(EEDBLE )

EBYUATAT 5645772010 [EEDEYE] 93

1S MEEENE EB ) A JU A R SE

Chronic active EB virus infection
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BB EB 7 4 L A J&4eE (chronic active
Epstein-Barr virus infection ; CAEBV) (&, &% % 72
VS DGt HBE (infectious mononucleosis
; IM) RROFERDS I kG L. PUEB 7 1 v A$L
HOFFE RNy — 2 E T A5 E LCES
Nize ZOREGIOZERICI Y. T ORI & B Ef
TEZ WA D7) EmEEIT L) REIHEDRE
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WEEDHEAT SN TV DA, WELE TG RAIERL
GVEDSIE S M7 TR IFE V. TE TV AR VWO AH]
RTH s,
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EB 7 A VAIZ7 71 #12% > Burkitt V) > 78l
KORAEY) Y ERD D 1964 SEITF L I N7z p A~
WRATANVAHFRHIHE IS PAVRZAT A
VAT, BIRO AP DNAY A VATH Y, Bk
BYTIITE Y — A ) BulkiE 2 & 5, MR %
AL CRMHEE Fz Ml & B Y »osERICEge L,
HEB ) VOSBRI RIEG L SRR 2 &2
WAL 2, DAETIE, KEEAVNEII &Y
L. EB 7 A4 VADWEGIABEE IR T 5 008
ZEAETH DY —HEOMKTIZIM Z2FHIET 57,
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JERGAER D IENIT L IMBIEDORE AT 5 &
SNTwWb,

—Jiv EB7 A VAT MERT DAV RAY
ANVATEME—JEEY A VAL Loz,
EB w7 A VA DOESFEMICHES 3 2 M0, B
(Burkitt V) 23l A fL ) 2 SERIEHE 5
Hodgkin V) > 8Jif) . THllE (5% T/NKY ¥ 23)E)
FRz kA (WHEE. B R LBk,
EB 7 A4 W AKHAR IS B 2 RIEREICIEF T 25
)V« %5 — (natural killer ; NK) #liji & 0 i Fi 224
THIBE A LB 2 - TW A, HtkfE s L
T, =oRa—7% 287 Toh b gp350 1203 54
EDSPHPUR E 20 FHRGERI i ORE Z L T\nb,

EB 7 A VAT 2 RERFICLDHEMT,
CAEBV & O E R DL LT, XHEHY ¥ /3
HaGHAE B (X-linked lymphoproliferative syndrome
; XLP) 2% % o XLP &, 1975412 Purtilo 512X -
THE SN, EB W AV ARG 72 5054 12K
Moz B3 2 0ERASIET, BRORIFIET S,
1998 4122 O 5 K5 1% SAP/SH2D 1A & [al5E &
72" XLPIZHERET ULIE LISEIER 2 IM. Bl
FaVEES;, BE a7y VIEZD &I §2 &8
B TH Y. CAEBV ORMERELHEML T2
A%, CAEBV Tl SAP/SH2D 1A #Efn 1122 B ik
HOHENT, XLP L IO ICR L RETHL L%
25",
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2. CAEBV DEEFRAYSE

CAEBV (3121 T 51 > IM kD i IR A5 10 1H]
e 9 5 2 EAVERUT, JEEk, IFIUER, ) >N
REEHEICAST, BRN=ZEHBE DV LY,
ZOMIZ B 5B BOEEUE (heypersensitivity to
mosquito bites ; HMB) (B 1) %2 &SR b5 2 &
%Y, WA HWAIERIIZE TH L. KK
B 72 R R B e, FOREIRZE FHI L 9 2 &Gehs
IZHRWZ EEZHLNICTHIEPEETHD, EB
7 AV AHURI O FeH D AT CAEBV & i L Tl
Wi v, LIFLIERDONAE0EE LTEB Y
A VAR EIMERE MY ¥ 7 SHL#kERSE (hemophago-

