JRAEF BRI R (BIGIER B EERLATFEERE)
LREEBRRAHE GRHEE)

EMEHRBEICET 28RO DT —FINE (BRHIX)

CD40 ligand RIEIEF L O X /MR FEIZ
ST ABMEICET A3

HYBEMEE: Frll BEE(MHERRKEREEZHRR D RME)

PREE

CD40 ligand K#EJE & X-linked thrombocytopenia (Zx13 2 BHE@E & BHEMEEZBST L. 8
REITERIC DUV TR L 72,

CD40 ligand KIESEIT X #EHm [gM IEFEREE RS LD A3, 56 Bl DWW THRET L7z, T Mkt
ROREZTRDESHGAELRSETH D, —a—FVRAF AR, 7 VT NRAR Y DU ARG,
HERL2E 2RI L, RETRITAOBTEFREDR QI%EARRTHIZEPHBALE, 22
T, BHEBEZBRH LIZE 25, BRUT TBEZIToBE. £EFRIT100%THY ., 6Ll
LECEBEE LR L i U CEBLICBIF 2B CH - T2,

X EH M/ MR E (X-linked thrombocytopenia, XLT) 1%, BHEELFIZ WASP THY .,
Wiskott-Aldrich JEEREOHF CIH/MRIBD ODBENR ENIKRETH D, BHEEZITo 24 Flizo0n
TRRET L7, 100% TAEZER/ LN, 2AEFERIL833% ThoTz, —FH. HEBHER TIL. T5%D &
FEHBA M, RO BIYE, BOAERE, BEEER 2R TZeéMmbhTng,
F /MR 3 E T EIC LD EFROBEDET bS5, Lich- T, XLT TIHBREEIEIIRE

FIEL L CBIIC A ENRE N,

A BFEEM

T B M S N AE O Cak LM AR BB AR 23T
bh T35 CD40 ligand KRIBE (X HEEE S IgM
JEBERE) & . Wiskott-Aldrich JEBEEEOBRIER &
Eh D X EEM/IMRIBAEIC DWW TR L, #
O VBN BEOBEIC OV THRE Lz, Z
Zkn, 202 REIZHOWTBEESR., B
BREEHALNNIT A EEHRIE L,

B. W5
56 ADHAAND CD40 ligand KIBIEIZDOW
THEAT LTz, BETHTIIEE TiThh T\,

1998 £E52 5 2012 FE12hF T, BFE DEERIER
I8 E R LT, £7, BT 20 AT
DV, BHEROES, BYE, BREER S
OFE, BHEFE, BHEEZORBIZOWTHRET
L7z,

X EGH I/ MR EIZOWTIL, BLETORFE
T75%DBENEENHM, FEFEEOEER
Yo, BORERSE, BEREERCOAELE
THZERHEHAL TV,

F T, BHEEIT-o7Z 24 £ 0 X E#HEEIM /MR
BAEBEIZOWT, BEFE, BHEROBERER
REE, BHESRBIZOWTHRET L, X Em
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JINHRDE VL . Wiskott-Aldrich JE oD #IE B
SEETAaT 1, 20BHFE L,

(fi B~ O Fc i)

T2 FEA LTI S, ERRIFIE,
{=FfRr. PIDJ, HORIERBT —H =2~
DB LT, RARW LEEE 225 O[F
BEAE, £, AT, DR IE S
Bhfi R, BLEERESERT, 2T E DNA #FFEer
TWEEE S - TV D,

C. WroemkE
a) CD40 ligand Z&HEJE

56 AD HAAD CD40 ligand KIBIEDETF
R 23 BT 7o, Eo, BEFREIT 30
A% T 42.1%., 407 T 31.6% TH -7z,

56 ADOHT 18 AT Ui, IEBHEEE (27
A) Tl 14 AT L, £ OFREIE, EIYE (=
2—FEVRAF AWK, 7 VT FARY DT LE
ey, BRI &) % 8 A, BEPEAERS 2
AL FAREA 2 A, 8@y 1AL JREAEA
N1 NTholz, BHEHE (29 N) Tid4 A%
T L., EOFEITEREN 2 A, B GVHD 23
1A, FRE2R 1 N ThoT,

