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*1 BEHER
NITSARTM(n=14) FNITSSAITW (n=16) P value
ZA0-7v7R8(8) 55.0 (49.3-72.8) 44 (23.3-61.3) 0.197
FiB(m) 71 (62.8-80.0) 66.5 (52.0-84.3) 0.983
7, n/n total (%) 6/14 (42.9%) 9/16 (56.3%) 0.715
PHEBE, n/n total (%) 13/14(92.9%) 15/16 (93.8%) 1
PIRTFATI0OE >, g/dL 8.1(7.5-9.1) 7.9(6.7-10.0) 0.901
BB OISR, x10%/L 11 (8-12) 11 (7-13) 0.754
#FISILOH, TU/L 1086 (931-1282) 1038 (857-1272) 0.854
IREBMAILFF =, mg/dL 1.01 (0.68-1.51) 1.15(0.82-1.39) 0.739
FFIT-BIl, mg/dL 3.9 (2.6-4.8) 3.1(2.5-4.2) 0.394
TIREIAEMEER, n/n total (%) 11/14(78.6%) 9/16 (56.3%) 0.26
YIFFFADAMTS137EtE <0.5%DFE n/n total (%) 14/14 (100%) 16/16 (100%) -
IREIADAMTS13 Bl (%) <1.5(<1.5-6.2) <1.5(<1.5-3.7) 0.077
FIRESADAMTS134 > 29—, BU/mL 8.0 (4.6-12.7) 3.3(1.2-6.4) 0.058
VRIFIMADAMTS13 1oGHEE, U/mL 100.7 (59.6-215.9) 65.1 (24.6-76.0) 0.43
F®2 AMAEOLE
HISZATIM (n=14) FHITSZZATIW (n=16) P value
M BHETEIS, nfn total (%) 14,14 {100%) 16/16 {100%) -
mEEEE A, 8 (7-8.8) 15 (B-20) 0.025
miFERTE (8) 8 (7-16.5) 22 (9-27.3) 0.049
AF0-1 FiEm®, n/n total (%) 14/14 (100%) 16/16 {100%) =
U THRSEERS, n/n total (%) 11/14 (7B.6%) 13/16 (B1.4%) 1
WL TYERS S (8) 12 (4.5-15.5) 10 (7-13) 0.954
HISAF TS (8) 49 (39.5-59.5) -

ADAMTSTIETE (%)

ADAMTS 1 RS (%)

"
-

E v :

E m i
i = §
- L™
E #
i ER
iy 2

[} : - . &
Buboro TRE 7 14 B o
Al artng TPE i)
HADAMTE13- A EES—
¥

. iy v =l mdunaTE T

:E H ey rpiee wue graay f

- . 3
1 i
B I
g, -
g . 3

3 1 o i " L L] ;

Bedore TPE 7 o k3] a

Adter starting TPE i)

E1

SRR G

Cobmiinaes grem

Al earting TR i)

fAADAMTS13 IgGiisiu/mL)

B

-

apm vk e

|

-51-

i

m

Al fait g TPE {dasi]

NI T2 A2 JEREE S IHMEHEMADAMTS 1 3G S il




aHUS DU, BEPIRHIEZ BRI & LM OB sEpT 58

WHFE R - UL — Al RRFPRFEE SRR g A
WHIET A0 IR 44ty B OR S I A I s e R ik P A

MAEEE

allUS [T RUHIZ TMA Z385E L, /MR, BilEE I, AKT 2 & elifiarias 2 29
DEMIZI DD HEEREB TH D, MEMENETMA & TN K 91T, flifkoi
FIEMHELDREEOARE TH Y | FARTEE(LZIHIT 550 C5 PRSI TH D
L. EFEPBEIICEEEL TS, —F CHEZENCE DN AM A ~—h =07, A
PRI L TR HIEOBRE P EN TN D Z ERHETH 5,

BEME— & b 3 2 DAIARSRERIE R & LC, b Y URMERAMRBR A E T 55, A
PR CIE, alUS &[EFAAEMIIE & MATHT 2 T, allUs OEERG, BEFHERE, v
TR MERAIMGER DA AMEZ T 5 & & Hic, IWiMaRER o KA - 7287 Ak ek
RERE ORI A BE
Fio. FHIRWAERINZENHED Z L b H 0 RN ZZIRELEZ BN TV D EER D 5,
2015 FEITHERL L7z aHUS 29 A RLABE B2 BT U ANREHEL TETH Y, K
WFZEEED & L WFTERE S A HERL L, 6 H 1T allUS 2R A A K 2023 Z %1, alUS DOZWT,
TR DRI 5 LT,

