tamoxifen (/ W35y 7 Z) (3G - ElE b
PIELTHHY.

BRZVEMICIEEA S Sn b, Hillo
2 VIER G Sk KRt R Sl i 2 LS &
.

AEDSERFIER UG o RS #EAT
wh, Pl HAEEE LT, bevacizumab (7
AF V) OFTHERARIEERE S

(TOPICS M), Ak & LT thalidomide
PEEEOWMENH LY. BRWIA bay v E
BREY 2 L—¥ —FETdH 5 raloxifene (¥R
%) BAEOREBEFTHA ENG £ ACVRLI
OEEFEEZ BT 2ERYH Y, SHROEEKER
BavEHE S,

i AVMZ &7 7 — 7 VERE b5,
T/, Ml AVM TOH—EY v ¥ MCHIET 5K
TRIEDFAE 2 TR A 72O AE R ORI
L TPAERZ PR S5, B AVM IEEE
ﬁf%ﬁ%&ﬁﬁ%%@i@ﬁ@%ﬂ%%ﬁ%”

L FAVM SO SRR T A L &
Lr‘*ﬁ%ﬁ% LB, ERMEIFEEEREITY
AIBBBOERTH Y, EEFEHL»E
LR . B, Wil L7z bevacizumab 25

AVM OFi 7=l r Ty s v E LTHIEERT
Vw3,
@Ehlers-Danlos FEIBE

B A BB, ISR ToR
BRBROTFHEEE LT BT TH 5 celipro-
lol{(E L2 b—) OIE(EBLIRRER bR,
B R OFEEHWICHRT A LATRER
7Y CORBTHERTFRECELTELALRE
LWz Z e SHBORMBEBEIC KL 20mE
BERIC L 20 TR, FASET 2 NEE
A ERIAEN (B2 B HBER) 20 0LC
OaT—4 vEEREEHOMSSENELTY
B,
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EXRIEnEEE

@Schen in-Henoch %ﬁ%
WEIEHRBET 20T, il BRIELER
B R> THEREET 2D T L
tranexamic acid (PR MBI 2B MR IC X 5
FREKEASER & o TR H A1 0RETH 5.
HILEER OBV &I AF T4 FH#EPI L &
haY, FOEBEETEHESLTwRY, T -
MR AR . AT a4 FEIESTRES
BFABLTIET L TWA &I ERF
WH (7470H3IY) BEYTHILHD S,
BRICHTAATOAL FEOHREIC2VTIRE
EM RIS, FoA5704 FERUESICX
AERFEEOFHARIETEEEINATWA, L
L, BEEMNCH LTIRRA T T4 R 50|k
OFEGFREBNCTbRTE Y, AFud Friv
2.k ciclosporin O%EZE B L7235 Tl ciclo-
sporin 25 - T, F72, rituximab PE&) L

TERIRED D B

@ouFTOI) vinE

B Mol S B D 5 &3 Eh b Oh#
#1479 . HCV-RNA GBS ITEE CEF D
BEEREBIZA ¥ & — 7 =10 & ribavirin OB

JHEERTT- T HCV ok % Higd. RAyud

FEEOFRTELEER ST winvgs, BEEREE
LRI LTWAESEEIEAFTA FE, cyclophos-

phamide, RO BRFEITONA. T2,

rituximab OUFADER L OWENH L. HEE
ECIEEmIgR e BT 5.
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ration and reduces epistaxis in individuals with
hereditary hemorrhagic telangiectasia. Nat Med 16 :
420-428, 2010 :

3) Ong KT et al : Effect of celiprolol of cardiovascular
events in vascular Ehlers-Danlos syndrome : a pro-
spective randomized, open, blinded-endpoints trial.
Lancet 376 © 1476-1484, 2010

4) Jauhola O et al : Cyclosporine A vs. methylpredniso-
lone for Henoch-Schénlein nephritis : a randomized
trial. Pediatr Nephrol 26 : 2159-2166, 2011

5) Pillebout E et al : Successful outcome using rituximab
as the only immunomodulation in Henoch-Schonlein

1) Yaniv E et al: 1. Antiestrogen therapy for hereditary
hemorrhagic telangiectasia ; a double-blind placebo-

controlled clinical trial. Laryngoscope 119 : 284-288, :
2009 purpura : case report. Nephrol Dial Transplant 26 :

2} Lebrin F et al : Thalidomide stimulates vessel matu- 2044-2046. 2011



/NS I, TSI G2 L C Ik E R CAT DA Rt i & /Mg
X BEE MM ERRCE S ADOFHNGNLO 2BEFD S, B, M/RD
DREFEFHHRME LD TE D, A2l sk o MRS
BruhIEisv, L, BEALHPELBIRBHCOBRELFE L, b
ECHBT 2 /MU RO 2/3 RMENFCHEE S h T 5.

