| —b— i

Ik MES 19(2) : 210~215, 2008
QMR IEMDEEFR—FTHEEDT=BIC IIL GBI BRIRRIRN NN

9. HPS DJFHE - 221 - A&

Clinical feature, diagnosis and treatment of hemophagocytic syndrome
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O—XtE (FHEMY) CERERRIGERLUTRET 20 (RIGH) IT98ETN,
ZRtE HPS OERREBTIX, BREE, ) V/\E BECRBREELEECTHS.

QREWKF L L TREFHMEENEELTWS.

@z, AMmmBREY, BREEE, SLDHME 57V FVMEFORREE
B EHARICEIT AEBEROMERERFICK > TETETN 3.

@iaEE, ERFREEAEOWE LR L EERFIEEBEORELZREARLTS.

hemophagocytic lymphohistiocytosis : FHL),
Chediak-Higashi JE % # (CHS), Griscelli fi fi%
IMERE AR (hemophagocytic syndrome : B, X-linked lymphoproliferative disorder (XLP)
HPS) 72 3 MERE/EY v SHBIE zepsmseshcns
(hemophagocytic lymphohistiocytosis: HLH) 13, RANICFHEES % HPS 13, —XkiETHhb, &K
HRER Y v iz ERNRICE O 2HRER -~ guiE, BEORIEES, [ CSRESnR A R L L
7m7 7 —VICKBIMRERZREETHHEE  CRIET 2 2 L23% 0,
THY, FEEN, U UoNHiNENE, FFPE, LBk JRYURE IS HEHE T 5 HPS (%, &L BBk
A, R SR, TFRERERE T, & LDH IMUE, EREMERE (infection-associated hemophagocytic
RV VR IA FIEE, &7 =) F I 7% syndrome ; IAHS) & Wb, AFEMME % 1
EERLIERE 2T 5. CoOvA VR, HE FR, V7ryF7rne
HPS &, —kM: UfiFik) i pex 2 B wic k 2 i icie il L <
Itfﬁfﬁé*”ﬁ<ﬁm@)uﬁ%éh FHET 5. B TH YA N ARERICHHT 2
%2 (F1). ~XRMEHPS i, MNRIZHREL, 7 AV A BHIMBR E AR RE (virus-associated
FEEPEM AR E fe Y > oS A ERAE (Familial — hemophagocytic syndrome ; VAHS) o # Ji§ #3
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&1 HPSO/H

—xM (5EE)

FIEMEIMERE A Y o MBS Familial hemophagocytic lymphohistiocytosis (FHL)

SR (BB

1) JEeRE B EIIER A AEWERE Infection-associated hemophagocytic syndrome (IAHS)
W7 AV ABEIBRE BAEEERE  Virus-associated hemophagocytic syndrome (VAHS)
W A B BR B A2 Bacteria-associated hemophagocytic syndrome (BAHS)

W
W7
Wz Dfth

2) VRS ESEIM IR ARERAE  Malignancy-associated hemophagocytic syndrome (MAHS)
WY S EBE IR E ARERRE  Lymphoma-associated hemophagocytic syndrome (LAHS)

Wz DOfih

3) O BhE IR E A Autoimmune-associated hemophagocytic syndrome (AAHS)

4) Z oA

SRR

TEEEE ISR TE T 2 b Ik T E B
I BR B O£ i {5 #f (malignancy-associated
hemophagocytic syndrome ; MAHS) & \» b
M, U YOSEICHERES 5 Y oS JEBTEIMBR E A
JiE %% BE (lymphoma-associated hemophagocytic
syndrome ; LAHS) 3 Z D3t A %2 H®
2, VU AHOBEM-TIE, T, NKHHE
KO BMilaEDOwTFICEB L THEL 22 L
DI ST 503, B Bl&PE, BRI
¥ LU, R LS ORI % 8 9 Nasal
type NK/T-cell lymphoma with angiocentric
immunoproliferative lesions (AILs), FFl#, P,
G IR U ISR 12 Z L V> Hepatosplenic
T/NK-cell lymphoma /% O diffuse large B cell
lymphoma @ Hi7 C I8 NERE Z 29 5 I N
) v /3 intravascular lymphoma (IVL) 2SH3E
L35, Kic, IVL 09 BTN, i, b
KRB L, PR~ RBEICZ L wS A
X7 ¥ 712% < Asian variant of intravascular
large B cell lymphoma & L THE I N T 5,

HO R B H R 2 iR & L CHE
T 550, O 52 B IR B £ R
Bt (autoimmune-associated hemophagocytic
syndrome ; AAHS) &Wwbirs., 4 oHCK
EEPRRFE 713 ) v~ SRRk T 508, 4

4

x5 =72 (SLE) ®HAFIER F
JVIRIZFEIE  DREHI OIS %\, Z2Oftho —
M HPS Tk, S50 5 1w e A o BE et
LTHIET 285600 5.

