUTOIHEEZZBF WS, (1) MM

RIS AR

WL S AESF I B A58 & D)

FEVEVS ML 0 ~NEZ T ¥ 10 g/dL ki, (2)
I/ NBRIRA 5 /R 15 05 /ul A, (3) 2R
&ONEBITIEARE - NIk M2 LT F =0
Ko 15FEME (2 L7 F= 1%, HARN
AR AR O FEMEME 2 W5 ). ABITIE AKL
DHBWHEIEL 5

g2 Wi & L CId @RS kA ) 09t CFH L
RO E 5. BIZMHBBICEHL &2 F THEKA
BIET L Z 2R PIE—BRICIETE R VDS, —#
JIFBMoBETELTaISTWwA C3, B
¥, HIEF, 1H¥F, CD46, THBD, DGKE, CFHRS5
DBIZTHREZTo>TWEIENL W, T2, Thb
DBIZTREDORON S RVIER D 30% FREAFFET
BOVEETH S, — ML CTIIRIEEI B IR TR
FEITREBTERVI ED% L, aHUS 238D L
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*2 KbEFEROKY

MAEHEBIK T 5 R R A 1%
L LEL O R W7
FUHN S LD b Ry g
SHIMREm C3b R 7Y a3 ) T D
v e . .
CFH CFH & i PEfRAR T F72IZESRD : 20—90°%
) 60% 70~80%
- co-factor F¥HEFL 5
- MR C3b R0 7)) A3/ 7 ¥ ~D '
CFH./CFHR CFH & £ it _ ESRD : 0%
hybrid . . 30~40%
KT - co-factor HEAE L H PR T F 721X ESRD ¢
CFI X 70~80%
- B R Z BRI DAL 30~40% 60~70%
- MCP J3 4 BJETCF 721X ESRD :
MCP — A VDR 15~20%
+ C3b DFEA T R co-factor T PEL T S 20% LA ’
anti CFH ) e TERE ESRD : .
antibody CFH FRaEM S 70% 30~40% 20%
o - CFI # 4§ % C3b ik % B PR JELCE /I ESRD : 40~50%
WRIE AL * C3 convertase i AL 40~50% (94%)  60% ’
ISR - CFH T & % C3WGRBEE MBI 3 B E gk - :
CFB ‘ n ES LN JE1C F 7213 ESRD AT D
- C3 convertase TG PE1L 30% 70%
* co-factor T PE D BH5E B FET-F 7213 ESRD : et
THED - TAFI AL 60% 60% IR
Yt 3] P 28
W5 DGKE Efiﬂi/ﬁ:%% M NGRIE DT 7V % 2 AW 204 F CICESRD  FigE{Ew
PLG - RIS T IS AW AW AN
Z0hth INF2 N AW AW AW

PLG - Plasminogen, INF2 : inverted formin 2, TAFI - thrombin-activatable fibrinolysis inhibitor
J Atheroscler Thromb 2019; 26; 99-110, NEJM 2009; 361: 1676-1687 & 5[ J{, %

WA E B & R - IR gt e .
VAR T X BGRAGEZET2H % 5.
F-MBBkE LT, b VRIMERE 723
RV H 5567553 5. Yoshida & 13, FEEMER Y
VARIMER E BFEMBEZREASIESL T LT Y VR
BoBmoAmEHE LEE L2, @iwe Y Yk
IMEkE v MR Z S ST, b VRkIMEK I
Kt L7 C3bix CFB HD#EH 12 X - T C3bBb (C3
BRIRESR) 2 TR LRSS RIS, FIC CFH 25C
KInHI AN LTy VRMERPE E~REEL, S5
7% B MR OTEVEAL &2 3] 3 5 Z & TIOR3k
X7\, £ ZAHCFH O C KU OZER, 3 1L<
13T CFH PUR DAL T Tld Z ORLERKISAT A
LY, RIMIROEMARLZ 5 & X, CFHEET

BH, PUCFH BURB MR o2 7210 5. BLIR T
aHUS OB M & v ) L HALE Th 5 4%, &
EFEROBRFICH L TRIICE R HOND L v
IHTAY) Y MDA,

BTN
6. O

IEERARTE R ofi7, iR Z2 23 28A
IR T Ok 2, PUCFH biUfkZ: & o H Yk %%
HE L, MR H 5 IS iy A3 — o
WL LCEBINTE2Y, AW —En
MEDPRENTOA, FRNBICBWTNZAF 2
5—7 7t ADEHOWEE SR, MERKICL 27
LIVEF =7 EEE SN, RNBOBEIINEETH -

