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MAR A A e sy —EfINIIE, NAAXT T4y 75 TH LTI T A THMEH SN LA, WML
LCid, MR VIIINT (VIa), EMfb7 e bo v e o EER8HA] (activated prothrombin complex concen-
trate:aPCC), PE &5 VIII N T-# A OB TON L. FRREERHEICE > THAEORIGZ X 5. HBR
PRI ARG A WxE LT, seEfmlgesk e & b, i@ mIick LCid, VIla, aPCC, » LLIEPE &% VII A
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MAR A4 e sy —JEfl, BREMKHHE ARERE HIC, P VII W FHikzbEid52 LT, BT 548
VI W OEMEA S LIk RSB SN D, 72720, RN RA ey —HRICHT 28 RIEMR IR T
W, BCK T IgG I3 % TAPP 25 7h M A DS H R TIERAKRR. HATIE DFPP 25 %) THh o 723 EATHUA
b,

AT EDFRA > b

TIV AT (MKH A OYier), Vila, aPCC ZH»TdH 233 > b o —b T 2WEEILT).
PLAkitiAs 5 BU/mL Pl E O TG RREIE 2 5. AT T PE (B#13 FFP) & L <13 DFPP O #Hii%2®
5. WBLMAERIE 1~15 JABAE .
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— B9, HIMERZEL 100,000/l YL EOIREEDS, HIMEkBZ5E (hyperleukocytosis: HL) L EFIN L. 2%
M 9% (acute myelogenous leukemia: AML) Tid# 5~20% (&4 5 & &, &Y ¥ 3Pk ik
(acute lymphoblastic leukemia: ALL) Ti& 10~30% ([Z&HEL, 8D 3B ME, B0 S a IR B v
THHLZETH52E0H 5. HLICX AMES E LT, #HMMmE MNEERE (disseminated intravascular coagula-
tion : DIC), M piBEMEE (tumor lysis syndrome : TLS) @Y X Z 8, FIEKD - (leukostasis) (Z£E9
FERDI BT H M, FF712 leukostasis DSERRIIICK E 2B E % 5. 7B, leukostasis & F3 % FMEREUTHE BRI X
> TH7Z D, AML Ti& 100,000/#L, ALL T 400,000/uL UL ETZFOHEIIE T S E S N5, AML M4, M5 7%
ENE 50,000/l BETHRID I LI EFASNTV DS,

B DBEIRR

HL % & 72 L7ZJEBNIH LT, 3 ARIERRBIIIN U722 SiE A# 217, BsAIC TLS, DIC 12T 5
%479 . leukostasis DIERZ ZE LTV LA GFICH, ARMESEIR) &, AMER7 7L ¥ 200 LR
5. HLDOAZEL, leukostasis DIERZT A S 2 WILEIZBIT 2 PN HMERT 7 = L ¥ A 3R IZHE
"EANLW,

77Tl ADIRK

HL 223 2B LT, HIMERT 7 = LY A2 MIEHE LT o 286, RIBECEOKRTICHGT 5
EOWMELDH LD, TORMIET—ELZbDOTIE RV, T/, B, BN LZEAEROWBIE %NS %
WEDOHED H A, leukostasis DIERSGE TR T H2EMEOHREIZH 1, leukostasis DIERE 2 L TV L4,
ERE AR E AMEKT 72 LY APFHZZELTD v,

BITEDRA > b

HIMER7 7 = L ¥ A2 X 2 HIMEKIK T IE—RTH 1, leukostasis DIERZ 2 L TV B, TARHITK
PBIZIS U BRE AL 21T . TORE, (OIEY) A7, JEREE, MiEm, ~NAF25—7 27 L ADEY
SRE, T7xVL Y AOGHE) A7 ZEL, HiTORIELHMT L. 72, 772 LY ABROIMPLTIZ
bToEET L, WHIMEREI 15~20 fERMFEELZHEE L, HD LAIZ1H 20479 . BrZEd 27
WOBmMPEL VL, MRANED LIET7T V7 I Y BAITHITT 5.

