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MMERE BREERE (HPS) & F 25, MEkE,
FpgRER S, ATERE, BWERESEE &L, R
HELERE2LDEBRTHS, FORELEHE T
HEERELEENLTY VBB XU~ 70
77—V L VEEINTEYA A A VIED
HBICh-oTwi EEZOLNTWEY, 205 b
VA NWABPIEICEHT 5 b DY A v AREE
KEREREE (VAHS) ®idh, 2T Ep-
stein-Barr 7 A4 VA (EBV) 12X 3 b DIFFER
REadnTnz?,

T4, EBV BEIMBREREREE (EBV-AHS)
Dz L B ORISR HE I, Real-time PCR
#12k 5 EBV-DNAOEENERATHS Z &8
MEINTWBY, S, FHX L Real-time PCR
BRI XD RMIMEZEk O EBV-DNA & % &R
FICHIE L, BERERIZ D »0b 5 3 EBV-
DNAEODOEEXFFH L Tw % EBV-AHS D 1
B2 BB LIz DTRET %,

fiE 14l

BR: 112H, &R

RIGEE, BEEE: FrcdsEs L,

EEF: FH, WK

RBEE - 2000 45 A 10 H X 0 FEBh6 X VLK
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REMRIED 1 1
E f# I & % &
woth, N W OIE K
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o

AL, 5 A 11 HieHpRic ABE L7z, 5 H 13 A
WCIZ G825 A S NTzH, TS L UHE
HMCT AT IR s hoz, LaL, HK
PRI, MRS, VUMEREA B & U REREREE Y
HIE L7729, 5 H 4 HIZYUBHENABE L %o
2o

APBRRFIRAE : (A 8.6 kg, A 38.5°C, O R
TEHMERD D, B 2 & 2T, JEEI
i LR 2 B85 T 5 em filtsn L7z 28, IS REAK
DIzOFRHATH > 7z,

ABEFREMR (R 1) : RigMeaE Tlxlmek
B2 5 5, M ELFERTE TR, &
FUT I UIE, K3 VAT O — VIENED S
Nlz, MiE7 =V F EIX 3,250 ng/ml & EHL,
%7z, DIC OFTR b & 6Nz, BHRIZIER K T,
MEREREHELPB R S N, HEBEEKEEIZ28% T
Holzo MR X fftrE £ O CT T, AHI iz
B Ao, EECT CIRAFEEOM, EAZ
7z,

ABrigi%d (H1) : Abttk, Mlkegf]z Tl
MEEOR/K % 120 ml BEERE, Frgelks| & LIFERk
WW#EE & Uiz, DIC #&6FL 7 VAHS #%&
L, 7v F=v oy (PSL, 2mg/kg/day),
Nafamostat mesilate, JIAEFIB LT V7 S >~
BEIC X BIBERBB L, ABREH, 7=V
F U IMFER & WEHR TOMBRERRPHER I
VAHS £ LTz, XFNVT Vv R=Varoin
AR OSWVAREE) BXUY 7o ARY VA
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®1. ABERRERR

WBC

RBC

Hb

Ht

Plt
Stab
Seg

Ly
Aty Ly

ESR
CRP

PT
APTT
Fibg
AT III
FDP

1gG
IgA
IgM

2,800/ ul
358X 10*/ul
8.3 g/dl

25.4%
2.8X10/ 1

22%

16%

3%

55%

4%

3mm/h
2.62 mg/dl

52.0%

39.4 sec
61 mg/dl
74%

16.6 ug/ml

569 mg/dl
25 mg/dl
29 mg/dl

T-Bil 1.6 mg/dl
GOT 23110/1
GPT 96 IU/1
ALP 4231U/1
LDH 1,175 1U/1
y-GTP 324/10/1
TP 4.4 g/dl
Alb 2.7g/dl
BUN 8 mg/dl
Cr 0.2 mg/dl
UA 4 mg/dl
T-Cho 64 mg/dl
TG 191 mg/dl
Ferritin 3,250 ng/ml
sIL-2R 14,100 U/ml
U-8MG 2,531 ug/l
NK activity 16%
IFN-y 199 IU/ml
IL-6 8.4 pg/ml
TNF-a <5 pg/ml
CD4/CDBratio  0.21
Lymphoblastogenesis

