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HLH-2004 7* &2 K I — )b |& dexamethasone
(DEXA), etoposide (VP-16) 3 X U cyclosporine
A (CsA) OPFHIC & 2 MmERE &MY > 7 SHLMkER
iE (hemophagocytic lymphohistiocytosis, HLH) 2
x5 5 EEILFEBEGERE O -V THBY.
INL0EFDH) L, DEXAxHH AT O A M3
I % T A L LR S TB Y,
CsA E a5 AR Al 20 v UZs e il oo e 14
WM BEERE  (thrombotic microangiopathy, TMA)
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|, #7-HEAR 7T b g — VT &Rk
TiEEDITHE % G20 72 EB 7 4 )V A DFEELIC
£ % HLH @ 1 % #5 L 7. ERIRA#E 2 & 1kl
KFHEEO T DR KT & LT, FHIEATSH
% DEXA 72 \» L CsA DB5- 235k 1172729 STk
MERLMAMET 5.
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L, IWIMGRD Z il Sz, HlRsE oS-
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T B B UEER < H 4R R IR MR 4.5
TSR L, BE % 526 727230 BRNE A AR
Loz,

ABRBEIRAE : & 120 cm, 1A 20 kg, AR
5 0.82m° 1K 39.4C, WR¥ME 132/ 4y, IfLE
96/52 mmHg, ik IXIEHTH - 7225, BEHOAE
CTHREREBICEE 2 300 7. T HIMBEE 7% <,
HHERICTIG & 7278, ) VSHIERIZA S
otz EEHTRAHEHHRMEE TICH%E
S5cm il L, ERAEHTH - 72, PIdfiae 3,
MR R A SN h o 7.

ABRBSARERT R (R 1) @ — MMl <l /i
ik 44 FH /&AL, PT B L OAPTT OIEE,
FDP 3 X UF D-dimer @ |- 57 & $&AH M M55 P 6
BEHEGERE (DIC) D& &2 L7z, ik b
WA CIEEENEMOEE ) VY VIdE, AST,
ALT, IDHB X O'CKHD LA ##BoH7/-. 7 =
1) F itild 540 ng/ml & EH-L, R p, 370
0 7)) il 204,770 pg/l & FHEI A SN
B CIIAAMIEEUE 6.4 75 /ul & IRAHIA S R,
MERE EAEATHL S 7z, JEER CT CTIIHTIHE &
FINR IS B 0 37 IE & & 2 5 I B AR % 7260
7z.

BRPR#ZB (K1) : %55 HICHLH 2L,
methylprednisolone pulse (mPSL pulse) %12 X
DIEE R LAY 5 b B EWSERGE L MR A A3 e
FL72 599K HICHLH2004 72 F 2 — )LD
HLHZ WA Z G- L, L) L E U H256.7 mg/
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®1. ARk R

WBC 4,800/ul AST 789 IU/ Bone marrow
RBC 388 X 10"/ul ALT 413 TU/ NCC 6.4 % 10"l
Hb 11.6 g/dl ALP 416 TU/ Mgk 31.25/ul
Ht 33.9% LDH 1,994 TU/1 hemophagocytosis (+)
Pt 4.4x10%ul v-GTP 891U/ Chest CT : pleural effusion (+)
Meta 0.5% T-Bil 4.8 mg/dl Abdomen CT : periportal edema (+)
Band 42.0% D-Bil 4.0 mg/dl EBV VCA IgG (FA) X160
Seg 34.0% TP 5.2 g/dl VCA IgM (FA) <%10
Mo 0.5% Alb 3.0 g/dl EADR-IgG (FA) <Xx10
Ly 22.5% BUN 11 mgy/dl EBNA (FA) X 40
Aty Ly 0.5% Cre 0.5 mg/dl DNA
CRP 3.36 mg/dl Na 126 mEq/1 5,246 copies/ng DNA (WBC)
PT 60.0% K 4.2 mEq/l 35,180 copies/ml (plasma)
APTT 46.8 sec Cl 97 mEq/l HBsAg (=)
Fibg 227 mg/dl Ca 7.7 mg/dl HCVAb (=)
AT III 87% P 1.5 mg/dl HA-IgM (=)
FDP 24.2 pg/ml T-Cho 106 mg/dl CMV DNA (=)
D-dimer 13.55 pug/ml TG 183 mg/dl NK cell activity 35%
IgG 684 mg/dl CK 541 TU/1 Perforin expression normal
IgA 156 mg/dl Ferritin 540 ng/ml Munc 13-4 normal
IgM 118 mg/dl U-B,MG 204,770 pg/l Syntaxin 11 normal
sIL-2R 11,700 U/ml CTL activity normal

