ALL 443, 490 41 Td > 7=,

b. Dyskeratosis congenita ; DC JEHiT 4 &
T 2 &G s iz, WTith/h) MWiéé
B~O2 W EEE BT 2R OB T
DIEGIBIE Y - S T2 ATRE @ﬁlﬁpé

(®)

Diagnosis / Year 2006 2007 2008 2009
Hospitals (registered/member) 1847223 § 204/ 231 | 212/235 | 2137236
(%) 83% 88% K% 0%
Idiopathic AA 58 57 54 51
Hepatitis AA 5 [ 1n 3
AA/PNH 2 1 1 (4
Fanconi Anemia 5 4 4 1
Diamond-Blackfan 1 14 12 13
Svere Cong. Neutropenia 2 1 2 0
Cyclic Neutropenia 1 3 2 3
Schwachman-Diamond 0 1 0 1
Dyskeratosis congenita 1 0 0 1

D. B8

S A -
/J\L%Ifﬂ{fﬁz'%"a:%% BB HEIT 2006 F iRt
/_'.\
Sh, BV TR S -2 To MK

HEHEEHRIC Ltéﬁﬁﬁf%ﬁn$¥f%
%, MRMIRF 22 BMERD 90%3BML ., &
SIEGIEITIITHE R OEFHE CINE ST
JE FIER éﬁﬁﬁﬁ%%nfwéoéBK
2m9¢2ﬁﬁ6£ﬁb1m5%%¢%%
b, BERBERELLTHS, #&bbgm

%wﬁ%r—ﬁm—xm%%énfméo
AR RO RRETH D DC izxt LTI,
2007 FITHRBBFEZE L 1T F UHERR & 4
WCEHE L7 S ATARSE (1988-2004 F5ER]) T

17 4/ 1,337 FlorEmEEEHM S 6 $41(0.45%) D
DCHEBINRBRFEENTWVBEEMND 95%CI X
FHEE 0.42-0.47% % TIZAMET S & SEIOR
EHRRIESIEL 341 BlOFHIEFIEIT 1.4 05
1L.66lE720, 2 HIOEFREFIZIZETFHRES
0 ThHhotz, WAL, MEEREZ2T 5 DC
P/NRMEEHEMICEM I, ZEOFS &,
EIEFZWOEHNES - E TSR LEET
DREFINRNE I B ATREM I E VY,

E. ¥

4Bl DI BB EFTIE T 2006 725 2009 FiZ

DR EN TR INT 341 HloEmEE

SEB 7>

b, FELR2 DCIERFIA 2 Bl 7,

F. R X
1. WXRR
el
FRRRK
7L

G. RO BERE D HIRR -

L
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BEAF @R E RS ERHATER B RIRMIEE )

s Et RS &

FERMA A BIEDZNRBIZW T IEDOWESL LG T A BT A ORI T 5 b5

BREROFED)

M E UM & ERE R HTRbE

JRELER ik

LAZOWTREY D,

WRES . SREMEEEERT, LEEDEE L, MEFNE L OERERT R
%< OEFTRO TR L. Z0OENITED CRETH D, INEEnNFEEEFEREO PR
PRHEF O, BRREDE AR, RENEEICE S EnEEEEROZE T LT
R NBEREES D, EREACFRSE LS OAREE MEEEEROEDLEED A H =X

A TFREH

REAASIEL, WMLEKBAD 2R3 %R
Mg MEEEERO B TH S, NEEmE
ERERREIT. Z OBFRER X OB SRR
BTl L ., ERIZEHIIERS < OREH R
Thotz, LHPETIE, NEELEEERERNZ
MBI HRZMT 5 AT LABRERESN, *
DFREZHEAWT, EREALCRLEL ST
FERMEEMBEEEEROFBERA LML, £
DOBTNTY ALEBET L LANLE
T 5,

B. Bt EH

SN s L B S R R R D TP BRI . SRR I
BRRTRMIINE L OVESIER, 70y MEAS
RO R B ORE, 7 0 A 7 REESM
G & B DR SRR R B A 1T 5.,
BROREDENT, HE A & RYMEA 5 iR
$e% Zfk L L. ps3. CD42b. BaFHEI~E b
By (HbF). CD34 O5fEts #1710, BAH
CBM 5.

MDS (I 72IE R T, HEEOE VTR
BT 52T, FORaT7T—255T 5,

Ray—&, RRBEHOMBERFTLA2T—
PHWEZEH T AT XL EEET D,

(f B~ DB &)

AA/RNEMEEEE L TOREEEDO—R
T, B G IR SO HERL U - BRI T
5, Baib, EABESROSTHMERTL, 7 —F
DI BNZEET D,

C. AR

2 223 Bl A RRET L7z, A =7 —5 AU
LEofiEFIE, RCC 261, RCMD 4 i, RAEB
10 5, AML 3 f5, JMML 4 T, 2fFifEEHE
RETH T, 2-4 LTI, RRMEEE MIEEE
=8 1 4], RCC 12 %], RCMD 3 i, AML 3
., JMML 1#l, 2 ST D 76 Hlix, BAER
BHE M 44 6], FERME R EREERE 7 61,
ISR 24 B1C, EBEMERET FILEE
nigmnois,

D. E8

SR M EAEMERE, B KM i B B E
HTH2HAEFRBRMEEM, MDS X, D TH
PLL 7z Mk, REBE 295, ZTODIER
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(MR B TORMA—BREL Rohi, WE
WHO 45 Tid. /M2 MDS B8 A & %< D
THEAp D Z & b/NERAR ISR B E

(RCC) DRI N/=0, #ERBARNEMEE M
RERMEEMEEEFERICE ENTIEGIDZ
W, BBILTEBRROHZDOA T —(LOHD)
HERET 2RA T, 5 mLL T2 fEE
MIRETH Y., 2 FARHOEMZITEMERIL
BENRhoTz, EREENEEEEET, K

RREELFEBERICE SN, ZTO/RRE D LI,

WEMEERREA N = XL OBELRIT T
HEBRD,

E. #5iR
FERMEAARIE % & Tofe KM% fn B E
BEOMMICIL, FENRFEME A PR
WA EET, BRI TEEF O
EEEZILND,

F. IR %

1, WXHEER
1) Nagai S, Ito M, Kamei H, Nakamura T,
Ando H, Kiuchi T.

immunohistochemical

Indirect

evaluation of
graft fibrosis and interface hepatitis
after pediatric liver transplantation.
Pediatr Transplant 14:342-50, 2010

2) Nagasaka T, Gunji M, Hosokai N,
Hayashi K, Fujino M, Ikeda H, Ito M,
Inao S. Fluorescent in situ hybridization
1p/19q deletion/imbalance analysis of
low grade and atypical meningiomas.
Neurol medico-chir 50: 27-82, 2010

