hizo

5-2. MR MR ORE
AFETIZHEAFRETH S Alain Fischer Lo DOBRHEBT, BC7Z
ATHITENE X-SCID BEITHTAREFERLE—-<75 -2 HAL
FRIE->TRASBEED CD34 Bt ER yc HERRFEREAL. &
RANKCRETFETHD (8), UTLROBRBEEET (BAIEMS).
FRITREA K HLA —B F 7 —D%E LRV X-SCID & THEE @
ERESFEILORWE, 2BHKET TRE» SR /- SRHEN 100m]
Mo, CD34 ZRBELTWAEMEBMEE RS TS 7L 7 ar L, 4BED
Y4 FH4 > SCE, TPO, Fl3-L, IL-3 #/MZ. 24 Bfllf > Fax—3r7F
22LT. HLDUDHERELTEL. Thb ORI yc # cDNA 23UX
Bl hO¥A VX MFGB2.yc DLi#% 3 AMAKCINZ S, ZOBRRAT Y
T TATORIFLTISIT AL D CH26 %I —F LAEBH Sy /RT4E
DY A4 FHA . SCE. TPO. Fi3-L. IL-3 #FE T . 3 HHOBRODH.
AR+ LT S EBIRODICESE~R T,
BMEIRERRBER G2 L RSHET 3 X TOM. BRREETER
BHEE DT, BEECBIT LIk, BETFIRME, SHERRETLANH
s EANT. 1) BEFHALLER Yy o1 FFL—var, 2)
ZOEEEY. 3) NRETA~OBERRRLOFRCI SV T IR CRESR
ﬁﬁuﬂwﬁyrwtvwf%\&%%ﬁ@&%ﬁﬁ%i@%»z&ﬁ@ﬂ%
MESD. BeLBERERECRBTES L) CEMRERZERT 5.
EEZBBOWEIDNWT L, X-SCID BETRB/LTNS T #li2F NK 2|
ﬂ@&ﬁavyﬂﬁﬂﬁmﬁéﬁﬁﬁféoéau\vﬁ?yﬁﬁﬁmﬁﬂm
FEIHT 3 B oW T S BT 50
ﬁﬁ%%ﬁzﬁﬁ\ﬁﬁ%ﬁﬁﬁ5xm%if%%oAﬁﬂ@uwm<£§
3~4ﬁﬁ%t%ﬁén%oM@¥ﬂ6®~ﬂﬁ§m®&§ﬁﬂﬁTmm&ﬂw
L1 BLEAS 15 FIBOWMET 2 A ERS S TH 2.

5-3. hOSEME S DEBERURGFEMERRL RS
MM B & D X-SCID f ki 2 R R O B Ry (HH, FEA, HH.
M4 VA) i bR LR L, WEERS RIS RAICETT 5. B



ERZLTWEH—DERREFEIGAHTHBEHTH2 (1) HLA —FF

F-PERBEACEETHREOBHBHORBE. BHEEED 0%l L i

HTHD. LI L. BERIZC HLA —8 F F—D85E L RWESL. JEfig HLA

—B FF— GEWIZEH SV 7 CBRLTWA Fr—) »ME HLA Nh7O¥d

A 7T ~BFF— (HLA BEGFUPEBLTVARV FF—TERIIXEDI /R

M) DOPHERITZIZI LIRS, BEZEESIMECRB T 3EBMEIE

Yo HIEMAR HLA —B F 7 %R T 2RE0REH 2L, MBHLANTOY

A T —B R F -5 OB OIRERRIBME L 2 D RBWEEIC L B X-SCID

BELERZ 50~T0%ATH Y, UTRIBITFI2V L DPOMBAIEETS
(2-7).