1 CAEBV B& A B L 7 0 & Ui
WORIEBAE S KLBE - W95 4 SR - IIE R TEH L, X 512
WESE - EBHICEE L. AMEIGESSELE T 5, S8k, ) v
INHIERR, R E R COEFEROES -

cytic lymphohistiocytosis ; EBV-HLH) . 142 P il
e, YR VoS, BRI R R R R &
b CAEBVIZ MG EHIT N O OEIIED
BB EERTH ), L TPRARS RN
EERWHRT B LENH LY,

3. IRERF AR

CAEBV k%1, U v kM2 Ik 15
FERFR I 2 FOSERZE 2 & IV F ATRICEEI O
) VOSERDSHEAE LT B RS EIR A F TIEAA WY
(B 2A) . EB virus-encoded RNA (EBER) in situ
hybridization |2 T% $(® EB v 1 )V A & Yuilifia % 32
0% (K2B).

4., SHTEAE

Straus® 1&. LT ® X 9 % CAEBV ® 3 DD
HHERRIB L7,
1) BELKENFEB YA VAOMBRYEE LTHE
0. ) RERPEB 7 4 VAU, 7 A VR
717 KPiE (anti-viral capsid antigens ; VCA) IgG
WA LD 51208500 B, Pl IPi)E (anti-early
antigens ; EA) IgG 234 7% { & b 640 5L LD L <
3Pt EB #Piit (anti-EB nuclear antigens ; EBNA)
MW2REE D B wIREN 6 7 AU LFT 52 &,
2) MEMEMI %, BREE MRS 2 EROMEK,. &
EI g ) o8 g, BIET B4 BB K &
Vo 7z ElR AR OB ORBEA I R H B 2 L,

2 CAEBV . @ B2 8 A AR L

A HE ¥, ZTICRA%OMNY SRR M2 20 5,
B : EBER-1 i situ hybridization, [ FIZIZE L7z Y 8BRiFIZE AL
EBER1BMHETH Y. T4bHEB YA VAEGMILTH S,



3) BRENTHMMMOEB 7 A VAN LEHAT LT L,
ZDH WL OO T I —THh SO S
AR E N TV B2, Okano 5% DLWk % Jk
LT, FHEODPMFEANEBED S EB 7 4 )V A KYe
SEMFFE4S (http://www.ebken.org) 72> 5 [12 1% H)
PEEB 7 £ )V 2 J&GE (CAEBV) #ZWifast ] 432003
EIIRFEEIN, DAEETIZZ OBWIEEIC L7205
T CAEBVOZMi# 7o Tw5 (F1)s LLAD
52 OBWiMEZ 72 S RS, CAEBV &% 2 5
NBIEBIDIFAET B 2 L b HETH 5,

( 1. CAEBV DREF I )

1. EB 7 1 JL ZESEHi {44l

13& AL ®D CAEBV ¥ T VCA-IgG & EA-IgG D
HCPURET S 55 A5, Bk O Straus D 5 W2k
#IZH B X 9%, VCA-IgG = 5120, EA-IgG = 640,
EBNA [&PE & v ) 5 RTOLM 272 3HEBNI R 5
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N5, FIZ EBNABREEIZZNITESL L v, £
7= LIRSS & AR IC VCA-IgA R° EA-IgA Btk % & %
BB,

2. KM D EB A1 ILAE

VT IVE A A PCREZHWERETEB VA )V
2w PET 5 L. B O RN M Tl A A Bk
(peripheral blood mononuclear cells ; PBMC) T
EBYANVAENEMHEZ L), BWEEIZLH S X
I1210” a¥—/ug DNALLEDOEB 7 A VAT )
LHBIMEN D Z LS, IsEHOEB v A4 v
ADNAZ, FHNIERELTTHLILHDH DD
PBMC & Ifi4EH o EB 7 £ )V A DNA 2 ¥ — KM
32" 72940 AL ERo BEEOMRE
AL, PEEDOBEZIZHR2 DL EOEIHE X FE
OEATREID 7A NV AENE, FEIZPBMC I
BIFB7ANVAEEDBRIZE W TREMEICHE
ERRKTH 5,