111 o b e

ZNECICFRIL ARG b ) A~ 2 25 /pL 5 1 /pLIC T Th il
MFBEIEEED 6w L%, 2 - BnslleiiE2da s U
DEELBHNBREC I o THERHENTE, 2L, 2ho0RBIIBWT, R#,
BERCCLH L MERO B, FLRBRNABRTOWTA»CELTHREIR1
Tl FHTLERLEOETHMA T bRzt vd HCREEL2ThEE B2,
Thibb, WL b F 15 /L OBEEE 2L ORBRLTF L LERD L VERE
LeBE0ATHY, DPEZEOEALEOBLYT A K54 Yo 2 ONFEEN S
ENTVT, §RXTOBRETIIF—E1F /uL 2EFE L LEORECHE R, K
HCIEE, M AVEECE I E LTS © S i M A5 Hci b T A
A, bAETCEEL ) - EEROLD AT, LBHRNT A LT —BIZTD
NTHHY, ThmMRERZIEL Y 7~ FHT2LENS 5200, /E
W) A—~ECEZELTCOYHRCMERAZAFTELRLRELZY,. SOk
O, DPETEH2A /L ZHEERER T2 L EPL2 i EEbhs. 28,
HAESBHENPEHBEERERED L5 2REN ISR LTy BE T
/A E 5000/ uL LB TRRBMERE 2 Y bo— NV CE B2 EHBEWRET
RENTND,

ORs5E

M/AEESNTO 1 EHESRREDL SvPETrConT, B, RETAHEER
EESILERR (PLADO RER) PEME NIz 1272 FOBMSBESBE~O M
BELEEZE - - BHR (PHEFREBEERSECERBRZOES, BHER
FO2E) WY, BEER WHO 7L —F2ME) 23 HLAE 5,
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Morning Platelet-Count Category (X 10-3/mm3)

ET o fMrE e BinfEROERE
H/)vER 5,000 5 & U 80,000 2182 % BE DHIMBE 6,000~80,000 ZTORELERESD
A 9% IEEXAERT.

[Slichter SJ, et al : N Engl ] Med 362 : 600-613, 2010 & b 514 ]

EOED 0%MBETEEZRAOA 2P o7, ARBETE M)A — 17 /ul T
mAFTbh 2R BEEFEHLIMEERD 2 L3P hdo2d 00l EE
B - BRABROVHIELENTSHEERICEL, BILERELE -+ - BHER
TENRENLL 19, 29 AL AEENED o7z, ThOEOERENS, BRHEBOM/IH
BT+ o2 MFREE ST TRAMOBNIC 25D, BREBIZS s &R
LT3, H/MMEBIIEICIEERE R EORRZEERARRPR L, I-biETR
IhHEEAOFHML DY, BIEHEIPLVWIESIFLEERLOT, B LTHE
PIVOTRZVILEDLDRS. RHEBELHECOREL/KEN (PC) 15 B4
WIZIZNIS T 50T 10 10~15 B o528 L Bbh s,

/i & B mAeikiE £ C FTHEYT 50

MARBELOBRE L BIEROBEIS 2BEMABT LIS LERETHOAL
PLADO REXCHBEINTHE Y, HMimERITi/MEE 5000/l BLFCH L MICH
L, #RUETERHIVEDLLEVLIODSF /UL U ECHERIZRA L (1),
27220, IWHHEEIFRILY A 720 —3—Tidd 5500, HNFERA /ML S B
KXo THEERTWADLIT TRV LREBRTICEBET S, ErOHMLY RS
2EOLERE LT, B5% BRuE BERE Rbdsuss bk B8E o
ANWABEBREZ L) SBFLNTEY, BEHD LAGRIYEOFF I/ MR L
Aoy XA 2EZRE LTRZENRTV S, 2 UBEQM/AREATH IEEEE
TRELL 2V, KEPHEETRANT A g ERTCETELTVT,
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DR OB EA TS, BIFEROBHICIEMICDI-HERAMMATEY, £
DEEPNC Y — g OBSEEZ RO LLENHS .