H A AR 1 127 225



51

/MR AN 0 %ﬁd\ﬂﬂ%{fﬁ;’éﬂﬂﬁﬁm .
" ! . N N AFRMEROHIR, LDLEDO LR, NT I BOEVET,
/57 #5150,000 /pl kit BLO O o R AP

FICUT D 1 D DfESERD

B R
AR AR IR BikEES HILEREER
BHER. BRRMF. X AMBREE. SMmE. RKRER SHLE M, TR, B
DEEIR PR 2R E IR ARTEIR
DEFIEZE, BME. HHEE FkiE. AhHimn, PRORGE RARR. REMm. FEEOERE
J

| ADAMTSI3SEME, 1 > € € &—E, SEERFE |
ADAMTS135EH#410% LU _E

SHEERBEE

TTP STEC-HUS \ aHUS £ 7= 3 =R ETMA

X3 TMA OHHIZH
Laurence J, et al: Atypical hemolytic syndrome (aHUS): essential aspects of an accurate diagnosis. Clin Adv Hematol Oncol 14 : 215,

2016 X W51, &%

ADAMTS13;EMHEAY10% Kt AOEB R

6 r AU EDaHUSICX T %58 E (MCPEED/NEDFEIE3 » AULE)
BRAT3 7 B B REN LB
NETIE BB (eGFR, BEHR) HEFEL

FICFHILIRRS1E

BRERY S B MCPZ & CFHZR®
WAREEECETEEN pathogenic variant pathogenic variant
wHI NN l ‘
IVYURITD I/ X270k %ERE T/ YX<70dhEs LI REIFIEEDER, FAEA
fIE#iRET ERIBRMTIIBEREEITTEET WO HIMT IS, SBEPIEICLY 1,000AU/mIA T ThhniL
BENLEREEOFmISEID EHEEICBRTAILE Eculizumab® & Ik % #& 5t
ERICANTETITS,

I/ YRS 7THhERICHEITBaHUSERORIFR., BEICKEL.
TRTCOEFICEWT, RORVRBEICEZBRERE=RY VY IHPRATH S,

On-demand#AEAST L T5H0 7

I/ Y X< 7HiEEICaHUSD
HRE B 56 —) |, Y X7 7 EREL TFS A ?

K4 aHUSICBIF L L7 ) X7 HIEICET LIS (79 Y AaHUS T —F ¥ 77 )V —7)
EE) KRE1X, B—oEICBIFABTHNZINIET -2 L1223 TBY, ¥EHs. HAANOF—713&F

hTww, 27 ) X 7OHIEICE LT, RER—L2RBESIFAEL 2.
Fakhouri F, et al, Pathogenic Variants in Complement Genes and Risk of Atypical Hemolytic Uremic Syndrome Relapse after

Eculizumab Discontinuation. Clin J Am Soc Nephrol. 2017 Jan 6; 12(1): 50-59. & D 5[, %

BB EL S
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72, F 72, 2R L7z 0 R USRI RS
MeaThHY, RIRIIMENESDLEDL 2/ Lh o7z,
20134F 9 HICHifkCSicd A bE 7 0—F
VAR TH BT 7 ) X< 7HRTH B &
ol TZYARTIZICSICHAELTEDGHE
HHIL, CSa- C5b-9 O pEAZHHIT 2 2 & TH)
BERTHAERNIETH S, R 1~2 ARRET
M/ EL D F14E %2 LDH DR T & W o 7z i i £ 1
DYEDFED SN, aHUS DRI R & < fiEik
L, WEEEDLELTE/2EF 2%, Fakhouri b
X, 77 v AENTHREN/NE»AD L o Axy
T A4 T a2 ATV, RN T OB R TR
LoTxzy ) A THILEOHIE) A7 ZiHii L 72.
CFHZ# (72%), KU'MCPZER (50%) I2BWT
L) A THIERICHERDE o 72208, #HLH
WCHEREFRT L2 LT, BRENOBEI -
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