A. BB OISR ITEBEZRINT S Z &IC L
FHE LRIV GE M PR FRAESEERE (atypical STRINDN, TibHIiE alHlS DOIEHE
hemolytic uremic syndrome: aHUS) I%. DARETH D, BIERFOHKRRDIEMEAL
RS 2 BB 0 B ZiE R b 3 5] & i Ze Ml 9 2 J71E TIE R,
2 AR PR N LA R EE (TMA) CTd 5, BTE A bR S L2 AR RE I A 1
1 Ch HFUAEEN B ST D, alHUs O b URIMERE MR CTh D, RIS
TR BRI TR CEGE LT D, R0 ERRICEBW TR S, EOEATHK
BRI AT LD ED%OBEE L& ¥ alUS IRV TRAED G| Z N
U 7ol 2 BT & 5 Lo 7o Mz, 2020 4F 4 A1Z allUS FH /040l
HNDH—I T, BInFHIRAEITR R L BRAICBE SNDITHEN, KEL4AH
52 DI ZZ L, REICHEEZWIC FEERIPIT G EMED I 44l IR T allUS &2
BLHIENRL IR EORE M8 EFRAEMRICEE DS & | JEBIMR 21T T
FBEALNTND, BRICHAER R E 7 4 — F Ny 7 LTE
allUS D2 IE, ARSI K1 D (s TW5, iR OZWr~D %5, R
ot & Lt CRH HUARIE . F 7-fho> TVA ), BTNy 7 7T 0 K OBSE,
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FOZWORELZ HITF 5700 T RIZ
B L CREEEATT O,

F7o, Y URMEKEE M AERIC &, CFH
DORERETERAL D aHUS LIAMZ IV THEH
KPENZ & BV URIMERE WD ALK
MEHE WD Z & IEINE N REE
ThHHI LWV ST RENET NS,
DX D IRREM D T2, IR
RER A Z BT T 5,

PLOSPUREENHEHTE D L 51Tk b,

1B TEE, IRRAENE DY | fhx e
BT UANERBEINTE TS, 2015 4F
(ZRAT STz allUS 2T A K&4 (A 8
FERVICHET DICE ST,
B. BFEEFHE
b VR M ER A I EER ([ BT 0-72
PURICTCFH ZfHE L, BitE= > b e —
Ve LAY OFiECizZ, =7 Y X
~ 7% in vitro TEHS®., =
fe— L& LIeBiEE 2 ENOR
RIS L TATV 2~ R 2 3 A
T2,
Fob Y VRMEKORD VI, MENE
HIFAR X Z VT C3b X2 C5b-9 & o 72
HifR s T DkAE % FOM 1BV TRE
il 7=,

A FSETICE LTk, AAV/RNERE
2. BAREEY <, AARMKRYS. BA
MRF2 AABIHPRORTFRRVE
Ba@&EI L, 2020 4 X 0 &5 11 ok
RISk & To72,CQ  TaHUS (ZxF L$T C5
PUASRIIHER S NS ) 1220 T, =B
T RS E | MR SCAER LT, W
A NIFBhEFPRELEZBE L TIAL N7
v 7 aXy NERDI,

C. HroesER
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2020 - LV 53 fiEB] A aHUS & 2HrL .,
WA 24T - T2 IEBNC FRIUIE, 57% THlifd
BB LR T ORBANY 7T MEmL
72, TEMARERIIARIIES 3 Hil & 5T 9 B
Tk, CFH XY 7 2 B 6/7(86%) Tk
P, —HTHRANIZWESDbND O3
PNYT 2 RTIE1/11 (9%) T LB AT
WE/"/D T ERHRR)N- T,

FORMRAIERRR CIE, S 2R - &8
HEFMFIZEZHZE 3 BELEEN
72N ¥ (3 A BEHIIZH BT 2 i N
PR 2 BISL L AT — 2 ZEFET T
H5b,

2023 4 6 AT alUS 2T A K& E
L7z, fRAENE TMA EFHEERLI-Z &
ZOMD TMA D17 Y —DHFE, iR,
ELE, B L W\ o7 allUS &R
#E LU ZRPE TMA O A BN, 22~
o —F ¢ — kDO, 0Q [aHUS (2% LT
C5 PLARSKITHELE S U D 7y ) DFERE ., FL C5
AR G- F OER, PO ONE
ZRTITRE D IAATS,

D. E£

b VIR ERIAMGERIL, LT allUs
DRENE L IRV RFREIZ/HA LT
%, CFH OFSRER TR LT, 13IEM
FITHRHT 5 Z LMk, cr s EiE
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M /N IBRAD ESR PR O A

e - w)lgke HEERRKRY  mignE

MAEEE

7’*7
—o

AR MRS PSRBT (TTP) DR Z ST TV D BF T, FFEERE (FBE
HER) SZAREREDND 361 44 (FN 3AREE) LRI L7o, AR, FIEFEIIECKICT
VN, IR ME TTP O] & WRE ORI TSR T 2 PUREIE Y % o< 7 Ok
KIZOWT, HARMMKF2%H U CTRAEGEE I HEICIERICET 2 BEEL N L

