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i SBA (soybean agglutinin) 241 L T, HHRAEBOZVHREBEHEARS FMTa—T 1
TENKAGFA RHFALICBRAICHEIERHETH S, ZhET, XLAPRBRLIIHE
B 724712 & D NRBC D RIENRITON TV R, ERENT & R 7 Al X 533972 NRBC FIE% B
B & LB - MEEORBLEITo7.

BIR AR U R 0Bk M 7ol 25, V2 FUBEILL Y X5 4 FH T R LICHERs T 2Rk
L7, etz kv, HlRRME~T Y o v U HiliRikAs > DAPT B3tEMINE 2 NRBC B4 L L
Feo SRREHLEKOMIRITH LT Y RaEERA T o —7 2 AV FISH 217V, BEMR»S >
PFAEBH L, ZOZEnh, BXREREEFAWEFEIZ LY, NRBC 2RETESZE
NEWEN 4%, ZOFEEAVWC BAY T2 7TREFRHOGHA~ORL 2B LI,
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R RHFPERMAIE (Severe congenital neutropenia, SCN)

O, /IMRER
B RREREREEEERA AR/ DIRE

SCN 1%, SLIRHI 22 b O @M P ERIR D CRAE ML PEREK 200/ EUF) | EAERIVEDKIE.
FEEIRRMIADIETR, B CORMERTELHEL 35, BEKTIX Severe Chronic
Neutropenia International Registry NERBMIRBRELIToTHY, FRAOREHEIL 1~
92/100 F LR IR TV, FEBIIFR—FKBRZETHRELRBETH Y. W60% THEE
BEERGEYET D FA2OT RN, # 20% T Kostmann FEREE L L TH OGN D ERAKSHR
BERT D HAXI OEBRBBE SR TS, TOM #ASP OERBRERCERBICEETS
GEPCINERBR YV HBEShTWER, REFAHOEGHFET S, ThHDERITEY, HF
BB % BT HEFIC OV TIAHATH L2 ERRTRMEIRICET 57 R b— 2OBERH#EE
ShTWns, % CREFORNEEME LA 33 FROMITTIX, B2 OFRP 24 FR

(73%) &, HAXIDERN AFKR (12%) CBRH LI, HAXIERFITHE, BED S EEE,
TAh A7 EOFRERREOS HRFEN T - 7o REHSHFIETHID b TEREERILIZ
IF—ELTEY., 4%EP L0 KERYE., HERRCHFRER 2B VET, AEBIX 6CSF
BEICEY 90%L EOES CHPREMBERD O, BETFHMATRERL2->TWS, LAL
G-CSF BHBEIZ LY, # 20% (MAELE LT 55T 40%) OEGCHERRERE.
AHEFHEEALKE~OBITARD bh, BEERREL L bILEMTRICEREEA TV, HE—
ORISR EMBAIRBECH Y, TL UCESERBERIICY L TERENTE M, HK
B, BRACICL Y BRREITRRE TH D, Ybt CIIiamEERIERERIC & 5 BHRRD
k% B BN R AR OAKBREF 5 #IC reduced intensity regimen i & 2B BEBIE %
EiEL, 4 PICRIFRFBBERDTVS, 5%, REBOFERRE, BRNIA FF A OERO
iz, FHICR T HEFMOERBE BT LTV 5,
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Ataxia Telangiectasia & #RAL. MEE(L OB

OBARIER, BEEE, EBEN, KBER
RRENERRERERRERERES

EXMEBEARLOE L OFLREFNRELMTER TN FC DNA BEEZERITH)H 1D S
BEFOERNRL RHERTE TS, 20 DNA BESEEBIZ1 A 5 85T 1 DNA DF4E
FRISERS A ORI X 2 LT DNA BHRIRELS pdvb Y B v 7 Y %0 T Ml A 4R
EFOBEERICEERERZ2H- W5, BAMEIEMNE/IMATIE Ataxia Telangiectasia
(A-T) /AT, BRLEIR, RERSEEME L, 20-30%c BENEE 2405,
BEERCHMEBRE L AT CabhTWS, AIMBRRZ 7 FINA 7 b= 3 FF—F
(PI3K) FAA »&2FOX /37 HT DN BER LV ESLShZ V7 B —¥ e LT,
THITHZE T 5 pb3 R BRCAL 72 &% U (b U, DNA RIFIEEHBO L ChLmRa# L RoH
BEREVAIETHAIEBRALNTWDS, L LEOEERIILIEIT & 2, 2 R2BRORES
b, EFMEHEFCEERRBEZHS>TWAZ LIS, ZhE TORIED B ATM A fLikA
RO, BEEIHICEERRFIZHS-TWDHZ EBRHLNER-TEE,

