ik 8 EEEER LA BERE
UNROILEREE - BEOF & isFIc BT 3%

E%%mﬁﬁm%%EETéﬁﬁmﬁahéﬁ%k%@%%
— g OFERFEORN —
(SHBRFZE : Sh R /N R AR B SR TR IR 50 25 S O HEEE 1 B D B 48)
WEHAE . RIS
HFEHEE : ZABF. IBE—K, REE

BEE: RHCRLERBOLZLELTIHEEL. BB~ OHEOREFLLLD5~E/a~ P—VADRE
BUETHD, Feid, BMmEAEMED Dianond-Blackfan EFEE 3 H. BARBRHANO 1, 87
BENESaEVED 1 HOE 5 FIC>XRFUWFNRFALTok, ., TORADA4KTHOVTIE
QE~I4FIZPH7 Y deferoxamine (DFO) IZ L ZREFELIT-oTHRTEY, ZOMALILL RS
BREcEEOMBRAERI L.
BREFREEToTVI440LBENREAOFIMERER L FICL I R2EMBRER TEFET-T
WA, ZORND 1413 DFO igEEEo - BnFoBEEZHFALTVS, TOBORKEDORH
BiER TEHAIERSAIT., TORKAICAE 7=V FrnoET2R0. TORND 1 AFEKILEIC
TAEREDREZRDOTELT, 024 BREREREFATRIIFELLEEOHEZRD
TRV, BEZHAKBER<EIN TS 14, OB 7=V F U ERBRLICEF L, BERFEOR
HEBDBIZEoT,

4 ORFTIL, DFO OERAGFEOR THRFHEE TEOHRB KR Th ok, DFO HEMLER T
Y. BROYFNRFECIHEAPRSBTATVEDI LR ZEBEEND,

- RHLEE: REGOLKE. —KME~Es7n~ b~V R RSERE, ANWBEYE, BRKE., BCEH

WK : RHCKROLKRGLZLELTIE RAFEZHROLIITHZ L2 BRITHELIT-
i3, MB~OHOLE LD ~Truw 7o

VADREPLETHD, _KRME~FEZ B | MEFE: RAOUWFHMBLREETHD
— VALK DEEBREEEORN, RTWFENE deferoxamine (DFO) D& EHFEORIFZI1T-
BEEZHAOHITDIZE, ROLFLTNICLS bialt

BEOREICKEITHREERORE L TORKBEE 1. AZWFENBREFE LT, Dianond-

RRRFEZFE HNREH
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Blackfan JEEHOBE 34, BARRMERM
DER1EL, BLOBRRE~T S u b v lE
OB 1B OWTTEEEE, FRBREE.
B BRERE, HREE LA,
THEEFLVE VRBRARZITo 2, TIZTiX
INLDARBBRAAICHDVTORERIZH>VWTHE
~_R5,

2. DFO OB EFHEIZS>WTORFX, DFO T
T ABREFEEIT > TV 5 Diamond-Blackfan
EBEHOBR 3L LEBARENT/ B UM
DOER1LLIZONT, 1EEEVORE. &
5RERM., LAMYCY OREERZCICEDR
ket R, MmE ferritin HOHEBEZ L H
7. RPERHEM B, REBBBUNFMORE
ERL, BEFRABRRIVBIELL,

ER

1. WA WFEHRE

14220

BRAZOPEELR 1. TEADWENR
EFREZRZ2ZICENENLT LI,
REFNECRBRREToEH 1 TIE, T’
B growtﬁ hormone r’elea‘sing factor
20ng/ml, 7NAE¥ =2 8ng/ml TEVHFWRL
RO, BREE~NE UV EOK R .
FERBEZRELTWVD, Z Ok RITE PR
BRI Z2BEINV Y AMEDCED, TF
=—REEREIL, T¥=—REXRRLTY
BROVBRITVEEDRINVC T LAMIEDD D E
Bl ERIZEER Y Y I UDREESLEL LT
w5, |

BREZELODDHLUTOL RS,

@ 3@ICEMBALE 10~15 £FTA R Y Uik
BEETOHRERRERE LT,

@ EERESEZ2HFIZALDIE,

@ 2flicHEBEETS2E2RDEZ, HIGF R b,

AWM ERR 2 To - BEOER

#1.

FEBI 1 2 3 4
=g DBS DBS DBS AA
e 5 5 3 B
B 0w 1H Om%l A 02 A 4i%8 A
R EE 185118  15#%0A4 20%8 H 23557 A
HE (ecm) 143.1 129.2 156.5 147.0
SDR =7 4.8 -5.8 2.4 4.1
BEH 145% 1 A 115%2A8 - 176 A
& (kg) 37.2 23.0 52.7 35.0
fEREE (%) +6.0 -15.0 +15.3 7.0
£2H (E-FH;mib) 2-1 i-1 6-6 1-1
B&% (Tanner) I I 1\ I
;% (Tanner) I I v m
rFE - . +

DBS: Diamond-Blackfan JEM&EE ; AA: BARBMEM
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F£2. HNAWFHRERE

SES 1 2 3 4
TSH ( # U/ml) 2.94 2.61 - 2.23
£-T4 (mg/dl) 0.91 1.48 - 1.27
Hb A, (%) 8.3 7.1 9.1 7.1°
PTH-M (pg/ml) <312 650 - -

