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F+x2-1

ZREKRKTERLS5HMaHUSD fEHTiE R

Year Date ADATSIS FHAG () Hemolytic assay Anti—FH antibody
P e O e e ACW Lol s CRE Eusa  we e
Normal plasma 50-150  50-150 <5 <03

1 Al 1976 M 2003.5.18 * 56.4 92 * 0.25 *
2 [ A2 1979 F 2003.5.18 2011.8.9 78.6 58 -4.3 0.24 *
3 A3 2001 M 2003.5.18 * 70.6 30 * 0.37 *
4 B1 1964 M 2003.2.21 2011.8.9 71.9 117 1.2 * *
5 [ B2 1991 F 2009.1.27 2011.8.9 70.0 114 ~7: * *
6 C1 2001 F 2003.4 2011.8.5 491 160 0 0.58 =
7 [ C2 1968 M 2003.4 2011.8.5 50.6 86 26 0.33 *
8 D1 1988 M 2000.10.3  * 63.4 64 * * *
9 [ D2 1947 M 2002.2.20 2011.8.9 101.0 100 29 0.39 *
10 E1 1999 F 2003.1.15 2011.8.8 56.8 150 -0.4 0.36 =
11 [ E2 1962 M 2003.2.2 2011.8.8 61.4 100 -0.1 0.29 —
12 = Fi1 1997 M 2005.1.27 2011.8.9 27.8 72 -4.6 0.42 =
13 F2 1962 M 2002.12 2011.8.5 48.3 90 -8.4 0.34 —
14 F3 1971 M 2003.7.26  2011.9.30 47.4 68 -0.9 * —
15 F4 2010 M 2010.9.22 2011.8.9 112.0 85 -4.9 * +
16 F5 2005 M 2010.10.4 2011.8.9 87.0 68 -0.3 0.22

17 %= F6 - M 2011.8.18 2011.8.18 43.7 87 43 0.18 —
18 [ a1 1974 M 1999.9.17 2011.8.8 66.5 125 -0.4 0.4 *
19 B= G2 1996 M 2011.3.30 2011.8.9 69.0 97 1789 + 0.18 *

* Not determined



F+®2-2

. Date IR Hemolytic assay Anti—FH antibody
No Pt Bi(:;h Gender cfl?en;'z:zn Hear;l::;tic AC (%) Laurell  pemolysis (0 C;:;:C;isn ELISA B Diagnosis Remarks
Normal plasma 50-150 50-150 <5 <0.3
20 HI 1973 F 2003.124 2011.88 118.0 97 ~24 0.64 o
21 E H2 1948 F 2004.1.14 201188 104.0 134 -0.2 0.35 +
2% 1 ~ M 2005716 2011.8.9 69.2 100 -08 0.21 *
23 E 12 - F 2005716 2011.8.9 64.8 125 2.1 0.29 *
LI DR LY
RSP TTPEB I
24 Ki 1991 M 200638  2011.8.8 23.0 52 0.2 0.21 *
25 L1 2005 M 200665  2011.85 120.0 100 3.3 0.29 *
26 [ L2 - F 200667 2011.85 118.0 65 -19 0.29 *
27 L3 - M 200667 2011.85 104.0 194 -3.4 0.29 *
28 M1 1990 M 2006428 2011.8.8 40.0 83 1.1 0.23 *
29 N1 - M 2010417 2011.85 87.0 95 ~2.1 0.38 *
30 01 2009 M 2009.1.23 2011.85 42.0 97 0.5 0.2 *
31 Pt 2000 M 2009.3.16 2011.8.8 67.0 114 -42 0.4 *
32 Ql 2009 M 201051  2011.89 44.0 119 -0.9 0.21 * FB mutation
33 RI 1980 M 2010816 2011.8.9 430 107 -0.6 0.22 * S‘y”rjz‘:g:;’?'m ,
34 St aa70 M  2010.830 2011.89 55.0 107 2.6 0.23 *
35 TI 2010 F  2010.115 2011.88 70.0 80 ~1.1 0.34 *
36 ui. 2001 M 2005223 201185 118.0 80 -2.1 0.99 1 Anti-FH antibody (1)
37 Vi - M 2011315 2011.8.9 81.0 85 -3.4 0.30 * MUP metation

(France)

* Not determined

X1 752 AIZTHEHT (Duragon-Durey MA, et al. : J Am Soc Nephrol 12: 2180-2187, 2010. )



