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17 4], AEBE4h Jms 27 B2 51697 J5 WA H B 1491 28
JLst B B 1 R LA R, e 2 R IR 41 2 1
I Hs it i i 22 8% B P RE R A0 T 1 AR AR L,
T AMNATEER LA A L, AT MR ia T I8 77
RORAESE T 0 A 4 BIRE TR R A sl iBe .

1.2 WASHEERRHE A BJLYRFS HUS 2 MR
WP OPUBEE | Al G 3 Ak 5 1t Pk 2% I 21 %K 1 <
100 /L, FLER N LB TH =, 25 S Bk R D B M) | 1F
A7 TR 1) 21 40 5 @ i /N BB AEG ( < 150 x 10°/L)
Q2 EE I (M MLEF > 155 m ) o HEBR i A2 4 i
s S0 P 25985 ( thrombotic thrombocytopenic purpura,
TTP) (W MBI ik B 4 55 L

1.3 Fi:

L30T I RBORHCE W LI IR DR}, A0 6h — ik
T 00 CAERE RS (i PR B BT T S5 = 1545
(LG LA /R LT LR B S0 AMA C3
WUBR G M2 C RIR (R B2 fok&E 1 1 #MA R+
FEPRI B R B JRYT R HE O .

1.3.2 fMAR 7R iR JLAME I, A7 AN AMA A
+ H K+ ( complement factor H, CFH) I Al ( comple-
ment factor I,CFI) |\ fMA& C3 544k 744 ( complement
C3 invertase antibody, C3¢c — Ab) . #M& K T H &
( complement factor H, antibody, CFH — Ab) 3% B &0,
ADAMSTS13 {ifi P S A il P 5o A i ( Z2 46 ) M 46 3
BEAE R e 2 F) SE ) o

1.3.3  JEPIMek A WOH )L SHSERE J 53 A JA ifi
2 mL, $& LRI ZH DNA J5 R R R 2SME T4 (&
FEAL R AR A = 2= s v DA BRA RS2 ) o
1.3.4 'BiEwmskAr 7 BEEN MTE TR,
FHE M= 7218 HS Hospital sericeS, P, A 5] %€ B 3G
SRR T 2 P AR B A SR F A S e )
AT IRANE — L, S R SRR gL, JU
B LUR L 6 , S M i iAo A, >R A
PEVOCHEN 19G JgA 1M AMA C3 AMA Clq 25,

1.3.5  Mw&E L BF5 03K & (plasma exchange,
PE ) FI I %41 1€ 33 ( continuous renal replacement ther-
apy,CRRT) , PE % Fi ¥4 5 Gambro Prismaflex, [fi 3%
51 B e by it M4 S AR Il 3K 43 B 4% TPE1000 ( BW <
30 kg) B TPE2000( BW <30 kg), £ PE 75 2 h, IfiL
B LA (40 ~60) mL/kg TH5, CRRT SR 5 45
“£ Gambro Prismaflex, JE %% 15 Fl 4 £ BN K IE AN69
(M60) , i 1% 2 i — bk LGB A i 1 =X, Va7
Ifa] AR 8 ~12 h,

1.4 GeilaeJre: WA SPSS 22.0 #7540 #r, ik
ST ETORILL & +5 FoR, 1] SR M AR A ¢
K s SRR 18 43 B OR , AT E AR B
Fisher BiPI#41:, LA P <0.05 22w A gt e 3L,

2 H#ER

2.1 ImRERB I = A 34 4 HUS L, &
T I TR R I 17 431 (50% ), 2 sl X i 8 5]
(23.5% ) s WIR/B T ILIR 16 4] (47% ) , T (545 25 18
#1(52.9% ) ; W& HE 3 {51 (8. 8% ) ,ilif& 2 B (5.8% ) o 1
BlE I BVERRIRR 1 BlS I AR, 9 Bil45 1 s T
5,6 Bla IE L, 3 il O F IR . 19 ] HUS 17
MR YT AR R AR L IR 1
&1 19 il HUS {TM &SRS L ER (X £5)