PTH-C (pg/ml) <100 511 - -

Sm-C (ng/ml) 115.0 - - 37.7

* R TRET

CIH-RH FA MERERELE2HTIAEL E bR
BETLTEY, RETH - TEAOKEET
BHR I,

@ EH1IRCBREE~NES 0 MEDR
BRTIBRPRBEEERTELZEMH LTV,

2. RESEROBF

DFO # 5-B#hE TORIB O & & 5B 1A
RO OSFERINELZ R 3R LI,

FEG 122V Tk DFO & 5.0 & R ek
e OBFR (K) ROGEEFEBI X DR

# 3. Deferoxamine ¥ 5-Bt4F CORBOME L LRI IBOHER

FE B 1 2 3 5
HEHERR DBS DBS DBS UHB
B (&) 14 8 19 23
DFO BRtARFF 9% 2 A 97%10 4 13578 175%4 A
DFO #& 5-#Af (4F) 12 8 10 6
1% ferritin f& (ng/ml)
DFO Bk >10,000 3,100 18,000 7,200
o R RFHA 4,500 (10™)  900(4)  3,000(5%  9,000(5%)
B9 9,000 (12) 2,500 (8) 400 (10) 6,000 (6)

DFO: deferoxamine ; () WX DFO BR#EN & O] (5B)
. MR TEZHEL OFRICEER

*2: R T LGRS

*3. FTF 7 4 FX T XA TG ER
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Rt i
me/B
30 hd

20

1 1
0 5 10 (%A
x5

K EH 121 B deferoxamine 1.5g B EREOR 5650 & R EkHEHE.

y=-4.05+3.19x,r=0.845 (P <0.01)

PEittBEOMBEORT 21T o7, 24 FRRIREE DFO &5 L 5 RPSGHE B OB L CHE
PEHE B 1Y, DFO 2g O 2 BERI#FIRPY A1 T FllickisREECL I HHEBOBRB V2 F 4
12mg . FIED 10 FFEFHER TE T 34mg R LTz,

T, K3 EHOMERH o, FEF 1 ORBRIL, DFO OB EFHEOEWIZ X

% 4. Deferoxamine ¥ 52 Xk 5 RV SHEHEDOE L

FE5 1 2 3 5
¥ 5. BA%kET 0.2-04 - 015-04  07-15
% 5-BRME% 5-20(1.5) 1.5-5(1.0) 10-30(1.5) 10-30(0.5)
PR T 12 (2) - - .
2B AT R 34 (2) - - -

Bifitmg/H ; O AIX1EERGE (g
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AMBOEVESTHAEMNLRLOTH D, EH
11, BB Xokd@msREgEcgy, #1
HogEs 2@O/FEE TFTEEMA LV D Fik
ERERC SNHLE o, TORE, 1EE
B2 EREFZFAVTVRZL2rbET, &
REFEOREEH, OFET7 =Y F L RERO

2,000ng/ml B4>6 9,000ng/ml ~& LH % &
TW3,

DFO Ol THEOBIER L LTk, 24
CRBTORKR, B2 EORISEA LIV, EH)
STHEEORR -EBELERL, 7F74 5%
v—YayZERLELE, ZOHITH—KHO
HREOH, BRIFREZRAATLER, BEOR
R BEREESRFRIEER DDA T, DFO
DEANTEE B> TVD, KEH, OE7 =
U F 2 EiE 10,000ng/ml 1 EH L7znd, BIE
IX 6,000~7,000ng/mliZfEFLTWVWD, ZDf
OEIERL LT, E6 1 TREFRYE., EH
3CHBRESAROREZS, WThbEYIRAR
WWEoBELTWS, DFO ORIERAE LTa s
NTW B RABER OCEHEEEIVTh O EH
ZHED LR TWRY,

ZE: RYPCHKRORBOLELELTBEFL.
HMBE~DOHEOUEEFZLEZ~EZ B b= RO
EEPLETHD, BRACBVWTHLELELERE
MARMmMERBOZLBELTIRBEADREV &,

BFHBMELR L ORRORIEERN BRI
WD LD RoTETWVWH I LR EDEBT,
R#FLRGM 2 LELT2EETE LRV,
L L, BARBEBELIYVZNEZLELTIHE
ERVDHIELLENTHD, ZOFRRBER

Lo TR BRREMENLADERTH 5,
RERAVWD Z &R RERREEEIT DFO AT

HY., TOERABITERONRFETS, R

NS L LTI, BELRTELXHY, M
KOKEHELDHHI>BEOHEPRBOLND Z
ERFEEINRTVS, LiL, L2DEHFTYH
EiEINZEBEY, REO DFO OFEALEOF
TREFEHETEOSRBERTHDIZ L, T,
BEBRMBEVEEZOHRIRENT L2584
BTV, BE, FEBMEF>TVSHRY
LRz, 10 BEU LoREE TE
OFFEARFEE LT, RETO B CESH IR
bid, DFO I\l EHTHY . HRLADLR
FETERTH ZENROOLND, #->T, B
BRI L 2 BEHE TR L 2HANERICR
AMaANDZENEERD, Fh, BEKKTR
MRREINTVIRABRGRHCOVWTHLLER
MNBELETHLEREDLDND,
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BEHTFX A b OCRGEEZMXTERYIMER @
BXO—8BTIH. BREOBRATEENEThIRANBYET

Diamond-Blackfan 3
1 1 5
4 9 14 deferoxamine(DFO)
4 12
1 DFO
3
1 2

DFO DFO




