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BEFBRERERMNE EEMEBIRIFAEE)
D RREE

BHETEEE EB U A VR RPIEIZIIT B U A )V ABRYHIE 7 0 — 2 O
SHERFSEE Ak HIR
CERERSEA X FEHHIT)

MAEE 1BMIEEIE EB ¥ A /L R BYHAEIL, EBV JRYL T/NK MR & s & G
ENCHERRT 2 Z & TE T, RIEMPICFHAICRE SWRIT 2 088 TH 5,
EBV &4k T/NK M@ b4 S LB Y4 b 1A 3% CABBV BB DR BE & 5427 B
LTWD & &bz, BEMRITY v EBEORRE 725, ABFZEIL. CAEBV JEE T
&% EBV Y T/NK MARAS ED X D ITARSE - HERF SN TV 205D EE BRI
TTole, £ORER, BERMMAPITITERD BBV BAMRS n— U RNEFEEL, %
DEDD ) A EHEBIE L TND EBEXLNAFC, MKEEDE S B8 D EBV
R R PR SN DEFNHEZ L2 RH L, b DERIT.
CAEBV BH T 1T U WEH oML, v — VU BNEEL, 0P » LB E 2 %58 L
M ABIR X, IEROBEBISV L SfEICE - TW A REMZRIR LTV 3,

A, HRE®N

BMIEEMEE B 7 A L A RYE  (CAEBV) FIHERF L CREL ST T2 Z & SR
TFRAROERTHY BEDIZLALIT BEREETHS,
BENOHHEORBTERCT 5, i~ Hixid, CAEBV SBE SRR M A> 5 EBV BYumRask
ATANAKN(T 7 uerlHrirrsar ERINTAHEEMSLL, ZRETIZEL D
W) R ENE L HREBITORTWAA,  EBV R T/NK IR 2 B2 5 2 LT3 L
IO DOEABFRTIIRBITED T RV 72, AR TR, BEREML S5 7 Bk
EE R TERNRAIZEM L, BEBRRE, L Z/h Well IZHBREL T (96well 7L — R %F|
EREABREMRBERL Y L EOREIZLVIBIZ  F) BBVREMIE S v — 258U, B
ELT—ANBEN, L7cHifaZ o— 2 23 LT 52 &Itk
ZIVE TORFFRI S, CAEBV D JF[AIE EBV Y. EBV G T/NK #ifE 7 v — 2 ORSLBRER
EY T/NK fifa & B2 5 TWo A5, BBV B MROENFPEBEBICESIEGLERT S
L T/NK HUBR O R STIEAR OE R 23 R e 1o & & BRI 24T - 72,
TT2RRIILTLHBALMI 2o TN
VW, FOEMIL, in vitro T T IR NK Al B : BFEHE
Rtz EBV % EBREVIZEY: L, YR % & 1 1. EBV RRIEMRIG S v — 2 DSBS E




a. CAEBV 8%

BB A 245t MV IRTIHEER L BB LY
57 L CAEBV L 22Mr S 41, WHEATESS, B Y o8
fEZ#RIE LT, € 0%, EmesiasiEs =) 5
M. FOHBEEMEM%, BUfEIZ K ST,
BB 23 B M BOREBUEIC THRIEL, A3
FER OREPIRER DB T2,

b. MfEkTE

BERMM XV EROEIC L BEERE 5
L. 1x10°cells/well OFIE T 96 well plate |
R L7, MEfaEEEICiX, RPMIL640 + 700IU/ml
rIl-2 + 10%3EEfk b ~iiE AR L,
2. EBV ERYuHiRe 7 v — o OfFAT

a. EBV-DNA OfH! (EEHY PCR)

Forward primer : cggaagccctctggacttce

Reverse primer @ ccctgtttatccgatggaatg
Probe:
6FAM-tgtacacgcacgagaaatgegec—iowaBK
PCR A4

i FI#E25  ABI7300

Primer J& : 0.5uM

Probe & : 0.2uM

SRS HAELRK

DNA 8ul

2X Buffer 10ul

Primer, Probe 0.6u1l

Taq B3R 0.4u1

H,0 1.0ul

Total 20u 1

A Sts

Denature 95°C10 #

PCR )it 95°C5 £, 60°C20 #
45 %A 7 v

b. AR EHUR AT

Zoa—H% A h A—%— EPICSXL (RNy 7=
va—)LH—)

W EAERRPUA © CD3, CD4, CD8, CD16, CD19,

CD25, CD56, CD57, TCRa B, TCRy & (v
J = a—)Z—)

c. kD 7 vV T 4 —fRHT

P Tay T 7L, TCRB, v, 0
HELTFLEREII eT ) VBETFOY T L
VUA NOFBEEBIOEBV-TR ® Y B — |
AT L, 5 FAEM PR IO R E R
LN EBV 7 Dy aF VT 4 — T AT
>71-, EBRIZIX, FITC TZ~UL L7z CB1, J
y1, J61, Jo3BXO ), 7r—7 %A L.
System