BHEEITo 7B 29 HlO2EFRIT 10T
100%. 30 7% T 65.9% Th o7, BHEEZIT->T
W WEBE 27 BloEAETFRIT 10 5% T 62.5%,
30T 35% ThoTc, bbb, BEZIT-T
BEOFN, BECEEFENRE LT

(p=0.0231),

BAE O MIRERFI Y — A 1%, Mk~ v F
BREE 12 A, M7 v~ v FRE MRS 1
AL FEM& 7 v~ FREED 13 A LI 3
NThole, 16 AVERERERRTLE, 10 A
DB REFETREERORTALE & 1) Tz,

B CTO247ER (Over all survival, OS) .
mELAFR (Event free survival, EFS). &
AR (Disease free survival, DFS) %. 5
METIKBHELEZE (14 ) L 6 Rl ETBE

U7=8F (15 N) Tlefiz L7= &2 Z A, OS, EFS,
DES W b HEIC 5k £ OB LB R
HipfERCch o7, B, b mECICBE L
TEO OS 1L 100% Th 7=,

b) X ELEE /AR R SE
X g/ A A E S ( Xelinked

thrombocytopenia, XLT) (%, Wiskott-Aldrich
FEMBERE (WAS) O Tl M 0 273 7 6 1
LEBTHD, RERBETFIE WAS LRUCT
WASP T 25, WAS i (fiL 551 F Al o ot i hs
Th oA, XUT 2 U B s iz oV CF
EFEoTHEIT RV, ZThET, XLT 1 WAS
DEFER & LT, Bl S AR WEFID 2D 7
LHEIND,

2T, BEIS ORET — 2 L DT iL,
24 il o X G I B A E (Xlinked
thrombocytopenia, XLT) OHERRE AL
7o FAERTALE I &M Ca i aTLE < h
o, BRI Y — A1, MmiEk HLA 7~ > F
B 5 . i HLA 7 v~ 5 Mt
21, FEIfEE R 14 61 (HLA X7 v~ v
FN 9B, 1 EAR—ED 5 H) ., &7V~ yTF
A% 2 1. PRy s 2 61 (HLA 13 2
flé b 1EFR—5) CThole, TOMBER, 24 fE
fFl2f] (100%) TEENELL, BEZOL4E
FERIE 83.3% Th o7z, FETH 4 FIOFETIREA
. BAERTIC IR 2 S TR I BRUIE &
T L7z 2 6 ESE GVHD (29 7 A~LF /L 2
RG22l Th o7,

cGVH I 2\ T, 24 FEFIF 20 i & &
2, BB UTHIREIC L VB L,
BREZICECRERER, BEEEZEZ Lo
WX phhoTe,

— 75, FERAEH] TlE. 75% D B 23 AP H I
JEREt D2 HRYYE, B ORERE, BHEE
BRETZEDBHDNATVS,
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L7223> T, XLT TIIBEEEL, BEZR
IBCTEDIREIEL LT, BROBRKICALE
PR ENT,

D. &%

ASEOFERNS, CD40 ligand KIBIEITEH
FRAIFRRTHDIE, BEESHHDZ LA
LTI T, E£72, b BUT TBET D LB
MEHATEIL 100%THY ., £/ 5 RUTTH
L7252 6 UL ETRETDH IV BHEEIZ.
0S. EFS. DFS 72 COBMBEREWVZ &2
HE L, Ziud, FRICkRdEar te—n
TERVERYE, BHEE, BCaERE. &
HEER ERBETIENRRTHD EEXD
iz,

X S/ MRIBAE T, 24 FlH 20 B2
FEICEVIRBIE LT EBRADNDORRETH o7,
BAERGED B\ e, FERBHERE T O RN HiL,
EEE, BCRBEEREREDOEHEDRAER
FOM/PMRAMET L TWAEIZ L H2EEDOED
EBTE2&E25L, BEICKXVBRETHZ L b
RERICAD B2 b,

