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Hemophagocytic Syndromes
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Hemophagocytic syndrome (HPS)

dunguamsfifieananaiedndioas histio-
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fmsauliadousnley Chandra wasame Wl
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Clinical manifestations

1. 0y lsadinuldfiheynany doudong 6
wandla 78 T Toensde 437 °° Toemuludenesnn

Y A 6L o 3 e o EL G @ A
Nl udendssanm 2:1° dmsubuwanidnd
\'Lsz v 69
TeNulIRayaN
‘il Aa ° % 1 A v

2. amafidferhvesnnonde s 1-2
£ 6 1 =3 A AV ¥ (%
Flonsh witnemeoawuie 2 Whaw 4 diule

257

2% A 9: A % % a
&I']NI@] I@EJBWSJG]@N%WL%@@QI@]@’JEJfﬂW JIANPRHERIAN
skin lesion I@ammﬂu rash Elm::azt,m Glaanags
MMIMABIALLL hepatocellular jaundice Elm"w
ﬁﬁ;w,l,’id%fl multiorgan dysfunction nanfa
mm‘i‘V]NvL(ﬂ’J']EJ Ua@é’mmm NI NN 1%
coma Wagd GI bleeding™” dhwiuaienzbus) 18
Py a X

mmm%@amn Toed retinal hemorrhage LL&¢
optic nerve 1¢1™°

3. i{ﬂmﬁ clinical course &N ﬁ’)ﬂ%mjﬁﬂ
X [ A % M Yo % £
ﬂdLLﬂﬂ‘ﬁS\lﬂWEJsL% 1-2 0% ﬂﬁ\l&l\lﬂ‘iﬂm‘ﬁﬂtﬂ‘ﬂ%
N
Laboratory manifestations”

1. Cytopenia WUNAWOMNAGLNGDS Lazwy

t:ll | [ 3 A A [=3
mﬂ‘mqw E{QHGLMQJLU%WG 3 9eUU @2 AT LN
Bonaneh uasnSadonsh TusssianaanUies
bicytopenia LL@i@iﬂmzwunﬂ 3 YUY MIF
\R86N smear TU atypical Y138 transformed

! YR R 1% 1%

lymphocytes QS‘H’JBiﬂﬂuﬂﬂﬂiﬂ@%m@‘]mﬂvlfﬁﬁ
) malignant lymphoma 81AWU erythrophago-
cytosis lwdanld uevnenn™®

2. mimﬁﬂ\l‘ﬂﬂiz@ﬂ WU hemophagocytosis
WU precursor cells 61,‘1)53‘]_1‘1_1@1'109] S} megakaryo-
cytes, erythroid way myeloid cells umafiidi
virus infection 9¢WU transformed lymphocytes

X A AA @ .
NN ‘vﬁaslummw 1% malignant lymphoma 2%
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WU lymphoma cell W cluster ¥i3anszan EJ‘?%Q“] \lﬂ
sl,umﬁm%wu hypoplastic bone marrow a
erythroid hypoplasia, myeloid § shift to the left
Gaflunaan virus wag cytokines nalansygn'?

3. MI®TI_NN coagulation WU prolong par-
tial thromboplastin time, prothrombin time L&g
thrombin time Zafiaanéudemin? uasdl DIC
USSR bleeding eaisn™™

4. whimassi wufianfdaustiezezan dihe
£l jaundice total bilirubin 2¥Augesnn a1afs 20
mg/dL, alkaline phosphatase g&ﬂﬁtsmm 3 L‘Viﬂu
T8 severe 81954 10 Wh SGOT wag SGPT &
Tvnjazeefluseéiu 200-400 UL Lwﬂmwﬁ‘gmmqq
3NNA3 1,000 U/L serum albumin a¢eadasa
9¥9u LDH %qq%u Tosamnelusefidn lym-
phoma g 1,000 U/L A& amnmsasiams
NENDWI EHGLWT‘U WU hemophagocytic histio-
cyes infiltrate GL‘H sinusoid \ISJ‘W‘U hepatocellular
damage, mﬂmié“m%wﬁamw@%mmimslﬁmi
s HPS ¢t 50%'°