2. FRBXR

1) Ito M, Hama A, Manabe A, Kojima S:
Histopathological review of pediatric

bone marrow failures by objective MDS

2)

6)

-17 -

scoring system. XXVIIIth International
Congress of the International Academy
of Pathology Sao Paulo, Brazil 10 Oct
2010

Seto A, Yokohata E, Koyama D, Onodera
K, Goto T, Watanabe K, Imahashi N,
Tsukamoto S, Sato H, Ozawa Y, Oiwa I,
Miyamura K, Ito M: High-risk group
with after

esophageal carcinoma

allogeneic hematopoietic stem cell
transplantation. &5 72 [B] H K MK FESHE
£, Bk, 2010.9.24

Yoshida N, Hirabayashi S, Zaike Y,
Tsuchida M, Yoshimi A, Masunaga A, Ito
M, Otsuka Y, Kojma S, Koike K,
Nakahata T, Manabe A: A prospective
registration of 75 children with juvenile
myelomonocytic leukemia. & 72 [B] B A&
MikFaiba. Bk, 2010.9.24
Kawashima N, Sakaguchi H, Yoshida N,
Matsumoto K, Ito M, Kato K: Multiple
vertebral compressions in CD20 and
CDé6¢ acute
lymphoblastic leukemia. & 72 [B] B A
BFERE, Bk, 2010.9.24

R EEE, RS, BRI,
R/ NEF AR TS WG B, AR ETT.
NEB, AEBZ O NERERRERMR &
Refractory cytopenia of childhood ? &K
BOLER - P RBETRES] 78 HDRE,
B 52 mlAA/NRMRFESRE., KK,
2010.12.17

FEEHE L, KT, Z2HEE. BB A,
EEZ., BElhs. BIFBR, FEH,
HAMEE, KRB, SMmERE. KBFHH,
Bt — ¥ U RERRECRIET 5 B E
BEME B MRR B R R 2 W DM, 5 52 [

positive  B-precousor



HAVNB MR Faiee, KBk, 2010.12.17

7y BEEK. GEEE@ET. KlE, HRARE, K
THAR, GHEHES . REEHBEEITo -
B R B s O/ WNRE), 55 52 B A A/NRE
MKFERE, K. 2010.12.17

8) LAKEM, RILEM, L+EBK REE
fe, WEEEA, PHEBL, HFOET. FEE
S, SAREE. B  NRIRER AT
BHETE A LR OTRIREER, 5 52 [E B AU
IRE¥FEke, Kk, 2010.12.17

G. BRI PEME D HIFE - BEIRIR
L

-18-



JEA T BRI R M (

IR B AR R 2E)

SRR E

FRMACARRIE DB REIBW T IEDOHSL LIGTRAT A R 7 A4 OIERUCET D85

NG RM A EIE D FHZ WL OB %
roessaE WO RARERKRSE  MmENe R

WEEE .

B DKC OIFERH LA

2 NOEEFARNRHEMAAQ.4%)1Z

HEIX, ~2% DKC R IST

Dyskeratosis congenita (DKC) (48 & (AFT R AT 2 & EHEOF
BR2EBME)TH 25, IERA L > TRHENEET R 2O TRRICRET 2 RL
7257, DKC A4 DKC % L YV R BT 57201
AT DR EIT o7, RFD 142 AD BMF i28W T TINF2 B FERERETD L,

TINF2 B +EEPED LN, TA2H
DKC Otz in A7V —=2 7ikd LTTu A5 —BiEEoR At Rat Lz,
VP HEARBLEFERELET AL DKC3 floT u 45—, EF=av b
O—LEEBLTHEZE2 b2 TETLTW, $£72 156 AD AA TIIGREMEIEE
ASTIZRIEED 2 EFINCT 1 2 T —BEEDIET 2378
WCARIHED AA DA 7 ) —=

T e A

Wb, TaAT7—BEED
CTWHERPS LR,

ABRER

BAR RMEH M (aplastic anemia: AA)LE
MmEEEOBNICE S BEHHBEETICE -
TRETHEHALEBMP)O—2>TH 3,
BMF 23 % o fth 12 & & 8 2 ol E & BE
(myelodysplastic MDS) < .
Dyskeratosis congenita(DKC) 72 & @ & 15 1%
BMF M&¥n5, BEER AA ITRIEHFE
M L7ZREEIC K 0 BIE L %% Bl ik
(immunosuppressive therapy: IST) & % T
H5, EERKRIIZ MDS L2lranhzdicd
IST BADREFIPEDOONDZ LBH D,

Qetafk 3’ KIOT A TICRIETH T A
7 —EHEE S Shelterin HAEKIL, T r AT
BF 2, M. ERROREELTLZ L
TT7TuA7 &0 L-flanR el L ORak
DEEMEZHMER L TW5, DKC [T F K

syndrome:

AT R AMY S 5 @D BMF T, T2 25—
P E AR Shelterin BEEEHEBRT DT 2 A
THHEGFOREIZL > TRIET S, AE
DKC DREEEEFTH D LD 1 2 7 HifH
BT OEREN, —ED AA L MDS IZ38H 5
I, RIS AT R A RO TRRICBET S
2D DKC OFERHA LMoz, e
® DKC IZFEFEAYIZ AA 2 MDS & 2lrsh,
HERBELNIZWVIST Z21T70NAZ MDD,
L kXY BMF OKZECE W TReR
DKC ##ERT 5 ZLIZEETH B,

2o DRC #8545 Hike L TEIBT
ERERENEZ LD, LT A7 B
GFEROBRBITEM T, EREOBEKTDORY
V== 73 ARmE THDH, ZOHEHBE LT,
@ 1/3 © DKC BWRHEBEEFHRATHY
BHOBETEERBTIIRELTHS, Qxt
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RLERDLDBIETNEL . EFEEFERIC hot
spot BN I NLDBEFDORELRE
L TR LRV, @BRINTEEEREMN
Tu AT RHEEICEEYH 2 D8 IR
AT HAT LR TNIER B2, BREBEZ LR
77

e DKC EFHOR 7 ) —=v 7L LT
X, TuRATREOEMEERET DT LBEH
BIThdEEZLNTVWS, LMLT A TH
HEGFOERZEDTVAHIZb DL T
TuATENREFHEARNDE/N D21 LT
BHETD, ZOZE, TrATEREZAELT
WD HERRAS, Wb D TFRAF L7 Mifd) TH Y,
DKC SEfOEMMBOF CTHLT o 2 7R HE
BIhThaiileoEE)rH 5, £72 DKC
DFRIE TN & HREERLETH DB, X
RERDIEHBB/NRCHST2GE/IETT AT
HEHERFOEREBDTHLT R AT EDOHE
HALNBEEORREEE L HD, €I T I LIE
WELOBEICAZ V-2 T REEL
TTn A7 —EEEOREIXARTITens
LEz b, MEPHARREIC LT AT
BEOEHRPBETHoT2LLTH, T2 ATH
HEEFOEERLNIET v AT —EFEHED
BETIIHLLTHE ETETD, EREFEHEX
T4 RENVEVYTHLT K py s
SNERREMBMEOT v 2T —EiEEETLE
SEHREEEEE RO D Z ERHE S,
DKCRALHDKCIZH L THRAT a1 A RaL
EUBEDRAREDR D W RIEBLETH D,