Images

(Amersham) Z W THEHL7-,

Fluorescein Gene

(fE i ~ D ELRE)

BEREKIL, RIEREREOMEZE RO
ALBEOA T+ —bNarvkr b &H
THEHE L, EBVEET & TCRB L OMRE S 1
7 VBB TUN OB TFRRITII TR

>77,

C:#ER

1. MK a— OREHURMRT
24 DBERMM S/ EROMIL 7 0 —
v OMRERE~—h— R LI A A
HANSHEMEY v— 134T CD3, CD4,
CD8, CD19, TCRa B, TCRy 6 &M, CDI16,
CD56 BE 1t > NK AR 038 < v S ka2 - 72,
—7 ., B#& B 25X CD3, CD4, CD8, TCR«
BBEME. CD19, TCRy 6 2D o BT MR
OffE, CD3, TCRy § B, CD4, CD8, CD19,
TCRa BREMED vy 6 T MR OMIE, BL U
CD3, CD4, CD8, CD19, TCRa B, TCRy & Fatk,
CD16, CD56 [t > NK Al Offifa o> 3 FEH
DO 7 o — U BN5BES T,

2. MY 0 — L Oy F AT
BEADPLEEME a—2 0 TCR BLW
Ig BIZTRRNT AT o T2fER. CBL, Ty, J
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81, JO3BBLU L, BIEFOIT LY Ay
MIfetETh Y BohMias v— e
TN TH B Z LIRS NI,
BE B »oBLMRY o—r ORmPURE
PR D o BTHIAIR & HEE STk~
B— L CRL, JylBEFIT L VAY
NgtE, J61, Jo3BEFIIRE, Ty, Ty
BEFVTLUVA NEETHY . o BT
B Tod D Z & HHEE C & 7=, REHURMHT
oy STHIREREEZ biLToMiflay v —
X, CB1, Jyl, Jo63 EEFIUTLUIA
v M, J6 1 BETIIREK, ], BT
TLyUA v MatEDy 6T MfaE -7, £
EHURAEST > & NK Mifa & & 2 iz fifa s
B— it TR BEW Ig BEETFOV T LV
VA MIRHENT, NK MilaTHDHZ &
NEMIT DT,
3. EBV-IR Z AW MED I/ 0 VT 41—
fEAT
EBV %' J B3 A v AR F  CIIE SR T3
= N TR, &/ L DNA ORI Tk
i LEEH| (Terminal Repeat: TR) MNTEFE
L. D0 R LESIOEIL Y A )V AT [E]
T2~10 bRV = a rBHb &
DHI BTV D, EBV 2SRRI IR 2 & &
Zuiha s CIEmmm s RS L CHRIR E 2 Y
MIREZ IZFFTE L, R RR O FE I - T
EBV 7/ b [RIRF I HEME 9~ 2 A3, TR DT
PBHDOTANAY ) KZHFKT S TR O
DHERINDZENHLNTEY  Mias n
— D TR BEfFHTT 5 Z & THEEOMIE 2
o —AE CHMEICEET 20N E0%E
MHENRFREE 725D,
BE A PO/ ONMRY n— U BX U
FE A DORERE (U 23 & IRERRER) 2515
72 DNA % BamHI TiH{LL. TR v —7 % M
Wt roayr o U7X T LT

LZA H1DL D fEREHT,
FERIT, WEBBESICIX 2 SOMIfE 7 o —
PEET DM, Y /3 iR L 2207 |
— AT 3 BADZ u— U BRFET D
e ELUTHEREME Y a— %) U il
FETS 3 KB 7u—vLrnt sy
=BT HZEBHALNERST,

wp 1234567

23 —

94 —
6.6 —

4.4 —

1 BF A IPLELNZMRe—F
X OHBE A ## D EBV-TR ZFIH LIz v
U7 4 —f##r Lanel, 7: Raji #ifa (EBV %
J LOBRINAECRNTZDARV Rk 1A,
Lane 2, 6: B95-8 #ifd (7 A L AR X
TWAEDTH—— N KREHHND).
Lane 3: A U >/ \Hfi, Lane 4 :IHEEIBES .
Lane 5 : B2EMI 7 v —

