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(REOME - HRXUVAE - AESF)

1. BFBB oL hA = F
(1) gE&l
(Fhte- HR)
TROKETHORFEREAFERATELND , RIZENOBE SEIRMETREIR (D=
(A% -F8)
EE. RANCEEEETILAC=RELT 1 B 100mg A SIZEEBIAL. SRAF+HHHBEE(E 200mg
FTHEL.1 A 2 @IS TROKS S %, 48, Fi ERICEVETERT 5.
(FRXEZLONNREADRS |OEDLZH)
INRIZH S BREM TR L TUVEL (BRI .

(2) FE5#
(%hEE-NR)
REARETET HTRTEMR: SEIRMER AR (EIRMEORIEMEDEHED- HEh. FIEHE L=,
IDESEE. RUERAERICEH S EHIE L= EE DD EMEISMHE)
(Ri%-FE)
BE. BEAIZIE1E 01~02mL kg (BFEETIL hA=FELT 1.0~20mg kg) EHEIZIELTI R HE
BCHERL. MERVCLEREERT 10 DR T TEIRRNISES T 5,
BE. BREEIIERERILAA=FELTIE 150mg £TET B,
(RIXELDNNEEADEZRS I DIEDEE)
INRIZxE 2R EMIEHELL TUVEL (ERRERMILY) .



2. AFLTz=T—Ft
(hae-2hE)
Fiarri—
MO DETHROF+DETREREISTT DI DEED G BB DR, BEMES DR
(Fi&-FE)
FLALTO—IZE EEAFILI=T—REL T, BERA 1 H 20~60mg % 1~2 EIZHEIREOE
595,48, EitERICEVETIERT 5,
HAMS DR, BEMS DORICIEIEBBAFILIz=T—rEL T BERA 1 H 20~30mg % 2~3 A
[CHEIRRORET S, 58, Fh. ERKICKYBEEERT 5,
(MIXELDINREADRS | DIEDEEH)
1. 6 BEERBOYRICITTRELLGENIE, (REMMNFEILLTLVELY, )
2. INRICREIRELIGE. AEEMOIF . REEENHFESL TN,



3. vJ7ooxH4oy
(%hRE-ZNER)

GEISEE)
FEIRAEDTFIVKER. FHER. REH. KIGE. JLTVISE. ToT7a0\08—R. &iR
B, LRI

GEIE)

BUIAE . SME - BME R UF MBI D R, fizk, BiR%. Bk BE X, kE
(BE-RE)
27a7aX 4 LT, EE. BAIZIE 1 B 300mg % 1 B 2 Bl REEHTT 5.
RIEREEICIRLTIE, £BRIER, TR IREESRRTHRTHRL T BEMNTTRST 5 (30
SLRD ST ETD) .
(MIXEZELDINREADZRS | DIEDOEH)
BEHAKRER, HER, 2R HRXISNRICHT E2REMETHEILTLVELD T, MNRFICITE
BLGWZE, [TZ20MDEREIDIESHE]
(MIXELDTZDMDFEIDIEDEE (1))
1. BMEBRESEAX, $HESYL) THHERENEHON TV,



4. A L FHY—F
(%heE-Z0R)
BRI F BEDBERICEWVNT, ERTOSRERRBEF R ORI I FHIZEY+5H
BHRDOBONZMESIZRS, )
(Fi&-FE)
BEERBEAOREEEANLF Y —FELT 6mg EL. AL FH—RELT 2mg ZHAMS 2
BRI T 12 BRRERTIEBO/REL, XYD 5 BRIEKRET S, Ing 1 ERIC LITRYIRT,
BEH. BEOER., EIK. BEMRUAFISITIRIEFICISCCERERT 5. 7-1ZL. BETS
IBEIEANLFH—RELT 1 BREAIT 8mg TTEL. 12 B EIRET 3 EREOR 5T 5,
(ARRAXELDONNREADES IDEDE)
INREFITH T B2REMEEREIIL TLVEL (ERRERA DALY,