L%, SOICBHEOFENESL, BREEE
PEOEBEORREMET THIE. LVEW
BEREGEONDEEZ DD, 295 LIEBEN
HEOEAIZ LY CD40 ligand KIBFET 6 5kLL E
ThHhoTHRVZRIBETESLLIITRD T
LY, X EEI/MIBAETH, &
RAETFEY 100%E< ETH ESELFE2 6
IZL7zvy,

BRFA T, BEOWRE, N —y—2Ry
FRIREL CBENLZRICTE D LB LGS
X, BEOICBETAZEEEXLENRENT
HAH9,

E. #&#
CD40 ligand RIEJEIIBMEBEICNH V. 5%
PIFCRETD ERENBWT E3¥BH LT,

X ESM/MIBAETIZ, RIGFREL LT
HEEMAESTbND EERX BN,

F. BFFCfapRiE s
Bz L,

G. BFes®R

FARR
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RAFBFEMERER (EISEREBEEAIEESR)
LREEBRAEE EBHEE)

Y M S MRS B 5 A HERR D B DT — H I GESHIK)
iPS FERA{ERL - AT
& MR RIS 2P A P AT oA VAHE
T Y T ORRR

HUBES . TR BE GUEREREREFRER NI
MERRNRE A% © B B CIBREREEESTER AR

WRER

FERERERSEDON, BEAERSESCAEHREEELICETIHERDE (T RY
FEHICRE L, BEHICEMSBHEBEETOLERND D, TOEENS, Bftav bo—
NERBRRETOBENLEL 2HHAENEL . FLREMNFLTHIHENZVELD
0D, BHHEDY 27 BREL RDEARH D,

Fox i, CMV R E2 2 e UTAER 1 AR CRIE LAE-FREMERERMEY o SHRRER
fiE 3% (FHL3) 0BIRIZK L CHEMGEHMBELZITV., THHRMFE=F) 7 EF
BSEIIEZ T TW I bEL 6T A AT r v A LR (CMV) 12X DMK ZFE L,
KRB EZ R LTCEFZRR L, BEERICIRERECEFOBNELHRAL, o
B CMV FURBMLZIEE S U TH YA NV REBE 1T - TV 228, B8R B RTNC T - 72 IRJE
BRE CHEXAIER SN, IBEKE Y CMVDNA BBHEENTZ, BRICEVBELZLD
DREEOREELCH T EOIREB AR D | KGR ENETHET o WRETH D,

AIEF ORIV (MFE=F ) IR EEEIC LZIRIC L S5 CMV & PHETFEFICIE
RV D DEN RSN, LREFTIIERERIC L 2WEROEHERLIIRAETH D5,
BHEZENOOEHNBEERENSMLNETHS LBz, 5%, HFICHLREBEDORS
PEREARSENCH T 2 E M EMIEEICRT S CMV BROBEERE=FY 77 b

I—VOREMLPEEND,

A. BIFEEEHY

FREMEREREET, REREORRHNER
ZREEAE L, HRREEEZEERLE TOEBRHET
HY . FEHFTRESTEANS L DREETHO

HTRYEFIHFTE 2BENHFET D24,

A% BHICEMEMaBEIC L 2% ERE0H
BENVLETHLIBEELHFET S, A7 —=
v TEORBESFEER B T HEFIC T 5 E
HRREICLY, BEPRELRNICEREIND
HELEZ 00D LN, L OBFIRRERIC
BT, BREYED 2V b a— VR4 720k
RBTBELZITONDIHENRZY, MA T, Zh

LOBECEZITANRTH L%, BEDER
ERIZE D EFHEDORRPELWVGEBEL,
Cytomegalovirus (CMV) [IBHEBEICRW
TERRAMEZEZLI ZHWEETH Y.,
CMV A IE Rz R 0 B2 EE A6
ETHD, BiEHER CMV BIEICK L L, M
T CMV HUREHE=4F U 7 LT A L RA
BEICLDRBETFHHITON D DR—KRHTH
DM, ZOHFEDENMEIZET DML
*’(‘(,\7‘;1/\0
AFFFTIE, I CMV-DNA B8 T
IR 21T - e R R R ETNSEL RGO
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BamAMIE L, e CMV PR AR E Lot
U A v AFITREEC X D FEIETBE O 3% & TR
WOV AT o 72,