Fever_(on set 1-2 wk)

Liver T —p-Jaundice

5. fmsdesmihfivasle suiu BUN, creati-
nine E;N%% § acidosis SLmWEJ“?Il‘guLmﬁ oliguria

6. Pulmonary infiltration ﬁﬂa@ 2 43 Tume
ﬁg‘mmwu ARDS %@Lﬂu terminal manifestation
‘SIJ'FNTﬁﬂ

7. MIGFIINN immunology ANUANNNG
Un@ilé 194 Coombs’ test WNALAN F¢6U anti-
nuclear factor geninind smlmajtszanas 1:80 -
1:320 UNNURNRWY circulating anticoagulant VLG,?Z

8. Hypercytokinemia™* f\ﬂﬁﬁﬁﬂzﬁm&ﬂi}i Qi
WU cytokines 1%5@@@0%% VLéjLLﬂ' interferon
(IFN)Y, tumour necrosis factor (TNF)-O, soluble
interleukin-2 receptor (SILZR), IL-6, M-CSF, pros-
taglandin 8% macrophage inflammatory pro-
tein-100 (MIP-101) loeiasns INF-Y s sILR &
ermlFhgenn g TNF-O uay -6 fanande
078 lalgon el

9. WUTEMU serum ferritin §3sNNiAY 500 ng/

mL {eaNs severe erythrophagocytosis (;sﬂﬁ 1)

—

Spleen T

Pancytopenia

Coagulopathy

Hypercytokinemia

-‘

~
~

Bone Marrow # Hemophagocytosis,

~ DIC

Hepatic Failure

—~

~

Renal Failure .Lung PBrain bMOD

“ﬂ)

1-2months

gilﬁ 1 LLﬂmm‘a‘GhLﬁmladIiﬂLLazﬁdm’mWﬂ% hemophagocytic syndrome

(MOD = multiorgan dysfunction)
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hemophagocytic syndrome 1%?3585(511% Ao

1. 14 gadulusraslszanm 1-2 §ami ueina
MW 1-2 o 16

(% 2%

2. 6 NWNI@]

3. ﬁmmimﬁaﬁmmma&h@‘m\L%’J WNANT
FTINNFUNLILAY bilirubin, alkaline phos-
phatase, SGOT, SGPT Qﬂﬂﬁwﬂﬂ@ ke albumin
&

a .

4. 3§ cytopenia

5. Coagulopathy

6. lanszgndiesgynme azwy hemophago-
cytosis I@EJ mature histiocytes 1‘%31 el virus
ERIAGY lymphoma A¥WU tranformed lympho-
cytes a0/ malignant cells VL@%

Disease associated hemophagocytic syndrome
1 [ 1 A
Lugaan 2 W’msl‘lﬂiy""] Q0

1. Familial hemophagocytic lymphohistio-
cytosis

2. Reactive hemophagocytic syndrome GRRY

® Non-malignancy associated
hemophagocytic syndrome
-Infectious associated
hemophagocytic syndrome
-Underlying immunologic disease
associated HPS
® Malignancy associated
hemophagocytic syndome
Familial hemophagocytic lymphohistiocytosisyz

28

fmarulludndn dalynifousy 70 axiliony

[ 1 o5 A ‘[ X v €
1NN 1 U° Wasan IAUEVBANNNTINNUD
1oenh autosomal recessive Assnnuluasann
dJ A A ;dl @ Ay 9g
%GUW&JW@W&I@’NNLT]EJ’J@ENL‘U%ﬁy?(ﬂﬂ%
;% ;dl 1 % I v