F1 BHEEHEEB 7 A4V 2AEGYE (CAEBV) ZHifast EB» 10 2gguiehises, 2003)

1) FBei & 5V IZFEFE T B R GE HAE BOE IR

2) VCA. EA¥UIRMliE At % 1 9 2% 72 EB 7 4 )V AHURBUS F 72130W M (SR 2812

EB 7 A NVAF ) AEOH
3) MBS LB ORB L IR 2L

DEDIHHZ AT &,

*FFEB LIZLIZEB 7 A )V A MERE MY o~ 2 SHERERRE . 210 THINE - NK ML) > S amiphe s/
VUl EDORER A D —ERNIIBANBBAE R EORBIREE E DRI,

i S

L RSV AEARIEIR & 1%, —MeITFESh - ) 2 SRR - MR Z &2 S5 MR T, (RRePEHAE 15t
RIICHE SN, LS. R, WPEr. MR B & 5 VIR OIS OHEIR - 2 (S8R -

TR 2R BT HE 80,

2. VCA. EAPUARMEEE & 13— 12 VCAIgG Hufkdli 640 f5 L0 F. EA-IgG ok 160 f5 00 LSO & oD H%
LB AT, VCAB XU EAIgAMUADSS LIZ L IZIGEE %2 5,
3. B OMEE. HILOITIRD 2D T OEBFEMEDHAITAE TN 5,
a) JHZEHLME (B RANIM) @ EB 7 4 )V 2 DNA, RNA, B#EHEB L7 a1 54 Ok

1L.PCR¥ (&R, M)

FRYIMIC BT B BB 2T 7204, —I21025a3 ¥ —/ugDNA L LSO L DD HE
b, ENOWE, BEATOHEE L2 ER D 5,

2. In situ hybridization ¥ (EBER 7% & Ol &E)
3. HOBPUREEZ & (EBNA. LMP 7% EORE)

4. Southern blot % (& EB 7 A4 VA7 aF Y 5 4 OHiF)

5.EB 7 A4 v R &G R o [H) 2

FOUPUARE, SREMRRL I 23~ 7 Ay PE—XELR LI X KM~ — 7 — Bk
Ml (BMN., THNE, NK#i, Eik/ ~r70 77— J/MfkEke &2 gk &
EBNA. EBER® %\ X EB 7 4 VA DNABiH 7 &2 A G HETIT) o

b) FZEHLRR O HR BT~ - 31 AW S R R

1. — MR 22 5 BLRLRGIT S
2. Se L et
3. Bt ko hr

4. (=T EMRE (RiErn ) v, THiluS B kAR L)

o) SEFRIIRES

1 — e 22 Spse At G o0 [ NKGHINis ] - Bifk - itk - Aiillaskngz &)

2. KR§IfL~ — & —53#7 (& HLA-DR)
3. /MY A b AL KR
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3.EBUAILAO7O—F)F 1 ELBERE

WAy CAEBV I BEDIZE A EIZBWT, EBY
ANVADE =3I F V) E—=MIE/ 7u—F)b (—F
AV Tru—FN) 8y —rERTE Y (R3),
F7o, RARREDND B BE L VB THIRN 2
BB E T ANV AFN R LT 5 & kel #
WCHEEEZALNEVLOD, FOKREOD 5 HE
BT LD EEEIEVY, 25 ORRIZ CAEBV

#(P)—

JAILZEEXDDNA%RZRD B
(£F/770-FW)

X3 CAEBVAEHICBIFAEBYALVAD
¥ —3IF 0 ¥— MEN
CAEBV BHIZBWTH—ONY FROON, ThbbH
/)7 u0—FNEREEE RS NIZBEEa Y be—L, Pi
BEWA, P.CREEI Y br—LE2RT,

