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OIIRFEEU 2/ HERERE (HLH) (2587, FFEREE, Mk, BERE, PIREGREREEHETS,
SETEREANSELIEHUNERERTHS.
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SUMMARY @HLHTIZ@E -5l - i3 0T o00 7— YR AR EPDE LR IR RCERRTBTLT,
MERF RTINS, £, WEMES A bh v OBREECKLYD, MERFMARES, AR
BERLED, BRBEFLELLST.
@EBVHTHERH3SWIFFaSILFS5— (NK) fRC @R UTECSHIHO DT IIE 4 E B ETS
SEETEOBENREENBS. BICHAD - REHLHTI S BE B ARAREREB o
FHENB.
.
MRS 8 2/ VEBEREE (HLH) @ HLHIZ BB, Fi, MBLroxrsa77r—U
RESERE REFEHAL, FmEREPLELEOFRERLET 7

mER &AM 7 MBS (hemophagocytic
lymphohistiocytosis: HLH) W, I B &£ fE kB

(hemophagocytic syndrome: HS) 2hIEiTH, Sk,
FERRAE, muxkikd, HEE SR, PREMEEREERME
T5, SESTLRER»LAEL &S RERERT
5. HLHIZZ T T, El/AR#EBRTHRY EIFSR
TELBEBRTHHHY B AHE Tldm B s IcH
BRI 3 2 58 (histiocytosis) ELTREMINT
&l MIBIERIITEEEICHET AR THY, MKk
BATL-HER, @B E~-ro0 77—Vl iRk
ERTHIEIND. LBNRMRIHE T2 RAL
LTiE 5 ¥y 28k EE (Langerhans cell
histiocytosis: LCH) #%%bh, LCHIZHLH:ZFI oA
ELTAEShTRE.
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Th—PALCTMBRMAEZRITHEEATHS. @
H, IR Eo W, Sk dsL
=0Fak, FHBORIOT7 7 —FIZ ko THE X
NTHLEEHEFHA ST 575 HLETIEHid R mEk
DANEFOEZELTHAA ST, Blishiit
ORELLZ ST, 72 F Y RREEHEERT. w20
77—V ORE RiEH LT RICIE, MlEEETH
M (cytotoxic T lymphocyte: CTL) #FFa3VF5—
(natural killer: NK) #ifao 84 Gtk & et ¥
A M4 Y OBRELEHFFIET 5. CTLANKMED R
gk, IL-1, IL-6, IL-18, TNF-q, IFN-y ¥
DIAEWTA A4 X OBBIEEIZL B, WhPBHA b
A4 Y Ab—bEL 6L, MBREKOARLT, £5HD
MEP o, MTEREREERILT, R
I ERBTA LR SRITEEZONTWEL

INWTAA T7=V B\&Ht
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HLHO 348 &2 R

i 3k% % (Histiocyte Society) 2 & A58 Tid,
HLHEFESE®: (RiktE) HLHE, B3 s PN 5,
DS HEBL LN A R HLAEIC RIS h A
(%1) . REKHLHIZ, CTL, NK&IK, 1Fp3g, <2
07 7—YI2BwT, MilgfEEe) v v—attakic
bhaGTFRTR YA TFOREGETERZTR
ELTRETA BEBHLHORENZEBRELTIE,
=T+ ) ORI EAFEEMIRELNE) 70
fEERSE (familial hemophagocytic lymphohistiocytosis:
FHL) 2804, 23—7+ 1) > 2 PRTET 240 1l Stk
O RE 2R FHL3A,

M #IHLHED O THY, ERMIZIIE—0RE
Thh.

HLHOEHEIZBILTIE, 2001—2005E0AFEIZBiT
HeEHRETIE, EBVEEHLAOHE A RLEL, L
PHEFERICEELTW 2%, 30i% A X TEBVIC
PEFETHI2EZENTHY, BEAFO—FIZIET/NK
fMlEE L boPEgEhTuzEELEIGR
5 (#eah).

HLH® 2871213, HLH-200435# 2°H-Score AV
b AZ kS (2) & HLH-2004 TR
FERBFPNEE R E, THEIL-252 %4k (sIL-
2R) ZZMIER ST TwAY, chALOEEII MR