BEi0 M/ MREEm IS A IC B E D

ERBRULAHEEPOM/NMIBOAZREE LLBEOFPUHRNEDYSRA SOFETH
BREIPEBRICOELWI LIRS, Bk, SisHEERER VY~ 1T /ul
TOFER I & BinEiR% 2 Lz & & oA 5 Hs s B Ees123iR Y
AV Tl R & R 2 T A 2 2O BRRBRASHE S, TREBRE b BN
Bh#HORD-EY - FEPHRNENREL Y 2072, HOBHERCHEET S L
BRI ZED & o 724, HENBLECHRBCEABEEDDH S & 2 IXTFHN
BiELTWwWAZ EbdY, BRUTHETDOILTY 2B BEEEE~O TN
DUERAGEHENL -2 25,

MésLERI 0T BheaMm/ Mrisi

PR HEMB LB ORMICIT b2 PRI T, WAEE 575 /uL % BEICE
MZTHOPEE L, FFEBRTIE 3T /L, HOERA F—F VEATIE 27 /4L,
JERESEH T 1 /ul OBETCHEZWE OBEND 505, EEEHBEREZ VI
PEBsSh Ty, 0L s, BULWLERF» S omiix, mASEL b
MEFEOMBICE>oTEVRELERAENRDOT, /MR L D bHFIICZ
bolEH NI,

RGBSR I i R SR B 7 & OB MIEIR T &, LS, Wi, Brbo
Bilo X 9 ZERZRMCE LTI D028, HEROBLETIREGCEELRZ
ERIE 2B SO/ Z T CL o EI PREASLICEFST AL TH
. WNEEFBRALCw R ERZTFRECERZERRLZ E 3L LA
ENTHY, RECTHAEEC I Z2RIMESRENKHLOER LI LIEE V.
BB CRBEETPORMZ LD 5HELPRLELCTRE ST, WK
F/ul 2 BEE LS BAERECTbhTw A,

AR MRS EER (TTP), MMM RERERE (HUS) BIUANY Y
EERM A MOR R (HIT) T, MRS ORES MR DS RIC X 5IE
2HBOT, MMRILIERREEERSES 2 EAERNICELbRE, 2B, Ik

61



HmESR0ER

Wiz TTP, HUS 3 L B HIT HERASBAL L ERSHE SR TWwA, L,
B, cROOBEICEHPEELRNO-D I M- Th B/ EHBIE
BT IEMFRESEONTER TH - OHEND Y, SBOBENLETS
5. 72720, BEOI/NMIEDRH 5O TESRMILERS 2 CTHFHREnE LT
BLEVSRERHEE L TREZ LW,

H/MEEIIL % 4T - T HFH L 2E Lo /MRS AYE & vk wiBE % VML
PTIBRE LA TS, PHIRBICH2 BRI, SEEEFELEROERID S
(FED. RESEROELAYBRHLATECEI230TH Y, BmBAICEAL
TWAHHBERFH HLANGELORE TS 5. HAERALREBE 7 4 V7 — %88
B HAPHERRTEESP SHEBENTWH 2D HLA BRI X 2BIIRISIEER
LTws., LalL, BlERBRET 4V —iZHLABWBOEA 2 ZLHETLLOT
12 d, AERIREEO 3% EMIRERC HLARAR L 2BUAE 2 EY
5.

i HLA - HPA HikidE

BOABREPEZEN-LERERO O HLA KO BEZTS. HLA M
DRBFHEELTRY YAREEFEZ2EBEC LA LCTEFH WO TE 2, EE
BB HLANRERZREBIL L, 70— A0l E 70— %4 P A—F—T
HET 2HHEE — L (FlowPRA®, LABScreen®) #ERETHELZL®, BED
FRICRoTWE, COHFETR HLAGAOREBERAEZHRELSLTWOTHLA
BEOMADAHOBRICEHATH Y, TLBHBRCRERCORIIRT VIS —
HLA BT AHAERERRSDI S, 204, M/ERY Y AR~ HEL
TH—H A4 P A—F—TH5PIFT, LIFT L HLABEBEBIL S L — F AWz
ELISA ¥ (QuickScreen®, PAKPLUS®), m/MEHIHMBUEREBILS L — FAOHifhS:

21 IWMREITGEORRA
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HHEdie b 1gG PERERIMIROE RIS TN T 2R &5 5 8RS (anti-PLT -
MPHA « A2V —>®) LEWH 5. HLA PIAEIH Shiid, &hdsin /g
NEOFRHETH B W EREFE WD, HLA PER LT LML RBEHRTH L
BEE S RWERICERNLETH Y, HLA B EAES N BEOR 1/3 1 L
P a oz, F72, HLA BURISEERPICHET A2 A H Y, HEAMTRE
USEHE OM/MUEIDSER & 2 50T, @MMICHEZITR O I LM H 5.
MM I A S RIB OB & 72 2 Gk L LT3 HLA SifEo i3 p i b
HOFRNE 2 BT 5 HPA Pk 5. i /ML E A RER 2 o CHl
BREBERT7 4NV —RBEHNTHY, LOTFHENDVY, Tl LICEHEREDDT
Biavs, HPA PR L LT, ELRQERBY - AERPREZHRELDE D,
/MRS FICRFR I 28 /7 7 1 —F VHHE % vz MATPA S BREOR W E L
LTHwBLERTWS, 7221, HPAPMEPEIM S COBIAILORF L 252 L
BENTHY, 351 HPA BEIVMLOBGERD E ZHEL S Tu RO Tl
AR B1T 5 HPA S BRAEDRHERERIC OV TR 2 XD 5.

il MednikiRE

T /PRI B M P I MU R ARSI T 20 8 ) RS
B HLA ik & HPA HifE0 &5 L O RPN T & 575, FeEtk i MR
PYWFRBF 2 ECHRON L HOADMAT 20 TR, —RICBEZHE
FEEMEDNL TS, BEMER T BRIVMIETEICHEE LT A HkZlET
5 IM/MREIHE 1gG (PAIgG) B3 B CHAOBRIMBER E WA, FRREATH i
MR BEOZ BT L 2o TLE WEREFZ L,

MBS IRE & B S h, HLA Sudl S 813 HLA B& /MR
BT 5 EDHED o L DREELHIEETH S, HLA BEM/MROBILIC & -
T, 60~70%DBETIVMIEO ERXWEETE 5. HLA B&m/MRIE, HLA S
—HIMMRE VI BERTIER L, BF HLA-A, BREROWTREGIES &
LTERSNA-MAMEBEHTHS. LiL, COLETTH HLABE FF—238%d
RV ERABICERTE, BOohLBIEGEFF—> 5 bBREOT{ 2 0T8I
FA43I T E HLABAIMEZERLRITAC L ZHELZED L. MOR{EHER
B BRAEEZ BT FEORE TR, /MBS LEE 252 TFHL T —
¥ g &2 2R00VOPTRTH 5.

HLA & M/MEE 85 L CH MO LAFS S aid S nEiE
RoOBE2ZL5 (2 1), WMRLTSRE~Dy 707 YRXRRERREY)T
HY, EXLshTwiy, T2, IMREOENAELNZWIZL b LT 8 E
OI/MERHAZHO U TS EFEIICENTHLO0PEIRBELN TRy, XHE
(ASCO) :#E (BCSH) O IU/NEBILY A4 F9 4 ¥ T, HLA BE MR E

63



HIMERBOEE

TELVIRREICH 4 /MBS BEIGEE OM/MMEEA 2 FHRIcEn+ 52 &
OFRERAHTHLOTIEDHERETH), BRARY MBELLE EICoAED
TAEIEERHERL TS,

3 ER

1) Slichter 9, et al : Dose of prophylactic platelet transfusions and prevention of hemorrhage. N
Engl ] Med 362 : 600-613, 2010

2) Wandt H, et al : Therapeutic palatelet transfusion versus prophylactic transfusion in patients
with hematological malignancies : an open-label, multicentre, randomized study. Lancet 380 :
1309-1316, 2012

3) Stanworth §J, et al * A no-prohylaxis platelet-transfusion strategy for hematologic cancers. N
Engl ] Med 368 © 1771-1780, 2013

4} Schiffer CA, et al : Platelet transfusion for patients with cancer : Clinical practice guidelines of
the American Society of Clinical Oncology. J Clin Oncol 19 : 1519-1538, 2001