A3 DKC A 2% DKC % & 9 21
ZR2ET B =iz, OFFHO BMF EFHO I
DKC ®FEK#EEF & LTRE S NT- TINF2&
GFEREHTHARLE DKC HEFEET 0%
BRFELZ, Q7 uATRAELRAKIZT B AT
—BEMOBEIEN, DKC A28 DKC DA 7
V== ZICHER»ERF LIz, QAT A

F$w%ymTMﬁ%bfwéImC\$é@
DKC. IST IZRED AA 2B W T, {BFIC
5Tmf7~tﬁ$®&%m%6h1w5#
EPHERT D, REDHFEEIT o1,

B G

A3 > BMF JEF| D11z DKC DR REEF
L LTRIESENT- TINF2 BcFERE2HFTD
A& DKC BEET D0 ORFBIZE L T,
HRAREIIZ AA MDS OFRIGHER M(RA) & i
iz 142 5EH, Shelterin EABBELFTHS
TINF23E&{=FIZB L T direct sequence {52 T
BEFEIIZERELEREZHRRBLL, £
Southern blot EIZTTF v AT EZRAE L.
age-match EF v bu— L4252 &
TT B AT OEMEORI 21T o7z,

Fa AT —EBEEDOREDOHHAMORIEZ
B LTk, A48 DKC3 %, AA15 flizx LT,
TRAP assay {2 C7 1 A 7B % HIE LiF
Wr&aiT-ol-, 1M AT o4 RRAE IREIC
£BT71r A7 —BEEOEEDKRIEIZIZ, DCK,
R DKC, IST IZAGHED AA D% 1 HillC
VT, Metenolone acetate (77 V R 7 )IZ
L BEEAT L, IR 3 W AKRICBWTORIKRT
—Z TR T —EiEtEElE Lz,

C.HFERER

1. TINFZEEFEREZA T 5 RLBDKC DIk
78

AH D 142 AD BMF (28 C TINF2 86
FERVRETH L. 2 NOREMFIFRENE
T - - EIE AA.4%)INC TINF2E L FER
DR ENT-(K 1A), 7= TINF2 #{nFER
EETDHAATIT 0 AT REOEMESED b,
ReMo DKC ThaEEZ bN(H 1B),
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X 1

A
B1 J3
TINF2 TINF2
P213H n865-866CC deletion
Yot
EREE s & o g B Prp—

©® Normal control
B B1
4 J3

1 \J A 1
0 20 40 60 80

2. 7 X7 —EEHORIEDOHEAEDORIE

4% DKC(n=3)i%, &% A(n=10)& btk L
THEZR b-oTT R AT —EEERETL
TW= (R4 DKC 16.3 TPG unite vs &% A
86.7, p=0.011) (4 2),

AA15 BI(IST H%h 11 i, IST %) 4 FEHDIC
BWT, ISTEZD AA 26| TTu 2 7—EiE
HEOERTIIRD LN, Z0 26T 7 2 T
HEBLEFIZERTREDONT, 1 HITIET v 4
7 BEOERELERO N, o 1 FlTIET 7 2
T RIZIEE TR CTEMEITEBED b Rho T,

X 2

100+

TPG unite
3

-

Io

¢
» &
K

3. AT UL FRAALEVIBRICEATE RS
—EEEOWEDRIE

R T —ZI1ZB L Tix, A28 DKC iZH\
THRF% 3 7 A28 W T Hb o E5.(Hb 9.8
—10.9g/dDB3RBD NN, ZNLNIFER
HEEIRBD LN TR, T8 2T —EEMHIC
B L Tix. DCK IZBWTAHEBEIZIEHEDTLEN
B b, ~ef8 DKC & IST IR ISHED AA
WKBWTHABEER R o N EHEOTTES
B S Bz (X 3),

TPG unite

D.E&
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SEIOBFHZ L > TEAO BMF 28\ ThH
TINF2ER A FT HALE D DKC BFET D
ZEBH LN, LLINETOT B
A7 —PHEERBRFERIZL D AR2H DKC
EBDETH 4/142 FERI(2.8%) & B ITE < 1X
R, L LBROT B AT —BEHEOKT &
Tu AT ROBHLER® D IST NGt AAJE
Bl7e Lk, BEROBERFERITRD b d o
e, FHOT o A THIEERFELICL DA
2% DKC OFRIREMNRE, Z 0T & IXERKRRY
iZ BMF & 2 S EfloRizid 1248 aM
DKC DIEFINEENTWLHZ EERLTWD,
RERKNBEEREFPERE SN TWRWRER
DKC JEFIIZx LTz 7 Y RIS B il 158
ik, RABBEERR E &S ) A DNA 5 R
L., KtRE#HS— 7 = —% AV TERM
TEITVWHHORKELEFZFRET S TFET
H5,

T A7 —BERIE, TrATEERBRICR
2 DKC DAZ V—= 7 IZI3FRTHDZ
EWIRE N, BRIZ IST EHho AA IZBWTT
0 A7 EOEMEERDRVN, TrAT—E
TEMEIZE T LTV B ok, AR ERIEIC X
DEBPREDZONS LR, £hT X
7 —EBEEORIEIXIRRORISHEE TS S
CHHEHATHDAREMENRH D, A BIORFTIX
BRI AE N DBERNT —Z 0EL B
RIIRERD o7, SEOBRFHZIL > THDL
MIZLTZNEEX TN D,

E. &

A# D BMF (28T TINF2 Eic+ER%
AT HR2% DKC I3FET D, £-7 1 AT
—®iEMEIX DKC K28 DKC DR 7 ) —=
T RIBFNROFMIZA A S LIV,

FHF7ERE

1.
1)

2)

3)

2.
1)

2)

R SLFER
Yamaguchi H, Inokuchi K, Takeuchi J,
Tamai H, Mitamura Y, Kosaka F, Ly H,
Dan K. Identification of TINF2 gene
mutations in adult Japanese patients
with acquired bone marrow failure
syndromes. Br J Haematol 150(6):725-7,
2010
WO iEE, M fik. 7 e XA T EHEREGF
BREICL2BMARE, BRMIEK 52:
646-653, 2010
WO E, RSk, BAREICHT D
BAREAT B A REALVELDT B AL
— Z{EMEILEA, Annual Review IfiLi&
2011, in press.