DIMITLLEON W‘]JVLQWNEJLL‘]_JU ‘Vl‘W‘LI‘LJE]EJVL@WLLﬂ VL‘?J
o D) A Y A Aa o 4%
@UIG] NWZNIG] 1MW) ‘IL@LLT] NUNHNINUI 1NN

A ¥ v g
Lﬂﬂﬁﬁ)\{[@] LAEIMINNTELUUTYE ™ »L?JNWUSGIJW']
= ) v )y
e Uagtuen It ‘]JN@N@WQ%MWEFL?J{@L@G 2]
o X A %A
N?NQSI@]“BJHL?E]EJ“] G]E]N%WLM@E]GI@]QSWU?J?SNWM
50% ?Jadf{;\l’:ﬂ’f]&l 2MINNITVUYILEM 21MINg
o LLagLaa@E]E]ﬂﬂ%lﬂ%i%ﬁ%%l%j@ﬁ?EJ“IJENI?@ ma
ATIARAM WU cytopenia DIC hypertriglyceride-
mia, hypercytokinemia, hyperferritinemia 113
NeNDIWENALNY hemophagocytosis WU infiltra-
tion ¥8J lymphocytes A% histiocytes éluvL?J
naegn uatlueTenghve) TwiaTisNose”® filhe
! I K 1 A ¥ M Yo
muslmy%mmmiumﬂu 2 0% mVLN\ILGﬁ‘]_Jmi
[ 28 o o GL o A "19/ .
NN MUILMFIINTN uﬂaﬁguuumi P immuno-
modulators LLazmiﬂ@Jmhﬂmmxgﬂ Zaaslenan
dioly
A a X v 2 o

ﬁNN@gW%‘TJ@GﬂﬁLﬂ@Iﬁ@% ANYUARNINY he-
mophagocytic syndrome %ﬂéjﬂﬁnmuﬁ%m%ﬁ
@i NanfaNaNNRALUNGYas T/NK cell & hyper-
cytokinemia”
Non-malignant disorders associated hemoph-
agocytic syndrome ﬁagj 2 ﬂ@jﬂmjﬁa ﬂﬁj&l infec-
tious LLazmjmad host 7%l underlying disease

Infectious diseases associated hemophago-
cytic syndrome WisoONITN 4 NgNENALTRGAME)
fo

1. VL?%E? ﬁﬁﬁ&mu\lﬂé’ﬁlﬁ cytomegalovirus®,

1,6,1329,30 &
il

. . v = a
Epstein-Barr virus GWU\IWNWHWQQ [IRbAY

mmwéﬁtﬂuﬂmﬁ@ lymphoproliferative disor-
ders Foaglenansialy dwsulsaun Ameouly

31,3

fa hepatitis A,B,C z parvovims33 human her-
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pes virus-6> La¥ rubella ey varicella-zoster™
2. wefisy wuldviswnasay wasunasuan®
Tnamnziulsnssezinsnazaty (miliary tubercu-

¥
13639 |4 . 40
199 salmonellosis™ scrub

losis) ATemAliann
typhus™)

3. L%Em Giy)) histoplasmosis®

4. Protozoal Infection-Malaira®

Underlying diseases associated hemophago-
cytic syndrome (HPS)

Taanguitinasifndawsuagiowda HPS &
Snwnishdngde dungulseiviligdduunmdas
ﬁaﬁﬂﬁ@@éa&nﬂLLﬁz@%LﬁﬂWLﬁ@ HSP s
S duhefisl BPS shuuiihefifinfidui
UNWIBY (immunocompromised host) Q@ﬁd 87%
ﬁﬁﬁmm\lﬁ@ﬂlﬁ autoimmune diseases”” L“ﬁ'usl,u
SLE*** theumatoid arthritis, Sjergren syndrome,
HIV, Lﬁ@@]mwﬁdmimﬁlauﬁmvlmmzqﬂm%aaﬁmz
é%ﬂm EL% X-link lymphoproliferative disorder ;

pregnancy”) LLﬂzéﬂ’J&J chronic renal failure™

Malignancy associated HPS
NzSTiAnT I HPS iuléun malignant
lymphoma 2swulévs T was B cell §m5U acute

59,60 O o
UNNNUUNITIENIN

LA ¥
leukemia d7 mm‘hm rare
] o vy A .. .4
TWLSINNUKLE7IEY Langerhan histiocytosis %9
IFsuenafiinta® dmsusSefidin non-RE 1
HPS dnasfnlusvavgaiesadan demlvajfims

famaINee
sy malignant lymphoma associated he-
mophagocytic syndrome ﬁ]ﬂﬁﬂéﬂ@i@iﬂ
va 3 Y ] o
qnmmim‘maﬂiﬂﬁwmwnu HPS
n‘d YR A A
mm/m@ﬁﬂwﬂﬂuﬂmnLLamuLavﬁwmmLL@m
1 (% a ;§ A ;:l [ A
harusn Tuaniowdy smmwmmslmyuu {M9a