dTHo/7d, VP16 % B ECAB L O
DEXA Ot HTART T s 2 — )2 X 258 % B
L7z, BHX)MBEHHE SN, MRS
12985 H LUBEANE & 72 5 72, T EBV HUIRMH o 5 4
X PRI % 7% L 72A%, EBV-DNA Mifsids & X 0 7
TEPEAL &HIl S 7z, WBERGER, BY ) ve s
fiE1Z 184 mg/dl £ C LA L7225, 23 HICIX
10.3 mg/dlIlZ T L7272, JL#aH 5.5 0 25% 12
W L C VP-16 O 5% Bigh L 72, Fal I NEER
TH 65K H ICE ML 22 L, 8 EM o
B TIHEBWEZRT E L 0w B IZBEL,
DIk CROBBISR T TH B DAL B LT
WA, EERGET 209 E X 0 AT I iGHEAS
200% LL L, %526 % H & ) PT EAY 150% Ll Lo
FEEA R L 72, 45 33 9% H o I MK %1% T
ALV, VIL VI IX, X KFi&E, von Wil-
lebrand K1~ (VWF) 35, 7054 » Cifitks
YT F A3 47y (PLG) D ERAH SN
7o (R2). BARIERIZZR 269 H L1 20 H

A7) R OFEGEEE * fi1T L7225, Z0%
MG CREBIEE U7z, kIR T35 P i oA
T L, 514398 01T AT I 3B X OV% VIII [N 1
HEHEOBEIEY RS IEE(LLA (R3). 356
2 AT T (2 48 178 9 HIZIE# AL L, 45 VIIT
RF-IE P55 269 9% H 12 157% & I ZITIEHAL L 72

£ £

AIEBNZ BT 2 IR IMLA GO TR & LT
&, ATHI GO E2FTEO IR, B I ONE
P RS IR IR S AN AR LRI 4
THIEFAL L7222 & 25 DEXA % Wi CsA 12
B SHIIENDY RN oY (Al

CsA (T iR 70 v LIR#R % TMA
RELRTEHO—DL L THSLNTWV BT,
TMA O AT B2 35 v T I AR A B B 55 o>
~ — 7% —T& % thrombomodulin, VWF, plasmin-
ogen activator inhibitor type 1 (PAI-1) B X U'tis-
sue plasminogen activator (t-PA) {51 _EHA5A
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mPSL pulse : methylprednisolone pulse, PSL : prednisolone, DEXA : dexamethasone, CsA : cyclosporine
A, CsA conc. : cyclosporine A concentration, VP-16 : etoposide, PC : platelet concentrate

F2. H33MHICBT D IRMAFFE

PT >150% (70-110) * Protein C Ag 334% (70-150) *
Fibg 385 mg/dl (180-400) Protein C activity 242% (64-146)
AT III >200% (80-120) Protein S Ag (total) 129% (65-135)
FII 172.2% (75-135) Protein S Ag (free) 126% (60-150)
EV >200% (70-135) Protein S activity 116% (60-150)
EVII 195.8% (60-150) PLG 131% (80-120)
EVIII >300% (60-150) 02PI 116% (80-120)
FIX 180% (70-130) TAT 3.6 ng/ml (<3)
FX 182.6% (70-130) tPAI-1 43 ng/ml (<50)
WVF Ag 262% (50-155) PIC 0.4 pg/ml (<0.8)
WVF activity 275% (60-170) Thrombomodulin 2.5 FU/ml (1.8-3.9)
LA