FRIRR
Takeuchi J, Yamaguchi H, Inokuchi K,
Tamai H, Mitamura Y, Kosaka F, Ly H,
Dan K. [Evaluation of TINF2 and

SBDS gene mutations and screening

telomere length in adult Japanese
patients with acquired bone marrow
failure syndromes. 15th. European
Hematology Association. 2009 4= 6 A, /N
ta T,

Takeuchi J, Yamaguchi H, Tamai H,
Mitamura Y, Kosaka F, Inokuchi K, Dan

K. Screening of telomere length among

acquired aplastic anemia patients. & 72
[B] A A #RF4, 2010 4 9 A, Bk,

FANBIRA EERE D IR - BRERIRTL
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FATGBR A REMBE EEIRB R EE)

STHRRFFEER S E

FRMEANAREIEDORRIVLW HIEORESL EIGBT A B 74 » OIERICBET 5878

BIHERE & MEMEM R I /M58

TsaE BRI AWBREREREZERFER FRENHTE HiZ
WREE: AREAMCAREDKC)O—FKHA L L TOMBMEED TRICKE PR

5 2%, AR TIL, BAEIZR T 5 FRESREEMBRHEEICRIT 57 v A TEG
FEROBEEIZ YT 5 1o, BEMEE & BEEMKICET5RAE LM REER D
DOMBIED & EHE L7z, £ OfER, FrREMBHEEOLE Y~ 7V ORRFIHOEZ
BAS & & biz, BMERA L MEEMRICET 2FRNELER L,

A TFREB
BAEICBIT B FEMEREREEMBREEICE
FT57T v AT BETFEREORRMNEMIT T2
& EIEFERME ORI ICRB T ST 1
ATBEFEREOBDLVIZOWTHREFT D Z
LEAET D, £, EREWME AV
HEALIZIBIT B A D = X LD 5 Efat 5,

B. B HEE

BREICET AT e AT BIGF & fRHEE
OREE TS HIC, AHBERFHRBEES
(272 LT TR Ml RMERE S T R VR A
PEREEICE ST 5 A ANGRAEGRERIC
B4 2058 ICETHUMERELERL ., Fr¥
P il AR AHEIE O MY o 7 v ORRAT D B 4R
DEITI, —H., MBELICBT 259 FERD
BT O 7= 12, Cre-loxP system % /=M%
PNEZHEAE H SRR B LacZ ¥Bl~ 7 A& FHWNT
7 A=A v (BLM)FHE M MRIEIEET V&
1ERk U LI iZeEsss (EMT) Z#atLiz,

C. FRER

1. BFFCRHIOREE « TR IERTRRMEE Sk
TR ONERAIMEREE IS5 B ARAANERN
BERBERICET 0% (BT 50 REGED
H22%# 9 A 14 Rloxani AKREZF10
19),

2. ##Efk L EMT : BLM # 5~ 7 A CTOE
BV PEARHE(L B TH D X-gal BHERRIEOIFTE
DHER I, BRI ORI D—E A
&N ST D RIREME 2 R L7,

D. Z8&

AAEFE T, BFIEHEEIZ Y7~ > T DKC I281T
B IRE OB e OBEY BfE LT-, REE
. U TVBIBIZ LY . AR IT B AN
MMEEDT 0 A THEEFEEORRK LRI
FIRMERRHELE & DKC OBIEIZOW T 2ER
HEFIEPNETHHEE LD,

E. FFE%ER
1. RXHEE
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1)

2)

2,

Hashimoto N, Phan SH, Imaizumi K, Matsuo
M, Nakashima H, Kawabe T, Shimokata K,
Hasegawa Y. Endothelial - mesenchymal
transition in bleomycin-induced pulmonary
fibrosis. Am J Respir Cell Mol Biol 43:161-72,
2010.

Sakamoto K, Taniguchi H, Kondoh Y,
Johkho T, Sumikawa H, Kimura T,
Nishiyama O, Kato K, Kataocka K, Ono K,
Kitaichi M, Hasegawa Y. Serum KL-6 in
fibrotic NSIP: Correlations with physiologic
and radiologic parameters. Respir Med
104:127-33, 2010.

FELRR

2L

F. SnHORFEERE D IR - BRI

L
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JBA BRI RS (BHAMER B AR 7R 55E)
AT e

FRMEANCASIE DR RIIDBUI T IEOMESL LIBFETA K74 » OIERIZET 505

B R R 31T B AR A
AHEBRERFGELRAR  SERES

RS HEE KILES

BWHESS A T4 L ORE
E Hig

MREEE :

DOTHY ., FEREBCTFEERTEEZIT O MR
LNZig o1z,

ERMANARIE (DC) ORERFEELEOLEERFREDOHERLE L
T, BWAOCBRHE 2 HEAT L. RERMEIRIC T 2DCREROMBE R ZH G0N
T bbb, A TOREREH TODCE ﬁ@%%howrwhﬁm#% IRLNTY

L7,

Rid, AR ER BEE R II N Z & 23

A BFREN

ARFFRO BHIE, EREAILAR2E (DC)
DR ERHERIZE T 5 BER. DHREELHO
I L, ERBICAI U -2 Wi, BRiEst 21
KT HZLTHD, AEEIT £F0DO2E
W#%E@ﬁf&bf E NSO CERRE % f

TL., HERERICEIT S DCR2EOMESE
'ﬂ LT HZEZHRE LTHIREZIT T2,

B. BF L
KEXMAALE (DC) ORERERYE
D wEREFREOCHEME LT, BRSO
FRE A AT L. RERMEIZBIT S DC 2RO
MBEATHALMNC L, AIFEEOEHREOR
F. AR CTORERGEETO DC BEOEREIZ
DWTOFRIIFHEFICRONTZ LD THD T
EBHLMNI o= e, REOKRERE
IS, Flo. DCBERROT
/&—Fﬁﬁ&mﬁ#«<\@ﬁ%ﬁbto
(f B~ i)
AL, b MEEFRITRESEOBRRE BT
. WEPIECRE & FARIRE T B oA v
Tx—hRKarvy hOTF, WITLIZ,

C. iFARER

SRMALCARESE (DC) OEERERKICE
T HENAOSCRAE 21T L. RIEREERT
O DCZEOMBEATHLMNMNI L, 26/
BARE LTI, 1) ERLE LTORMEREN,
2) BBEAVPK I TWiW, 3) ZiE#%
DARBIRE, 4) 1BREs20n, ERHET O
%, £lc, BA OXBRAEDORFER., KB TOK
BEMERTO DCZ2EDERIZ OV TOERIT
FEFIZRONEZLOTHY, BRBLETFELER
TET O Mgk, RO ER BERmR 1L E
WIZ EPHLRIR T,

