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EB W A )V AR T/NK U > 7 S5l B4 i (EBV T/
NK LPD) &, BT B L ONKMBESE & L C,
WHO ZICH ) B SN BHET, WD 0H
BRELZWEL TS, KER, ANERE, Mg ES R
M CTHETIRENH LB L LT, BHEet
EB 7 A )V AKGE (CAEBV), FEEMEAEEMY ~
ISEERHEREE (4 B RURERG RRKE) & EAEROH 7 L
WV — (WOREECE) , MERE ) > SHEERERAE (HLH)
NZOHTIT)—I2&ETNLY. WIhbMmLEET
HY,IRADTOREX IR L TWE EIEERT,
R DOBGIZB VT LITLIRRE > 72 RREDF RN ST

/J\

Rtk S ERioKRERY v/ IEEEEE (£
SEERERKRAE)

filifg B2k JE%E (hydroa vacciniforme @ HV) 1%, 1862

A, 7T v ADKRFRE Bazin 12 & o TRNEO G
E & Lo Treis s ns?. SrNEosERs, B

FER EOHSBETIZANVRZBNKIEZ TR L,
M &%), ROFHRZE L TRl T 25ETH 5.
HNRFEIZL > TR LEHEZ D K25, BAE
JIFBERBET AEBL SN TE . 20k, BHF
$£95 (summer prurigo) /hydroa aestivale 7 & & F &
F BSOS N TE 7255, Bazin OFLR2SHV O
JFETHY, biubilid 2o &) RIEf % di il HV

W5, REEFTCIE, MEARIERE & O S BEOE 2 (cHV) EMFRLTHELCE (K1), ZoHHIE
WCHE SIS BUT AR B ORI & TRREIZ DWW CES T DODETIEHMA L 3 2 2\, HIE THEIE 22 il
5. ﬁfﬁ?é@ﬁ TNEDOENEET H720TH 5.
DU 72 o 72 D%, 19864E12KEF, e, #cH
(é5¢®m%DE7L) SAHE L2 HV & EEM) ol
, ~ PR L7ERTH LY (M 1), 20k, HV EkEE
SERC304E 6 H 28 H =31
T700-8558  Fl (LitidLIX BT 2 -5 -1 ) NS, B CONERFES HIERR, /K
LR R BE R 3 At SR B E A 5 : % .
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&, ®BE, PERAF T a0 bImE N, 19964F,
Y Y OVEINL KD Cho H1EZE 15 OERNIC EBV &4
DU NEKEESS L EERHLEY. 2F a0
Magana 5 (%, hydroalike lymphoma &\ Ji§% %
felE L, WHO 70812 HV Bk >/ b hi 5 s e (HV-like
lymphoproliferative disorder) DZFRTIHE S 7.
bbb WT E 724258 HV (systemic HV) & [
RKETDHA.

EHRIHV ST 805, BAR, &E, pEZ S
W7 VT EHFEADPSDOHENIZLALETHY, 2O
FEIE I MR A 5. RN Td % EBV (A
DRI OBADEG L TB Y, FINEM LD &
WEBV H 78 A TOBEEDSFEF TR, Thbb,
SR UV O RFIEX, 2 OMXIZHET AfE
DBIRGIEF R 72 EBV EGeA g o il i 85 232 &
MBS, KRIEZIHPTE TV,

REE UL TD EBV BARRS

19904212, EBV BE THINE ) /8O HIZ HV
FRLOEMEY ¥ SEREGISASND Z LD L 2%
STEA, 51X, &K AV & iAEl OV o
MD7-H121%, FiEIZEBV MERETH Y, BEIL
EBV &gt T/NK V) ¥ 78BkA3 72\ Z & & FERA 3 1uEm]
FETHH ) L OWFL% L CTHIZEZ D 7225, F DI
ERFC/ML, MR RO O T TV OB R
D4 T2 EBV O RIESGEIE Y TH 5 EBER

(EBV-associated nuclear RNA) A S 7z, it
B HV @ Rz [§ & EM I O %% 5 5 10%% (& EBER B
%-C, KMl EBV DNA I ¥ =¥l Twas 2 &
xR L7,

REANT S LERELSHR

FEBIEREIFZE D S, HV IEMELOH 7 LoV F— (L
FlEEeE) (K1) RIMIRE BIERETE Y 503 280055
D, CAEBV OFa#HIC HV #0395 - /K % F4E
TRHEFSRSONL Z LD L 72, bhvbiug, 2
e B LIRS BORE CFSE L, HV, CAEBV, IMEREA
FEMETE & R % \Z38RE L, 1458 CHEIFME NK/T Mgy ~
SR (R O720, RELRERE & o 7B % fEBR
L72% (42). EBV T/NK LPD OB ARY kT 4
BB R L2 BEAERNTH 5.