A. BFEER

/0B CE O E R T H 5 imietE
(/NI PESEBESR  (TTP) DA
21T,

B. WFFEEGIE

FeE R (FRE W) Zfaf e
BOFA, FERE N ZE ORI
VBT — X OREE, EREERIZSML
TRCK DR A ZAT 9,

C. BFsEHER

G 3 FEED TTP B3 DY EIERE %
BRI 1L 361 & Th - 7=, Bk
TREENDHEET D & ENEEEITH
400~500 44 & S35, TTP & B & 7
R ORI TR T D Y X ~T
DL RIZDONT, HARMAPR 72 % 18
UCIEATEE ARSI - IG5
AR EKE AT o T,

D. B

=N D B3 BUTRICK O B 21T &
EROND, KL, FERE A G
W W EFREEIT I,

v 2SA
E. #5m
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S RME TTP B3 D ADAMTS13 BIG TFEHT

Wrgemy g - NRNET  ESLIRERAVRIIIEE o X — 0 TR

MAEEE

ARV M R 28589 (thrombotic thrombocytopenic purpura; TTP) 1. von
Willebrand [ GIMTRESE ADAMTSI3 S VEZE I CRAET 2 MIRHRB TH D,
ADAMTS13 VEPEA F IR S D JRK D—-> & LT ADANTSI3 BIZ T RFENRH Y | ZIULE
KMETIP 2 67259, ABFZETI. BARIZEIT 25K TTP 835 0 ADAMTS13 i# 151
FRAT & 9200 L. FHE A 0 = X WO L L B2, TTP & & TR BEEChb 5 M)
M 5E (thrombotic microangiopathy; TMA) DF2E N A NERG - EICEHHT5HZ &
FHBET D, SFEIR. WEEEICH &kt o2 RIETTP W BEZ x5 & L
TePREA VI Nor—T v Tt & R EE iR e Licn o 7 ) — Ry—
oy v JIEOMESLE BEE Lic, JeRME TIP BV 14 OFHT Tl p. C908Y &
p.C1130S DA ~T B EAENER THD 2 EBbinotz, rr /Y —Ry—ry
U TETONWTIIEA D LREEA LT 07T Labis Lz, €O T, KiF
PEBEDH B 14 ORIEFIKD p. L274P & de novo O p. C1039Y 12 L B A ~T vl
EMHTHDLZ EDHA LT,

A. BB Schulman JE{ERE (Upshaw—Schulman syn-—

EHMEOEEREERTH 5 ek i drome; USS) LRSS, Fo& 1d, Jo KM TTP
/RIS PESEBE  (thrombotic throm- SEVVERE D ADAMTS13 &fnTfEtr. AA
bocytopenic purpura; TTP. 5 HEHH 64) AN—fREED ADAMTS13 &1 & Ein+ 2%
%, 1k & > 727 % von Willebrand B D53 HT  ADAMTS 13 #5642 > 73 7 "B O
F (von Willebrand factor; VWF) % 4f 2 . ADAMTS13 45+ D NLARRE S fRNT 702 ElT
BEWicyl+smigre sy —+¢ HRZBWTHEZ2 D T -, A
ADAMTS13 DEMEZEIRDN IR THRIET Do AT, SR TTP SV E OB Is T
ADAMTS13 {EME D K%, L RIVITIT PR 2 REEAOIZAT VO B 7 B DR
ADAMTS13 J&fnFHH T, % KMIZIEH RFIERBICET 2 MAZERET S 2
ADAMTS13 H CHUA (f e B X —) DY LBz, TP 2 B LREHTH 5 e
BLCHE Z %, ADAMTS 13 #fn TR F 2 &L - PER/NILEE  (thrombotic microangi-
TEMEEE (HHERER) R THRIET S opathy; TMA) DBIENT A RIERK - SEIC
TTP % %¢ K TTP & % W i% Upshaw- FHETHZEEENE LTS,