1) FEHSOV o HRPBAIhBHEANEIR (GVHD) A& TalfEMH
B3,

2) THlOEFHBREL 3~4 HHRKRBERLORBHFET 280, FOM
BG4 W ARBEEDRBBRICI 53N 3,

3) &EHED B MEARET S RE, LBOE<DRETEECDEZH VT
Q7)) RAREDDE LR B,

4) NK figiZEBF LRV &BH0,

5) 9 20%DEMTEREIFRD SHTERMITORTN D,

6) HOABMBMMER ML 20%DEMICRIET 5.
BRENBENOoBEFOBEbITbhE LS Co ., BESTOISZ L

St oTHLEEREASRNT &, ¥R Lird SCID BEOKHSDRN

ke, 72 SCID KA T 52 BREEGRICE T AMaHdH TR, 6.

AIPIRIT B X-SCID BEOEHBRZOSMIL. HLA —BAEEOBEZE

HTHEHLEERD 55% LEETH 7= (7) o

—%. BEFHEORFEAXE CH S Alin Fischer ELHEBEICT IR
TEENIC HLA —B R —O&EE LR 5 O X-SCID FHEREHLTye #
EAWSRETFEBREBITL. 55 4 AT THROKLBEMIFIZTSCIER
L. &EFERBOREETHTNES (8, 9). FOBERDILERGLER
Y O HLA N7 o4 7—BEBBHEEALETS L, KEGRFIBRORRA
LLTROZ e HHIFoNE (BEXMS. 9. RTEH 7)o
1) THfaHEE% 1 ~2 hEDLRGITHEL k.



2) MFETOHRBEIOTY L ERERBRLRDEETO T ) L OBARGEE T
ETER,

3) NK #laOoHEIEDHSh -,

4) GVHD P HOAEM SNSRI Z X DEMEZDHRP ok,

5) BEFERC LBAERRBCAD Do,

—7 BT 3 i REFEROMEARL LTERSh .
1) NK fROBPREEEE L PERCH 5,
2) BRSBTS v SHIBMAROEISIE SBUT &Pk,
3) 1 ERTCHEE TIRREICEBEE BCG BYUEIC L3 ERRMEEE N, £

MIMTye HERB UL THIlEVBEHES W RP o,

FENE BCG BIYEC X 2Bk D ERF2ITDNWTIX, SCID KNT 5
M HLA "Tn¥d 4 7F—BEHBETCHAMOPEHIH I Lh s, #Els
FIEMOBEATH B LIFEZ T (35) ZDL3E. EEANK HLA —H
FF—DEF LRV X-SCID BFIEATS vo #Hi2AVWEREZEFRRERTD
BHIMBRRREEE EBRLTH, ESULONEIMETE, XD ERICHITT
ELEWMETHLLEEIONE, O, KL, KREFERBATAR
Bl L.

6. REFORMBUETDHALE
6-1. £ FICHATIRETFOMRE L MR
6-1-1. £ MNZHAT I2REFOME

AHEFECHAERHE L TWAREFRE Fyc HOBLE - T2 R cDNA
THB. 20D cDNA OFFEE 1,107 HEN BRI h, BEa FTHb
AFAZVBA MY Z7AFVETCOEI—T 1V ITHBEEATEY, Rin
FRAGAREINTWIHDOLE—TH 3 I LHBEATNTN D (BEFXH 13,
Y(F38 2-2), Moloney murine leukemia virus (MLV) BIRTHIMAEEE DR
W2 MFG _P ¥ —IZZDyc §§ cDNA EZMARAALEABRIL bavA
JVZ MFG/B2-y ¢ DBEOHRICEAZThD (26, 36-38)0

6-1-2, & MZHATZIREFOUR
t b yc#f cDNA i MLV B3R CH 3HAME L PO T4 VA MFG/B2-Y ¢ iZ



& o TN HA I h =%, MFG/B2-7c @ long terminal repeat (LTR) A

DFODE—F=ITL>T mRNA CEEZXh, yc $HBREFORBET R ATC
bk bycBHERENS,

6-1-3. BAREFHOLOERMOBRERUVEDEWMEHE
Ehyciz 22 PR B0V T FNERRST 369 7/ BISHED. Kk

AR, BEEFE. MIEARESERTH 232, 29, 86 O7 I/ BRIP LB
Ehd (13)e T/ ye Bk IL-2, 114, IL-7. 19, IL-15 JeUF IL-21 ORI
MSRERO—BEERTEIVA bhA L REGHEESERDOT 72w P THB