#+x2-3

Y Date Hemolytic assay Anti—FH antibody
ear
ADAMTS13 FH:AG (%)
No Pt of Gender : . i Diagnosis Remarks
Bith e, e ACH) Lawel pengve GT eusA e
Normal plasma 50-150 50-150 <5 <0.3
38 = Wi 2003 F 2011.7.15 2011.8.5 105.0 76 99.5 + 0.28 *
39 w2 e M 2011.3.8 2012.3.13 101.5 * 40.9 + 0.31 * X2
40 K== W3 — F 2011.3.8 2012.3.13 88.3 * 31.8 + 0.25 *
41 = X1 _— ' 2003.2.13 2011.8.11 34.0 * 0.9 * * GEH mutation
(R1215Q)
2011.8.10 2011.8.11 35.5 97 98.7 + 0.22 *
42 b= x2 1948 M 2011.8.30 2011.9.30 87.2 114 566  + 0.24 * CF(; 1";‘1‘?0*;“
43 Y1 2007 M 2011.8.10 2011.8.10 42.6 97 10.3 + 0.16 *
44 Z1 1967 F 2011.8.25 2011.8.29 10.6 87 22:3 + 0.23 *
45 [2~A1 1967 M 2011.9.15 2011.9.16 58.3 118 4.7 0.46 % C3 mutation (I1157T)
46 2-A2 1958 M 2011.105  * 94.1 131 * 0.31 * C3 mutation (11157T)
- _ CFH mutation
47 [2 B1 2005 F 2011.10.24 2011.11.22 74.2 64 5.8 0.28 * (RI215Q 33)
- i CFH mutation
48 2-B2 M 2011.11.2  2011.11.22 90.7 81 53.4 + 0.26 (RI215Q 3%3)
49 2-C1 2007 M 2011.11.22 2011.11.22 >100 98 5.9 0.29 *
50 2-D1 2005 M 2011.12.5 2011.12.17 63.7 75 -3.5 0.43 *
51 2-E1 1983 M 2011.12.6  2011.12.7 82.9 75 8.3 0.34 *
52 2-F1 2008 F 2011.126 2011.12.6 107.7 98 -4.3 0.32 * C3 mutation (S562L)
53 [ 2-F2 2010 M 2011.12.6 2011.12.6 102.0 92 4.1 % * C3 mutation (S562L)
54 2-F3 = F 2011.126 2011.12.6 98.3 75 2.3 * * C3 mutation (S562L)
55 2-G1 2006 F 2012.1.5 2012.1.7 43.1 66 90.7 + 1.1 =4

%2 W, KEIZTHHTH

X3 XEFHED, fih: BANRHZER

§5115(1):107-112, 2011

* Not determined
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LIF., BT 21T o 72 55 FEFI D 5 b A—FKENIC 2 AL EBENFET 255R, BEFHEITIZEY
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aHUS-B
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L] O
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B 3E HUS | Bl
I |
O @ L[
B2
aHUS-C
B O
Cc2
O @ O
C1
aHUS-D
i
D2
D1

Brief Summary

Al: @EIZ 4 [BEo HUS BEZEZ LT
% GEMARE), 26 mirc 5[\ B OFRME,
A2 BFEIC 5 EO HUS BIEEZEZ LT
% (FEMEARER), 24 REFFIZ 6 [E1 B DFIE,
A3:6°H, 1 12A, 16 22AD3[HE
HUS #{EZEZ LT3,

Al, 2,3 & HICHRIERFOFEMIZIARHA,

Brief Summary

B1:9,10,16,26,27 D Ft 4 [E HUS I,
B2 : 4 5%FFlZ HUS BE, £ D%, 17 %
Bl 7o A R & 58I
HUS % /&%, MEAcH, Frffmcs mgo
BVEIC X VBRI E, B2 ORXGHEEI 3
E HUS ZFAE L TV 5,

Brief Summary

Cl: 1%, 1®m77A, 111 ,-HD3
ENZE - CTIREARFED M/ MRIBAD 28 2
LTW5,

C2 : FHIREA,

Brief Summary

D1 : 4 i HUS RBIiE, AFEiREIC X
DVEETDHH, TORK 9 BEICED RERE
JER % & o T I HUS ZF %, 16 mbl
B, BEIZR LN TR,

D2 : TMA DBEEIZH D b D DFFEMAEA,
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aHUS-G
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Brief Summary