D. ZE

A BIOTHAESEOREN L, K%ﬁ@&%
B HE D7 DCBEOEEBBEO D
@@ﬁ%ﬂ%$w§Mm:ﬂT5r%%§
EHATTADHLERHDHZ &0, IHITHLNZ
7rotn, BEEMICIX, AW TIT S DC 2E%
FHREIC, 2EORFIREEEER. EBRRbTL
ERZEDDENEELEIOLND,

DX RBFREOHERIESE, 5%,
BRI T 2IRREHEER T2 L %
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HIELTHDITTHEN, &5IZ, REEOH
3t HENL, KEREK T DC OBIET2
WHZ DWW T h Kl &5k T 2 LEMDTE S/
&Eieotz, DC OFKRBEFERREEZIT-
TWe T 5 RERUNOREER & DEH S A
TLEEE L BEREBTO DCREIZ O,
FABEGTERBRELZARELT DRI RES
BEBNETHD,

E. &%
SERMEANAESE (DC) OEEREREZ S
H-EEEERAEOERME LT, BRSO
FAEZHIT L. RERERIZEIT D DCBED
MESEZHLMNIZI L, FROMERE LTI,
1) REL LTORBHEME, 2) RKELD
M—ShTwisu, 3) ZEEENS TR, 4)
BRI e, ERFET o,

F. HFEERR
1. MXREK
1) Tsuruta D, Akivama M,

Ishida-Yamamoto A, Imanishi H,
Mizuno N, Sowa J, Kobayashi H, Ishii M,
Kurokawa I, Shimizu H. Three-base
deletion mutation ¢.120_122delGTT in
ATP2AZ2 leads to the unique phenotype
of comedonal Darier’s disease. Br J
Dermatol 162: 687-9, 2010.

2) Akivama M, Sakai K, Yanagi T,
Fukushima S, Ihn H, Hitomi K, Shimizu

H. Transglutaminasel preferred

substrate peptide K5 is an efficient tool
in diagnosis of lamellar ichthyosis. Am J
Pathol 176: 1592-9, 2010.

3) Yanagi T, Akiyvama M, Nishihara H,
Ishikawa J, Sakai K, Miyamura Y, Naoe
A, Kitahara T, Tanaka S, Shimizu H.

Self-improvement of keratinocyte

defects during skin
ABCA12  deficient
harlequin ichthyosis model mice. Am J
Pathol 177: 106-18, 2010.

Mitsutake S, Suzuki C, Akiyvama M,
Tsuji K, Yanagi T, Shimizu H, Igarashi Y.

ABCA12 dysfunction causes a disorder

differentiation
maturation 1n

in  glucosylceramide  accumulation
during keratinocyte differentiation. J
Dermatol Sci 60: 128-9, 2010.

2. FRER

L

G. A EHE D HE - BREIRT
el
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JEAE T B A5 %ﬁ%%(%%ﬁf$ﬁmﬁn$%)
AR E

SRR RIE DR RBVZ W FiEORWSL LIBRT A F T A » OERUCET 2415

BRI R A FA L B BB ArEn’

HrEmEE hREZ

SRRFEEREFERETZR  MIaBHEY HiR

MEES :
FREORWe—h—THD,

GPI7 v —ME A% K% L-PNHE RO FEL, BHARICBT %%
INBBETHNITE CABEEOEREORHAR L 2T
x5, v —%A A N —%fELTICZ
1. /MR 2355173 5 pancytopenia £ 7= {Ibicytopenia (/MR + & 1) TH 5 =2
AL, 2MCV>100fL=1/, 3.ERHKE ITRMAM/MREIEHHD L TV D=1/, 4.8
R2W 2 L TRRBRINLHRBY THD =
LTC175Fl0BARRHEMBEELZRF L2L 25, BIHERTERE1%,
& olz, RERDKCHIZPNHAY i ket Fi2
AT IRERDKCE AT U —= v 7T BRI

OPNHEMROHFEEZ FRIT D720

14, & LT4s8 E2EPNHAR o7 il &
REPER) 2R 94% T
EENBZENS, ZO LD BRPNHBEM A

FRHEBDND,

A BB/
4R dyskeratosis congenita (DKC)®
LI RERMEEMARIT. BEERATHRERD
BEETDHIERHMONTVD, ZD L) 724l
TIRAEMHRIBEEODRIIMEFETERWVWED
RREREFBEARHAMEENT 2 LITESE
Thbd, BERAMEKOT o 27 EFRIETIX
&% DKC ORFERXELETH LB, +XTD
BEIZOWVWTHRTrATREZRET D Z 21X
HEETH D,
Glycosylphosphatidyinositol 7 > 4 — &5
H ® KR % L 7= paroxysmal nocturnal
hemoglobinuria (PNH)¥E @ ik (PNH %! i
) X, REREICLDE 7 o—HoEHA
eRFTLIILEREENS, REORWT 2
—H A P AP —FAVTREZM G RV
HEEOBALRNBRMEMBEORMM 2 B%ET

% L. T0%RT# OF T PNH BUmERA B H S h
%, L, BITHOBHERRERESER
HoOBE#EAETI oMk Z Lid
FTheV, Zokd, K28 DKC o k5 2k
HIBIEDO KR BN A2 L EET 5 LT, PNH
BImMEROFELZRADZ L HF AR AR
HB, Ll BREOTa—H A FA MY —
HER OB THITADRATIIRNI &
N, I LIZHEEICEREEWIA2EEET D
FEOWSREEND,

PNH B RS RA 2k, o fiko
BN AR T/ MERED ORRE RS . &I
Do VHE#ITT S, MCVAKREL, &l
SERDBND, REDEHERHDH, T b DY
BAaTAATAZEICL ST, BREDOTu—
A A NI —%2HWRTYH PNH #fusko
GHEAZFHTX DA EERSH D, £Z T, PNH
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A ERBHEEREAESRFICHBELTALDND
BRAEEE AT L, Aa7oRRizd-
T PNH Bk FEL TR TEZ 20089 0%
et L7,

B. BFE &

2009438 L Y 9AH T TIZH A CPNHA! I £k
RRE LIEMAREASLAFIDS B, XaT
Yo Z AT AEATRRDOL1TE # x5 & Lz,
PNH= =7 & L CL I/ MR 235179 %
pancytopenia ¥ 7= iZbicytopenia(Ifi. /MK +
aifl) THH=24. 2MCV>100fL=1. 3.
ERER £ 7= LR AR /MBS B LT
=15 4.8FE2E 2 S CEARR S MEK
WO THD=14, L L T4 EZEPNHB S
A a7 @, 3HELATFZEPNHBEMEAR 2 7 #] & L
7o

