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BA BB FEH R M & BEER B RFE)
MEREE

FRABLSY AR RRR SRR 2E DR R R, B E I E B EERER D
TR BRI BE 4 DA%

MAERERE HE KE FRERERRKZERFRRERBREBLETH HHR

MREEE:
# 1 PFEARRREGE R 2IE (CVID) 02 ER#E

K 21 4 8 Al AARMEF S, AARREEYS, ARV~ FEZRBETERR G 1159 # /5
W= R T —MeEfL, 410 gk XV EIEZS 1,

BF T A DOBERHY, 11 AIZ R T v r—reEft, 12 A RETCIZE 2R bEZ 2RI L
7o

FREM B AR DEREIOIIE T2 CVID FlREGhE, EEEIR V- 208 £ &t RITHITLIZE
25, A—nyGE R EEM IR (ESID)HREE TS CVID R T N THERIN-BEILI4L ThH-
=, BWTEYE R O A M REE RO KB/ U I7F o ~DIER G BHERSNIZb DT 9 4T, fhoiE
G BE BRI COBLOI 58 BITEH - TV,
#2 CVIDSEH X Hila DT

CVIDEZ W& L7244 DEF I\ VT, KRECs, TRECsIZL - TBHIRE, THIME D — R G Z RS
DEEAREY, 214 O BE TBHIRAD LR TR EHURHATIC L DBHIAL (L BRSO FEM L THIAS D HERE
RN LB DRV ERE LT,

FORER, CVIDTILRLIEBMIL AV IR EMRE~D LR L THifaL /S— N — DRV 338D
LI, RRRAH OB THLIZENHLNIT 2T,
#3 CVIDOEMLRIETFOERE

14D CVIDERV R RIZHL T BAFFR (TNFRSF13C), CD19, ICOS, SH2DIA, TACI (TNFRSF13B)
DBGTHEERITEIT 0Tz, TORR., TIUBEEEIBEMO—HELAIIRHENbDD, #
VRO BRI R E R 52 B IO ERII R BEN o1,
#4 CVIDIZEHHT DR BOMT

CVIDTIZ18%D BE T H DR R ENHED LN, FuEHiEE M (6) LV ~FRFBHE (1
B b ST, 26IDOCVIDAE Tl H CAaFREBADHEBIZ DX, ARIERFREMITOTHE
WREREAT 2 S ICEOREIL . =7 =7 & — Mk Lk AR R O R BB ASRO b,
#5 HBERENOFHZWHEERORE

#1~#412 XY, BSIDEYEIIBRI BT C, AR BITEECRWa® | FEEDZWNICELRVER A%
WZERHALNI o7, RBETIE, 2B HB A RESN-E EWBHEEREEHSHE - RELEY
PERE L7z (BIER) o ‘
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A TFEBEH

CVID iF3a—nu v GEREEFR
(European Society of Immuno -deficiency :
ESID) (2 &aud, Nk (Z<ik 104K
i) TRIETHIK g /S uT Y VMIET,
FREMEREERORE, HOWVIITV 7 F
~OERIEE TR L, BEEOFEREIE Tid
RVWER| LERINTWS, REBLEN
FABETH Y, 50%L LA E CRBEREE
BT AZ L. BHEEORELZ NI L
REOHELNET S, £2< DRBERVIE
B NRBIENBRICY - 5TV 5 A5, CVID
DORFEFIHATH D Z LTz T, 40
UMOREDH Y, BEOEERLHLNT
R, RBEROBEEREBTHDLZ &0
5, HAMARMBERLEZVR, EOBER
TODENPE ), X RHERZRITH
b,
FEAREEROSHEEITS E TIC UNG
KABJENat Immunol, 2006), CD19 KIBJE
(Genes Immun, 2008), ICOS X %E(J
Immunol, 2009)72 £ %8 &2 L, B il

BB R TR RN Exp Med, 2008)%°, 1
BT —Z _X—2BREZ EICHEE L TWY
%, F7-BOABERBOEEREMRRICE
WTH AR 2 B T B (PNAS, 2007, 2009),

ZOMRTIHEICRAZRRE LD
R E AR 2fE (LT CVID) DEEH -
WRAEZE U T EROERBIIE ATV,
EHIZREFH, S TFEMFHIREDID,
RS ORI - IEAARRDOMEIH 2 BT
Ziry, ok, BEROM EEFRD
TERHMET S,