B. #FEE

R, CMV R 2 B2 421 1 0 A THRIE
Lo EEEmEk & & Y o il ERE 3
(FHL3) ®%BWIz% LT HLA 7 Lb /6 —E
DO FE MR M A 17 > 7o a7 W 72 i,
HCMV &= Y 7 2T i CMV Ui
P& FEHELC Gancyelovir (GCV) 12 15 TFBhIY
INFEAEAT o 7o, BFERLERD & Z DOl 2 gt L
77,

C. BroestR

BEPERSE - JEME FHLS @B, CMV ik
BEICAS 1 A THRIEL., CMV ERG ST
LT GOV &5, FHEHRICX L T
dexamethasone - cyclosporin (CsA) - etoposide
& methotrexate (MTX) BHEFEZ(TV. B
fRE A O % B FERE A RTALE (fludarabine
140 mg/m?, melphalan 140 mg/m?2, 45kt
#3 Gy) & HWTIFH M2 T Ui, I
i b iR — B, HLA 1T858 GVH 5 2
JiE HVG J5 1 1 EAR—BCH M3 10.3x107
fE/kg. CD34 BEMIaEL 5.2x10% fE/kg, CMV
PURIZEMETH o7z, GVHD FFhiE CsA &5
B MTX, VA NVAREGETEE LT day-7 2256
35 F T acyclovir /i & day 96 £ T 1 [H D%
EruTd ) e E T, BiEmMAE LV 2y
FHRENHER L, MAEOETICLY day 11 1
ICU IZINA SN AN LRI ER L Ipovz, &Y
A NIAVIIER ) RIRIFEIZR LT
methylprednisolone (mPSL) v 2#EiE (10
mg/kg/H) 1TV, FERFEEOWE LR O, day
26 [Z NI 2Bt L7, Day 33 OB %8R
ECTIREFAT2HRAL. REEOBR LR
Wighotz, Day 29 LV EZ - THRIZDAME

GVHD Z 7R 25 2580 . mPSL (X EHEIZ
i L C day 100, CyAldday 129121k Uiz,
CMV E=# U7 3FEANE LTl 1 Eo
CMV HiJi (pp65) MIE & Wl PCR 1215
CMV-DNA I 21T = 7=, 10 A NV AHETEB
IRFEAE T CMV BUE 1 L B & LT,
Day 27 & day 55 (ZHuBUMAE (8/50000 .
7/50000 ) iR, W h GCV (10 mg/kg/
H) % 2-3 #E&ES L ChiimiEoEE ks 2
[ElffERE U7z R 1k Uiz, CMV RE % 82 9 B
HRAERIE R <0 Pl bl 1 Ble=42 U 2 7 %k
foc Ll TaEEThor, i CMV-DNA &
BAlR D 6.3x10% = B —/ml LY e (o8 L
T day 27 (20F 1.3x106 =2 &°—/mL L 7eo72,
GCV 51 L 0 2 & —Hhdd Lizin, & 5%
T#H b 102~10% 2 B —/mL A Sz,
Day 120 (ZJi@ifT U 72 MR JEAR A CRylRIZ i 4
VR - MRAERR I BE - BRI BEE - HGE T S Hf
AR AIREEEE E CRA AR DL, B
W 2 AR 4 D RE R TR SR A o To 23 T
IRETEA2 S CMV-DNA 23 &h (RIR
2.6x10% 2 v"—/mL, £} : 4.4x105 = &"—/mL) ,
CMV #ElEs &2l Ui, RIFFCHIE U7 i
CMV HFE et < s CMV-DNA & 2.5x102
S —/mL, MmiF IgG EiX 1023 mg/dL TH->
72, ZWHEER. GCV (10 mg/keg/H) % 2
ERE L7BIRIEFT RO%mENRZ LS, "BiEK
F CMV-DNA [EDOHED b o T 0 ThoTolewd,
foscarnet (PFA) (180 mg/kg/H) IZZ® L7z,
PFA3 M 5% OIRERE CIEImIE & § IRE
i & REFTROHEEER D, PFA (120
mg/kg/ B) % 3 BEEMZE%. valganciclovir
(VGCV) (15 mg/kg/H) NRICEFE L7z, Al
E/K CMV-DNA D& T #738 L.VGCV Nk
X3 ATHIE LTz, TORITHEEROFRR
<. BERS CHEEFRERIZIRD TV WA Kk
THRIETRET SR VIRETH D,