BEB PO/ LML v — D TR fFHT
OFER, TXTOMIE7 a— M HikE CY
A XD 1ROy RBRH S L, 26 OHE
fa 7 v — iR —OBMBIZHEK TS Z &
DR I 7z,

D: & £

1. B3 A ORI b 5B S h 7= RE& M
7u— 2T NKMRZ o7, BE A O
B ici3Z %o BBV RIS ARE L T
HZ &N ISH EBIZKVHALNZR> Tz
Z e AR O EBY RYLHIRL & REE AR
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sua—rnr7uar T 4 —% EBV-TR Z W
TV AR THNT Lz, T O, HEEEE
WEY UONREIZIERILZ eV T —%
D2ODIR—UBFEL, Y o EITITE
D2OIMZTIFEBDI a— U BIFEL,
KM F»SELNMEs a—i3Y) v
REWCOBFEETD 3EBDZ7u— L TR
DY ¥— MRERI—ELEZ, ZOZk
Db, BEERMAE Y v — 13t EBV BB NK
M7 o—> XYY in vitro TOBEFEEM:
PRV EHEE S, & bICBENRKIICIX
U NEERELTWDAZ END, 2D 3F
BoMas v—rn Y v EORK MR T
HHAREMENENEEZDND, LAL, Y
v NEHRD DFEM TR RAT AT 2 IR o T Tz
b, HEERITIZAR W, Z DIEF OETRER D
O, CAEBV BETIREMRY 7 v—FdH D
WitA Y 27 o—J 17 EBV BRYSHIBR B TE
ET BB, ZOFMLEEHEOE VMY o
— U RIREICHERE L, V) N EOFRAEICD
P23 B IR DIFED R S 72,

2. BE B ORMIMA DG b -t EMa s
n—, MRRE~Y—F—BLOICR - Ig
BTN ORBEPD, o BT MAiE, v 6T
MERE. NK MR R 2 3 FEEHORMOMI
ThdI PRIz, L»L., EBV-TR O
Y — b KIZL BT NVT VT 0 — T TIE3
BELbR—0/ut U7 —LHEIh
7o ZOFERIT. STEEOMMBE S 0 — 3
FafE D RFEIZHH S NTE S 25, B UEM 2
n—UbIRELEMBEI e—ThHbZ
EETFRL TS, Liza->T, EBVAST A4l
fa & NK HiRRIZ 53163 2 B D 5% 72 /i Aa L2 %
YL, ZO%MIESEAEA T 3 FEO M
RO T-TREERBVWEEZ BN, Z Ok
F1%. CAEBV DJRF ML TH % EBV Btk T/NK
MRROBNLEREEZE 25 EC, BB RS

B2 TWw3, —%., EBV-TR ® U '— F DK
DONRYT—T g T 10 BEEEZIEES
<7< L EFRHITITE VS DD 3 DD
M7 a—r0) v¥— MR- E—K
L7z AIREME R ERICIITE T 720,
LSkt D%  ODIEF O EREIT D Z LT
IV, ZOXSRBEROLBHEELFFEL,
CAEBV F3 o EBV BB T/NK MM 0D B IE@FE
DIFFRIZET TV E T,

E : f&m

CAEBV JRIK T3 5 EBV R T/NK MAEA & D
LTI MR SN TVWAONERLIESL
HENZHFE 21T o1z, £ DOFER. BEREM
FIZIEES O EBV Ml 7 v — B3 FETE
L. Z0HFns Y o Efligs4dE LT 5Fl
R0, MFaFE D& 5 B D EBV M 23 KR
MR INDEFEH L 2R L
oo ZHBDOFERIL, CAEBY BEITIT Y WIE
BOMI s 0 — BIFEL., TOHHHHEME
E %G L ias @RS, FERDOEE
BV Y REICE > TV B ATREME 2 7RB L
TW5b, S%MBHT 2EFEEZHPLL T,
CAEBV /&3 @ EBV B5#: T/NK #liAG D AL ALIEFE
OFFEIZBT TV FETH D,
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2L
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AOEEREDND S E I BERIIXT HIRA
RPCREEDOH AMEORET 5 114 B HAIRE
¥4 2010F4 8 4&HEH

2 /NIVE, ZEE, HEF, HKRIR, REE
BH, €HE PREZAWETH R T A—
NABEROFBIZE 8 21 BIERKEE RS
201046 H HHK

.5 — ., REBEET. MNEmb. m)lg
B, WARIKR, PRESE. ST, (LARER,
BERERSL BB A N R EEMKERIERERT
TN ADER LN 58 BIBAY AV
AEEEMES 20104E 11 A ERTH
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RRET N ZOER LY 6 7TEEB ¥
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5. 58—, REEE . IEFHAEF. TR
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SRR RS E
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B EE ERERERKE KR - RERBREZSYT RERE

MEES

Motz

B HEFEEMEEBVIRYYE X T#% R R OEBV-DNAE O L THIARH 5V MINKHIFE ~D K
RARFHETHEBTHDON, ZTORERLRERIRIBRIIERIZ OV TIEL B ST TV
ZOMHFETIXCAEBVEE OBKRAI T A0 — 2%, TORAKHRERZEEL-D ., B RLLEDOR
MDD T o7, ZORECAEBVOE B2 LT, — D BEE TIIEERARERHAZ ENHAL

A. BFEE®

CAEBVIH, Rt d\ I H % DYt B AE
FRIER L, R M B L ORI 31T
EBVDNA BEOHEIMZFEETITFHAROEKE
Tdbd, ARBIZB W T RESIE R EEORERA
DR+ THHD, BRSNS RARTHY, &
MR LSMIR AR IE IR, S4EE
O TIZCAEBVO N FHE B E 1217
A RE S AT AR BRE LTS,