(15, 16)s HIRRE R L vc #ilk, OREAY 7oy FEHiTHA
A oK LABNR SR RAREERTII 24D, MidnME L
HBEDRF-VIEBI 2BHRAMECBBRITINVEERTEL LIRS,
ye ST EMALHIACOARE L, BORHROFHAERETITAMEOAR
BEb6BRALTNS,

6-2. MOMBOBE, EHEH/METICLUKMWEMOMR e L2
=]

AMRIFAORNERIE X-SCID BETCRBLTVWS TH3: NK #ig. &
UHSEERIC R B Mlan L0 ) AR T E AEN EE T AEMARDR
BRI TH 2 (39), b FOEMm%BAIkE. CD34 FREMEREICARLTH
ZRBBEMICSERTED. O CD34 BILMIas S F PR, FERK. FFRE
., HBR, UL /SER, RIOER, EHRFOTATOMBRRMEIMELTS
T LB EREIh TS, EEB. CD34 BYEMIRICHIE U e iaie s
OEEMERZHRBTELADORTE Y, CD34 BEAIROBRIC L > TR
DN Y NRRESSHEENRMBEEFBEBRINDIIEPRERNTND, <
Ok 5 iz CD34 BHMBORICEE T 5 EMBMINE, FYMMREBELT 5
T ORIE~O M BREER L B OHBBER BT AL EX SR TS, CD34 B
MR 2 AR & L OBGE T AR, Moy AR ULE
EFEHAEARENSD 2 LIk, S S HEXh 3 R LRETICE
AEEFERERICRRTIIEERD (39), ThHOI kb S ARBRIRA
Ci3ESiB RO CD34 Wit LR L L,

FESICiE, M. Blaese ® Coll M7 F ) ¥ V573 % — ARIMED 2 KR
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USRI T AR LN & 428G TR FOBII LT WS 5, REN A X-
SCID EHTIEMADPE T MEHIFELRVEDZOHFBIEFALTS 2
(40). ENi®Z X-SCID BEITB VT Ik LG MBS 2% & 7 2 8 7l
AEDE—TRRLGETH D, HOEMRAREGI X B0 EAS 3,
—PRBHEDOERRTH Y. 35—l in vivo T G-CSF {8512 & bk
B MR E R LR T 2 5T H Do ADA KBRS IS - 1
DA MABMIRBSHOERD S, AXM BT LEICBV T REN®ERD
BRED EATPRWIEHBRINTNS (41). UEDZ LEBANIZE L,
Hc X EHMEE BV TREFERETS> 2t U,

6-3. BIFFEALZOMER U LUEWAKERIRL =0

AHRHIRDO BRI ve #RETFT 2 EMEMAICHA L. MitEEEXR2
ZEHD BEFHALAVWBL PDYAL NI E —ldyc § cDNA %4
PRAAREDZ—ILWAREDL b YAL NRARIH T, YA )L ABUR
HZI-FF2BRFERIBEEIETH N, yc # cDNA ORBILY (LR LTR
TaAYPO-VERTND, BED SRR LASRME>S CD34 Bikia%
BIROICORL. Y4 MLV BRIMEEMRARE, Liaowsuz~y
F—RBVCUANVAELEMROERE FHEERAWT 3 BH&ER, 33 V1200
BRETI . BREFHAZINEZUER CD34 BHEMIRIZ |2tk Lk, &8
R RECETRXh 2, '
FERTROENIAFIBORBEMET R LicH D, ZOEHNOEYD
KIEMAMBAREF Sy SBEFIFERL, B2V IRFYalL —-v 3
yHEEShETF2IThidRs 2, ENRINE. FAL LR ETHEEH
RErFRCEbATh, HRSREEILTEZOEEERTH LHLHHE
THd. BECODBERICHIEDI DA NVARZF—LLTR., VDDA ILAN
DH—-EPF BTSN (AAV) X7 F—0 2BEBBITOND. REA
TRL POV NVART D PAAVARYZ F— L D BRI RN &,
5279 2R Necker NRFBEICHIT B X-SCID D|ETFIEM7D bI3—)b 2
LT75 VABEEESATCTHICAZESh, ZO0HAGEIPDLIATY
BT s, RERFETIEL P4 NARTIS—EERUE (8) o