PHA(SI) 2284

ConA (SI) 1.1

Pleural effusion
Culture : Candida albicans
Candida #iJ5

Bone marow
NCC
Mgk
Hemophagocytosis
Chromosome

EBV VCAIgM (ELISA)
EBV EBNAIgG (ELISA)
EBV VCAIgG (FA)
EBV VCAIgM (FA)
EBV EA-DRIgG (FA)
EBV EBNA (FA)
CMV IgM (EIA)
CMV IgG (EIA)
(LA EOFHAMIE IVIG #5280 #)

EBV-DNA (Real-time PCR i)
7.2%10° copy/ugDNA

12.4X10%/ 1
68.75/ul
(+)

46, XX

(+)
(+)
X160
<10
<10
X 10
=)
(+)

mPSL pulse [—_LLL, &'

[omgaey ————

PSL[] [:!

ve-te | | |

CsA

I [ | |

Tomg/kg/day

CsA(ng/ml) 3272 196 110 88 232 79 130 106 108 156 234 150 154 123
62 122 173

Nafamostat mesilate ]

Gabexate mesilate [_____]
Dalteparin sodium [

o
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o
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@
o
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sIL-2R(U/ml) ©

Ferritin(ng/ml)

aesF ———
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T
00/5/14

T  § .-.-l
71 8/1 8/31

| B 7R S

Presented by Medical*Online



(CsA 10 mg/kg/day) #&O#5 00 FAEE % Bh
L7z, 2 HRIC RSB 5, 5 A 16 HLAEM
ROIFEIZIER LIz, FHEEREL L UHED
BRI A STz, 5 H 19 HIcAEEIZB W T
Candida albicans DG TH BRI ES N, 7
vary—n (FCZ) 2B LIz. LarL, FCZ
FRATT & D BERAT RLIESEE L T8 D, E71mEs
VYSHIEOEMETH -7 Z Lo Candida  al-
bicans DHIPER DIFA L 13F 212 < <, 2H[T
FCZ o5k L7z SA22HLE D 25D
#2,5 8 24 HX D EEDHE L7z, i CsA 32
B AT+ 45%7-0 CAHEESE % 15mg/
kg/day F CHiE LIGRREM S Sz, 2O/,
AIVAE IL-2 2854k (SIL2-R) fEB L ORF B,
suzu7lr (MG HEO LA, NKiEEOR
EBET, 4 >~ —7 za>-y (INF-y)EDZEH,
IL-6 5D k&, CD4/CDS8 o2k X f ConA
WXt %) 2 SEREERL I OB 2 ARE O i
BESNI, ¥4 v~ u7) CEKBREROD
WAREETH 555, EBV VCAIgM (ELISA) 23
e, EBV-AHS L2l L7z, /% HI
FALRZF IR AR e Rm B (RILRE
HNESHFFE R AE) 12 TR L 7z Real-time PCR
I & 2RI EREERT O EBV-DNA #1338
LT8BY EBV-AHS OFEDSHER S NI, i, 6
A 8 HicFliskic TRESMED 70> ) 74 —D
WMREITo DS, B u— U HEEiE e R 58
YRiEREDshaholz,

5H26HE D SV REERE L 7 —-ViEBINT 3
b, VP-16 0¥ 5% HLH-94 Yo b 01—
WO ICHEC TRIGE LTz B H X 0 BEDE S 1,
BEREREE 5 L O EEIITRYGE L7z, 5 H2TH &
D EMMBRE A 1,000/ ul Kl & otz itz 8, G-
CSFoffHZ1To7:, VP-16 136 H1 H2#E 1

45

HE, S5 7TA2THUBER 2BEBO®RE L L
720 PSL 38 L 8 A¥IA L U 3 mg/day i THE
Fr 5 & L, CsA X8 A 8 HLEL# X 60 mg/day
(7.5 mg/kg/day) Tkt L 72,

