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PURIZ, BRERCIEA e X —2BET LN KN THD | WFIE=
LUV TORFEETUROBRENAETH D, A b BX—I%, EF ML
FRIMAE 2 E&IRA L, I6ME%Z 50%(K T~ &5 iz 1 Bethesda Unit (BU) &
EFT D W, BRME TP EFIDEL TS e X =0 aEhs 295, 1
BU/mL BAF ARl A > & B2 —IZHENRNELRGENH D, %hilkT 5 LD
IZ ADAMTSI3 A b B X =Wt Th->Th. HOHURBIEET D% KM TTP
ThHLARRERH D, ZOHAOBCHRIIEEPRTHY . BRI LY
fEEZ TR D2 &b,

ADAMTS13 JEMEHEIES LU HOHUE (f e X —) Fr&IE, 2018 4 4 A
J Y RBGEH & 22 o7z,




ATER

IV & RHE TTP

1) RS 5

1924 AE 2 K E D Moscheowitz? 12 LV ] D% RIME TTP & & 2 55 GEH
AR ST B SIRARBIO £ £ T, [AEROIEFIHRE D A 03\ V2, 1966
1T Amorosi & Ultmann® 2LV 205 OIEFEEICIE L TR DO HNAD 5
ODOFERPHE S, I SR LTINS LD ITRoTs, T D%, 51
5D T b M/ IR &R IPEE D 2 ik RNc BE Th 5 2 & 3R
INDHEIITRY, Zo2rE b LIZ2K L Tl of HEN RS
7= B, TP L0 9 9E4 1T, 1947 4EIC Singer B T L » TIRES L TW
2o

1991 4F(Z TTP IZH 3 2 MDA A/ RSN TH, T ORHATHONT
[IRAREETH o7z, 1980 FA 5 TTP BFH ML IZ UL-VWFM 2 FATET 5
Z &P ITP B OFIR TR B AR IE VWF AN EE A MR THh B Z L P
72 & VWF DIFIK~DRI G251 & TUN 2, 1996 4E(2 VWF BIITE% 3% (ADAMTS13)
DOIEPEREEAHENL S 10120 1998 4RI TTP B2V T ADAMTS13 JEMEA
FWA D EBRMEINIZ Y, Lo, JEOREBRME TIP L 2l STV aiE
Bl H T ADAMTS1S TEMEZ 2 L2 WG MEIEST B = L v 2729
ADAMTS13 {2 & 232 Wr & BRIRFT I L 22Wr & 5 2 DOZWHEEMENFET S
PREEME VN -, ADAMTS13 VEMEE TR DOFREEIZ DWW T bl b o 7228, Rkl
|Z ADAMTS13 T 10% A D7 % TP L 2WiT 5 2 S ICEEMN R a2 o
ANFELNOOH D,

2) %KM TP OERH
ADAMTS13 12583 % H CHUEIC & - T ADAMTS13 JEMEDSER L. 28 O
M I/ MR TR S D Z S K-> TRIET 5,

3) EY

TTP OFAEAAEEIT, ERPRFT R Tl L TV = R CIIgst »» B4R 100 77
ANE720 4~11 AN &G STV %02 ADAMTS13 {E MDY 10% A Tzl
LGB OBEIIARHTH S, 7272 L, ADAMTS13 {EM: 5% AT Tzl L7245
AITIE 100 HASHTZ0 1.74 NEWIHERH D 7, RIAEFHRIL, ADAMTS13
TEMEE P CR2 I U2 OSER) TlE Rl 36~51 5% T, ZMEDHERIT 65%
~100% T o 7= 928353 ADAMTS13 JEME 5% AT D H ARDRERFTIE 2, Hk
fifl 54 5% & OCEHN T, MEDHEERIL 55% & 0o 72,



ATER

4) W

JFUIRI AR B O I/ M D> & VR IAVER I & 3R 7285401 ADAMTS13 154 % Il E
L. 10%ARMICER L TWADAERIZ TTP L 29 %, Hi ADAMTS13 H CHifk
MEPETHIUZHRIE TTP E2Wrd 2%, IEHIEERER (e ey —) 23
HETH-> THHCHERBFET 2HAERDH Y, EEEZET H, EEERER L
RO IR W AT RIEFRME TTP WL, 2FMc ) T~ h—FT A/ L
DOHCRERBERSLT 7o ey U7 EORACESE LT ADAMTS13 H LA
PEAE S DGAITIIE R R ME TTP L322 5,

TTP % %¢  BR O i Ay 5 e D B %

O i/

M/RERAS 10 5/ ul ARWNERELE INDHMR, 1-3 B/ ul OREFINRZEL
AARNICEIT S TP OFEF Tl REIx 1 5/ ul THD ™,

© ¥ i i

A B A MRV MR L 0 B S D AR ILER OB AU ER I X 2 B T
Do ~NEZ B E UL, WA TIE 8-10 g/dlL DIEBIN SN E SNDH NP BAR
AN TEHSRAE 7.3 g/dL &0 0, AkRARMEROD HBL, Mige U e,
LDH, #RARMERD EFH, AT b7 a e DE R & OWRMET RS 520272 2
Lo IOEET — AARBREIETHWTT 5, MICHRMEROTEREERF 2372 <
AR 1 % LA L ORBRERMERSIFIES 5 Z & 2% TMA DFEARFTRLE ST
WA O IR ER I E BAL D REE T, TTP THRD W ENH AT D,
HEM LT TEWIT 220,

@ BHnekEE

JRIGIM-SCIRE A GO HRDBEED HONG, M7 LT F =N LRI DIE
BlE A ThD, 2L, M7 L7 F=2032 ng/dL K CThHDH I &N
%< O MKENT A VB L T D EEORAEBAREOEAIT HUS NEEbh b,

@ FEEN
37°C VL EOPEINS 39°C BOEEE TR D, 30%FEE 3915 72%2
DIEFICTRRD D L DOWENRH 5,

© BV AR PR

SR EEDO L OND Tz, L EORMEETE . Ao, Bkl
ALK DU BRRE PR 7 E DR TE 22 & ARk x ZER N HELT 555



ATER

END D, SEIROUE L HEE, SN BENT 5 72 E Db B ENRIE DN R
Thy . MIELHTEIPCERRET A2 L5200, HARADOKE TIE 79% DJE
B TERDHTNH D2 VS TIEL 50%FREE 2% DIEFNZ LERD I & O
HdH D,