Habr IRYTHI NEvigE tfH P1H
ML & E (g/L) 68.21 +4.15 109.9+4.78  6.591  <0.001
M/MR( x109/L)  44.14 £12.98  368.3+41.58  7.442  <0.00l
JULAT ( nmol/L) 213+38.86  75.34+26.53  2.930  <0.001
SERIBAAG(IU/L) 2278 £816.8  347.8 +47.84  2.462  0.013
HMA C3 (/1) 0.87 £0.06 1.20 £0.08 3.213  0.025
LR 4RG (TU/L) 295.3+41.44  47.06+12.54  5.731  0.037
eI Z C(mg/L) 2.59£0.31 2.00.10 4.525  0.028
R (umol/L) 626.8 £64.28  253.6+18.03  5.502  0.039
IR B2 - OkE 0.49 £0.07 0.17 +0.01 4.334  0.015

2.2 MR FRENEER 6 Bl ILATAMA D] TR,
CFL Al C3¢ — Ab S7EIEFJEE M. 1 fi CFH A, 1
] CFH — Ab 5% ; ADAMTS13 {4 S HAW il PE BTk 2
BATE. W32,

*2 6% HUS £JLiMEE FRMLE R

i CFI(ng/mL)  C3c-Ab(ng/mL) CFH(ng/mL)  CFH-Ab  ADAMSTSI3 $iifl ik ADAMSTS13
P1 357.42 132.54 705.19 Bk [ 81.21%
P2 111.21 - 304.21 BH 544 74.51%
P3 157.56 - 279.25 FH 84 89.10%
P4 - - 184.25 R R 1 79.25%
P9 97.61 - 494.17 BH 54 93.7%
P10 219.1 - 323.57 1 R 1k 67.7%
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2.3 JERKIIZESR 7 B ILATIEAR I 4 B,
2 ) CFI %¢4%, 1 {i| 9 CFHRI/CFHR3 %878, 1 {4 Jy

AGXT 57,3 BTk, WA 3.

#x3 7HIHUS BILEERNLER

£k FEH R N VALY s AR 75 5K AL SRS
p- Q275 % ,309 (p. Gln2 .
P2 CFI chr4 ;11 0681486  ¢.823(exo n6)C >T [ES AD A TV I PR TR A AE
75Ter,309 ) (NM_0002 04)
chrl ;196 788974 — )
P3 CFHRI1 1068011 29 lossEXON:1 -6 12 156 bp(NM_00211 3) AL AD,AR Al LR I PR LE A E (SR
chrl ;196 744016 — )
P3 CFHR3 1067626 43 lossEXON:1 -6 18 628 bp(NM_02102 3) A H AD, AR IV MR B A E (5 IER)
7 3
chr2.241 808315 - c.33(exonl ) _ p. K12fs # 156 (p. Lys12{sTer156)
P5 AGXT {54 AR FR AR B 5
2418083 16 ¢.34(exo nl)insC (NM_00003 0)
p- G199S(p. Gly199Ser)
P5 AGXT  chi2:241 812466  ¢.595(exon5)G > A Lo AR TR B
(NM_00003 0)
p. D252N(p . Asp252As n) .
P21 CFI chrd:11 0681697  c.754(exo n5)G > A % AD Al MR 1 REGELEBAE

(NM_0002 04)
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BSR40 L PO R 0 M 2 A, /s
KA BERG I A PR 5 /NS b R A s v AR
B IV AT DL S R A TR . HLrR L AT D R S A
SR I , KL /N 00 R AR 28 0 2 52 4] T AL
/NI T AE PR T ARTE 15 2 481 ] DL B /N Bk A i BR
B AL 5 1 ) T DR 400 LA A T PAY 908 L ot A T 5 1
191 R A5 T P9 A L0 IR /IR TR R Y 4T 4 35
FOREDEE 3 AT 196G YURR 4 AT 1M BTAR 4 Bl 1gA
UURL3 B4 C3 UBL, 1 B4 Clq YO, FIb Al ALB 2
BAYE. Horp P2 LT B 7R 1gA B (7 Betk A4k
5/34 G AR 5/34) vk B NSRS  lee 23 TV
9 Er2E ML EL ST TO C1, PSR BR R 55
TRER 1B 9 R P B /NS — o) R 405 (7 0 A 2
B RIS BN R AR R PO K, I P ] DL R
ARG

