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R S 7o, HPSOZEREZIBIR 2 72 DIZIPLSG & il Uikis: L 7= HPSHHRE - 22572 (5] 2 fk
for L C. SEFIOIERICE O, ZHEMOIIIZ L > T, HPSOBRBEEDORKRSTE L OT%.
LWWHEDRE, £ 7 Y — AENTEIC X - CTFHLO B - R EEETF ORIER Sioo>T
DORRZID D Z LTI LT,

WF5Es a5 LNTEY, ZHECITERKOFHLE R4 L L=
- AHEE— L BRI RERE R 7 DEFTHNG ., PRFI (perforin), UNCI3D
- ZIER : BIRERKFRFPTEENER (MUNC13-4), STX1 I(syntaxin 11), STXBP2
- AR : ENIEERE ¥ — (MUNC18-2) DBmFRENRESIN TS, L
- ELHE - KBRS R R S EREE 2L, F20%DIERITIIRZF DR EEE TR
& — ESNTELT, ERLEEDI-C. ZThuciks
- BFRILFN . BILRFEFERNER < WEIEZRTEREIIRENL S TOARN L S FEERN
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EEE 44— DM JOVEENER SN A, LavL, HPSD
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ALRTAT - FEEBRFEREREV AL S DIFEORER, 72 EIHARNTER Y MR o ik 377
A = ARFEER FEL TR 0Tz,
UEDOERNG, AWFFEHECIIHPSDERE A4
A. HFEERY 1B LT, el LOVRRIEE ¢ 5 2 &

I ERE BAEFEREHPS)IE, JeRME & BRI KRS ZRfE L7, &6, FHLORREETFEZREL.
M, SRR L > TRIEL, BWEIRIBENE  FHLOREHEE 2T 28k 0. HLVHPS
SNV EFRIZE DB TEERRBHRTH D, DIGFIEORFE S BAZE L Lz,
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hemophagocytic lymphohistiocytosis; FHL) & L CZ&n L7,
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FHLIZIZ Z I E CAEEOREE R F 3 HRE
I TVBA, B AROFHLAEGD20%F2E 0O%E
BITIE, REBEREGFRFEESN TR,
AHFFEBECIE, RTZRE DR OFHLAER] D
FEREGETERETHIZEHFAME L,

JFFEMEHLHOME— DIRARRVER Ch 5 [FfEE
MmEpHfEME (HSCT) OpEEm EEE5Z
EBRTEEDBETH D, BHERBICADNDE
¥ex B OHEDOHFTH, B IRE IR
(GVHD) & A NV ARRYLEIIAE &L,
FRCEE(L L CBOERRRE & 2720, BiE
BARDOUEEEICRBIT DRKEERE TH D, &2
AHHTE IR NI L L, BEI
TEMREDH R LT L BTy FOFTA
NAGEEBPUETHD. Tihrb bl IR
THRMEPBELNTEY, Fe—FHOIBEF
12 5 —HOEEAR UIZULIER bR D720,
FOREARTITTREOH LT R E B L
LTW5, EEMZERT D20, BEERD
SIEHEIRIEPICRIT B, AV RITHT BT
U 2SERMESIE, SEAUFHN, HRERORHmO
FIEEMENI T 2 L BRI,

XGHEH Y v SHEIRREERE (XLP) 1 3BERYnY
MERAZAE &> DV MIEB Y A L A BhE MR E &M
U Lo BsEERE (EBV-HLH) \ BRI~
o) MAE, D B R ERARARHE &
I 5 AR e SR SRE R ERETH D,