FHL4%, FHLG®I A 3% 21 HLHODSE
bj’%ﬂzﬁ. E:%ﬁlﬂ..ﬂ@g( i FHLZ (PRFT)
13/NESEETH S, Epstein- FHL3 ((g%fﬂfm
Barrv{ WA (EBV) D& U‘J!‘ffjiﬂﬂﬂﬂgﬁﬁﬁkﬁ[c FHLS (STXBP2)
B Y 2R OREE Y BB L7CHLH XLP1 (SH2D14)
! ’ GriscellifEf@# 28! (RAB274)
FIH—LLTRIET A0, B Chédiak-HigashifERE (LYST)
7 5z HIH | oosvy—nemiEbic | XLP2 (BIRCY)
:;:{B;Zﬂﬁl—ﬂ.}[é:ﬁfﬁﬁ') x S8 LfzHLH MNLRCAE S
: = - USRS ) VI AE
TWEHLHICHE, B, T HVOX 12288
T RE, U< F M ZOMOBGFERICLD
' ' e FRHETBEOREEHLH
Iz, BHBGEHLH, R4 EBVESEHLH
HLHA % 5, CMVESHEHLH
i 3 %gﬁ_ﬁ_ﬂiﬁ% IRNNE - N R L BT
SEMEBEATS (systemic juvenile ol HIVES;SEHLH
idiopathic arthritis: SJTA) & e Pt st b i
UFEBV B HLHPASHEPSFE AR EHLH
FEHTHBEINAILFS W %ﬁiﬂm
LEZOND. s]IAREDR [— MM SHLH
AFHEERONBRARS | | B v BEAACROHN
N - ) Ty HLH AR 3
WROBETIRIETSER | "HiH B AL B UTeHLH
wEHEELTsZa77—Y <JIARSIEHLH
EMALEERSE (macrophage ﬁéﬂ?\;’i‘ LLrﬁﬂﬂi!HLH
activating syndrome: MAS) UDR TR BBIEHLH (MAS) MEESEHLH
§ &iha OB R R RS EHLH
Amaiing, JIEERD BSh T AR Ck BHL
DMASIIFES,, Mg 7))+ B EHLH
1H L4, m/fRd, AST R EREREEELICHESHLH
B, MNFIERIEER, BT Eﬁﬁm%ﬂ:ﬁﬁH}H _
YRR SRS mmﬁ;ﬁmmﬁﬁﬁﬁ‘ﬁjm“
it ps H L
FER D LRRINTE) HLH: hemophagoeytic lymphohistiocytosis (i3 £i%") >/ Vi#t k4% ), FHL: familial hemophagocytic
FOFEEBIIwra7r—YIz Iymphohistiocytosis( ¥t i 2 £ 14 S@EEReE), XLP: Xlinked lymphoproliferative syndrome (3§
N B RAEERE), s]TA: systemic juvenile idiopathic arthritis (£8% 284 R0 &)
EHMERERLEHA MIAY  (XMIEDfER)
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2 HLH OZERE#E

HLH-2004%%

_ RE (SER~sIL-2ROMETZ SAFHLH) Hiscora $+1 B RHCH
BSNBRETLE e S Y (18%)

F# (C) =38.5C (1:) 38.4~39.4°C (33m), >39.4'C (49:7)
[EEEEX BE (1)  BEFETEX (237), FRE (38m)
[ERHRED* 2FELLE (=) 274 (2457), 374 (34:3) H
Mi§ITUF> (ng/mL) >500 (157) | 2.000~6.000 (35¢%). >6.000 (S05R)
EERR P AERG (me/dL)** >265 (150 133~354 (4457), >354 (6453)
247U SF Y (mg/dL)** <150 (I=)** =250 (30:7)

BE, BR, U, Frid

R GO R &k (1=) @+ (35:)

ASTUUL) - 230 (190

NKGEIEOIE T & fo ik #whl (=) =

| siL-2R (U/mL) =>2.400 (157) =

IOERAED) I TBNERE (L)

kiAo #iE HLH-2004 2 8T, ~EX 0 (Hb) <10g/dL (#4Biz<00g/dL), fuhEk (PIt) <10A/eL, &Fe3RE< 1000/, HscoreTid, Hb=

92g/dL, Pit=117/pL, MR =5000/uL.

“HLH- 200488023707 Tid, PEEBEL 7 705 0L 56—, 2 h-ThlALTE.

(JCBR6, TEDTREE)