B. BF ik

1) YRCAEBVEA 12T DMK 7 — & DIERK

AETDILITMZT, 24 DFHBEE N YR
TI7Fu—Ty 7L BRERUEEEZRLEBUE,

2) CAEBVOEGHE RIZE T 2838

CAEBVOH T, S RMGEERESELERIZHK
%Lfcﬁ@]&%ﬁb\ BEIZBWTTRROEITE2E

L,

ASEH YRR R m PR AT (BHERD BEE . THE
MaEEEE, Thy7 &bk, TCRV 8 L 3—k7, NKT
i, DCHIl L) MR %4 color FAC
SICTH-T T 5,

B.{& B = F##4T (SAP, XIAP, BAFFR, CD1
9, CD21, CD81, ICOS, TACI : BBENSET-ge
nomic DNAZFHWTC, IV 0 RO I oo
vha B RER OB RS 2R ET D,

C.UAN AR RTHRSERFIT B ARUEA
FEORWIMY 738Kz, EBNA1, BZLF1~<7FkK
THIE % IZIFN-y capture assayx VT, 42
HIR IS~ MfaRE 2 R E 5,

3) '%:?4’ VARG IR O B E R A VA —$K
DY

ISH-Flowlk&ERESL T DL IR, /ERD FIEIZT
EBVat—#%#IE 15,

(R E~DEE)

ABFSEL, BEREEZ RO TEITEIT), 2RI
B OEBMPEONDD, FRE R O FRIEED
ERICIITDREBZAT), FoA BIOMHTIZ R

TR TR E TN TRY, HEHESHAEFL,

EAFRERIC SR LI EATS, 2B

— o7 —

FRATICDOWTHE, BB T B b A fm B
FEEEBSORBEE TS,

C. Broefs R
1) YB7rCAEBVEE IZRIT DR T — X DEE

2E G BFHIERIEL Tt o7, 2EFIEG I
FBHELZ T ERT CThD, 15 CIiBHE%ICHH
Veitize, R R OREL R LA, GVHDZK
YRR Lo, BB R ELVELA2ERY, i
BLE L L CARRINEE NEE LU, FHRE/ LD
1B BN T, BN B AT > 7o 2 S
, KEPoDONTa—BBEEER LT, LrLB
% DOCMVIERREIZ LT R L7, H916IDCA
EBVEHZ I LFERE~DRIGITRR T, WAL A2
VU T, BT THA0, HLAT v
<y F RTINS 7RO T, JEAR—
B Ta—7 12— THA,

2) BERE RO

DHEPEBEL B AR GE R 2ME (Comm
on variable immunodeficiency: CVID) -2 E:H
EIZIBWT, CVIDEE 1994 O HT44 CAEBVD
FIEEFRHTEY, ARICEIERIB VLB
(27220l TRLDBEITT X TEETH 720, X
EEHYU L \BARESE R B (BOEHEEBVIRYYE) DEE
BE T THYXGER LI E T2SAP, XIAPIZ#E
BFERERBDIeD T, —HBEMOCVID#E AT
WZDWTHIE B FIZIZSNP LA D R B # 2 /k
L BAREERD DT,

TR FRRFT CIISAPR FESXIAPEERET
FHOLNONKTHRD % ME T LU TWAEEFRH-
7‘:;,L TAN AR RN THRIIRHN L 228 TERIETH
77,

3) VANV ARKGHIRR D[R FE e R —E D ARAT

ISH-FlowikiZ TR IR A B E T 22 LA REIC

ol EREFRED, VT NVAALPCRIZE>TIA

WA —FHERREL T A0 —T v SV,

Immunomagnetic beadsi&EIZ LA E R b real

time PCRIZENT AV ABRLEMBID R EN T RES
725 TWb, —HFACSIZLAHEMTIZ, single color
FEMT ClI+ B EEBAETIZE-TV D, m
ulti-color TIXF-LEOR N HD,

3) R THIRSZ IS B D AT

s A TIECD4, CD8 THlAEI£120.1-0.5%IZEB



1.

NA1 specificdhD\V iZBZLF1 specific THIEAER
o, ZO%IMEANENKEL, F2EBNAL sp
ecific, BZLF1 specific THEFED %I4T LHEE
Ligholz,

D. 8%

CAEBVIZII®EARRIELE R ELRENRER
TVWBZENRBINEET ABELIZS, D57
FHEEC OV TS B ORFEROLERDHD,
P CENKTOB A ISLAMBSE 4 172 K23 B &
TEL T FNAREREDOINLETAIDFORE R
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11.
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RERZE. BRREMEGERSIEDOBMEIER 20
ABC LS HOBRE- —EHEERE RIERE
£ 20105E9H 16 B =&

12. ZREKZE . BHIEEM: EBV BUYE L RE T 2IE.

13.

