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JFEERR, NS EEEARIE R RIEIC
kI3 BT AL B A MR T DIREF A
YR LJEREORENT, 85 73 E B ALK S5
eSS &R, 20114210 B 14 H-16 B

BRBRE YRR SR R R HE O B
FRA~OT 7 a—F | % 39 [E AR
B IR B 2011 £ 9 A
17 H

BEHES, mRER. RBRKE. KA&E
Ao B PR R MR /N OB & B E
(AtaxiaTelangiectagia) {233 AR 1L B
WORNT, 8 39 B B ARG EZESR
S EES HR 20119 A 15 H
mALER., BEIA K, F4 TE. WAL TF.
OB RERfZ., MRsE., LEG
BT REBEZ. RBKE, SHE L, /N
wfE— . /NBE . & BA. Oliveira Joao
B. KA &R : RAS associated ALPS like
disease(RALD)DTE"E, 55 114 [ H AN
BESZENES HERIF— HE,
2011 48 A 12 H

HREE: THRRAUERTEICRTSE
frF2i, 5 18 B H AR B FR2EER K
£ 8 35 B AARBELGTFIV BRI T RS
B, 8 17 B B AFREEESSS
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R 23 FERASBRFFAEMDE SWFEHREE
(BEAMER B TTARITSE 2 H22 — /A — —% —080) AfF 52
WHoeRRRES (NBEER) -

TEPETEENME EB U A /L RRRYYE O 2 [E FHE (2005~2010 4£)
WFeAREE BRI
SHEBRE Bo &

WREE

BB BB 7 /VARYLE (Chronic active EBV infection; CAEBV) 1%, T #ilfa6 L UONNKHH
fei~0 EB AN ARG TS EB Y v BEFEE T, SRR AT UBUERY L DB B
BHREThHD, ZORBOBRNATIETL2HMT, 7o —MNIIAEFEFELITV., BERAE
WREREI L, —RT > /r—RT CAEBV JEFIHY LEIE DSz - IR T v — A
L. BEERIEIR, BREFT R, 1A%, THREICEUCTES. Lz, IR7 V7 —r a7z 148
B 66 BIDDHEIE A ST (BIUXE 45%), REYLAIRRIT T Mk, NK MifEA 2= ChY | IEYH a5
TOTHRDOEITFRD IR o7, i MBS TS AERNT 39 1 (59%) T 2001~2004
R (16 /46 B, 35%) LHERUTEIGBHEML TV, ZIRT V7 — B EFI COIR T FiX
32%THY, 2001~2004 EFEE (48%) LIHERL TR T LTV e, CAEBV ORIEHRIEIXIE M
BRETHY, E MM OESR I EOBEES OBEMD, PRUCEICEML TW1DEEZD

i,

SyHRRTSEE

AR NREFRYES Bo 72 (#E0R)

W AmrsEE

VERRET I (BhEO | EEFHIZE (EPIERAT) |
DIVNTEEE (RERD) | BEBCERh (MESER)

AT A Z (G0 RS 2 1T A AR/ NEFE

AFFSEE )

& MBI BB AL A YL E (Chronic
active EBV infection; CAEBV) i, T #faf &
ONKAHHfE~D EB VA NVAREGCE S NEE
PRV HERENE T, BUE RS CHEITLEIER
LR DEREHIRMERE THD, BEFILELLT
INEOBERYOEFEFERBIERTHDZ
EMD, ZORBOFREMHA . TBROBRIL
BEBEANCESTH, Fio, LR IE > THIR
DTEETHD,

i€k, CAEBV 1dboniE, #E. 681 6%
BEREFINS BN, T, I—ry/nbIE
REBEOBRENLINIILDTEY, HH
Y BN TS, OETITK 20 ERinD
BULCHFSES AL THRY, FIREICh 2 EL -~
bR AT =T R EEEH-TNATD
b RO BRITEBRNICLEDD T
AN

AEIOWFZEIE, WEOLE AR R i
L. IBETHROEIZHOWTHEIL, LEZ)




IRIREFEZ AN THEEBRIE LT,

B.AF RS 1

ANRBE BRER, AR H S EMERL A x5
12, 49 2000 OBERNZT o — MAEZE AL E
KL, BIER B IO W R R, MR, BT
DFEE, L4, BRAICOWVTHEZELTH
bV, CAEBV BERAERNEZFHELLESH L,
A EE 2005 ~2010 £ E O —RFET
CAEBV DFEREHY LEIE DI T fEFRIZ IR
T =kt L, CAEBV DEERIER ., #
ERUE. PR, @, IRENAE, TRIZOW
TRHRE - BE9 2,