_30_



D. BE
FEBEED CMV MEROBESRITHEIC
LV HkAx TH DN, FIFRANICIRERE 2T
L7z #atCid i CMV-DNA BRIEEE D 5.6%
WCRIET 5 EHE S TWS, CMV BEELD Y
A7 HRFE LT, v A VA MIEDBERE, HLA
F—HMME, FEME N F—., Fr—s1r o=
Y hO CMV SiEOFE, £5BE, AT0A
F&E, ATGER., VA NVABERY A )LAM
EOHM, B GVHD ER#HEINTnD, &
Flixzhb ) A7 RFEEZER L, FICBHEE
AT A NVAMECEFEE EHEDOARAT oA K
BENBEOCEERLEZ b,
CMV SR L@ % AR M B o & 3%
fE L. EOBREMIMEL 220 BEPOEIHREN
K&STd, RENIZWREEEICRIE D b RERE 235
B LU TWETTREER E VY, mH CMV HiEIL R
BRSO HDBEHBT=F ) T EE LTAL
FAWVHRTWDA, mERBEAD 72V EEITRE
DENEVWIRENRD D, FiZ CMV BIERS
FERE S CIEPURMAE DR HRE MRV Z & 238
HBEINTEY ., AFOHKIZ CMV Bire=41
VTOIREESELE L L TP HERED AT
IR+ BREFNBFET D, —FH. PCRIZLD
CMV-DNA OfgHiix CMV U & HoNTRREE DS
B REIOBREFTITAER EEZ SN BH,
BIEBIBIC L VRENRRERY | BEMATIH
v MATZEBEE > TORNWER, RERERS
ThdHZLEOMERH D, Mz T, CMV-DNA
BHEOHEERFBEFREINTEY ., RER
EEHTLTREEZEDDLZ L NEE LU,
CMV MIERZETE COHBIT—ROICBHE
% 9~12 A L SN TWE A, FURIMEZRD
7 BEIZEHICIREMRE & 1T Lo REr ik

ZMETCOEHHMNIT187TH L HEINLTEY.,

B RERSHE U7 B R CTERIDRIR I T L C
WAEBINSEFEET DR REENH D, KFlD
Iz, LR CERIERDOFF 2 03Z LUWERF],

B2 CMV BUR £ 7213 CMV-DNA D35 & 72 o
THEFNIR LTE, mMPE=F1 7Tz,
EHRRIRERES AT IERLELEZDL
iz,

E. %58
MfE=4FY 72T 2 HBEC LRI X
% CMV & HHEFBAICIIBR N H 2 F0R S,
FRIZHLRIER T B BIERIC L SRR 0 B
IR TH D%, BEREHANCOEH
HIRERENSMLETHD & Bbhi,

F. RAREH
L

G. BFEREK

FRRE

1. HFHZkiT 2 FHL (REELREEEY
SRRRERIE) R 7V —=V T OB T
Z. NAmEHE, EARER EFREE &
117 | B AN R SRS

2. BEEBERERD S NFKB2 ERTFER
ZRE L AR5 CVID Oo—f AHE
#, THERF, KRERMS, HPEZ, 7/
S, \AEE, EAFER EREE
% 8 Bl B AREREEN R FNER

=A
i

1. BCG vaccination in patients with severe

combined immunodeficiency:

complications, risks, and vaccination
policies. Marciano BE, Huang CY, Joshi
G, Rezaei N, Carvalho BC, Allwood 7Z,
Ikinciogullari A, Reda SM, Gennery A,
Thon V, Espinosa-Rosales F, Al-Herz W,
Porras O, Shcherbina A, Szaflarska A,
Kili¢ S, Franco JL, Gémez Raccio AC,

