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I. B&Y

KTA R 7 A4 VI3E MEHIAE MR A& DS 2 ITAEIAEAZE5E ¥ (sinusoidal obstruction syndrome:
SOS) L FEAE R I A AN M AESE (transplantation associated-thrombotic microangiopathy: TA-TMA)
DM+ FBI - BRI T 2 BN ESPHEERTRT ZEITE D, TNHDORBIINT 2 FHES
X ORYRE OMEST L& MERH I O EE(L, Zatkm b, BRI ROHEIIFS T2 L2 HIN L
35,

INE TOHAREMEMBAY 2T X 2 EMMEBHELT A F 7 4 >~ i3 SOSIZH S 2 it#ia &«
ol BEOAFEZIRT 2 ER LBHERAIHED—>TH D, % 722013412 British Committee
for Standards in Haematology (BCSH) & British Society for Blood and Marrow Transplantation (BSBMT)
DISOSIZH T 2T A RIA Vv EREKLIZ LD H D, bIEOE MBI EERE D EERE
W2 HIEST A2 5. SOSHHA A K74 Y 2fEl$ 5 2L & LTz, TA-TMAIZD W TIEHAE
MBI X 2 EMMIEBR T A K74 VB3I TIE, Bl x5 7E 9% (graft versus host
disease: GVHD) ORI WO —>2 & U THLD 115 AT 72 25 3E4E O i UM AE (thrombotic
microangiopathy: TMA) DJiRE DB D HEA TN [7] U AR T & 2 I B I M R 70 i fie
¥ (atypical hemolytic uremic syndrome: aHUS) & O [/ % BIHEIZ 3 2 72 OIZ S HEIBE L 72,

o. SOS

1. SOSDESE

SOS 3% < DA, BB 3 BERMUAN O R ICE C 2B E L EHEO—2 THENM
DORFIEAR, B, RIS 2048 ) REEINZT & 2N LM E T 2ERBETH 2 Y, 2o TiFF
D EFIREAZESE (veno—occulusive disease: VOD) & MEX T 7z 25, FFFEEE 0 FR0E I = 23 FFRE T PY B2 A
fuoEEI X 2 IEMREOEHAZETH D . WROEKITHFLEIIROMAZEIIHETLNZ L5,
SOS MRS —EINIZ W SIS X D 1Tk 57z,

2. SOSDHIEFF & iRABER

JFE R P R A 0 — % > B A M A PN R AR & 7 ) BRI % R# 72 2w, 2 O 7z O BTN B A
LTI O RIZIE 7 1 v & P2 (Disse space) DFIET Do F 72 HHIA A BEAFT I 1354 100nm #2E D &
(fenestra) 3% BUAFFE L. £ N %A L CHEIA % FACR MK & AT & o T, 4 oY - Hih
bz, HEEMGKIEST 2 7 OFANEFEL OBEIZ X D RS ICHEST 2, YO ) VR7 VD
O Re®/270) Y%7y MIEROKEG L TSOSEFNVEMER L, ARPNTEMEE 2B LT *
DIIERR BT I S ey, 2Tk 2L, 227 0& ) Y5 2B, FFHo
IR 5 ORI N AR 25 2 Z I AL L. BE D & D WEHIRTIR 4 o fERE B O ilfe o382 &
720 7 OFER. MISMBEEMEEZ 3 0 THEHENORIMIRDST 1 v LIRS L TR 2T %
& & DITEIANEZIIAFEE 2 LRI, Z OBFNLEL A TEIRN O M HEL S iz, FRHZEIRN
AN U e S o BRI IL Lic= 2 0 7 7 — DV OFE S BE S 1, REIERAD LD
LGRS Tz, 2ok, BHHOFEMBMEAEZS S L, MRIEEENIEftz 2 LEF2 00
2, FFHFDEIRBRFE D Y — >3 EMEn 25003, EMEMRBT 27 NVEF A VORIV L WV, Z0
Te iz, FUDERIGLEE OB AL, BTLE I W & 2P AFNIC & D BRI 5 i s
ERIRLTVEHIIE TV,

L MZBWTHF XYY 7T F v~ (oxaliplatin) 12 & o THIE L 72 SOS B @ FFHALER <28 Py B2
Ja o FIBET R 23T T BEMEE TR S lc Yy SOS OIRREDHEFT, BT 2 & PR AR = 1L R I &
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b FHLEIRAN E WK T B 2 & 23SOS EH 76 OIFEMHIFER 2 HRBR S T WD Y,