6-4. YANARG S —ERAVNERETHRA
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6-4-1. BERO AN ADEHLHRBR UL Mo T 28

EATEIVA NIRRT Y —iE, FOZ—~THZHEMBEY 4 VX (Moloney
Murine Leukemia Virus ; Mo-MLV) [ZERIN L=< 2 KD S /) A DNA »5
Rohl70T 4 NVATRBRING, BER Mo-MLV ZERE VRS ERZ
CRUALREL, BERGEFERRVDS, YL RICRIAKRR L=y
AP MR BRET 22 L HAEEINT WD, ACRBRRT2Z i
v (42),

Mo-MLV 7%/ Lid S'LTIR-Sw r—3 (V) ¥ 73 )V-gag-pol-env-3'LTR &
VBRI TWE, YL VALTRICHTZ YN Y — 7O e~ —1EE R H D,
DANAT LI SLIR KR DEE, BIRENE, gag EP A NRDa7H#EE
FNIEEI-FTEREFT, pol BPEEBRLTIIS VF/5—¥%
I—FL., env ROANRONEY VNI BED~FTIREIZTHDI, T
TFNEED DAL IVINS /I RNA DRBES UV Blo BRI h3E-+
HEEAED Xy 72 F (27) KD AFIBI LT, Y4V REFNER
Ehd,

L OO ADEFRE. VA NVANTFORER (moNo—7) TEE
TOREERENT2RAKCRATE LTIV BES. VA VANTFOR
BEENMUSMBBEE~ORBESER, o7 rlRBEOMEIC L >T.
Fy 7Y FOMHBENANLERDAEZNS, TOH%, ¥+ 77 FHERS R, H
SOWEEREICL>T Y4 IAYT A RNA % DNA (T IVR) ~ed
BT 2, 2OTRIAINABEALBITL. VINABFH >TSS 775
—CiR Lo THEIEOREEALEARATNS ., REKICHARATNETVANVZ
EHEPIBIOREFOLI CIRAE D, BEOKE, FREBEERWTY
AIWARY I AREBTD, 914 IWVAY 7 LO—EBi gag. pol. env ZEET D
AwE VP —RNA L UTRIE, VI IVAOBEI NI BERET S, 2D
LR LCHECEESNE YA VAR FIIHRAN L RBEFHEIC L > TR
Eh. AEOMIEKCRBRL TNV,

6-4-2. YANARY S~ (BHMA D4R NG/B2-7¢c) DIERES
x (E1)

MEG L b A )ZA~EE—iF Mo-MLV KRR LET Y AHROY 7 A
DNA DS L7004 VAFRFI»eElEhz, YNV 2AOHEEY 1D

12



HE&D—FLTW3 gag, pol. env EBETIRBROTH S, @ABRI YL NVRY
J LOGREEYOERE L R BEE, BT ) AADY L W 2ABETFOD
HAAHSIHERD S W RABEFDcis TL AV MIEBIhTW3 (38),
YD cDNA L b O£ VA RT #—MFG @ Neol site (A FA =2 #0—
K95 ArG II—8¥ %) & BamHI site ICi#lAR TN BBV P4V Z LTR
KLDREETN TS, MFGB2 R ¥ —RBLUTOZ2BBORRE T ¥ —»
SHEINRTND, 1) B2BR (R F—D 1005 ZEHOEBHB ADPS GAD
£H) & 5fl LTR % & ¥ MFG/B2-ADA (Mo-LTR) < & # — D Neol-HindIlI-Ndel
Wi & 2) MFG - GC (Mo - LTR) X% # — BamHI-EcoRI-Ndel MiF, k&2
MFG/B2 X2 % —@ Ncol,/BamHI site iy c $ ¢cDNA @ 1.13 kb OFE
(AFLII-BamHI) Z#&ATTZ L2k D MFG/B2-y¢ WA IVANRT & —E(ER
) <