C. BFFuiER

PNHA if BREG 1 31651 P s PNHEG % A = 7 8
12226 (71%) . PNHZ M EREEME 514451+ &
PNHFEM: A 2 7 8131461 (10%) | B4Ry =R
61%. BEMERIFHEII%, FEIMFIREDEHE
I3EPNHI M A 2 78 T81% (11649 TF
%) Thot, GBPNHR =7 Th Y 728 5PNH
R BRASPEVECTH - 7B HAEHTi, PNHE
MERBEPER & R CASERBTH Y R 5 BIE
A DB BIZ PIG-AZ Bl £ L T
f 7= DICPNHBR MR P EEE S N T OMER
20 EPNHE! M BREEMEIZ 22 o T 5 BTREMEAS
HD,

D. ¥

PNHEEM: 2 =2 7 1 PNHA Bk H #& % 748
THIZTHRATH Y, 0L MHREDR)
EFENCHERTH D ATREtEN R SN, 4%
RERDKCREF * R4 7=oizid. ZOPNH

BER 2 7 DIRWE 2R E T O ENEE
ERbh 5,

E. Bf7EsR

1. MXER

1) Qi Z, Takamatsu H, Espinoza JL, Lu X,
Sugimori N, Yamazaki H, Okawa K,
Nakao S. Autoantibodies specific to
hnRNP K: a new diagnostic marker for
immune pathophysiology in aplastic

anemia. Ann Hematol 89:1255-1263,
2010

2) Katagiri T, Qi Z, Ohtake S, Nakao S.

GPI-anchored protein-deficient T cells in

patients with aplastic anemia and
low-risk  myelodysplastic syndrome:
implications for the

immunopathophysiology of bone marrow
failure. Eur J Haematol, 2010
2. FRER
Diagnosis of PNH-type cells positivity in
bone marrow failure patients using a
PNH-scoring system. Sugimori, N,
Yamazaki H, Kiyu Y, Katagiri T, Sugimori
C,Nakao 8. % 72 [l A Rl FXFiHeE.

201049 A 25 H #iik

F. SO EHEO HEE - B&RE

1. B

#FE 2010-275878 : PNH & (i Bk O 8 H 5
ERK 22 4F 12 A 10 B HiA

2. ERAFHRBE

2L
3. Fofh
2L
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B4 BB AR MBI & (BHEMER BRI FEF )
SRR SR E

SEREACAEIEDNRBE T IEDOMESL L IRFET A B A4 - DIERIZET 28158

RETA T4 L ORFRVILE
WEESHEE BriEE BARY NER B

MAES A REAERSIEICT DR N —2006 O & M MR O RGE I B 8-
RERTAEOEBEAIZ LY, EHNICIIEEREEIBLNTWS, LAL, FlRE
2 AR T AICE. 2oL ) RATLE RS EAZRHRBEET A LN
VBRARTHD, 5%, EFDOEFE L RHRITEOERIZFELLETH D,

A BFEER
FRMEAIEREREDIBERTA I A DL
%O

B. BF3e 5k
HRKMEAEARSIEIZRT 3 BiE L LR

AL, REZBHEREY, BEFT—Y—2 K&

UBEL A VEZRET S,

C. FERsR
HREACARRIEIZHTERE F—0b
O M MBS O EHmF IS OREE S
DTHEEHHFIREL, PHThs, B
EEEROBAE 1R 25 O T ERI Tlk, BB SO
EREBBIZBLNT WS, 20D, HET
L EMERENBHEERRALNEY , AL
REENRBRE SN TWS, £4HBR¥TH 2
NET3HFDOEREAARIEREITRER
F— b OB BRI ERENBMEEE TV, B
RBHEREI/ LI TN D,

D. ££

HRMAEASE BB IO OHE
DHEREWILEEBETILE, SHEDOAE
BIFRBH ST AN T 7 7 Y ORILESE

OFERITEETAZ ENREE LY, IHIZ,
e R e AR MET DI, 2o
£ O RATLE 25T TER 2 RHIRBET S
ZEBLERARTH D,

E. &%

B 72 B REFEERRTALE ORESLIZIE, &
LR DIEFIOETR & W] 7 + o — ORHI R
BULETH 5D,

F. B3R
1. WXFER
Nishio N, Takahashi Y, Ohashi H, Doisaki
S, Muramatsu H, Hama A, Shimada A,
Yagasaki H, Kojima S. Reduced-intensity
conditioning for alternative donor
hematopoietic stem cell transplantation in
patients with dyskeratosis congenita.
Pediatr Transplant 15(2):161-6, 2011
2. FRRER

L

G. A PEME D HHEE - BRI
L
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BT BE A BN E (AR ST IRITIEE )
AR &

S RMEA MR EIE DR RIIZW T IEDOHESL LIRRTA BT A4 > ORI BT D A58

FKHEM (EMAEEFLERER) (ZESWIZBWIEICET D%
e KREIE— JUNKZRZFREZF R FES - NLERSY iR

MREY  EXMEATRESE (Dyskeratosis congenital: DKC) % /)NEHICIEREIZR
Wi LEHIC A RIBERIT O 2, REEOENDZW 2 ED 2 H kL B FHET.

GEFHBTBLOT o AT ROBERLEPLRF LT, DKCOBRTH
Hoyeraal-Hreidarsson JEf&#E (HHS) 3IETHORBEARA L LEOAREET D T
RRIGEBTHD, MNRBMICREAELEMREZETARBRICER L L ZEE
HIBRIE 2 & R F 2 BRAM2IC, BETALEMN., REBE, VAY — oY
ERER D FHRBLEZER L 2T WTIERRZE 21T ) Z LA TE 2, DKC/HHS%2%

EHR T 7 —FnoBM LT FiEE HREITRE LT

A BFEBRK .