3. SOS DERIRFTR L2

v7ua7 % A7 7 3 F (cyclophosphamide: CY) % F W 725 BlRERAY BT AL 12 X 2 3E i fu B A 12
IZFIET 5 SOS Tl CY M 10-20 HAREIZAFIER, HAZMEE. iz &7 L. 20K Y
NEYEREMED ZEDLWT, F T 2 b OERERAT R b M RS o /MR % B9 2
ZEDHELENTWS Y, FHIH OAHEILIZAE S FERIE o R i 358 % SO U C ALT/AST 1 ER 327,

SOS DZWTILERIRI 2Bt TH 2 OB RMEFIER, @ ) ve v oiEm, @K %45 K&
Wz X h t&d s, Seattle 7 )V — 7 ® McDonald 5 D2 Wi FEHE (B 1E Seattle Z£4E) & Baltimore 7" /v —
7 D Jones 5 DiSWiFE#E (Baltimore F#E) 241 5 T W3 25, WD EFEE IXE W RE MEW & &
ns (1), Baltimore £H¥EIZFEE Y v VIMAEZAE E LT W5 EHAMEIE Seattle £ & 13 R 7 2,
INRCIRFEZMED 2 E3BKETIE TV DIT, BIESeattle FLMEDMEH S N 5 Z & H3% 0", Hifigk
PO OHEIZX B &, [FAEBAHTO SOS FIESHE IFMEIE Seattle FE T1% 14%. Baltimore ZEHETIX 8%
EDIEDD 2 'Y, £ 7:Baltimore HHEF W R EEE DIETREH VW EHME S TWE P,

& 1. SOSDEHTESE

McDonald & D KT E % (Seattle) ©

BHR20 HWIZ3BEHED D b0 L 2B 2723
(D #H R e Y Ve > >2 mg/dL)
(2) F LIS % #F 5 IR R
(3) WK % 72 13 JFE A o AR E I B (>2%)

Jones b D ELWTE % (Baltimore) '©

B 21 HUPICIRE Y vy 22 mg/dL 230, 3THHO Y 4% < L b 2HE i3
(1) 7 9 PR e K
(2) Bk
() REE I (>5%)

SOS D MNIRE %+ H O RINRB A AT FREICT 2 2 & Z HWIZ, 201648 12 BRME MO Al 2E 2
(EBMT: European Society for Blood and Marrow Transplantation) 235 A& Al &3 % & 521287 SOS %
Wik 2 R LTz, 20X 2L, RAOHBPNZLSOS TIEEE Y VE VIEIIZIZHFHETH 5 Z
& » 5 Baltimore FHEDSHIK S 72V, £z, BAL21 H & U b RICHIE T 2B F1% SOS (late-onset
SOS) OB WIHHEDH 121258 b Tz, BFME SOSOBMITIIE Y Ve VI RS T L b BELE S
N, 2ONb D ITh T — 7 VIRE T OIFEFIRE S AL B = o —iRE T ORI O W AT 7 7
EMERES N (F2)Y,
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%2. EBMTIc & 25 A SOSZh# "™
Classical SOS (21 B D fE)

Late-onset SOS (21 B % #8 2 THIE)

2mg/dLEL EOEE Y Ve VIER RO, LD 3IH
Ho? A% b 2B 2723

UTD3 oD nhIziEY

(1) B PRI @O >21 HZ classical SOS O WikE i 72 3

Q) fFEE I (>5%)
(3) Bk

@ HAFRZ 0912 SOS DLW HSHEE

@UTO4HADY L & H 2B &I L, Wi
WA 7 — 7 Vg E LI 2 — DT /L 23S0S I2
EET 5

(1) ¥V vE Y =2mg/dL

(2) B I HE K

(3) tRE# N (>5%)

(4) Bk

HAANDSOS B % 51 5RITAT o 1245 HRIIIFZEIZ X 5 & SOSZWEF DT R & L CHRERII(91%).
FH (69%). FFIEK (61%). HZFERIERE (58%). MK (48%). MFMAA (25%). BAAE (23%). MK
iE (12%) 280722, SOSDOSWiEMEETz S 7 &b, FR MR L L vwERTR2RD 28
BIESOS TRV E TS LEZ B,

F 72, EBMTIZIEENAGSRBETH 2 EERFE X AMHEICT 27 DICSOSEEE M H KR LT B
)Y, Y NVEYRHBEREROMIZT TR, ERKEHLLBMNICE 2 FToORMe, €V vE Ul
DOYEIEE b BREEHEIZIRD AN TS Y, SOSHIE) A7 KT %220 EET28& X112
FOEEEIZOMET 2R EOTI R T ENATVS (£3),

%3. SOSOEEEHE

GIHEW2IHH i 7c X F OFIEE 24 T 2, 20 LOEREEITY TIE E 254 3R H HVEEE &%
3%, SOSO YV AZRWF 4200 EdH 2355 IEHEEZ 1251 5, "MOD/MOF 2% 1L very severe & F
%, MOD/MOF, multi-organ dysfunction/multi-organ failure.