5) ERIZM

ADAMTS13 V&M K 2 BRE 722 Wi R EDMER S e 2 L k. SRS S
ZEFARNEEZLNDLD, LLFD XL D eREWRERNREDN T D,
Fo, WA ITZOIFERICE Y I A L HICRY BURTIEER 21T L9
WZERIRZWr ExfIn T D & F 2 b s,

@O  #EFEE M PN %R [ JE e BE (disseminated intravascular coagulation:
DIC)

TTP SEFITIZ PT, APTT IZERH T, 747V 2 Ay, ToF o B ITET
L7anZ &34 <, FDP, D-dimer (FBEED LFHIZE EEDH T LRZV, DIC
oOmtlE, 747V /7 47V 7 EROEEIME THY . APTT & PT
WIER L, 747V 7 BRbT5,

@ Wi R FFIESEERE (hemolytic uremic syndrome: HUS)

0157 72 COEEFFEA KIGE (Shiga toxin producing £ coli: STEC)J&
Yu|z % STEC-HUS 1%, (HEES - B BEREEEMRE EIA) 2 L O KIBHE
DEEG-Z MR+ 5 7108t LPS(m R R0 IgM Bk & T2l 5,

STEC-HUS LIAADJEFIIX, FEILH (atypical) HUS (aHUS) &MRIIL TV, fix
WTCIX, aHUS 1E H R0k C3 Hg 70 E ORIRRER 1 2 A 2T &L
N2> THY 0 HEKEE T ARBIE TMA L IEEh T 5,

@ HELLP JEfERE

HELLP JEMERE & 1, SRR i BE SR> T, Wi (hemolysis) . it
iR D E5A-(elevated liver — enzymes). [M/MiJ#d (low platelets) &
W D LIEAREETH D, ZWL, Sibai HOBWELLE |2 L - TiThbils
D, 2D FEHETIE TTP & OERINKNETH D, ADAMTSIS FEMEER L TV
FUXTTP &2l 5,

@ Evans JEfERE

Evans JEMEAEIX B 60 28 M P 2 1 (2 4 58 P o /s B s ) P 5K B R
(idiopathic thrombocytopenic purpura: ITP) Z&Hf4 ARE T, HiEY —



ATER

LAGMETH D, T2 L, E#EY — A X2 Evans JEEREGFET D08, Z
D X D RIEB DO F 7> ADAMTS13 JEMEFW TTP 23 F LI Tn 5,

® M TMA
EHMET) T~ h—T A WEAER EORBFR, &R, RS
72 P OBAE, BB PITES T IMA ARIET D Z NS TV 5,
R ST TRV, IMENEEEENSE-2ERTHL EH
B TWD,

® Z Do TMA

MR BT, BRI TMA Td 5% ADAMTS13 FEMEAE L L T2
T™MA 2SMFET D, E7o, HIAY S IR ZFF5 2 L BLIANIE TTP L2l & T
WEB S & £ 5,

6) TR

BRME TTP TRERRRILI R S TV A IBEEITMIEA OB TH D ¥,
MEAZHE D BB DBNN TH% A2 BUL SE D & OWMENH D720 % K TTP
RS TGEAITIE, TE A RN A2 BRAT 5 Z E AN ETH D,
ADAMTS13 JEMEDFE B AVHIAT 2 £ TICHIR T A 2 BT 570, FOHE%E
ERTETICIRIRZRMT 20 EN S D, DL NICRERIGEE & HEEE (R
1) Z#idld 5,

=T

a) MAEZRHL (HELEEE 1 A)

HrEfEE A mAE (fresh frozen plasma: FFP) ZE#HK & L7-IMEEAH LA 1 H
1 [Bl&# A fif79 %, FFP O &%, BEIEER M E (LT R TR fT6E) o
I~1.5 52 AW TRET 5, AN CTH LB E LT, 1) ADAMTS13
DTS, 2) ADAMTS13 A > & B X —DFR%E, 3) ADAMTS13 CTYIWr T 7au UL-
VWEM D2, R ENTHREND P, TAT I TIE1) OMERGHTE 2
W2, EfRE LCTHEA L TR 5720, 7k, BREREEENYIZ FRP Bk
ITOND Z b5, FFP ZEHUR E U R HR & 2 LB 6T R)
BNEDZENRHESATNDE P

R M A (L) =K (kg) x70 (mL/kg) x(1-~~< k27 U » ~/100)



ATER

1 35 £

FFP  50~75nl./kg A iy LC, 1 H L EGEH, PAAAEE 1 o A& IRIEL L
T AN IE AL (15 3/ p LB E) LT 2 Btk E CHARITT 5.
VLR i S A2 4 O [R1 %703 0 3 [ TITHIBR S TW 723, 2018 24 A b b
RLOD EEHEAE 9 L [0 MR 0 [ $S M RE & 72 5 7,

b) AT uA NEE (HELRE1B)

AT aA ROV RAEE, A7 A4 RRENROWTIHEH ST 255,
EHLLMENLTWVANIEHALNCR> T ARNWY 2T a4 FFEEIZk - T,
H OPUROEAMGIN MG SN D, ok, mlind O RIE, BEERYE RS
R ETIHHEEBET D, o, RBEEHINTH 5032 < OIEHITHEH S
TWBIEKITHDHDT, HELEE 12 L1,

AT A RV ARE (PR o)

AF LT R=Y 1z 1,000mg

LA 1E K2 RefENT TR ERE., MRS IER% 257 5,

MY 3 BAREkRE, TORAT oA REEZEIKT 2, BET, MRS
ADAMTS13 M 72 E A BEITATH N, AT A ROBEEITHOWTIZHAM R E
LR ITEAE L7V, RS RUEIR OTEAESe TCU FHi BT, JHiE
TR T DI A F LT L R=>Y 1 500mg,” H. 250mg,” H. 125mg/H %
2HMTOEEG L, 2O%AT A RAMR 30mg/ HIZEE L, Tz S350
9%, 3HMAMEZET SICHRIZEIV B 28551, L K= 0.5-1
mg/kg/ HIZ L, Tia&EIlHET S,