2.5 TR A BIL A TR GYT (RIS
YR AR R L R BT, R R ) o — RYAYT (13
18] 255 3 50D 30 SRR 3 A s/ PR B R YT 5 14 Bl
HREUKIR I 55 Bl T B TR L1 A0 526 9] f JLIE A3 bl
R R i T (LR 1 Bl BREE 0 H IR B /NER ' R
25T R AR BT ) 5 1 1 25 7 S i S 0] (3R
Poef e ER 4R 1gA B IV 90) o I BB YT - 19
AT PE YAYT , Forh 8 {45 7 [l 14 25 1M, Jifi K Ji , i
1fi )L PE 64 CRRT 897 . #507:26 BRER G5 , B
DIREMRAE 5 1 i35t B8 B 400552 I8 Tt K i, 245 B )
REZEV; T3 A 4 BN 23 N R B8R 7 BOR A A 8l
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3 g

HUS #1589 s PR 2 50 A f30 I A7 4 9 I At 92 0L 1 /)
BB/ TR, R S T 25, AR R
HUS F1 TTP [W]J& A% S i 48 s, TTP 1) & s AL i o 1
TBPES RS ADAMTSI3 WEMREIL S ( <10% ) | T4
LABFFE HUS S5 % 86 5 PE 1E % (30% ~100% ) , —
F Al S5, HUS I R b 2 BLH A SR, 2592 Wi o IR
X, It % 6 B A BEA AT S IR TR A, JE R e S [
AU HL AT BB B T D THR ISR WAL T
I HE 3 3E R IR ESRD (A%

AR S5 R B R 19 ] HUS LTI LG y7
I B ML 5 A b, At 2L iR 15 S L LR s L PR
R I CUR B2 MOERE (A A FFERE THE . o
F2 @R HUS ol B R £ 258, FEE B M, O
R O MR 2 RS, R AMIFSE ) FW], aHUS
WS EMAB AL A B A H R A A H S PR
Ko Wi ELFE CFI.CFH 5 B 2 1 4% ; 5 4 46 CF-
HR1 -5, ¥ 5%MAR > C3b 256, FEEMAT Y R4
PSR FREAS AN 2, fMA TR 7 R A
WSR3 , ABEFE 6 il i ULAMA PR FAG I 45 AR
145 CFH #MA P T B, i CFH 2 15 55 % i 28 v
TR T, UM T, S REA S I A MA 55 %
WA T BITIERAG I, Herb 2 ) CFT 3R %848, 1 4
>k CFHRI/CFHR3 R %75 aHUS HF b w LI
L R = EA CFI %848 . CFHR1 54 . CFHR1/CF-
HR3 WA Bede \CFHRS 5878 %5 Mi4% . aHUS [ 7EL
W24 h T EAHEAT I B AT M AT T
ST AMATE S 3 R EOR R T, TR b 78 T A
R ER . AT 19 fl8 & 4T PE BT, 508
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T A RAFAE S0 T

IR U SR Cochat 25 BIF5E & 3L, PE X} T
B THREIR5 7 2 A0 3 B A B /K e AR R R e - 3K L
HER R AE B A CRRT A LIA 80 24 1F H A 5 35 L, O
FLBEO5 B Nk 208 i S 8, W BR AR gk 3
ARHIFFE H A I M o A B o v i [ v O
&4 B4 CRRT JGYT G, AT B = 1R

AT T — S8 55 U AR 2% 5 T REF5 4k
SRR HUS 8L, 1 LRV B R L A0 , 7B I
IR 1gA B, 25 T Ik JAR R A IR R e 1397, I
2 PAHR I PR TG ¥ 5% i, 3 PRI 2 7R Ry aHUS, HUS
B 1A BOTE [ P A L ARE , R AT BRI
527 CFH . CFHR3 il CFHRI 45 {k 5 IgA 1595 B 5 1%
W CFH KPR C3 (Ui B3 M oG, Hoh &
A IgAl G EW T 51 RGNk 5. o5 — 5
S A A —IDRAE” F I , B DR SR 45 SR i IR
RACH AT . WARHFE b 1 B3 A~ H KL,
i K2 Wk aHUS , 22 UM A6 TR T7 RO A, R
PR /R BERRER B , SE IR $E R AGXT JE AR | I & 1
R PRI 1 A B R B, BT LA T
Yz 2 B6 LK T IR R R I 6 G 0L TRYT 9
TEIF AR AR o O T R — S5 18 J AR It A1) Bl
TIRERFEE S H 1 HUS, JS R B 28 30 3 A6 156 45 3k PR JG JH
B AT B W R PR LS

25 LRV MR L5 ARG PRI 2, Wb 2045
B B RS DU 45 SR 255 4 B 5 X T O R Il
o I B ) R A I A I Y A U
IIRTT T ARAR BT AL
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