oHoAakRRI7IHR

1. FE&EAOBEMIEUICthEAEROERE
LHRMUBEHE. B /ECRTIUR. U/ AR, BRRE) . E. FLE. atamE.
EHZME. FEWEE., FERE. INRE. BiZEE RN E. MiRFE) . 585
f=12L. FROKBITOVTI. thDRBHESHIEHATEENVETH D,
&Y MMERMRE. 84 SRR, WEEE. BiE. 2. . iRk, 2LES. 8E
PR (L EE. BIRIIKTRE. BIKZRG) . BHRIE. BEEalE
2. LT OEMESICxT 2thDMBHEESRILOHAEE
ELIE (FATaTREBII 28511 B 18, HAULIIMRIEFERE)
3. TERMERRBICHITHEMFHAMBIEDRLARE
AR NE. BEEREEENR. BRERBEREE. EEBETFRMEEM, Bt/ &, &
GEIHRE (REFL. ARMEABEET RV EXRMEMREE  Fanconi I, Wiskott-Aldrich fE{&
B¥. Hunter 5%)
(B&-RE)
1. BEMIEUICthEREROERE
() BmTERYTH5E
BE, BAICIES ORI T7IR (BKYWIRE) ELT1 B 1B 100mg & HERANISESL. B
ENMALONDIGEIL 1 BEZ 200mg [ZIEET S,
#2 3000~8000mg 1% 59 5A% . IRMEBHONI-LE(E, TELHRYRAFERT 5.
BMEREABOL TEIHEIE. 2~3 BREITHREL. EED 1/2 LTICHDLIZEEE, —8F
REL., BEZHF->TRUREIRET 5,
FIRMIIZIE. BERA 300~500mg %38 1~2 [EFEARANIZESTT 5,
WEITHCTHAR. BN, BEERXIEEERISESRXILEAT S,
Tt RREEERT HEHRENRAIZ 1 BE 200~ 1000mg Z2E(Z, HDUE, HGhAiET
AT BH ., (KSMEEZFIFALT 1 [E 1000~2000mg ZBATERIZEYIRESLTHEL,
BE. Efh. SEERICEYEEERT S,
@) thDIEMRERILGRT S
BEMTHATHISAICEL, BEHET S,
2. FLEE (FATRTREBIIZE (1 A HMTHT, HAHLIMERILZER) (I T Hith DI EMEEFIE O Gt HE
&

(1) BEEFFVILES D EDBRICEV T, ZEMLS VORI I7IFOBREER TR EHEE. &
HORRT7IR (EKYHRE) ELT 1 B 1 [ 600mg/m? ((AREHE) ZEIRMIZ 5%, 20 HRIHAZE
5, cnE 1 U—ILEL 4 U—ILIRVIRT,

BH. i ERICKYEERET 5.



(2) BBEIEIESUEOHFRICEVWT EEMNLGLIORRI7IFDREERVEEAEE. O
ARRT7IR (EKYIRE) ELT 1 B 1 B 600me/m* ((AREE) ZF#RMAIX 5%, 20 BREKREYT
b. INE 1 U—ILEL, 4~6 U—ILIRYRT,

BE. . ERICEVBEERET 5,

Q) BEIEIEDY JILAADTVIILEDGRIZEVWT, ZENGS VORI TI7IFDRSER
B AHEE, 270K T7IF (EKYHBRE) ELT1 B 1 [E 500mg/m? (ARERE) Z54IRMIL 5
#%.20 BEKRET S, ChE 1 V—ILEL. 4~6 U—ILEEYIRT

BH. FiERICIYBEERET 5.
3. EMEHAAEAED AT ARE
() attamE. Bt ettt mnm. SHEMREREDISE
BE. BAICIES ORI T7IR (BKWIRE) EL T, 1 B 1B 60mg/kg & 2~3 BEINN T TR
#IL. EH 2 AMREY 5,
(2) EEBETRMANDZE
BE. BAIZIES2ORRT7IR EKYIRE) EL T, 1 B 1B 50me/ke & 2~ 3 B T TRHE
#IL. EH 4 BEREY 5,
3) BV /INEDIHE
BE, BAICIES ORI T7IR (BAKYIRE) EL T, 1 B 1B 50mg/kg & 2~3 BEINNT TR
#IL.ER 4 AR E5T %,
BEOKE, HRTHIERIKYVEERET DL,
(4) EBIEMRE (RET L, ARMRBES RUPER M MR E : Wiskott-Aldrich FE{&E¥ . Hunter J5
£)DEE
BE, OOO0RRT7IN (FKMRE) LLT 1 B 1 8 50mg/kg & 2~3 BEEIN T TRiBEEREL.
HEH 4 BEIX(E 1 B 1 [E 60mg/kg & 2~3 BEMN T TRBEFREL. EH 2 HRERET AN KB
RUBEORECLVERRET 5,
Fanconi BMIC#% 59 HIH&(CIE. MIADHMETEMICKY . BEREESHOERENSLHEDR
ENHEDT, LIRS E 40meg/kg(5~10mg/kg & 4 BRE) ZRBR L&,
(MIXEZELDINREADZRS | DIEDOH)
BHARER, HER, LR $HRXIS/DRICHTEIREMIFFEILILTLVEL, [[EEBLERE
BEIDIESHE]
(AR XETOIEELEARMEEIOBEORH (1))
4. INRZFICHRETHHEICIE, BWERAORRIAFSERL, BRICRETSHIL,
5. NRRUATERIEELFEIM D BE TR ST IVLENHIIGEICIE, MR T IHEEERT HC
&



