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1. BEBORKWE - E&

HARRMEEIMIL, KM TOFT X TOMERORBD QRLIMERED) & &8O /MiaEEOK T (K-8
EHRE LT - oDEBRETH D, BEEIIZZINSOBREFT R 2R TEBIIERZL HD72D, ToHHn
S AEEN LM OREEZRINT I LI THIO THARBMEM EZHTEZ N TE S,
AROARBEL BB FEIE % R IR ORI N S i B9 WS s a2 R i1 b L 72 fRRE )
EWwHZEnRTE D,

2. DWrEHE

DHETITFR 14 (2002) FREEICREAE TR A 2e B B S EHG MR B IR 70336 TR MEE M
PR 2 AN SCHE) 12K > CUGET SN2 W R EN R ERBORBEICHNW O N TE 1, PRk 23

(2011) “F 1 HRIBEZ X » TRRE SN UGTR2Wi R ER 2R 1 1TRT,

ERERIZIE~E 7 7 B A0g/dl, 4FHER, 500/ 1 1, M/MR<S 5/ ul @ 3THEHD 5 H Sl B4
7= L, BRMEEROSAICORFAERBHEM E BTSN TnE Y, 2THHZ T 224548 ThH
HE XM D 2 5 AT D, BCK T, EREOZWIHEL - S 97, BHICREEE 25RO 2
ERIgMF11E idiopathic cytopenia of undetermined significance (ICUS) I/ SEH S LA H B 2,
MR D72 8012 ICUS LW SN DB D 5 B BHEMIRIMET LT aHI0% <id, BARREME
2 & [ CRE R A Fi o CW D AIERMENR B D Y, Fiz, BANTM/ D 721 258D, T D% FAR
BEMtEmicERT 6L Y,
®1. BETEMHEMOZEEAE (AL 28 FEHRET)

HRARPTRL & LT, ", Hilfm, & SIEAZRBD D,

FO3HEEDY B, bl &b “o%fHizd,
O~EZu B BE ; 10, 0g/dl K @UHER ; 1,500/ 1 1 K @M/ 5 10 5/ 1 1 K

PLILERIBAD DJRIK & 72 D MO EETRBO 220, PLILEREAD 2 723 2 L DL WO REITIE, Alm, B
BT RE R, B BRAEE, BIEMER AT 7 0 U JRE, ERFERMER M, moaiss, By o,
SRV BEIE, PBRRETIEE (TFREZS, PINRIETCEERE /2 &), @M 7~ b—7 A MERERERERE, /&
QUERENETEND,

LUT ORAFT A DOIUE2 W O FEEA -,

1) MR IMERSC A AL/ IMREI A OB NS 72,

2) BEEFERFTR (Zay MERZET) 1%, EEM CITA—MROBL NG 5, FERERTIZ, FRIERA
WX > TUIEZMIOBAD B3 7202 &b d 503, BEZEITED LTn5, MIEBEEL TWALHEE. R
FERITIT UIE IR R B 503, FERIERO BRI T,

3) BB R CEMAEESORD N H 5,

4) MESED LF7 & RfafgkiEatenK TRd 5,

5) MafEME(AR MRT T MRk O & RIS O ME R FT RN H 5,

6) REMEEMMORRIEREOMERSRHE S,

DEICBE LTI, 1., 2. Lo THAEARRMEAMZEV, 3. ICLo THOEREZRIIL, 4. 12X-T
PWiE S HICHEER DO LT D, BAERREAMOBWNIEARWICHBERORRINC LD, 2720, FEEIES]
TITEHAALIC LIE ISR E DA DL D 72D, 2FEK - BRIREEEER O B INOYL R 5 23 22\ Vig B F4 T AR
SEMERE & OERNNIIREECH D, Z DT DIREFEHIRBIE U CTRET D2 LEN S L, EREICED (R
FEMHIPRIEN & E0FT V) BEIR RN E O D OYIEICH AR TR & 2 RAFT R L LT, PNHRLUMER - HLA
7 A1 T VVRKMEROEEM, ME ke AR F &M (320 ng/ml) 72 ERH 5,

®2 BETRUEMORESEE

3. JREISHR 1. SR

RN &> TEPHRRML BRI T BND (R2), KK L. Fanconi il ,
MOFAERBMEND S b b - & b EENE O Fanconi & § ‘ggﬂﬁt congenita
M Td 5, Fanconi &IMITH YO RL OB EE T, & .
RERIZI 2 TEKSRORTE, KRR, HWIREREAL2R E0F 1. wxu
EEhr e +5, £, BHEREEZSHF LTV, BHFIT 14 1. Wb CRegsk)
7% CLT LI ERISME 2 F8E T 2 28, I I 30 43 X CRIE 2. Tk

ToBbHD, El. BLAEHBERBDARVGIL B0, e
NS K OER A O BEAER BRI T Fanconi #1452 o
d. $THR
3. AR

a. fF2¢ BT AR R AR I
b. FAEAR B I -PNH JiE R



BAARAEMANZROSET A R
T DO 2 L TR MLEND D Y,
% RKMEOBAR BMHE M ITRER R ORI (—
W) & BRx RIRRIOR R R - R B
DOALFEWEIZ XD MR H 5, DBETIERE >
DR L SN TW5, FAERRME M & o R
INETIZHE SN TWDLIRA, b2 mE %3 3.
AR T VRO L L CTHFRICHE > TRIET
DRF 2B EA RN B M & BIEE R ~E 2 e
/ﬁ%f (paroxysmal nocturnal hemoglobinuria: PNH)

WZEES b (AR B M-PNH SEMRE) 2 0E &
NTWBEN, EEREOREIZZ D ORERIEIC L D H
ERBMEEMLEFR U Th A,

R PE AR BRI, LI ERISD 28 A0a 1
ITLizEEz N2 L BARBREEM L2
Wr i 2 F TSI ERB D B3 d - < VT LT &
ZHNDEBHRNCT AN TE S, AT
G ER, IR, MR IILER O PR 2 B 2R BN A
DERETHY | BEITITITZ2CNENfE LT\,
ZORER, FEACH MR BN B HEIEE S &,
MCV IZIEH CTH D Z ENLu,

— . B TITEITRER CTH S O A M E
ETHo THIERNZ L, R EREIT LB R 7=
NTWD, A ERBA SO 1 DR 12 Hh T /MR
WD OFEEE DR < . MOV (3@ il 2 9, BRI

HAHNIEMBEIEEL TWALER, ZOEATHE
BERIZHN 2B LTS, 29B5 - B
O MAEIR TRIET D0, BIERO F THRPZ TH
RENsZ 0%, BEEHAT—T 4 £ TORFIMRKER
4, HEIEFEEYE

FAREMER M

£3. BETRMBMORREEARY 5 HEH|Y

FAEDE VA= N
—)L

AR T 2R

R= Y

ThIHA TV
Y o~wFIHK 4 A

NR=v 73
PURIESR T VTR

A RAET >

DA = /4

F Xt

v a Xl A
HUROHIR Tr= kA

NN
AR ARZE FAT T
[P Rer S T ) FTV
R 1 BRI 3K VA=Y, % a=Pa N
P~V 73K VA=2=5

®4 BEFRMEOORREAY S HLEMEY

~uPy

HHE R & & e Bl

suan7=x)—N (BHEH)

it
AFLUFFAXL AR 7283 (BERA

NEbOD (RERT—4),

FEIEEIC L > TPROGETHPRE SRR 5700, M OREIZE > TH

JEREZHET HHERD D, Rk 10 FEOUER ., DNETIHKREE, #EiE, OEE, PEE, 1)
SED 5 BEBEICEIELE N /3T b TV D (K D), EHEEMIZIX Camitta OB "BHNHNTWD, 4
FEREEAY 200/ 1 1 RO EIERRYYECH MDD U 2 7 BNE W=D EIER (very severe form) &
MEZn TW5, s EEM o P T, BkiEk 2 v = —Fli% K 1 (granulocyte colony-stimulating factor,
G-CSF) i U CHFRERN H D FEEH 2 BB & . G-CSF &E5IZFE o 7= < a9, FEENTITE HER
20D TEFER] BFET D 7,

x5 BATRMEMOEEREE (FL 16 FEEIE)

stage 1 BE TROLAS

stage 2 M AFIE UUTo2HA L EAlz
HER M ER 60,000/ u 1 A
I HER 1,000/ p 1 At
/N 50,000/ u 1 A7

stage 3 SO HIE IFo2EmBL Eamz L, M2 R ek 2 3 &35
7R L ER 60,000/ u 1 i
I ER 1,000/ u 1 Al
/N 50,000/ 1 1 A

stage 4 #HOJE IO 2 A LA EAizd
MARMER 20,000/ w1 1 A
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TR 500/ 12 1 Al
VN 20,000/ 1 1 A

stage 5 f HiE GFHRER 200/ p L ARISINZ T, AR O 1HEHE L EA 723
HEDINIIBS 20,000/ p 1 A1
VAN 20,000/ u 1 AK:¥is

1 TEARRMEREN & (3m A 2 B ol s vl b & 2T,
W2 ZOREMET AL 10(1998) LI E Sz b B A B E L= D ThH D,
5. & %

DOME O BEHIT 1993 4O [EE FFA THI 5000 N EHEE S TWA, [RFEEIC L D A0 100 5 A
B0 OFEMMRBERII 2L ATH-o72 Y, 2720, 20T HEARBMEE M LSMI B SR
JEWRE (myelodysplastic syndrome, MDS) <° PNH 72 & DEEBRIEEN G TN TV AREMENRH D, DA
FE O EFEZHER (R 1. 2014 T 11,000 A, BWE 8.7 (JAO 10 Txl) Thd, ZisH
FEREICIR Y &N D AR E AN B X AR TR, 2004 E~2012 4E D 9 FEMOMEAREIIF 9,500 (4
49 1,000 N) | HEAESRIT 8.2 (/100 T ANE) LHstan= Y, BEROME (&%) 121.16 TH
D, Bl 10~2058 & 70~80 R TE—7 NBOLI, @SEOE—7 DENRKEDN-T2, BKHE
EOMRERIT, 1.5~2.5(/100 T AE) E@MESNTEY W FROREORERRIT, gk
TRV, TNET, TUVTICBITDRERIT A~5(/100 HAE) LHES R TEY P BCkEEIZ A~
I~IfERNZ EREHN TV,

6. WA - IREERAE
) SR
(1) Fanconi 4& 1.

B O M EAIRE T, @ H ORIIZ T diepoxybutane 0~ A b~ A 2> C DX 5 72 DNA 245
HI~OIREFTIC L0 F LYK N E Z 5, Z 07 Fanconi &1L OJFRREIL. DNA2 AEHZEMGEIZ %
HIEEBEOREE L E 2 5N TW5, Fanconi ZMITEIGANCSEEARKEEBETHY . BIEE TIZ 19 DE
BB T RIE SN TWD (Fanconi BN DESIST A R), FANCDZ 75, DNA [ZFEENAE U-ERIC,
IS ANHINEIEF TH D BRACAI & /ET D Z L 1% ¥ FANCD2 A2 DNA EHICE b > TW\WH Z & &
TR ENRFLE & % S5, Fanconi & IO MEHKNLIL = 1L S OB FRH D7 dIc 7K b — %
el AN

(2) Dyskeratosis congenita (DC)

FZRE ORI RN AE . INOZEHE, Kl B2 O ANUE 2 F58 L 35, FRAET 7 5k E TIZ BBk,
i, /I BARRMREM R EEZRIET 5, PITIX 202l THORIETLHH0LH 5, %
IR LMEBME A TN, — BRI Yo AR 1259 D, Fanconi &1L & [AIREIZ DNA (&1 12 B
bHhHEEZLNTVWD, HHREAKEMEEGH TIEZT o AT —F RN BIEFICERRH Y, TDHIC
TOATREOEHRNAOND, HRELEEZON TWEFAREMEA LM O—EIZ, 717 2T —F RNA
B FORENBOLND W,

2) HBRME
(1) H3eik

TE MR 23+ 2R & Ul il B & OB R & | R ERR T X D s o 15
EOTONREBELEZOLNTND P, O TTEHXFFEO R LRIEICHE LTS EEXLN
TWiz, Lo L, [FAlfsEE etz o AR R M EE CIIR SN L v B MR TH S
Wb 5T 19 1FLALOFIT R —FkDELNEIET D, 0=, BEER O B
HARBRMAIM ORI G LTV 2 ATRerEIZ Ry,

a. Y SN E & 0 R

ZHUEEL RO R B HER ST,

O FAERBIERI & ZEF S N BE ORI, MIATBIEIC F Lo - BE A2 b b b Pk
BRI SRS H] D0, DBIT DS - AN BN S0 BTT B 9 0 5,

@ Fanconi 0> & 5 [T EDRE T BA T & > TRIET 2 HAR BIER MAEIET 5,
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HARRMEEMBROSMAT A K

@ —EOFEAERBMEEMABEOERERICZ o— U MHIRER (Z7aT VT 4) "RROLNS,
7oL A3 ERI DR > — 7 = A2 K Y | 36% AT D 156 JEF T 249 O RHALE A T2 H D3R
HENTW5D, I TE BOOR, BCORLI, PIGA, DNMT3A, ASXL1 75 BN ML ICERD H LD 20,

@ FRREOFARNBEAN S Ebh T flofice b7 e 2T —E RNABIE R ESLCT e AT —
VWl EMEBG R EOT v X THEEG FICER R SN D 1Y,

b. SRR & 2 & i o i

S S IR K D& M O E 2 e 3 DR T RIZIZLL T O X 9 b ond 5,

O BFAREMREMAEF IR L T—IMNAIR O R —0 b B EE LI E 2 B L
7256, FREERIC LG ORIENE LRV, — ), FFEREBMICYE U 7= e ike 72
BRI ERZICHETMEZBHE TS LT EAEORICEERALND, LeBn>T, BEHED
RNICIE, IEFEMESME 2 EET L2 0EEENTFET L EE 2L D Y,

® Hib MaRMaGEE 7 a7 Y anti—thymoeyte globulin (ATG) R 7 ARV L 7e XDt
FEIHIREIC X > THARBEEMARE O 7T ENCEMNELND 2 2

@ YI/BARY AL THEMAEIE L -HOBEIL, 7 AR COEIC X > THA
ANEMEEMAER L, MEICX > THEMRICED 2,

Flo, REFHIEFZ BT OMRARNT R E L TUTORTRRZET NS,

O F4ARBEMEIMN TIX HLA-DRBL*1501 OBEE N Em L P £/~ 20 DRB1x1501 & o>HEFITS 7 1 *

AU ACKE L ClET DR E D 2,

W ONDONEEFHR A H S RA T, BED HLA 7 7 A @ a2 RBORZEZHE L
TW5, DREOHAERBMEMABZE TIL, DRBI*1501 & DRBI*1502 05 AN ats & xf BRE L b
RTHBIZEW D, 12720, s HRE S 2 m UG & B L T2 O DRB1*1501 721
Thbd, LEeBno T, MEHREIC L DEFANBMHAIMOFRIEIZIX DRBI*1501 ZD 6 Dh, HDHW
X2 O7 Lv EEEEAR I H DR OBIETREG L T0nD EEXLND,

©@ MHARRMEAMEST ORMMIZ, PNH IFHEM 7 ) a2 VKA 7 7 FF A )2 b= (GP1) T
Vo — B A RmER (PNH RLMmER) A LI LIS S5 »,

BEORmWT a—H A N A FY —Z W CEAR R B O RN MR ER-CAR Bk 27~ 5 &
% 50%0D FRE T/ PNH M ERAMFE L 405 29, PNH T Ok M ERC R ER 1T i F o BT 2
BAEET 208, 2 OIS M ATl sk 2R CTHH7-DEMTHY M7 e—rnmiEh
BT D Z LiEAn 208 AR B MR 12 C PNH UM ER O #EI0S LI LIEA B 5 DI, GPI
7 AR OBEE R A KR LTS PNH A i Al A 23 T 5 i L 2 b S T i 2R B A 52 T
<KL, FEFEHEENRTVEDEEZLNTND 2,
® AR BRYER M A OB 8 CIIPURFE R 72 T M OMIENEEE Th 5,