#i09n4 uay |9win wuh lsadumeuas HPS 1An

9,18,62

N malignant lymphoma qwﬂﬂﬁd 40-65%
A 6 A v A
Tulsemenefmsnuliloawmedvnioud uacane
Anmnsnslmdnfidu HPS anmsdiaie 50 Ty
Tusee 10 T wuh mean age 4-14 T Wodwlngy
Lfl% bacterial, mycobacterial, virus, fungal Lag
protozoa SATENEGININTY 70% wagdnazhiown
N538@8 multiple organ failure Wag DIC &wsy
;dld U ) 1 A

TuanamAdnmugile 23 18 wuh 21 eudl
underlying immune deficiency Iﬁ?ﬂﬁﬁﬂﬁ Rl
HPS wuilu malignancy e 7 T slwﬁmm 7
Tetiiin malignant lymphoma Wers 3 e (3/23
= 13%) gufimdaifunnlsadiogads virus 13
e (CMV - 12 918 Ly EBV - 1 978)), bacteria 5
T8 ey fungus 4 MY’

dwdu EBV shilgiBmenigeannlumuaide wu
Yoy = A li/ 1 % =3
FEte HPS Amsfiaira EBV 3a8enugeily 25.6
T0%°%2% (a9 1)

dwSuuniveas EBV danmiiea HPS tikasle
nanaeta i)
Pathogenesis® ****

NeNBALHALYRY hemophagocytic syndrome
d‘ b5 (% (% ;dl o A [
Nendasiuiladeiideny 3 Usems fo anwueang
host @awllu immunocompromised host {19414
fowfia HPS v Smaamlite 87% sasfile’™
MIWAS cytokines penvsnnang luanisiiin HPS
wazatiimsnivasmsfioize Eptein-Barr virus #9i
newmbiluawaidefifu HPS gosnn dous 25-
70%°% uagaulvn) EBV ANy malig-
nant lymphoma® $Jadevid 3 Usemsih Waniauan
AaaBuTITLaLT 11 1AA hemophagocytic

lg [ [ 1% [3

syndrome nlshazifunnlsadiume lafos

Anwniand host FAYAGNTUILNWIBINEY
vhlilainsnsardaiashe Adhghemeldaudims

A X 4 P a v .
AALTIDNTALININYY ADIINTINITE U lymphoid-
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@517 1 Diseases associated HPS

Chinese’® Japanese18 Caucasian®
Associated Diesase 83 Cases 21 Cases 23 Cases
% of case

Malignant lymphoma 40 - 65.1 48 13
Other malignancy 14
Infection 11.6 - 40 52 78
EBV 25.6 20 9

Bacteria NA 24% NA
Protozoa NA NA NA
Fungus NA 10% NA
Mortality rate 45 NA 26

NA = not available

histiooytic cells DENINNAN YAV cyto-
Kines yianefin AEmenulife W1, sIL R, IL6,
IFN O, INF Y, prostaglandin &g M-CSF*# &3
Lwdwﬁﬁnwéﬁwawa endothelial cell FBIHTINADA
Goa vhliamslraienduman shock, hyperco-
agulability, DIC LLﬂﬂ%ﬁEj@ﬁ multiorgan failure
wazLhafounnTIn