SRR 22 4R FE IR A @R AT 7R B A B & BT MER
B R R E L BMETEEMEEB VAV ARRED
EREARRA L WTIERESTIZ B ARFSE | BE, Rk 22
E£T7H7H.®KR

KEEES, BEAR, ABHBIHE, AE—K, £E
Fl&, PTHER, ZNEE, ZRKE. BHEEE
% EBV RYEH ST 2 MM B HRRME Mk sk
FTHED 1 ShVEHFI. %113 B B AN BB FA20E
£ 201064 H23H25H &2F

H. Za0RA PEHE O HEFE - B EIRI

1 &7 Fe
ZLEL

2. EMHRH
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TRk 21 FEREFBRFHARMSE SHMARESE
(BERTER BITIRAF S ¥ H21 — 85— — —094) B %S
TERES (NEEF)

1@ HETRENE EB AL RRGUIE O EREAR A L2 WrisrE ST ICBE 35858 (21210201 )
PHPRIR T REERIC EB UANVAY  LRRYETHY, BRI L7z EB VA /VABE NK #ifaY. &
WFFEREE BRIFALEL
SHEFRE BO &

WRES

MERREFE L B, Glil. KM% S<O2HF LS CD16'CD56'D EB VA /LA (EBV) B NK
MU BB 14 BB FHIEREBRLUT-, SHHED HLH Z&I#IL7-%1Z on disease TRIBEFEEBHES
TV SERBEMIFLI,

B 15 »HRICEHRE, R, i S B L, FRBOBR LR E ST AR +4T72<,
HAHICHE T AL SEE ChoTe, BEEITIT NK MY SEAS, CD56 DRRHELENS
Phenotype DEALEEL72->T, EBV BEL YAV AR ASEBALIZ2 - 72 IR EE TR AR IR D
HICHERLZEbOLER ST,

EBV BEEE OB REFIZ EBV RIEICRDERBHHIEE R TERN THY, EBV 2 EBHERF IR T
RTRWZERTFET DR, BEEBRERO BMNIZIE EBY BET=XU 7 I3BROZHRANAELS

FREMEDNH DT LR 2R CEERRER Tholz,

SyEuseE

AR NEEFHESY O 7 ER)

[E¥aLT vy

RIEBAZ GRET) . 20 H(ER) | EEh (B30 . ®iZME (8180 . B (8150 .
AIVEEE (GEET) | BeBcEpth (HEBUR)

A HEER

EBV B9 NK Mgy~ <L, EBV 235 BE
KEETAZEMABEINTVIN, Z0O%
FEAD = A LR RE DA H O H Tl n
W, EEOIT, PR EERBICZED
EBV 2338 b, MBOEREHAELTY
ANAREFE=LF—LT0, PR E R
«~ EBV 2MEHEST, BHICERLZ 16
ERBR U, KRORESCER LS E X
2 ETCEHBERERMEELIONZOTHRET

Do

B. SEfI#E
1) #I%E:

FEBNL 14 BB T, OIREIL, BEEEFR
V8 0K 2 R AR BB R B /N R RS AR
UL72, 2009 A 2 A LA B BB S H B
L7, 2 A 14 BIZ 4 CEORBNHRAL,
HEZZZLHEELZER SIS, 37C
BOWBDEE -7 2 A 17 BICEZLE,



CRP 1.8 mg/dl, WBC 2,500 /ul (stab 16.5 %,
seg 39.0 %) T o7z, LIERHFEEN X 19 H

ICERZLIEZA, i X #, CT TF L%
R E A& | FERINHE B IS H B~ R

I ABEEieotz, BRI EERL, B
TR LT, BAERA 2y 2128 31 K
THEL TS,

PR BUIE TIL, B LR A H LD,
FitEO=T AOVRRRTI#Z L&, %
REFICEMTE 2L, IF 3cm f#2cm
ZfEIL, ST ERY L #ibmm KAEAREIL 72,
WBC 2,200 /mm3 &AL, CRP 1.5 mg/dl,
LDH 617 U/L.PT 60.2 %, APTT 49.1 %,
7 xUF > 325.7 ng/ml, TChol 105 mg/dl,
TG 195 mg/dl, faE X ## T4 EAfEFII3E 8
RFEBHIR T 23 CT BLU'MRI TE L
J B | Z SRR L R A A LD T (1),

ABES BIX, v (a7 FX<iREE I
BV /A7 BB TIREER LT
i BRJME R, LDH &l IR ERE AL
TEY, @Y A AVEEFHL TOWDE
EZZ2 N, RBRETLIOA X THIEBED
= fiEEE 7axdhy o 77V R
AL ANTERE LTz, 38~40°C Dol iR B Lk
feL. MAKITEZRD DL T,

2 A 23 BICHalEZERIA 1T L7z, MK D
MBE S CMEREIIRE T, W
KPDT A — VEBRRL A I RO BRI L3
BHRAFRD ., ZOHBIL 71.4%2% CD16 [,
80.8%74% CD56 Btk (F1) TNK M THDHZ
EMTRMRE N, PET-CT ([M2) T LAtiEF,
fERR  MIERERY > Hi, KB L ORERED
JREFEICB LS RVERBMALARHS
7