6. 77X/ 7Y

(1) oy JHl
(%hEE-%NER)

INRESBIS D AR

(Ai%-A=)

BE, IMNRIZTENTI/7z20ELT 1 BORESIZEE 1kg HT=Y 10mg (K& 05mL) ZFHEEABHEO
®’595%,

TE, Fin, ERICKYEEERT D, FHAIDESEFIUTOELYET D, 1120, | BD&E
RAEIXRE kg HIYT7EF7I/T722ELT 15mg (R 0.75mL) ZRREELL, RAIELT1 B 2 [@EF
TET D, Efz, ZIRBOERE LB TIEHIENLELLY,

Firhl 1 EERE5EENDER

FH | OHE FEOEE
3hR~671H 3mL Eke
6 WA~ 1w dmL Bkg
1~ 2% bmlL 10ke
3~hbim JmL kg
E~125% 10mL 20kg

(BRAXELDNPNREADES IDEDEE)
BEHARER, FTERRUD 3 AAXRBOELREICHT HEARERN G REMIFHEIL TV,

(2) FZ1428y THl
(%heE-2hR)
INRRIEI D fRER
(B&-RE)
BE/NRICTENPI/ 7z ELTIEIDRSITRE 1kg $H1-Y 10mg (AR 0.05g) & F B ZFAEF
AL TROKRET S,
HE. FEi. EERICEVBETEERT 0. FHAOEREEEIUTOLESYET S,
=L 1B RERAEIEEE kg HTI-UT7ELT7I/T7x2EL T 15mg (AR5 0.075¢) ZRELL . [REIE
LT1R2EFETET %,
F- EEBROREIETIELIENEELL,
FRINEREEDER
3hA~61A 1EDEREE 7Er7I/I7zELT:60mg, Kf:03g AEDBZR. 6k
6HA~1RRTE 1ED/’EE TEET7I/T7TELT:80mg, Kf:04g AEDBR.8ke
1~2m% 1EO/’ESE T7Eb7I/I7x2ELT:100mg, Kin:05g AEDEL.10kg
3~5m 1EDH/REE FELFI/ITTELT: 140mg, KFh:07g REDER 14kg
6~12i% 1ERIDO{EE T7Er7I/7x2ELT:200meg. ARdn:10g {KEDH %R 20kg



(EEGERIERE)

3. BEDREZTIEREL. BMERORBIBEE TS L BEDIKRE TR, B, HESEFHN
HOHNBHIENHAHDT, FITHEREFINERUVEEHE X ITHEREREDBE BV TR, &5
BROBEDKREIZHNIET DL,

6. BEMERVPMRICFEMERAORERRIZHFITEIREL . REBER/NROFERICEEDHILEEERICKRS
THE

(BRAXELDNNRFEADERS IDEDEE)

BEHARER, FFERRUIHARBEDILRIZN T H2REMFIHEILL TLVEL, (ERERNG

LYo)

(3) HMKIF - ¥R H
(%hEE-%NER)

1. 5B, BfE. EEIETEIRTE . IESEAE. MAAE. TR, 1A, AR, Dk, HAICLHE
&, Wi, mRLARERDER

2. TR BDME- A AN L REX AR EXREAIAHLREREZED)

(B&-RE)

ShEe- R 1 DIFE:

BE. RAICIET7ENPS/7220£L T, 1 [E 300~500mg, 18 900~ 1,500mg (AF|&ELT 1 @] 1.5~
25g. 1 B 45~750) &R OH/5T 5, 756, s, EERICKYBEEERT 5.