2T aA FRENR (PRERE S

7L =Y 1mg/kg/H

P E, if/NRERSC ADAMTS13 frtt7e & & B B121T 5 A3, Img/ke/ H % 2 JH
HEFFL ., Z2D1% 0.5mg/kg/ H F TSI ET 5, FLBEOHREIX
2. 5-bmg/TFLEE % HZEIZ4T 5 23, M/ NS ADAMTS13 1 > & & B X — Jiffi %
SEIHET D,

c) Puf/HREE (HELZEE 2 B)
M/REE 5 5/ L LA EIZEE L2587 A UGN Thi s 560
HDHM, TTP OFFE TR D RIEH 50 Tidin,

P/ MRERRE  (PRBRE A1)



ATER

TAEY Y 81~100mg 1 H 1[E, #IAKR AT wmA FHILET

d) ZDODIERE
PRIMEREG MR B DR NEE TII~NE S r B 7.0 g/dlL Kiiiz BZIC
179 M350 DR EBNIEET LS. 0g/dL Rl Z H& L 452 (HEAEE 1 A),
7RE . /NI X BEER) 72 I A B 5 5 IITE IR & 72 D3 TS D
TRHROME X AR 2 B S LGN H L - vEkg B2 bns e
(HELERE 1 B),

Fo. TR TTP THEAMOGAIXRAE A Z R IE L, EEENH 5
Bl MR BOIRE LGS 5, IR TTP T% ADAMTSI3 {EMENE R L T
WD DT, RS & [RIERIC AR A FE a3 5,

B e, FH A

MAEAZ % 5 [BILL AT > CTHIM/IMELR2Y 5 5/ n L L EIZEIE LZaniga, b
L<IiX 15 5/ ul BLEICERE LT FREE M/ IMRES 5 5/ n L AR T L7
BAAIE, MAEA BTN A T VR o~ TR G2 ZET 5 MR 1B)Y, =
DA, MAEAHIZ L D ADAMTS13 OGS LT, ADAMTSI3 4 > b &
H—MNEHLTWAZ L (ADAMTS13 inhibitor boosting) N TAHZ L5 DT,
ADAMTSI3 JEtEE A v e B X — A EKET 5 2 LB E L9, ADAMTS13 1%
PEEA e EX—T TP E2Z2W L2205 1 » AR, (LR C 1 R
2 1 [EERTBE Tdh 5, ADAMTS13 inhibitor boosting DA, MM AEATH
DIHTIEHFRIENE NIRRT ENRZNTD, VYT~ TIREOHH
MRS HER SN D, B TP IZKT DY VX~ TOMENH LT D E
TOHMIZX 10 H~14 AR TH D DT, ZOMbIMIEZBRBNE 2GR B
D

a) VU v~7 (#L5EE1B)

U<, D202t TA5F ) 7 a—FAHEKTHY . KNDB Y 8
BRAZJ D92 & TADAMISI3 A > b B X2 —DREA 2T %, #EEH 2 thiic
IR RSN TV DK TH D =10 2020 45 2 HISIZiE RPE TTP (i ik
RInen, BURTEHEGH], FRELZHOIEHTL 2 2R HREIND,
SO IR E LT BRI E M T 5 25 ADAMTS13 {1 A3 16
L CWAIEF OFRFR TRHIC R LT, BFRRELAE & 2> TidZe W o THUR
TIEHEmAICERZ D22, 72781, ICIEEEN e EERIRETH D
BaEeE, Hx 0BFEOREIZL > THWT XX TH D,

Ao AT, MR E 2T oA REELFREHCY) VX~ T %




ATER

Bt 22 L THDH, FERELZMEITIOEIBESINTCND P, FEIE
I E MR T % 25 ADAMTS13 JEPEASFE L L TV D RERF] & 13 BRI K - T/
BN IER L 720 LDH 722 EORAEFT A ER & 720 . BERIER HIER L T
HIZHEED BT, ADAMTSI3 {EMENER L CTWABEDOZ L THL, ZD LD
RIEFNIFHEN SV EDRMESNTVLEN P, VYR <7 OHICEY
BEEMIZOND Z ERME SN TWVD 9,

VYR~ TRE

U ~~7 375 mg/m?

UVF I~ TREICEIVA L Ta—Va VT 7ay 88 MEKT,
HE, KERiERE) REOHEEREWEAPA LD Z L3HLH DT, Hi
B (e A2 IV TR RNT I 7x20) 0L 8RR 712 Thx
I GEEE FF D, FRCHREGRHIIEENSLETH D, MEERHR L O
M3 258 I3 MER R EmZ & G35,

LIERNZ 1 BEE, &5 41

U2~ 7SN T RO DS EEHE], HRFICAD L ERH D03, &
BN EDN R TE Dol Tldlev, Bkx B GHER S 203 EN B O
ZRd 5.

b) YruT A7y IR (HIEE2B) (kB ©
774 A7 7 I K 500mg/body
1 A 1[E, 2FETEE, @EIX 1 EOLES
BRI G B BEAH O RTREMES

o) By URAFr (HEEE 2 B) (fREREMS) Y
B 7 U AF Img/body, 1 H 1[EIP- < D EREE, @EI 1 [EOLEE
BRR e G- TR, BB O FREMED Y

d) 7 u AR (HESEE 2 B) (R fs)
vrmaARY L 4mg/kg 1A 2 BN CE B NARE G-
v ARY DM REZHER L, bT 7 100-200 ng/mL B & #EFFT 5,

e) TOMDIGHE (FrBRIE M)

IR Mgd . (HESEEE 2C) 0, S/ n 7 U o KEWRVE (HEREE 20) U0
HEARE, BREIO TTP I L TCEMS N TWE=N, VYR~ 2MER S



ATER

HZENEL Y, BURTIRERIRI N AN D7 o T 5,

C EMEH

FE L In o T2 h . AT A RIGHEIL, ADAMTSI3 IEMHER L OV v B B X —
DOfkiE % BN TE AT REMICH LT 5, BRI BEIZIGFEL
IRNDS . R DIERD & D O THRAREFEFEEE IFE W@ L, /MR e
ADAMTS13 #RAS72 E %179 Z E M FE L, M/ ENIEFAL L 7= E Y
IZBWTH ADAMTSIS IEMENERW L. A v E X —2RBD D HEERH D 17,
FAEHAIZ ADAMTS13 JEMERE L TV DAL v e B X — 528D H5A1E,
FRENEHN EBRES LTS TP