Tl L 7 &% — B8O CDR3 YA X AfiENT 21T 5 &, FARNRBMERIMEE OFHE TIIW< 220

THIfAZ 7 2V —ICBW T, FUREEAZ T HIMOHIGE A2 R9 CDR3 A X540 /3% — L DR 23
v, RIEMHERIEN DT 2 LR N5 %Y, E2. CDR3 YA XA O D DVEBEIZEE D B
NAHBETH, KMo THRTIEA L2 2REVITRO NN e, HYDOFKFEZR>TNDT
AT BB OM O OPUFICKIG L THIFE L TWD EB X Bbivd,
@ —HOFAEAR B M EE OIME I, SR A mEE L Wb EAICRHT DR B S
2,
HEARBMHAMBHEOME & EMBMAEIRD DN\ 74 77 U —% Hu 7= serological
identification of antigens by expression cloning (SEREX) 12X Y | kinectin® ., diazepam—binding
protein-related sequence (DRS)-1%9, F=x v % ZALiZxd5HCHERIHRE SN TS, 7277
L. 25 OHIFIZR T 2 HERIS A HAER B M ORIEIZEE L TWAH 1 E 9 I S TR,
® BHANBHAIMABE ORI 13%I2FBW T, 6 FEBLD uniparental disomy (6pUPD) 2 & - THRED
HLA 7 A T 7 LViE Rk Lz ARzt sn s %,

ZAUEIe 2 BRI AEAE L T2 6pUPD Btk ipiiia 2y, B ChUR &38R TE W ie I Hifa s
EME T MM (cytotoxic T lymphocytes, CTL) DOHEEAE G CTAEZFRD | BEiLcd ZFI 251k -7=
EEBZBIDHLAA T LVIIAT B AR OFHHRIERE ZHUHLA-A 7 LAV HURZ W TIHRET 5 &
HLA-A 7 LV RKRIMERIZ 2D 25% it &5 ),

L EDFTRMND, UANAERRREF~DORBREE2E o T & LT, SmepiiEs’ &R L v
% BOPURIZX T 2 EARADEHE L, € ORE., &M 5 CTL AFFE I N5 D TiEWnnreH
Zbhbd, LrL, FOCIL OERME 5 B CHFEIZERERE STV,
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HARRMEEMBROSMAT A K

(2) KA AR BRI

KICHTT=EFD S 6, BAERBHAMN E OREBEBERHALAR2EOIE/ BT A7 2=a—LTh
b, TOMDIEERNZSONTIET ¥ LT X ML > THREEGAHER INTWAE DI Tl o T,
FARRMEAMOFER TH D &9 faEIL /e, SR, JrAeSK, @EMHFIe 812X 2 HAERRES
MTIE, FOEEDE o) &7 o - RYYESCH R BARIEICE S Lo et H 5, B 22,
T RIGRC KT D2 X P GRICHIET D AR BRI [0 212 k2 AR
ELTHESNTWAR C D =X 92 TIZUIE UL PNH & 4 IR S b CGR¥EHRT —
H)y LIER-T, ZOXI RPN Y RNFEK E WD K0 BEEKIGRICADE L - hEEmRiEIC
L AHAERBMRM CTh - RN S, EBIC, TEAIM] OFARBEEM TH->TH ., FRMkE
DOFAR BRI & RO EMEREC L > ThET I Z A LI LIERES R TWD, LI -> T,
HHHAERRMERZIMA THEIME] THH0E D 0 OHWHIIEEITIT ) LEND D,

(3) JF4e B PR AR R B2

A, B, C, ZREDBEMOD A NV ALSDFIKIC L D EMIFRIIER 1~3 » A TRIET D 2P, 9L
HIFR%Z EXRS T FREFRFICRIET D2 EbH D, HFEOFHEIZHBNZ BETHL Z 1L
W, HE D EBMT O 12 LAUTF R BIE 5 4E A RYEE T2 FAR BRI O 5%% (5, 1HR AT
JFACBEE LV @ s O AR BN &R TH 72 9, BARO/NE 7 —F O T b RIEEOIHE
FALDENTND YW, REOIFE T A VA EITEMEFIIC S U CREE S iz S SOs s, i
Sl OBEBIPUR &2 WS D72 DICRIET 5 LB S TV 5, RARRBIIGERT I L 2 5HAE
Th5d,

(4) PNHZ£E9 b D

ik, OFARBRMEE M ORETIC PNH (BT 261, @FARNRMERINORFHERA S PNH
WZEAEMIERZ 2T 2500855, 2NHE2F O THARBHAIM-PNH EFEEEIESZ E3H 5,
DI FMED PNH ThH 0 | IBFRIXEMOFERN LR E 725, —FH, QIXERRESS PNH TH Y | BRI
W OFARBMEEM &b S0,

PNH & A 7 MEROENEZFRBH D H DD, HOENRRMZRDRNVFAERBEHEE MBS (subclinical
PNH, PNHsc* 123U T PNH & A ZILERMR 2 ICHIN L7238 A, E DS S PNH & FEE/NZ OV TIEH
e luE 130, BEORETIZ, LDHBIER LR L5 2B -IBE L LTWnALONRE N, &l
DEIZEMAETIEHERSEMCL TR DX IR o7l R T 572 501F, MIRMEREDS 10 7/ uL
PLEWIZHEM L TW e S AN KFE LRVVIREEZR PNH ~OBITETHORRE EEZLND,

PNH T2/ O 1& MR 3 2 5 & - o3l Fid, Bl U 7238 s iai s b 3 2 5o 2R 7R BN H D = A
r—THRNENTH D, FDOHD PNH 70— OF LWHIGEICB S5 2 B\aFR2a & LT HGA2 9,
JAK2'” | BCR-ABL ™MRRIESITWAD, 7277 L. PNH & A 7Bk % B HIRI8I22 L= Bl DR ©
1L, PNH & A ZIMERDEIGIIME 2 DBEFIZ L > ThEAx B ZELD . &R0 15%% 5o 25 THnE]) 12
BWTYH PICAER Y b0 — 2 DI REE RN S —EThHo7= Y, LN ->TPNH 7 o—2r 0
BB PIG-AZEH A = U 7= 3 M a2 Ak > TW A BIRERE /IR E L TRV . PNH 7 2 — U LK
THHAETH, IRIREGFRE TS T L BB TIRARWATREMEN & 5, PNH FUFERIER 2 U A S —
7Y — TR LT OWE T H  MEEEHE A BE T 28 a1 OREEERITIFE A ERH SN T
b\fib‘ 50)0

7. i B

1) BRIAER

FESERITIERR O BN - BB - D F VN, AR ORMEER E . BT HIMEE - P - SR &
O HIMAE AT D, I HPERED ORI CITEGRIC L S BRI A LD, BYE « PEEFIC, & otk
TR EBEVEEF TIIIER CTH L, MR ThELEFMEBVERRINDIZ ELH D,

2)  fhREIR
HEmAH. BIMEOIRBRERE, K FHim, BRI ERnHrsbisd, /MO RN EEDSE. IRE
HIMIZC X2 NEELZRBODLZ EBH D,

8. MEFTA
1) AR



BAERRMENZROZRAIT A R

FRMER, EIMmER, MO T X THRBAT 5, 7277 L, BE - PRI M & fi MRS o2 L
INHELNRNZ LB D, FT-. I OITHRAE TR/ M ZZ T 25 LTV B 728 BRI/ MR s>
%ﬁ%r(m%&@ﬁ%mlﬁﬁm%%é“ HAEE TR ARIMER R ME T L TN &b b
B3, \ZF 8 o To AR ERER DA I 720, BB/ IME S 1364 e <IETFTLTW3E, &
INEe=, r@‘”T 13 IEBRMECTH 2 53, PLILERID OEST 23 B MBMER Gk UIE LIXRERME 2R~ d, 180
FRIOFRMER TIT R/ INARFZHAD Z ERH D, AMEROWBE A ITTERIERIE D N EIRTH D03, BRI TIES

S DEGAE T RGBT 5,

2) EREERR L OVE B R

HIANREL ORI & < \ZShFEPARIER « FRIFER « BERZEROZEIR 2B NH LN D, IRIFERDEF LT
WALGEIZIE 2 EORIFEK, BEARFERME 7 EORED R EZ LIZ LITRD 5, $Xf“ '43 f“{ﬁlJT“
IXE A HINCEME R > TWA 2 EMNMEWNT=D - E - FEmMENSEHENIRE| S5 B
bxrtit BREREETS 9V, L, 20Xk RBEATHLEAEREEE M THN iEFﬁf :HFAW\L
Twéo:®ﬁﬁ\HP%ﬁ%£%ﬁf%ﬁ(mm k@ﬁf%%f%ifﬁ%f%éoﬁﬁ®ﬁ@ﬁ
JE & EMICFHE T 5272012, BE»LOEBARIINEATH S, 7275, EREITo7E LTH, WE
FHICHRBTEHDIEZ <*%@ e @5ﬂé@f\£§@fm T A7 OIZIT TR MRI
EHHATHZENEELY, s

3) m@%\ﬁ

AR RE I B 2RO 72 W 2 BARBME N TH - THRIERD 4A~11%I ARG 358D 5
nz', %ﬁf®mb\(ﬁ’é{$§ﬁ'§*i8 U YI—=2 7% /Y3 del(13q) ., 6 FYIRDF 5
Wﬁ&f%é SRR D 5 B BN ED 5 EEITEE 50% UL T ThDH, ZDHH 7T FREKD
FEITER O AME I AIMEICBITT 5 U A2 REWED BE 7 o—uinbin) bic Tt b
B RS MEIR B 21T Y WERH D ¥, —J, TALUSNOYEREE IOV TITEE O F4
REME M & RIS RIS L, EARE O I3 R B ST 26 65 5 Y, KT
del (13q) BRG] C ik PNH BUIMERAS 100% 51 TH 0 | So Mkl RRIE 63 5 SUGPEDS IE & A o
ARBMHER I HE %,

4)  IMEA L - MIERRE T A

EKOFAMET T 2720 MigEek, SfafRix L7335, BHEETCIZZ Y FrB EFLTWDHHL
D, AHT 4T 74— KRNy 7 OF-Hiifx) 2aRF (4, GCSF ha VAR F AELR EN
LRI 5, FUEHARCHL DNA FLik 7 EORBEH TAHA L5 H AFURIZEFRETH 5,

5)  FafEHED MRT
ORI 70 B TR R B LIRS D72 T1 Wit I3 — R mlE B L 7 b, SR % IEfk
VR 2 72 DI AR RPN B4 &[RRI R 92 2 E 32 E LU, IRRAEHENEIZIT 1. BRI
HlvE (CHESS ¥E72 &), 2. IEBINAASNGMEIE (STIRE). 3. K NENE BMZRED STENH 5.
THEITX L 2E BN ETDHHFENEZ, 7272L, T—F 777 b
ﬁﬂ@%#wtb 20 STIRIENHELTWAEHEELHD, 20 %6 AmMBKEDOOERDE
D & DOERAE 2R T 2 IO W T REE & FHk T 5

_kjﬁﬁibb% @ B MBIk 2R b O
FREEIAED STIR BIGIC X 508 & LTRARD U To 48 FEPMERE
%F”‘/f“557 AR ~T 2 1 © Y RIED 1
AR 1955 0 — 6
1AL JE IR Thend o S AR A LA SRR
2. EE MRS S B E R NS — L b B X \ o
LNBHHD @SN E~BEKE T HD
o — RN i R
bin I = =R v A R
» _ %ﬁf’% PR~ 7 1 BV RIED—E
47 BRI LA N — T2 b AVERTE BEERE (3 I O — 5
ﬁ FHIR B 5 O —
1 A iﬂwa@fmaﬂﬁ BEC. 4 RIIABERRAMTH D, EIE ﬁ”%%ﬁ%ﬁ?{;
FRAR BB LT 1%, RGNS 3, 4 Mamn s CRDRE
& ﬁsgb\o L/75) L{&ﬂéﬁk‘l‘i MDS 5?3: 1 @%E&é : k %) &) @ ~ SE 7":[:{] ﬂ%—*%%ﬁ%ﬁ]ﬁiﬂf (Banti EE{%E—:F’ H?ﬁigﬁéix &)
LBk R R
7 XL B, 7 IEROKS
B 72 & O TR IR Y

TV 3 — ARTHIE



BAERRMENZROZRAIT A R
TERAERNEMRELOZ T3 BEMD 72D, MRIICE > THEZENT 52 LIIRETH D,

6) 77— A FA U —=ITLDGPL 7 h—EEARNM (PNHAY) MmEROMHH

PNH & FAER B M 288545 7= 11E. H1 CD55 A & Hi 59 Hifk7e & O GPI 7 o h — & A HT
KeRWE@FEO7a—% A hA M) —THoThHDd, 72720, #EROFIETIIEFHE T 1%H1%Z D
CD55 CDSO A I SN B T2, 1% PNH BBk 2 TEMICEET A /-0l i3EEoE W7 o —
YA AN —ZHWDXNERH S, PE TR L72H CD11 b HUilk (JERIERYHE) F/2d s ) a7+
U v ABUER GRILER) & . FITC AZRkHT CD55 8 L O D59 Hifk7e E2 W= 2 o —7a—H% A LA |k
U —T 10 HALL EDOMII A FH~AUE, 0. 01%R1# D737 PNH AU ER 2 Efglcit+ 5 2 N T
5. VLGPI-T7 v b —EEBAHEDO I D IZ fluorescent aerolysin (FLAER) Z W iuiX, XV @kEEIC
PNH BUFERIER 2 H 32 2 &M TE 5 Y,

L DBGPERIRDIR A ZRET . SEHIIREZE L2 VIS HAREEEL ) Z LIk T, EFHE LD
M DI fiE 2 FERIER T 0. 003%, FRIMERT 0. 005% L TR IFHZ LN TES, ZORBMELL ED PNH % 1 7 ifl
BRoMBR S B BN BRI BNE M S22 OB B~ T I RIE S e B ROt < 2
7 v — MR I A R B E AR 19 2 & 3R LT TR &AL Cu B, PNH L i BRG] 0 s i
BRI @t ET e o7 (RN ORIFRIRG 00, 14 URR) OO0 BAR (NR) Dotk
FRRREFC b mBUSERER S VTN 5,

9. ERIZH

7% 6 1%, LB ORI R EEBL 2 EROMIBE LRI R LTV D, T O CTERIN RS
EE/2 O, MDS, idiopathic cytopenia of undetermined significance (ICUS). "B HiR~EDOREE N
BEVY PNH, BCKBIOF BHIIEAMF/e & Th D, MDS TRIEE 22 DIFFEERODIens A FTh D,
WHO2008 £E43%8 Cld refractory cytopnenia with unilineage dysplasia (RCUD). refractory cytopenia
withmultilineage dysplasia (RCMD) 73,2016 £4£43%8 Cld MDS with single lineage dysplasia (MDS-SLD) .
MDS with multilineage dysplasia (MDS-MLD) 23 EIZZITF HivDd,

1) RCUD, RCMD (WHO2008 4E43¥H) . MDS-SLD, MDS-MLD (WH02016 4E43%48) 36 X O® idiopathic cytopenia
of undetermined significance (ICUS) (LAF. WHO2016 &/3¥E Cic#id 2)

