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Elevation of the serum Fas ligand in patients with
hemophagocytic syndrome and Diamond—Blackfan anemia.
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FaslI TNFR2 ALK,/ BRRERFSEHK 7 7 3 Y —0— Tinterleukin-1 B
—converting enzyme(ICE)-like cystine protease®l 2 s — R EEELTB I EITLD
—CapoptosisDsignal#FE Y 5, FasidMlgCHE, O, BES COBL TR
HUTWBIEH0 T2, BEAOBHEPOCDMBHEAR EITHRERLTHS.
IFN- 7 ®TNF- o TEEF OCD34B Ml # A ET 5 LFasORRIZ LR L. HiFasii
s TapoptosisZ BB TEBL D25, —F, FasLIZIE O KEER THEHELTH (RS
NKYIE 0 & 5 7 il st 2 Ho = M EIcRRLTED. BROM. RROME
O S R mEEAREIC S MR bRBEL TS, Fas/FasLRRINETTHIRD
clonal selectionlz BER B2 2o TWB EE X SNTERLD. Bx O UA VAR
PEAFERED HEAEER, k. BEEASICBIDREBICLESL TS LN
Mo T&E7. %7 FasLiimetalloproteinasetf OBER THIRME LA 5 ) D BES N AiEE

"y 3. FYEEFasLiZ B FasL & FIEE 7 RIS b TFas &S UHIIZED S & )b

FIEETS, TR cytotoxic cellZE#HE S U W AARFasLE #ET S HonTi
ek oThENEIC ML 2RI IE2 I N TES, 35 RIMFTERFasLRE
24 72 bk OEEIZB W Teytotoxic callDIEM DB LRV HE D, FHETIL, TD
BREIEBLWTAESHABENRIBINTWAEELETRMEER (AA) ®
hemophagocytic lymphohistiocytosis (HLH) . Diamond-Blackfan#ift (DBA) .

R EEERE (M) 7 &0 OREEICE N TIER OFasLREZRFL. IN5K

Bic B} BFas/FasLRADREZWSMICT B L2 AME LTI RbNL.
UHR & 5]

HEITAAL 14, DBAGHI. HLH1 94l IM5HD4 1Hl, BIUREHNE2 241
IOWTHE Uiz, HLHOBEIIRE S FFEER & OBREE S REFR. @lEn
BEIC L. FAEMEFasLOBIEIZE/ ¥ 0 —F L HfiFasLiifk LA EX B & bFasL
% i W= Enzyme-linked immunosorbent assay (ELISA) % fi Wk, IFN-7 OBIE
¥ Diaclone ResearchitttFv b 2 H7e. & WEEII W YA FasL, IFM-7 &I
Spe/mlTH ok . H¥EHFasL., IFN-7 &bICREBRELT 06, R Lid5pg/ml
LLTH o=, FFowcytometric analysisic %7z - TidCoulter#t 8 @ Epics Flow
Cytometry System% F\Wz,

(#R]

f A BRI BV B EIHE £ FasLIBEEN0.16 + 0.11 ng/mITH o %z, BERIEEBIRET
B2 EEEFasLEE IR MBIZ LD TH CE Mo 24N HLHIZBW TR 1 96105
B 1 5P TEERTEEFasLO FEMNR SN/ (3.75+3.82 ng/ml ), X7ZDBAKR SN
Thd 6 i 5 B TRIAEFasL B L TB Y. TiEEFasLBE (2.75 £2.42 ng/mi)

CHEER LR NN BEFRREERBECBNTRAHATERGENTH .
nvivod T ADRIZBW T FFasHifk 0 ERFEE20ERE8CT. £k, in
vitro T3 HiFasHRILE MR O 2 0 = — A% P U BF B S 5 o 5% 7 AL O #i Ra 56
(apoptosis) #FE T3, LaM-sTHEmpH U <3S D cytotoxic cell 2 & &1&
HUFasLW BRI ELE INBZ Lok o THLHRDRAIZB W T IZMlEEENUER &
NTWBAEEESS. LHALENS ZRICEIDBAIRBWTHHLHER KAEND &
37z FSEE R R 2 MBS S, —F, IFN-7 B ENHR EOFasD RB 2
up-regulate¥ &, FasZ N UAMBEEZFTELPTLTHIEPBHENTNDS, £
THRZIZHLH., DBARRBWTMIEFOIFN-7 BEORFN 2T-%. TOME. HLHIK
BWTIRIEN-7 O mEFRERZE L LR L TWAY, DBABEIIBW TR 2FIRE
PFTHol. TNSDOHREENSHLHIZBWTIRIEN- 7 Iz & - TENME EDFas®
HEBSup-regulate . T Of§EFas/ FasLR & M LaHIESNBEINTH B R
MR SN, & EICHAENZHLHI BWTHERRED OREIEEFasL. IFN-7
DEE LBHELTBY ., EEFasLLIFN- 7 OBEERLDHOBEBEIREITL., HEREN
BEFasLIBE, IFN-7 BERESHITET L TWe, SFOHLEERIZOW TR
& ERH TR N FasLOEZ S L &2 3., 2EMCBNTERIICIZTIAE EFasL

