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2 HMEMEEE, BRENAIKIL, FE NI EFELE, /MR, R RS,
HHEAR4) . Coats plus JEMERE (cerebroretinal microangiopathy with
calcifications and cysts) % DC DEFKERIZFFE I, S HICHARE
P LSO GEMEITARMERE D I DC DARRRL L B 2 LN DREFINPFAET D 2
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3. HIEREBEA BRI T DR E L THE— TG HFF C& 2 D&
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EDRFET D, ZHUOORBIIFHGNRERLZ D00, LEL TT 1 R



T ROBEMER, Tu AT EERRFOERNZOND T b, —H
DB EBZ BN TV D,



2)

Hoyeraal-Hreidarsson JEERE

E Revesz JEMERE
LK)
/ FAER B M
P S-S o o
SR AR HEAE

1 e RVEAEAREIE DY

LT B

INOZFERE, ARENBEBE, B AFRILE R & O IRRFHS, ILIm Bk
WIRE DS TV DGEITITERIER I E G Th A5 L Bbivd,
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Tay T4 I L AT e AT EHEX, fETERATHL, moF
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1. BER 2B L O 1 DL EORIER & 2 DLL EO/INEIR 2 i 723

2. Elkﬁé BInFERZAELTEBY ., BHAEH 20T 1 DL Eo KIAER
B DT 2 DLL ED/INMEIR 2723,

T RMEAICAREIED A TH 5D Hoyeraal-Hreidarsson syndrome <2
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X2 HJEEAYE (PR 6 FEEIR)

stage 1 B E TRELASE

stage 2 S UTo2mEBL &S
MARMER 60,000/ 1 1 i
I HER 1,000/ w1 Kiii§
/R 50, 000/ 1 1 i

stage 3 PREME  LUTFO2EBU LA L, EHRRmEREDEZLE LTS
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I HER 1,000/ w1 Kiii§
/R 50, 000/ 1 1 i

stage 4 #H OfE Lo 2B L L&z T
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/N 20, 000/ u 1 i
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HOBEREENDT DH L FIEMHEIL 100 T AIZ T AE Sh5A1),

2) HBRE - T4
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MO ERRILEDNEE Th> TCHEHMAEE IRV E D
IEF S BB, FERE L TUXBHARE HEREN 60-70%, Atk
N 10-15%., BEMEEREN 10% & SN TWAH(13), FaLo#HE Tl £
RO P RAEIE 49 F & ST 5D,
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FEAEDDCEFMIOT v AT RITFHIZEMH L T, 7TRATED
HERFRBE DPEENEBOHRK TH L LB BN TS, 717 A T IXYAR R
D TTAGGG # V) IR UELHI T, MIfn s RIRFITHE 2 2 YR DRl E-C B A & 5 T©
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EMEE Ly hr— T T T = MMUEREE RO Y X7 LT —ETH D,
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MAKAFDEETH 50-70% THLIKFHI RIS R 5415 (35), BHEHE LT
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WCREGEE2HREIT 5, £/ adenoma D HHLH AFEICKE S LERH D,
PSR BEI C R DR E 3 8 D 7280 AL AR L€ G HE G-CSF <
T 2R TF YD growth factor (ZEHTRETRWWEINLTWD
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HAHN, BILEO LGRS T AL T 7o A 7 akAT7 73 R/ L
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W5 (37), B EOHRE NS | B BEEER BTALE O IR O 1T TR E T,
21 BIFF 14 FIAFET L TRV | FRICIEME R —0 5 OB COAFE T/
VN (13, 38), Alter HDIEEDCHkE E DT X TORIALEZ 5 Te 65 GEH]
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BRI 92t o % — (CIBMTR; Center of International Blood and Marrow
Transplant Research) 735, 1981 4EH>5 2009 4 % T2 [A1FE & i i A0 f2
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DN ST (42), 34 iR 20 BIAFET L TR D, b HFELEFFRIT57%, 10
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INEBZERETH-T2 (—kMEE “kMEEZAHET), Bk 4 » HURRIZHE
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) - HLA —Fiin g F+— Flu : 2bmg/m? x4 H, CY : 7T50mg/m? x4 H
« HLA —AF—Fil# F+— Flu: 2bmg/m2x4 H, CY : 760mg/m?x4 H, ATG : 2 bmg/kgx4 H
- HLA —Edb i g% 5 — TBI : 3 Gy

Flu : fludarabine, CY : cyclophosphamide, ATG : antithymocyteglobluine, TBI : Total body irradiation
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