2. J&HA - fREE

FHL T3, HA{E F T I perforin 8 {5 1,
MUNCI3-4 3815 ¥, syntaxinll 385§ D 7 54
WRWZINTED, CHS, Griscelli fii: {5,
XLP IZBWTH 2N Z il n 7 BE 2 FE X
nTw3, £k, IhoBEETE, Mk
P T A > NK A o i e B 506 1 D AR T 23
Ao o, BN 278~ A5
757 (activation-induced cell death) A& L T
W5, ZORER, TANRBREBEC D E, U
AV A B0 PERR2S T E S, T Ml NK
MM DB AAE U CGHEBl 2 4 b A A VEEED
bH6INBEBEZLNTVS, OB
EINTTA AL XD HPS #2419 5,

—Ji, L OREHPS B VT, Gk
LT~ 7 7 =Y HEDT A P oA
¥ DSFENE L YR BB R IC B G L T w B, B
Wthclt, TNF-a, IFN—y, IL-1, IL-6, IL-18
B X OAAYE IL-2 ZAE (SIL-2R) %5 ED%
FEMEY A M AL v o ERPEZEINDS, s
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3. REBARENT HHF

Fc LtF5—

M EEh I
LZDLETE—

DEFEY A b A A v odEFEEAX, YA AL
v+ A b= LR L TeE D SIEVERE %
bznd bz, MR- ~Iu77—U%
TEMEL L, IS L S Rk - w2 m 7 7 —
PJix, MEoHCmERZEET S, Z0kH%k
YA P OA v ENTHMBREBOETH Z 5
ncwes@E). ¥4 bhf oy —2E LTI,
EB 7 A )L A B HUMER & A RERE R (EBV-AHS)
TiE, THIRTHRZZ EBRBRINT WS, E
#, EBV D& —4 v MIIMEG Bl <TH
% 3, EBV-AHS @5 ¢, EBV (% T il il (< &
R EHEINTE DY, BRLTOEE
L L7503k - 20 77— 26 TNF-a %
IFN~y % EY A b A4 v OREEPEL 5 &M
EIND., LAHS 0841, ) v o EfilEss
AP HALVERBEETDLIEDRBINED,
vitro T3, EBV &4 T ffgtE Y v S EMH LIz
B} 3 INF-a BEEILERT SN TWw3?, 2
NSt b, 5B O RIEINE DHEIC X 5 T,
2 DY A A VHBEEINDEIHDEEZS
N3, AAHS I2BWThH, WNIET 2 i ic
L CEADY A bAhA VEEADRD S I
LiEZoNs, LLEBS, YA A4V
ENTHLETICB T AEMTYA AL YO
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T, £, MREEO 70 RAICEBIIZ2ER
e & gEEfiao ) 7y R, ZERICOWT
FHSICZ LTIV,

AAHS OFEIERT & LT, ¥4 b A4 v %
T BRI Z, BRI 2 B Ak, H
%\ 3R AR E N T 2T SE SN B?
(R). JEFIOFIZIE, BEERFRNA RO A
%69, PUBRERBUA, PURIMERGLA, Pl
Wik 7 & Bk § 2 3 abifkriBo s s
FEBISAE L, MBkicw LTt Sz ait
HENTIETIEESINS., Thbb, IEK
W LR S HEuiRE, mERICES A L
(A 7V =14b), ZDREAEMBRIEHEER 1 3720%
i, MBRICHEA L 2Pk o Fe oy & MLk
LD Fc L7 —LDfEx i L Tk g
RBENZETHWTTH D, T/, REEAK
PEMOMBRICIE L, WEEAKRERT 2
Pk D Fe i & Bk LD Fe L 2 7% — &
DFEGE X IR DIHE(LZ A U ImBR 1 AR
ICEREINS LT3 HEHGHRZNL BT D
EZo6NTW05,
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A, —XVYEHPS (HLH) D@k
(Henter J, et al. FHL study group of the Histiocyte Society. Semi Oncol 18 : 29, 1991)