EFHRECEHOMBKRERR (K3) L
ERERICBELEE (b~ a7 77—V D

mzBH-, BHEMILIT CDI6 M 23
46.3%, CD56 MEAAS 47.8%% 53D | NK i@
@ Phenotype 238§ 0L TV 7z,

2 H 26 BIZPET-CT TEMD MRS
R v AR EAT 0T, Vo H R
(Z1% CD4' R CD8' i fid 73 % < A 5 4L,
angiocentoric, angiodestructive 72T RIEFR
D7eho7-, CD56'CD16 Ml Granzyme B
eI ET, U E B~ Y S
SMHERRICZ<FRODT,

Bz, BBE. Y EDELI M
NN I gl S B ST L N (g S SRS R %N
RENBOONI(£2),

EBV (ZBI 3 DT OfE RE R, YT /VH
A 2 PCR IZ&% EBVDNA EBORER. Kk
HAREAS 107 copy / 1 gDNA., R M 7% B
fa 3.1 X 10° copy/ u gDNA. ‘B HfHiiE 3.0 X
10° copy/ u gDNA L2 mE Th -7z, in
situ hybridization (ISH) {Ei2&0 ., F#E. V>
/REiEHIT EBER BBtEMIESZEERO LN
77 EBV terminal repeat A AAZRIELT-H
Yo 7wy Mg T (44) | Bazkfa, £y
L EEBIZ, BBV OF /7u—F Vi HE5E
DRI,

EBV E&YL g o [Fl E & 2 72, ‘B BEHIIE
Mmoo BES - ML <7 fy e —X
BT B Z oy BERE R L 7 ORF 1340
90%) # (2, EBV B2 EELIZ, CD4" S
2.79X10* . CD8" 1.68x10* , CDI19’
2.75X10* | CD56' 4y B 6.42X10°
copy/ u gDNA THY, 7y BERERLAETD 3.00 X
10°copy/ u gDNA (2T CD56 73 B DY A
IVAEENEL, CD56 FEtERIfE A Rk Gy rifia L
RSNz, 4B RFEARNZELITKE
L7z EBER-FISH %\ /FACS##r T
EBER FthMlifaiL CD56+, CD16+, CD3-,




CD19-, CD4-, CD8-, TCRa -, TCRy §
~THDHI L HERENT,

2) W LIa IR

EBV BEEEISME NK HEARY > HE (it
JRETEHE., UL /38, KBEEEE
INTMERE RV SHRRERE (HLH) 24
HLIZLD LML,

R RRIRA 5 RT, 2 H 23 BBV
K=y (PSL; DBIZT XY A% DEXA
WCEE)REZBASAL, 26 BHH HLH 12kt
LTy Z7uRRYy A(CsA) E=hRUR
(VP-16) #& 5-ZBHAA L, B ICAEEL M
BREoREE., LDH K T2RD7,

3 H 5 BB NK V7 BEIZR LT L-T A
¥ —8 (L-Asp) 23t 6 EIfE A & 5 L7,
B ER MRI TA it & 46 B oD R R Ve /) ME 1)
WZH-T2b DD REMA O NK Mg,
EBV 7 ABIIEA Uieh Tz,

3 H 23 BAH ESCAP VYA 1 [AH %5
bh. KA EBV 4 LBOBA DBHERSH
72, &8 4 7—/ ESCAP #H#1FL. on
disease TO[FFEE HEBHE B IC KR T
E®E & ¥ — &L E,
Flu/L-PAM/VP-16 THILEZTTV, 2009
#£ 7 A 31 HIZ 1 locus mismatched DEFZ K
Tl EREBEREREEAV AR
1 M E R R EERIST) 21T o7,

B IT, 2R R T, EBV BiTR
L, EREEG I, B (50 copy/ u gDNA)
LATF720 U 10%copy/ u gDNA LEEE AL~
NTHER L (6) . MM FISH b 99%84 B
XX (N F—8) CREBEMEMERL T,
KA MAR DV 7BV 7 2 MEHT Tt (F
3). CD16" M 10~20%&% ., CD56 ™4
faik 10% R THEB L, B #ETit CD16'H

B, CD56 IR L T 10%FRFEICHA LT
7Y s

3) FHRRF

20104 10 A 20 A M OHK, B8 ., Rk,
W TR R, AT | MEERE ., %
BUZ s HBLL , EIRR THELRWD,
11/2 IZREEME B I ABZE L7z,

SHREIIRE ThHo, FEFTR.,
RERIFT L CRRE T & 28 AR
T LDH IEF TERAZRBT RiTA LD Heh
oz, KI M EBV &iX, CDI9+5E DA
T 191 copies / g gDNA, CD4+, CDS8+,
CD56+, E DD 53 BT HEELL T TH
o7, BRRE T (X 7) §6 7% A fa 3
31/3ul, EELMRE 100%, MEH 29 mg/dl
¥ 56 mg/dl TEREOBENIIAESE B L
O, B M IP T Large granular
lymphocyte (LGLM#RMIIEDS 40%% H ¥, /)
UL7SER DY 60% A& bz, BRI
@ EBV 1 250 copy/ 1 gDNA (1 u gDNA 1%
25X 10° MfICHYETH)RETHY,
EBER-ISH #& 1T B Th » 12,
CD56-CD16+DOHIfE 99.2% (W HFFIE
BEAIIIXCD16+CD56+) ALl Y Yefa
R4 RAVH EELS PCR 11 EM M Tl
Thotz, BRHRED Dz H4 51 #
FAL 224 TEARD o2 DS, BERE B R
FISH T XY 3.9%, XX 94%Th o7,