PEIHEL VW) X D3 LAY vt Tdh
L5 ERRETHLEOTHY, FEBE, CAEBV H#H
U LISRGE AN ) v oNE & v o 2RSS
BshIEDHDHY,

4. THRRE & NK fHiREY

F72% EB 7 4 )V A &GRS T Hle TH % 2.
NKHMITH B0 &0, BRI E FRIRZ
%, EB 7 A v A KGN F 1475 CD3 " filfa o 3
Al THIERE L, S 512CD4 Mifle & CD8 Mgz
¥ END, EBV-HLH TIid3725 EB 7 4 )L A%
PeifLIZ CDS ML TH B ENIFEALTHD,
CAEBV T F12 CD4 #ilalZ EB 7 £ )V A28 &Ge L
TV ZENLn? (B4), FRIIEMHLL 7 TH
WCEDZLDEB YAV ABYSHIIE RO b b,
CD3 %2 CD16" % 7213 CD56 ML EB 7 £ )V A
HEGE LTV A AT NK R & 0 s n ™,

T CAEBV 13, ##k & VCA-IgG & EA-IgG
DY AT N Z L TH 2 . Thid. EB
TA VA EG L7 TR SIS EAL L. v o —
70y, IL-6. TNF-a 2 EDORIEHETF A M A A
VRPN U7 R, B S & AT SR &
NaEEZLNTWSE Y, —J NKM% CAEBV
(&, HMB. KR Y > SERBGINGE. IgE LAl £
HWZ EDHMTH B Y, EB YAV A SEGSHIL O
FEEH N2 ET 05 L bMETREHAD
OEDTH b,

cD19* CD4*HLA-DR" CD4*HLA-DR* cD8*
0.3% L 20% 63.4% L‘* <0.01%
@” v
p ' . riniiye
P i . L ]
l"Q/ - ."x."h.:i.' ,ﬂ,‘
T _"/
&6 ¥
\. /‘ ‘ . 4

X4 CAEBVEE®D) Y RBREHICEBIT 5 EB 7 A v A &G Hg

BEEMIM L Y CD19" B Mg, HLA-DR ™ GEi&EME L) CD4 T #ilg. HLA-DR' (3&¥:k) CD4"T #ifiz.
CD8' THIlE# ZNENWRE — X BETY =714 » 7 (WiE90% LLL) L. EBER in situ hybridization %
17o720 EB w7 A VA3 CD4 THINE, 4% HLA-DR™ (i&:1b) CD4 THIfZIC & LTI L T2 (K3 &

[l —EB) o

(4)



5. EB 7 1 JL AREZHA(C$ (7 5 CD40 & CD40OL
HHER

WAL L7z~ v 8 — THilgid CD40 Y %~ K (CD
40L ; CD154) %3 L. BMilig ko> CD40 & &6
T BMiEOBGE & 53L& BT %o CD40 (35
36N ¥ (tumor necrosis factor ; TNF) L+t 7 % —
773)—0O—BTHY, EIZBME. BIKME, <
ra7 7= %I LOLT LPUERRMNE L5
TLWRES 87 TH B, — T, CDAOLIZF &
LM b L 22 THIRRTHRILL, TNF 773 —IC
J&9 %", CD40L 75 CD40 ~K5&3 5 &, CD40 45
THEEL, CORFIMRBESY V7 ETH A
TNF Lt 7% — &4 W (TNF receptor-associated
factor ; TRAF) #5CD40 OHiEN K X £ » & &84T
LD%FHEST DY, CD40 ~BH X7z TRAF 13,
NF-«B & AP-1 Z 5 LG W 2L L. A~
BATSEDH A7 — RIS Z BT 5.