1. HRR K O il e
FeEERE (7 HDL L, ©—22338.5°CEL 1)
JOE (ZEHHN 3 cm DLE)
BRI
KRAYIMLT 2 ZHL_EDMIEDIAD 2 B, 2 >EBIORIER « BRI & & 2.
Hb < 9g/dl, I/ < 100 x 10°/1, #FHER < 1x10°/1.
RV YR FIER X £723ME87 4 779 7 =7 VIlfiE
ZEfERE R ) 77 &) R 5 2.0 mmol/1 BLEd® 2 W IAERE M IR D mean+3SD B L.
747 =7 Ml 5 15 g/1 BAT & % WIEAERH S IEH 5D mean-3SD LA T,
2. PR A L
W, P, U v oSElCBRE RS E A 5. EEE R TR R,

B. HPS O@WisHE (Zk: HPS % tlif ¥ 2 2 Wiskift)
(Imashuku S. Int ] Hematol 66 : 135, 1997)

1. HRR K O L
FEFEGE (7 HRLE, ©—223385°CLL L)
TEREA
AT 2 FHEM_LOMALDIED %2 58D, 2 OFBEOMK « BIFHIC X 5720,
Hb < 9g/dl, I/l < 100 x10°%/1, #FHER < 1% 10%/1.
7 =) F VIES & O LDH I
7 2 ) F v AR IE# O mean+3SD BLE, i > 1000 ng/ml.
LDH ; £EMif 24 1E 56 mean+3SD B L, @ > 1000U/1.
2. TR ERAHAR AR L
B, MU, U o SEINICImERE B E A S, LIELIE, JRIAL 72 F 23 9h# e REERL Y » 9Bk (LGL)
DIEZRD 5.

C. HPS oWkt (A HPS % W7 % B WikkiE)
(Tsuda H. Int ] Hematol 65 : 215, 1997)

1. MBI ERRGE Y 2 B

2. JFERAHTESEDD 7 & 2 FHL Lok,

3. Bih o EAHERER ORI CERAIIED 3% DL L, & 2\ id 2500 AiE/ul DL T, FHW e RE sz S)
H B \IZINE, K, U v SEHITTOMBRE R E R 5.

# HPS gWiic iy, LEHHZ T 2 LTS 5.
HRIGE, FEIN & 70 2 B, BRI, SIHIRE O 2R 2 B H ¥ 5.

D. AAHS D ZWidtig

(Kumakura S, et al. Mod Rheumatol 14 : 205, 2004)
HAIEH

1. IMmERIEA CRAYIT 2 RfEbh E).

2., V) oz EToMBkE BT 2 MBERO R,

3. FUREONEEIICH 5, WENTHL L.

4, FEYYRE, TR 7 &b ROSTEMBRE e Z & 72 TRBO AR vw T &,
Z#IHH

1. IfIEkiCR 9 2 @ OPiiapE.

2. EA, &7 x)FVIE, & LDHIMEZ bRl bbb,
FrotEH

AR RMEIL, SRR &R %2 & 70 3 i .
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— P HPS J« ON IAHS, LAHS 12 &\ T3,
FEEN, HEREUIE, V) oo SEIERR & PUMBRRD, B
[, AR, & LDHIMGE, &7 =
I fifE, i AL IL-2 2R (SIL-2R)
Efl 7 EREMEE Y 2RO 5. FHL T, &
FY 7YY F (TG MIERASNE, 2D
= TG ME 1X, TNF-a 28 R&EH Y SA—EiE
WEIHL CTG ZEMIE LD L IN5.
F 7, moitro \ZCHBEER - 707 7 —UN
MKz ERTABICEERPIC7 ) F v %
BT 2 2 EpBigEsnTsh, iE>T, HPS
THALNLET7 =) F VIMGER, k2 EET
Rk E B Z o Tw 3,

AAHS D% { DIEFITIEY A FH A v %5
TARITFICX D FIET 5 L4 Z 50, TAHS %
LAHS & [FIRRDIERZ 2T 261035% v, L L,
MERICH T % [ EPifk d 2 LI EE@ AR % N
L 7B MR S B REHI T, EESRE L W
H7 ) F VIR B X RIS 37,

HPS O 2 Wikt 2 &K 2 (/" T, FHL O 2
FEAEZ DWW TUE, 2007 SEITBIE S N, 3 FF
Wzl GERIZTHEE o) & NKflaigko
REBELIZMET, @72V FVUE (720
F v =500ug/L), & sIL-2R IfifiE (sIL-2R =
2400U/mL) OEH EME N TWw2Y, =X
P (BOGPE) HPS o Ziicid, s L Ot
HOZBEEESH 6N, i, AAHS 2B
TIFEEDBWIRNENRD 2%, AAHS I2E T
1%, ftho> HPS & [AlAE D R IR %2 53 2 i
bIEET 524, HTLLFA—-DiERE 2L &
WREBI S FFAET BREBISH 2 2 L ICHETARE
ThdEEZLND,

