TTP v A K (550

TERR  JEAETER AR B & BB IR B BORMFE 26
I YRR S E SR S B D WP SRR (AERESEE AP i)

AP MRS PESRBESS  (thrombotic thrombocytopenic purpura : TTP)IX, B&IZIG
WAEVELTHESEER CTH 5, JREARHO MM & i rEa i 2 8 =55 12K
RIBZ 8D Z ENHETH D, FRTHROZMIAERETIX, ADAMTS13 1EMEA 10% A D
JEBIOIH%E TTP & L1z, £7-. ADAMTS13 {EMH:OFERIVHB 3 2% £ TIZBUR TI3sR %
FT 5720, WIRICE > TUEZ DR AR TIIERZ BT 20N H 5,

TTP (235K (Upshaw-Schulman JEfERE - USS) &, % RMENFET D, FERMET
ADAMTS13 #f5 - BFIC L b . $hRMX ADAMTS13 I3 2 Hehiik (frees—)
MEAIND Z LIZEVIRIET D, ADAMTS13 MDY 10% AR T LTV S EFITA
YEES—PEETIUITHRRETH 5, LS OIERNT USS 2350523, #RRFH) 72 [F
FESBIETE DRSS O CH KM L OB ARG AN H V. K& Le2 i
ADAMTS13 B T BN MLETH 5,

KITA RTA TIFBERELZ P OICEE L, RBIERELZHIIER & LTRET L, %
RYEITRENZHOWTEEHE L TRV | /NRICKT 2 FAI DO H ik - &I DIRnicoiE
Ba%d %5, ADAMTS13 {EFEFHZERME] (10%2L ) OIGHRICOWTIE, AT A FTiddfb
7200,

1. BRMETTP
1) 2k
JE RSB O i MR & MR A2 RO 7356 R RMETTP 2565 Z L WEETH 5,
TELET, RMNCIBREZRWGT 5 2 EBRETH D, ERE L OO HEH: 7 — L
ZARBEVEZ MR L, RO RN BB D, o, BMEMITITOmE A~ k
WX DTN E /D720, baR=r 2RI 5,
A HIHER
a) MIERH (1 A)
LR AE MYE (fresh frozen plasma: FFP) A &E#ifk & L7-1EAcHiA 1 H 1 [ah#EH
§E1T3 %, FFP O, BERMBRMEED 1~1.5 % (—RICMHERMEET 50mL/kg
LEND) EHWTRET 5, MBEREAEH CHLHEMmE LT, 1) ADAMTS13
DOffiFE, 2) ADAMTS13 « > & X —0DfRZE, 3) ADAMTS13 TUIKC& 72
=571 von Willebrand [K 7 EEKORE R ENRTHREIND, TNLT I TIEL)
DONERHFTE oo, EHEE U THER L TIWiT v, 7ok, BRaEEmnic
FFP WEDMTHOND Z LR’ 20, FFP Z EHR & Lo IR L b~ 2% LB & H



b)

c)

d)

WZENRNE D Z LB HES LTV D,

I EAZHa

FFP 50~75mL/kg % {&#ijk L LC, 1 H 1[BE#HE{T9 5,

BAELEL LTE, EETA R4 CitdlicnTnd Lo, /MRS ER{E (156 7/
MLHL)LT\ZH%iTLHHﬁ?é;kfﬁéﬂ\HKIWTi%&@%(l
WHENZ 38, 3 » AET) OMENSEBRIIINEETH D, T, Uy 5 B,
B HREATRIC R FCHEAT L. /i & ADAMTS13 S50 4 R0 S, IAEss#a
PESS/ i tl| I A

27 a4 FEE (1B)

AT A RV ARE, AT A4 RRENROWTRBEH I TWDLIR, EH00
BN TVD BB NITR 5 TWRND, BIEFIZ AT B A RV ZADNERE DA
WZdd, AT uA FEREIZL-T, HOPUROEAMBIZHGTE 2, b, milmHE
ROMEIRIF, HIERYERE 7o ECIIMEEBE T 5, £, RERERANCTH 23—k
FINCHER STV AERITHHDOT, #EE1I1ILT,

AT aA RV REE (RERE A6
5%7 RUlk F3AmAEK 500mL
AFALT L R=y o 1,000mg
1H 1B K2 R CRIEFRE 493 A ikl
TDHAT A NEEZHHT 5

2T A FRENAR (CREE S
7L R=vur 1meg/kg/H
Bl BEKREGOK g DS L F=Yrr60mg. 12 HEHNR
q] 6 BE, B 488, Y 248E

P/ (2 B)
MRS 5 5/ u LA EICEE LIZREIC T AU U ERERTONAEERH A0,
ﬂP@ﬁ%Kﬂ?é%%i%%ﬁfiﬁwo

Prafn /NS (PRRRE A A4
TAEY Y 81~100mg 1 H 1A, §iNR AT waA FHIEET

Z DL DOIETE



FROLEREG M 1T OIR B D 22 WS TIEA~E 2 1 B A 7.0 g/dL R & B 221247 9 73,
DIEEBDNFIET UL 8.0g/dL Kiiix H L &35 (1A), 7pds, (/Mg ixi o 2
722N 8 DA TG & 72 D D3, E VLSO T BRI L ARE 2 H A S S fE
e DT dtEmeE&Ex bbb (1B),