INETOERIIHED &2 Zfbh Eo ek, —EEAN (A AR TIE Hb<1lg/dL, 4FHEK <1500/ L,
M/ HR<10 15/ p L. ERERIZIE Hb<10g/dL. #HFHEK<1500/ u L. M/MR<5 J5/ul) T7ZaiFiudm4e
REMEMEBW T2 LN TERY, 20D, ZOEMELEE- I 20 ek 1Z, B LT s
BROFRECIERE Bt O A MEIZ 5 T, MDS-SLD. MDS-MLD . ICUS OWWTHnICHEE 5 25800, —
J7. SR ERIEIC L b b b IEr v — O FEAS (FBAERRMEEN) ThoTh., HEAE
T MBI R I NG ITIE, RFEROCHRIERIC LT LI REAR AL D, 7272 L, 2D X 97
A CHHARNRMER M & R U@t ChiuTBEZERIIHD LTnad, £, BAREER M Tt
D MM ERIB N L~ T/ I DFREE N FRY, L2 - T, FEERODD 72 Z A 70 MDS £ 721% ICUS 3
SO DIERNZ I\ T, BERZEREEIN &2 LD 72 WL RIS AD 232 B D 856 120E, BAERRMERE L &R U
IR REIC L D ERA RO R A ZE 2 - R W 2 7277 L, BEEERMEEA D MDS-MLD Téh - T
. HFPERICE LW REERIS® pseudo—Pelger R FE 2 EMN 10% B2 DA, BN 3% % 2
HEAICIE Y v — g EEN DD ),
BHARBMAEN & 26 OFEEBOERICIE, RGN & EREFR2MmNH 0 | jiFIZEE b 5T
5, (PNH ILER, YetafRiE OF®ERY) CREICEDIITR (B, MRS O ) (JAEFIZ
KoTEMT LB L, £, [FA-—ER CTRERE L R (7 a— M%) JRENILFT 25 e
Pt D, EERINEE LWEFNIZ OW T —OMIE 7210 TlidZe < BRR T — Z 2SOV TRA T AT
L IBREBIRT AILENH D, ZNHEZERT L - & LR IXmEE o o RAx=F > (TPO)
ETH 5, TPOEITE BEEAZERE & WA 2 372 0 ERZERER D 2\ A TH D MDS T I3 (<320pg/mL)
oY, W 2 A 320pg/mL LA E THIUITERERFE N D -7 & L TH FAERBMEE MO AIREMED Eu
62)

2) HRiAERoO PNH

HARBRMEIMBEE DL OFIT PNH BUNEROEMA BRSNS Z &b, BAERNEBMEZ M E PNH
T E O RERRELY b OBBRER L E X DA, PNHICEIT A& ffEE - FLIERBU T < 206 K< 4
LENTEY 2O T7 PTIZE N E SRS, HAEREEEMORIETIZ PNH 2 FAET 5 2 &3 TIER W,

ZOHFTHEHEMA (HDWIXEMA) PNH L, BB 2207 B 2R IS8 IR S vz PIGA
EREMEINS ., ZHH DN OEWEERE 17O 7 u— U PEICHET 570 0 ko
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BAERRMENZROZRAIT A R

RIAN—BETEREOTZOIZ7 v — PRI U7/ 5, /RS2 A M ER DD 7e USRI O A% 3K
TUIRREL B 5D 9, PNHICH LTI 7 U XA~ TR0k &, BAERBMEM L ZR R 7T
WUE LA, 2D ﬁfm%@%m(>mzﬁuu 400 TU/L i % % LDH & . e U Lve
DR, MAFERRENRHELNHHEEICITHMA PNH & FRICEHT A LERD 5,

3)  HEMIEA M

BOKIZEERTHARTIEEA 20, BAREMEMOEELRENERTH D, & IR FHCHiE
DS EANLTZ 72 O BERE CIX P SE AR BRI & fhEDILCT V., S HIC, mEMFEEIC L > ThHHE
FEUETDHZ LN LD, BARRMEENE L TEHBEHINTHDHLH S O, Shidm Tl
HERRMEDOE MM B DN TG EITIE BB O/ U RBROFH~— I —% 7 —H% A4 h A N —THRHE
L. CD207CD11c*CD25CD103 " CD5 ML DEEI A 72N E D N E R DMNENH 5, LiF T O ARt A
VA=A X2 LT —ERBEHE L TND I L b EERMTH D, R A EERNT E A LA
SNz L ShTng Y

10. %5 H

15 ﬂ%® BEAERR CITR RS O (5 oD 5 EIE D RIRD 30%LL RIS L. IR o E& 23880+
%, WBEICRT S mEOES TN Ti8%%%f%é#$ﬁ&ﬁ KT L., mlE ClifdsE cho
T%3%ﬁ< ﬁT#é EWRD D, ZOTDIKFEROZWH TG 2 RS D LN D D, HiEsRE
DOHMBR I SN T HA T E AR BRI Tl <8 %ﬁﬁr HEME AP, BRI ELED
MDS 72 E & E 2D,

11. & &

BENBEORRBIIRT [ ] NOBFIE, L FTOREEIZ LN BT VAL~ R LTV D,
AHRQ (Agency for Healthcare Research and Quality) @ Evidence Level FEF%
Level of Evidence Study Design

Level Ta [B¥D T v X AMEHHERD XA X ATl L DB TF X

Level Ib Wi b —oDT X MUEBRRICE AT T %

Level ITa |t b —2D I TS ENTHET U F ALHEEBRIZL 2= T A

Level IIb [ b —2DMDZ A4 7O L TV A v ENTHEERMPIZEIC LT
VA

Level 111 |k < FWA o SNT-IEERITBAIFIZEIC L5 Lo BEmrZe, »— 2 =
v ha— g YY) TR

Level IV |[HEMZEEZESORESCER, HDWITHRE OBARRICL =T 2

BB, ZIZICRETDHIREED Y BT X — ?4/f?¢£ﬂm%@ﬁm%f&é:&_%%#%
BEThDH, TNEDOIEEEDMERANLE L HIM SN DBEITIE, YA OV CHlERRBRE 217> C
WATGERICEBE ZENT DR OIS EEETH 2 &ﬁ)%iﬂé
1) ZFEpRE
(1) g 1

B IS0 L NGB D OFEFE R TRNGE | 8 D WX IUTHE S HEE DL EOERKIER 2580 5 561 13
Mmu=EE35, =20, mmiﬁﬁ@mmr% /R k3 D A2 S fERER S D 5 2.
[ Fill s M SRR AR DD U R 7 2@ D O TR ER/NRIZE DL RETH D,

a. FRIMERHEG M.

Bk A AR IMEREG M DO FEf TIT~F /0 B fiE 7 g/dl LEICHRESZ R —2D RIS, T2
720, BIERORBBNIZMEAEZENRH Y, 7 ¢/dl Kl Th-o ThlmaSLEL LAWEALH D,
MOFEISNI~E 7 7 B AEIZT TIEAR <, B OB RIERSOHEAR, (DIER, FiEZR EoMEar i, B X
DS AETE DOIEINRIIC L > THD D MEN D 5.

b. /IS B i

ey 7e il 2 BE T A 72O/ MR A 1 5/ nl BLEICBRSZ ENEE LV, LarL., THBZR
iR T HLA SR DPEA 242 L, M/ X3 2 RIEEEFR T 5, 207, f/ME
5T/ ul U bd o T, HMAER DS B T HI R OB 22 5 A 2 I MRS L DTG & 72 B 7e s, 7272



HARRMEEMBROSMAT A K

M/ REEAS 1 T ARG DA, 8 O MERGHRIEE Tl M D288 2 IEMICFH T E /22 & 3% 0,
PRI ERE I AL i/ MR PEAERE & FHBE 2 O ¢, MEARIMERE X, /MBS 1 TR OSEICE DR %
95 ETsBIcR D [IV],

MBS 5 T/ ul B2V LZNLL FICIE T L, il 28E LGS IcidEE 2 iz k4]
BEMEDS B B DT, HIfER 2 & 7205 5 TR R /I 21T 5, 723, BEASBYYEZ A&0FL T\ 5
LA IXHMER NS EEST 2 Z E N2V T, /M E 2 75/ ul BLEIZRD X 5 IS i/ g
m%17 95,

ML/ NR ORZEE N TLHET 2B T o 5 ITP ofBfE M M/ N EEEEfERE (DIC) &ITRAV ., HAREM
A1 IR I MR 21T 9 2 &2 X0 /RIS B35 itk o fi MR ER R TARE D 407
U &I MR ERIIL AL T 1 R B O MR A AR D MR B D, MRS R LTS
ITPHAPUAR D ERZ T = v 7 L BBETH > HEITIXHLAE A K —2>6 Ol /MR I 2 FE9 5,

c. FERLERE (.

73> C O FERL BRI ML (X EGWIE D 2 > b 2 — UIZIZ )T - 7243, G-CSF 12 X » CTRMIMmICENE L7
REOWERIERZ N L7235 I3 BN H D 2 LR ENTWND O f@HEE 2 6-CSF 2% 5452 &
DEEMEPHESL SN TV Z &0, FERIERER B Z B & L7z G-CSF Ol FlIC RS 23 722 e &
OREIXH DM, i EEBRE N EERYYEZ L Z U, @i AR - UEEAR GG LR WEEIC
IZZETREIBEETH D O, FHERDM 0 T G6-CSF 25 L THF o7 < BIGA I 5 FU72 O IE S B
ARBMHE M T, 1B E G T 2 BB CIRIERSN e < BIERMEZ GO L TV D T2, 2z kit
SE B OEREREILIIFFICEETH D [IV), 2720, FFr—oZettsZE L. SEhERREUT A
A M AR 22 OFRE L 7= FE M T AR M i i ER BGERE sk & L < 1ZZFHICHE U 5 fiigk C.
MERBR & L TITONAR&ETH D

(2) FEIMmKT

I ERDS 500/ 1 1 LA T OE T IT EAERYIE OSEFE A O T G-CSF % 505G 8 5, G-CSF #5-
BITIF L A EDOFITHFHRERDSEINT 2 3D Rl H — R Tdh 5, = U A A= F 3O THR I
BRI OBEE 2O TIROH D Z & R SN TV D DMERREISIZ 2V, FTldd 525, 6-CSF R
B 52 X o T 2 TR EOMERAEE L= FlHE S Tung & 9 72721, G-CSF OEM&EET 7
FYtafRDE /Y 2 —%LEH MDS LB B BEVE 1 M5 O FIE & (L3 "TREMENR B 5 0,

ZIVETOD ATG/CsA PERIRIEICIS 1T D G-CSF OF HMEE MR L7127 v # Ab#aEk ¢l G-CSF ff
FH - JEBEF MRER] T MDS/ AR BEME IR (AML) OFIEMEEISEWITERD S TWARWn ™ 72721,
G—CSF 23> MDS/AML FEIE IS A AT ME N E B B 2MNZ T 57201213 10 4L E OGR4
TCTHDHIEND, ZOMIETITBEYMNET MRS 5, LD A X EHTTH ., G-CSF 135k
PRI E SR OHRREABEIE T SED b OO JBERMGERLTRIITHE LW E ST P,
L7235 T, G-CSF O HIFEIIESPIRFICE Ed o & LB N5,

(3) #kFL— MNEE
AN TWEAVABET 7 XxY I (TAT7 2T —/L) [TEEBHNEWZD, R EL
BERET D Z LIIRNEECTH 72, 2008 FEXVMEHNAREL ook Ok L — NEFT 72Ty
A (=7 TxA R) 1£10-30mg/kg % 1 H 1 [MIANRT A 720F TH 10 mg ORFIEEDEHICHE SN D72
W, PHBREEZ RIS KFESEDLENTE D P, HEREBMHEAMZ XS E LZEKRBRTLH, %)
RIS BAEFL—FL, BREELZEHTIZENRENTNE ™, £/2, T 72707 A 2kY 3
MERRFHDOEEN G S NFHME SN TND ™ )

2) EmEE % B L 7Rk
EEE 2 BETiRR e L COREMGEIRE, © BAHRIEAT 1A NEE, O@EmesilaBmnd
5o X1, 2XFEIEENOIRERSZ TR LTS,

(1) stage 1 BLU2 (HOFEOBIE & g 2 M8 L LW HEEE)
COEEEOFARNRMHEMIZE L QI RBERERRBRIIEECTH D, vHX ATC (XIHEHMN
HNEWS BTN L0, IBROTZ DI AR/ MR 2 02 e 35 2 L RETH 5, ATCIRHR %
L L2 WERFICK L TILL T OBETEMNEID 5N D, ERITOINTWERIBRE AT v A FEEIT
B L TARMELS . 22RO BRENFET DO NE & TR Y,
a. MERD2AETET, M/IMEEDS 5 /1l LETZEL TWHEFE
COBEIEEDODREFITREEFICEEE KT Z L0, £RMERBA P ABRICEETIHRS D 2
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HARRMEEMBROSMAT A K

1. BEFERMHE M staget U2 (B h3EE) (D00 258 8
|- 45 #1577 R T I B AR ML
% | #L

Y Y
ATGE & BiEFEEETELHIIR"
HELEL | HEETD okl | gL
|

| ' i ¥4

BiEEETE NS R" ATG O A s |E§éﬁ?§iiﬁﬁﬁ|
| =000 Ag

i 1 e T

[ty Gl =1 2 S
I I 1 e T T,
DAL Ith Gl

b - . [IWCW A A 100A]
it L AR ik s AR ML Ml BSR4 L

Bt
i AT 4 T I HOTED .
2] 0% O S TE A [ e miEL E |
EEEEED,

:_;:.d 3 |HAAS 7 LR STl = T,
b HEE T AOMIEAFO 1 REYURICSh
oaRfUD e TELL,
c doARE T A R e R
H S LS TR | |Iohie,

|§"F@.-‘*f:_"z“|:| = 4 002U MRS A B

lﬁiﬁu:ﬂg 'mmﬂﬂg Tﬁiﬂl:ﬁg' -%;ismmimﬂlzhvamwlzﬂ
| staze35LE b B St | T L Tib |

END | TERITEEERBBENBIO O N TEX T, $io, (EROBWEETIIFAEREMEE N & © MDS
EHLBWITERWVICUS IZOWNTYH, EERSRBZBET L2 ENEBOLN TS, LavL, FEEIC
WS NOB S RFFER N VIR Y | Bk BRICEET 5 Z &idfmThd, —FH, EFMEOMmER
P ] A Rl AR AT & 72 o 72 BB D3R IR IR K - TeE T 5 alaetEId e IciRvy, B AR =
— 1y RO/NEIEEIERAR BRI Z 65 & L2 lE T A CROE 28128 U 7= i R R 70 i
ERBMEEIG D% IXEOREMAMLIEL 720 Z QR CRIEMFIFRIELZ T L CHLENHE LN
NI EDNRERTNE T

—HRICH C R B TIIRE O HIREE TOMIMMBE T ZEWVIE EEMERS W E N 5T
W5h, BIZITEMEREE Y v~ TR, FAER 12 B AN SRR S CRMRE AL AT 9 2 &8,
BEfAE 25 < ECEHEL SN TWD, Lo T, MERETTORWEITH > TH ., I/ MO AMEAL
THY ., BHEERSED L TWD 2 A TOFAERBHEEmICK LTI RATFEIX34rAv s
ARY > (CsA, Z OEIEE CTIIREEINI) 2R L, MSOFEEZ L Z oo nsd [IV] 9,
7272, COBEEEOREFICHTDH 7 v AR OFHEIZONTIE, SRERRBRICL VAL
TAVLEND D

b, MERID 3T 20 PLIMERIBD N ZE LT T M/ M2 5 5/ nl BLFIETF LT
W5 B

CsA (Z OEJEE CTITRREIGA) 4~5 mg/kg £7213FEER AT /v (FYEART ) 10~20 mg/kg
535 [V], BERHZ TEREZFLELRWIEAICIX, stage 3 L 725 £ CHEIGHE TRl 4 4T
& BV, SIEIIHEERIE O S  TRIEDRN BN D 2 LI X o TIRIESNENE D A ATREMEN B 5 = & 358
THVENRD D,