Grade 1 Grade 2 Grade 3 Grade 4 Grade 5
Mild* Moderate® Severe Very severe — | Death
MOD/MOF®
SEIR L2 532 & >7H 5~T7H <4H HiEoR/qn
T D HFfH
) v e Al (mg/ =z2and 3< | =23 and<5 =5 and<8 =8
dL)
Y Ve EDOZEE) 48 FRHIBAN IZ
54
VAT IF—¥ | £2x B >2and £5x [>5and £8 x | > 8 x IEH
Bl EHE
PREIE N <5% 25%and<10 | =25 % and<10 | 210 %
% %
B HnE <12 xBHERT | 212and<1.5 | 215and<2 | = 2 x BRI
ZvrF=v) D x BHRTOM | x BHETOME | OfEd LI
MOD/MOF
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WA & LTSRS TH 2 M= 2 — 2 S 115, SOS TRILEEEQIE, BIK, FFIEX,
PIIRIMIRASTE LR L E 2RO 505, ZNHIESOSIZHRN LT R TEWZ LITEET 2LE LD
24, WHETHRES NI2SOSBF 16H1IZCTH 2 WIIMRIC & 2 EMEZTo72 L 225, &
BICIAK, SEROFFIE IR & AFBIROBAME S U < 1XBIZERT L2 e 7219,

DMK S HEWIFERDB D & 05 28, FRITHED BMEBET 5 7 0 ITRK TR % < RS
k7 70 —F 2 RBINT RS TH 2, ZORIZHES 2 FEIRE DAL SOS DMz B H T, > 10
mmHg IJHHI2E 2 SOS DM L B Z R L 721719,

4, SOS ORISR

Z OIRBEBIIERROR R O AR E 1T o TR X o TR 2, SOSFIE R o fHRF 21328
O, RMBRD T 1 v wPE~OYFH., #IRE O EEYE < R OFIRN O E R & T
H241Y, SOS LTS 2 & FHIANE OB ITEWIF D V' — > 2 L 3 5EIC LT R 238 ®
5, S HITREIHEIT T 2 & B AE M G, SR U BRI RRAEL 328 © TR o i 13 2
5, BAffA 50 H DA £ CAfF L 7 HAE SOS B3 o FHALME Tl sRffEfbic X D% L 7RO B IR 238 0
%, SOS THL L4 75% D HEE T, WAL ORER, POBIROMEZRD 7Y,

5. SOSOMFEREIE

SOSITR RN ENA A= —h —iZRHS A TEL T, SOSTRMIZPH T2 Z L1k L v, SOS
B IR N BT IR R MG HE 220 28R, 72 - V4 7 7 ¥ REF (von
Willebrand factor: vVWF). b+ 2 ¥R EY 2V ¥ (thrombomodulin: TM), P-k Vv 27 F > E-k V7 F
v, MW R EEEE 4 F -1 (vascular cell adhesion molecule-1: VCAM-1), 77 & 3 /7 7 v &AL
IPHIE T 1 (plasminogen activator inhibitor-1: PAI-1) % & DI N EMEEE~— b — 0 L7 %2R0
22020 F 7. NEZHIRRESE ICRE L CmERERTEML L, ooy ey 7 ISR M+
2 (prothrombin fragmentl+2: F1+2) ® b u v ¥ « 7 v F b v ¥ € ¥ #H A 1K (thrombin-antithrombin
complex: TAT) 7 & O#EEETEMAL~— 2 —D L7 EZRBD L —FHT, 774 vCR7vFrurey
7 OABPTEEIN T IHE TS 2 2 EAMEshTwa 2, 2 Th, PAI-LICBEL Tk, 2
<—A— L LTOERMEDOA L LT, PAI-1fE & SOS DESEE L OB, BHEFHIAE O PAI-1 O
T & BRI & O 2 EEBOWE 2D 5207,

6. SOSDRIEHEE & Fi&

SOS D FERESHE L HAE R 1X, BETH. BILE, B Y — 2 I & OB G EL W HEHE D E W
WX o TRESHELRZIT 5, LI SRR L 2 & FFEE MMM TOFRIERIL8%.
HFEIMMEBATIE3% EMES N TWB Y, i, BHHENRTLEIC X 2 AR CORIER
3K 10% TH 2 28, BHIEBIBIORTLIEIC X 2 FFEBAL T 2% K0 EEETH 2P, 19794EH 5
20074E F TITERE S NI 135 DL EMNT L T2 & 2 A VOD OFIER O HRILEI 13.7% T 1994 4E DU
BIMERICH 2 ESRTWSE?, 7z, HEIESOSDITRIZ8AI% MG SN,