EB 7 4 Vv 213, BMIEIZB VT CD4OL B % %
% L. CD40 & CD4OL »ILFBl# 5| X2 3%, =

HER Sk SELEFR 94%
100

80

60 | 15FEFR 41%
| smlE P<0.0001

SEATE 20% 15ELETR 19%

T T
0 5 10 15 20
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D25 FEOMEAERNE, Ml ERY 7P v e s
L TIREERICBOTRE 2 RE A T2,
4% TEB 7 A )V AJEGIZ X 5 CD40 @ CD40L Jt%¢
BIEBMIRBICOWTOATbONTE7205 EB A
VAL L 72 T/NK Mg O HE5E 12353\ Th ., CD40 -
CD40L ¥ 7" F V% T il <2 NK il fig O 364 % i
ELTWEDOTIERWREEZONRTWS Y,

( . CAEBV DF % )

CAEBV %, 13& A LEERCTREINCRMRT 2 D
DS EEIHETTLLIDETEFTEETTHILA, —
B TPRRIEIARTH O P OERI DY 4.3 4D
FHAFIB TRET 5 Y JERBLHTH 5 A,
EMEY VN, A4, HLH, (OAE, I LEES/
B REDVEETH D, PERARKETFL LTI, %
SEAEBAAY 8 e UL b FERERE D ML/ AT 12 % 10"/ 11
DTFTHharIZENHITFONE Y, T THIKEIE
NKHBIZHRTFPEARTH 5 & SN TV DD,
BEHIMICImE O FHICKE REE LW (F5)Y,

NKifia 2y
100 SELEFER 81%

80
15FEEFER 49%
60+ THERREY
P=0.006
401 %E_L%Iei
20 o

SELFE 49%
15F4FE 23%

T
0 5 10 15 20

EEE | mopag125 5 E

SELTFE 65%

MR 275

SFELTFE 39%

0 5 10 15 20 &

5 CAEBV #% 04 fEsfiht
A RBE (806, B ESMI, © : FIERERE. D © Wi I/,

Kaplain-Meier 12 & 2T % 7R3,



98

( V. CAEBV DA )

CAEBV OHEHEIT W EZHET. L TR v, $T7
ANAE (Tyral, Fryrzub, E¥55¢
V) SIEEHE D (IFN-a L IL-2, y 727y ¥ kK
mAE) . MR, REWHRE (AT a A .
B ARY VA Bl SFEERBFENRA
LENTVEA, MREATITH S,

AR, CAEBV ICH R = i6HE L LC. & &l
BHSHE SN THE Y, BiiZZF-BETYA
VAR L. 6T RS H DA%, &I
N hi L 72 B ORI LB O THI S S b %
ELERRERDEATYS 2D, $XTH CAEBV
BECEPEINDERETIE WY, Sk
OB, ST EEH] R OF FAL A BB DS
e\ g EORE SNIEFICBWT, ZEI N
EThbo HHFMEL DO -BAMATLE (reduced
intensity regimen ; RIC) @& A2 X ), AR E A
PREDOHEZ D LL D LT 2R_ADEEITD
. E MR O BAERE B 23BN L. GHR ki
b ELTWA L9 TH2", LaL, RICOHNE.
BHOREIZOWTIZFEHAREKRE LT Y
LY APFEOLNTEL T 5HROMETHRETH %,
F 2RO X 9 ICEB v AV A G T M, NKH
Fa1Z BT CD40 - CD40L ASHfu 38 Ic B 5- L CTw»
LEDWENS, SOV T FNVREIZ DXL EH
OB HIFREE NS,

( BhVIC )

CAEBV X, EB 7 4 IV RJ&YIZ L 5 ) 5145
HRBELTELZONTBY . FRIEIAERTH S,
BRIR MO R B M o i B IS B AR 12 S R
THY, BHEEORESLHETH H05, TLAL
@ CAEBV E 2B WT. PLEB 7 A )V AHRD S
Wy — DR LT, RKEIMHPTREDEB 7 A
VA DNA 2B &, EB 7 4 )V 2 %8 T/NK il
WCE/ 70— FVIZEET DLV REBERT 5.
BRI D W I BE RS Tl e — o MR 3 i
BRI TH 225, £ ) R TRYRM R BAIHL
DFESLDEFE NS,
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