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‘Q The Trp53-Trp53inp1-Tnfrsf10b pathway regulates the radiation response of
mouse spermatogonial stem cells. Ishii K, Ishiai M, Morimoto H, Kanatsu-Shinohara M, Niwa O,
Takata M, Shinohara T. Stem Cell Reports. 2014 Oct 14;3(4):676-89.
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I & D RERIFHRATFHALIC H B IMILITTBUEAEEERIFR
At JCRB) ONA ANV T ICTRY Y kI TWeZ &T,
CDEDEITNAIREEERD F LT

HAAN 883l

F Unknown
139

1 BAABED FA BIEZFORH

FANCT AED#E#EZHIEL X9,
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M55 A, FHILWRREGFOREICIFHREZMHTE X
Ufco REARZEBREMZHED/NIGFRLE. SHE—E
FICLDRIVY—LY—T VY RAELUARETOREKDOY
A=Y=V RACLBNUT—ray, SE5ICREEBRE
INERIDREBH & B Fe & IT & B MLPA(Multiple Ligation-
dependent Probe Amplification) ¥ aCGH(array
comparative genomic hybridization) I & 2 &G FDKE
BRIBOMENGERZHAEDED I LICL>T. 277
YIZERFPELULWVWELEFICEWVWT, dWEICEBZRL
EFdzEeNTERLDICB>TEFR L c‘nbd)ﬁqﬂl‘ﬁ
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Sample ID__| PNGS-252 |PnGs-255 |

Family 1

JCRB cell line AFAHE AFELRT
| BRTLEH 7HRER SRBR
4R
SRR BHEERR MER WEEBMR,
" B ESE RAEHR,
25 2 3
PNGS252 1 SHES, BRE AR AR
AtBEiE Gl %L
Family 2 PHBLRRE SEBLETRMEE BEREMRERSE
| B i (RHEBBMES MR
] 2 ~B1T)
m BHBERY 16258 99+ A
o BAGFAEAT UBE2T c.C4>G UBE2T c.C4>G
PNGS 258 R UBE2T large del UBE2T C.180+5G>A

No FANC mutation ~ No FANC mutation

2 UBE2T BIzFERDH S 2 BDBEBROF L
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<. separation of function mutation & x5 % U7z,
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MEELEEF. BATROZDFARBEOZEICHILEN
TED. BEERERREOBITZ S B TWELEE., BRISR
HHATWERLLZENTEF Ues [EBERFERERERE
RREZPHERDISARIEIEICIE. BEMIBAD hTERT D&
Az U TWeREE Ulco BHERZ/NERIONS B LA,
SARTARZ/NERIOFREERERLAEIC ISR TAERHEEICK
DE Ul REBBRZEBREYFHED/NIIFEZE. SHE
—RERIFTIY—Ly—T Y 2%BITUL. N1 LRILOK
HEWRWTEDET, BREEXZRERLEETYMR
BOAIRICESLE, EBE—%EICE in vitro TOREY
VIV BZEBWCERGBT TRESHEICED R L, &
RICODSBEHEBL EIFET,
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REREBIRENTIFR 2> 5 —
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1 Hira A et al, Am J Hum Genet. 2015 Jun 4;96(6):1001-7.
2 Rickman KA et al, Cell Rep. 2015 Jul 7;12(1):35-41.

3 Virts EL et al, Hum Mol Genet. 2015 Sep 15;24(18):5093-
108.
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CEA-RBC workshop in Paris

CEA—RBC
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FH -REIXILF—T) &EBEHE (Memorandum of
Understanding) Z#ATDIE2014FE 7 BTH 2, =1
ERIR T BT CEA DIFREZENREM S Y IRI U LICHE
fFEns (%290, Pablo Radicella, Karine Dubrana,
Paul-Henri Romeo &+, % 30 [g] Paul-Henri Romeo &
T) BRERREROTEH, SE. 2016F487-11 H
DERITHEBETERADIESHMS CEANERCREE R > T
VI -—ROSHBEEZRDPET D 5L TOHILTH >
fco 4B 8, 9HODZHMEIEY a4y NT—0 a3y T%H
BELUTWeRE, L 5% & CEADIRRE 18R & TN
24 >0ty 3> (DNAEBEEE., EREKERE
&, BEER. 7O FUGIE) ([Z9 b THE R U ElT