" OERETLTWS Z &8s T.

—7%., DBADE L IIRIAEFasLBE L WEEZ R L. DBAIZBW T cytotoxic
cellBSHRF RO AMEMBEEZT LOARRECEEHE 2BHB L. Fas/FasLR E&1
perforin/granzymeR 2/ L THIEEEZFE L TWEHABENS 2. FTTHRAR
DBA 2§l 5187- B HMIRRIC B 3 REFRFEHMM (GPA+) LOFasHRORBR .
ZF D4R, DBABREN LB B TIICGPABMMRD 6 3%, 7 9 %W FasiiFiET
HolDITHL. BEAOBHHIBIZHS W TIIGPARBMIEDE 7%, 46%. 54%.
6 5 %M FaslBECho .
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HIHRZF LWhKER 2455 0ABREBE R IO BH OIS N FERRLER
DT, EREKPLBEEFRE LBFELEY A IV ABENRARERE (VAHS)

EAELTVWS, HLHIZ RS, VNG OEBE. FEE2XEBELTEL, LiIFLE
EBVAZOREICEE T B4, 7] tinterleukin-2 receptor(IL-2R) ® IFN- 7 .

INF-a%OH1 MIA R LR TR ERMENTWS, FEBIIEFEREELY &
NRERPNKHAREZN T 5 HBEENREICEb TWa EZ A 5N TEEMN, ERik
FiRahoThinh, FHEICBNWTHRA BMHLHEE DS < ThiEHIEEFasLA k
AU TOBENRREESZICED-o TN E2HLEMLE, INEOHEIR
cytotoxic celllV HLH TIIERILEINTNB Z L2RLTWS, —F, BEoHEIL L
% & XU A OTHRE CI3AAEFasL % Ing/mi3 535 22 T1 SERBIAIZ9 0%
DHRICHIIEEEFH TR LNTED, T, YUAOBEFHMEETIES. 2
Hg/ml@EI?EﬁFasL@?Q—'?%ﬁﬁ ZEIE-T7RRELINIZ 4 0 % DR ICHIIRZE &
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FETHIENTES., SEORF TIRHLHES QWA EFasLIBEEDOTEIXS. 75
ng/mic,. B2 2FKDOWTIIE#EFasLIBE 1 Ong/mizHTEEEZRLE. 2
B &binvitroTIRI D LA B BEOR BEEFasLAEET NIERS CHRES2E S
THREEZBOLEDNS, fith, A MEFasLOBEHER S TIE o R ICH L TBIEMI
{ER L7z, Propionibacterium acnes#® B T8 U728, TiEtkFasL# ik 57
HL24BHUNICIFFRLZELTRT T2 LT38EHH 2. 2l
Propionibacterium acnesiZ &2 CTIEN-7 RTNF, IL- 1 &0 &2 YA M1 2 o5
HWEEEIN, TANFasLOBZEPBTIELE b0 LBbN 5, FHETIIHLHE
BEMEP CANAMEFasLEIFN-7* O\EF N LR L TWB I E2RLAEMN N5
DHA LA VBEWIZERL THHMEEE23IERILTWa0Mhb Livin,

—7. DBARKERMICEE R RFRROEOFLEETHHRETHS. DBAI—H
TRAFOA FICBFRRBERT NS, AEFMNBENES L THh 5 aEEE
B, CNETDBAOKRFRZROEOALOFRIIFMTIIWEMTIN TN
B, FEOMRICHBNTHRL IDBABREZEDE THRHFasLHLELTH D,
cytotoxic cellDIEHILMEZ o TWB T L& R Uk, B T DBAR BT B WEE
FasLo #1338 S50 Clavdi, DBAIRBWTH B D) 2 /SR EH SFasLASBE I
EELUTWAHEEHNH 5. TP CIRDBARE S ORFREMAA FasHiE
EFRBELTWBZENREINE., DBAIRB T BFas/FasLRAOBREZ2HSMTT B3I