1998412 % DE(TE(RFSH2D1A/SAPAFIE
Sh., EETFRERAREL 20 bAEICE
WTHDRNLTXIPREET A EEHL
PR LTE, LD LFRERH L) b,
#920% DXLP CIESH2DIA/SAPEE B FIEY
4, 20064E127 T > ADRigaud H I35 _DOE
BB {nF & UCXIAP/BIRC4%[RAIE LTz, T A
U % OMarsh 5 136K AR DXLPH A 72 (XIAP
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KIBFE) ZRETDEEBIL, B/ 7u—F
MiEERWET7a— A A M) —IZE B
XIAPKIBSE ORWHELIE LTz, AP
XIAPKRIEREZ S L7228, & HIZ3FRSBID
XIAPKABFE R [FIE LD T, HAREDXIAP
RIBREDREIRE « BEFRORHEE A LN
Do

b N E SHEOMET ST LSk, migiiinx
MEFET DA RRBDB I TE, b
;M E SHiEs & o kMo s bIizBR LT,
ZORROWEICER L TR~ a7 7
— DRI FIIRIFER AR £ DI EREE IO X
D e OEM L) BNHTH D Z L
HMHENTND, LT, ZTNEBHT H720DIT
FHPER7: 8 2 YRk A FBET B T2 D ORI
BAFEN, Frox 2 BOEBOIEIN—TIT X
STHESNTE R, —F, XViEFiEe b
B % SRR AL L TR s vz e b
i PSHIRAEREZED, & FESHlRE R
BRICmER bR A b4, B ME SHila L1
IEREORENSRE Shoobh b, Febt
FE Sz I\ THESL L2 IR E 04 LahE
% (FFEREROSEBBLNDTIE) ZE
fELCE b i P SHflasbomigias bk
WERRILILEZA, v/ Ty —UEKE
o T LEoT-, oL, LB EgEICI
BRERORIBRAIG GFPERDITIZR D HEAR)

WFEL, hi<rnrdry—URNERLT
Wb EEONWAFRES, Tk 5 RiEE
R COMBREROWMEZ AT 5 72 DI
DT,

MERERFEFEREOREZ AR T2 BRYT,

FHLEE XLV, 7 eflfrRemiaEErET
#BEA (cytotoxic T lymphocyte; CTL) Z75&E L,
FOBEREMNT 21T 72, CTLORSRERE L&
fET-EE-CHEAER & OREMIC ST L
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(6) JRFMHLH 5 HFHL2-513PRF, UNCI3D,
STX1136 ZUNSTXBP27S | XiHEH U > BEFEPER
B (XLP) IXSHADIA & BIRC4DSEEEETF &
LTRESZ, —FH, ZRMHLHIZ
Epstein-Barr 7 - /L A(EBV)EE (EBV-HLH)
WL &, R L OEFIN-E L 225,
FHLIZ RIS M IafE (SCT) 23—tk
BFETH D, —FH. EBV-HLHOB GRS &
AR, RIESCTALELRFIIFHTH 5,
FHL3S K OEBV-HLHEBHE OFGE 22U & 1a5%
EEWESIT D,

(7) 20054E LA OFTEZWIERF] % N 2 FHL D%
ERGRE MR L. X V2RO BHEREL
MR 2.

(8) HPSOIRYERAFRIEE TESL L . FHLOJFRREMZMT
EHLNIT B,

(9) FHLEE LV 7 oHURERACTLEFHE L,
CTLOBSRER T & B TR ECHRFRER & o
BRI D& G Lz, 2512, CTLIZL B
EROII G SRR E AT LT 5 2 & 24T