T, BEE, BEESESCT 7 oY R EOEFIFEHR LI LY ADAMTS13
TEPESEIT D ZRME TTP MEET 5, FEFMEDSG A I33EA A i U, EREREN
B EIE, EREREOIRE kT 5, kM TTP TH ADAMTS13 IEMEAYE
LTCWBDT, FUME L RIS MSEZ fia i3 5,

B EEinGl. RHIHERG]

MAEAML A 5 [FILL BT > CTHM/MREDY 5 5/ n L BLEICEIE L WgEE, & L <X
15 75/ L LA RICEE UCH M/ MR 55/ u L RS T L2 35Aaici, migE
RENZIMA TV Y Fo~THEZ2EETSHUB), ZOHEIC, MELHIZ KD
ADAMTS13 DO EEHIZRES LT, ADAMTS13 A > b B2 —28 B L TV 5854 (ADAMTS13
inhibitor boosting) 23 P &5 d T, ADAMTSI3 BRA N E L\, ADAMTSI3
inhibitor boosting MIFA X, MIELZEN BN TIX /RN 2, U Y FH a8 <
it sh s, 2B, TTPICHT DU YR~ T ORENRHL NS E TOHMIZ 10
A~14 A TH DD T, DM b MNP LIERIGENH 5,

a) VYxv~7 (1B) (FREEAN)
Uy X ~7iE, CD20IZKT5HE /7 —F Gk THY  (AND B U Bk Z 3
59 Z & TADAMTSI13 o > & B X —DpEAZ KT %, tRIEE AN TH 503 A
HENTHWDLEATHLOT, #HER1ITL,

UL TEE
1A VY%~ 7 375mg/m? BRI TR IR G HEE 2 BT 5,
LN 1 &S5, A5 41E

U~ 7 LSMT FREDOTRRBSEIANE, FHRMESICARRGE RN H D05, 2B

RPBIFFTE 2D TR, BRx RBGTTEND 2 B AENR b OETLE#T 5,

b) ¥urT7x+A773IF (2B) (REERMN)
AP AR K 500mL



v a7 4 A7 7 X K 500mg/body or 500mg/m?2
1A 1EL 2KHTRE, BFIX1EOAEE

c EBYZURFr (2B) (EBERS)
AFRAE K 20mL
v 7 UAF 2 1mg/body, 1 H 1BV ERREES-, #EHEIL 1 B0 HEES-

d vZ7uxRYr (2B) (BREERN)
VI uARY Y 4dmg/kg 1 H 2 [BNZ3TTE HNRE 5,
vraARY COMFBEZME L., 77 100200 ng/mL FLE & HEEF 5,

e) FOftidiak (FREEFS)
RN L (2C), ks a7V v RE#EE (2C) BEAER. FRFO TTP (&
L TEMBENTNER, UYF T WEATEL LR L L0, BIRTIE
BIRSNDEED DR o TN D,

C. EfEM

R L e ST E . AT a4 RIEEIL, ADAMTS13 iEMERB L O v b B X —0faE
ZRIENDTE LT RMNCHIET S, ERIICRRZIBHRIIAIE L2y, KIK 1 /[
ITEMIFIZEEE L. i/ EE S ADAMTS13 A2 E21T9 2 LA E LUy,

2. JeRKMETTP (USS)

USS Ok & LT, 874 VR o0 B HE 1 TSI 22 1T TV DA RN H 5, £ D%,
MR DR T 5 T2 D S Kk TTP & 2l S, FFP O E 23174 T 5 FH 5
TEFS D, Flo. SR, Y2 & 220D C TTP BIENSHBL L, A2 S
NDIER S AEET 5, USS oL, FFP O &SI Ak A M BE 2R E G s B B HERY
D7 FFP OWENLERFEG E T Y . F2h7e FFP O 5 HETEFNC L > TR 2,

FFP @y (1B)
FFP 5~10 mL/kg % 2~3 2 & IZlgiEd 5, SERMBRRCIE, 7 10mL/kg Zi#@idE L
THREMHRT D, ZOBERT—DANEDR RN 72D X OICEET D,

AR E TICH ARERNTRERIT A2V, USS T ADAMTS13 FIFEHUADELE SN -HA12iZ
FFP O&hENEL 725 L B b DT, USS IZBWTH ADAMTI1S A v & B X —DiEH
H RN TH 5,



R ERE2 THETH 1 0 BER
B ERK2 84E1 H 2 2 HekET

#1 GRADE[System|Z & A HESEREE ]

HREORESO
1. GRVWHESRD

0% & A L OBEICINT, RARERNRRARRER L0 D
AL TRY . ZOEEENE WD

2. B3 EREO)
(R RFERNPARERLI P> TnD 2, O
CF OEHEE WO

R KIc oo e F v 20E0

A BEDORCTSIZBWCHEN. LT ET A, O
(b D WIIBIEATZEIC L DD TRy BT v A0

B: RCTsIZL AREM T A, O
(3 DWW BRI L Do BTy 2 [0

C: BRARFEOHHROTsICL DT 2, O
EMIRICL 2T 2, O
b5V iR s 20

RCT; 7 v & LMLl BR O]