bivbiuk, EBV T/NK LPD |28 115 B i
%, 1) HHAEHV, 2) &@5%HV (WHO 578 D
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HV-ike LPD), 3) BUREBCE, 4) Wil @ 5s0E &
HV &6t 4 BICHET 5 Z L 2B L, U v S5k #
Wit 7t v MENT & PRI (Thik) 2475729, HV
B, WEOME A SIZCAEBY & LT—#T& 5
A, REER TR & RHRIUIR 2L 2 2 FIRL
T &7z, HV &Wl@ e Ic v Tid CAEBV &IEIX
B L7z Wkt L A B9 4 > &KL, E%E
HeR e RS SENTZEE (ORAEE) OCRE L THEB X
" WEB L1223 L7212,

REVZERET D EBV BRUVIGRY Ty bEFR

BEOFH 5L, HE HV BE ORI X EBV
B vo THIESHEIN L T b 2 E 2SI LY,
LAIMVRIRGHC X o T EBV Bl AY H b &~
EL, WHHELE N, FRUTS A5 SN G S T
B, (CTL) DOFISIZ & o TANRZBNKIEAZEE S
B LEZHNLY, lE, dEHV S E R
L, PRIZEFZ2OT, WHRIGRIILEL LS
MIFERINDFEATHIL0% FEEEHE & 2 72 D FERFR R
BHPUETHD.

—7J5, @R AV &, yo T Mg & of T Ml
BRI HG, 209 5, yo T MKLEMNT HY ©
TRIIEHTHEH, «f THEY 0— EE HV
(&, FEFED R, RASLEREIEDH 1) FETH
AL (M1, 3). EMEWREIL, of THilLY o—
YENEITH ST, A S =%MoYy oRERT T
v NPHEET L. oz, HV FEEIZIE~ A - —
% vo T AL LR L TV 555, MblEes 213 o8 T A
MEHEL, EELEHRIEZRI L T2 IHREEYRD
b (REET—%).

WA RIFIED 5 9 2 E(GFeEF AR & iR

EBV BT Burkitt V) > 2 SHE, &g NK/T i
Jay v SR (K1), CAEBV, SlHEEAS A H I 5
a2 b o THRIETAH. EBVIZIZEALDHEADOBY »
INERIZEAR L, 0P S8 MU GRS E Wb LT Tld e,
F 72, EWALREOEWVEBV 7% 4 THHEET LD
FTIE R, BT 28 IIE EBV &G T - NK
IR % PERR T & 7o WMl & A OB A5 SRIE S I TS 5 & R
ISERE DT H13TTHS. EBV T/NK LPD &
#® HLA DNA #IZ BTk HLA-A* 2612 £ FEH%E
B 51, HLA-B*S208HE MK & /N 5 Ot
ERH LN, FoHOBRIISINTBLY, The



77O EBV B T/NK EJE Y > 7 EERHECRE © 5 K IR

HHE HV £ 5% HV/HV# LPD RIS BAE
EBV yoT il vo/aBT Hika NK #ifa

“w

aBT-BfL

(mr)K

IR HY, 5T HV, SOREEE O R 5 & BRI R

HIE HV (3 EBV B3k vo T Mg, BUREMBOE X NK Mg 20345 s. 258 HV X, of T MBI v T Mg AT O
T ), af MIEEMEIZTHARTH 5. BOHBBE & 458 HV BEOFRMIMAIE, 7 X — VR 2 /3 5 KED) > 738k (LGL)
BH O, LIFUIRMIRE SR & 727,

B | NBAREEE WERAEE  BHEBMREBVERE
(KB EZAILE)

PSL5-15 me/d

mlls s == e M

.VAHS ' . Nasal Iymphom‘

HVfIike eruptions

1987 83 89 90 91 92 93 94 95 9% 97 93 99
Age(?) @) () ¥ a3 a4

2 EBV T/NK LPD OEEEANRY T 4
R, BORGEMOE, Bk ASEMERE, HV, CAEBV, 881 >l 2 586 L7296 CUEILOER LW ).

MO HLA & EBVHIE LY b —=7I2oWTH RiF% EBV JEEALD ST A H = A LIZDOWTIL, EERET
B, DOF —FPERBEINTVEY, BERT AT LHEMART
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EBV &%