(10)HPSDEREA R 5 7= DIzt DBk & o
ENMETHY , BA/NEAIMFE Y o SERF
327 N—T(JPLSG) & O 2 HikE T B,

B. WAk

I PEEREZBfE L, ABEOMIZEE BIC OV Tl
4%, JPLSG & OEHE A IEELT B 7= DI L EHIE
R 5,

2. TNETHWCTE IR - Blfethic o
FIREIRET D,

3. FHLIR (R DINEE

BER DB TFEEIIRAA I N TND Z & 20
YL LCHAANFHLOMEZIVET 2,  (mHEE
~OBLE) AWEE, EKES ) MalEsS
B20EREBCEET S, BEAFRIIEALL
TV,

ABREFIEIZ OV T I E COMBA LT 3,
5. &5 NEGHRNT
(@ SNP ZA B &5 ) MMElhk BEd
DEBEESNP~ v BV 7T LA B VT,
SNPRIETEIS A ¥ 7 %1T D,
(b) FEEHFENT ; Merlin program& VN TE 4/
LIEGHIAT 21TV, BERN O = T~
ZERA L. IR R ETIERRET 5,
() REZARG~ YT
HomozygosityMapper program % FiU T, S
DR LIERRBE A L QU /R i
EEEAE RIS,
(@ FEHEETFORGE ; AEREHZ R LiE
fie L OREHES R TH BEMEEIC OV T,
T VRN Y Y — A v b B e
XY T —th, Kt —r = H—T
BREBREITV., EHBETERET 5,

C. WrgersR

(1) FHLERZ XIS L Li=2s ) LESHiReT
85 R84 (RBE8A. FRIMER A204)% 5t
£, Illumina 370 quad% FAV N T44" ) LSNP
BETFEY A ¥ 7 %7572, Merlin program
(ver.L.12)Z AW T, BHEFESIERRE. &2
EBEFET VT, ZALODHEEEH L7z, LOD
TEAGIRb T 2 MR & L CEEERT OB IR
WAMHTAZ ENTE, UL, KBE
= EE D BB HH(Locus Heterogeneity) 73 % &
L. BEZLODEZHIZTZ LITTERD -
7o fENTH L VREEIZT D012, k%
 DFERLBETHY | BUEF R - RiK
WEEZ it LT B,

Q) MEFREXBE LizsEHEA b~y s
VDSR2 /3 525 52(FHL102, FHL-FKOK)
DOREERIZ{T 572, FHL-12K R % %212,
Illumina 370 quad% AV CT£&4 ) ASNPE{ETF
BIE A E2 T 24TV, 300 R E A HE
Mtk e LCRET D Z Hiclksh Lz
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(J-FHL-1, J-FHL-2, J-FHL-3 ) , 320 #E
b, FHL1(9q21.3-22), FHL2 (PRFI,
10q22) FHL3(UNCI3D, 17q25.1) FHLA(STX11,
6q24) FHL5(STXBP2, 19p13.3-p13.2) L 1T B L
TELY, BAOBETEEA~OBEEHIIIRIT
X, 3OoDFEMEROT Y Vo Ry Y
VoAV b u UERERE X T —1&,
WS — 7 =P —CERBRREITV, —
OOFMEGTEREZRE L, BIE. Z0
BT OWREIT 21T > T D, E7z.
FHL-FKOKFKZIZOWTh, REESE~ >
VL 7 24TV, FHL-102 & 1387 5 FrfeEtg
ETEZRE LT,

20004E LA OEBV-HLHDIRFRUSNE 2 fifHT
L7z, HLHEXE (ASH Ed Prog 2009:127) %7
7T EBVESENGI & 220, SefeinhlsRehmE
(ITx) . VP1672 E{bF4FE (CTx) BLUSCT
BN T o T2, 226 (B39, %&13) O
HRgEIESE: (9% H ~415%) . EBVHIEH:19
i, BHEMEL3B, 1661 156D RGZRYILT
#ifaC, EBV DNADHH#I31x10° copies/ml
Thotz, BIREMH2G], ITxE206125 5 iF
124575 R, 7 0 8B VP16% Huls & 35 CTx
ZHEAT LSHEIDNERER L1FIAFEL, & DIELH
IFEEELBICH o 7o, 7 EBVEEME 261
H CTX THIE A il C X 3" SCTAHEAT L 11123
1o, CTxfE (n=8) L EMifTRf (n=14) %Lt
L7z & &, CTXEHIIRIERTA B & <
(p=0.006) . LDHASE < (p=0.028) . sIL-2R
BE-T2 =0042) , ZEET TR
. (p=0.017) . SIL-2REfE (p=0.017) 23CTx
OVERFTH o7,
FHLS & 2 S 7= 25 B O STXBP 238 A= TRt
TliE, FHZEND0292-294delGCG/88-1g.a@)
1243-1246de]AGTG/1243-1246del AGT DZE B3
BOBI, TVxAFTayT 4 TIEICT
Munc18-2F HFEIHB KB L T\ D Z & D3R
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&hiz, FHLSEWrani2flo7 n iR
FAICTLOMRE EIENE & BiFBRISURITE L
AEF LW, BEERETRIIC L AFHL
(non-FHL2/3/4/5) 28 (OCTLABRRS EI5 M, ifE
BIRISC BN UIENENE R S TR TRE
ERLIZ, D OREGIOFEN bRIZEE
FEE ORIFE S TWRV2-OOFHLER D
TFIEDVRIZ X372,