(fwEE ~DEE)
T —MRAETIHEERA T T TES
ELEBE O NEROSFHERUELT,

(OR5iE m s

ZIRT A= iE LTz 148 il H 66 filh D
BIE %157 (BIYER 45%) , HEBITE 36 4
T30 B ThoTz, FIEFHEIL 1 R~T76 3%
(22.4+18.0 5% : FIME 18 %) Th-oTz,

1. FIERFRER

3 E BRI (B B M B OB E
mononucleosis ; IM) FEAENR, IfLER & & E 5
£ (Hemophagocytic syndrome; HPS) 21
TeBIEITZIER 41%, 24% Th o7z,
2. ERIRIEIR

B R IE R CHEE OB WL OITREE (86%)
PEiE (58%) , AFRER (55%) , Vo /3K
(42%) ThH-oT=,
3. RFIE - & OHE

BEFIE - A OHELL TRLED-T2D
(26%) THY, LLTEMEY & (17%)
BE (15% DIETH-T,

(Infectious

I% HPS
\ BFE

4. PUiAAf, DNA &

PUAMIZEIL T, 2002 4EIZ/ERELT-2H
Bt RS- BR THD, VCA-IgG Bkl
640 fFLL b EA-1gG Hufffi 160 5Ll Eo> |
AERBDIBITENEI 34 B (52%) | 24
(36%) ThH-o7c, KHMEZEKF O
EBV-DNA £ (& PCR) ZHEAZERTIX 10°
copy/ i gDNA L~-UL TOHENZLFRDH B
7
5. FYSMROREEL T

CAEBV TiXFEELLT T HIME, FF2TL%T

— (NK) #ERZIZ EB 7 ANVADREGLL TS,

S EIOFHE TITRR G HMRIL T MfE 29 1, NK
A 22 BITHY, MHITREGEL TOAH11E 3
BRI, AR OTFHIZBETS
MRETCITFECFIT TR 21% (6 41/2961) ,
NK #ifa 23% (5 /22 ) TIHERRETH
o7z, T/NK BEREGH T 33% (1 #1/3 5i)
Tl

6. EBV EZHifaDs a7 ¢

CAEBV ClIE& M) gt ic B ra—
P (monoclona) D¥EFEA B 5, 4 EIDOFHE
T, 70T UT 4 58 3R CETSER] 50 Bl 43
5] (86%)7% monoclonal Th-o7=, FDOIZ
oligoclonal 4 #1(8%), polyclonal 3 #1(6%) T
>,

7. FELER FIEFEHIOTFH

ZIRT = RREREITOIE L EIL 32% (21
$1/65 ) THY, 2001~2004 FEEE (48%) &
U TR T LT e, ERAENGIETIZ
ELETOHMILZ 1 A~T £ (FHy 2.3
+2.14) Thol,

FEREF MR DT %I BE T HRETTIE. 20 3%
& 50 ALK, Lo FE ALY i e T
FEREVMERDFED B,

8. WIENAHK



B DdH-77 56 Bl 41 F (73%) TlLFH
ETONTERY, RERREICFERIELE
17%# cytoreduction H B THR 172 HI0FHA/L
FRIEZAT > T, (EFERIEORHE T
X, BAREA (CR) Shizfilix 3 floATH
D, ZOMIT, WO EME PR) 12 4, KRR
2= (SD) 13 fil, #tkiEST (PD) 10 #ilThH-
7o
9. EMEHHEBEE

WA H 05 H & i # M ABAE AS AT S e
FEFIE 39 1 (59%) T 2001~2004 4 (16
#1/46 f5l; 35%) &EHLERL CTHIG ML TV
770

REAER] 39 FIFRFETHIIE 6 B (15%) TH
ST, BN — I3l FEMBEITIERE
EOEAETHY, HLA —EEFR—EDOEIEDL
SIFFRRRE Tholz, BHEMEHIERE. A
i, A fLER AR DNE T A o7z, BB L.
ITFEREICESR LU, ATLEDREZHEEL
A% B RS I R DB R A HIfF LT
BREFEBIENLE =8Bl NEETS
T,