El: 3 BRICA v 7w o WY A 22
I HUS BiE, s /a7 ) o 5IC X
v RER Y,

E2: 3 mfFIC HUS 2 3HE, D%, /INFE
A FEEDRIC HUS 2 5%,

Brief Summary

F1: 3 mERC 1B, 5 miFIC 2 |, & 3

B HUS BJE, Wb BERITERE TS
277,

F2 : 5, 14 @R TTP 23E, Wind

BR, B oL TRERIISEEL TV,

F3 : 32 mEElC 7 A L AR & B HUS

FEE, MEEARH], A7 A RV RIZK
DIREE ST JERSGE, £ D% 2[E TMA

RIEEEZI LTS,

F4 : A% 8 7> A B HUS 3fE, M

B (1E) 12X ERkE,

F5: 5 mkiFlc HUS 389E, miEzgH (5 [F)
Iz kv iERSE

F6 : 4 5EiFIC HUS%?.@%@@%ME
Iz X v IERSE,

Brief Summary

Gl : 25 MFFIC EIBERIER 2 RIBIC
HUS #¥E, BAREIC TUEREET D
b, 28 BRERIZ A V7L YR B S
\ZF%, 3[EO PE g%, ERKE,
G2 : 14 mlFIC HUS #fE, BHARIRIZ
ﬁ%@&%#ﬁ%ﬂkoGLGZ&%;ﬁ
FEEIIERETHY ., BMEOBREITEL
TV, G2 DR ® 7R, 20 7%, 25
7%, 35 R DEF 4B HUS ZRE L T3
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Brief Summary

H1:/NE#E X Y HUS % 5 [ENE EREE (G¥
AR, =0k, 30mEFIZ 2[E, 38
RRRFIC 1 EIREEZ BT L, B 8 EIFIEL
TWa,

H2 &% HUS OBEEDH » GEHA),

Brief Summary

11 : 3k HUS #1382 @ DMFEIC
TRFEL D% 47%., e 1 FRBEIZ
BRE, Wb ERIERERZ ZEIC R
EL TRV, MERESFIC X DERITR
T IERSE, 5 REFIAT o 12 AR T
& TMA OFTRB R bz,

12 : 10 #EFEIC HUS #8ME L., 2HEBR
ST THEBEBITIC X D1RRE =T 7.

Brief Summary

L1: &% 3 » AR/ MR, £ D%,
m/iRiE 3 T s 10 J7 & 4R, 3 [BlIDER
HETONADBEERH D . WL h FEL
S EHMOLFEE CThHoT, B
DD X DR T bk, NHIMLAHE
Z 9, M/ EE 2 -5 Flul 2HER L
TWAHREBTH-Tz, TDRIT, 17
Jv YR A I MR S R D
nNadEVof-ze Yy — RKiH 5,

L2 : ZF3MEE{LE OB CMEHR, L1 O
LA HERNC VMR 2RO 2 b,
DBEFRL,

L3 : S bENSHMER SV, BRED
L&, /MBI ERERENL S, 405
THIMAE E59.1-2 » AABRESD Y,




BILFHENTIC & W ERPFEE SN T2 555k

(ARRFFRHEIC & AT - aHUS-X, 2-A, 2-F. iz Er 5 : aHUS-2-B)

aHUS-X
X2 O
FH: R1215Q ‘ L
X1
FH: R1215Q
aHUS-2-A

2-A2
2-Al
C3:11157T

Brief Summary

X1: 22 IR, MR, TH., AIRAY
MARAHE L, MEREIC TEBEERT
RO, NnBRRETHY ., BEK
XV TMAFTEABRR bIZZ &L 2xb HUS
LRI, £0% 2 PRIEETER
ZICEY | MREFTEAL RS, 30wk
WREE RFP—C L, AREBEE RIS
2bBEEOCHREZRD. BAEMTIX
TMA OFTRA R 6Tz,

BE, BEORE (X2) omiEs Az
R FRER Tl b s oo, FH R
I X HEMOMIEAHER SN, BT
AT CFHIZ R1215Q B ERFEE STz,
BEET7 )V A~ T REICL DR
FTW5E, RPUIBIED & & AEER,

Brief Summary

2-A1:9, 15, 18, 22 5&HFlZ HUS L 2Hrs
o, MEERHIZ X DIREEZIT TV 5,
WD ERERIERO H &I IR
] L THbE 2 %2, 29 mEFICI3 2 @ HUS
EFAE L. 2 BB OFERHI AT, HEH
MBI K DIREE =T, L EBIE O
1L Thbil/MrEO EFEBR 60T,
RiEd, Cr 8.0mg/mlL & BHLREREZE D
TR R BN T2 D BN & §E1T, £ D
%, e lCBHEOKELRD, BFTAT
OBEAERTIE TMA E0FTRIIR LN
Mol, BELBEORXHE (2-A2) O
$E & AW MR I i o LI A
biviehofeb DD, BETHEITICEY
C31Z 11157T BENEE S 417z, B
43 FERFICMEE S BT L, B3R
ENRRLILD,
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2-B1
FH: R1215Q