HAIZI1T 5 HLH FEBIIE 2006 4F 12 A &
DT — g7 —IZ 8k S HLH-2004 15
FENRBA ST B, 2010 4 11 AKRFER
T 70 FIOBEHIERIA - 1=, BT A T
2 BiICh Y BIEREEIT T ERGES % L
>TW5, FHL2 %34 ], FHL3 733 T,
%< 13 EBV (X5 %kt HLH Thoiz,
EBV-HLH <TiZ EBV EOHIE & Z DO
FRETL W52, #IEIREAEIC EBV
PEFELTWBHIHEZL, VA LVARLR
BT MBI bR olz, —FHE
BRRFZEIC L 4R CIT HLH-2004 1255 3
EOEEFRIT 4% THoTr, BHEATDIE
TR 16% THY . HLH94 D 27% 2>HK
MR E L, L LSRR O 2 FAFER
1% 66%TH Y, HLH-94 LZENRhoTz,
Ebiz, &fT CTL {EHERIEL, 2%
Bl D I % GBI TR 51T > 72, FHL
VTR M M ER B A BRE & BRI IS
DHskA W= Fox 1E CTL KT E7I13E
REEBEGIOHEED FHL & U THIE
D AFRIZET D FHL ORI OEE # ff
WLz, ZFOFEE. FHL2 54%, FHL3 34%,
FHL4 0%, FHLS 6%, non-FHL2/3/4/5 6% T
oz, FERITHFENT: 5N CTL &
DERDPBITIRMOBLETFEREICLS
FHL WFTET 2 FHEMEA RIS ST,

CTL DR LR A LT HZ &N T
X, BEEDO CMV I+ 3 CIL



(CMV-CTL) {22V T DERAIEEERSFT
TORENZ2FEFIL, CMV-CTL/ CD8+T A%
FEFERT 0.22%, 1535 1w T 5.3%, 2w T 46.0%
& AR U7z, 5538 2w ORI CMV-CTL st
T 920 cells 735 122 75 cells £ THEIEL,
IFNy {220 T % 102.2 pg/mL (neg. cont. 14.6,
pos. cont. 295.8) & USSR biLic, S
il eyclosporin A (CsA) & DBHFIZOWNT,
TEYEIREE 500 ng/mL (FRERADIZ peak {E 1000,
trough f 250 ng/mL 4H) , {EJ=EE 100 ng/mL

(B&ERAYIZ peak 250, trough 50 FH), CsA
AN (0ng/mL) THEEE L7z, CsA0 2%t
L, CsA 100, CsA 500 TiZ#hZh, CIL
1$78.7%, 13%TdH -7, IFNy DEL 12
BT CMV peptide / positive control ki
127.8%, 54% Toh o7z, 7235 CsA DN
HERETIICIL OHIE b+ liEb A b
720, LAvL CsA DSBHMELLT O TIk
T UV /SBROBIRIZMZ bhd (T—%k
FoR) —F, XTF FREAETICIT R
AT CTL OFiE b HRE bHERF ST,
BEPREOIZIE, GVHD T-BA3E CsA 13, WiHiE
TIETANABGED U A7 BEON, H¥i%
IREE (peak fi 250, trough & S0ng/mL) %= T
W TEIUL T A NV ARG TE B &
E 2T X, o Fge A tacrolimus (Tac)
A7 1A K prednisolone (PSL) T R
DEENFET 2 b0 LELLND. BRE
AT VL PSL OB IE 0.25-0.3mg/kg/day (ZFH
L,