DKC 3MIRHRLE, NOEME, ThEo
KL A BEE (S T M ER D & 0 O BistEE
B ~ £ € (inherited bone marrow failure
syndrome: IBMFS) To 5, BIRIT/NREAD
LIRZZBERMELEEL, BHEERZEHFL
T, FET u X T —EEEHERE R

( DKC1, TERC, TERT NOPI0O, NHP2Z,
TINF2) OEFENZORKTH D Z EHBH LN
L7 HHSIIDKC ORI L ZEZ bND LD
[Zlpolc, —K, BRIREIZII SR REES KB
T AHAMED BHZETIIED TH L <@ A
7V = TEB RV, REF O EOIER
T2 1E% ZEBICRET 5,

B. FR G

DKC/HHS %% 9 BRI DWW TRERRIE
OfFYT, EMARSEOMBIT, 70 AT ROAE
BLUOBEBEFRET 2TV, SEARESE L ELAR
BRED D OEREIZOVWTHRE L7, IBFMS

DOBILFATIE, IBRHEBZESTERZ O
FEEZBGELED TS,

C. FFfs R

7o bl HHS OARME 1 flaws L, 0
RESE, WMARE, /MYUERRO 3 EE» 2
BFICEE TH D L #%8 L7~ (Acta Paediatr Jpn
36: 212-216, 1994, Eur J Pediatr 156: 80-1,
1997), &E., #HAERH & 9 RERLAE & MK
BoE 2L 26, BLUOHBEALE L KERE
EhR &L 146125, DKC/HHS % 5> THE
Wrad -, EG 1 I3/hEEE, BEEEES. i
Ek), AN EIESZ 2T HBRTEL
FIREGFIREECE W, BRIE3ELE
FEH MBI AT > CEREE Y 2T, JEF 213
/NEESE, LMERED . EABIGERSELXET
3 BIRT DKC1, NOP107: ¥ HHS B EE B+
ERODICEFPTHINERIIRAES LT
R, B ERT. TeATELHEETFETH
Do JEHI 31X 9B R, RN HIMRE &
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ZWr &N TV, REREE & FEFELSET
L BB R S L, EARIIMRE SN
9, MEFERIFT RAZ i/ MR T LA L T
W, IMEEZELRRIE L, RBIEL B> THITL
7-& Z 4, Lamin B{5F? exonll {Z G608G
(GGT>GGC) hetero BEMPFEE iz, £z,
KM ZE RN THIANRT e ATRE
Wil otz, kL v | WA Hutchinson -
Gilford Progeria Syndrome (HGPS) & #2#r L
7=, B1E. Farnesyltransferase inhibitors % H
W IREHEIN I E AT TH B,

FARB»o®mMLE 5132 DKC L&D
IBMFS BIRIZxtd 5 i fRsAR I 2 fRETd 5
72%, % prohepcidin &% HIE L BYEE 2 &5t
L7z, AEAICHARIZIELS . £%% 1 00A
ETICHEMT5Z L 2R TE,

D. B8

RBEAEIE L EMRBEZ AT 2ER. K
B REE % 2¥ BEH % 2 DKC/HHS %%
> THBRBIOHENT 2 ED T, B HGPS 75 1
Bl an-=n, &G TFMFICLS
DKC/HHS BeEH BTV, TrATE ([
HRATBRANER NEEEE) LEREL TE
Bl 2 HEFE L, %72 DKC/HHS OZWi LR
P2V == VAT AEBELLY, £
FIELE MMM OMES & FiEb B L T
<,

E. &

F o A7 EHEIZ DKC/HHS ORI HH
TAZ Y ==V TRE L R BAREMEDE D, ]
FEGIRIE AL & SO EM AL L A2
Wricksir 2/ AMEERESL L72uy,

F. e £
1. BRIC3k

1)

2)

3)

4)

5)

-31-

Konno Y, Toki T, Tandai S, Xu G, Wang
R, Terui K, Ohga S, Hara T, Hama A,
Kojima S, Hasegawa D, Kosaka Y,
Yanagisawa R, Koike K, Kanai R, Imai T,
Hongo T, Park MdJ, Sugita K, Ito E.
Mutations in the ribosomal protein
genes with
Diamond-Blackfan anemia.
Haematologica 95(8):1293-9, 2010

Kitajima J, Ohga S, Kinjo T, Ochiai M,
Takahata Y, Honjo S, Hara T. Serum

prohepcidin concentrations at birth and

in dJapanese patients

one month after birth in premature

infants. Pediatric Blood & Cancer
56(2):267-72, 2011

Takada H, Nomura A, Ishimura M,
Ichiyama M, Ohga S, Hara T. NEMO
mutation as a cause of familial
occurrence of Behcet's disease in female
patients. Clin Genet 78(6):575-9, 2010
Ishimura M, Ohga S, Ichiyama M,
Kusuhara XK, Takada H, Hara T,
Takahashi M, Okamoto H.
Hepatitis-associated aplastic anemia
during a primary infection of genotype
la torque teno virus. Eur J Pediatr
169(7): 899-902, 2010

Ohga S, Ishimura M, Yoshimoto G,
Miyamoto T, Takada H, Tanaka T,
Ohshima K, Ogawa Y, Imadome K, Abe

Y, Akashi K, Hara T. Clonal origin of

Epstein-Barr  virus  (EBV)-infected
T/NK-cell subpopulations in
EBV-positive T/NK-cell
lymphoproliferative disorders of

childhood. J Clin Virol 2011 (in press)



2.
1)

3)

5)

6)

FRER

Ohga S: Hematopoietic stem cell
transplantation for HLH/LCH, and a
review of neonatal HLH in Japan. The
4th Seminar on Histiocytosis &
Pediatric MDS. October 7, 2010 Seoul,
Korea (invited speaker)
Ohga S:
lymphohistiocytosis. Education Session
IV ~ HSCT for pediatric malignant
diseases ~ The 15th Congress of the Asia
Pacific Blood and
Transplantation. October 29~31, 2010
Phuket, Thailand (invited speaker)
BE . WARBE, KEIE—, A%, &
HEF. BERE, IEiEE. BHE—
Diamond Blackfan & i iZ B85 2 #i DR
KEMEEFIRE. $F 72 Bl A AR MKRFES
201049 A 24—26 A Kk

KEIE—, TEEHF, Baoik—, HH
NRMREBORERE & 3 BTHEE ()
%) of-vomiEsEt I +— 2010
FTHO11 R K

EENEF, HE®Sr. FEHE, BEEF.
EIRMETR ., VEEIETT. SAE. HERET,
KEE—. JRER, AFE : RERICBIT
HHAERE 1 AAOME S a~T T
. 52 EBAA/NRMIEFS 2010 4F 12
A 1719 H Kk

AHES, KEE—. FEREEE, BhrE
£, tEEZ, HEEZ, FKFR: A7
A RV RAFREDFED LT Graves /S 0f
BAERERMEELMO—F. % 52 BIAAMNKL
mig#s 2010412 A 17-19 8 Kk
REE—, /NEH, NEBZ, BEF . H#
BEDLE : DBA BROH A FT A »~Bii
CEBEH I OFTRENE~ PRk 22 FEEREAE

Hemophagocytic

Marrow
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MR REERRMEERFLEERE NG
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B4 BRI L M E (EHEIER B iR R E )