13
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ycDNA 1,13 kb

yc fragment
Al Bam Hi
MFG/B2-ADA
Hind Il EcoRl
MEG-GC Neo | Bam H
PRGN LTR
SDSA
Hind i EcoRl
|
|
Nde |
MFG/B2-yc g Neol 74 BamHI11089
Hind il EcoRl

M1, V1WA & —DBE

14



6-4-3. DANZARG S —DWE

MFEG/B2 N7 & —DRMEHEF) (GRAEN 2-1) OWRELFICRT,
-1~398 U RY 7 ADIEXER),
-399~2274  S’LTR. 1005 HHOEXD B2 £R (G=>A). gag BETFOD -
ERUV LT+ = o TEMH D Mo-MLV S EKF,
2275 FH & 2285 H B DIERIZ T 2h Neol & BamHI B site Th .
BESBETFOBARAL, HFABGTFOREILY /LR LIR CHESAS,
-2286~3021 3'LTR Z&¢ Mo-MLV DIFH#ES|,
-3022~3714 R Y ADY J LEF,
-3715~8042 3-S5 U F—-EOBEFESIH TS I K pBR322 (4363~29)
DIREEF, 5775 FH L 7702 BB D Ndel & BamHI sitc 102 LTH 5.

SO LS LTHEREE Rz MFG/B2- v ¢ R2 # -3 Généthon 2 (Evry, France)
KR D 2RERNBEZIN TV 3. ZOKEIEMNER 21 & 22 CE#L
o

6-4-4. DANRRY & —DEMESK

MFG/B2-yc RZ ¥ —E U A VAR TFHBRSBHEADY o N7 BE2—-FT 3
gag. pol. env BEFERNTND LD, RV P —DARTIREY A VAT EEE
TRIERTERN, RODIC, BATSyc 81 cDNA #MARATH D, &
BRI TAIWRT I Lo DEEEMOER LR, U1 IV ZAKMFADI vy
= »Y, MEE, BRRARDS ) LADA VF L — a2 BB s L
PO ANV ADBERFIIEEEZNTWE, 9L NWVARNFEEOEDEZE Y
=Yy Tl LEL RS, REEKAETERT I\ r—U > 7tk
¥ ™72 NIH3T3 HXOMET, b MIRICRIMEZE T2 0/ VAR EET
A7 7 bney 223wy — 0 FHIBRTCRIP TH D,

7. ChETONMRETAMERTRCMTIIERMIE, RERENE R
W=FFZRRLR
7-1. BEMRERVWEHARORER
7-1-1. X-SCID M#D B MR~ D 7 c RETHA

BIRERE LI ye BB LTV X-SCID BED 5837 Uk, Epstein-Barr
DANATEZ 274 -4 0% B fifatk (B-LCL) (2. L hODAS NI~

15
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¥ —MFG/B2-7¢ 2AWTyc SSREFHAET oL LA, yo PRBR -4
MERE->THRET. 7o $HERET 3 B NHEODSITER LTV 2RI R0
LTWwoi (36).

IL-2 A% (IL-2R) I IL2Ra#, SR yc $#0 3 EOY7a1=vw |k
BeRb, ERMEZENR (Kd=10°M) X IL2Ra S, RSS2 AE&

(Kd=10"M) X ILROMBL U ye BE I ILRaBiB LU BN 6. BHE
MMEZHA (Kd=10"M) & IL-2Ra#, S#IRTyc #HD 3 BETRTOY 7
1w b oBiReEhd (13), S#HLye #iX) o ROMBEHEHCEICRR
LTHED, BEER & a{oRAFPBAIH, BRNMEZEEITRE
NEESEMITHBFZTh TS, MEG/B2-v¢ L FOB A VR L B8 ETFH
ABDY A b IA iR TERME L BRAKRE, EETY b2V D B-LCL
LEETH o= (36)