BRPRAOIZIE, TR HLH 23| & 24—
FERTH HBIEFENE EB 7 A /L A RYE

(CAEBV) DJfH5 i O 2 FERF Tt
THIENTER, 10 mBIRE 11 LR
THY, WTFNSBEARERS L OV EE
GVHD %3k L7z, #ii#E X CMV HLFRMAEIC
KU A NVAELHH LD, PSL 2F

@)

EEECTTTDZ N TE-RITNEES
HERFL, GVHD OFBREHDZ L7, K
Lz T CMV-CTL %575 (CMV-CTL /
CD8+T=0.38%) T&7z, #%&IEBK VA /L
AMEH M PERE DS 2 F85E L7z, BK VA LA
WITBR2IEAD 72028, PSL 2 RS
TTRIFAZ &N TELBITYZELHERSL,
GVHD OF#EH 2 Z e, HmnERE
RO Uiz, FEBRIZERD (BMEY 1
PERMAE T/ 7 BREAER) 2, 1355
RIZHBWTH R & 150 GVHED 2 384E L7
25, {EFHEPSL S{EAECA (XY ML
t—hE&vAES FBHAY) 12T GVHD
& BK U A JVAMEE AR 2 O] 5 A =
Y hue— LT AR LRTEE,

712 3 55% 5 o> XIAP RIBREXRIE L
Too PERD 1 HEMATZ6 Bl 5L 3 Fillt
HLHZ# D IRLTRY JER E U TERE
JEAE, FFze. Mk, EBV B, (K4
v 77U CMESRED bz, 1 BlEE
RTIELT LT, BEY o YE2 I
L7cBEIR W otz 1 Bl RS
BREMTONIZN, BOHEDT-DEL L=,
BE 4 EBRNTCT7a—Y 1 A PI—IZT
XIAP BEHORBKTABH N (K 1),
XIAP RIBSE CIXEFEFICHATHEEIC
NKT il Lz (®2), §T
DFFHTHHOD XIAP/BIRCY FEETFEEMN
FIEE N7,
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Patient 1

Patient 2.1

Normal

Patient 3.1

Patient 3.2

Patient 4

1 U7 BRPNCRIT 5 XIAP A DS

p=0.047

Number of NKT
cells
per 105 CD3+

(
8

[
L~ =1

s fos e

Control Patient

B2 XIAP KIBFEEE LEFEEDOBITH
NKT #mpa%s

® bt FESHIF3KEE., b i PSHa4TRH
HL7-EZ A, b MESHBTIZ 3P L
DOHT, b i PSHITIH4AKETICRBN
THERBEICFE-STCI RS U F—T =z D
BEHEBIRO bz, ROERKETIIE FE
SHIITHE b i PSHIETHLREIUI D>
7o LEDO X512, B b i P SHREAHOIM
BRAOBIZBWT 1B V7 — T = o VEAR
BHECTHAEMEZZDEN, B i PSH
FiCHEEREMT L o TP EBLL O 401k
BRHHI, —FH., & FE SHRTHERICEK
S Tv a7y —VEMOHEBRD biviz,
Fiz, MIKEE L ORBRIIAFEDOHIECE
WIS Clidde o Tz,