M-3R 2 DIHE:

BE. RAICIETEN7S/7220EL T, 1 [0 300~500mg (AF|ELT 1 [0] 1.5~25¢) FHEAT 5. 15
. Fin, FERICKYBEEIBR T 5. =1L, RAIELT1H2EFETEL, 1 B&X 1,500mg (FF|ELT
150) #RELT B, Ffz. TR OREILBITSEDHIEANLEELL,

(EELGERIER)

3. BEOREL+HEZEL. BHERORRICEET 2L, BEOKB TR, B . mMEUSHEH
HoOHNDEIENHHD T, FITEREEINERUEHRE X THEERBOBE BV TE. &5
BOBEDREITHMEET S,

6. EEE RU/NRICIFBEIERAOERICHHSIEL RER/IROERICEEDHILEFEICERS
THIE,

(ARRAXELDNNREADES IOEDE)

EHERER. HTER, LR SRXIE/DMRICIFEVERAORRICHTTIEL. ER/INEDFEAIC

LEHBLGEEEITIRETHIE, VMNEFICHT AR EMEITHEILLTLVEL, ]

(4) &F|
(%he-2R)



UNLEER ek
(Ri%-HE)
BETE1E, ROBZE-AEICK->T. BEBRIEAY 5. 8. Fih. IERICKVERBRT 5.

FHh TEr7I/J1ELT
1 ¥ Rim 50mg

1~3 FKi#& 50~100mg
3~6 FFKi#H [100mg

6~12%F 100~200mg
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7. ABKRY Y XRER
(BREDREE-ZFR)
ARBRAEEE. Fr{AIBEMEEEE, EIEMTE
(REOHZ A=)
(BRAZ L]

BE. RAIZIE A BRYYXRERELTYIE 1.25~25 BERL/EGI%E . 1 BB H1-YIRERE 6 ZRHID
BANIZESTT 5, 1=, REMHUIBRMETROBEICRESTHIHE(CE. HFEHEAVTIER
BEETHEMERTET DL SRITEE 3~4 n ARG T 20 ERBEEDOBAICIIBRE
9%, =1L 20 AURDOBERGIIETHI L, F-. BREFVEEREED 2E5FTORAEL AL
BHIENTEDD ., RFIDFBERATHLHMEMEANFRLLEISEERL-BRER SN LB
T2, RETEZORERANEN-BEICE. BREBORAEFEERET S,

F- A HAMICRET 4 BUZTHEADIRE(TEITEHIE,

[ FEEEEEE]
BE. RAICIEARRYYXRERELTUTOASEELSHICHRARNIFNT 5, BEEHNEHRH
&I HEILTRSET S,
WEHREDBZBEITIEEET 10 Bluxik59 5,
HER 5% 4 BRBREL. SRS TH2EIEEIE, SOITEMTEET 20 Bz ERELTE
5432EMTES,
SERBEROBEIZE, B5T 30 Bz LRELTHIESTHIENTES, 212L. 2 ALK
DOEESIFRITEIE,
[EMERITE]

BE. BAIZZARRYYRREFRELTUTOARERRHFICHANESHT 5, RRHNEHD

&I HEILTRSET S,
-HEERSDBEIIEEET 30~60 B 59 5,
HER 5% 4 BEBEL. SIRNT+2IGEITIE, SHITEMTEET 180 Bz ERELT
B’E5THIENTES,
SERBROGEICE. Bt T240E8MZ ERELTHESTHIENTES, =L 25 A LN
DEESIERITEIE,

(ARAXELDNNREADES IOEDE)
INREZ(ZH T BREMIXHEIIL TLVEL (AFI O BEIG TIEERRERAELY .
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8. 7/ RBENL
(hae-2hE)
BN ILRZ DA AR VKIE - FRBEE VML RISER T 5 T iR iE : REREDETLZA
EHEMES BT REERELE)ICREL-BMAES KE - HRES. kx-S
(Ai%-A=)
BE. 7IO0ELELTIEAE ke H1-YSmg 1 BH3[E., SEREIEICTEREULEMNTT, 7THRA
EERET 5,
BE., - HERIIBENTIE REITGSLTRSHBOERLLITIZEN TES, ==L, LIRIE
1EMAE 1kg H=Y 10mg FTET B,
(MIXEBLEDINEREADIRS IDEDFEE)
INRISHLTIE. RER/NEDFERICEEDHIREBERITHRETHIE, B iER BHERKE
BRIZHTEREMIIHILTVELD T, AR LOARMEIBIRIEE LR EEIHIN DB EIZDH
BE535HIL,
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