7) EIERESHA
FEEHR TSN TV D EIEEEEZE 3 1T 7, 8HHADHY H 1HHA
THHITPEIELL L L7220 | FEEERIC L D EREMOMRE D,

8) T

TTP 1%, IR OLETE 90% L FA T T 2/ CTHRARDEBTHH- 7=
BN MAERRE RN EA SN 80%RIKDEFRENELND LD IZo Tz
19,20,28,28.59) © ADAMTS13 fifME 10% ARG OIEFNC I T 5 FHINF & LT, miFr
LT F=vEfE, A e EX—2BU/ml BLERHEIN TS Y, B, &
PEHINZIRODME A X M KD ENRMEE D720, O heR= %R
BEILHZENMETHD P, o= B Efli CRMMEERBEDN D
BIFRIEITIEET B,

V S KM TTP (Upshaw—Schulman JEBERE. USS)

1) SR

1950 A0 & B A W BYE A & /OB & & 0F 9 2 IR B DO TFEIEN
HHI TV %) 1960 4E1Z Schulman & 1%, HrERHA & HIAER = f1/)s
WD % A3 2 8 F & Vol A& A L 72 28 AIES 0 R il 713> 80D FFP
W E T/ MR A BIRIC ek ET D Z & Th o7, 1978 4E1Z1% Upshaw™ A3 [
BRI B PE ML MR 2 77T 2 8 X Ze M C FFP il X » THIFIZIER 23k
BTHLERE LT, FO%., 20X EFORKNILT T ey
F MK FIZBEE S 54U Upshaw—Schulman JEBERE (USS) &g Sui=ny ¥,
T4 7R FARTORTRITZE OBRGE STz, L% USS D4 ITRCK T
FFEERW BN 220 [BEFEHREYE (chronic relapsing: CR)TTP® &9



ATER

FANESEHEIND L9 2hhoTom, ZOAFRL TTP BN RME &% RIED
TR TAEABERICL T LES T,

—J5. 1982 4E|Z Moake & 2% CR-TTP O EfEKIIZ 1% UL-VWFM 28 HHELT % &
VW) BRI R ATV, £77 1997 442 Furlan 513 %Y, CR-TTP 34 TiX VWF
% sE (VWWF-CP, 1% ¢ ADAMTS13) JEMENF L T\ D F 2w Lz, LovL
P CR-TTP B ITITERME S B RME TTP OGN EFENTWEHE, £
Furlan & @ VWF-CP {&VERIEE TIEBE ML OTEME S IEH & #iE S 472,2001
£ 7 HIZ Kinoshita 513 %V, K%Mﬁ*%ﬁﬁ? BEILIEEER, B
WBLITEME N YT 2 2 & &2 RV E L USS 1T i A EEinETthsd =
xR LTz, [AAE 10 A Levy B ¥, FIEME TTP OBE L FIEICE T 5
positional cloning T ADAMTSI3 B Z#RE LTz, ZDZ LIZXL->7T, USS
2N ADAMTS13 8151 BT L » TRIET A RME TTP & L Cifak S 4L, USS @
FERRIZERME TTP ERI—D b D L LTS ND Lo IZhe oz, Lig. AR
T2 FIEO ADAMTS 13 {EHED R ZIEENR Sn-2 b H o Y 250
USS BEDNRIL SN TV D

2) Y RMTTP OEF

ADANTS 13 B nFFH 12 1 0 ADAMTS13 {EMEDSEIR L. 28 O8N i & |2 ifi.
IIMRIMAESTER SN 5 BIGERE R TH 5, BEEUTE LRAKRLSMEEETH
éo

3) FEF
SERVE TTP DO IERERBEE IR TH 5, $RME TTP ITHART 72 0 A7

EEZLENTWAEN?  F—n v STOHEEHIAD 100 T AHTZY 0.5~4 A

EOWELHD Y, AARTOHRTIZ110 FAIZ T ANEDHRENRHY P, E

B 2019 4F R & CIZ HAREWN TIRIE SN2 RKME TTP 1L 67 fl TH 5D, FEm

REVEELRTH DO T, BLIIFEETHDHITT THL0, BENO 67 B TixH

P 28 5], Atk 39 B & RIS WEINN B D, T AUTAEIRRRIZ SR TTP &

W ENDIEFIN SN =D EEZ BN D,

Fo. FIEFBIC LY 2 oDEKZ A FITHETE S %),

FHRIEARY  SeRYE TTP OSSN Ze T 7L & U T AR WIS ASHG i, 2 4 22
kﬁécmmsﬁ%&é®£ﬁﬁff%ﬁﬁémﬂ£¢®z&m%
ICRHND Y, ORI/ MR 238D D8, 3 L b IR
$5 5/ u L RIEICERT 200 TIZEWSY 2%, ILELS
/NI O B A L S JRRYGUE RE L i MRS D 2 f D IR, Z D
2, LIFUIEITP L2 S 03 v, JERPETIP & E L <21




ATER

SHIIERNCIE, FFP O i Thh T b,

R AFEIERY < /N DARE I AT RO T 72 & DRI AE > T/ MR 23 HH B
L., eRPETIP E2Wr & s, 7272 L, AFIERIZIBW T H /0
RN I MR 358D B, ITP L2 SN TWDIER S 3 5,
O X DN RME TTP CIREMMEE M OFEE N | il 2 &
TWDHABEMEDR H B3, LHEOSEIXIEIRT 5 & 203 TTP fER N
LMD 7, el BIHEOHEITIT 63 THIDTTIP &7
Wran=BARANORELHD P,