E . EBV B NK Vo /S8 M 15 ik
EBV BRYYE T EBV BEIEEMEO L E
R — WS, BBREIT
X EBV SR ML, B #ETLHIZ EBVDNA 2
P, MRS % LD 1-BER D HD EBV B
I$1=E°—/1000 MAROEIE THoiz, 2
ICERBLURIC, AR BOPRMEEREN



EERILEETERNED, AVLFE—Fh
(MTX) + %7t (Ara-C) + /" A Fr=a/L
T (HC) ORERENT 5- 21T > - /5 H . 7]
EVERO 5 A#ICEKERITISEL, &
Ft 7 BIOBEREN BB ORI, 2SR
B BRI 2 51 12Gy 1TUVRIRK T &L
Too TBRAMET 2 WA ZRIZD, 2FREEIX
RIF CREERMAEHERL TWD,

C.EE

R IE L b, A, Kz 5<H2
HEfEA ) CD16°CD56' EBV BHE &4k
PE NK MRV <BED 14 1% B FlEiRBRL
. APFRED HLH ZHI#L7Z#%1Z on
disease TIRIFEF fEZAHE (RIST) 21TV 522
5. VI 15y gl

FHE 156 » ARICEIR, IR, I8 73
HERL7Z, BEAMIARIC LGL 23805, 5
—IREBOBFBHENEDI, HBEXEDT-,
HEEMEREI R OE RS [FIRFEIT L7228, #E
BOTAN A Gy BER B~V RAY AL A
PCR X2 TR CER R @A HH BRI &
TEEREE X -, MM CD16",
CD56 T, EBMinLE 258, FIFEEOD
Phenotype SEEEL T CD56 2354t T7au Vi
MEI2 -T2, EBVDNA EEBDFER, A
JV AR DOKIRE L SR X BEWR AR 1000 fEIZ
1 ae’—"T, FIFE KD 7K F B E M AR D &
BT107a—/2.5 X 100K ThH-T=DE b
LT, FHICEA LT, BER FISH
T 51 MFZDIH2MIRD AL LB TR
A7 (XY) Th-o7e, RIEML, B #ETIL, EBV
7 LOBEINIRO BT, BEMER FISH 1%
K} —&A7 (XX) ThH-o7z,

de novo OHAXARHEE H LR HSFEIE L7 AT
BRI TENEEZ OIS, JREERD

X AR PR R M P 36 SR E D 1 AR LI+
7T MARIRIANKNE TH -7, £
FEEIZIT NK HIRRY > @S, CD56 DM
{EE ) Phenotype MZ bEELIRST, &H
\Z EBV D3I LAV ARt AR DML IS
7ol REETHRELELOLE RO TRELY
1TV, Ltk BAF 2B A5 T2,

EBV D EEIFEMEICRE 5322 LidmkEES
EZBNTWAEN, TOAN= ALK
ELTELT, £z, EEFEOHERFIZ EBV
MR RINEIDNZDOUNT in vivo DEFHLIT
72N, —H in vitro TIZIT¥ EBV BBfED /R
—X v MEOMKIZIH VT, EBV 2%
THEENRHY, EBV EEOMiakb YAV
ARG D T D AR ER [ AR O HE FE M & 7~ 31
FEHEEHESN TS, FBURTIRE M
TEEE EB VAL AREYYE (CAEBV) 2 & 8
EBV B fESE 255\ CTid, EBVDNA E23
IINFRAERE Y (minimal residual disease; MRD)
DE=FV - TIELNDI LD EE ThHD,
B B X RE R IS 2 DRI Th 7272 |
BEMEOHIBREMRIT AR+ 572 R 05855,
H BB D 1512 EBV BEERS A EBV A3t 7%
L7OREETHELI-GI0#EIL2<, EBV ®
FE IR, EBV BEELAE B O IR B3 15 4 B
ETDOXTHEHERENTHD,

EBV BE &S D A5 IFIZ EBV BHEICD
RGN HLZEETRTIERI ThD, EBV D3
BHERF I AT R TN A RIB 35 5, B
RS CHEBR BTl BAY T EBV &E
=ZV T TIXBROZEIRNAECHFTHE
PEZ R 35 M CEREEF THD,