CsA 1, Z OEAEE O BHE TIXHA TR 500 R EFEST 2 ™, 2HENH 503720 TR ERD
FHROFHEICL 5T 2~3 » AUNIZHIK TE ., £72 4 mg/kg L TOFRKEETHIVUI R AR 72 s
AL RNDOT, RUNFHIETVERT LV RICHRADIRETH D [IV], KA 2 PNH i
BRSO NI THIENN L TV A 550, M/ MGBAD 64T £ 72 3B O YL ERE D OS5 1213 S BITHE
WESSRBEIETE S [IV] Y,

CsA OFEEIT, BHEREREZFH<T-O, fERITmy ~ 7 7 150~250 ng/ml & 725 X 51T
TINTETz, 2720, DT 7RENRZORBFAIZELTWHTH, VI RERNO LY =2 — 1 HHNIZ
WEIRE— 7 LrYUZE L TWRWATREMED B 5 B REREE I VT F =00 - OFE Tt &
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HARRMEEMBROSMAT A K

Elz. BETREEEMDstazed -5 L0 EE-REE ija_?ﬁ’%ﬁ% #t

40+ A

&y FREd- g srpmleedELn l

Y Y
R BTG+ 2202 2 G-C5F
f l I AE TEED
1= hO it e

P B LA I +RFE AT O EER TV =B
-40—?-1.!!.:1'-0':!‘.&!-& | exRorETER

ATGRHEE e R FH R LB L0 55 T L L S G
&Y Bl
ATGEES

RELL Joid 30T
HLANS 7) DN — bR b
om0y A~ y Bt
RO TF o L - e, St L SR
* 7o SRR LR
Hen 2007 b= AT r ?gt;ﬁ?m:1a.mwm::c.-:=.u=:a
I _:'\.'H-* -
g aF ek, - Sbe- s o T— s o T e T T R
L * * &Y AR EEEL T IMAREEdTE,
h R
ﬂhn-‘l‘-z:r%ﬁcﬁu@ht :'.'H'E-I;':.l"+:ll.!ﬂt ! ﬂ:ﬁﬁf_tnmﬁ_m
Sk ik k A R Mt T - Ml F oo Lo SRl T E,
L KLAM =i iR - il — 2 L o - RN e

HDT, CsADMAFEEIL, T 7EESIT TR, AICIEH - &b X <HBET 2 MNAR 2 BRI % o1
B (C2) HLREL, N 600ng/mL L7225 X HICEEEAEET S [IV], NIRITEZ LY LARATE
L7273, RUHETHEW C2 NEL0T W [IV], CsA REGERITIMEYZ LT F=0 % 1-2 @I
L ENZHIE L, BERHED 150% B2 LR L2 GA8Idd 5 B2 HEF I3 400 3 BIEET S, *
Ofth, mifLE, FE#EE U LEY - LDH - JREEO R 2 LI bR EET 5, MARMER, /Mo A
72 EOROGOMMBEIX, CsA BldaH%ELS &b 2-3 » ALINIZBIN D, 2O DRI RO o> 1256
IR & B AT D 2 LTS, IR OETEZBE TR TH D,

BHREAT 1A NIZBET 5 2 E TORKRBRBGEITIZE A 8D 1~5 mg/kg &9 KRERGIZE
TAHLDTHD, ZOBEZEEINFEHF TIT30%ENLONDE L INTNS O (RBETHRD O
NTWBERR AT J a L O RKESE (20 mg/ B) OIBEMEE =W 1T 720 A, ERRIZIE 5~20 mg/
HoRHETH> THAEMFITIE o EnGons [IV], £/, BHEEEOHRAE OB EGET,
B EZ D & T WA REWERNEZ 5 Z i3 Th D, 7272 L, MEEBE Tk 10 mg/ HUL EO#
5 2Bk 2 &R BHALA Z 0 9 5720, BEANCEWERICEE T 25 072l 2170,
FEZGIMNEND D, T, T Ra ARG HEFREZFRT 52 L0350 T, EMBICIER=
I—FIFEHCT 2175 Z ENEFE LV,

(2) EREML stage 3 LA EOFAREMRM (HOBEOHEED 5 B 2 L2 L5 5 4] & EiEf])
a. 40 A T HLA —FEIfaDO W WERE & 40 Ll o B

WX ATG (MAEZ a7V, 2.5-3.75 mg/kg 5 AE) &7 v 2R v 5 mg/kg DHFHFEESL
79 [1bl, ZTHETATCHANEL LTIZ Y~ ATC 8 E LTHA STV, w7~ ATC OfLEd Ik IC
PEVAFRTE 2008 NS THF ATC (A EZa 7Y r) BMEHISh TS, LL, [k~
ATG BUANZ LT ATG OIEHRAEN L D E W BIEN T AU B, g—m w8 BAR (Uh
B MHMRWTEHRE S TND S =720 §EE - A3 2 - iE - XA SCHARDRRA

BB ORFITIE, 7~ ATG LB VAR b S Qg & 589 89
ATG IZ X BT L AF =%, ATG GFIIAF LT L Ry 23 L R=y oy 1~2
mg/kg/ B ZOFH L, ARMIRT 5, v 7 0 AR VBIRBITECHICIFREZHE L, b7 7REMN
150~250 ng/ml, C2 7% 600 ng/ml LA E L7225 X9 ICEREEZET S, ZOIREIZ I - TR 6 HIoSf
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HARRMEEMBROSMAT A K

MAZEL 720 9FNCEMAEGTENPHIGTE 5,

7 anti-T lymphocyte globulin (ALG, ¥ N7 U ) IXFEAR B MK T H1EHIEE LT
ARENTEY, HREHAE THHIENEE E L TR S0OFIRB/HE S TWD, L, (T
n7 Y e HARREAMISHET DIHREL LTOZET UV RZZ LW, FERE T TT
ORI HEGERBRTIE, By b7V Vv OEMEARTT~ ATC L 0VH-> Tz 9 [1bl, 72720, Bk
DEICHAET BT VOMBRNR T ATC EVEDLLE NI RENRZNZ Db By TV e da
E7u7 ) COBLITBERGS TIIRHATH S, ok, bBRETIEE Yy 7V 32016 4 9 H 128Kk
SENHFIEINTWD,

40 5L E o BETIE, HLA —E R R —0 5 OB BB T - T b EHAEFERN T0%/1#%IC L EF
STND P Z b aEmElEEAMEEE NS [IV],

a-1. CsA 2T 52 L OEEM

FREFARBEEMICB O TR ATGIZHAI TR T2 L0 b CsA 20 L2 AN EMEARNE L |
M failure—free DAEGFZELEWN® [ 1b], 727 L. CsA fFH ORI RITIEFEER TIIFER SN TV
W, L7225 T, ATG & CsA OFFHBEIT, BRI O Mo f % bk < BIE AR BIEE MIZBIT 5
YR R IRIR T T DA, staged LV & HIEHEDIRWIERIEFNC ISV TIE ATC HHITH LV ATREM:
NH D,

CsA 1% 5mg/kg/ H % ATG OFEHIHE S 6 » AL EROTE T2, REEIZMS bT 7REN 150~
250 ng/ml 725 X OIS, WMINARB O DM EED 5 —27 LS LR TR T &
NHDHOT, [FFHC C2 ZMIE L, ZHH 600ng/mL LLEEAR->TWDZ L ZHERT D [IV], BiEEL
XA WEEE T 2<600ng/mL ThoT2a1 CsA (XA —F V) ZBETHGEICEEH DV I ES
%o PERRD EBMT O Tid, CsA KTEMED 728 ATGHCsA JERIERIZ CsA ZH 1L TE 22 WHIR AR D 40%
HDHESHTOEN, FITOHE T, CsA 2> VETSHZ LIk » THARBEAMOFERR
ZTENETTFTONAZENRENTNDS Y, MERBAEEMEICH AT 25T, Mo k-
HAMEEF B ERD . 3 AUEBERA OGN WGAIZIE 1 mg/ke HET 5, 3 » ARl % A TiinEkEx
DL T RA LN WEAIITE DICREEZWET 5, 20X 212 L THET UL, KD OB CHEfE 4
MR L-EECGAZTIET D EnTED [IV]L

a=2. BT 57 L F=yr ook
T R=yua OffHEIT1 mg/kg & 5 mg/kg DHLIEREBRATHIL, 1 mg/kg THOTH DT &ENR
ENTHE® [Ib], 2mg/ke/ HDOAF LT L K=V a % day 1~5 285 LEBE. F0®IT7L
F=ynm %0 1 mg/kg % day6~dayl4. 0.5 mg/kg % daylb5~day2l. 0.2 mg/kg % day22~day28 ® K&
INCEET D [IV], MR OB 2 & AT B TR O & V% & 7,

a-3. G-CSF O H
IR D X 912, ATG #EIEIZE 1T 5D G-CSF R O & e G AR STy, L7ads > CTRUYSE
DOEPHRELIANE, G-CSF Z MM T 2 ML\, 7272 L, G-CSF #0325 &, ATC BNAa%h7e
BAIITHIRARMER X 0 &I ERD ERT 5, Z07) ATC RIENE NN E 5 vE R HWrd 5 2
EMTEDLLEWNWI R w b RBH D, F7=. ATG/CsA FRABIEIZ G-CSF 205 Z & ofF A& H~7=
HARDZ > & MU TIX, G-CSF & GREO G NIERGREL D & 6 AR O ENRE L, FHED
BN ERFEENTNDE P, ZOFEERODETIZAZTFI T RZE>ThHhRENTNWS P, 7277
L. ATG/CsA DIREZIT/L—F T G-CSF 2 BHIMHE 532 2 L1k, RiAHRPERRRBRUSN ClriHEsE ¢
ERANAN
a—4. P - FLEEEK - iy A VvV 2AEOE S

ATG #&5:4% 1~2 » RIZ Y v Kb 072, B, =a—F v AF A - M uv=F, i, HRE
BOANA, A MATOTANVAREOBIEZRLZ LT W, ¥V AT/ n 7 ) 3747
07 X0 b EMHIER R T2 JERE ORBERENELS VETEBIET D 2 LR LTINS,
EBMT 7' /L—7"Cld, ATG FEVEDBRICHIAIE « PLEEHK - FLy A LRI OV b Ly 7 R) I ER T
WG SN TWS, LA LAATIEZNS OIEFO TR GIIZRD B TWRY, ZD7d, A
a7 L EEEHIT IS OWEEIRIC L A RRYYE DA A2 FENCE = 2 — L O BEN 5T
AICIXEDICRBEEZFGT DHNER DD, 1272 L, A7 v 7 Y % MV FURME DS BPEL LT
b CMV JEYMEZ FIET D Z L 13 &E SN Tn5D 9, 7=, BBV A LV AOEEMALIX, A £/ 2T
VEBBITIZIEAMTEZY . FORES T~ ATC ([THTIRUNAY, BBV BEE U o SHITE M R
(EBV-related lymphoproliferative disorder, EBV-LPD) ZF&JET 5 Z LI1TRIT VL S TWnW5D 9,
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1272 U R AR O TSI T B O A £ 7 1 7 Y SRR (B IER 72 BVB-LPD % R L 7= 25 4%
SRTVD REERTF—4), LIii>T, MIBHERERES S > & bR ISy A £/ 07 ) v
PG o~4 W ITATREZR IR Y SN o BBV B2 e =4 U > 27 L, 10" = &°—/10° #iff L 12 BBV =2 &
—HN ER U, BE Y VU OoREER A E OERRIER D A %ﬂf:%é\a:&iwﬁg%%%ﬁ—éo

b. 40 AT T HLA — BRIz A+ % B#E
Z ORI O BB T, BRI OAEFRD 80% UL ETH B, SREHMHIRIEIC X o T ZHUDIE
WAETFERHRE STV LM, REMBIFRIEOS & FE3E, Wi, MDS ~DF477 & Ol LICAETF
T AFERIL 50%HT% Th bH. LI=D - T2 OERNE D BE Cld HLA —EF ) & OB BN 8N
DR TH D [IV], 72720, IWRBIEE LD U 27 [TBMOEE 10~20% & S msiligis & 0 Bl 5
IZENZ E0 D, 20 5L E 40 AR OBE Th o Th, fllx DBEFOFEIC L - CREMHIREL R
Ry bHV15E5,

b-1. BAHATALE

I—a v XTE 7 ar A7 7 I R (CY) K& (50mg/kg/H % 4 HRE) B, F7215 7 95 ATG (rATG:
HAET T Y 3. T5mg/kg & 3 HRE) . HFALG (Fy hF V. 30mg/kg & 3 HREIE/-134 HRE)
EDOBERBHWHENTWD D RO HA RT A 2 TlE, 30 AT OBAEF TR % HLA —EFfa R
F =5 O BRI TiE, CY 200mg/kg+ATG F721% CY 200mg/kg+ 7 LAY A<= IR SN TV D
B FARBMHEMICHTOBMATLESE LTHo L BN ET V22> TWDHATG X T 7V a v
D7 < ATG (hATG:ATGAM) Toh b, 7 hLZIL—F1Z, Z @ hATG 30mg/kg # 3 A (F 90mg/kg)
AT HZLICky, HEMREZ AN TFTTH2ZENTERZLEREL TS P, 7277 L, EBE B
FRIT X B SZHUEB ORENTTIE. CY 200mg/kg 12 ATG ZPFFHT 2 2 & OF FAMEIXER ST 19,
FAET a7 ) oG EE LT 1L 25ng/kg PIEHER & SNTWER, INETOEDOYAET v
7Y NN, HIE GVHD O 7 WHARNBEICEB W THENE I DI ARATHY, 5% A7)
DEFHGBEZERARICEL > TRETHLERND D, £72. BRIZBWTE Yy b7 U 1%, BHERTL
BEILE L TORBELA R, —F, B ML CD52 £/ 7 aF—F ko7 LAY X< 7%, ATG
X0 58V GVHD IR 2 R T 720, AN TIEHARICKT 2 EMBEORILEIZCHEH STV D
10D 218 GVHD OBEE MRV EREFR S SN TWD 2, AARTHERRRAK T L, BUEAR
HEERTH D 1,

EBMT OAEIZ LD, 30 MLl EOBFIZB W TIMERD Y KE+FATC kv, ZArZ 7y (Flu
30mg/m* X4 H) + CY (300mg/m*X4 H) —+rATG ($A €7 a7V 3.75 mg/kgX4 H) DWHECY L
AL DFBN, BEMEGFRNENZ LRSI HA RT 4 Ed Flu+CY+ATG F7-1% Flu+CY+
T LAY AT RHIREN TS B CY OEICHOWTIL, /NEFARBME MIGEIF5E S O iR R
THOONTWAS 750mg/m* X4 H (B 3g/m) THho THLEHEMHITENZ ERENTWS CGREXRT —
4), FE7z, EBMT TlZ 100mg/keg & 150mg/ ke DL N BEEITH TH D (B 52 BT A U b IiKFR
HEWH) , BOEOKANZBNTE, Flu & OFFHT 2851%. 50~60mg/ke X2 H (§ 100mg/ke, I
3.6g/m) DY EBZHND,

HARD /N AR B G2 OBETTld CY+HTATG (A €7 a7 ) ORiULE Y Hi-
LA, EHCRAIATINEHEEICEZ 2 Z EDNHLMNIENTWS, ZHUIx LT, Ak 16 FHEIC
MRp MR M (2 B3 2 SR A FZE B I B W CRIAR B2 X 0 AT 7o BB AE A BAEA B o 4[F
A TIL. CYHFATG & CYFMRE LA v & O CHEMBOBEEICHEEZILA HILTUVRUY,