B. FR 5L

#1 SERENAERRE (CVID) O£

EHHRE (3. BHE, 2K, KRE)
FER/PREORAZ3RIZ L TCVIDD

2EREEIT I, 77— &S

FEEOKF MBI MRNE, B

R & - 7T LA —R BRYRER, b

REE O RHBERREOETDE 2L L

L. BEZ12008Fic7 v 7r— e L

T, BEEERIEET S,

#2 CVIDSuEH YO (&3k, 177

&, RR2)
CVIDDZWnciZ, PAme/s Z BRI M

T, FHMBRGEFHRTPITETH S,

% ZC, BiFFS TCVID & BWr S 72504 L

FOBENOCRBEZIEGL, UUTOMRT%

179,

(A) BAEf, THiME, PUFIRTHRREREDZ
RITREHUR 5T K O RERRHT

(B) A B K O'BHIAR HERE D (R R AR L
BT

C) ¥ I FINMpEZ ST Y Man 4
{LZEROFRAT



(D) Kappa-deleting recombination excision ¢
ircle (KREC)& UMT-cell receptor excisio

n circle (TREC)IEIZ & 2 BAHAE, THE

R BT A REREAT
#3 CVIDOELEBEFOBRE (43, /b
)

CVID Ti3BIfE £ TIZBAFF-R, CD19, IC
0S, TACIZ U EE#ELTF & LTRES
N, BB E UCMNL Lz, #1, #2500
L& LN 7B % TIT. BAFF, APRIL, IC
OS-L, BCMA7: & DR E 1 & R AT
fRAT L, PAREICERFTRRRBEZH O NI
15, £, T SDNAFFZERT OB IR % F)
AL, kit —27 o —ic L5 HRRH
DI ONEFRI e BAR TR D BRLAT 5,

#4 CVIDIZEHFT BIRBOMT (B,
FAAR)
CVIDD$E L, Rz &0 5 B B &R
B N IR BIZ OWTEERT 3 L ki,
BE A S MIRO5TFH, MiaEy
BT L 0 . 2 ORAEBEOMHIAEZ RS
Do

(B E~DELE)
ARFFEITE FE,. BEARBEREEH
WTITI bDTH D, EBIEFHTBE
LR THLOT, MBERICITH2ICERE
L. U723 & RIE RS i SRR
fREFEEHIHEIL U TR 21T o 2. AR
B U CIIRRER R R FE L MR
BEZEBRRUF « BiaFTICBE D 2R
BT A MBEFEEZBROAREH/ TUT-
7.

C. iR

#1 SEFREEEARS2E (CVID) O
2ERE

2E 1153 MERIC—KT & — b &%t
L. 410 fER 6 DEZEZ/ T, 71 4ADR
AR IR, BT, ZKRT 47— b
TiE 43 fask R 3B RN OREIERH D, 71
A, 56 B0 RIERMPEM LT,

# 1 CVID ESID %

eEH

D& 1gG MffE 2SD LAT) B IgM &5
WE IgA AMEME 2SD EAF)  WPh b
BEER

@2 LA DIEIE

QR M BREESE R UG DRI, DT
0 7 F o ~DIERG
@OPEMBBERDIE, Kg /sy v iffE
B ETCTHREATIE N

g

DIgG, IgM H BT IgA D H bk 1 >
PIEfE 2SDELF)  WIhbFkmEER
@~@DIIFE L

72 ESID E#¥T1

D170 46, @89 4, @9 LD16 4 (56 4 :
Btk DABEEE®H D) TEELTZ L TR
V. BEENT 10%LA T CEER - LT
BT EBH LN,

FRIEFE TIL 2 RO I NA—7 13 28
LTHY, RFEFHEEULORBE M- T
WBHZ EDHBA LT,

#2 CVIDSEH YA DM (&3,
ik, &)

54 4 0BT B MR, T MO mEEAT
Wrad7 o &30z, 41 F1Ti3 B #ElE, T Mk
OFEREIZOWTHIET E M X 2,

B filaCiX 4 HlabrE, B MR, B



BHMPEOBOBIRD bz, —F THifA
OEFEITER Thotehd, ST IER TH
JaEREDR Y BRI S, $£72 54% T TCR
V  repertoire DR Y 233D b7,

B flifas A e

sjKREC X, TREC D3IEH D 24 #TILIE
HHHTH o7z, —F . TREC NEEMUT
Th o7 17 Hli%, siKREC BIEELL T TH
L6HE, EFTHD 10HIZTONT,
& BT sjKREC &fE %/~ L7z 6 fiH 4 Bl
¢KREC HLREELL T TH -7z, 2 Bl
¢jKREC 28IEH ThH V. BHE LR
TasgEbiic,