HAT19994F 2 5 20104F £ T O I FIFEBAN %2 52 1 72 4290 ] D i i Rz & 2 & 46241 (10.8
%) 23 Seattle HETSOS L BWis ., ZOFKEFREIBHI2HE TH > 72?, SOSHKIELE O
100 H H OEFERIZ2% T, HEREOFRCRIZZS % TH -7,
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7. SOSOHIEY X7

FIEY A7 HF DU T, FREOHFEFIEEZ YR ZKTELD 527, FEBITHNT 2 FiRE
LU A NV AMERFSE, B PE S SHBRENE % & 2WFREE ORI & 7 5,

BAEERE T & L CIX2EHOBME, /3 28Il Y — X LHiLE v Y X > b SOS O FiE 12 25
29, SOSOFIERIFEAFBALL D BB TEWY, BILEBERMRE ZI%I5 T 2 & SOSFIER
FETF$ 2, 7207 7 (busulfan: BU) I # L EEITIFEM X 0w &S 32330 T IE<0 2
WE AL R b v A ZFE L, FREARBICEESTL2I7VvEF L ORPET I TCY DR
WEIHEST 2FER, SOSORIEV A7 2 EDDB I EBMLNTWS?, CY L BUOHKSDJEDH H
T, CY/BUIEZBU/CY & U b HFFEE O FRESERE H3E N33,

BEMOER & LTid, BHRIIBEBRLTVWEIZVEFF v OREBETH LI NVEFF S b
TURAT7 =T —¥DOBIETLIN, BEMTOBUDMAIEE IZEE S5 2 SOS DFEFE L HHEH
THZEBHOENT WS, iz, FINVERFFVOELEZRETLIREV AT A Y ORB 2 HIH L
TVWEHEOBET LI L SOSOFRER L DML IE S N0, Z2ofh, EIEEER. &R,
Eilii# . Karnofsky 2 27 (<90) L £ AZHF £ LTHREShTWwWa P,

INRIZREO ) A7 AT L LTiE, FIEEMIRER ) SRS E R, REEAEH, fREEF
JEIZ XT3 2 BSOS MM, (KRR (1 ~ 258K (RARE R, FAEMEE BN A% 7 & 258
Iﬂ:(:é NTW3 13,3%40)0

OOBETITONTLBHEE 2SR E LIRS RICE 2 &, BMHEREL FEi, SR8, CHIF%
VA v A JEGEE, EBREBAERTE OE 7t £ ASSOSFAE Y A 7 T & LTt & iz,

8. SOSD¥Fh

SOSIZIIHEN. S NTIBE L T W, ZOF%ITI 2 LR TH 2, BHFIIZEED
SOSHFIEY R Z7HFZFME L. NA YV RAZIEFNZOWTIE TSR TV AZEF 2T 22 L %
BEt 3 2, 2 1E, (LSBT b 12 3EH O IFEE RAEIRIC % 2 X 5 R 55k oM (FH
MWodHoCYZMFEHLZW, HD5WIE7NVE T E ¥ (fludarabine: Flu) IZZ#E S 2, BURBEKREE Y
MAABEE=Z2) Y 712X o THRET 2L E). H D WITEHBHENRTLE % [0E 3 2 F0BHFH
DITREERTRETHL2Y,

INFETIIKEMIEHBRTH 2 VY T4 X a— Vg, HEEFITH 2~ VR v F + o
VEVBIUEIMNIBIISET 7 4 7u XA F (defibrotide: DF) @ SOS F s R okt cit s T
EOTHRNT %, BUED L 25, HARTHA 2R HE 2 385 0 #-¢ SOS T BHZh 5 3Ef PR i 5k CRE
ENTVEDIERINY TAEXYaA—NVBROATH 5,

(@) N8y V5 GBISA)

KRR OERSHE -~/ Y >~ (100U/kg/day, day-8 ~ day+30) * ** % enoxaparin (40mg/kg, once daily, Hij
JLIE BA RIS 22 & day+40) *9, dalteparin (2500 TU once daily, BijALEBHIARE 22 & day+30) ¥ % & O1&4
Fo8) v DSOS FRANR 2R S ERRHEEE b H 2 25, TN b3 TOHKHABRTHI TS b
FTIRLV, 12 OERREER (EFBEFT27824) 2 NHRITIT o Te A ZENTCTIE~ ) V3D SOS T B
IRIEEE S Tz,

(b) vy F# *>a— v GBISH)

Ty 7% % v a— Vg (600mg daily, HiALEFIMEHET 22 5 day+80) X205 D 7 ¥ X AL IHEGAER T
SOS D FRiZhRAVR E N1z ¥ 0, 2Dk, 24201 D BF & AT bl nim & BERLt — 7> 7
SNV ILFERBRTIE Y v Y T4 % ¥ g — Vg (12mg/kg daily, day—1 ~ day+90) @ SOS FFh%hH 1%
RSN o 12035, grade HI/IV O S F X118 329K (acute graft-versus host disease: aGVHD) D ¥
FEIXB RIS S ., B IEZROSEGFRO Y VY T4 Xy a— VR SEEIHKFENICERICE