T BITESE P UTRE T 5 2 EANBE A, DBAIK BV Teytotoxic cell 2377 33k

Hife % Fas/FasL& 2/t U THIIRFE £ FH L T 3SR ENE.
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HLH®DBAD A &b —EDBHFITHBWTIX, Fas/FasLZZ/ LI=#ilE%RE
(apoptosis) DFBEMNFOMEICESL TS
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Elevation of the serum Fas ligand in patients with
e hemophagocytic syndrome and Diamond-
W X 8 B | Blackfan anemia.
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Fas i1 TNF 2854/ #ERERTEEET7 73 —0—&T interleukin-16-
converting enzvme (ICE)-like cystine protease DA AT — REEWEMT S 2 itk
- T apoptosis @ signal #55E T 5, Fas RO, (M8 BEZE0#akH
BICRBRLTWA I TR, BEAOEHTO CD34 BHMEEICHRHELT
W3, ‘

MBI, BAETRMERM® hemophagocytic lymphohistiocytosis, Diamond-

" Blackfan &, EHREEEIEREQRITREBICBVWTMIEPO FasL BEEHBRINL,

IS ERIZHT D Fas/FasL ROBRBEHSMIT B Z L2t Hrz,

WeExsid, B4R BRI 11 £, Diamond-Blackfan &If 6 i, hemophagocytic
lvmphohistiocytosis 19 i, EHREBEIRE 5 A0 4 1461, BIURERNE2 242
DWTHE U, Tl Fasl 2%/ & O0—J3 )W FasL itk BAEZT L b FasL
# AW/ Enzyvme-linked immunosorbent assay (ELISA) ZFEWT, IFN-7rii
Diaclone Research #8F v MEBWTREL T3, /- Flow cytometric analysis
Io¥%7= 5 TH, Coulter #:44® Epics Flow Cytometry System B\,

BigeRE LT, WENIRIC B 5 WM FasL M2 0.16 + 0.11 ng/ml ThHo
e BEREBRETIHEBEMNRBICLLLIMITED o724, hemophagocytic
lymphohistiocytosis IZBWTIX 19 FlD 55 15 W THEXRIVENE FasL O LH 23D
7= (3.75+3.82 ng/ml ). %/= Diamond-Blackfan ZMIZB W T 6 flF 5 FITAE
% FasL XEH L THD, TIEM FasL BE (2.75 £2.42 ng/ml) EEELLENS
S5ich, BAEFREAMBZCBVWTREATERHBEN TS > .

hemophagocytic lymphohistiocytosis {IZB W T IFN-v OMmiE+FEEIRELL L

FLTwkd, Diamond-Blackfan BlEB BN TREAREN T TH o7, i

5 MiEE» 5 hemophagocytic lymphohistiocytosis 2B W T IFN-7 iz & > T
Mt O Fas OFEA up~regulate X1, FOER Fas FasL 2N L= HIEFEHSE
BxhTwaAfEENIREINE., 6k, BE # 72 hemophagocytic
lymphohistiocytosis IZBWTHEMEED OREIRTEE Fasl, IFN-v ORE &R

LTy, Tl FasL ® [FN-r OTEEL LDH OTEEIZET L, BEBTENE FasL
BE, IFN-7 BERE®HMZEFTLTWAE. 94 ® hemophagocytic
lymphohistiocytosis FEFHZ DWW TRER S EMU TSN FasL OEERE L&D
%, SEFIZBWTERRICIITIEE FasL OERETLTWE,

WX, HEFRRMER M hemophagocytic lymphohistiocytosis, Diamond-
Blackfan &1, GEREREEIKER EOMRERIZBVWTMIEDT O FasL EZRL,
INSHEBIZBY S Fas/FasL RORBEOVWTHELEZB O TH D,
hemophagocytic lvmphohistiocytosis % Diamond-Blackfan it O EElzB W T
Fas/FasL %%/ L/=#lliz3% (apoptosis) OFENZOFEICHEL TWB AL
RRTIBEERMRZELDOLLTHES DEHRTH D LADB. LoT, FHES
i3, W (BE%) OFMEBBEHNDELRDS. ‘