ATG D FANMERZEL LTHRD LN TR oT-72H, bOE T CY 1Mz TEeY o gl
(total lymphoid irradiation: TLI) '®R/bEDOLHEHEES (total body irradiation: TBI)
NDLUIZLIEHWONTE =, UL, 790 AT AV HOBENZ LV | BEHRBE LY A v 252 1) T
BETIRERHEEO U A7 B, FERFH LA 2Z T RFICHRTHRICEHNI ENREINTND
09 Z oz, BEL YA ERWDLERICIE, BEOY A7 IZOWTHSICHB LRE 255 L8N
b5, 1272 L. BARO/NEHAER B GRS OMETIL, B L2 A %% BRI 2 RE L
HNIBRSI N TR, F72, BIRORABREEZ SR L Us TR MFEE B4 2 0P80 o4
EHRAETH CYFATG . CY+MRET L X %D “IRFEMN A OB IXZENZI 3. 3%, 2. 0% A B 21X H
LI ote, T2 LBIZEHIMNE W=, BHENMI HTWDAREMERH D, HARANTIX GVHD DX
JESR « ESEEDMEWy FHHEOIRA X A T OMEE N EVMEBIA A BN 5 O T, Bl EOZ W BEEITK L

TP ED TBI ZBMLIZFNEWAREENS 5,

U ED X 51z, HLA —EFEN S OBHEIZBIT 2 B#MAiEIXEZEE > TWRWA, iITOHE &
HARDRBEZE ORI A2 B F 2T, 30 AT O B3 Tl i [BIE D 22 Elz s LTI CY 200mg/kg +
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YA a7V 255 0mg/kg, ERIMLEIERASZMINZ 6T LTk 2 Aic TBI 26y Z BN, 30 mi Ll oo H
26t LTIk Flu 30mg/m*X4 + CY 50”v60mg/kg><2 + YA ES a7 Y 2.5-5. 0mg/kg DHESE X
% [IV], TLI 1% TBI (CHARTIERMEICRIT D E W) RAEIEH D08, FHENMELS . BAOFHAE TIZ K
FNABIFE A EHE ST, ’@t@ HHCIRAT AT OV 27 BREmnillcst LT 36y
BREOTLI # Loz s Z bR 5 [IV],

b-2. ML > — A

RAY MRS (PBSCT) (Z1%, EMEIENFV 2 & o+ ok 2 ik Lo nw o2 s Eo
AUy MIHEN, I—u v NFRIBE 7V —7 (EBMT) B L OEBE HRMsE (IBMTR) Of#HTIc
X5 & 20 LA T ORM e AR 13, BB IC L~ TRME GVHD OBEEE N 2 5 72 AR
NAEBIETFTT D EHMEINTVD V) F/-, BARE MBS O8GRI 16 Ll E 40 AR
T O AR BYEE MABE OITIZIBW TS, PBSCT 2521772 78 Bl 5 FEAELER (74.9%) 1. B Rifshi
%;&t%%unm®5$$T4A@7%) HARTIRWEI N A Bz, Lizdio>T, O RF—0F
BEERINS N2 6. @ R — @%E#$%Wﬁkmﬁtfab<$m%é @A 1% 7 W2 FAE Y
f%%fTéT ﬁﬁﬁ@fmw%é 7R ERBRE . AR RMERMITT DB IR A T
R EHERWLIRETHD [],

c. FIZHEFL VAFHERM 01Z0r <, G-CSF ¥ 54 b I ER DS HE 2 72 WO BIER

Z OFESEFE O B I RN HERPMEEZ GO L T D, PLE PR EIRIC K o TRGE 2 40
Z HNT/NREITIE, SEEmEREIC LR e BICEMNE LN [IV] P, LavL, sRAESE Tl
YLiE O HIEI KT & 5 72 D SRR I A O N eWN 2 E RS EYE 2 2 72 3 5 ATG %521 F
ToRES, BHIBEC 2k L2l b Bosmic s S Tns, Lizhi> T, — &M 6- CSF ERELEDOL
HIFFERNE T2 AONT EYYEEZ 2> b u— /L T& 2 WIEAITIT R BRI 12 X 0 EYYE 2 &8
SHH 2T, BT —05b0BM%E G D7~ reduced-intensity stem cell transplantation (RIST)
HLEBTOIMLENRS D [IV] 7, FEMiEEBBEIZIEE A EDOBERICADRWO T, ML 102,
HLA NT'a 2 A TG EBA Y A RS L1272 5, BOl CIIBMG K& CY 512 LD HLANT m & A
THEABBEOA AN ERE S Tng 10,

d. o ) LB 2t 3 2 TR IR

HLA @& R Z2F> b BAE 2808 L= 40 MR O BE B L ON40-70 i £ COEERE TIZ HLA T Y
VA FEMER R =D OIS E BET 5, HAROIEMEEMBMEOT — & TlL, 16 A\ D b 4
FEAFER 87. 5%, 16 mlh b 40 AT T 68. 8%, 40 LA LT 57.6%CTH V. FRIHAHEH CRIFEE BN
B oD 2, HLA A ORIINSLCIEMEE K —D W7 W BE TlE, I I RC HLA =B BB H 0 & 8
ENDHN., FOBEISITONTII TSR MHE O 5 2 BRARE LTEBENDIRETH D,

LA PHEZ LV 1& M s MR O @ A3 72 W B OB 2 iz L7 BB It L Cid, 2 [ H 0%
FE NIRRT (IST: ATGHCsA) #Z &1 %, 2 [aH D ATC JEEDEZRICHOWVWTIIHMEIC L VEVDRH D
23, FIEl D ATG HEZh 1 X801 DB LD EARVMEFIIZH Y |, FIE] IST IZMRk OB EE TX
DRI BB T S MY, L L, RFIZ 60 mELh EO @A Tl IST ORRNRMNEER TS 5 LK
72T <L ATG FIEICHE 5 e, i, OARE, REARBEDY 27 b E <, EFFELERW LRy
D5, F OIS OWTIEE 2 OIEGFI CEEICRHFT 2 HERNH D 1P, F-. ATC HEHITFAIZE S
LENTVWHIDO T R EAETHRETOIHEAICIIT T 74 9% —va v 7 R EIHT 50 REE
DUETHD, £z, HJigkd b T4 T ATIERL, ZhaRICEDERRBRE L THEBL, AoEL
FHEERAOHICTDHZENEE LV,

2 [a1H O ATG JEIEDOH RN RA S G D TRWATEENMEDN & 5 B AT, BRFIZX L TREDIZRO T
ZEOZ L NEEN D ATCH CsA PEREEAFNFI DK 8 ENL 3 » H £ TIT B Dk BED IR %2~ DT,
FNE TITRERIMERCUFHFER DI IMN 2L A LWl LTI Y£R8 7 > 10mg~20mg/ H % ff
H32% [VIl, B bolzoEARIEAT B A FE2HEH LI WEAHERE TR LT, RRBFFHIEL
= (fRBREISN) 200~300mg/ H 2% 545,

bmyﬁﬁm%V%@%%@%f%éiwtmyfﬂfmﬁfmﬁﬁﬁxmﬁiﬁﬁiﬁﬁﬁﬁm
AOBFSMNBEIZ A Z LTS 13 1 Clonal evolution ~DEENRIBAINTWVWAERN, 5% AAT
HERBIND Z &#%ﬁéhfwé

d-1. ZJEH D ATG ik
I—n v XORFTTIX, RO 7~ ATG (hATG) % 3 » A & TIZISHE L2 o T2 BEIZH LT 2
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BHOY 74787 ) v WERT X ATCCATC: AT y) WESEESF A L2k,
FNFN 64 %, 77 WDBRFICEMNPBEOLNDLZEIRENT VWD, —H T, KEDHIL hATG+CsA R
NI XTS5 rATG+CsA DIRBNFRIL 30% & A I N TR Y, #I[E hATG FHEIZZNFEIFZRD ST H3RE M
2kt D rATG R HE D ZSRNER 65%IT TRV Z & R ST g 1Y,

HATIX, #[E] ATG+CsA BT x5 ATG fH-# G- & e KT —72 6 OB O A7 03/ N A
R B MM e A TH S, ATG ¥ 5-H10D 5 FE4AFSR (9. 5%) 1% URBMT % OAELFEHR (83, 9%)
AR THBIE o721, Fio, TR MBS BT 2 P88 ) 2INHERE 2 %f 5 & LTI & 23
1ToT-2FERAETE ., WIE AT EFNIZ 51T 5 ATC FFEG5-OE NI 17% (2/12) Thot-, —FH. ¥
v N7V CORRERETIZ. Vo 742707 ) VEGFICBITAE Yy b7 U COARERS FEEEC 17%
(3/18) LIKMETH -7z, LT o T, A7 07 Y U EHHNIKT LT EHO ATG IRIEELT 9 BRIC
1%, WIIE] ATG BIEZ T S 0O EDOMEN R SN -6 254 & LT, MRERRE L TETETH
% [IV], WIEIOGEEIEIRE TIXATC % 3 » A £ TITEOBIEN BN D H8 A, rATG Tl
POUEDHIENAGNDETITS » AU EDIDDH L0720 H2D0DT, ZJEHD ATG #1795 £ TH7
<EH 6, HITFEORETHS [IV],

d-2. BHRILAT A ROEBEMKRS

AR L72 & 912 ATG % 3 » H £ TICWEDOBEN 2L > 1201 Tld. FOBREMMBE SN D ATHE
MIZENDO T, B b 4 » AL TYVERT Y 10~20mg/ HZBEATAHZ D55 [VI],
7217 L. FERIEF OIERE SRR BHALOBIER B3 & 5 720, VEBREITH L TUI 023l RA L E T
B B, EMHRIEARISHE E 2 X B CEOBARNRHREMICK T 2EEHRIEAT 2 A ROBHFIZON
TILE L EoTAEIZFEL 220,

WIBFFIX L S —)L 300mg/ A%y 3 (BRI 28532 [IV], ¥ =ik, 7V ER
FATHERTEMLOBWERANTE < . IEEHFE TOHBNENE WHIFENRD D, IR KFHGE & B
IR 3BT D B Tl SoE IR E N R T H - 1= B E B T 2 HRITR 505 Th > 7o, [FF
P i fE B9 A RFSEEE ) 1280 D ERIREREBR Tl FHMERTREZR 12 Bl B 2 B (17%) . otk
BE 3B (100%) . AR TIE 4262 MEREE O EFRA LT, 12 BEo&RSWMT, BEL2FIERITA
Y A WAV R

d-3. FEifkx K — 5 o fishE

DDE T 10 A O /NEH 2 FRUN T HLA —B 3R K —70 o OB BB O B IT T0%R1% 1 &
EEoTW5b, 272 L, BIEN OB £ TCOHIMNEWE TIXEFERNEVHERB DA S5 TWD, FFIZ
itk 2 FEUNICBE 22T 7261 TiE, 2 FELLERRE LRI THERBICEGFERAEH W 1, 2ok
B, T FE TITRARZIEREO T THRME) LW S, FEEC 2T RN TR T N K —
MBEEFG L, FPr—>20EoniuiBis 58925 [IV],

R —iZ, HLA D 8 JEARA DNA LTI RT—H L TWABZEREFE LW [IV], 72720, EBRED
BRI 7 2 U2 R Mg & BRSO T Ic X D &, HLA —& R —0 RHERWEATH, 1
7 LVAREA D, C, DRBI LT DQBL WD WTIUNEE DT LABREED R —ThilX RF—& L
THRTEDLZLEIRENTNG 20,

FEAERTALE I TAEYERY 72 & DITTFAE L7220 0N, BED 40 LA T C, JRILEKR & /R O B %A 20
BILAITD (NEZ o~ b=V AR HAEIZE, ZTHETIEEICY 7R Z27 7 2 K 200mg/kg & ATG
(ARARED TBI RTLI ZBM L2 L AW TE 22, L L, Bl ATG OFEEC & TBI,
TLT D &7 EIZ DWW TEF 3 IIEFE S T,

HAN TIERBHE % O 2% GVHD OBEE MRy, MDY 27 3@z, Bk TR B+ & ST
W5 26y 90 TBI TIFTHEHMZ BT 2 WAlREMER & 5, /NEFEAR B IMiERIFFE4 TIE CY (200
mg/kg) +TBI (5 Gy) +ATG NHWSHNTE 7=, 7272 L. Bk L7ZMAS OFREIC L D &, AARARAIC
*9% CY+ATG % @ HLA i# & [Fa M BAHE Tl MO AT A ZICELHEN/NRIFEE 1T 2nE )
Thb, 2 Gy D TBI IFRABE TIETEERRNO T, BHEBIREIZOW IS ZEREICHRT
LCW BERH D, iz, T LAY X7 OEME, EMkE RF—015D0BETH->TH GVHD %1%
EEEICHI T E D AR RSN TN D 12

Bl CIRBEB B A WO T DI AL T ZHNAZ LIk CY 2T Lo A un, I
%k R =05 OBHIZB W TH EJ & 72> TV D, HEEO-EBNT OAE Tid, 14 A O BF Tl Flu
(120mg/m*) +CY (1200mg/m*) +HA €27 a7V (7.5mg/kg) . 14 L EOHNZXT L Cld 24z TBI(2
Gy) & N 2 7= AR E O RMER R S, ZEN 13%., 19% OEHAEFERNRES LTV 19,
WL DA XY ZADHA KT A > Tik, HLA DNA ¥ A ¥ 7T 10/10 —%r (HLA-A, B, C, DRB1, DQB1) D FE
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Mg R —o4 . Flu 120mg/m*+CY1200 mg/m*+ATG+TBI 26y F7-1% Flu 120mg/m*+CY 1200mg/m?
+T7 VLAY R2T . 9/10 —FDOBEIT Flut+CY+T7 LAY X~ 712 % TBI 26y BN 5 2 L aHelR <
fl/\é 98) .