[RFIF Zoe DHFIHE, FEHIRFARICELBRTENSNTVS,
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RGHEMTH B, TOFO—FHLFATHE A TP TV X
EZEF9 (Gilles Bloch ZFIR () ) ICid 2000 A6 DHEZE
B, fREZUVLTZELFEL T D, /XY OBAEFRICH
FMEZENTWBID, KT—T7 23y TEI471TY
ZEFICB T BAEAD—2TH S IRCMHZEFT (Institut
de radiobiologie cellulaire et moléculaire: Paul-Henri
Romeo i) ICCHRfESNc, BEZRTRM>IEDLH
D, FAEBSZREBDSBERICERIR DS, HEWR
DR e & DIRRZTT > feo

3T, BEBHHEL< De Gaulle HEDZDH & ITHRILS
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%, 1935 F(C FHROMPNERUTRDERICKI DILEE
EREUICIEEEIADEMTH 25, Joliot-Curie
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%, BAIF4 B8 9HET—0UYavTIDIVFEIDR
FIRZROETLSICZBEATE o>Tco BREIFCEAD
ARXAA REPATWEZIZE 10 NERE TIEH - e HERE
SR EEMMICEEL TLIEE o fee BRTFFOFIMEE (S 0F
DEFEINTHED., BARARELZBOT—HEREIN
TWBEN SZEREFREBRARUTELLCHBRZRI LD
ICEIE LRt BBREINTWS, £, Joliot-Curie D&
BEENERRIGEVICRICE > TOWeBmIcBRE N TV
feo F DK Joliot-Curie &7 4 Y E A TWES LW (RY
M2 STHRFHIEND VA VDOBRBMT SV ATH B,

=EATHS 10BIECEADZA 794 T AEFDE
WRZR>Tco ATREERNGIITRDEYNDIGAE D FTREME

(7

IEWB R LK DWT Wiz Joliot-Curie & CEA FI& &M £
<EYMZOHBZRIUC, STIRT T2 AEMD 8 DDA
HANEHEL TWS, SEIEZDSE5/NUERICAEY %
Institut de génomique ICE9 % CNG 1= v k & IBITEC
(Institut de biologie et technologies de Saclay) ICE 9
% Metabolome 1=y hDRZE%ZTo7ce &9, /NUNS
—BEIEFEETES LD Evry EWSHICAIET 5 CNG
AZy MDSEDREETHD, Zlde hDT/ LRI %E O
TEOHREIZY N THB, MEMRD3-4BFFEDODKRESED
BYIDORICHAEL EREBRY—T TV —DRESINTED
BEL W, 1= v RO Jean-Francgois Deleuze &4
BEEHFOMAET,. BIROLIWV, K<LeRD K<B
NBZRSLKBANYTH B, BEHETTONTVSIEELRR
IEDOWTEMMNCHBL TN, CNGIZY b TR b
525hBESDYT / LRI ZHOLEIF TRV, TET /LA
BREDBNZTSERBESLH D, /OVFVIRBEERLE
BEEBRNOSMET DYV IVAT—YD@EFHEHITO>TW
%, fcfe. ERNREEBREEICEREL TED., HEGESE
SELGEYEDOT / LARIIGEET BRIy~ (IhHK
EREYTH D) TORISHATWEZST,

IET
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ROBENFIE/N) DFEFEICAIEY % Sacley TH D, BE
% [$ & #. Metabolome D 1=y hORFEZFICIT
feo MEDEENMEBICZNZNMAREINRDMANTE
D, ZIBEFEWVWSTZRURE, AF4 RICKBAEARD
HERHBUTWEREZFRESINEBLSRIC U, BRRHICT
@ Sacley DT IFFATCE DI LIc 1=y MUAICHEH
5 MRI ##E#AE 9 % Neurospin 72 £ % < D IR E MR
NETENTWD, SSICREERGRAREZERP,
I DEII T 2 REZHREL. ARUREERET DREDR
ftgenl e, RETRDDODEMDZRFICEZNEBULE
BRI > THRD ZIHFEHIEE VWS DL NS, EIFEN
REENEFORBICLT 2D ETHD, BRICIE.