SN BY 28, AIEFTIE TMA OHEFTEIOREE
—HFAT, REFNC BT S A EEO TCAER

712 CsA DG e & E 2 b7z,

—7, DEXA & URIFHEEAT O A FEiZe
B L O EY R M C o %K T VWF, endo-
thelin 5 & OY PAI-1 itk & B &€ 5 & & pvidy
&, BEIRT Tl Cushing FEEHEEZ 2B W T

VWEF {1, thrombin-antithrombin (TAT) B X
0" plasmin-antiplasmin complexes (PAP) i % f&
NS OEAEDS

FNHBELAEICEHETHY,

ARHIFMRIC L Vs L2 &2 R, FREIENL
A PR SR PR B 12 B\ Tk & mPSL #R L#%
S4BT B L O VWF &S 25% B 172

CEY B ENTE .
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® 3. LIRSS L RS ARE RIS B LI H OB

W H
Ak fiL B E AR A el (%)
5 33 i H 5 83 Ji H 5 115 95 H 55 143 95 H
PT 70-110 >150 126 124 105
AT III 80-120 >200 >200 169 131
ElI 75-135 172 200 151 106
EV 70-135 >200 200 192 102
EVII 60-150 196 200 155 100
EVIII 60-150 >300 >300 235 189
EIX 70-130 180 51 55 65
EX 70-130 183 186 190 101
WVF Ag 50-155 262 203 155 119
WVF activity 60-170 275 161 151 114
Protein C Ag 70-150 334 170 109 86
Protein C activity 64-146 242 166 124 96
Protein S Ag (total) 65-135 129 161 145 112
Protein S Ag (free) 60-150 126 160 149 121
Protein S activity 60-150 116 163 144 103
PLG 80-120 131 106 104 105
a2PL 80-120 116 120 109 122

RIS R A T O A FEEDEEEFIRAE % & 7297 H%
FIEWELAHTHY, hFEFTRifTShTIh
o TR 1 & 3 GRS L 7 Heio BB o
WENRE2WASON TS, Jilma 57 IFKE
DEXA % 5-% (1.0 mg/kg B EE) 2BV T,
M PR MRS AL O FEEE & LT VWF %5
L IM/MIOEHEALOFREE L L COTEMEP-L L
7FrDEADPESN, invitro T b IETTER
R L5 PN Rz B2 22 I T O MR 12 B W T i
DEXA T VWF-mRNA O ER R 5N/ & %
#5172, F7- Brotman 5% X, DEXA O %R
5 (6mg/H, 5 AM) (2L 0% VI, VI XI
WA BELRPOAEO LA RO/
VWF {514, D-dimer, 7 1 7V /7 >, WiHME
CD40 ligand B £ U PAI-1 O ZfLICE=EITR S
Nhpoiens, ToHME LY AT 5
DEXA O G HIH O Z BT T\ 5. FIEHIC
B TiE, mPSL pulse %512 & Y GH G S
M, T DEXA 10 mg/m*”/H (8mg/ H) 1I2X%
HEEDFT b7, DEXA 12 2 BEm L, 788
M G0k S N7z, S oS8 B X U5

|Z Brotman 5% OfH A BT 5 o Bt
W LKEPOEMMTH Y, ILMKAT~DEE
A5 72T REVEDS D B

B, AEFNEEMBLL 2k H s o Bk
TR T I - SRRV E Y EHEONR
FAOBIZALN TS, $abbEERTTH 5
7470y, E10, VIL VIL IX, X, XIB
L OV VWF i, SEIEIRFCTHhEL 7aT7 A~
Ciitk, MHEARANTTHLHPLGB LUEXITRH
TN, B L OBEHIERFTH 55 X K1
WA EA L, —F, &REHIERTF Tdh 5 ATIII
BIO7ur A v SiEY, BEHIERTFTH S
PAI-1iGHEDME T 42 2 A HME STV A,
o T, BEEAWEMEIITUHES 52, B KT
TEPE, BRVARIEE b BEELRIG O A5 T
TUHET B 728, BEE - SERNT AP E T
BEEZLNTWVEY., INLORERRIZBW
T, ATHI {EMEDSASEGICIZoTHE L, YIiE - ¥k
FIVE VEAERIRAEECIZET LTS E W)Y
SNRENIEH 55, MOFERITE CHEML T
5.
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NFETHALN TRV, FEFNI BT 5 S5
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