5) British Committee for Standards in Hematology, blood transfusion task force : Guidelines for the
use of platelet transfusions. Br ] Haematol 122 © 10-23, 2003
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HA A+t s - e LT % FEP BAlE 2013 4 9 A UG fhs o2 6 P63
OBNFEEEIL L. ChE cailfRinl ko P BAICIE 120mL & 1 B &§
A1 BAMA (120mL) & 2 HAERA (240mL) PH o7z L l, BRoFRimbE
@ FEP BN 5 B RH 450mL) & LTHbhTab, B L mL OMHERA
HWTREoTwi £IC, WAool EE FrP A% 450 mL 205 480 mL ICHE L
T FFP-LR480 ®Ffl & L, 3T O FFP BAIFE % 120 mL OFHISHE— LA #|
MoByEBIEELEL, $3%0 FEP-LR1 B4, 2 B8 3 2121 FFP-LR120,
FFP-LR240 @3 & Lz,

FFP 0¥ 2 H#5 ANRERNTOMILTH S, LT, BEETHEDL v
TFRLTwAOPEZ T Py EVER (PT) SHEMELES Py 75 AF VK
B (APTT) BETRSHNICEZLTBL oRENTH Y, ZoKRELHIERE D
LICFFP OB R TS 5. BAFBENA F54 v CRERABREREEH T
HIEROZVEZICEFFP 2 FHBICEEE LA LT (1.
FFP RS IHT2EOBVABBBELARBR I ZTPRL TV EVOT, Zoiik
FEEL72b 0B vazwnds, HEATh-LWr LY F VAR, InET
DN RS LB REF WAL 5 BEERBIC LT FFP OF NSO F I
PHEEBELRITWAI L TH A,

FFP O 2 EM & LT, OFBMERE T 558%, QueRBLE,

=1 FFPESRKREE

LEAD 1 EENOBO 1 HBERLTREI PP ORSEHBT 2.
EEBEE A B> THEEAOEREN CBRLTHER
DR R B T A RO RE MR EDHILDM. Med Pract 24 1 2161-2164, 2007 X h51/H]
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HmMERBROER

GEUEBEEOIEER P D 5. BRINEEOMRICE X Ve TED R ATBEN
EZRETNTI VEHIR VS, ¥, FEPROmMBENEERESATLHE - B
ENBRETTREORAZKRERL LT, RBFROLDIIPOLFIRERLBER
ZEFY. ¥, MRBERESAEBEECEELTWE I EZELN TS, FFP
PRELTAERESMEE L 0 EF ¥ A3k,

MBI RAHFE TR 2REERTHEEREEHED 20~30% U ETh 3. ZOVRL
OLRKCLELZ FFP RSB FFPRFOBEBER T 80% EII & h 3 RET ITH
10mL/kg TH 3. TabbiEE0kg OEEIC FFP 480 mL 257 % L #ERT
R 20% EETE (2. Lal, AAREREKRRERTILERY, SXRE
FLEXAFORIEIZS0% &S, F-SUETEEME TR 8 B
BrEw (3). 36k, BEAREOH2BECERRERTFORAETRHELE
L EORBATET S, £BIC, BEEROALRS ICUBE 10H2HRICTY
122mL/kg @ FFP 245 L & S OERERFEEO LR 10%BEICE YE T
Vi (B4), LdoT, BEEFELEMLANVE CRERIELSEL-DICLE
ZFFPHESBEREREO2ETH S 20mL/kg BELHEN SN, FES0kg OBE
T4 1,000 mL D FFP A E L ) 21 b, KEOFFPRESII Na B & HBE
MEREMIC L 2008 L22ER LAY, FFP RSO PT % APTT 288 L2 ICHE

#2 FFPHTEBOZEERFEME -EFIME(%)

1 Ao miEsiE 240 mL ; FFP-LR240 (|8 2 &fr2a)

&5 FFP 8t (ml) =#5 FFP %X 240 mL, {EZRMEEE (mL) =5 (kg) X 40(mL/kg)

BEET LA FSEEE (%) =185 FFp 858 (mL) x M EITEE (%) /BB MmEEE (mL)

[k - MMHHRESE : Bls~e= 270 RETBH, FU% - 74 BCT, RE, 2013 X 1518
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