(9) 1994 4 LY 2009 £ % TIZB G S v/ HLH

FEBIENL 83 I TH Y . NKIEHRT A LA
BREIZ LY ZkEE LTI SN0 40
Bl Cholz, BIsTFRATORSE, FHL2
17 5, FHL3 i 10 {5, FHL4 {X 0 I TH -
oo ZOHD 16 FilFR 4 BINF IR & 72
IS ETE YRR T 235 Y non-FHL2/3/4 &
Bz b, 12 FIFBRRERICBW T RS
EH-REFRHAO HLH & HBr Lz,
non-FHL2/3/4 @ 4 {5 2 fFiliz STXBP2 &fix
FERARY FHLS LB L. %0 2 %
RMOBETFERIZL S FHL L 2Hr LTz,
FHLS & W &7z 2 iEFI D STXBP2 BT
3T G > SRR G R P (R €))
292-294delGCG/88-1g.a ®
1243-1246delAGTG/1243-1246delAGT D &
ARBHON, Ve AXLTHYT 4L
HIZTC Muncl82 ERFEHENRKELTND
Z L AHERRE Nz, FHLS LRglraniz 2
BlOT o HURRFRK CTL DM EIEE L
FREERISOGITE LR T LT, B
EFARBIZ L D FHL (non-FHL2/3/4/5) 2 4
@ CTL MRS ETEM. BFBRIR ST 38U T
XENENER TR TRESZ R L, 2
NS DIERIDFIED bRITEETEE DR
EENTWRW2 00 FHL BRI OIFEIVR
X,
PERDEGIRE) FHL WA CIlE TkE
HLH% & A TLE 2 TR ER STy
Joo £Z T, FHL OEORIEHE L 5 )
T 5770, T TCIRBERTREEBHALNIC
moTER . OFERE., QMmEGEE., @
CTL /&K - KB, OWT =3
JEFDAHR%E FHL & L1, ZOfER, FHL2
28 54%, FHL3 7% 34%, FHLA4 i3 0%, FHLS 7%
6%, non-FHL2/3/4/5 73 6% “Tih - 7z, SERIfK
HIFENT 72 HONE CTL {EMEDOFE R D b itk
MOBLFEREICLD FHL BMFET 57
REMEDS RIS X Tz,



(10) 1985~20054F D5 7AHEFI(EBV-HLH 14,FHL
43[FHL2 12,FHL3 11 & #st L=,
EBV-HLH : 3673 B & F 72130 AE R A 5SCT
Z D 2D AETF, 1B FEFESCTE 5 i), 6
PUIDNEBAETE, 3PIDMEM S iz 22 fliddrs
LIBIASZET, 24TFSR1386%, FHL : 165758

FSCTH: PHEAHRIZE T T, 426153 FFESCT

Z OV, 21BIEE L D BIFIATEL, 66k
B s dv. 5 B2BIldond-SCTH A L, 35128

FET, RAEFRIT67%, Fifh & BT AN LS

LD RFIIEBV-HLHEBE - Eh o7z,
AR R OSEEL I BRI EBV-HLH £ FHL
TN 0T h3, BAEHIIFHLESE TR
o7, FHLOBEZ10ELAEFSRIT, BHER
DAEERE - SRR T0%, FEM AL
67%. FEMIFEHET58%, [FIFESCTRIZFET- L
72FHL 13610343 LA E23100 B LN OTERES
HTH-oT, HLHOSAEFRIIESA LV BN
25, FHL TIIBREMS FHEPET & iR aaiisiE
FEDSMETH o7, THIRRE! & NKARaE o>
EBV U >/ HEFE M2 8 (LPD) FUE 0D Sh o
fied % i EE 12 43T L CEBVE & clonality % fif
Prlve, 75 RGUERMIE LIS M HEBVEL
GeAS B SNEBV-TRY A X7 b T/NKRITBRAH
o CREGEASEE = B ATREMEASRIE S vz, L
LB RECD34 8541 ifn AERHAR S = DR
BERIN TN,