IEkoTRMERTEL P00, EREEONAET
TIZRMEELLDToMEEH L. ~VF-RUFNL
7 e TNy OBFES V—F13, HLHABEbVE Btk
FTAHEAT S /NRT3F, BEATAR (HLH&FEE 28
ShiziEflLNELI6H, B A206) I2DWTL PR
~H 74 T L, HLH-2004 35 3 > H-Score D [EHE
LR A7 o5 T, HLH-20043k #
ONKiG & sIL-2R1E % <61 Eh43EH, H-Score>
12052 HLHO S e 2 L7228 &, HLH-2004 251
& H-ScoreDEE 12/ R TIEENEFRB1%H100%, 5§
FREEIZ100%3F80%, B NTIZREHE AT5%3$05%, fF5
FE1392%31 73% Td - 7>, H-Scoreld >185 4 TIRHLH-
2004ZEHE L 1T 1T OIEREFBOR, WEHTO
HLHEF D EFIZH-Scored¥ G HTH A Z LT
SNTZAS, BNTIEFEHE &b HEE 2 W 3 TIoRpi %
2L, 2toliceglERELLTLEo e v gt
HRELTHEBINTYA, BRATIIHLEHOE REL
HEMEELSOERERFERBERICERETAT
et TS, TTIRESEEI RS, ZtkiEThN
WEMEERE,L T EHALPICTAZ L EDD
TEETH S HLHOBWICHLTIL, 5, flaE
Hiv—%— (CTLRE R {ENKMlD < —h—THh 5
CD107a, MEIEHEICE 207 7 —VICRICBIT
BNEFUEY ANV Vv —ZHETHHCDIEID
5 FOsCDI63% E) 4, M54 Mh4 70
FTANBEDHRAEEZRE LTI RTh B,

“EBV-associated hemophagocytic
syndrome (EBVAHS) " &I&

ZZT#i4r3AEBV-associated hemophagocytic
syndrome (EBVAHS) &1, B iE B HLHIZE
ThzEFOEBVEMHLHOBRIZEET6 2\
BaTh s EBVOMERIIER - — 7 Biflfaic
HEULTEEHHLERBED M) HF—-L4ah )55 L
L&A 6, EEIZEBVATH RSP NEKH#EIZEELT
D AHLHAYEGE B HLHA 0 2, 1% 5 R
HLHZ @, £O&NITFEHIHEL . FIIEEBVH
HEHEA-PDNARO#R, S 5IZEpstein-Barr virus-
encoded RNA in situ hybridization (EBER-ISH) @
B R SEBVAHLHOFEIZME LT WA Z EH3f)
LG, ThdCDS Tl ~DMBRTELS
HFEOEBV M HLEA O, T/ NKHL S8
Sh 2B EEEEBVIESEYE (chronic active EBV
infection: CAEBV) &\ vbpa1) 273l B HLH
ZOh, TORBIIOWTESLHIHET L 2T HIES
biwv. ChoDFBOBWEZEICRAT . Chbo
I%, T/NK#ilatdo) 3@ EHLH I 15 8
FTHOBEN LB TH Asystemic EBV-positive
T-cell lymphoma (sEBV'TCL) 7% L » ¥ 7 NK#i
BEmMEFEIhTwA. ZhbDEBTIXHLEND
MIBOATEEIZH T5EHTNE, 1y AbEL
TIBREHLERE-LXS. FOEBVIEEHLHE
sEBV'TCLIZ& $12CDS' THIHBIZEBVATE# LT &
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Lo BTHLH, MERZRBED T — 2 HigH,
BEEHEREOEETH Y, TORKEE IR E-72{
Rk,

EBVAM 53 A RS HHLH, Bl HLH, &
e B HLHO 88 30121, SEAE4F s, EBVO A
BeSeh PG L, S IS BMIAR, CD4 THERZ,
CD8' T, NK# laowihixod, Hohasy)
LARFEEBOLH), REEFHALPILATREFEEL
By, SIEFR AR, EBVABIR A FIS kLo
WETT/NKMRICEBVHBELT WA G
B HLHOW it At v o, EEET
CD4 " THI L P NEK#MH RIZEBV ARG L, Ho it o8
BoFEAEZRTIHEFICECAEBVA DR A, &b,
AYARO @@ 0B E T, CDS THMRIZEBVA
BRLTWAZ AL -6, RFOEBV ML
HLH#%Z® 20, sEBV TCLA® A& RB M #0128
Wr3a L RIZITAAETHD, WHER~ORIRS
AHBRETORBEOREREOFHE TR L ES
247 ZOREHIERICHEROIHK TS,

MEREE LY 2 CHREERE (HLH)

SBEHLHICI T 33 AR aBUER FE DB @

HLHOSHEEAELEL TR YA VA BEELREORE
PeAE EEHLHAE S B G 545 AREE TIEERE
MHLHAS, B AL TIZ) >3 M HLHD )& A%
Zv FICRAEROZREHLHSH LTI, e
HAEBEBERBALHERLETHY, A/ H1 Y
Ar—AEIEoH, RIS BMEERZOPEEL
GRNOBMILIEFEETHAL. BHEEHLHIOHL
Thk, IFN-y I 20 BHER, fEETA
#A RJAK-STAT V7 F Mz ENEELR Y, HES
IS RRBGEOFREENEF Sho25Y) (WiTh
boRARFR) , OB LTI R A
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