7T ATFANC I ATRERE, ME 7 =) F U fH, sIL-
2R i, K /MG {HIZIEH AL L, BERAY W iR
BE L olz, TH21 BIZ{To7: CD4/CD8 kb 1
0.21 2» % 2.10 12, NK#EH1Z 169% » 5 68% 12,
ConA 2 &%) »/SBRFBRALAOG D S.Lid 1.1 »
59531 FRLU7z. 72 INF-y 1 199 IU/ml
5 0.210/ml iz, IL-6f# ix 8.4 pg/ml 2> & 0.8
pg/ml & T L7ze 7 A NV AHAMOMRE TIX
ELISA o EBV VCAIgM (+), EBNAIgG
(=), FA #=7Td VCAIgG 80 f%, EA-DRIgG <10
f&, VCAIgM<10 %, EBNA<10fETh o7z,

LAk, B s AL, sIL-2R {EDOBERE FEHS
AoNTH, ME7 =V F EI3 7 A 27 HRARIZ
100 ng/ml K TRBL 72, L LE2 TRT S
& < Real-time PCR #%EiC & 2 RIEIMEZERF O
EBV-DNA EOEEIFHE L, E7 =V F 8
e RRAT R & ORERED A S Tz, CsA % 10
H25H X Y 50mg/day, 11 H3H XY 40 mg/
day Wi L7208, BARFTRB L UOMmE7 =V F
MERE LR AN RN T2, 11 A 7 HICHEILK
NI FE R € EBV OB OME %
ToliER, EBVIZFICB Y v SBRICEGL T
W3S ZEBS NIRRT,

1116 Hic#ll 2 L 72 EBV $it f& {ii T 1
VCAIgG (FA) X 640 iz EF L7243, VCAIgM
(FA) 10 f%, EA-DRIgG (FA) <10 f%, EBNA
(FA) <10 5= EBNA OEMESFEL Tw» 5,12
A1HWERE L, DgIskic Okt Tb
%%, 12 B 20 HBIE, FEEREASN TRV,

-

o
™
]

108

104
102

EBV-DNA
copy/u gDNA)

=102 T T T
00/5/14 6/1 7M1 8/1

T T T 1
9/1 10/1 11/1 11/31

2. Real-time PCR #iZ & % RMIMEEERF O EBV-DNA ERDLH)
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VAHS BT 248307 > 7 — bRETIE 72
BlD VAHS @ 5 b FEER Y A v A HEF L 7z 38
Bl 28 B3 EBV-AHS ThH D, Z DT HEIL
43% L@ ol 2 EDHEINTWBEY, 72, ]l
Ods2 i ki EBV BRSO 7 v+ 7 4 —
DH 7 o — U EREGE R R L7z 12 Bl EBV-HAS
DRIFITAMERET (3), HHREL (2), HHE
i (1), E5fE 6) tFEARTH-oTLFHES N
Twb, EBV-AHS #Mfio VAHS X b SEEFIH
ZWDE, EXITEYA N2 A VIE % —FRERIC
BASELERIUEETH L0, FRREROKETH S
EBV OB L: T ) vk Z2HRTE R nwic
EEZONTWVWDBY,

EBV-AHS O# & L Tl fbo HPS O H#E
EEBFICEEBRICL D, MAEEAEZ, A7 0
4 FRIEHE®RS, SV RAEE, CA®RS, VP-
16 %5 s o i3S MBFMEBEY 81 X 21H%
BiTbhb, —f%iZ VAHS OBEICB W TR
RIEDAREH D H 5 VP-16 3 ZE 3 T dH % 23,
PCR¥ETEBVICEYE L 7T Y v /NERD H ~
o —HIZEEIEL Tw 5 EBV-AHS Tix VP-16
BE5R2BBAICITONE LI N TWw3Y, HLH-
94 7 o » 22—V F Dexamethasone & VP-16
W& 3 8 HEMOYIIABE RTT > 71212 CsA %38
MU THERHRIE 2T O IREETH 508, IR
D ISFER LGS OWIIAEE & L Tid VP-16 OfX
b DIz CsA # ARG L8112 VP-16 = Filth
LIEDWEETHAIeFEZoNTVWBEY) K
FEFNZ BTk SV AL & CsA 5 O FF
HECHIERGE 217w, EBV-AHS s Z#a iz A
FE13 HE &V VP-16 05 %25, HELK
PIEDEH 2 ST 2 L 2 JERCERESF O N
1o