(A1) BARIZFIT BHLH EFNTT—F B Z—I
Bk S HLH-2004/8EMThh T 5, A
L, 2B)D~2— A T20114E11 H K% T2 87
BIRBER S NWEREZ T~ —HEETEIC
K DEFETIIRAENFRIT69% T HLH-94 D
63% K OEE LR FEEEII R T, Lk
LBHERTOEIS1218% T HLH-94 D27% %%
BIZ EE o7z, BHEHOTHRIZEIT D -T2,

— R ARBENTR L O CTL JEMRHTIC T2

7 Y —=7 %17\ HLH-2004 %5 87 5T
1%, PRF1 (2% % FHL2 /% 8 #, UNCI3D I
X% FHL3 i35 {5, STXBP2 |ZX 3 FHL5 &
STX11 12k % FHLA X 1 flb72doTn, Bk
o> 80%7»% EBV 2L 2 Z%kit HLH Th -
7=

HLH-2004 JRHERFIEIL 201145 12 AICHT L.
BRAER IR EIC SOV THREF Ch B, 54l
& U TIL ATG-based study, Campath-based study,
VP16-based study 72 EHEFENTWEN, &
EDEFZBE TS L VP16-based study TR
£ HLH & FHL TUREERHL 25k gy
EEZBNRTND,

(12)6 R DEFE T XIAP EEBREENT-, F
CRURERN 2 FHR, IREICEBT L
—AV T MEEN 2 KR, 1 7 BRE
B1ER, KRE (=% V2 12) B 1FRHR
Tholz (®1),

NHZ{] BIR1 | | BIR2 | 15»13 | lgmc }coou
7T

W217CtsX27  R238X N341YIsX7
Pt3.1,32 Pt1 Pt6.1,62

E348de! R3IB1X
Pt4  pt2.1g

X1 HHREDXIAP REFEIZRIT 5 XIAP LR

FHR 4.5 TIXXIAP EHORBENERE Th-
ey, TOMORR CTIEIFEBIRTRA LN,

INKT flgiI— M EEfELr 2T 585 S
W2, T 5 L EEEEICEARD EEEIC
INKT OB 287z,

T ufuUEAR CTL 12 X Al ErEtE
EEANERBEThH-o 7= (M2),



Patient 1 Patient 2.1 Patient 3.1
125

100

S B

25:1 51 10:1

25:1 51 10:1

Control 1 Controf 2 Control 3

125 125 125
100 | 100 ./._,,. 100 ._’._,_.
75 | .————0/. 75 75 |

50 - 50 - 50 /‘
2 25 / 25

0 4 0 7 + 0 4

25:1 51 10:1 25:1 51 10:1 25:1 51 10:1

2 7 eHURRRRR CTL I L 2/ &1

FRER{&IZ HLH 728 6 il (67%) THbLI, 5
5 5 fFliX HLH % <18 L. EBV-HLH I3 4 5| C3&
bbbz, BRI CRO LN, BT <
07 VIEL 2 FIOARTH T, E-HiltE
BBRN 2 TR BN, T b OERRIVER
IZZNETHE SN TWARKORE L I1FIER
BRORFEEA LTV

(13)2011 453 HLH9 1 ® Perforin & A6,
2 % FHL2 LW Uiz, BAANZZ VAR
exon3 1090-91 delCT L362fs 23Sf& 12V | 1
BIEE~7 vEEe, b5 1 fliI~T ok
BOHhTHFTEZMEPTH D, i
EBV-HLH. Coxsakievirus Bl {Z X BH4IR
HLH 72 EOZRET, RO 1 ZRELK
FELBTHTH D,
20004F LARE ,  RiTALIE B2 IRIE M & A R Al
(RIC-UCBT) %%} 7=FHL13% O WIEFSHE & et
LTz, BRI fEens A ¢, ZEi b5 A
BICBHEE 51T\ e, 36123103 &£ TICHIE,
WAL 1B DT H - -, BIERTIRFE
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