F. fEREfaiRiE @
RrZ2L,

— 34 —
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AL BBYSED T RT] EB VA VAR

uiE. (bFEIEOHEEL, 26 % 10 5,

2008-2015, 2010, 9

9 Mo &[4 SROEOEWH]

RBICXT 2 EEIOROS - FOF L ER
BYHE EB WA A RRYSE. PNRENFE

42 E14F), 322-326, 2010, 10

RICTEEE - RS E

10) 0 EZ:lZhEFREm-oTRE LW
BREORA VM REFHRE REBEE
A< A VABEERE> EB v A VX,

Medicina(0025-7699)47 % 11 &
Page400-403(2010.10)

OCHEEE - RIS

11) 58FH, K EFZ, TZ2BEHE, fiHt
3, mORe, ClEh, sTEAE, Ko
7% : Behcet JRARIER N EETH - - 1BHIE

Bt EB A VARGSED 1 . HA/NR
FlEaMsE, 114 & 11 5, 1733-1738,

2010

12) R & [ W EERREE~D
PLEE - Ly A VR3] BFRRYYE - kB
BT AZEORDF L IREEORUNE
HIE EB 7 A LV ABEYSE - EB v A /L 2 B
MmERERME Y o SHRRERAE. /NERBE,
73 % 11 &, 2021-2027, 2010

13) ATEHBAE, ElEth, EEME, A
B, fat, o 7 v ABEEM
RERMY S ERREKEV w5 VAHS.
BEER & VA VX, 39, 61-71, 2011



E1. AFBRFEZRE
(ERX#R-CT*MRI)

E2. FDG-PET




3. & #

[HERR]
BBUTI=/ BN 2 /BRIZEBERT in situ hybridization G ¥ OB #a

(¥R &< —h—HRir)

CD2 91.7% CD3 48.7% CD4 23.9% CD8 27.4%
CD19 6.9% CD20 6.9%

CD16 46.3% CD56 47.8%

<3/16 @it >EBER-FISHZFHL\/-FACSETI (R TEBEXEANE L)
EBEREE {& #888(%CD3~, CD19-, CD4~, CD8-, TCRa 8—, TCRY 8-
CD56+, CD16+

[EBVS /L]

CD4  2.79 x 10%opy/ 1 gDNA
CD8  1.68 X 10%opy/ 1 gDNA
CD19 2.75 X 10%opy/ 1L gDNA
CD56 6.42 X 105%opy/ 1t gDNA
F DMt 1.72 x 105copy/ 1 gDNA
SYBERT 3.00 X 10%copy/ 12 gDNA

B4. EBV Terminal repeat®clonality fiZ#T

kb) (kb) M 1 2 3
13, 1— 23.1—

9. 4— 9.4~ |

6.6— 6. 6—

4 4— 4.4~

2.3~
2.0—

2.3
2.0—

Rk T U MIAY ]



K 5. BHERIDEB

AFOAF+CsA Bkt

ESCAP 113—X ESCAP 20—X
L-aspfRH 5
VP-16 VP16 VP-18
L~asp W L-asp
W PsL i
o EREERET
Pentamidin* MEPM Pentamidin ,‘
CsA tmg/kg div
: ~CSF
MMRERD fMEH I
mepBm Y mAPHmY

ESCAP 30—2

VP-16

h L-asp

6/22
BMTEH®IZ

L

2/19 2/26 3/5 3/12 3/19 3/26 4/2 4/9 4/16 4/23 4/30 5/7

EBV# /L (105 copies/ it gDNA)

PBMC  3.10 2.55 0.24
Bt 3.00 4.21 0.15
CD56'(%) 47.8 50.3 72
CD16*(%) 46.3 43.1 NT

X 6. BakiEd

Flu/L-PAM/VP-18
1 locus fnismatched
BERF—

2MGvHD

5/14 5/21 5/28

0.15
0.10

38.9
204

B e

EBV load
(10%5 copy
\__ {ueDNA)

@ Eit
__EBV load

.




F1. PREFEOMEKE v —h—fRT

(K]
CD2 92.8% CD3 24.6% CD4 18.0% CD8 12.4%
CD19 0.6% CD20 0.47% HLA-DR 69.2%

CD16 71.4% CD56 80.8%

(#&E]
CD2 91.7% CD3 48.7% CD4 23.9% CD8 27.4%

CD19 6.9% CD20 6.9%
CD16 46.3% CD56 47.8%

€5 UMZAY )|
CD2 68.2% CD3 60.9% CD4 38.4% CD5 72.6%
CD8 25.0% CD10 1.0%
CD11¢c 11.8% CD16 3.7% CD19 34.1% CD20 37.0%
CD22 35.0% CD23 22.0% CD25 12.9% CD30 1.6%
CD34 0.3% CD56 13.7% # -ch 21.9% A —ch 15.0%

=B OB LT AL TNKHREIZH T H

F2. KN

(k]

46, XY, add(15) (q24)[1] / 46, sl, =17, (19;20) (q13;q13), +r1 [11] /

47, sl, +X [2] / 46, XY [2]

(##&E]
46, XY, ~11, add(15) (q24), +mar [1] / 46, XY [19]

€1 DMZAY )
46, XY, add(15) (q24) [10] / 46, XY [10]