Roxo P Jr, Esteves I, Galal N, Grumach
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AS, Al'Tamemi S, Yildiran A, Orellana
JC, Yamada M, Morio T, Liberatore D,
Ohtsuka Y, Lau YL, Nishikomori R,
Torres-Lozano C,Mazzucchelli JT, Vilela
MM, Tavares FS, Cunha L, Pinto JA,
Espinosa-Padilla SE, Hernandez-Nieto L,
Elfeky RA, Ariga T, Toshio H, Dogu F,
Cipe F, Formankova R, Nuinez-Nuiez ME,
Bezrodnik L, Marques JG, Pereira MI,
Listello V, Slatter MA, Nademi 7,
Kowalezyk D, Fleisher TA, Davies G,
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Neven B, Rosenzweig SD. J Allergy Clin
Immunol. 133:1134-41.2014

deficiency with CD5
downregulation on activated CD8+ T cells.
Wada T, Yasumi T, Toma T, Hori M,
Maeda S, Umeda K, Heike T, Adachi S,
Usami I, Yachie A. Pediatr Int.
56:605-8.2014
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BAFBFENEEMD S EREREFBRMAER)
LREEBHASHE CGBEER)

& M ErAE AR AEL

CETHEMRNO DT —FINE GRIBHKX) .

A2 R fa T 5E.

o a = — AT

[FFE i M e MR AR I 3 1T 5 U 9 F ATG I 2 B & GVHD,
EBV {& 1Ak & DESE

HYRMEE Ng BT

MERR BT R IE s 5k

(& EBRERFEREFRFER/NEFE)
(% EEBRFERFERE R FER/N

REEE)

WRES

ATG M HEE & EBV OBEEEMITH5IC

Y FHMEME S 27 Y v ATG, VA€ e Y v) [IBERFEELIICD & LEER
PEGRER SEMERIC T 2 E MBS EICRB O THES BEFMEEL LTERASLTEY ., &
& « 18 Graft-versus host disease (GVHD) D TRV T IR TV, L2LARABH ATG (21X
Epstein-Barr virus(EBV)722 E D 7 A L A OBEEMELZERICE| B I
IR S TV R,
FfEE MM REAE 2 0 L. BHE% 4 18 BI1C ATG M SEENHIE Shi- 42 FI 2T Uiz, B
% 4 WO ST ATG M HEEOEME (<6.2ngml) & 7' L— FI~IVD GVHD (ZE B2 EENR
Do (p=0.003), EBV OFERBEEELIIRD bhihoiz, —ELU LD ATG mHRE %
BETZ L TEERERCT I LR, LVEWIRENRBE LN D WREENRE X bhi,

REMEZ S Y . BAER D
S, ATG 2 & LeRTLEZ AW T

A HEOEMW

U XTI S 2 7Y Vv (tATG, YA &
ru7yy)oakR X ONEM GVHD FE5RIE
it ZL ORETHERINLTWS,

—5 T, BEOHEEMHIZCELS EBUA LA
BHLETHEEY A L RRYE ORI LS
ENTEY, BEHREEIIREELIN TV
W, BRETIE, 75~10mg/k g #EHEEE
ELTWD P Bk & i U CaM GVHD o3
EAENMEVLREIZBWTIE, LEHE
L AMEB TN TS

B. #F5E 5
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1999 ££ X v 2011 412 ATG 2 & TRTlLE %
WCHEMERBEL ER L. BHEKZ4EEZ
ATG M HRENBIE Sz 25 &%t5HE Lz,

£, A -8 GVHD, U1 VA RRYSE,
BBHE. FRITOW TR FRIIENT Lto &=
B THEIZ 1 EY 7AZ A 5 PCRIEIC
EBV-DNA % #IE L. ATG @ﬂt@/%)%@ﬂmii
EICIE ELISA 2 Hv iz,

(REE ~DEE)

BIFRITLATBEREEFHMELZESDEE,

AR ER L7,

C. HroeRsR
1. ATG g E



oAttt 2, 4 MEES ToO ATG P o
FfEITF N Z R 45.9pg/ml & 15.4pg/ml T -
Too TN O GR T, BAEFIC ATG 5
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