HBITER - T ODHPT
leukostasis OHEIRASEEFE L LBk EL A 50,000~100,000/ 2L FEEEART 45 $ THkked 5.
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T BRHgR L RCT CT (ON) CR
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RIEFTTY) OFITH Y O — JEBINC X 5T, MEEORE FA L ARIMEROFE DA UM E2S LA L,
R, RS OFIRAN, BUSHm, B, O F v, BOEELR EkL ZEREETLKET, v7ursu7
1) VIAE T IgM >3~4 g/dL, Z5MERiECHEA L IgA>6~7 g/dL, 1gG3>4~5 g/dL THE U 2 W REMEAH
5. 1950 FERICT 7 = L ¥ ZOFMENIRE S N/RETH 5.

BRI D BEIRMR

PR LTI, ISt o — maaaw Wi L 2 b BRBOBERE AT, Wy a—
YPEIgM % BT B SN 7 1y e 7Y VR, BIREIAYF L) DSEE LT, IgA, 1g6G3 %
BT DY, BARPER RO B AT .

771l ¥ ZDOIRH

HHER TR O BN & 25TV, BRAN Y O— PG a 7Y ¥ 2 BET 5. HHC IgM 1 80% 28
m£WL%D&fm$~¢<hfwétk%~ DR OBRETHIEOWE T %80, RO ERiddET 5 & 5
No. SEBIHES BT 5.

WBITEDERA > b

WA PRE AR L, BRI X A AN 2 25 2O T, BREFRETELPICBML, 7V 7 I ¥ 2B
T AHMBEIREZITH . I~15IHRIME R DOERZAT) . MBI TIZ#ER 7~ THh S, DFPP I, BREMHRD
BiLe, BoOHE TV ICEET LBV D 5.

RBITEZ - T 0HPT

SRS 5 T THH AT 2. H%‘E%%%:ybu—w?étb@%%ﬁ&ﬁﬁméh%.m%ﬁ&
THMERAT ¥ b=V TERVBEICE, ST 7) SR RAN S, MEHPREE LT, —EMETE
iy 2% b b 5.

TREREH * Gl
HIHBEOI G L 7 2 5 RN
AR S THES 2.

Wi, ~zar7ua7Y) YMYEDEKMBIEL, —#HIZOXH1IMEREE LT3
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77z AOEB Hi ADAMTSI3 Hifko B3, ADAMTS13 OHiF
WL ANV 1A
AFdY) — I

RCT CT CS CR
3 y ﬂ__
XEREIER S 7 5 38 N/A

REBE

M N EZ 2 5 4w & L7z unusually large von Willebrand factor multimer (ULVWEM) %, a disintegrin-like
and metalloprotease with thrombospondin type 1 motif, 13 (ADAMTSI13) 12X o CTHEL R KRS XIS, I
IR & A LTl Rk B RE 2 FHE S 5. LA L ADAMTSI3 K3 2 HifkpsiE A &, ADAMTSI3 i&tEAH
10% RiIIE T3 % &, NN CTHEE L 72 ULVWEM (ZH/MEA A L C VWE VMG = 4 C, HEY:
M/MGRA & IS X %, iz & oREZEL 5.

R DEERR

BB AN ' VA TFICHURZBRE L, HICRZ L7 ADAMTSI3 24753 4729012, FFP s L
72 PE #479. ADAMTSI3 Pufh2s+ KT L awi&ici, il zimibd 5. JiCD20PikTH oY v F
DT HEDETHHHIRE L % 72,

77 1L ZDIRH

ADAMTSI13 OYEM 25K & 722 % DUEiZ, RCT T PE 2SMUEHEICHL L THRITH S I EAURENT WA,
FFP # W72 PEIC X D, #RXH %Pt ADAMTSI3 HifkdkrZ: & ADAMTSI3 DA & - T VWF i/t
RS S5 2 EMFTE S, PE 2T N5 LLATICIE 10% FEEETH - 72 EFERDS, 80% LLEcd Shi.
[l F (2P0 ADAMTS13 HuApE MR ISR L Cid, FFP # M7z PEZX Y, inhibitor boosting & FEIL 2 JifkiE
AR U BN D B 720, il ETH 5.