4) W

/NI % FR 6D . ADAMTS13 JEMEDY 10% R IZIE T LTV DIERI T,
ADAMTS13 A > & B X —MREMEDEFIX S KM TTP BNEEbid, L, A v
b B X —EEOHIWNIIL T UL RS Tl <. BREFN 2 [FIBERIEME ORERSC
MELD ADAMTS13 FRAEL T KM & OERIN R RER G AN H D, MEZWNIZIL
ADANTS13 BB TFRMT BB T 5D, FeRVE TTP B OMEIT~T v 5K R
EWTHDHZ LM, ADANTSI3 JEMEIX 30~50%% R a8 E\ &9

BERT &AL LT, B OIBEICIG L7ewy TTP PALik CHAET 5 fifi
{REH#E TMA, HELLP SERREZR E3d 5, JoRME TTP Tik, 1T ADAMTS13 y& 44
MEW L CWD S, /Mg 72 EORER 2 FICRO 5D TliERnw & &
ik 5,

5)  ADAMTS13 3&15FHRAT

SeRME TTP OBARIE UL G R B MBS Thd D D3, ADANTS13 8151 F 5
IREEASERRE LEE~T e BEAREESRESNLTWD >0 ARENT
SERYE TTP & ADAMTS13 & nF-RAT CTHEE 2 W S 4v72 55 Bl Tl REHEAIR
FL 10 Bl L A ~T n AR 45 HTh o7,

6) VB

SERME TTP JEBI O HIZIL, FFP O & Wit 23 ke i I Z LB 2R SE B 0> 6 . 1Y
TR D AT FFP RS LB/ EF E TH V. A 27 FFP O 57 IKITIERNIZ
Ko TR, M/ MR DB IRIE M OFREE 72 & T, FFP D% 5 & & # 51
MERETLHIMLERD D,

FFP 8t (HELEEE 1 B)

FFP 5~10 mL/kg % 2~3 8 Z & \ZWiyEd 5, SEIRHBERCIX, F9° 10mL/kg
U L CHIR AR TS, ZORRIZIE, 7 LI X — RS YE R E O FE



ATER

TER % BAKBRIZ T 572, FFP 8k R —D ABR /N E D L O ICEET
Do

7) EIEESHE
FEEHER O STV AR TTP O EEE /S A3 4 [ZRT, 1BED
VB D T2 WBE DIAMI =R B DXt & 72 D,

8) T

e RVE TTP (@Y 2 W L, FFP IZ X DR 21T 212, THRITIE B AT
ThdrEEZLND, HKT%%éhkSWﬁ$’%tmﬁ8ﬁﬁiéMTV
%o DG 5 FNIMIEENTEAZL THY , BREREOCTE(EZ THT 52
EMTHROWECORND EEZDND, Fiz, fﬁfﬁzf ZHARENG D
AT 72N SERME TTP C FFP %512 K Y ADAMTS13 [RIFEHUIR 2N EAE STz
BEIZIZ FFP OB EL 72 5 AJREMENN & 2 D T, ADAMTS13 A > E B X —D
EH 2 BRENRLETH D,
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Age (years) 55.5 (40.25, 69) 6(4,17) 70.5 (62.25, 77) <0.001*
Sex (F/M) 85/53 15/28 41/45 0.005 T
Hb (g/dL) 7.55 (6.3, 9.0) 7.9 (6.0, 10.1) 9.7 (8.5, 11.8) <0.001*
WBC (X 103/uL) | 7.30(5.2,9.5) 8.85 (5.96, 12.09) 8.04 (4.53,12.42) 0.29*

PLT (X 104/uL) 0.9 (0.2, 1.4) 3.1(1.8, 4.6) 4.1(2.35,6.3) <0.001*
LDH (1U/L) 1036 (746, 1528) 2130 (1760, 3087) 506 (338, 1012) <0.001*
T-bil (mg/dL) 2.8(2.2,4.7) 2.5(1.9, 2.9) 1.6 (0.8, 3.5) <0.001*
sCr (mg/dL) 0.82(0.66, 1.14) 1.73(1.39, 2.42) 1.58(1.03, 3.0) <0.001*

HMedian (QFT 25%, 75%)

*: Kruskal-Wallis test
f: Fisher’ s exact test
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HL p C438F BBROBEE~T aES K ThHoTz, 2D HH p.AGIV BRI —nm v
NROZZRTRESNTWERERERTHY | T RREOERTHD, b DRR

IR A R 7 A > DUGTFESLORAL L 72D

A HFEBEB

11 & O i S A N7 - A = 7 A
(thrombotic thrombocytopenic purpura;
TTP) DOFRIEIX, 74+ VT T RET
(von Willebrand factor; VWF) ZFHLAY
(U9 B I~ 17 7 —18 ADAMTS13 O
TEMEF T 2 5, ADAMTS13 JEMEDHE K
1%, JERAY7: ADAMTS1S & fnf52E & 5\
3% RIIZA C 240 ADAMTSI3 H ik
(frebEH—) LTI D, FFiC
ADANTS13 BinFHEFIT X » THMEERBE
KTHRIET H TTP RN TTP H 5%
iE 5 B
UsS) &PES, Fx
IZ. SR TTP 834 O ADAMTS13 & 1nf-fiF
M. BARAN—RER D ADAMTSIS i&M: & &
{GFZRID55HT, ADAMTSIS fif& & v /8y

Upshaw—Schulman ( Upshaw-

Schulman syndrome;

BOREIR, ADAMTS13 531 O SLARKE AR AT
R EICEAEBW T EEED TE T,
AWFFEEZETIZ, e R TP BE DER
TRREAT A RBERIICAT VN BRI DR
BCHNE A 1 = A KB 5 AL % EFE
THZEEBLIT, TIPR2ELHEERTHD
m # M % /i % JSE ( thrombotic
T™MA) DZFET A FE
e dETICFE T2 220 LT05,
ADAMTS13 DFERTEMEDS 10% A0 TA >
B e ¥ —nffEchivd, X% TP @
AREMEAE B 2, BB T EZIT O, Tk
XTI FET, R TP eV AEERB IO
FI % x50 ADAMTS13 15+ D HE 5Lk 71|
AL JERME TTP RIEDJRIK & 72 5 1
I REEZ/BEL xR, —KIZ, B8
PEFR B DI D B O B AR T O Ffd

microangiopathy;