5
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o TV, 205 3D0DKERRD X ZETOFER. Y Y T4 X a— VD SOS FHHzhE »s
RE NI,

() 7Z>F ro>rEy (AT) GESH)

SOSHF CTIRATMEMEZRT 2 EMBBH W LTz, ATOSOS 12T 2 B3 2 RE 3 24
BHOHELLSNTVWEY, ZhALDMHMRICE S S, BUZEZTRILE % v /NEBHERE 91
Bl % X BRI, ATTEME 2370 % DL R IZ 2 AUEEHIIC AT 2 7R3 % 2 & TSOS DFRIE % F B I 5E o
HEnT, FNITX D EATHREG Z2Z 72916144 (15%) 25SOS EFIEL, A MY B va v b
O—VBEORER LB L CERE 2RO Lo 125,

() 7747054 k(DF) (BRRER)

DF i3 72 OHEDNA 2 oE b ulc A ) T2 7 VA F K ORAEW T, MW BARFELE < RATI
BOCHREER 2 53 5 2 L 2B N ORBEBTRE TV, SOSHIEY) 27 & O
INREAE 8T 356 0] % RGIT € O T BRI 5% MIE AL M S MATABR CMEE S e s 24U L B &
EEFHIEE TH 5 BAH30 H A £ TOSOSHIER X, DFIHFCTI2% THoTeDiTLTay bo—
WVEETIZ20% & DF O SOSFIETBIZIR RS lc W Tz DEFDOYA K74 ¥ TEY 22
HTE2HT 2/MEADFHEE2HEEET S T 25, RAILE T 2 FHkS 0 FRMEIBI L Tk
EELTWR LIFEXT. SOUIMEEIRBETD 5,

(e) Frfg =M% (fresh frozen plasma, FFP) GEIGA)

HEDOTA KT A VITIFFCHHI L WA, SOS FIERFIZIE T 37 2 ADAMTS 13 (a disintegrin-like and
metalloproteinase with thrombospondin type 1 motifs 13) #7835 % HIW T, FFFFP & 5-#f & JEHR
SR % R U7 A2 5 ORim & i A D 2%V, SOSFIER V) A 7 FEITX L C B B IR B IR IS 2
LM% 28 H % CIBIZ2[BIFFP % BHAREIZL D | ~SHRE T2 L WO HBRTH o 7225, SOSH
SE X FFPIGRETIE 2340 0, FERGRETIE 206034, BEOWME LAY 5 LFFPREHFT
259G 0B, FERERETIF 1936 1451 TH o 72,

9. SOSDRE

WK TIZSOSDIGHIE L LTT 7 4 70X 4 RBRAISNTOVEBHEATIEMHEHTE v, #Eo
T, BREECIRIKDN T v A OEBELMATEIROMERF I & OSCRIFESIREO MR E L )| HEE S h
SIRBIIFFEL TV, K7EI DSOS BE I LREIEDO A TEMRT 2 L S b, SOSHKIER, IR
IZE Y VE YREREOHINE RO IR L MM LD ERIZTFEHRARTH D &7 L 5
DIEFEN AT T RNELFEZ DL, TNETIHEEERAZHE T 2800 0FF 5BV IEHE TS
720 ~X) URAMIREL ST AR ) S v« 77 T 4 X— X (tissue plasminogen activator: t-PA) 23 &
NDGESH 2, b OFEANIMAM A L T 2 BHEE TGN HLo Y 27 255 <
DLW,

(a)BEFHEHTz tOYREY 2 Y > (ARKRER)

AR, FRFEME I PYEEREIRE/RE (disseminated intravascular coagulation: DIC) O RFEIETH 2BILT
FHLZ o v AREY 2 VY YEH| (recombinant human soluble thrombomodulin; rTM) @ SOS IZX3 2 FH
k% RB T ZIEGIEHE AR TRERTWE Y, L7, EEHEMEZ2 5 96D SOS % rTM T
B L R G BT RS R 2SS S fee 20T X 2 EBIED 2 W IZPEIED 64§l SOS HE TrTM
DWFRIR LB 1208, BEGIBHICEIZIRERD TAHISOSTHL LY rTMIZ b v ey &
fittk, 7u 74 vCuiGHit 7 a 74 v C(APC) ITE#H L, ZanHE VR TE VILAF % A E b
352 L CTEEKNOERE A IZHE L TWwWs, APCIIPISE/ER I tREER 258432 Z L 28