BITEDRAL > b

B R ANV E V3 E 7RO #4179 . inhibitor boosting 234 LIUE, VY F ¥~ 7 & Hub
T LR oMb XA, M/MURIIZERIZASTH 5. FBEREIPZ W EIEET 5. EFHEIZIERIC
EA%N

BITEZ - £ T7TDOHRT

FFP % v 72 1 LB & 1~15 fE3RIEE =D PE &, M/MUEAS 15 /el L& %2> T2 H%ET, 1H1MH
HMHMRT 5. 73, BIERESVE VELHT 5. FEhtic, —HE L w7/, LDH 5503
M4 5540121, inhibitor boosting O W FEME % Z B LTG5,

RB&EH * 4
MESRE DR G & 7 B MR TE ML INSR A PESE B O B T EHiS 25413, MEEommas 1 % FRe L
T, JFHIE UC/ MBS 15 H/uL Dl %572 HDO 2 HEF THETE L. 72721, M/MUEAY 15 Ji/ul L
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M ARANE S TR

TI71ILIADFE PE, IAPP, DFPP
77z AOEB PUAR M ERDTARBR 22
WL ANV 2C
AFdY) — I

CHRE R RCT CT (ON) CR

REBLE
BER R T RAE & 53 5 55812, 5 2 OB TRARD ML I B OARIMERIZH T 5 1gG O Piiks 4 L,
ez U CRORMERISFMZ AT, BEBEMIZ X 2.004%, KIEKEZECLHETH 5.

R DBEIRR

JWROBEIMIZ X 5 G NRKEDSEEE 2 2720, BMOWHEPEETH L. 18~20 HILEIE 15 WG #2317
bhsb, 18~20HF T, b LIFFHMICHERZEGIE, 77 2L Y AL MEKR0OPKORE, fiEs7a7)
VRFIRER G X APERBITORBAK SN A, BAlO#ETIE, BEK Ny 79 =12 X 5P RINENRD peak
systolic velocities 2 &% E=% — LA 3 5.

77 L ZOIRH

B YRARIMER X % TgG MEHufRAs, RHAM X Y a2 @ U CTRAST 2 2 L I2 X o THEIMERMA A U 5. REE
MWD IgC 2 KO T 72 LY ATHRET A2 & T, MEMICHAT 2IAEELZIEDIEL L2 HIE T L.
R COBRMED S % 1Tk %, PE OATHEM LG MENHLINS.

BITEDRAL > b

PE OEHHIE 7 V7 3 VK CHE R W, 1 EE 1~15 fESRMAEE. RGN, il CoMFE%
ZEIZRET SH. DFPP b BRERFTIZED 2%, Huihiliz R 250 FMTRETH 5. W TR ISR LER % W75 4
&3 B REWAE OWELD LA, BERERIN TV,

REiTER - T DHXT

WL, RN 18~20 812 7% 0 FE IR REIMA W AEIC 2 5 £ TIT 9. H 2~3 W, HUMEiOB) & 2 /A0 5%
fid 5. BAETIIRBET X2 WA, Tobikifiiz T -0, wEra 7)) v @R o K& Tkl
RAOBRITZIHT 2 HELHFMSNLZ END 5.

RE&E A & A

MEHEE O G & 7 B WM EAIA E AR £ 1%, Rh UM AIAE AR X 2 BNIERAGE £ 721384
WHOBAELD Y, 200, M7 — 2 AR R 20 HATCH > T3 64 f5LLE, 4R 20 WL EIi2dh - Tk
128 5L ECTHDEDE ).
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Bt % miE

77z ADFEE RBCX

77z AOEB ARIMERER 22, AP AR Tk
HEIZL NIV 1B

A7V - I

CHRE R RCT CT (ON) CR

REBE
ARIMERE N ORI O F LW B9 22 30 & S U, 385 13 I ER S OSBRI % 45 & 9 2 il
S CTH D, ¥ XA ¥ F—+ (Janus kinase : JAK) 2 V617F 25 % 95% DL EOFERI TR0 5.