HATIE, BAERBMEMICHT2BMEATLE & LT Flu O HNEE I TW RN =, 40 R
Tt Clgi M A D72 ~NET e b=V RAOFTRNZ LUK Y A ZERNZ Kk LTk CY 200mg/ kg + 4
A7 2.5-5.0g/kg+TBI 2Gy BWEID b, LarL, 40l EE7i3~Es v~ h— A
REES @Y A Z7EFICH L TIEL Flu LY AU E2FETXETh5H, Flu (25mg/m?) +CY (100mg/kg)
+TBI 26y % AW 7=/NEFAR B MIRRIIE S ORBRTIX, B2 =% 2 ) XanBEs5hTn
TRING, BEHIOAEBARBIIMOBERE N ERFEINTND REERT—F), BAANERATDH,
CY Z-100 mg/ke % FIVVZ Flu L A TiE, IREX A T 25 O ABAREOHEENE WERIN & 5
NTW5D (REET—4),

—F. T A Y B TIFoi Flu 120mg/m?+CY+ATG (rATG 9mg/kg F 72 1% hATG 90mg/kg) +TBI 2Gy L
VA NTRIT D CY OEEA R B EERER TIE. 150mg/ke @ CY H 5 i3EEs w1z K A i EERE
ﬁt#méf%ottb\;®E®7WAﬁ$iéﬂ\%m&gitimmymaNN&ﬁﬁﬁﬂf%
HLWMEISNTWS . ot LT, #EO Flu BAETILCY 60 mg/ke 2 AN HWSN TR, =
NI LB DFMEOHEINCAB RO FITME S TWhin 2 2oz, BHARABAICK LTIE Flu
(25 mg/m*x4 H) +CY (60mg/kegX2 H) +TBI 26y (2 A €7 17V 2. 5mg/kg X2 HDBEMAEID
obhd [IV] ., 72720, B4 m 7Y 2.5mg/kgx2 H (3 5mg/keg) @ day-3, day-2 #51%, HA
ANTIERF—=THIED invivoX—T 0 FTRESIRZ DT EDL720, BB VA NLRIT LD U L BEFHETR B
L DM DEER T A NV AEYIEEFRET D AEENENRDH 5 1P, Z 0 F 5 BOBES, day-5, day-4
RE~OEERHOFIFE LEEETRETHAH [VI] .,

d-4. FOMONER R —0 5 O fifshE

HM*&@@%MAT)W IR N —2RE o 0EEORE M —& UTIERILAEE I,
AAROEEREREEICLD & FAERBRMERMIZ 3 2 I MR O 54172 1T . 16 AT C 72. 5%,
16 L1 L 40 FEARTE T 75. 2%, 40 ML LT 44. 5% L HE STV D ) me%ﬁwtﬂu%k%%ﬁ
DOREAEIL. AMBIEOHAZICBW TR ELooH 55 1% 129 BREHE ORWEREFHICEBIT S
TEREAEIIARHTH D, A XY ADHTA RTA U THRILEIZOWT B A TR0 E S DM,
Flu-+CY 120mg/kg+ATG+TBI 2Gy+Rituximab X1 (day+5) 2ZHESE X LTS % F 7= I i34 1S Rl A
DA, KEHZY OMEN DR HEHEO Y 27 03&E L 78D, EBMT OF — % TIIEERIERT OBl
AR 3.9X107/kg DL ENEBFREAEFERICEE THD & SN 120, MK OISR D T= DB D
A A TR S 3R DTN B3, 1BME GVHD D U 2 7 3 < —RH T2 129 AR D D
HCiE, BER 2 G e EAE AR BRI 12 Fi2x L C Flu 125mg/m*+melphalan 80mg/m*+TBI 4Gy
L RIC & LTUTHRWATLEZ W T Y v 7 ha=y OB IMBAE 21TV, BAERA iR 5 4 i
2.50X10"/kg, CD34 FEtEAAR LMl 0. 76 X 105/kg & MIREILC0D 22T b 53 11 A4S
DB, 3EATFERS3. 30 & BRIFARMERENE LN TV 19

— 5, T HLA A BB N E M AR 2 O ThIL D L O > TETWD, Bl L7z X 512,
AL K& CY {BIC K D HLA 5Bt 2 52 17 7o o gs B IS B AR i, HLA — &R R F—0 5 0%
filith L BOTRWVAEFERNELNTND I L HAERRBMEELD L 5 2 BEORBIZH L THAER
HOENTWL WTREMERH 2 10 | A XU AL OHE T IST Mt 3 4, HF 1 4. Graft failure 4
% (HLA —E IRk 3 4. WEEfL 1 4) DFF 8 41Zxf L ¢, Flu 150mg/m*+CY 29mg/kg-+TBI 2Gy % Hi
Lg%, HHAET 6. 2X 10%/kg D CD34 BEIHEAl A & & T AN MMl 2 4E L, GVHD TBh & L CRBAfT%
day+3, +4 |Z CY 50mg/kg/ H #5945 & & H 1T tacrolimus & mycophenolate Z V7=, K} —HLA IZ
KT DHUEEZR > Tz 2 4% FR< 6 BITAEEDHE DL, BIEHIFFIRIE 12.2 » AR GAEE LT 6
HEENEFLTEY ., AMEGVHD & grade 112 1 AICBDLNT-DHTHh 7= 19, RiULEIC omf
FEaEUTARELNTHDEDIIRB A XY AT A T4 Tl LR OriALENHELE X
TW5 Y, EmeEfEy —2 & LCidg %&Tﬁ%%f@&m%ﬁm%%%T%ﬁwm@%f4@%
vs 256%) & 18P GVHD OFIEFR (13% vs 13%) (27251372 <, AEREIECRICHLAREZILR (12% vs
22%) ZEMS, EFLLEBRLTHLEVWE SR TS 2]

OO RF— b OBMIZ S a2 X 2 RRBR & LTIt TOAHAMEZIRS T 54
W5 [IV]

d=5. SEMEIRIEN AN TH > 2N DB LTZBE
Il ATG FIEDB AN T > 12 BlDOK) 3 BNZHAERNREAMOBREDPBEO N D, T —1 v/ OMHE
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T, ¥llEl Y~ ATG (hATG) % RGBT AU v 7+ 7 a7 U v OFHRIL61%TH -7 59, F[FH NIH
DOEAETlX, #IE hATG 54 O FFFEFINC rATC (FAE7mT U r) 5 LA DORHZIT 65% &
2l (30%) & s L CRGFTH 72 ", HE S OFHE T, YDV 747 a7 U U RNETH -7
22 BIOFIFEID 5 H 10 i (45%) 12V 7+ 7 a7 ) v OFERENREN TH-T-, —J5. L HHE
DYV 77TV RIIERLEy b TV B &5 136I0 9 BEMIBRE S NT-D13 54 (28%)
Thol-, ARBELOTREREICIIVUX, PIEIY 747 a7 ) L B5%OFEAICKTHE Y b
7 U OFEERIL 40% (6/15) Tholz, By b7 U 3w XMEFEHGICAT & 51322 L &h
TNWBEDT Y AT a7 ) U EEREMRERST-OBLHEE LA LTIV A7 7 ) 25
35 [IV],

d-6. HrELIAIRIE

WTE Mo U ARRF U BRIENEFEK CTH L /L b iR/ (eltrombopag) A3, S ikl EE (IST)
IO BIEFAR B MICK L CHERITHD Z ENREN K TIET TITEAR STV D 19 1]
KE NTH OFFARFBR TIX 17 D 77 3O IST Rk EiE AR B MER 43 41 LT/ b
Y AR/XT 50mg/ H—150mg/ H 23 % 5- X dv, B H-BRAA. 3-4 4 H T 40%(17/43) IZ#$ D 1ineage D IfiLERHY
MMz G IRl NIROMRIZ L VD 3 BT X COMERIZSIS N B AV AERFIDS 7 il F CHEm L
Too B 5-BALAT 16 HOFRES CRISDNE O N TR IE & 7272 2 Bk, ZORICKIENE LI, fik
BILT 44% (19/43) I MK I RGNS STV 5, MEREIE O B4F72 5 fllc Wit /b b R RS
OB IR 21T > TR Y B 9l 13 » H TIERBII W TR ORERI T H R ST 5,
HEFZL AW N T AT 2 % Y ERLSNE, OB EEET 5 OB, Rk
JEH TV R a RN RICIEERD DL o T, TPO ZRRIEEE O 512 L 0 fall S - B B
HEALIZER D BTV RS, i»bm/fﬂﬁﬁﬁﬁﬁ%3maﬂf8%(ww_ﬁﬁwﬁ‘ﬁ%t
ICHERR S 3L, T OWN 5 412 T BROEEFEPED 5TV 5D, Clonal evolution ZBE L T\ 25 AIHE
MRS SN, SLRFHMEELE LD Y, H$Ti%%m’ﬂ¢é%%& WGz 5
ATG & OO R Z R DR OMENKT L, BEARHFET TH D, £72. b 9 —DD TPO ZBIRIE
R TH L0 I 70 RF AT ONWT HEIEBN R D K %anﬁ%mmwﬁmﬂﬁf@ THTH
%,

12. ¥ #%

BAE « PEEFEDO FIIE, LB B H > TH F o2 EIT LWL BARICEIET 2686 H 5,
MO THE, BEEANTILMER D 3T L, XFEHRED D TIHEFET 0BT 5 & &N Tz, &Il
TIXPUAEWE., G-CSF, /MRl /e & OZERRIEN R ZE L, i isEES T B S RIE % B
1ToNb X2 koT=720, K 7 BRI ARE L 25 FchEL, 9 B ITEMAENBGTE D,
7277 U R ERE 0 OBEER CRYYEN 2> b a— LT X VR ABRE Tl RS T T X
TRWNE FRYYED 7= O T D BINR L,

1) ~EZu~vh—3I 2R

— B D A BICFEE % = B A Bl U 72 BB T I RIE IS L o ThdGEE T, ERIR AR M ER
i« /NI 2 R & 35, ARIMERERIM 2N B 2R 5 &BERIF - DAL - [FEEREDO~E 7 v~ |
— VADIERDBIN D, DEMEOREARIIZE K ICTHEENLETH D, RAOSKFL— T 72T vn
I A (27T xA F) IZLRFEEA P ICHEE S5 2 & Tl SamEE 2 o8 S5 HHNTH DA,
HARBMRIN 2 %45 & UK ER (EPIC study) Th. MIE7 = U F AEDOE TIZfE- TALT L~UL
biET L ENRENT ™, & 512, EPIC study IZBERSNT-BE O T IST BNREIRHIZITHhIL TV
RV AR AT RE 7R 24 B HOWTHIT L& 2 A, B 7 = U F U EOBD BNEHTH 7= 11
1 (45. 8%) | MR PRI 72385y 7850 (Cami tta JEHE) 35 v, BN EMIEKGFIE L /> T, 2720
MERMIE 280 - BTV TR L IEREF TH-72 ™, T 7277 AL ~Tr/n~ h—T %
WL DTN 2 2 EnHfE STV,

2)  ZWMED 7 a— o PERE

HARBRMAINO—HOFIIREBIEE T IZ MDS RLaMEF#iME B IBICBIT T2 2 ERMLN TV D,
G NHIRIEIC L e E LI EWAFRE O 5~10%2% MDS, & D —#sos 2tk e #6rE AIiE (acute
myelogenous leukemia, AML) {ZF4T L, 10~15%75 PNH 24T+ 5 & STV BB = ikt LT,
DONEO /N AR BYEE MBS O BOE Tk, 109 459 MDS 7 AML I284T L 7= 51 38 221 R oo
RAE 72 » AT B (4.9%) DOBRTHo7=?, Fio, /INEIECTIT OV S IR a7 5 O 1% 7R
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BEtch ., BEHMBO TR 34 » H TMDS F£ 7213 AML 12T L7=6Z 199 iR 2 5] (1%) OH T -
7= (W ZEANS, RERT —H), LR THOREOFAER B M BE CIERCKIZ T MDS - AML
WZBATT 2 BE MR ATREMEDR B D, DBEO KA 101 %1 (G-CSF FEOFH 50 i, HFFH 51 61) 1oxtd 5
FAEMHIEIE ORI ARG T, BlEMM Pl 52 » A (G-CSF JEGFRBI) . 54 7 A (G-CSF fif H#i)
TMDS F721E AML IZBAT L 728 3% (G-CSF FEGFRBI 1 51, G-CSF fFRBI 2 ) DA TH-7= 2,

S IHFERTORM M A MERIZI T 57 1 AT RPEWENET 7 A7 ENEWENZH AT, 7 &%
BIROE ) VI =G0 7 0= MWREBA~OBITENEH N ERFES TG )

ZWRMEMDS OHTIE T FBYREAKDTE S Y I —FFFO MDS (IR TFHRAEN, 7 BYEARO RE X,
G-CSF Z#RH#& 5 SN BH L, BFFICHLMEB LD N EETH - TZRFICHEA LT WY, Lo
T, ZOLHI RV AT OEWEE I LU B OGRS HT-C, KA Mk ER 2 x4 & L7z FISH fi#
Br &= EHENZAT VO, T BYAEROE 7 Y I — P H S 72 BRI 0l S0 [R AR & i i A R R A A 1T 9 44
=D D,

H kO HL[ERFZEC. % RMEFAR B M ARE 439 40545 5107 668 Wl % iV CAHEEE 1
IR AT U, 7 v — M o F M 23 Thoi 7z 20, IST # 6 4 A B sl TORAIZ- W T MDS
XML TROLNDHERBIRTZ2ETe 106 OBIST-ZHR72 L 25 36% D BEICE LB LR S
U, F O TEMEE OBIR 1. BCORL BCORLI (9.3%) . PIG-A (7.5%) . DNUT3A (8. 4%) . ASXLI (6.2%)
TodHo7z, F72 SNP array karyotyping Tl. 13%?D HEF|Z 6pUPD (uniparental disomy of the 6p arm)
R, FOM-7, del (13q) R ERBHENTZ, TNHOFEREZADED & ATWDIER] T 7 1 — Mk
MAFED BTz, S BICREFINCERIES N RIKIZ O TETy Y — MR 21TV, 71— i im o
HERIZOW TR L7= & 2 A, PIG-A, BCOR, BCORL1 87 v — N3 £ 72130 nEFOEmNH 0 |
ZDOIFE IST 1T D @ W IGHE & BAF 72 AR B L C\ e, —J5. ASXLI, DNMT3A, RUNXT 75 %
70— IR B MBI 23 5 0 . IST % OAETERITIR D > T2, PIG-A, BCOR, BCORL1 75 552 HLA /~ 7
0 XA TINRIGLTWD 6pUPD ZFf> 7 a— OIS T MIBORENS = A r—7" 5
BFOFEETRE LTV ) Clonal evolution @83 LI »> CT& =3, 7 m— Mg o
FAF 7 ATEMETIEG T L2 TH Y | RIEPER Y n— 2 ORIRA T =X WIRARERE,

13. SH%ICES N EA LRk EY

n E ¥

DRENCE T 2 FAERBER M OFERF BT R ELDH ISR TN Z ERETH D,
INEHOMNIT D DITIE SEEF IR DRFERE S U THHRICHE S - AER BREE AERZ
ONT, BERMAREZEL (TRETHIIZTEIBENDETZ) BERBREBSK L, ZWCIBEOZ 4%
BMad 5 Z ENEEND, £ BAMIEFE TR TV D MR EBERED T — 2 2R H Lo EF i
DR HFF I D,

2) @& W

JEAE T @R R B A TR MEEIC BT 2 AN ZEHE] TIT> TV A EHHIIERE 0L
Bl Gk, BREEADE Y P TIV L Ea—%l L T2WORY M EZREET D, T, MRS RT3
B ROSHER P 2 HER T 5 2D D L~ — I — & [RET 5,

a %

ISTIZRITA VAT ) v OEEAEEZIIET D,

i M FEARAFEE DRRSE « FESEFNZ KT 5 CsA BHIE G- OF APEEZBREET 5,
FEMHIREANICO AR REGMIZHT 2EAREA T 2 A4 ROFHMEEZHOMZT 5,
WIIE] ATG AISHE K OHERFNC KT D ATG &5 OFIME L Z2EZH 50T 5,

R LY A A K0 i M m 2 5 T 1o B 28T D RN ADOEEE 2EFHAEIC LY
BH ST 5,

TIVHE TV R FERFTERL L T 5 BB O A REE O T 5,

BARRTALE CHW D ATC O R G & L O G RE 2 8 57021 5,

BAERTALE, FRCTINT T E L LY A DIERE~DOR B LT 5,

BARTALE 1T 57 L Y X~ 7 0 GVHD #1205 & 22k DR EE,

AT ARBMERMICRT 20 bR AR BLO0e 2 70 2F L 0A At & 24t % i
RRBRIZ L > THLNIT D,

B MO

19



BAERRMENZROZRAIT A R

BEIM

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

Marsh JC, Ball SE, Cavenagh J, et al: Guidelines for the diagnosis and management of aplastic
anaemia. Br J Haematol 147: 43-70, 2009.

Wimazal F, Fonatsch C, Thalhammer R, et al: Idiopathic cytopenia of undetermined significance
(ICUS) versus low risk MDS: the diagnostic interface. Leuk Res 31: 1461-1468, 2007.

Ando K, Tanaka Y, Hashimoto Y, et al: PNH-phenotype cells in patients with idiopathic cytopenia
of undetermined significance (ICUS) with megakaryocytic hypoplasia and thrombocytopenia. Br
J Haematol 150: 705-707, 2010.