6
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Mo TWS, BERENZ Lz, (TMBIBEEROAL ST, 20V 7 F U RESEBITPTRENE
%, % U C bRl IasE s R 7 RR9FIR 1% APC FERTF ) 2 B C I/ Py e A IO AR VR 2 643 2 2
EDBHIENTWE 7Y, f TM DSOS FHZIR b it sz 25, BUED & 2 5DIC #&PF LT EHIC
LTS 2w, £, EECHMOBIERA b IMESATE Y, IMIAEBROEHFICHERT
LBIFEEIIREG T RETDH 5,

b)F74 78094 K (BRRKER)

ﬁﬁﬁfDFiH$@$ﬁ%@%5ﬁ HARENTD SOS 3 % /58 TAHERREER 23T b T
REHEL L CORBEITFHRINL - OHT 2,

DF DOEFRE A &R EHBR TIX, B 25mg/kg/day) & H% & (40mg/kg/day) @ DF TIH#EL)

R, BHERBBE L I 2HHCTAFEZ 2RO T, (BHEDODF 23 Z 0% DK A IS Z

Lo 7270, ERREIAHGEBR . LA 2 24 5 TAE SOS B34 1024112 DF 6.25mg/kg % 1 H 4[]

WE LI 25, FEFHMHEHE CTH 2B 100 HEH OEFE2Z82% TH-12DITH L, A MY D

nvayru—vEETIE25% & DFBETARIZ %%@%ﬁ@hfwtmothwﬁwﬁs%@%%

IZBEAE100 H HIZSOS D EMMNE L NTzA, A MY A vay bu— VDSOS H#ERI312.5% T

Hot™,

() XFu7r E=voy GEIBAN)

SOS DIRBETE R IZ E DFEERIE DB L o TV L 2EL T WA, SOSEH TIXIL-6. IL-8%
TNFoZz EDQRFEMES A S A4 Y OBENERLTVWS ZERHMESATVWSE ™, SOSIZHT 3 X F
VTV R=VayORREMEE L 2RI RS DFET 5, 202X 5 &, 486D SOSEE

WA F VTV RE=YVu v (0.5mgkg, 12 KRB 14 EREFIRRS) 23885 S 1. 3041 (63%) TIHE
%%MHMWL ") Ve Y SEEBIRET O I TIE TR L, 100 H H A HERIZS58% TH - 727,
9Bl /NI SOS e (8B 3% iligs R % &0F) 12 A F v 7V K=Y v (500mg/m’ % 12 K45 12 6 [
REFIRIR G 15 U 7.2 5 BIMENT TIE. 1R 10 HANIZ6 2 TE Y L ¥ v 2320 L &4 FR
1X78% TH o7, SOSIZHLTAFNTV F=VuvBRERIEELTHOVWDLD LAK WD, #
DEDBYIEIZ T+ R EST 201D 5,

X Bk
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M. FEHEREEM/NDERE (transplant-associated thrombotic microangiopathy: TA-TMA)

1. TA-TMADES L EEBHR

TA-TMA 13 3% IfiL il fE R Al A2 12 S 0E 97 2 A PEBUIN L 48 iE (thrombotic microangiopathy: TMA) T
OB LA E PR LM% B (microangiopathic hemolytic anemia: MAHA), QE &M /MRIEAD, @
WUNMBERR 21T & 2 IR R EZ EME T2 1Y, TMA O RFE B A fn /N IR A 2L B
J# (thrombotic thrombocytopenic purpura: TTP) <> ¥ IfiL 14 R 7 4 JiE 1% £ (hemolytic uremic syndrome:
HUS) T®H %08, Zh b DOIRED IR &R OB HEA TAM IZZRETMA IZH S s X ) 1T
% - 72 (F1)Y, TTP T I ADAMTSI3 (a disintegrin-like and metalloproteinase with thrombospondin
type 1 motifs 13) BEZIEMEDS 10 % K 12F T 2, FIEERLHUS (atypical HUS: aHUS) Tl A 4 B
BRFERIC X ) FARERE TR T 2 A TTA-TMA & 3B S 1 s,

% 1. Thrombotic microangiopathy ® %48 (3T 3)

Thrombotic microangiopathy (TMA)

STEC-HUS TTP aHUS ZXRMETMA
i ARBEE HUS B, JEH, R,

B Bl

STEC, Shiga toxin—producing Escherichia coli; HUS, hemolytic uremic syndrome; aHUS, atypical hemolytic uremic syndrome.