HPS o ZWinsts s -4k, EiEEE D
RRE#ITS . 77 2 HEBEREPHS T2 D
Bz HPS 21> T 2560 H %5208, )
VR E OB R 2 B X 97T HPS DOFER
WWCTHIET 2 v N HOGEARELHD, L
E U, B OREDW L 7 — A28

T 5. HOCREEE RO BE TR MGk T
HC HPS 23380 L 7285013, B AR s i
ROEINEZ T 2 2 DN ETH 2. iEH)
M BRIV IAE L 7235413 AAHS O Tl HE
Wrd 2 b0, FEREBOIGEIMEIME O EHFIC
HPS 734 U 7285413, CMV R EEIC X 5 HAl
FUBSCHEIA L 72 IAHS 2589 Z L 3B TH
%, ¥, CMVEROBHIZIEZT Y F7 %3
7 OWE, EBVIELIIZEB 7 A VA - 7 )
LaE—HOMENFEHTH 5.

4. B &

—X M HPS (FHL) T, HEBRMMEKES
@ HLH-2004 7’0 F 2 — )L 8RS T\ 5,
7n bk a—)ix, HLH-94 71 k a—)VIigEIE
ZMZ 7% b DTH 5. Chemo-immunotherapy
ELTTFFY X% Y (dexamethasone), T
AR R, (VP-16) > 27w A RY v
(cyclosporine A) DHFHIEILEZ 1TV, D, K
M F 7 108 T B D3RNE S N RER R OVER
B CIERDSRRE 70\ L I TR 2 8 0 IR EG IS
I, Gl RE A2 ST 2 L HERE S
Twa?Y,

R HPS DG D IEA L, FEBEF A8 F (4
DUGE EEY A b A A VIES DML 72 5%
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HFHERE DR IETH 5.

IAHS fEFNZ B\ TlE, PLEHE, v A4 v R
e LT & B IEYYE I B G 9 AT HPS
DYEE T ZRERI D AR 523, HPS & LT
DREIRDS EHIHEST U CEOEIN 2 0t % 3l 2 i
Wl ChRZ TH 5. IMIRIA % 13 U ORERHME
T3 26T, BYEIRT 2 RBRTERE I
Z, A7uA FHlEREy7u 2R vick?
REEGIREEZ FEET 5. 2O, A
R IZBAYE DO EL & 72 6 TR H 2 D
<, Wk GEHEOFEmEE TS, y e
) U ORELRE SN TS, i, &
FA AL VIMFEDOES 2B IEENIEE T2
BtvE, MBSk 2 ZRT 5.
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7%, EB 7 A L 212 X % VAHS (EBV-AHS)
OEEE, LIELIEE/ Z7u—F gtz R
T2, DhBRERICEBWTIE, SR LY
HEF 7203 M HPS IS HEHL U 72 B 58 )i &
A

LAHS (2B Tld, WA, NG U 7 Bk
VU REOREERESET S, La L, HPS &
L CORERICEED G S e WA, mPSL
2OV AR MR ARk & T 5. T,
NK At % 72 13 EB BV > S ED 41,
HHAMED 2 L% L, SRR L ERRE ISk
T Z EET 5.

AAHS DB IX, FEBOIEEHED 2~
0 — )L ROEYA b A A IE F 72 13RI B
53 2 F CYURPEE O SGEE D 7 1 eI
HERITHY. WIS E LCTAT a4 RS
HRINTH B, BERED & HEETIE,  HK
PER-EED 7L P v, EEEE L,
IMERIFAMEDE L WHEEFITIE AT u 4 FKig
JEVE ¥ 7213 mPSL S L AR EIET 5. R
T HA NPT 25ERICIE, 7Bk A
77 3K oOVREEP Y 7 u AR VEED
WG ER D, e, YA P AL yRASTED
T BN D 72 DI IR h 3
TH 5. IS 2 HEVUE»EEIZEE S L
TV 2 EWRBINDIEMICE LTI, #HiE
DR FEE MNP BER  (ITP) G

TiIrbha ey hA7vAuaA R (Frary)
By a7 ) SEEVET 2540
SNTV D, 2O, Ao GG
THEXAEYLXe—MEE Z PR FHL 0
FAYER B (BT TNF BESE) 234 Th -
72 AAHS JERI b HE ST 5.
FFEYENBEAPED ShD>DH 5 —X
PEHPS LR 2 &, kM HPS O FSIERIT 1%
heterogeneous T & O fE 3 R ERENL 0,
WIS KR R O R HPS BT
DFER DRI & BT 12 D 72 s BRI R O
ETDEENS.
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