B REREMREE MDS) X7 F b AT L B EE MR R & T BB C 40-50%43 B MK
(overt leukemia; OL) KBTI &b, HMRBEORBABRRE L bIRA LN TV S, MDS
BT 5 DNA BB EDREEZHOMCT 5 BT, REERREEY AV TR LAKEE. DM
BESECEETH X NI EP S OFRECHEHEEL TR ZERHALMERo T, 5
DFEFITMDS 236 OL ~BAT LB T ATWREBFRRUOT VADRENED, 512 ps3 &5
BLTOWBZERHLNE R, ThBEREND MDS M OL ~ERTBI124 /Y DNA 8
ISEBHI DB ATM L p53 DESEEASATEZ G LI Z LG E R0 | MDS T DNA RS
B OTEMALA cancer barrier & LTHEEE L, AILBILZMITWAZ EBHLME ko T,
) UrSBROGIEICK DT HIER»D T HRZAE o SIFHEHEORIEN & CD4 CD8 Double
Positive MM B TCHOLRERIT 5 Z L RBb Tz, THIFEO CD4 CD8 Double Negative
B DN 3 #icBnTH THIRZAR S HERECEERD Y., BRALIERTIZ LB8HL
Ml ole, ZOBMTOMRSLOEEN T MY B MURREICEE L T TREMEN R
e,
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S RMARIEERA (Diamond Blackfan & Ifl) DFRABEHEORELIZEET HHFFE

OFEGE V., BHABR?, Lik H, ABBY, MR B, REE—?, REKE",
WO THY, AN RO, BE (O
DDV FIRFNRE, YA EBRENRE. VEBARNAR, YT KENER,
VHRERER AR, PV ESREETRF., YRR AFERKEREES

Diamond-Blackfan AL (DBA) i%, LLIRMIRET ZMAERMEFFRETHS. W40%
O BERIBLORERELAHT 5, BEOTRIC LY., EKTHAS 0%D DBA BEFICY R
Y —AhH %7 (RP) BEFOERBREDLND I EXHLMICZ o1, FIEMICHE SN
RPSIGRIETIIN 2 5 %DEFICERMBEZN TS, UL, ZREELT V7O DBA BE
O RP MEBFEROBERRATH D, Rk, KM TRELL 6 840 DBA BE (6 4FlDOFR
$H) OFKMMA S DNA ZHhiH L, DBA CHREFERANRBEIN TS 8 RIET (RPSIY, RPSI,
RPSI7, RPS24, RPS26, RPL5, RPL11, RPL35a) ¢ 5o ERBOREBET & L TEARESHE
RPSI4 % fR4T UTc, RIGTFRRITIL. IATAKFEEZFHRORBEZRSIOEKRBEZET, FAD DIV
BORBEOLERK Ui, TORERE. RPSIIRIEFEREN 1 0 BFFR) THRISh, ZORD
3O LVWREFERCH oI, RPLEERIZ6H (6 KR). RPLIIERIT3IHF BFFK) T
B &, RPS10, RPSI7 & RPS26ERIE. ThEh 161 (1 FKR) KB b, RPS19, RPLS,
RPLII DRETEROBEER, ThEh 12.6%, 9.%BL V4. % TChHotz, UL, BEOY—
7Ty AW CIIA T VARKITRHCE iz, BEE PR EE AW A T VARKRHE
PH% L. FEREFERATHS 1 TEFCHETEIT ok, TOKR. A7 VAR RPSI9
Y RPSIZVZ4 240, RPLS RPL35a\C 4 14, 3 35.3%IcRd7z, BKIENZ LIT, LS ER%
HOoRFIXTHL LEEHRELESHL. TORND2HIIX, DEHREAHFL TV, ZOFKERL
D . §5IZ RPLS KB RORBAEITHMO RP X BRELRBRFEZREZLTVS Z ERTRREN T, &
{23513 % DBA D3hE 6 Afh 2 64 (40.6%) W RPBREFOERERDL, BORITELTHE
HIZEiH 5 RPBEFOLTEFELIIEL . 60%OEH CIHFRBEFNFHATHSD, DBA DKE
OBBOLHITE, FHRRERETOEAPLETHD,
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