L, BB TO&Ts Y% PCR T
g U CHIRRLS A a5 k. T
DHLHEA VI RN = TIEI
FoTREIND, FTArbFET,
ADAMTS13 Eix - D=7 V) v OIMANZ
ATHEIEF LI PR 7T A4 ~—%H
W, RIK DNA D& Y 2 Z BRI
(ZHEE X, OIS AR ET D,
ZIVE TIZFR A2 DT T2 R TTP B
fEMT DY e, K 9 BIDOREFNT Z DIFIET
BE~TaBEEMED D WVITREHEAMED
FRERNRE ST, XAV 27 k-
V= v TIETIRRER R — D L,
HONE—DbRONbRWEGEE, X1
LR v—h oy PERDR LA
ET 5L LTRIE LY/ LJE & PCR
HEEITHo TS, ZOFET, TNET
12 3 B35 D ADAMTS13 iBfn 1 IZE I ZE A
725 RICE 2 FH LTz,

ARBFZETIX., F-I A/ AH S = kK
TTP SeWVEE 24 (2 FHR) DORKZER%
HOMNMZT 57D, BEBIOFED
ADAMTS13 & At 2 i L 72,

B. #FZEHE

BE B X OFEE H5 DV mERE 5y
ZWAE LIIRIECRZUTELY | fRAT 2 48
HFE THEMAE L7, DNA FARIC X
illustra blood genomicPrep Mini Spin
Kit (GE~VATT) ZfEH Lz, i
5O AR L LRIy Mo T,
HASIMLER (K9 200 u L) Z MR L7278 B Y
100 u L OAPREHE/K TREE L TR 300 1 L
DMK E R L, v=a 7 /VIZiE> Tl
L7z,

429 D=7 V% PCR CTHIE T 5 7=

WIZ, 24 XTDOT T4 ~—%EH\, &
VAT T A ~=—D 5 AT MI3F ElA
(TGTAAAACGACGGCCAGT) %, 7 > F kv
ZHFET T A4 ~—d 5 A2 MI3R ELA
(CAGGAAACAGCTATGACC) % . E i Z st
mLcEni, ik, bor—r»
VTS ENRIAT OO TH D,
T VT USMNI— 72 PCR G T
IR S D Z N TET, =7 V28
B LN 26-27 DHANE TIESEHRIZ DMSO 1
pL ZWLTz, =27 Y 71%GC D
B A MNIEFITE W=, GC-RICH PCR
System (@ v =) ZEAHL, PCRET
%, 1yl ZHWCT T u—ABEXIKET
N RZEfER Lo, RIT, PCR RSHRIC
FolFl 7 7 A4 ~v—DkREE RIS
dNTP O RiE{bZ B & LT, ExoSAP-IT
(T74 ARV ZRA) 1ul Z#IMZ, 37C
/30 43f#]. 80°C/15 pfIIS S HTz, ZD
9B 1p L 28RN LT, MI3F B L UMI3R
TIA =TT U AR EITo 1,
BigDye v3. 1 Cycle
Sequencing Kit (7774 K« A A
AT L) RIED 4 EARKZ N Thu
L/BOSTIT o 72 BUSHE T 1. CleanSEQ
HAH—IRx—ZFEREREEx » b (R
g e a—)L X —) THRILL . Genetic
Analyzer 3730x1 (77T A K« A4
AT LR) LT T — & 2157,

fENTY 7 N7 =7 Sequencher (¥—
a—FR) ZHWTERT— X 2841,
KIGEI (=7 Vv &2 ORIRK 20
) Ov 7y L ARSI E LT, =
7 ATEEN RO o T4 cDNA Fi
5] (GenBank: AB069698.2) LA LTT
BRSNS~ DRE I T, A

Terminator



Fa N ERN R oo 268, AT
A TICRT OB EERF Lz, 7
B, Z IV DR TCHART T T
B LB T T ARELH LD T, E
BRSRE Lc, ZENERME TTP DJR
K& LTBEAmThIE, Z g K2R
& LTHEE LTz, RMEDERETHNIT,
T2 BELAULTOER ORI D HEEE

DBz R L 72, HARAND ADAMTS13
BIRTICHFET D6 HMOI A A
p. T339R. p. Q448E. p.P475S. p.P618A,
p. S903L, p. G1I8IR ITJFRIKZE B 5 R L
776

(a3 ~ DB )
Kﬁwiljﬁ%%fﬁﬁﬁy&~£
mEBRSIER KT O M Z B2 T
%¥®% Ve ECEm L7z,
BEMEPOGITXERTOA 74— ALK

arvtvr hEA,

C. BFsufER

FRADBEL, FrARHICEHEDO =
DA M 2N HEIT S AL, G6PD KABSE 73 5
PILTWE, bR IR MR I & i)
D 3388 BTz, Sk CReEBlEE
Tholzd, A v 7z PGS T/
H350.3 75/ L ITFFR L. ADAMTS13 1&
L0%ARTH T o 7o, A% BIE K . H0 AR %
i, MAEOREF., ADAMTSI3 JEME <0. 5%,
frev ¥ —RBETH->Z, I
ADAMTS13 &HPE 29. 4%, A > b B4 —[2k
Tholz, KM TP O A[FEM: AR < HE
E SN2, ADAMTSI3 BEinfZ 4 A L
J b=ty T TTRRAT LT RS R
BE T ¢ 1093T>G  (p.W365G) 25 5 L

c. 1787C>T (p. A596V) ZEHENZN Zh~
TS TCRE Sz, FEHZ . 1093T>6
NA~TrESETRESINTEZD

c. 1787COT 3B % 6 < KHR T, BHEILMm
ERIZEDEE~T oAk EHE S
7oo €. 10936 TR EDERTH Y |
c. 17870T 1 g3 —u v ROF R TRIE S
TWERRERTH -T2,

FR B DBRE T 26 AT, R 308
DT EREERS T/ 2 e S i, K
FIRbesz s Tl MRE 1.1 5/ p L &b
LTHY, BT b o o7, BEE
42 L g2 X W OHELLP JEMERED e
7eh, ¥ A Tif/hkd 0.5 J7/ul, LDH
900IU/L L L7278, AT A KL
A LML T i, W EEIBTAR
%57, ADAMTS13 {&HM: 13%., 1 > b B