EBV-AHS OEESROHE W PCRZE L 5
EBV-DNA E0RRHNELHPEETH S I L
LRI SRS N TEY, INE TOHEETF
BENEMETHY, BRECZ LV EOREAS
% - 7223, Real-time PCR ¥k & 1 B 2> DB
12 EBV-DNA O @& HIERTGEL & o7z, [R5

WA R & D KA I B A% BR i 10%° copy/
ugDNA A EdD EBV-DNA 23 H & 7z & &
W IEEN EBV BHYE & L TOZKNEELH
2L TCw3, $72EBV-DNAZ2ZE=%1) 7
T2 2k EBV BEREEDOREBOEE L5
BERROHEPL FEROME W IGHAREL L TWw
b5

EBV-AHS @ B8 WTIFEBV 28T V) > /REKI
RRIL L, B U7z TV o NEROS 7 o — MR 3
FELTW5B Z EWRREOARE L SN TW»w5EY, &K
ERI TR Ef#% b Real-time PCR #iC &
%2 EBV-DNA & O EEHRSE L7z BYMao
BBERTIZIZEAEDN B Y Vo8BI EBV 3%
HELTW, ZOFEMNTY VBRI L 2
EBV-AHS iz tb U, BIRDSEERAE IR % #E57 L
TWwBHEB»D Lk, L UABGEE IS S
WHRIEEECHER X 1L 5 EBV Bigeiifass, BIE
DERNTEE LT T 3RS BOME 25
RIE7R 5%, (6o TREFIDOWHRE S D & THE
BT AL TERBREDEZARHETHY,
EBV-DNA £ % &R BIE Lo D EEIC A
BHELTWL FETH S, 4, EBV-DNA &5 #%
RrRgIcllE L7z EBV-AHS O id 2724 7% <
SHBROEFOEEPILETDH 5,

F & ®

1) FEIRRVEf#% b Real-time PCREICB IF
% EBV-DNA & 0O S E»# e L 7z EBV-AHS
D 1Pl EsRE LTz,

2) EBV-DNA OFAEL-MlEIE, 1ZE A LD
BUYANERTHD, 20K EBV-DNA 2575
fHiZ b b & FTHIRANC T ERPREE 2 HER L €
WBRHEEHEEZ SNz,

3) Real-time PCR# 12 & 32 EBV-DNA ©
EEIZ EBV-AHS OERBOE=5F Y v 712
BRHTHY, o 2EHOEEBLETH S,

FERKZ21HT-0,EBV IcBIL ToREL DBE%2 LT
WP E, YIRS 20 £ U RILKEINRE S
W ERESFO LR B IX U OsEkd /7 i 5H
WwieL &3,
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i, A DB 135 52 [E4E HAVNEREEZ (2000 £ 9

H, #LBE) wTHELI,

D

2)

3)

X 7

WO EREREERE L v A VARG, HIR
55104 1166-1171, 2000

U B M NIRRIEEBEL I B 1 % hemo-

phagocytic syndrome 12B89 2 €£E7 > 7 — b
A, H/NMEEE 6 560-568, 1992

J&# ffit f: Real-time PCR i iC & % Ep-

4)

6)

47

stein-Barr 7 4 v A O i, /NEEH0: 1563-
1569, 1999

Nowz fh: EB 7 A4 VARG X 2 MEREAR
FEMERE. HEZH LR 7 1005-1010, 1997

%j H % B : Epstein-Barr virus-associated
hemophagocytic syndrome. /)& N %} 28 :
1604-1607, 1996

KTHET i BEE 12 BRICEBE MR
$iE THELC L 72 Epstein-Barr 7 4 )V A BLEMEKE
REBEREO 161, H/m£EE 13 46-50, 1999
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