Saito C, Ishiyama K, Yamazaki H, et al: Hypomegakaryocytic thrombocytopenia (HMT): an
immune-mediated bone marrow failure characterized by an increased number of PNH-phenotype
cells and high plasma thrombopoietin levels. Br J Haematol 175: 246-251, 2016.

Auerbach AD, Rogatko A, Schroeder-Kurth TM: International Fanconi Anemia Registry: relation
of clinical symptoms to diepoxybutane sensitivity. Blood 73: 391-396, 1989.

Camitta BM, Thomas ED, Nathan DG, et al: Severe aplastic anemia: a prospective study of the
effect of early marrow transplantation on acute mortality. Blood 48: 63-70, 1976.

Yagasaki H, Shichino H, Ohara A, et al: Immunosuppressive therapy with horse anti-thymocyte
globulin and cyclosporine as treatment for fulminant aplastic anemia in children. Ann Hematol
93: 747-752, 2014.

WEAKBLZ, T, OHE  FARREE MR EGREEGHE. EAR R BRRIESE
PEEEIIEEE TR AR S RS T, 1994, pp 88-89.

KHG T, BHERS. FARBRMER M OWREROHEG—RIRREE N ZEOMT—. 245 #F
PR B SR E R B IRIFIE 2 FPRE RIS M (SR SRR AT SRR 25 AR KR
& - o EprsEERE . 2014: 77-81.

Mary JY, Baumelou E, Guiguet M: Epidemiology of aplastic anemia in France: a prospective
multicentric study. The French Cooperative Group for Epidemiological Study of Aplastic Anemia.
Blood 75: 1646-1653, 1990.

Montane E, Ibanez L, Vidal X, et al: Epidemiology of aplastic anemia: a prospective multicenter
study. Haematologica 93: 518-523, 2008.

Issaragrisil S, Chansung K, Kaufman DW, et al: Aplastic anemia in rural Thailand: its association
with grain farming and agricultural pesticide exposure. Aplastic Anemia Study Group. Am J
Public Health 87: 1551-1554, 1997.

Garcia-Higuera I, Taniguchi T, Ganesan S, et al: Interaction of the Fanconi anemia proteins and
BRCAL in a common pathway. Mol Cell 7: 249-262, 2001.

Yamaguchi H, Baerlocher GM, Lansdorp PM, et al: Mutations of the human telomerase RNA
gene (TERC) in aplastic anemia and myelodysplastic syndrome. Blood 102: 916-918, 2003.

Young NS, Calado RT, Scheinberg P: Current concepts in the pathophysiology and treatment of
aplastic anemia. Blood 108: 2509-2519, 2006.

Awaya N, Rupert K, Bryant E, et al: Failure of adult marrow-derived stem cells to generate
marrow stroma after successful hematopoietic stem cell transplantation. Exp Hematol 30: 937-942,
2002.

Appelbaum FR, Barrall J, Storb R, et al: Clonal cytogenetic abnormalities in patients with
otherwise typical aplastic anemia. Exp Hematol 15: 1134-1139, 1987.

de Planque MM, Bacigalupo A, Wursch A, et al: Long-term follow-up of severe aplastic anaemia
patients treated with antithymocyte globulin. Severe Aplastic Anaemia Working Party of the
European Cooperative Group for Bone Marrow Transplantation (EBMT). Br J Haematol 73:
121-126, 1989.

Ishiyama K, Chuhjo T, Wang H, et al: Polyclonal hematopoiesis maintained in patients with bone
marrow failure harboring a minor population of paroxysmal nocturnal hemoglobinuria-type cells.
Blood 102: 1211-1216, 2003.

Yoshizato T, Dumitriu B, Hosokawa K, et al: Somatic Mutations and Clonal Hematopoiesis in
Aplastic Anemia. N Engl J Med 373: 35-47, 2015.

Hinterberger W, Rowlings PA, Hinterberger-Fischer M, et al: Results of transplanting bone
marrow from genetically identical twins into patients with aplastic anemia. Ann Intern Med 126:
116-122, 1997.

Kojima S, Hibi S, Kosaka Y, et al: Immunosuppressive therapy using antithymocyte globulin,
cyclosporine, and danazol with or without human granulocyte colony-stimulating factor in
children with acquired aplastic anemia. Blood 96: 2049-2054, 2000.

Teramura M, Kimura A, Iwase S, et al: Treatment of severe aplastic anemia with antithymocyte

20



HARRMEEMBROSMAT A K

24,

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

globulin and cyclosporin A with or without G-CSF in adults: a multicenter randomized study in
Japan. Blood 110: 1756-1761, 2007.

Nakao S, Yamaguchi M, Shiobara S, et al: Interferon-gamma gene expression in unstimulated
bone marrow mononuclear cells predicts a good response to cyclosporine therapy in aplastic
anemia. Blood 79: 2532-2535, 1992.

Nimer SD, Ireland P, Meshkinpour A, et al: An increased HLA DR2 frequency is seen in aplastic
anemia patients. Blood 84: 923-927, 1994,

Nakao S, Takamatsu H, Chuhjo T, et al: Identification of a specific HLA class Il haplotype
strongly associated with susceptibility to cyclosporine-dependent aplastic anemia. Blood 84:
4257-4261, 1994,

Sugimori C, Yamazaki H, Feng X, et al: Roles of DRB1 *1501 and DRB1 *1502 in the
pathogenesis of aplastic anemia. Exp Hematol 35: 13-20, 2007.

Griscelli-Bennaceur A, Gluckman E, Scrobohaci ML, et al: Aplastic anemia and paroxysmal
nocturnal hemoglobinuria: search for a pathogenetic link. Blood 85: 1354-1363, 1995.

Sugimori C, Chuhjo T, Feng X, et al: Minor population of CD55-CD59- blood cells predicts
response to immunosuppressive therapy and prognosis in patients with aplastic anemia. Blood
107: 1308-1314, 2006.

Araten DJ, Nafa K, Pakdeesuwan K, et al: Clonal populations of hematopoietic cells with
paroxysmal nocturnal hemoglobinuria genotype and phenotype are present in normal individuals.
Proc Natl Acad Sci U S A 96: 5209-5214, 19909.

Hu R, Mukhina GL, Piantadosi S, et al: PIG-A mutations in normal hematopoiesis. Blood 105:
3848-3854, 2005.

Sugimori C, Mochizuki K, Qi Z, et al: Origin and fate of blood cells deficient in
glycosylphosphatidylinositol-anchored protein among patients with bone marrow failure. Br J
Haematol 147: 102-112, 2009.

Zeng W, Nakao S, Takamatsu H, et al: Characterization of T-cell repertoire of the bone marrow in
immune-mediated aplastic anemia: evidence for the involvement of antigen-driven T-cell response
in cyclosporine-dependent aplastic anemia. Blood 93: 3008-3016, 1999.

Risitano AM, Maciejewski JP, Green S, et al: In-vivo dominant immune responses in aplastic
anaemia: molecular tracking of putatively pathogenetic T-cell clones by TCR beta-CDR3
sequencing. Lancet 364: 355-364, 2004.

Hirano N, Butler MO, Von Bergwelt-Baildon MS, et al: Autoantibodies frequently detected in
patients with aplastic anemia. Blood 102: 4567-4575, 2003.

Feng X, Chuhjo T, Sugimori C, et al: Diazepam-binding inhibitor-related protein 1: a candidate
autoantigen in acquired aplastic anemia patients harboring a minor population of paroxysmal
nocturnal hemoglobinuria-type cells. Blood 104: 2425-2431, 2004.

Takamatsu H, Feng X, Chuhjo T, et al: Specific antibodies to moesin, a membrane-cytoskeleton
linker protein, are frequently detected in patients with acquired aplastic anemia. Blood 109:
2514-2520, 2007.

Katagiri T, Sato-Otsubo A, Kashiwase K, et al: Frequent loss of HLA alleles associated with copy
number-neutral 6pLOH in acquired aplastic anemia. Blood 118: 6601-6609, 2011.

Maruyama H, Katagiri T, Kashiwase K, et al: Clinical significance and origin of leukocytes that
lack HLA-A allele expression in patients with acquired aplastic anemia. Exp Hematol 44: 931-939
€933, 2016.

Otsubo H, Kaito K, Sekita T, et al: Mesalazine-associated severe aplastic anemia successfully
treated with antithymocyte globulin, cyclosporine and granulocyte colony-stimulating factor. Int J
Hematol 68: 445-448, 1998.

Wiesen A, Wiesen J, Limaye S, et al: Mesalazine-induced aplastic anemia. Am J Gastroenterol
104: 1063, 20009.

Brown KE, Tisdale J, Barrett AJ, et al: Hepatitis-associated aplastic anemia. N Engl J Med 336:
1059-1064, 1997.

Locasciulli A, Bacigalupo A, Bruno B, et al: Hepatitis-associated aplastic anaemia: epidemiology
and treatment results obtained in Europe. A report of The EBMT aplastic anaemia working party.
Br J Haematol 149: 890-895, 2010.

Osugi Y, Yagasaki H, Sako M, et al: Antithymocyte globulin and cyclosporine for treatment of 44
children with hepatitis associated aplastic anemia. Haematologica 92: 1687-1690, 2007.

Parker CJ: The pathophysiology of paroxysmal nocturnal hemoglobinuria. Exp Hematol 35:
523-533, 2007.

Inoue N, lzui-Sarumaru T, Murakami Y, et al: Molecular basis of clonal expansion of
hematopoiesis in 2 patients with paroxysmal nocturnal hemoglobinuria (PNH). Blood 108:
4232-4236, 2006.

21



47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

57.

58.

59.

60.

61.

62.

63.

64.

65.

66.

67.

68.

69.

70.

HARRMEEMBROSMAT A K

Sugimori C, Padron E, Caceres G, et al: Paroxysmal nocturnal hemoglobinuria and concurrent
JAK2(V617F) mutation. Blood Cancer J 2: €63, 2012.

Tominaga R, Katagiri T, Kataoka K, et al: Paroxysmal nocturnal hemoglobinuria induced by the
occurrence of BCR-ABL in a PIGA mutant hematopoietic progenitor cell. Leukemia, 2015.
Sugimori N, Kondo Y, Shibayama M, et al: Aberrant increase in the immature platelet fraction in
patients with myelodysplastic syndrome: a marker of karyotypic abnormalities associated with
poor prognosis. Eur J Haematol 82: 54-60, 2009.

Shen W, Clemente MJ, Hosono N, et al: Deep sequencing reveals stepwise mutation acquisition in
paroxysmal nocturnal hemoglobinuria. J Clin Invest 124: 4529-4538, 2014.

Nishimura R, Mase S, Araki R, et al: Massive hyper-reactive hematopoietic nests in bilateral iliac
bones in a patient with mild aplastic anemia. Pediatr Blood Cancer 61: 1903-1904, 2014.
Maciejewski JP, Risitano A, Sloand EM, et al: Distinct clinical outcomes for cytogenetic
abnormalities evolving from aplastic anemia. Blood 99: 3129-3135, 2002.

Kojima S, Ohara A, Tsuchida M, et al: Risk factors for evolution of acquired aplastic anemia into
myelodysplastic syndrome and acute myeloid leukemia after immunosuppressive therapy in
children. Blood 100: 786-790, 2002.

Ishiyama K, Karasawa M, Miyawaki S, et al: Aplastic anaemia with 13g-: a benign subset of bone
marrow failure responsive to immunosuppressive therapy. Br J Haematol 117: 747-750, 2002.
Geary CG, Harrison CJ, Philpott NJ, et al: Abnormal cytogenetic clones in patients with aplastic
anaemia: response to immunosuppressive therapy. Br J Haematol 104: 271-274, 1999

Hosokawa K, Katagiri T, Sugimori N, et al: Favorable outcome of patients who have 13q deletion:
a suggestion for revision of the WHO 'MDS-U" designation. Haematologica 97: 1845-1849, 2012.
FEAME,. MR (2 X 28 B 28 O AT — A BRAYEE L & 5 6 S BEBERE (S DOV Tl BRR LR
1992;33:423-9.

Borowitz MJ, Craig FE, Digiuseppe JA, et al: Guidelines for the diagnosis and monitoring of
paroxysmal nocturnal hemoglobinuria and related disorders by flow cytometry. Cytometry B Clin
Cytom 78: 211-230, 2010.

Kulagin A, Lisukov I, Ivanova M, et al: Prognostic value of paroxysmal nocturnal
haemoglobinuria clone presence in aplastic anaemia patients treated with combined
immunosuppression: results of two-centre prospective study. Br J Haematol 164: 546-554, 2014.
Tutelman PR, Aubert G, Milner RA, et al: Paroxysmal nocturnal haemoglobinuria phenotype
cells and leucocyte subset telomere length in childhood acquired aplastic anaemia. Br J Haematol
164: 717-721, 2014,

Narita A, Kojima S: Biomarkers for predicting clinical response to immunosuppressive therapy in
aplastic anemia. Int J Hematol 104: 153-158, 2016.

Seiki Y, Sasaki Y, Hosokawa K, et al: Increased plasma thrombopoietin levels in patients with
myelodysplastic syndrome: a reliable marker for a benign subset of bone marrow failure.
Haematologica 98: 901-907, 2013.

AR ML CEHRIERIEBRRE) ORI RIZAI LD < MR EZIX 7y L TR RERZ T T
T A HIRGEY., IARR. NISHEERL (EHRPAEGEE) OEREFRIZZ MR
DIZHD Y —F 0 7 7 N—"7" JEAGHEFE AT E A B A R MR B T IR FE S R e
i I B9 5 AAATIE (R 19 4REE) 2007

Dingli D, Luzzatto L, Pacheco JM: Neutral evolution in paroxysmal nocturnal hemoglobinuria.
Proc Natl Acad Sci U S A 105: 18496-18500, 2008.

Sugimori C, Kaito K, Nakao S: Persistent remission after immunosuppressive therapy of hairy
cell leukemia mimicking aplastic anemia: two case reports. Int J Hematol 77: 391-394, 2003.

Price TH, Bowden RA, Boeckh M, et al: Phase I/11 trial of neutrophil transfusions from donors
stimulated with G-CSF and dexamethasone for treatment of patients with infections in
hematopoietic stem cell transplantation. Blood 95: 3302-3309, 2000.

Ohsaka A, Kikuta A, Ohto H, et al: Guidelines for safety management of granulocyte transfusion
in Japan. Int J Hematol 91: 201-208,

Sonoda Y, Yashige H, Fujii H, et al: Bilineage response in refractory aplastic anemia patients
following long-term administration of recombinant human granulocyte colony-stimulating factor.
Eur J Haematol 48: 41-48, 1992.

Bessho M, Jinnai I, Hirashima K, et al: Trilineage recovery by combination therapy with
recombinant human granulocyte colony-stimulating factor and erythropoietin in patients with
aplastic anemia and refractory anemia. Stem Cells 12: 604-615, 1994.

Ohara A, Kojima S, Okamura J, et al: Evolution of myelodysplastic syndrome and acute
myelogenous leukaemia in children with hepatitis-associated aplastic anaemia. Br J Haematol 116:
151-154, 2002.

22



HARRMEEMBROSMAT A K

71.

72.

73.

74.

75.

76.

77.

78.

79.

80.

81.

82.

83.

84.

85.

86.

87.

88.

89.

90.

91.

92.
93.

94.

Locasciulli A, Arcese W, Locatelli F, et al: Treatment of aplastic anaemia with granulocyte-colony
stimulating factor and risk of malignancy. Italian Aplastic Anaemia Study Group. Lancet 357:
43-44, 2001.

