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[A proposal for diagnostic criteria of
early onset of HPS following allogeneic SCT ]

We propose the 'following criteria from the clinical course and
laboratory findings obtaiiied in our patients.

{1] Sustained fever with no identifiable infectious ctiology

[2] Hepatic dysfunction with a high AST/ALT ratie (> 1.0)

[3] High serum concentrations of ferritin, LDH and sIL-2R

{4] Hemephagocytosis in the bone marrow, spleen or lymph nodes

HPS is strongly suspected witl the p
cven if [4] is niot confirmed.

of [1}[3],

D. E. BZBIUHEH
K1IODEEESEL CORaTMECH
FIEIIHERR CE T2s. AR OZEBFITOWH
MNRMETH D,
BHEZHP ST, %ﬁ%ﬁ%@égﬁ”
HonsiGae s, £EFERE Y AURKRICA
N3BERH %%@%@ﬁ:&%
HPS/HLH O EYAERSE O HPS/HLH | #E
CTxHLd I L vy, BRI b Ot
RS LW eI hi Y, ZigEre
IR L CEORREE L Vo900 CER
Mf&é SEIOBRFHCES &, FESHE
BEHMOHP S OBWEELRLELDR
%5?&50%§kﬁbfm&§®vp
16(100mg/m2 DHE)BHIDMETELT D
« RISBIOFHEBRET, FROEBERE
%%ﬁ B,



F. {ERGRER
Bl

GHFFEsER
1. FER
1. Kimoto T, Kawa K, et al. Growth
deceleration in a girl treated with imatinib.
Int J Hematol;89:251-252 (2009)

2. Kikuchi A, Kawa K, et al. Astudy of
rasburicase for the management of
hyperuricemia in pediatric patients with
newly diagnosed hematologic malignancies
at high risk for tumor lysis syndrome. Int J
Hemuatol,90:492-500.(2009)

3. Atsuta, Kawa K, et al. Disease specific
analyses of unrelated cord blood

transplantation compared with unrelated
bone marrow transplantation in adult patients
with acute leukemia. Blood;113:1631-1638
(2009)

2. FoRRK
L,

H. 5RO EEHED HIFE - B8RRI
1. 5rius

2L

2. ERFERE

2L

3. Ot

2L




FEAFBR RS (ERMER BRI IEE )
(518) BroemEE

MEREREGERE OB - IRRIEEHE L ORWHE DB %

MESHEE KB E— UWNMRFFRRRGEENBTFERE & — #HER

BT  REMOIRE R Y o SHBEERAE (Hemophagocytic Lymphohistiocytosis: HLH)
ZERECZH L, REVRREBBTI20. BETRAENEE LEHERBEMNNDS,
BrAEIR HLH O L 1B OBBERIC O W THRE Lz, EEREORK R b, $4E HLH
ITOFRBENEE TRV QRFREED S O THANVRRAT A AHE L TORCH HBEHNC
2%, QREBEREOBIG L EHEBRENE L., REPHLMER ST, FHLS 2
BRI, 7a—¥A1 b MY (FACS) KEBRZ ) —= TOBEEIEL TV 3B,
AR, RKOBWERLIBER 0 ba—LVOBERNBBETHD I LHRRE
N, Fle, BERSHICHTH2BE E CoOBREERIOERMBRBHEOMAE R &

EOWTHEERN T TH 2,

A. BFEER

FHEMEHLHO 9 HFHL2, 3, 4ORE@EET

{34 % PRF, UNCI3D, STXIIT. 20094EIC
STXBP2EHAFHLS & L CRIES -, FACS
R Western blottinglZ T, ZHHDAT J—=
VIEPBRINCE R, —F, ZRMHLE
DIFELERRBOZIRMEND . NEOBRT &
BRI L CAES TRy, IBEICELTS
B BEFEREERIRTALE & PV 2 36 AR RE
HWLEXN DB, TOFEEIREL L TR,
ASEIZ IRV 5 2l E TR ORIBE AR EZH & T
35,

B. WHEhTE

FACSIZ CperforinfE B O AP Z TV,

PREE{GF D EHLF % Direct Sequencing |Z
XV IRE LFHL2 22T 5, FiERORZH
HEFIND, ZEEIEREHRTTT 5, FrER
HIEFIOREREEZITV. BRI E 15E
ORBEREHLNCT S, EHERIDL
ILIR I R HRER O M AL E COBl
EIRFIT OV TRFTT 5,

C. kR

HLHZZIE Ul 34 IR (REsi2el, K
1) ZREER L7z, 1611ECD8I X 1CD56
W5 P M B L perforn B8 FI AT S K $H L. exon3
del550.551CTG D23 F K 2k % 8 U CFHL2

EBM LTI, AT VILIERBERThS, 0
TEAEE R X AR > B AT & i BR Bk
R LIZA38CL EDRBIIA SN ThRI-
Tro TRV RAPV LT uRARY SERIE,
RN 822 T2, b O 1FIIER34E
1724g CHAELUMEL MRBL 2R L, F
ERNREEENSHEARBEL RB SN, =
HHHLHIZY A RA T o A VABEETH -
Teo FERGIOZEREER R E LB L,
FEROBIICBT 2EEAPHLNE 2o
Teo OFE (L ITRBESIT) (. LD 7
Uk Y FifiEDEEME IR, O L 7%
S NEBNEFEREOEEMRITE V., OF
IR LD U LBk H Lo, @TEN:
{LTHIRROHEIIAERE T, ORIERE (B
WKNE - KHAKE) 85, ONKEED
FEAMIIEE LS, BT AN IL 25 A/
TV F U EEORSEB O RRE2T
Ve Fio, RECHOWVTL, BReEHEON
X VPI6ERE OIS & Z i b 5 3EAl
PRREE otz

D. &%

MEBMOFENS. BAROHLHEE OBE
A & REBBIDMHEHA S C& 7z, HLH2004
TR L ISE T 0 b o — U EEERINT B
THRATH P, B TROBEET S EL,
BrAE RFICIEMAGR ERHL N E o T