ADAMTS13 DFESETEMED 10% A T
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e ey =B ThHIUE, SR TTP
DOAREMER F & B 2| BB TN 21T
9o FxITINFE T, FERMETIP BeWE
FH L OGN % %512 ADANTS13 &1
DIFIERELF 2 G~ Je RNE TTP FEIE D i
K& BInTREZFEL TE R, —
I EBRER RSO D BE OER
T OEHEBINZ, EEE T O/ Y
Y% PCR THYME L CHERALSI 2 fiF e 3
LI TR BPRAA VT hv—7r
YU TIEIL Ko TTREES D, Frx D
F 9 ADAMTS13 B - DE= 7 V> Do
MNZHEEGT D K oREF LIz PCR 7T A1
~—Z AT, BRIKDNA D& r Vv
Z IR IR S, £ O ERS 2k
ET 5D, ZAIVE TIZHE A P T TR NE
TTP BN OH G, K9 FIDRERNIL Z
DOFETEE~T B EAES DV LR
FEAMEDORK AN T > FRFEE S
7o PCREA VT N —b v LT
JRIRANRY 7o R —2 Lo, HDWNE—
DHRDOMLRNGS PCR A A L7 K
V=l PO R EMET D
EE LT LY AFER PCR E%
{ToCT&, ZOHET, ZThETICS
B3 D ADAMTS13 BARFIZZ N E 7R
HREEFEZRH L, LorL, T
HABET LIVIZREANY 7o RS
DMHIRNWERDFE S TRV | fifT ik
DS B LBRNMEIRITH D,
LARPEX, Friolc AR E e K
TTP B WVEE 1 A DJRKANY 7 F &
LT HTHIC, BEBLOHEED

ADAMTS13 3& {1 HT 2 F2hti L 7=, S BT,

TIVETIZ PCR XA VT ho—Froyv
VB LIONS ) AER PCR IETHT
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LAVDRIRANY 7 > k% [FETE 20
STERIFRD A FRITHH L, w7 U —
Ry =0 oo v TEIS X 2 b % fikfe
L. flix OUGER TRA NI X THITIED
stz BfE L7z,
B. Mt&EF5E

BEB X OFERN 5572 Bk
Oy % HOREIRRE T T HRY | fRATBRAAR £ T
WS L7z, DNA FH8Z1T illustra
blood genomicPrep Mini Spin Kit
(Cytiva) ZfEH L7z, 229 o=
Y % PCR THET 572012, 24 X7
DT ITA~—"HW\W=, HLD—F v
2 T RS E NEFRANCAT O To iz, kv
2707 F A ~—D 5 {AlIZ ML3F Bidl % .
TrFRAFHTTA~—0 5l
MI3R B 2L CRBWz, =7 Vo 7
PISME— 72 PCR 4l TR S I HabE
SHHZENTEDH, =7V 8BID
26-27 OYHIE TIXSULHKIZ DMSO A HAN
L7ze 7 V2 71 GCHEDEIE MBI
WAZ @ =, GC-RICH PCR System (m
via) ML, T —A5VE
KUKENT PCR FEMI Doy T B AR LT,
ExoSAP-IT (Thermo Fisher Scientific)
T PCR URNRIZFER T2 T A ~— D&
£ L RUG ANTP ORIELET > T2 1%
MISF BLOMIR 7T A ~—T—F v
ARSZAT 2T RS T %, CleanSEQ
(R 7~y a—Lx—) TR,
Genetic Analyzer 3500x1 (7 75 A K-
NAF VAT LX) LT T — 4
s N

fEMNT Y 7 b 7 =7 Sequencher (—
a—R) ZHWTEET X 2851,
SFRBEE (Fmr VLT ORI 20



B v 7y L ARSI E g Lz,
T AR T RN RO T2
A, cDNA Fi2%!] (GenBank: AB069698. 2)

EMALTT X BESI~D B L
BTz, Y T N ERME TTP D
K& LU TREECTHIUL, FERAY 7 b
& LTHEE LTz, REETHILUL, 7
J LV TOEAC DRI D D RE ~
DEEAANE L T2, HARAND ADAMTS13
BIGFICHEET 6 DI A A%
A (p. T339R. p. Q448E. p. PA75S, p. P618A,
p. S903L, p. G1181R) (FJFK /XY 7 > h»»
SRS LT,

— 5. ZNETIZTPREA LY Fi—
FUv IIEB X OV AER PCR L
Tl 7 LAVDORRKRANY T v &FET
ol 4 FROFRANY T b
PRRT 572, GridION (7 R7 -« 57
Juao—X)iIckbra ) —Ro—4
YU TN DT, T RTICL D
SEAT CIE. FEA) DNA DO jUsIC o —4r o
VIRTETE—AINT HRT v
IZBWT, 2 E TORFT PCR EMIC
BAriF4 5 ligation ENE L TV AH &
MR Loz, SRlbENERA L,
Bonkr—4%iFk, va—hr)—Ri—
vy s IR & e W ERREOD N
T A TRE (72— 7)) BNAlHE
2B L) FaDY 7 N T B
L7273 Bt L7z,

(fim B~ D ELE)

AW FEILE NG SRR A sE o 2 —
BLORBRRSVIERRFOMBEZES
CHFSEEHE OKGR A Z T 7o BT L
TW5,

C. HroesER
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WRZEF L, BRRTEIRS> ADAMTS13 ¥
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