2. TA-TMAQRE & REE4E

TE MBI XX 1ITR S & 9 IThk 4 G ER T/ WGl 23055 2 52 0 /MR D TE %
HRHE S A, FERIIT AR ISIEBR R AT X 5 AR RE IR 1 5 s

TA-TMADQ RFEHR
EmimpasLR | BB | ILE S

\ LPS | NETs BU TBI CsA FK506
\ pS

RER R KRG /MRS GVHD
\ /
—— Pkl

AR itk
FFI/DANR ;ﬁ-‘-ﬁﬂ:} e P\AH " uL-vwem
T 5]
YARAFAIAILR -

BKSAILR 2471 e M/ iRt

1. TA-TMA D FEERHR

& MM B R A% 1R & 20 R IR C IS P R 2358 % 2 1 258, PR 2> & UL-vWEM O 23 3 TTiE
UIM/MRIMARTE L DR S L 5o F Tz, BRYWE 1T W IF Bk & BUH & 715 NETs 13 /MR SR 2 &0 L TA-
TMA OJEREFE RIS 5,
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(a) BHERIALE

VI UKRAT 7 I RRTANT 7 ¥ EEUBMHBTLESR S &S BN RNRIC, I P AU
DEFEF S N, RMEERPICMENEMES BRSNS 2 L BNEBROBMEESLHMERTRENT
W3 59 TA-TMA O FIESEE IFBARBIALE TR 1ITRTFE L 0w & WO R & BREETRITHIALIE © TA-
TAM OFIEDD N E WD) IREDRIET 2 7Y, TA-TMAFRIEGIRAF & LT T ANT 7 > Offif 53
WMESNTVWELN, JVETEYZE LD, WHLLLHTBAK D TA-TMADRER D) 525 Z Lz
BEIRETH2Y, £, 2HHERBHNZ2ECIIAELY Y X v AT 2 & TA-TMAFRIE Y 2
IBEA BB EDHLEATNS?Y,

(b) KIEHEYA FHA >

FRYLRE A DF RS, 38 I HE A 75 IRs o Bl X7 3295 (graft versus host disease: GVHD) A0 ¢ 12 I
WHIZY A P A YA —LIZRBEEND, INF-oRIL-1pZIZ LD ETE2REMY A4 A4 > iT
EREMICMENEMIIC? R =Y 22 FEST 220, 2L REWEY A b A 23S N
T84T & von Willebrand K7 (WVWF) E &k (UL-vWFM) O % FlEH 4 2 1V, 7z, IL-61%
ADAMTSI1312 & 2 UL-vWFM Ol 28132 Z L o Tnw3 P, 20 & ) BHF I X 2 1/
WRIMAE DIEEARHE TN 2 . SEREVES A N & A > CTHEE %320 72 45 YIS <128 % 2 HilfE 3 2
Fa v AREY 2V ¥ (thrombomodulin: TM) O FIRHETF L. — 5 TR K T (tissue factor: TF) % 7
7 A3 77 IEMEAGHER F 1 (plasminogen activator inhibitor-1: PAI-1) O FELFEIN T 5 7z 12l
TR R I L 2 19,

JEGURE VAR W IFHER 2> & U S 415 neutrophil extracellular traps (NETs) DR O —D TH 5%
WEHE R b v EENICHEGMIEZ fEE Ui REB OIS 3 2, 7z, NETs I/ Mk
HErERLUMBEREZREEST 22 & bRENTW, B COBHRNEITICX D, TA-TMA £
DIMIEF D NETs &, TA-TMA % FHE L 02 T BAEEE O Z & IR L CHREITHM L Tuw iz 9,

(c)pIwy=a—UYEEH

YIZUAR) Y, X270 ) AAREDI VY =a— ) IHERIZERIC M PRI A ek E
ZH7:0 LIMBERZIEES 2131917, £, Ay =a—) YHER SNSRI BWT
Fuyy7u s v —¥Sre NG KT nuclear factor-«B OiEMALZ ML T, IL-6Z XL ®
BAERIEVES A S OA Y OFEEZR LY, 0¥ A b IA VDT 4 7Y vk i/ s
DR T 2 L E 2 N5, FHEWNITTMADGSEH S N, 2270 ) AXFHEHKT v F TMAE
FUPBFET 2, 2270 ) AZDHEHIZTA-TMAFRIEY 2 Z7HF L LTHEITFLATWS 7,

(d) GVHD

GVHD Tld., FF—HRDOTY YRR BIEM T A b4 23K X b OIMENEMIEEEET 5
2020 JREAEEIGGRIC X 2 & GVHD FIEHI T IEIEFIES & LB L T 445 TA-TMA O-A GHEIE 27
Dot 72, Grade [I-FIVOAMEGVHD IZTA-TMAD YV ZZHF L LTHITFonTWVWB Y,

(e) BAZIE
TARVENVAZIZLDETDIER, 77/ VA NA, A4 AT 0 YA VARLBKY A VAL E
DREZ LY A VARGIEDSTA-TMADRR E D) 2 222 4 b X0 v A VA& WM
IS LCZ MR EE T 27,