L2 EZORBAMIBEIEEST L. VY F/ 2REHEGEKDE N4
yH—FNE~T a3y (121=15 min) BHENIN, BEFHEALEMETY
T bO—VHIIRER L ERRD A v ¥ —F T4 XY=V ER U, ve Bilk IL-
2, IL-4, IL-7, TL-9, IL-15 B IL-21 DY T FMeRBIZTBWT., FEAKRO—E
EUTHLHRBZIZREZ LTS, o HIZERFOX - —EEMERRET.
VHY RPLOYZFNERL) VEBAERGEDS flkAxF—EENUTH
Jo BERICIE, ye #HiE JAKS FoL U3 —-PLBERASE LA~ Y
FNVELRET S, JAKS FF—ER—-BiEELEThd &, STAT 7731V —2F
CEENh A Y LR BENLT—BHOBEFOREGENIELEI LS (15),
STAT 77 3 U—AFi3 U VEME2 R EH. REHZVEIATD 2 47HEE
HEEBRLUTHERCBT T, HicBWT STAT 77 3 -2 FiEMORIE
FOTO0E—H—tEETIRANEREN &S LEAERBMT S (15)
MBFEEE FCBNT, ye BERFERSALLZMRTOA IL-2 RBICKS
JAK3 OF Oy v ) VBB I A, COZ L 5RBETHEALEY Ccill
DHERTH B T L DEEHAE I (36).

v cHURERABA X B-LCL % 15 HME#H L%, BB L~ DNA %
Buwigiy 7oy MREFT, MFG/B2-Yc 7RO A NVADA 7TV — 3
VHEEBRE MR ZOMIBEO RNA 2B We / —F Y 7oy MERT. U
O A4 USRS RNA DR .

@RE LTI MFG/B2-vc 94 WARZZ—2BWFBETFHEAIILD B
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LCL @ 7 ¢ BIRBUMAROSI AP HIT, 6 » ABISIZ 100%CBLES L5
5 Y BERBRLEB U/ RZHREN CMMEOMESEE LA 2 2,

HEFBALE Yy BOREREERILET, BRBLIV FD—LO B Y
PREAETH o k. i L2 CRENMTEAT 2 SEHED R >
RUBEERD. VA K/ REEKEESKRDS &+ 1) ¥— 3> RIFIAKS
FOrFxF—¥D) CBIEESRE Uk, Bl EL b ABEHETHEETS L
MDA NANRYG 5 —MFG/B2-Y ¢ TERETFRA U v SIIBRENTHZ - b
PrRENE, £y BMEMRREHICRBLTVWS B-LCL ICZOL o4
AR S —EAWTER yc HZBEFRALBATY, BEyc ik K
IFTIAHF o TRPBREFEES WD o2 (36),

7-1-2. X-SCID MEDBHMIEAD 7 c BBREFOHA

B EEERAIE % IL-3. IL-6. SCF &R {IHT 48 BERITEMEL L8, /Sy
r—=22 754 WCRIP-MFG-96 B2yc &3is 3 BRHR Y 7L > 2 Stetitc
&L Y4 MhA > (SCR. IL-2. IL-7 £7I& SCF & IL-15) #EF T3 A
MWERLEBRTYH. 600%0MRIRSMIEREC y c#ZRALTHE (17),

7-1-3. NK B~ DOS{CREITHYT D%

X-SCID B DOEHMIaE 306Gy BRED/Svr—L 754> (PCRIP-
MFG-96 B2yc) &itiga# L/, SCF, IL-2 & IL-7 £/0L SCF X IL-15 #&
ATEREHT 3~6 HWAHR Like 7o SERIZTHAROSHAILL NK 2D T
MR RHUR (CD16. CDS6, CD3) :RMAREICRBE L TWidb o=, ve
BUBEETE AR, R D OHATEHARED NK M EHF (CD7, CD2. CD16.
CDS6)ZRBET 2 & DI ok JERMAD & 2 AR, 15%0 % MM A CD16.
CD56 #RMT DL 5> %o SCF MUFIL-1S DEET TIE, 6 BAWKICFD
AL 40%ICB L Tz,