BHEOR ELEREMROZ AT TOTHIZ
BIL T, BHEHICI T MlE NK #ifaT
LR ZEITRBD DIV o7, IR FENE
BICIE. T MG TP BYMER RO
iz,

D. B

HIFERFDREAIER , & OHE, BLFAEIT 2001
~2004 FFEOFELKERZITFRD DT,
JRYSARE D F 1 Tl T Mg NK Hifa e
TRINFIEFRRE Th-oTe, Eim s
DIFEITSNTIEB OEIEHS 2001~2004 F 5
DAL L THEINL T e, CAEBV OfR
IEIR RIS M E IR CTHY .| B R

B[R] 3 I 8 M A B R D AR RO | Al A &
BHICE VIR EDRFEICLY | BHEEIE 23
MUT&E 2 b, ERERERF %I
LTUWVRWAS, & EIDfEHTTIX 2001~2004 4
EORELLBLUTCHETRIZETLTRY,
M A AR OB A, FHROKEICE
BRL TV ATREMEDS B 2 bivTe, — 7 Bl
FKIEATHITH IR AETFEL CODIEFRHY, =
SUT-BIEGNZ T 2B DO, #(7
DRFENEG B OREEE 2 B,

CAEBV 393/ NER CRIES LD EA L
STH, WRHCRESNABEBHEML T
oo WEHERT OB BB E R M ELTHHE
DHERI STz, mEVE CIXB RIS D72V VE
Bl oD, el FREEZ/NRERIZE D07 1k
a— )L CITHINE IS E % ORI Th D,
i, S EIOMHT T+t sk e
HELHY, B THROMETE, 51 XX iBHf
FELEZOTEBROBBEETHTETHD,

2005~2010 4EEE 120N T CAEBV #iIZBE
LT, 7o r—NMIE A EEREZITOREL
72, 2001~2004 FREL LRI TR T EBMET
LCRY, & MM OES IS BAR
BlE OB, FHRUEFEICEBML TWEEE
bz,

CAEBV [T ENLREE SN EEMET
HY, ZNETOREREICI>THREELL
JRREAREA 3T, 2003 4EICRBWT B YED R ST
ENTe, AHBBIOILTS BB R ELTZ R
BT A AL TITO BT LD, a2,
1BRAEAR DM EICEmRE RS EE 2 b5,
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7 A VA REYE Epstein-Barr 7 A /L & ik
YuiE. RYUEFMES | HEHFET 2 b
(B ARRYYEF=mE) , 785-790, VLA,
2011
T EREEH, BTEBE, BOZ - VIEYYE
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9) ATHIAZE, g, BB, 2
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4) EEHIE, BH OE, AJIEE, EEEY
th, EEE, BTHEAZ, FEZER, o
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HA/NRIR - 28 a7 s, 2011,

11, HifE
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=, wEME Bo B E7=UFm
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BASBFENEE M S (EHRMER BRI E )
SERERE E

CAEBV &7 /L~ U7 2ADB3 &It H

Woeo s ERIEAN

PRt % AR

ESLALE ERIT S v 7 — BT 5ERT

[ESLE BRI e o & —RFSERT - BERIRRGLIF SRS - H R

REVL YR ZEED

BT
By 1=

SR B MR R S L Y PR
(5 SRR = ARG v 5 —

MEEE EB A/ A (EBV) BEMEKRERMEY > SR ERE

(EBV-HLH) %, BYEFEEIE EBV BYYE (CAEBV) & & H1Z EBV BE
T/NK U 7 BEFEMER B R S, TEWEI NK fifao€ / () =)
7 v —F )V ¥ CAEBV L ILEOFEE b o2, EIC EBV FIR S
s LA CEERBIRE L5 PHEALZV, AEET, WEEA
DIRREDENE X HIZFE L <P 572012, EBV-HLH B3 FHH M B k%
#ifa % NOD/Shi-scid/IL-2R y ™ (NOG =7 Z) I[ZBME L. FDFEiEx
VU RATHBET A Z L 2R LT, BH%E D~ 7 A Tld, EBV B#: CDS"
T MRS HE%E L, IFN-y. IL-8, RANTES 72 EOF VA F A IMFEN
BlX# - &h/=, Z® EBV-HLH 57/~ 7 XX BMEEE TIZIER L
72 CAEBV BT /L~ R LT 5 & EBV GO NE L A
WMICEHERREIZRES Z & A R IA LRI ENT &
HY I PERRZE A e PRI 3R D b D Z & | il & AFIg C EBV &%k B
MENRTEDOONDZ L, ZOBRVWAED LN, ZHHDET LY
Z % FAWT,EBV-HLH & CAEBV OJFREMENT & IGEIERBE N ERT S
ZERHFEND,