Jolio Curie 1, Zoe HIERRICELIEEEIL, TDLSICE-
TWesULLY,

SHREMEFIL CEA 24 71 TV XEFDR TH - 1= Gilles
Bloch BEMIREMEL TWLW 3,

ZD&SICSED CEA B TIE 7 7 ¥ ADBEHREYF
DELZRLZ I ENTEERBFIC. ERELOHEERSA
EEFRT BEENBEGRETEHDIEZBDOHENICH
Lk THolco BHRTHEBRIEZHET 2EBE ML <
BoTWBH, COLSBRELFRICEEFNALSIAYY
FILBHEEZHET 2L LB ICSDHABRES ZTLFAL
THEBANEBIFTWERLW, £/, CEA DMFRE & IFIRTE
A—=)LZz&BU TEANGHRARNDORKENZENDDH D
ZEH DB EB/BD THRES T W

RRIC, KE2KZ 7L I UL TL ST 57 Renaud
Braise 2h. ETOBHZRCEBEHELTLKLEES -
Radicella #+. 84 £ X% [E L TL 72& > 7%z Romeo Fif.
ZUTEIRBHFREBZFICMNER > TS > 2HED Bloch
AT AT REFIRICEE U oW,

He BiA

REAF BEHRENHR L > 5 —
RAZRMBTRER MEABSEHRIT
e
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DR VN EIREC

HFMAR 7/ LERNEIE) ORRY VIR T LN S
A 28, 29 HICRBRZREHALIETITON, YHIZMA
DEEANEERS NI,

ZHAEL GEILX) FEFOHRE 20L& EBNNE
HKER I ZEAEARDANTE ) EIRDESN
feo ZDHRTEEBREEBEN S DNA ZEHIFHESE D
ICHEBEURE., FBE &KL DNA ZEHYEMER
DHREBN S nfco DNA ZEHEHUIMIHEL B & ATM K
FRICESHRAT ENL &R O—ABERE BMIT A
BIBIET BENMIFIENS I EZBASNIC LT,

HFeaRXEL (KBRA) $HEREDE—AETHDE
HE#ELTORT TV LAF RBREBERRICHESEL, TR
ICHEBIFTTXPAZIO—ZVT Ulco SHICEBEEHRHKU
EEMEBICR T2 37 1 VERBEREREIRT CSA. CSB
DHEBEREMTIC & D DNA BEEI TELE L 72 RNARY X
T—ElIMraEFFrbandZEa2RBWEL., Z0%EI%Z
VAR ¢ e

TEREEL (FBREK - EEAR) ($1815 DNAERD
WRzES L CEBEORREBN SN, ERMERZRIE
RREGF XPC DI O—Z> 7 &7 DEEDHMEE. =5
I XPV (pol eta) MREE. pol eta HEEE DX EEIR
UXS—FEUTHETDIEZHSMNMNIULTE R, Mm%z
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RIBOKF 1

BZBHESMRICHELTERLILICDODVWT, THEEDLH
DARE (BEE. =&, ARE) FHEENLS51T<) &FESn
feo FLEBEFICNU.BWARZTS ETHAE. \—RKRT—
7. BEO=ZRSNEELZ LBRRNENT,

R#IC, BOEXSEE EBRERK) BInITTOMEZ
ROIED, ANV T v IR, PATIv VR RED
VAT T AV IR EDFELU CESI N, ZOFR TR
RN TDIE. FEBICEZ DRBEZE TSN LS,
HAMKZIEZE. EFETOBIRFRICIEE L2 60 ZBOD
FHEO¥ND, RESEDOKRZE THEBIRCEEBICREL TV
%, TOURBEBEDERZ. BRL BN NI &ICRK
eI,

RIBOKRT 2
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“HERMEIC K DHERENTONT .
BEHEEL (RIERK) F400 2B X3
BEOEANYRERKTAT Y —Z/FH
L. X7 LAY —LBENGERB. GEMH
. DNA 2., DNA BE. 2EENRRE.
FEAERTORARKBICESE T2 &zH
SN L TER, BEEEL (FEKX) FE
BRFOE XY XFILLICHEBET S WHSCI
MVD)JMBEBZICHERET DI &ZRU. &
BE&DNABED 7OV T LEE WS HEIE
ZIRAINc, mARARELT (BHEKX) &
PCNA O#ISREBIEICK 5 DNABENL S
VABBICDOWTHEBNAL, RUIEFRFUH
DiEAEHER. PCNA ZERFZFnZh OBk
RBICK > THENEDDBZ I EhETZRI N, UKD
FiEt (BEAKX) F7OXFUUETU VT DOEEEYREE
L. ISWI 773U —EHE CHRAC OEERETZ BN
Nico ZORTKRERFOMNEZ & D EERITDHH O,
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