&

BIEREZNEE ]
(FEF7oT7E ) > INZREIER AR
K C £78) Tpe—
IES1R2F19Y yoT BHEM (aBT) :
Z1t - BT R ELICERRE
DDX3XZERKLK E
aBTffﬁL
N B Bt
S— Ko\ SR EEE
i . 5
Jkgi xi B.’ﬁﬂ]ﬂﬂ
R
SEMIEEBV+ T/NKHRAC

3 EBV ¥ T/NK LPD OJikE (i)
W7 V7, HERTHE, BEREENETREE D LI,

X BRERECE ]

EBV k75 T/NK Mg ORISR A U, JEEALIC B 3 2 A i 742 52

&, ANV ZAEBRIEESWIER LT, mEREISE T L oo, RIS M 5. e il i Sofilig it & n
72 EBV BHsilifaid EBV B L ¥ b — 72 B L, 2RI LT, BRI LWEENSZERL, LIELISMEREAEEE 2R S
. EBV &Y 8Bk 7y M, B ETFHREBRETLIIDOEEZONS.

DIEBALET IR S L 0. & 5D 7 Vv — T3,
HLH % #8103 2050 & Sek g 2% (XLP)
\2 B 17 5 SAP (signaling-lymphocytic-activation-
molecule (SLAM) -associated protein) (XLP-1) &,
XIAP x4 JEF] (XLP-2) % &L, EBV &4 CD8+
T Ml o B gl & TNF-«, IFN-y EAIZL B~ 2
077 — ViHHALOFE 0—ik %2 #iE LY. KET
&, 7Y 78O T/NK #ifafl CAEBV Tid7: <, Bl
fa#l CAEBV "FHET 50, TOEMETERL LT
perforin, Muncl3-4, Muncl8-2, PISK, MAGTI,
GATAZ2, CTPSI BInTERNHEINTWLY,
BfE, "7 V728175 EBV T/NK LPD 2B\ T
BLY Y — LENAHED SN TWD. T TORE
T, germline mutation THD T % 5 EL AR
RO TVRWVA, WO DEE LKL R
PHESNTWS, ZOHFT, RNA N B —Y#EET
DDX3X BT ORI A N=ZE8E, W7 ITIIAL
B EAME NK/T Mg ) > o3E (i) B m20%I12
RO BN S, DDX3X a2 %1%, RNA-unwinding
WEVE A IS L, MR R & % L, NF-«B %
MAPK #HOEGIHERETFO L SN TWwEY, 20
LRE2GTHEEE, BRNICTFRARETH 572,
RO R H I HY, Wl #egiE, CEABV B#H
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CBWTHE L TW L »OMGEEE, RFCHALMLLTH
DF I 7 AfRNTRER D 2.

F@ICH1T % EBV BEM L EBERBINE

B# O EBV &4 T/NK ML, R ClEEk
BYIRETH D, BERELGFIIER SN VIO
JEIRD Z &%\, L L, @58 HV uofl @ suE
T, NI Rflsn - 77 F U EfEx &
SFIZ, BLVEEREIR, B2, ) o EE KT
B EHFIET S, EIEDBIRELRIZ BV TIEH
B OB THEIGMHALY 7 F Vv BZLFI mRNA H5388 5
n=?, Ly L, ZOFEELY 7P Vo TRy 7
Wi, —EHBOBs 2 BT SN WZ EASHBI L
72, —7, in vitro OFIEMRICBVTIX, Ty 7+ v
AR TE, EBV ALY (virion) HI#H DNA 25 H
T&7. $74bb, EBV EGMAL, FEELH A7
— FIZAZ2%, TEFERIZILEDHFIET Tld EBV FHE
AL EFCHBRE N LD EEZ Sz, Mifatk%
M7z EBV BHEMEALIZ, in vitro 128V Tid TNFa i
MTHFEINLDS, invivo (2FF) (2B L FEHEL
HFIZDOWTIER DY AD TV AW, ZOfEEREIE
A HV L B EUE O S IE RS O REETH 2 & #
Zonhb (K3).



o0— e THBIL )N N7 B8R

EBV &gsifilao 7 1 — Vg I21E, EBV &{5F TR
FHI ZER L LAV S NA, 7 u— R
DA, TR O# D) K LECHEASE— D728, TR
OB TR Oy A APE—THHZ L 2FHL
7eHAETH L. THIREMNHOWAIZIE, THRZE
BT FERERRNL 2 & Tru— VNP HET
» 5705, NKMBEGEOEEIIE IOl EIIMER %
v