A. HFFEEM

EB VA /LA (EBV) B #EMEKERMEY
SARRERE (EBV-HLH) X, BHEZICBT
LMERERE., &Y A NhA VME, Mk
BEEORE I ER R L T MO TEE R
B TH DN, EBV BEH T (K2 NK) #
faoe/, (Y A) 7oa—F L lhE s
9 RCEBMIEEME EBV BYYE (CAEBV)
EFUILTERY, & HIZ EBV BEE T/NK U
VBRI BIC A S LT B, CAEBV
BFEIZ EBV-HLH B&0F9 5 2 & & T

720, LivL, CAEBV MEMOREE L 5
b O ORI X E M A R &
L4 5 OIZKR L, EBV-HLH 3214 CEHE
Rk E L VRN R LRS- M
R EOIRFIC L VIBEORHIRCTE 2K
BTH B, A U< EBV Y T BV % NK
FAOWE A E LR b, 2oL H K
X RRHEDBE N AR TEBII S0 o TV
W, & ZCTALEE T CAEBV & EBV-HLH @
REEDBEEWEZFHE LTI 572010, #%F
DET N~ 7 AERE R T,



B. FFFTE
1. NOD/Shi-scid/IL-2R y ™" (NOG) <7
A

NOG ~ 7 A% NOD/Shi-scid <7 A & .
IL-2 By v 7T U bwy
AT AL 0T, EiEE L
ZWlce MEMRMBOEF IR b L
T RBEBRE~ T AD—2TH 5, NOG ¥
U A VLERE R RBERT L DAL,
E SR GERF U B E CFHE L,
2. EBV-HLH M3 SR i BAZ A i o> B fil
KIEIM L Y Ficoll tLEmRMEIZ L D B
KRR 2 A0BE L. 1~5X 10° HEia % R E R
LV EFR L, BHEGESIC, ML
1> EBV DNA & X Ok F CD45 #llfE
B A PE L, EBV BYMIEAE ORI L
L7,
3. EBV DNA O EEE L O EBV B3
BT

EBV DNA 3K & DFkEE HWCY
TIVH A A PCRIEIZE Y HIE L7z, EBV
ER T OFRBMENT L, RT-PCR 35, Rfib
SEYufs | in situ hybridization (EBER D35
&) Lotz
4. U V8B~ — I —FEE ORENT

U U NERR M~ — B —FBMATIE,
HEERE /) 7 v — T VR E A S
th, Ny~ a—)LF—tTo—H
Ak A—%—Cytomics FC500 % FH\ THE
Mr L7z,
5. A A bAA LV OBEIE

t b A MU A KRR ELISA ¥ b
(R&D Systems) & VT, <7 X i
@ IFN-y, TL-8, RANTES L ~ULZHIE L
7

(B I ~DERE)
AWFFRILEEEE N RS L T D ERT
ZEEE A, EBV-HLH BBk b

MEEFIRT 5720, ~VUFEEI
Hl-> 7= GEMNELE A2 LE L5, BER
NbH D VIR EE TR LT, ABFRICE
T 5 R A2 3CGE L DBETITVY, B
HERICL2RAEE~DEAEEBL L
WEVWA v T7xr—b Farvvr x2EE
L7z, Bk JUERRERIIEA L S,
BEOBMAFRIIHKEICEHEIN, &
W EBRIZFB VT, BV EBR RS & 5T
L. 8 EZEOBE» L+ EEEZ L
7o AHFEIXESLRE BRI T & —
BLUOENEGEM T OMEBEEZESR
L OEBREMEZEESOERRER/ TS,

C. WFgEfs R
1. EBV-HLH B35 3¢ EBV &Y T fifa o
NOG = 7 A~DEE

4 44 D EBV-HLH FBE A if. B Sfe B A% 4
faz W CE 14 BIOBEEREZIT- 12 &
Z A ETOERIZBWT EBV /Y CD8"
THIBEANOG v 7 RIZAEE LT (FE 1),
Bt 3-4 BFZIC~ 7 AR EBV
DNA 233 L 10°~10° copies/pug DNA ¥ T
ABICERLE (R1, K2), vUAK
RYIMLCIE CDS' T M AN L Cs 0, =
DEHN D DNA ZHHLTY 7y A
L PCRIZE VYT L= & Z A EBV DNA
DR ESNTeled, BEICBITHDLH
BRIZ CDSTHIAEIZ EBV 2L L TW5 &
Lotz (M1), vUADEEITR
BT U —BORIES RO TRE & 72 5
Te e OB 4~6 % I MERIECEIC
ORI T, MHREO A IRAIFT
RE LT, BEARETCO~T RTER
o (K3), £z, —#Ho~ T AT
VL MaREEO N R RERE NI P ER ARG 72 1
RENSERDOLEZ (K4),