T HERaHTAERE

CVID B3 41 flORAHIM K DNA %
WT, TRECEEXITo &2 A, 17HIT
TREC /34 HIRE LU T (10 =2 £ —/pgDNA) D
BEZE R Lz, 24 BliX, EF#HENTSH-
7o

#3 CVIDORMEBEBTFOBRE (5FH. /b
JF)

AAEFEIT 14 6D CVID BRVWRIRIZ IV T,
BAFFR (TNFRSF13C), CD19, ICOS,
SH2DIA, TACI (TNFRSF13B) D15 1187
WaETFoEPERIIRBINS o7z, HE
Lo chb 50 L 2 A EiEBET
DORFIIHETHD,

EHiIT, RERASEOCEMLEETFLRY
5 % 1700 DB % HT-ICBRF L= £t
HWEWFETHHL, 2D Y R M EAFFEE
MICEAR L, CVID BEfEBaFLRY 2D
BERHIZ OV TORNE{ToT, Zhbn%
BOBEBEELICHOWVWT., RRICEETHE
TR EBETEH LI, BHY / A
WL EERE LT AHEEREFT L. ik

ENTWBHEDNATA 7T LA 2RV
F71£ (Roche, NimbleGen v —47 VA ¥ ¥ 7
Fy—ik) THEEIEVIERTHHT /) A
IR DBAEPZER TED Z L MR LT,

#4  CVID iZE DT 2 IR B OMRMT

CVID B#E TIX 176 4 17 & (9.7%) 5> &
PERESE A | 173 £ 9 33 44(19.0%) 75 B 5%
BRREFIE L TV, 40 ED 49 21T
HEET DL, BHEREL 224%I2, HERK
TEIRBIL 36.7% I8 btz I bIizHik
PEAREIECIEd D88, 3 4 THUEHUED,
14 TY U-FRFPBRE S,
EMAEE . B CRERERE & foEilaE
WONWCEHEHOT —FEEBRLETH D,

D. £

MFEENSEL, ELEFELTHUT-72H
- RN LD SEARESRE R SIEDFE
BEAHALTRY | FIHREEEOERZ
1ITHZEMTET,

CVID {37CME B #ilg & 5 W MSTRE S
~OFERFE L VI L LTWDHAH, £
OFERE LCiE, BlaLHEER LIRS
DRI EE 2 follicular helper T AR,
follicular dendritic cells, 5L EE R EA 5K
T, BHREOAFST R b— U RIZEET
541, BHED ZRY o R~ OFA
R, ZIhLORBICERT 0T ED
MENEEIND,

CVID OFREIZZF & Bbh 5, 4E
DORRFHNT X Y . marginal zone B FIAS IEH
\ZEAET B b D, transitional B FlAE A HEAN
LTWE DR Y, BRRERSCHIRLE D
HTWL OND group IZHFETEB LD L
R L TN D,

ZOREOERAL, &0 2 8 CREk
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—F, EETELE LT —FDRDo
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TEnAEGHINTELZ EEHFL TV,
K

SEEOMFEIZL Y | SEARREAGER
2fE (CVID) OEEFENTOI, 2084
OTF—EZPER LT, ftleT —& KO,
RIEZHENTD D, BARRZEEERE K
EL, ZENCU > TOBEREELIRL
T2o F77 20 4 LA L BB TR TRAT %
Eia L, BEFOBEFREFT B THhRn
ZEMHLNITRS T,

BFE TIIFIC 0B ETH O RERE
ROEMEEOREBENRFE VI & HHFI L
Wb,

SHREBRT — & | SELIRITRER. &
BB TFRELHE T SEHIE, CVID
DORRE K ORERA~OERHT L b DL
EZZ T3,

E.

F. REFEARER
iz L

G. WFERE

1. MCER

BRI OEY

2. BRRR
FoEtEEFERE (G2) B

H. HIRREED IR - B EIRTL
APPLICATION OF SYNOVIUM-DERIVED

MESENCHYMAL STEM CELLS (MSCs)
FOR CARTILAGE OR MENISUCUS

REGENERATION CK[E E B4 HFE
YCT-1301) HFEA : BIR—BR, FHAE . =
X, FREKZE, HAAIR, BEkE=E
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Tl F. WERoBN ok, FREOFEE: ofY okl ’
HOGESEBOFE DAY ok l, EHEFORE: ofFY ol
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HMOAEHHEEY okl BV OBEIFRA4

THREEBRSZEBEE L TWARWEy 7 a7 Y VlE 1
e . MERoEM okt FEBOBE: ofb ol
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HMoOSHEDEY okl A9 OBEIIR4A