Z—[apTHR RN TP TS EShz, &
REXRIZEBIT DMER RN D &R TTP
DA EMENBMSEEINTLTD
ADATSI3 EInFa XA LI b —F
v VETTIRAT LToAE R, BT ¢ 97T200A
(p. F324L) &8 L c. 1313G>T (p. C438F)
ERNZEZNZEN~T o EEETRIE S
7o AUT €. 972C0A, BHZ c. 13136>T M3~
TaHEAMETCRE SN, B
ERIZEDEE~T AR EHE SN
oo WTNHRMEDERETH 72,

D. B

BAGVER DIREBOZW 2T 9 5 B,
FRZEREZRESTHZ LITE OO TEHE
Thsb, WK —7 o — O LI
VY, BETRNT O FIEIF AL LT &

THREINDN, FVEET, o, LR
P TTP O X ) ICHEEBEE B RE LT



WAHBA, KRELTEA LY b - v—
Uy ZIERa A MNEETENLTWS,
AW ClE. fix O TRICE D 2L
oAV R s =l TIEEITV,
TRMETIP BV EBE 24 2%5R) 1T, %
JEJRIR & & 2 55 ADAMTS1S & fn - HH
ZRE LTz, SRIEESNTZDIL, 4FD

SRR UARAERTHSTZ, WL,
ADAMTS13 OAROHRE, 3726 VWF 4l
WiGtEZ BIECTE R R IERTHD &
Ezbnbd, TNETOHANGEZD
LA b A VRS VA /A RS i) O NI 8
SN IR DERTH D FREMER E,

CNETITHENLIEREREZ T DD &
JeRMETIP BV BE 644 (BT ZR) D9
5604 (5B3FR) o, EHE~T aEsMt
(42 FHR) HHIVITFTHEAME (11 F3)
DIRRERZRE L2 i, AR
1% 66 FEHT, TONFRIL, I AE R 41
B (62.1%), 7L —AT 7 b 11 ¥
(16.7%). vt 8 f¥H (12.1%).
AT TA v 7 BE 4 FE (6.5%). 1
ERH 2 B (3.0%) Tholz, imCi
KENTWHWHORINEREZEZD D L
AT 170 fFH E Ir o T,

T L7 BT FRD 5 H 4 FRITIL, K
R OB FEFEDFELET D RN H
0. R REBEE LTS TS,
1= e N AV Al ¥
Wraflis L7eoT, %NS 2
EDMHIRF SN D,

E. &

JeRME TTP BeWEE 2 4 (3 55R) @
ADAMTS13 Bl F&EX ALV I k- —Fr
VU TIETRNT LT, T LD

B FEE S vz,
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aHUS 7" v — &g

SRMTIEE LR —

MAERE

RIS MM R FEESEWERE  (aHUS) 13, PRk 29 4RFE K U alUS IZAMFFEBED ¥ 7 7
=TIV . BHAREND aHUS JEF OEEZN) « & B « BRI 28 L
T, AWFFRIME O alUS BMH A RTA4 2B+ 52 L2 HINE L CHIZEEE &
Bias L7,

LIAT & 0 23 BIRST E R I 5% 70D aHUS g ok — M2 S N2 Hrs 27 A
WEFEZH S TEBY, ZOMEEN T 26 45 9 AIZHIURZEZEIEREE~5 ] Xk
2, aHUS FH &2 RS L TREN D allS oI s arLr—ia v, &\
MR, 1 CFH HUAids, B FHRESEIIATOND K olZo7, EHLIE
BFRAEDORE R, BARATE L RO HEETERITHCKZ Otk & D728 253
HHEEHIT, BTHR, EGTRICELTH, »HMOLEICE L ik BAMKFOH
R ERL Y L 7potz, FI-IFIEBNE O aHUS, HELLP JEMEREDIEGIL 6 FIER L., 6
BB CRIRRSER 1 OB R 3580 Hiv, kM TMA &5 2 55 I bk
BEEE T ORFENRSH D Z LRI, FESIZBIETREN aHlS DOFEAEIC
EDORREFEZ RIZT S BIRGEHEE TH 5, Sanger 158 5N WES VEIZ THf AR
RFIZEBENRONS o 72 allS FEFNIZIBUVT MLPA (Multiplex Ligation-—
dependent Probe Amplification) ZF i L7-& Z A, —#hZ CFH-CFHR D@l &85+
DR SN, THOIIRER EZ 2 Biv, 4% 0 alls OBENCI T 5 MLPA O
AR LT,

TR RERER A & L CORMARBRIZISUVNT CFH @ C RKEEBOZE R, Hi CFH HilkmE
i, CFH/CFHR OB s TRl G536 LU C3 DERDO—EHIZE W THEEDOEMNED b
ZERbinotz, MR alUS BEIR® LD T, Z ORI IREREREIIA 4K T
HY . FHERPD BEMEAERD T 4 — Ry 7 24700z, Atk REReidRE
MRAEDO R, BREEITHIICHIZY, KT — X ONEELB o7,

2013 £ L D IRIEIR L U TR S 4172 Ecul izumab OEHIRIEDHNME & a1 %2 fif
BT DO/ ERRA, ENEUTOT THIREFRERE R 2T Lz, 9l &k Em
HEfRH] - PR AL D R OEEE REBE LIZMB DT A R 74 VREIZAT
WG A ke 9~ 5.