0 — EFTRER TR, EBV #f5F TR 2 1
LL7HRAETIIE— 70— 2 Th LS, THBEMIC
bbb d, THRSHERRETHERTIZr o—
YO SN VIEFSREA SN ZOREHER
B5L, EBV A% »/SERRAERMAR I &G L, 5] &6
& THERE, NKHME~OGED5E & T 2 i fe % R
B35, BAEEThOT 7V — LENTTH F O %
FTHET LTI PELN TS,

SOBREARED A DFELL & AREE

bivbiug, ik LKERE X ME L 3 2 R EE
MAEZEL, HV 213 Lo & § 5NV RARKIE
ARTERE OKE, HAAVSA, WREE R E) O
EERZWNISH LT 2% R RS 1 1308 X 72
WIHWEBIZ O IGHRET, HRSERETH UL
2, 37 HigEDEETH 4. EBV M & HI & 3
% EBER ft i OB & FEFRAEEIX & H1290% LA 1T
HY, BWRIKREL LTHEHTH LY.

B R FEAE I BV TUE, BHEZ O H EBV DNA #
DEZS —1E, BHiRY v EORIER T RT 20k
ELTEBEN TS, F&it, CAEBV OZinyMHt
& LCEBV DNA &2 RIEIE S 7z, HV I2Bw
T, BF MmO EBV DNA &3, ZHcB Tk
HETHLD, EFPHRETFHT LI LIETE WY,
LA L, BBRZEWS &2, MiEkE 4 L 51 T EBV
DNA &% E&ET 5 &, HV LBl EEiE R E oIz,
4% D cell-free EBV DNA 254 2 /R $HEBI A A &
N, 20X ) RRESCIIIMERE EREEHEAIFZ AL
Twiz., $74bb, IS EBV DNA I ¥ —$sgi§
BT, MBRE B 2 &R 5 M A
LML, ZOFEE FRITE A2 REEAVRIZ S D,
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X

77 ®EBV B T/NK J2)# 1) &/ SRR - 5 R

EBV B8:& T/NK LPD QEMIET IV

FERR IR FER R B M 2 SR EE IR I 9 2 7260 121, AMllaAR,
BWETVENETH L. BE, 48 51E, e b
bt~ 2% T CAEBV @ CD4, CD8, yo0T, NK
MBI 4 % 4 TOETFIV~< T A%RBA L, HiiEE
FORAZ ) == FHEIEALTw5%, L, HV
B BEE OB E TV AEAE L v, SR8
HEGT R0, WORNC X 2 — Ul 7 & % il A7 SEBR
OB EETH Y, KEAANOHETH 5.

SEROMADEE

HV (348 & CTHi 7 e B CIEBIEREDYEE L\ s, b
ONOHEIZIIZIREDKFESH 1, RIFLMI
PO OEREZMEPRE SN TS, £D DNA * H
W R X 7 AT AED S, BRI B
5 EZZ LN LEMBERI N ESN>DOH 5. EBV
B NK/T #lifg ) > /80 (A1) TRt s h7ae R e
OIEEATRIE SN, HABREDN S5 S NI HIDS,
FE &0 R 2 B 2B b o T B T RS
H5H. TNETEBVH 751 7D DEMEALERIZ A
DAEH SN CTWiz2%, & LA, DDX3X #int%
R e AR S 5 & S0 e LB o B 7 A L A
FEfEE HLA BOMAGDOEDVEED D LNz,

Bazin Oit#i2> 5 150FE DK ZE % M 2 T, HV OKK
EIREORONHZ TE& 72, 6L LEFNRIZBIT
BEMT R Z Ok i E N STHREDRDL Z L 2R
T, BEZARBE LR T — % 2 RIIZEE L 72w,
COMHDONEN, 20184 4 H 7 H DL O [ IR R S5 i
RO T —~INELZ DOTH D
) i

WEE TIcH 720, FLFEBFZEE O WARBHEE  (1RFEE KR
JERL), SFHEEEL, =B eA (RIS R 12
Wz LET. ARG, HARERIGEHFEREMITsEE - HiG
PR FEHLIIZEEE © 17ek0109098, 17ek0109124, J& A4 57 fyF
SRR 4 - AR RBORIFSEFE © H20- % (HF) -
—%-016, SCRFEEHMF MEXT : 15k09744D W% % %17 7.
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