THhboRL D TENE LK,
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EA= V(. ) . JEGIAESE H . . MRl
. )i &® A 1.5 2 &
BER 24 - ~  BSER BRERY) OB OE R
SRR E R AE / A
~ . Btk _
1. B FEEDY 2. BB BETFERRL 3. RHEAT
BRE/feEEE T4
J - FIERE (FIZ2FF) Data
- . (Di‘\aﬁgu@Data YA;%BﬁﬁA&mData)
A Bk /ul T#ﬂiﬂ@ %
FEk %| BHa % - ;
UNZAS:S %| NKI&E# %Lysis IgM mg/dl
BEER - E#R
mE 1L.HY, 2.kl 3.FH - ERERE PHA: - cpm Con A: __cpm
 _Huhik R L '__.f.ez___?.,?fiiiﬁ;_-_-.)_‘?_'ff@f_f’f@é)_ ________________________ WU/mL, 2. ARREAT
| MRy SRR BRUS/IRYE 2. BEARL, 3. A ﬁ?ﬁﬁﬁﬁﬁ?ﬁm}_?f@ﬁ_(ﬁ----_--./ ...... ) 2. KA
 VIF o OBRG: 1.BY (V77 oleRRARS: 0 )___2__2’¥k___§_§@___
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ﬁﬁ)/l\ﬂi O Yﬁﬂﬁ%%f“
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/thlﬁ%ﬁ ~ 1 O ITP O JUiess [ Z0fh( )
. - O &EIZmE 0O 7re—fEs
0O Zof ( )
O JXEE O W& O FEmER
O g O KM E O Zof( )
O wmwEmnmen O BEERYE O /NHERER
0O 2o ( )
O #EERLLERE O ERELLIE O LHR
O LR O R O FREHR
) O ExRESR O 2o ( )
O HEMM% O MemEE O COPD
| 0O figEha O ¥RMmEE O EEMMmEE
|2 O KREXEEE O FMoEiE O Fofth( )
m O AREREBR O REEEE O REGE
|2 0O mR 0O BBRR 0O Zofh( )
) O #KEMEBESR O +F-EBEE O ST
) 0O *ofh
|1 O Adhirsk O BHEFE 0 BHEPASUE
2. O g O Zoft ( )
1. O CMVEEER [ &S5k O coloboma
2. O ZFofh ( )
1. 0O #eE
2. O _Zofh ( )
L tl BHEE Ll g O BRIEBER
2. 0 Ba&i% O #HFHER O Zofh( )
1. O =R4EEE O K% O s
. O ZEgEAE O 2o ( )
O 18R R [ Basedowls 0O A%
[ AddisonJ& OO0 #oih ( )

ZOMBESATRICRDTENIENELS, a%ELEEE WZRELLESD, BILLWHZHABIAREITSWELE,



Rk 21 FEEEIRMER BRI A E 2
TRAFSEA R GE R SEOERBINRE, BEREEE SEHEERER OYR BRI OHE 18
1 BB SE

ARG : TR 2149 A 128 () 9:00~14: 00
B . ERERSERRZEZTMBRE 16 8 /IaiEE
http://www.tmd.ac.jp/contents2006/map_j.html (B AONOAVRDOTL ~—F T 16F £7T)

A= VA

MARIEDOBEIZ DV T
9:00~9:10 BEKE ARERERRZERZREESRETARRERERELDEH)

B . 2 E CTOMR L SEEDOHIEFHENZOWVWT
JER (&FaLFnseaE)

9:10~9:25 A3t (B ER KR ERIERE)
9:25~9:40 &EFILFneL (BIRZEZER/NERD
9:40~9:55 MRS (B LEMERITRE - 7 VAV —BFReMat & —,

S LIRS —T)
R (PravfliBsei)
9:55~10:10 R WA BGERERRE - T VAR —RFEREMEE L —,
v N I AR NA—T TS DNA BFZERTE MR R F-HFSEER)
10:10~10:25 A TheeE GRIERZERZER - ARRARIFHER - BRRAEST)
10:25~10:40 RERE (HRERSER KZRFR - BAEREHEFEHE)

PR
10:40~10:50

BEER A

10:50~12:00

D SRR S R 2E (CVID) B 3 R DWW T

2) CVID D EE&EEF « HWEEMEITIZ DWW T

3) CVID (231} % H CRER~A & £ OREMFEITIZ OV T
4) CVID £FE “RFAE & BroeiEfliconT

5) CVID OB WiHEHEREIZOWT

6) Z Dt

BA - 8 (RETHR)
12:00~13:00

w=W . J— TR
13:00~16:00

222 —% (Windows Vista), Bdg 7' 0= %, a5 —&HELTEIVET, 4HIZ USB,
CD/DVD, & BVt T HE D Bz —5 8 THEVEES L I BEVE L EITET,