R DBEIRR

I & > T Ht 45% K i2fhE, N4 7 AEY YIRS X o THUREE % FBi$ 5 2 L 2SR 2 E# )61 C
H5H, BIMICTHtZzay ba— ViR L2WEAEIE, e FaF$F A0 33 F (hydroxycarbamide : HU) Wk % 17
9. K4, HU 7% EOBAFGREINEAT 54286813, JAK2HEETHLIVF V) F = 7HHAPRBOET & 7%
S TW5hb,

77 L ZOIRH

RIMERT 7 = L ¥ 203, RIMERZBRE L, FRICHESROEMMEEKTERS S LX), HRHE~DE
BrAd LS, HEORMEKEZEZ 1 BITIT) T EPTRETH L. /Ny 732X EMIC TR
TOHENEPEBHE SN TE Y, BRI - @b REoR AN & 2 B AR S P sh b,

BITEDRAL > b

Ny ZEOWEIM L ) IFBREENOEE I D%, ORI T 2 42 R0 BETHEMTRETIED 225, Hifr
FIZE=F —FHL LT, "M Y VEFHEEEDILETH S, PultEH & LT ACD-AWE 13: 1 OHG Tl
9 5. Ht 55~60% 25 45% % B3 RIMIEK T 7 = L ¥ 212 BT Ca MUIEIC & AR E B3 & & 13l ki
5, PN CafliffiZhEEL L, 72720, 2020 4F 8 HRERITld, AIICBWTRINERT 7 =L ¥ RITH
WS EMITRBIE R S Twu i,

HBITEH - T OHPT
HAE Ht 45% A x HEEE UCRIMERT7 7 2 LY A %479 . AR 1 BITHELERATHET, ZTO#%IE Ht
M ERT S T CROBEEE1TS .
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R s
YA MNP PR S AE R B
FIILYADEE PE
77 1LY Z0OBK B MV R B BB O 13
— RCREEAR G i 1 - 2C
|
BRL NI PAEAERERR A D575 L 1C
- FEREIR A DED ) - 11T
1] —
A7 SR A B 22 L - TV
RCT CT CS CR
s A i
SRR 2 0 1 : =
=EBE

B R BEREREETE  (hemolytic uremic syndrome : HUS) ZIAEMENL, M/MOGRA, SEBEALEZ 2T 5
NIERESRETH D, K& EBFHFREAMERE W K 1w & G4E (Shiga toxin-producing Escherichia coli :
STEC) Z#t%3 % STEC-HUS, Hli #4738 (2 F O ARG AL A 412 X 2 FEH A HUS (atypical
HUS:aHUS), PHEWREICGPET 2 kI HUS IZ & 5.

R DEERR

STEC-HUS Ti&, HUS J&4E i O 25 HUS 2 eI % & O A5, HUS FeE i 1 SRR 72 il 2 %
3 5. Lo L HUS BIERIZENIE L SO K0 IR B O, RIS 20, Bz &3
FREAs b %0 5. PE OARMEERO ONT, FHIE LTI SRV, 2011 4ED K4 v RLEHETOE
FSEHEFITIE, —HOEREFICBWTHRE SN MEDVD Y, MEGIHE 2 & OFERER TIETIER I N
5.

77 1L ZDIRH

STEC-HUS Ti&, EEHBFBRRLVTA M A VOBRESHIFRESN LD, TOAEMMEIHLLTBLT, KHAlE LT
PE 13335 S v, FEAE O AR A PHE % £ 9 ER T —EICA RIS HE S hTwb 2 eh s, BEOR
EWEEEO L, HfTLThlweEZLNS.

BITEDRA > b

M/NGR A AE ) BIER 72 EH 5, NAF 25 —T7 7 L ZADMRL LB LTHSICRET2LENDH 5.
FRICFLADIEICAT 9 BRI, RO R MATREZ D O ICB W THifT 35 2 Y E F L, M2 BRE e 1B s
§ % HUS T IMAER 5 O 3wk 2 BAL S8 5 205173 A2 %6121, S RMERRL 7 V7 3 v #H L L%
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