Gurion R, Gafter-Gvili A, Paul M, et al: Hematopoietic growth factors in aplastic anemia patients
treated with immunosuppressive therapy-systematic review and meta-analysis. Haematologica 94:
712-719, 2009.

Nisbet-Brown E, Olivieri NF, Giardina PJ, et al: Effectiveness and safety of ICL670 in iron-loaded
patients with thalassaemia: a randomised, double-blind, placebo-controlled, dose-escalation trial.
Lancet 361: 1597-1602, 2003.

Lee JW, Yoon SS, Shen ZX, et al: Iron chelation therapy with deferasirox in patients with aplastic
anemia: a subgroup analysis of 116 patients from the EPIC trial. Blood 116: 2448-2454, 2010.

Koh KN, Park M, Kim BE, et al: Restoration of hematopoiesis after iron chelation therapy with
deferasirox in 2 children with severe aplastic anemia. J Pediatr Hematol Oncol 32: 611-614, 2010.
Lee JW, Yoon SS, Shen ZX, et al: Hematologic responses in patients with aplastic anemia treated
with deferasirox: a post hoc analysis from the EPIC study. Haematologica 98: 1045-1048, 2013.
Howard SC, Naidu PE, Hu XJ, et al: Natural history of moderate aplastic anemia in children.
Pediatr Blood Cancer 43: 545-551, 2004.

Nishio N, Yagasaki H, Takahashi Y, et al: Natural history of transfusion-independent non-severe
aplastic anemia in children. Int J Hematol 89: 409-413, 2009.

Yamazaki H, Sugimori C, Chuhjo T, et al: Cyclosporine therapy for acquired aplastic anemia:
predictive factors for the response and long-term prognosis. Int J Hematol 85: 186-190, 2007.
Najean Y: Long-term follow-up in patients with aplastic anemia. A study of 137 androgen-treated
patients surviving more than two years. Joint Group for the Study of Aplastic and Refractory
Anemias. Am J Med 71: 543-551, 1981.

Scheinberg P, Nunez O, Weinstein B, et al: Horse versus rabbit antithymocyte globulin in
acquired aplastic anemia. N Engl J Med 365: 430-438, 2011.

Marsh JC, Bacigalupo A, Schrezenmeier H, et al: Prospective study of rabbit antithymocyte
globulin and cyclosporine for aplastic anemia from the EBMT Severe Aplastic Anaemia Working
Party. Blood 119: 5391-5396, 2012,

Takahashi Y, Muramatsu H, Sakata N, et al: Rabbit antithymocyte globulin and cyclosporine as
first-line therapy for children with acquired aplastic anemia. Blood 121: 862-863, 2013.

Shin SH, Yoon JH, Yahng SA, et al: The efficacy of rabbit antithymocyte globulin with
cyclosporine in comparison to horse antithymocyte globulin as a first-line treatment in adult
patients with severe aplastic anemia: a single-center retrospective study. Ann Hematol 92: 817-824,
2013.

Vallejo C, Montesinos P, Polo M, et al: Rabbit antithymocyte globulin versus horse antithymocyte
globulin for treatment of acquired aplastic anemia: a retrospective analysis. Ann Hematol 94:
947-954, 2015.

Zhang L, Jing L, Zhou K, et al: Rabbit antithymocyte globulin as first-line therapy for severe
aplastic anemia. Exp Hematol 43: 286-294, 2015.

Chuncharunee S, Wong R, Rojnuckarin P, et al: Efficacy of rabbit antithymocyte globulin as
first-line treatment of severe aplastic anemia: an Asian multicenter retrospective study. Int J
Hematol 104: 454-461, 2016.

Sakamoto T, Obara N, Kurita N, et al: Effectiveness and safety of rabbit anti-thymocyte globulin
in Japanese patients with aplastic anemia. Int J Hematol 98: 319-322, 2013.

Suzuki T, Kobayashi H, Kawasaki Y, et al: Efficacy of combination therapy with anti-thymocyte
globulin and cyclosporine A as a first-line treatment in adult patients with aplastic anemia: a
comparison of rabbit and horse formulations. Int J Hematol 104: 446-453, 2016.

Maschan MA, Novichkova G, Baidildine DD, et al: Horse ATG (ATGAM) versus rebbit ATG
(Fresenius) for treatment of aplastic anemia in children: result of prospective double-blind
randomized single-centre trial. Bone Marrow Transplant 33 (suppl 1): S27, 2004.

Sangiolo D, Storb R, Deeg HJ, et al: Outcome of allogeneic hematopoietic cell transplantation
from HLA-identical siblings for severe aplastic anemia in patients over 40 years of age. Biol Blood
Marrow Transplant 16: 1411-1418, 2010.

Nihonzouketusaibou, 2016.

Frickhofen N, Heimpel H, Kaltwasser JP, et al: Antithymocyte globulin with or without
cyclosporin A: 11-year follow-up of a randomized trial comparing treatments of aplastic anemia.
Blood 101: 1236-1242, 2003.

Saracco P, Quarello P, lori AP, et al: Cyclosporin A response and dependence in children with
acquired aplastic anaemia: a multicentre retrospective study with long-term observation follow-up.
Br J Haematol 140: 197-205, 2008.

23



95.

96.

97.

98.

99.

100.

101.

102.

103.

104.

105.

106.

107.

108.

100.

110.

111.

112.

113.

114.

115.

116.

HARRMEEMBROSMAT A K

Marsh JC, Zomas A, Hows JM, et al: Avascular necrosis after treatment of aplastic anaemia with
antilymphocyte globulin and high-dose methylprednisolone. Br J Haematol 84: 731-735, 1993.
Scheinberg P, Fischer SH, Li L, et al: Distinct EBV and CMV reactivation patterns following
antibody-based immunosuppressive regimens in patients with severe aplastic anemia. Blood 109:
3219-3224, 2007.

Kroger N, Zabelina T, Renges H, et al: Long-term follow-up of allogeneic stem cell transplantation
in patients with severe aplastic anemia after conditioning with cyclophosphamide plus
antithymocyte globulin. Ann Hematol 81: 627-631, 2002.

Killick SB, Bown N, Cavenagh J, et al: Guidelines for the diagnosis and management of adult
aplastic anaemia. Br J Haematol 172: 187-207, 2016.

Kahl C, Leisenring W, Deeg HJ, et al: Cyclophosphamide and antithymocyte globulin as a
conditioning regimen for allogeneic marrow transplantation in patients with aplastic anaemia: a
long-term follow-up. Br J Haematol 130: 747-751, 2005.

Champlin RE, Perez WS, Passweg JR, et al: Bone marrow transplantation for severe aplastic
anemia: a randomized controlled study of conditioning regimens. Blood 109: 4582-4585, 2007.
Novitzky N, Thomas V, du Toit C, et al: Reduced-intensity conditioning for severe aplasia using
fludarabine and CY followed by infusion of ex vivo T-cell-depleted grafts leads to excellent
engraftment and absence of GVHD. Bone Marrow Transplant, 2008.

Marsh JC, Pearce RM, Koh MB, et al: Retrospective study of alemtuzumab vs ATG-based
conditioning without irradiation for unrelated and matched sibling donor transplants in acquired
severe aplastic anemia: a study from the British Society for Blood and Marrow Transplantation.
Bone Marrow Transplant, 2013.

Kanda Y, Oshima K, Kako S, et al: In vivo T-cell depletion with alemtuzumab in allogeneic
hematopoietic stem cell transplantation: Combined results of two studies on aplastic anemia and
HLA-mismatched haploidentical transplantation. Am J Hematol 88: 294-300, 2013.

Maury S, Bacigalupo A, Anderlini P, et al: Improved outcome of patients older than 30 years
receiving HLA-identical sibling hematopoietic stem cell transplantation for severe acquired
aplastic anemia using fludarabine-based conditioning: a comparison with conventional
conditioning regimen. Haematologica 94: 1312-1315, 2009.

Ramsay NK, Kim TH, McGlave P, et al: Total lymphoid irradiation and cyclophosphamide
conditioning prior to bone marrow transplantation for patients with severe aplastic anemia. Blood
62: 622-626, 1983.

Deeg HJ, Amylon ID, Harris RE, et al: Marrow transplants from unrelated donors for patients
with aplastic anemia: minimum effective dose of total body irradiation. Biol Blood Marrow
Transplant 7: 208-215, 2001.

Schrezenmeier H, Passweg JR, Marsh JC, et al: Worse outcome and more chronic GVHD with
peripheral blood progenitor cells than bone marrow in HLA-matched sibling donor transplants
for young patients with severe acquired aplastic anemia. Blood 110: 1397-1400, 2007.

Yamamoto H, Kato D, Uchida N, et al: Successful sustained engraftment after reduced-intensity
umbilical cord blood transplantation for adult patients with severe aplastic anemia. Blood 117:
3240-3242, 2011.

O'Donghaile D, Childs RW, Leitman SF: Blood consult: granulocyte transfusions to treat invasive
aspergillosis in a patient with severe aplastic anemia awaiting mismatched hematopoietic
progenitor cell transplantation. Blood 119: 1353-1355, 2012.

Clay J, Kulasekararaj AG, Potter V, et al: Nonmyeloablative peripheral blood haploidentical stem
cell transplantation for refractory severe aplastic anemia. Biol Blood Marrow Transplant 20:
1711-1716, 2014.

Scheinberg P, Nunez O, Young NS: Retreatment with rabbit anti-thymocyte globulin and
ciclosporin for patients with relapsed or refractory severe aplastic anaemia. Br J Haematol 133:
622-627, 2006.

Tichelli A, Socie G, Henry-Amar M, et al: Effectiveness of immunosuppressive therapy in older
patients with aplastic anemia. European Group for Blood and Marrow Transplantation Severe
Aplastic Anaemia Working Party. Ann Intern Med 130: 193-201, 1999.

Olnes MJ, Scheinberg P, Calvo KR, et al: Eltrombopag and improved hematopoiesis in refractory
aplastic anemia. N Engl J Med 367: 11-19, 2012.

Desmond R, Townsley DM, Dumitriu B, et al: Eltrombopag restores trilineage hematopoiesis in
refractory severe aplastic anemia that can be sustained on discontinuation of drug. Blood 123:
1818-1825, 2014.

Tichelli A, Passweg J, Nissen C, et al: Repeated treatment with horse antilymphocyte globulin for
severe aplastic anaemia. Br J Haematol 100: 393-400, 1998.

Di Bona E, Rodeghiero F, Bruno B, et al: Rabbit antithymocyte globulin (r-ATG) plus

24



HARRMEEMBROSMAT A K

117.

118.

119.

120.

121.

122.

123.

124.

125.

126.

127.

128.

129.

130.

131.

132.

cyclosporine and granulocyte colony stimulating factor is an effective treatment for aplastic
anaemia patients unresponsive to a first course of intensive immunosuppressive therapy. Gruppo
Italiano Trapianto di Midollo Osseo (GITMO). Br J Haematol 107: 330-334, 1999.

Kosaka Y, Yagasaki H, Sano K, et al: Prospective multicenter trial comparing repeated
immunosuppressive therapy with stem-cell transplantation from an alternative donor as
second-line treatment for children with severe and very severe aplastic anemia. Blood 111:
1054-1059, 2008.

Chuhjo T, Yamazaki H, Omine M, et al: Danazol therapy for aplastic anemia refractory to
immunosuppressive therapy. Am J Hematol 83: 387-389, 2008.

Bacigalupo A, Socie G, Lanino E, et al: Fludarabine, cyclophosphamide, antithymocyte globulin,
with or without low dose total body irradiation, for alternative donor transplants, in acquired
severe aplastic anemia: a retrospective study from the EBMT-SAA Working Party. Haematologica
95: 976-982, 2010.

Yagasaki H, Kojima S, Yabe H, et al: Acceptable HLA-mismatching in unrelated donor bone
marrow transplantation for patients with acquired severe aplastic anemia. Blood 118: 3186-3190,
2011.

Kojima S, Matsuyama T, Kato S, et al: Outcome of 154 patients with severe aplastic anemia who
received transplants from unrelated donors: the Japan Marrow Donor Program. Blood 100:
799-803, 2002.

Marsh JC, Gupta V, Lim Z, et al: Alemtuzumab with fludarabine and cyclophosphamide reduces
chronic graft-versus-host disease after allogeneic stem cell transplantation for acquired aplastic
anemia. Blood 118: 2351-2357, 2011.

Tolar J, Deeg HJ, Arai S, et al: Fludarabine-based conditioning for marrow transplantation from
unrelated donors in severe aplastic anemia: early results of a cyclophosphamide dose deescalation
study show life-threatening adverse events at predefined cyclophosphamide dose levels. Biol Blood
Marrow Transplant 18: 1007-1011, 2012.

Lee JW, Cho BS, Lee SE, et al: The Outcome of Unrelated Hematopoietic Stem Cell Transplants
with Total Body Irradiation (800 cGy) and Cyclophosphamide (120 mg/kg) in Adult Patients with
Acquired Severe Aplastic Anemia. Biol Blood Marrow Transplant 17: 101-108, 2011.
Wakabayashi S, Ohashi K, Hanajiri R, et al: Rapidly progressive Epstein-Barr virus-associated
lymphoproliferative disorder unpredictable by weekly viral load monitoring. Intern Med 49:
931-935, 2010.

Yoshimi A, Kojima S, Taniguchi S, et al: Unrelated cord blood transplantation for severe aplastic
anemia. Biol Blood Marrow Transplant 14: 1057-1063, 2008.

Peffault de Latour R, Purtill D, Ruggeri A, et al: Influence of nucleated cell dose on overall
survival of unrelated cord blood transplantation for patients with severe acquired aplastic
anemia: a study by eurocord and the aplastic anemia working party of the European group for
blood and marrow transplantation. Biol Blood Marrow Transplant 17: 78-85, 2011.

Ruggeri A, de Latour RP, Rocha V, et al: Double cord blood transplantation in patients with high
risk bone marrow failure syndromes. Br J Haematol 143: 404-408, 2008.

Castagna L, Crocchiolo R, Furst S, et al: Bone marrow compared with peripheral blood stem cells
for haploidentical transplantation with a nonmyeloablative conditioning regimen and
post-transplantation cyclophosphamide. Biol Blood Marrow Transplant 20: 724-729, 2014.
Bacigalupo A, Brand R, Oneto R, et al: Treatment of acquired severe aplastic anemia: bone
marrow transplantation compared with immunosuppressive therapy--The European Group for
Blood and Marrow Transplantation experience. Semin Hematol 37: 69-80, 2000.

Socie G, Rosenfeld S, Frickhofen N, et al: Late clonal diseases of treated aplastic anemia. Semin
Hematol 37: 91-101, 2000.

Scheinberg P, Cooper JN, Sloand EM, et al: Association of telomere length of peripheral blood
leukocytes with hematopoietic relapse, malignant transformation, and survival in severe aplastic
anemia. JAMA 304: 1358-1364, 2010.

25



	2016年改訂
	12. 予　後
	1．疾患の特徴・定義
	2．診断基準
	5．疫　学
	1） 先天性
	1） 自覚症状
	1） 末梢血
	2型．高信号域が椎体周辺にみられる正常パターンと考えられるもの
	2） 骨髄不全型のPNH
	AHRQ（Agency for Healthcare Research and Quality）のEvidence Level定義
	a. 赤血球輸血
	b. 血小板輸血
	c. 顆粒球輸血
	a. 血球減少が進行せず、血小板数が5万/μl以上で安定している患者
	b. 血球減少が進行するか、汎血球減少が安定していても血小板数が5万/μl以下に低下している患者
	b. 40歳未満でHLA一致同胞を有する患者
	c. 初診時より好中球が0に近く、G-CSF投与後も好中球が増えない劇症型
	d. 免疫抑制療法無効例に対する治療
	1） 疫　学