SEFEAERNEEBHTEER)
HERLLE

Common variable immunodeficiency (CVID)iZ., FER N RERL S0 E A RFELTIRI N TV, FAESK
73%< (Common) | 272 BEREIR %A LD (Variable), N B CTH AT HIZE BEN DT DA FRHS
ZOFEERVBN TN,

-y RN EER RS OBBEE CIL, S, REInT U E, FRUEEART. hoKBOR
ABHITONTWDDHRTHSD, CVIDIFAHOEEFEICIBVTH, EREOBW ML T N TRETLIZIES]
RO TWDIEDHLNI R 2T,

W4, CVIDDJFEES ALY, —EH CIIRRBEEFHHBL 2255, FENOO®MERR, £EREN
biX, CVIDEZ &N L BEOHFIZ() HEHER4EE(Combined Immunodeficiency), (2) &/ m7 Y7
FTAZAyF REE (RIgMIERRE) . 3) M MY HEFEMEAE R HE (X-linked lymphoproliferative disorder)
REDEBRNEENTOBIENHALIN 2T,

(AR | VO FRE, REABRAR W L MENG | IERER I LI U1 IR T DAL TOA HIREMEN B
R BT D UWRBA LR ENLEEE I OIS,

BIEDEZA, CVIDIL, [REBY L /RER, FHZFLIBBMIAL, B X OHUAEAMIE THOMEMIZ~D /L&
FILLB By v 7V MIEERD . SR Y A BT RIEARBERSERER LB 2N TS, Tb5. B
AR & DEFEICL DKM MBI KO BD 2 b T (BMRXBIEDR) . fE /a7 Vo ITAZAy
FEEEZEDRWEBHETHD,

UL EXOAMZEHE T, DB ARRAE R EIELV DA TN, SR EMIC, TUREARN LTI GREAN2E

(Defect of antibody production)ZCVIDDOFIFREL THWAILERET D,

©

e

O IgGR VIgMDEHE (FlnzEZEL2SDELT)

@ IgAITIEEF HDVVIEE (Fia ZEL2SDELT)

@ 2 kLA DR SE
2 FRMORKyZ a7V ME CiE, 2EREICHITHAEREREARAEIE, BXOILE—B&Mk

ByZ a7V MAE DRI DSME,

@ FAHMBAEE >1.0%

® FIEBMII(CD27+CD19+ or CD27+CD20H)~D 4L Bk (GLIEBH/ABMIE <10%)
bV E A~ DS LR

@©THIfaEIHREIE
@ BEAOGBEARESE, FIZBMAKERIE, 77 ARy F REIE, ZBRATED
(BEEUESR)

RIS, (LR, BYME R &I TR A RIERBRSL TED



BH A

1. CVIDORREELFEL T FOLDOBHLNTWD,
(1) CD19E A& &5+ &% :CD19, CD21, CD8I*
(2) BIHIESy T8 ICOS, TACI, BAFF-R*
2. CVIDSERNNBERBERRIELL CUL FOBEBTOREENRHD,
(1) BHlfERIBIE**
BTK, ITHM, CD794, CD79B, A5, BLNK
(2) XEGHY L/ FEATEMR R *
SAP, XIAP, ITK
(3) BARIGEARLIE (SCIDEE L) **
ADA, CD25, STAT5b, ITK, DOCKS, LIG4 NHEJI, RMRP, ATM
(4) BT TV I TAAA YT BB E (FIgMIERRE) ***
CD40LG, CD40, AID, UNG, PMS2, RNF168, NEMO

(5) MARRIEZ PED SofE R SE* 4+ EEZRRETHD)
(6) 1gGV 7 I TARFIE
(1) Dt

ICF, VODI, WHIM

3. IgARBIEDFSBFIZCVIDIZBITT2ZLMHY ., FEDFELHD,

4, fRERETIF v AV TN FREYIF KT HHUSEART R, R MRKEERUSOE TRE
REDBIERBHD, BB, BB, A TN FREIHT A EAIIFE L ThD,

5. BHERaLIA O f i Y OBRE R 2RO HTLENHD,

6. B, /MR | RE, e, SEMERSR A, A AU ARTFERE R IR/ 8 O B DB R EE30-50%TE
B2,

7. 10-20% CEMERE & 15,

i

* FACSIZTH —IRIBHT W ATRE TH B (TACIEERL)
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