In vitro TS iz NK fifaid. Cr THRM UL K562 #—5 v MiRE. %k
BFHATE -~ PR1S #—4 v MlICH LARESFEAER L. TOMKE
EREM I RO T > F 0—)b CD34 BMEMRED 5 in vitro T/HEE R NK
ML @S TdH ok (26)0

7-1-4, THIR~OMLEBICHNT IHR
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Vw2 PaFORIREE 14 HEICERD# L. 2'-deoxyguanosine % VT K
MEDY U NRRERET . CORKE. Bifitko cD3s BiEMllE. i
e BUBRETFRART o 2 A X-SCID BEOTHMITE. SCF, Fi-L., IL-
7\ Il-la, IS FETTHBRULLBRES Lk, SORBRATI 5 @B
BHAREDHN 6 510D, COMCDE+T TR Y T 4 TR CD4+TCR
B+ TNHRT T 4 THIRAD. MR MHRD CD34 BB R U y c iR
FHABRD X-SCID BEORHEMIRCHRAINE, 5. chsoHEciz
TCR HRY 7 D—FNICHEBRERI LT, SO &S, X-SCID BE
DY /JAK/STAT & 7+ NVRABEIET 5 & BRAREEOTNERH TR > T
W THOMuREL EREZhZZLMBREE (37),

7-2. SEBME AL X-SCID (T3 2 MG F AR OALE
1-2-1.ER AR L LBy WRRRHMEB L0 70 vivw [TBIF3WE
L2V TOHE

YOAOEHBMOKBRAZAA LT, ERNEHEHNIEL X-SCID BHHXRD
EHARLOMTYDL S KBRADRIZPIEDVWTHERIT 2%, ZZTH
W X-SCID EFN D AL EILKIEEZHAEBFHECERZI N, AIBH
FUERE L ye SIEMRBRCRATITIRATH I, ¥ AV XLRFE
BRHIT 3 7=8. cnhanced green fluorescent protein (EGFPYRBH L L O A JV AR
D& —%ER\W, CSTBU6 MOERBHMEERBEF—F L. EREH
MES, X-SCID EHMIEAREEF T —F V& LEEREHMAIE R4 T
ASTRA& L. BFEERK (900 rad) Ui 8§ SO CSTBL/G6 ISR ISR S
LEe. TOHE. FHAMBOERICOWVWTIL X-SCID FHMRE EEMaL
DPERKFGCES LD, T AR, B AT NK fllzic oW TRERN B
RRaASERNIC /MU L, SO &b, ) ARRMIED MBI
LTk, ESABERIAYS X-SCID B hkOFEMiaic o U CRIRMEPIEN
BBEEXD (32)s

7-2-2. e M/ wH PO RO EHTIE by MERBVWERETFA
w

Myeloproliferative sarcoma virus (MPSV)-LTR 2D pMMP X7 # —IiZk O
¥ ¢ 4 cDNA % #1#3A#, Phoenix /3w 77— > JTHIBMKITREZETEATII L
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iZdib, l/ POUANZIRS F—EEMAE R L =, 5-fluorouracil g5 L
EYe @/ wIPo b aAOBMERZRL, IL-3, IL-6, SCE T 48 BiATHI
WU, DANIRD Y —BEERPAL B TV £ VHEETT 48 BERY R
Lo ROREEMREY 7 A 70RIFLT7S5TA2 N CH26 CI—F LT H
D7V —FCHL. UM NVAEGUEBDT 24 BB A 1 TO% 24
REFTELELTHREBL. BIER (800rds) OBNE#RIT =y 8 v 77y
PO RRREBIREICEA LR, ZORBE. 6~10 8IS T A1k, B S8
NK RiRe R UM E LRz ) > /3Hllfe (JEL) DHHE L. CD4:CD8 HhSIEEAL L.
REIOT) L MHERBE ok, 52, IL2 T 2 RNEERMES BB
Llize ChEDERD L. BEFERIEYNTHILEZ Lh: (32),