(f) #1E

aHUS TIZMAEFIHEIR T 0 LR EEE T RE L, fARRE 21835 2 HRTI2H 3 2 H Pk 5%
oD, FORE, WS R IEEIIEE L /SN EREESERS e Y, BYYE R
EXIZaHUS SRIET 2 Z L 35 T W B 28, JEIMAMIEREHE S S - 2524 D aHUS Z FUE 3
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22LbHBY,

TA-TMA £& O 7t 2T, LT OREEESERCSb-9 DEMFIEFHRARE L D, Thb5DEH
2B\ (C5) & 2 7 u —F Afifkeclizumab DA SIS S TWwa 22, 72, TA-TMA
B OB MR Ol IR OEMEAL 2R T CAAd DB ERT Z L HMES A TWVWBE O,

3. TA-TMA D&

TA-TMA @ 5 Wi 2 % 13 2K [&] @ Blood and Marrow Transplant Clinical Trial Network (BMT-CTN) 3"
& European Group for Blood and Marrow Transplantation (EBMT) *2 2> & 55 & 2 C W 2 2538 Wi IR 13
BWEREZLW, BEOZ V- 7EBMEELY LT 27012, 43 L b BREECHREENEE
T & L 720 probable TAM” & W 9 317z eAl& 24218 U 72 (382) ¥, BUFEEL T D 100 4 OB 20/
RBMERFIZB I 2 TA-TMA OFIE %, HEE 7 v — 7 OB WiEHE % H W CRi A B3 L 725558
DFIES 5o UL 2 & 3961 (39%) DSFIEHFRAE32 H TTA-TMA ZFJE L 72, BURTZERW 2 Lz,
TA-TMA & FJE L 72 83 T2 £ OB Wi EHE 2 i 72 3784 5 LDH O L5, JREH (>30mg/dL) O HiH
LRMEZRD, 05 OFTRIFTA-TMA D RIS~ —2 — & LTHHTH 2 WHEMERIR S
12V BB, ZOWET, TA-TMASKIKOIREH (>30mg/dL) & fifkOEHEAL (1§ C5b-9 o L)
FTHRARET & LTH S e,

#2. TA-TMADEEA

BMT-CTN %" EBMT *? Cho et al *
MR MER DAFLE IR = 2/ KM T4% L EtE | ik = 24/ 45E
jilil
LDH b5 (i FEHEE Ll ) SURITHBL, BEko b | A
5
B HRE ¥ Creffi D 2 £ 5.
% 7210% Cer 2SEHHTET & D
50% KT
I /NREAER T <S5FH/pL. £720350% | <57F5/pLl. £7:1250%
Pl oK Pl Eo{ET
FRILER Hb DAL, F72idRM | Hb DL T
BRinifiL o 140
KRR FRIAABE T R AR I
Coombs 7 A b Pk (B, [HHE) (=i
NT Zary KT K

%700 MR T b I BHIBRIET B 15 O MM R IZ X 2 &, FESEH 1T HER S L7 TA-
TMA TR, SRRSIATI AR T DT 7234), BHAIEIRITS 2RI 5 2125 220 b
FTHRFRE RMMIZED 2 HEFZTA-TMADFIE L FED NS 02d LALW,

TA-TMA T I/ I % 4T o T & MARTERR I TEE S 112 72 O M/MREBUZEEIN U 2w, /MR
1L %25 DA IE 1M R (corrected count inclement: CCD) % #FAifli U . IfiL/ MR fn #5400 % 58 9 4U1E
TA-TMA % SOS % & 9 B2 B 5 3539,

TA-TMA Tl If5E PN HIRaRE OfE R, PEAMIIE LI E 3 2 BEEHIEIKN 7 TM ER 25h g 5 T
WHETM E L CTHRNZERT 2, o TEho TMIZMgEE~— 7 — & LTEHshTwa,
AN EAIIE £ T TM O FBLoME T3 2 —75 T, #FRE T (tissue factor: TF) O FBUIIM S 2 72
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ARITBEEENE S, L LGt s, 1A RIS T Tl PAL-1 O X D FRVER IFIPHI S
TWb72D7 47 ) v 747075 vofgEY (fibrin/fibrinogen degradation product: FDP) % D &
A < — (D-dimer) OIEHNIFBAZE CTI% 7 < FRAEVEI A NEEEEEH OB AR TR .3 2 L IIHTH 2
38)

MAE W IR E OFER, B 7 R b — ¥ R ITHio T N AIIE & RAETEER I W RECH 2,
WML~ — 2 —T®H % CD146 1263 2 Hifk 2 U ORI 2 185 3 2 WM HIE S 5 &
TA-TMA B3 T A L IR L TERICZ OBH L 225 723,
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