2. EBV-HLH 3¢ EBV &4x T Ml 4%



Lz~ ZARMMICBITEYA S A
I

IL-8 (3#9 400 pg/ml, IFN-y 1355 4,000
pg/ml TH Y . CAEBV B#E O fE~10 f%
FREE LD CmWME% R L7z, RANTES
1% 1,000 pg/ml TH Y, CAEBV &IZIZ[H
BETHoT- (X5),

3. EBV-HLH ~ 7 2 05 AR Rk 0 ST
EBV-HLH O 4 JE 51 O A i B AL &
FHWTIER L2 BT v~ v Z O gk O
JiF fg #8 &% % A v . EBER in situ
hybridization & CD20 B¢V X CD45RO d —
BREEPITo7 8 2 A 1FIFE42TO EBER
BRI IX CD20 Bt B U /B Th
-7z (X6),

D. B

EBV-HLH fB#& H 3k EBV ¥ T Ml
%, CAEBV D& & FFRIC AN fn B %A
ORI L 0 £5 LEF R 728
FEERT I ENgholc, ZTDZ LI,
EBV-HLH 78EARMIZ CAEBV & [Afk72
EBV B T/NK VU MEFEEREB TH 5
EERLTWAEEEZONT, —F
CAEBV 5 /L~ 7 A & EBV-HLH €7 )V
< 7 ADBIZIEA L RBENBFEEL T
Wz, £, EBV-HLH <= ¥ 2 Tl3RE ML
BN ER ORI EBV-DNA L&
NEVEHCEZY, 25REOE/LD
R TH Tz, TiiX, CAEBV MBEKH
WIBMEREB TH D DK L, EBV-HLH 23
BN SEERBERTHHZ L E—FKL
TWAHEEZ bILD, WIT, EBV-HLH +
7 A TIL CAEBV = 7 R & HA~CRM M
ERY A RITARXAREL,
EBV-HLH OO TEEDOEY A M A
VIEEFHHRELTWAEE XL, &
72, EBV-HLH ~ 7 A CiIMaEpeiv g

PERNICZ O HmMERENED b,
EBV-HLH OFREHIRERE T &b 2 EEE 2
EHBELTCWDORRERLL EEZ DN
72o 51T, CAEBV = 7 A Tliddfig. it
B Z 3BT h EBV JREE T 5oV M NK AR
BRONY | KM E—F L TWi-oiz
*f L. EBV-HLH ~ 7 A Cid, gL OfF
B2 33 T EIZ BBV e B AR R o
V. EEME—E L TWaehotz, s
&R ML T T2 D EBV YL AE 4o 8] 23 F
720 TS T & OB HIFERE A TIIR
Th oD, LinL., EBED EBV-HLH R D
28235 F 5 EBV YA O FEEIL Z
ETIEEAERER WD, S 15% IR
ROfFliE C EBV EHL B R A R H S B AT
BEMEREIR WA EEZBNS,
EBV-HLH DIEAHREIL EBV E4s T
(FFIZ NK) MEEOZENSETS T
YUk~ /a7 7 —UNH5DRED
YA MIAVEEIHDEEZ LT
%o 5% IFN=y, IL-8%ZX1 9 B HiiR D&
BiZEDYA M IA NV ETIT S
HOZ YRR HIREDREREF L,
EBV-HLH (Z%I3 5501 b A IRK
DEREERZITOFEH TH 5,

E. &

EBV-HLH 3 D K14 i B 4% A e %
NOG =V AIZBIET HZ LIZL Y., EBV
B T MO SR, &A1 NhA
>, IR A 72 & EBV-HLH (ZFF
R7e B AR T LIRS Lz, =
DEF LY EBV-HLH 0TGRS fZ
B C IR R MR S D E IR T B,
F£ 72, CAEBV & OJFREDEVVH B H T
IR D EEEMED B B,
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