SRR TS E

FREBICARDIED R B HIEOREL LIGRT A BT 4 OIERUC T 2858

BB e ha—LOSER

MRSHEE REETIE RERFESHRELED
WEBHFE KBHMID HERNFEEAFERZRESR BAREES

¥R BAEERMYE R

IR

EFREFTTH D,

HREE | ERMACRREIINT 2 BB IEATLEIC X D IgEECGVHD
7 EDEIHENEREMA LT <, FIZHLA RSN ORE R —BEOBEII T
BTHY ., AFFICBVWTHEFEOHEORTHARMEL 225, bhbhITaLE S48
& RIREIC PR K —2 D OBMEEAO M L& B L TH- 2BMEALEORE %
ATz, BURBOBERS, 7V¥ T8y, vrur7xA77 IR, filRMR7 27
U R AWERILE T, HLAR—BE2 B0 & EMBME L3I mT L, £528/ T

A BFREN

H KM AL A4 (dyskeratosis congenita; LA
T DKC) k7 nrA7—PHEAKREERT &
GFHRORE TRET DN, 7 AT OEME
B L T DIRIBIT, FEMERRMEE IR
HORNRD T ERRINTWD, EIEEFITH
L CidEmBMasmsiThoh 505, Lo X
Y IR ERIRFB O 7= DI, FILEBEFERR
R %78 £9% (graft-versus-host disease;
GVHD) 2 X 2#kEES LiIZ LIT&EERL,
BRI DK TOBEROETFEOYE (QOL) @
ETFIZ 2B o T3,

Hivbiit 1986 FEIZENEHD DKC 2%t
TAHREEBMEREITL, £5 2B TRYARF
Lizb DD, Bk 74 1 » A TH#RHEED -
WIZHETE L7fEf 284 Uz (Bone Marrow
Transplant. 1997; 19: 389-392) , Af| 252412
BILE ORI 1TV, D EOKFRBHIZE W
THMBF AR L, TLEMHTHEL 7 a
T A7 7 I REREROERE L, £z, ¥

& K+ —%28Hd b b BEMEY —X
(ST D REMH 2 {5701, FAFTE
> #3BM. GVHD O F 5 & jkda Thula M 27
7' o (antithymocyte globulin; ATG) %*iE
MU7z, RATLEIZ & 2l aHBEz 3 5l
IZHETT L. 1 Bz TiE 8 L LD R HIBIE
IZ & > T QOL OF il 21T - 7=,

B. W35
RF—ZE2TE#| A7 20 LI-F & F

F—Th Y, BREALEIME, MR, BRI
BB L 7 HOR R R A 0 R

(thoracoabdominal irradiation; TAI) 3Gy

(day -6), 7 V%5 ¥ 25 mg/m?x 4 (day -5
—day-2), ¥ a7+ A7 7 I K 750 mg/m?
x 4 (day -5—day -2) . ATG 1.25 mg/kg x 4 (day
-5—day -2) {2 THT\>, day 0 284 A & L7z,
GVHD TR5izE#iA Y b ¥E—F (15
mg/m?;day +1, 10 mg/m2;day +3, day +6, day
+11) £ # 27 v Y AR 0.03 mglkg/day DFHgE A
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e L, HLAlHIRA—E R —DHAEIZI 2
7 x ) —)EEE T = F /L 15 mglkg/day 47 3 N
AR (day +14—day +42) #:BM L7,

(fWEmE ~DHEE)

AL E 2 & D - BEFIEORBA I~V
FEEIZH > TEERMB~LELHNTITW,
XEIZLDRBEH/

C. BFFERR

FEG 1 9%, ZB. ARMEkEm 2 B, f/MR
i 80 BIMETT# 12 HLA —8 kM K +H—& 0
BB Z MIT L7z, 4FHEK 500/ L EA L,
AR 2 T p LA EIZENREN+15 B, 427 AT
STRIETIIBME2ELY N F—F 17 100%
T o7z, BTALERIE R (Bearman RRT) Tt
RFFEZE, DA D max 28 grade 1 ThH-o72, &
% GVHD |3 grade I1, 18 GVHD (338H 722>
>fe, BAE% 8 A T CT. Fhi#aK it
FTT b, FREERETRE ZBOTY
20, TNTFERICHER L, BEEORRR
LY REOMRAEILEGETMFIELT
Wo, EOQRIIBAER 3 » A THAL, LI
BRI,

FEGI 2 : 6%, B, ARMEREM 0 [, /)i
i 2 [BI#E1T% 2 HLA-DRB1 ~—E3EMmfz K
F— & 0 EMBEE AT L7z, BFPER 500/ 1 L
BLE, /MR 2 /e LELEIZENEN+15 B,
+22 HTSTRETIIBMEE 4 BLY FF—¥

A7 100% TdH-7-, RRT TiLAFEEE, oWk
@ max 7’ grade 2, TH#I® max 75 grade 1 T

Hoiz, &t GVHD iZ grade I, 184 GVHD

RO,

SEF 3 : 5%, KR, RMERED 5 [, fu/ MR
#ailf 2 EE1T# 12 HLA-DR1 SURA— B IRz
K —& 0 BB 2 61T Lz, 4FEK 500/
pL LB, /MR 2 50 LU EIZFENZEN+19
H., +256 B TSTRETIIBHZ 4L Y N

— & A7 100% T&H - 7=, RRT TlZOREK DA
2%, max 7 grade 2 ThoT=, &AMt GVHD
XS, B GVHD (2 >W TR B C
HERRETH D,

D. 8

DKC izx ¥ 2 i MABRIBR I B\ TiE, #b
JEEENEEA LT WDl BEFE B E
TORGIEDOGHP L <, BtEl I UHEH
GVHD b EIE/L LT W &b, £ HLA
—E RN O R —0 b OBHEBEN B
ThY., FEEFFIZBNTH MR S0
BEREHEERCKE. BEREDEREMLIL,
PP LH QOLITRFLITE LR\,

bhbh OB L7z 3L, WinbIEm&
FF—25DOBHETH - 1228, AFIXEFRE CH
L7235 X 57 RRT #RH T, GVHD O EIE
bbb TETn5, 3HlIckIT 5 HLATES
WX, 17 I TA<y T, 1HIBC &
DRB1 ® 2 7V L A—3F, 12 DR1 HiE+
—KTHY, IAVyFEELIEMLE N —D
LOBMTHLRELLEELBD I ERHE
7mo BEWIAEANZIB W TIXFFRERE D BEAL 238
DT, PRI QOL MR- T3, B
L& v, Keilb@Eix DKC 23 5% FF—
BREIZB W TERD THHA Th 5 aleetEdsmik
iz,

E. &%

DKC (Zx3¥ % i Afa Bz s T, TAI
3Gy, 7VH# ¥ 25 mgim2x4, ¥/ a7+
A 77 I K 750 mg/m?x 4, ATG 1.25 mg/kg x
4 12X ARILEIX, HLA R —E2 8 K
—BHEORERN EICFET D,

F. 5%
1. wCR#E
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