2-F3 E
w& :5562L L—'

5L b ¢

C3:55621L (C3:5562L

2-F2

Brief Summary
2-Bl: 1% 4 NAERZA VTV F D
7 F oY%, MRREIC CTEMEE m

CEHREEE LR, M/MREITIER
PN TH o 7208, BRREEE & BHEMRET

RXVv. aHUS L2, BERAMERIC
THRIEHRSE T OBEL TR 2T &
A, BELBEORXS (2B2) T FH
Z R1215Q B FEENFRE SNz, R
BIIBED L ZABERTH LB, R
DR 48 mbEIC TTP L 2lrsh, 3t
CLTW5, BEFEERER. EHH
72 FFP BiEC X 210 BA21T 2 b, BHee
ERDBALRR ENTolzdb=s U XAwT
B ZB, BEX Btz X<
T BIREEWATLTIToTEY . JE
RIZFREL TS,

Brief Summary
2-F1: 2 mkfg, M TRk, ZRTEEEic Him
BERD, fEZZ, MEHRECT, 0
IROAE T, FitEE L, BHEES
FHize HUS Eglraiiz, mikdE
M. d/RER ML, FRMERE M KD s
RO, BiOEEIIFBDIZE DD,
BHREOHENZ L, EH DL OBER
IXREE R s 7o, Bk b, EEE
Friz X 2ROz RER ST
D, KBELBEFREOME TIIEMA
BRICBWTHEIILOTLEIZ R SR o7
L OO, BIETHTTIIEE., BEOR
. 12 C3 » ShE2L BEMNRE ST,
KERPNBEEEERTHLONITHONT
SBRBEIDBBLETH D,
BERH (2F3), 5 (2°F2) IHRAEDOL
CAEERTH D,



BAF R AR M &
(BER MR B T AR FE 5 36)

AP REREE

FEERHUS #RIE LT-BEOEBGFERICET AL

WrZesyiEE EmM BYT  ENERISEE T L X RS FRER HE
W 1% Xinping FAN ENERESFMTE Y v ¥ —FEFT 0 TREER W38
e E AR Rl ESERSFEMEE T X RIS TRER ER
MEREE BB ESTER KM E CHEERE MM R EEEGERE (atypical HUS, aHUS)

LB ENTZ 5RZAD 54 BEORMIMA S YL L DNA 2 T8 U ETIER T - fEE
% (CFH, MCP, CFI, C3, CFB, THBD) D& /{7 '&F% 2 — N4 AHEBOELETFOEER
TN 24T o 72, T OFER, % X O CFHIZ R1215Q BHE, F% 2-A D C3 1T 11157TT &
B FR2IFOCITSRAL EEZ TR OA~TaESEE LTRELE, 2055,
FRXOBEIIEFMEENTTE L TEY, CFHERTFOER T F<HHASI, K
RFRIZR Y FEETHIS LW LT ERRD OB 3RRICI A AEREZRFE LT
INOOERPHEERHS ZETERERTHDLLTDH L. 6 BIRFOMBITICLVZ
SOBEEENPRETE D Z LML,

A WFZEERY

R MR B AR (HUS) 1, g
Bk 72 & ONTARERIK B M E OUNILE
BEE, fUMLEMSRE LR L, /R
D ERTERTH D, HUS 1X, KGHE 0-157
REDBEICEI AV AERL LEVH
FERTOTRZMED BB L. M
FRFOBEBRTFERIZEL DV HERBANE
MRERBELUZEREC D TREZEDR
WIEEEIBIZ pE S D, EELHUS T,
KBEENELETHLTEZDO A VT a2z
v N B HTa=y FELTHERNIC
BAL.60S URY —b¥ T =y hER
ELEZ NI BEEREEE LKLY
b= 69, —F., FEER HUS (atypical HUS,
aHUS) 1x. H ®F72 & OFEHIERTR Iz &

DB DOEN DS LTV DN AR
B, WEHERFOBRBETERICIVE
EHREMETT2ZLIcL-> T, #iED
WEEZT5H L L) NEMAEEN
AT 5,

FEER HUS DFIEA N = R LIFRD &
INCEZ bIND, Fifk C3 EF(C3) ILEM
TRMBAEEHNT C3h ICEHBI N TV D,
D C3b DIFEAETIKERELTERE
LT 50, —EITHEEDOKBEST
JERE L ATAEEER LIELIZ
BElID, ZOHiaED C3b IZHiE
K+ Bb 235fE& 95 & C3 convertase & 72
D.FIZH D 1T DB BFEET 5 & C5
convertase &72-o T, C3b NEE/E
oA & B LR EEE A {E (membrane