7-2-3. RAG2/yc A TN/ wHOTFTH PRI/ TEITYR rc %
AW iRE-Fia%k

Moloney murine leukemia virus (MoMLV)-LTR %D pMX <7 # —{Z% 1% X
7Yc ${ cDNA Z#ARAA. BOSC23 ol —o » FTHlkIcBEFEATE =
ETV MOTANARY F—BEEHREEY L, S-fuorouracl 285 Ly
W/ v 27O bOXOBHERNU. SCE IL-6, FI3-LFETI7 4 703
ZFoTCA-PLCHLIT7V—bRTRUIZL A L EME. D1V EIEER
W3 HEMEBRET o FETEVEOBTHMIEE 0.3 Gy ME L RAG2/vc
TN w70 b RACBEBRIOBA L=, EMMpD) kI
g 4 BRIGHRAL. 8 AHICIIEELE, B LY XZEET 2HA
D NRCEEA L=y c HBRIBAVFIL—PERTWEONERT N,
Yo HEHDERL, vo BikFEEDOY A MAS VRIERERRTEL LS IR
oo THEDTIATIRR/BI DT ) MADBERN UHUERRE T ek
MOMBRIEHSEI S L3 b, BE LRV Y (IEL) PHBEL =
X5, Yo EGCTFRAMBAERBELTPSH 1 £HBICHRMLFTO B #
1B, THREERORSTHELE, Btk 8-12 BORRT. IO RAG2/7vc
YTV 27O b RAEBA Ly c HRETEASHMARE. £F L.
BEFEREELEIROT YR LERC) VA RROERRIURTH - 1.
ye8i/ v 7O MIORORNHFRARCER yc BB ETFEZEATI L, &
BRESERLTESLh6. BETHME X-SCID KT 20EL LTH
HThadZedhmmEhi (33).
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1-2-4. HRAMRREye MERBRTIRETLTHAIHTETHR
reMEAWEREGEFAM

MOMLV-LTR Z&"D MND 2 # —IC 7™ 2 v 8 cDNA %2 &IAH. GP+E-
86 Nui—Y  THKCRESFRBATAIIETL PO DAL VAR ¥ —EE
M 2B L7, S-fluorouracil ##5 UM ARIBR Ky RERRT A%
BAET Y ROEMERR L. IL-3, IL-6. SCFH#E T T 48 B Aihg L k8%,
VANARZZ —EEREL 48 REAEER Uk, FETEGOEHMMEY. X
g (9 Gy) ORFEZIILMEATBRK Y c HERKBTLET Y A LER
IRENCEE A Uk, RASMIch ) 22 sBkiZAERE 8 M EE@ L. U 288kl
ML BEEFRALCHBETHBEEN, in vivo TOERyc BRI
B RENE. ChOOERPS, MRFT LICMBASEBERE LY
c BHERBT S X-SCID DEFIRIATHEIF Y M AHFT 4 7HRIEBHD
Sh¥, Efyc HIRRE TS X-SCID BHCHT 2 HETEMOTHETH S
tEIh (34),

8. BLMIZDLVTORME
8-1. REFEALERORLHE
8-1-1. BRETEARRNDIIANLARI S —DREY

L FOYA ARG 5 —MFG/B2-Yc BEET 33y r—U T HllEk MFG-
96B2y ¢ LA REFD Alain Fischer 8L ORI THIiLE i, MFG-96B2
¥ ¢ @ master cell bank (MCB)E7 5 > R Paris @ INSERM U429 iZ& b, [F L
KED 36 P TNVDBBEHRERCEEIWTWS, I5ET-F TRV
2ELT 100 7Y 7UDBEEZ ATV S, SHOREFSRERTRCERE
NaL haBA AR Y —MFGB2-Ye BB TANALER, BEZZ Y
R D Genopoietics TEBZ NV mAN T L —FRIH—2 LTERL TV,

L hOwL WARZ S —ORRICEAT S MFG-96B2yc DR AT —E)UN
VHIRHLT. UTORBESHSRMSETEh, SHEBIEBT 2 Ret iR
EhTWa,

MFG-96B2y ¢ R X ¥ —¥ V)3 2 DR R MR
) &PLINEBET I, MBOEERY 05U LTHB I L ERE L.
MR EHR 3.