A. HFEBE®
FE L PR 1 1 PR B O S 1 B
atypical hemolytic uremic syndrome) %
MRS R O BEIEMEIC K-> THI &
B2 S AU D IR K o RE (TMA;
thrombotic microangiopathy) TH VY . Ji®
Kl & U CHli iR BEELA 1 DIBARAY - 1% KA 5
WIZEVRIET D & Svd, K 60%DIE
B CHIARCA AN R 7 (H K-, T R+,
C3, MCP) Digfn1-5&% . HIK 11269 % B
CHUERDHFIERRE SN TWDEN, b
DT TR B IRVER HH) 40% 217
FELTEY, 25 DOMERIA alHUS 2207
EONERT L ENREMEE 2o
Tz,
FBEREICE L ToORBEE LT, Kes
T, EMTHE BICRBORBT, AR
MADBELVENRE NS b 59, R4
W D72 DO 7 N A A~ — T — M
=, BN HEE T 5 FN LN EFNEE
FToNnd, 2013 LI, L€/ 7 m—
F VPR (Eculizumab) OBIFZIZ LD | 1G
P BAR IR IR EGE LTV D 23, DB
b, IR EEDR R C e < BRRBUGICIE
RELBAETTND,
BAFFEPEL alUS Z2Wr D72 D DR RAY R
RARHIZAELE L TR0 AR KD alUs
BEIR—NEAT LM DM TH D,
IHETOaR— MERITH RO alls JiE
Bl R L TWE HRAMBO L VED
BT —F AT DB D o T,
AFFEOEBIE LT, BRATHE I N
aR— &b LT, TEE TR D B A
H® allS OB E Rz EL 2 &, £z
Z DT HOIRFE T ~OBE A D Z &
NETF LD,

(aHUS;

F o HUEITHE RGBS 1D AR RE R
L LTor Y URMEKE MR DT —
HARMT L, alUS S2WHC BT 28 AMEE I 5
MZTHELEBIT, FTLVWARZ X —RIZ
205 DA IEHERE A ORRBE ZED D Z
&

Eculizumab i 1% i A5 5 2 fihr 4
% Z & T, KR T Eculizumab 23 ¥ Ok
IR &, EORRIRE L6 LT
HNERGMNIT 5,

2016 41 A AR gy - B A NRR 2
A TR FE RS s i M IR 7 i A o B R2 T Sk VB
ERZE 2O b & T, TFEMBIES MR
SESEERE (aHUS) B2 T A K 2015 B AFK S
NI, ZOHRORERT — X OEM, /-
SEAMENZ ST D Consensus opinion DFE
KPFHKR X, TITIXA % alUS xR e L
TeRTHEEA O B TESNTND, 20D
R Z D RN AE D
CICARIRICBIT D alUS BT A RikET %
HIZ L35,

B. WFFAIE

P A

FORR P E MR IEEE B - P
WEHZ I CHRIRPT AL, BRAFT R, SEAIME
R Ze E A FLH T 2 B ZE & ZRXN %
YERL, 2 OERZ KMAT Kz o =
REWCEMN L, T—2 OE#EIT- 12, §
HR 717 7 A MW TITAaM O E
B TT — & DUNEE T & T IEF O B D fi At
L7,

aHUS B OBLR S HTICRI L T .=/ U X
~ 7 O OHEHZHOWT, BIRICBIT S
i rREOFRAMICESEH CRE%
117,



H EVE SR AT
1. 2FEARIMERYE M 7R ER

7= BRSTE R R Sl 5 CRISZ L 72 F
#Ex2 A (Yoshida Y, et al. Plos One
10, e0124655, 2015). b U RIMEK & A
HOMMEEEA, 37°CT 30 /S S

TR HERMER O AL 2 5 H Lz, 738,

AR TIT H K126 D BefLE T
7 a—FILHHR (clone: 072) Z Gtk =
fr— & LTHW, 20072 itk a B
NI RIN U 72 BRI L & 40 2 SE AR I Bk
DEMSE % 100% & EF L EBE OB ML %
ERANCEH LT,

2. PuH R-HULfEHT

Abnova £ CFH Ab ELISA kit (cat no.
KA1477) 2 FIWTHIE LTz, HURBGIEDH]
EIT kit D7 m b aLrEBEIC EE AR
RIZF T 2 I+ 3SD & 0 s il & Bk
EflTE LT,

3. TR AT RERR A OB 8

AR B2 L2 38 1 D Al AR D 1 AL %
ET DU, v URMERICED D %
TERIRAR 2 IR L, & DR [ O ARSI
ZHE LT,

B AT

HRAFZESE Td 2 ESLIEBR FRIM T IE &
A —WFZERT (WHEEEE = HEET) 12
BT, allUS FIE (RIS 5 6 (K- (a7,
CFI, MCP, C3, CFB, THBD, DGKE)D=xZJ
Y RNk A Sanger VETHENTT 50y, B
KET ) LEFEYE X —8 50 Gene
Nex {ZC Whole Exome Sequencing (WES)
BIZ TR Y VBT LT,

MLPA |% MRC-Holland f-#li @ Salsa
MLPA® kit Z FHUNT PCR Z T 7=l 7 5
T A NENT AT o T2,

Eculizumab i iR1% s A AT

Eculizumab Hifli R A DR R 2 HW
DX REEDY 5o, 1RFIR. THREE TN
WNZFRNT L=, 13 D= i R 2 2R skic
HL7, (k2. 3)

C. MR
B HE RIS R
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wiEIniemnot,
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27 Bl 8 51 (29. 6%) THiAT =41, aHUS T
1% 11 B (61. 1%) THERT-ZERMNFEE I
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EVERENI S LR > TN 5D,

D. BE

aHUS = AR — | AHUZI 1T 5 aHUS B
DEFELZ LY EfRICHEETES LI
72 o577, F77 CFR2-CFR1 A 7'V v Filtfx
TR EFTEREROFE I DB - T
WD, TNHOT —ZIL, B2 aTA

NERRIC AT CIERICEE 2R & 72 D
LEZBND, BMAEOHEICE L TiL, i
REROFRAMERH LR 20H D 2
END, LV IEMERZMIC SR N D Z LR
s,

MR %A A2 X— A & L7 Eculizumab
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IZH7e b3, EEADMEFIREVWEE X
HIVTEA Z DOHiE TR A B W T
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	11　丸山彰一先生
	12　香美祥二先生
	13　特発性血栓症グループ総括（森下英理子先生）
	14　森下英理子先生
	15-1　津田博子先生
	15-2 別紙3図1
	16-1　小林隆夫先生
	16-2  一次調査票 回答用紙 No.1
	16-3   一次調査票  回答用紙 No.2
	16-4   二次調査票（個票調査_回答用紙 No.3)
	17　大賀正一先生
	18　松下正先生
	19　(2019)研究成果の刊行に関する一覧表