EBV ﬁuﬁmmwéwﬁzﬂumiﬂau T lympho-
cyte viﬂﬁﬁmimzéju histiocyte fasnil interac-
tion 5¥%319 T lymphocyte Wag histiocyte AM3
s cytokines DONANBENIANNINE® MNMIANLA I
Foriveaaswui T lymphocyte %@gﬂ?ﬂam’ha EBV
%mzéju monocyte 1% culture ﬁﬂﬁlﬁ@ phagocy-
tosis WALRMIMAS TNF-OI INF-Y uag IL-1 Ao
ﬁmﬁmzﬁu TNF-O gene RTYaEY transcription
208 TNF-O Lﬁ@%‘bﬂu T wae B lymphocytes ‘ﬁgﬂ
qlanln EBV (57% Uay 40% 999 T Uag B lym-

phocytes ﬁgﬂ’;ﬂwéf’m EBV) &Sy transcription
299 [FN yﬁuwmamiu T lymphocyte ﬁgﬂgﬂw
¢ne EBV Ufn3enmanas TNF-O, IFN-Y Lay IL-
1 shuansnsemeaglsldlaems culture fU anti TNF-
O uay anti IFN-Y°% sanainsuwdanuindinig

v . o § va 6 @ A
N3¢dH Fas ligand ¥lfEimamereazadisinian
(apoptosis) et dawalsHIMInTEd histiocyte
wazil hemophagocytosis 3N (WNWDHT 1)
Prognosis

| zil/d n‘ A o

naulsnifimenennssllsadian fdanmege
ann Afimeembisanmegeannlwdnds 70%
Y ) v o LX . X
Ul R indiRessri visimmengaeimatiin
fimadifiaslanfimaSueruss vlARanens
MW TLAAawAa multiorgan failure

8 A & Xo, & A

wae DIC Zadlanesveeiirilieashaunngssnanyn
e Jefwenenndinmiia prognostic factors Haag
IPlsmuesmusmadsauaylimssnsathads
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LLN%ﬂﬁﬁ 1 Phathogenesis of hemophagocytic syndrome

Malignancy
Severe Infection (EBV, bacteria, etc)
(Immunocompromised Host)

Activated T and B Lymphocytes

Macrophage hyperactivity

Hypercytokinemia
INF-CL, IFN-Y, SIL,R,
IL-1, IL-6, M-CSF
Shock EC injury

Hypercoagulability

TApoptosis__p Hemophagocytosis T
(Fas ligand T) +

Cytopenia
$Hyperferritinemia

Opportunistic infection

DIC ——— » Multiorgan Failure €¢———— Shock

1
[

O ML
A
Y

prognostic factors G9NE1
ol e
1. 01 thengannnh 30 3 1ald
2. Severe pancytopenia : anemia, thromb-
ocytopenia, granulocytopenia

3. Abnormal lymphoid cells le,ﬁa@ ANz
{N®31N malignant lymphoma

4. Severe liver failure : bilirubin Zjﬂmﬂlﬁu
10 mg/dL, enzyme SGPT >1,000 U/L, alkaline
phosphatase >1,000 U/L, albumin @%Wﬂd? 25 g/
dL

5. Multiorgan failure I@EJL%‘WWS lung, heart,
kidney L% brain

6. DIC wa¥ bleeding

7. Serum ferritin 6N L1 500 ng/mL, B2 -
microglobulin §1nN71 3 Hg/mL

8. Serum cytokine g8 LA TFN-Y, TNF-
a, SILR

Malignant lymphoma associated hemophago-

cytic syndrome (MLHPS)

I‘a‘ﬂﬁflﬁﬂﬁ%ﬂ%a’h histiocytic medullary
reticulosis (HMR), Robb-Smith™ i?&lﬂﬂ*’ﬂ%ﬂ
Q.6 1939 §lasn Rappaport Wil .61 1966 b&r
Wasngau malignant histiocytosis” lae/ e
a%m&riﬂiﬂ&lﬂ% malignant proliferation a9 his-
tiocyte Shaaluvansyey Tyusveimdodausitl 1985
Iefimsdnmduiifieausadaesesing Unng
7 fﬂfﬁ histiocytes welkiln lymphoid cells Lﬁalﬁ%d
e Afmenwliuiu histiocyte Suflion

76,77

¥ (% 1 ;% ;dl b5 I
NN ﬂﬁ@%WU@Gﬂm’JVL(ﬂ LUﬂEJH@’NNL?J']GLGJ LLG)
e a A v o a ¢ X
QN L@NEL%LﬁTaGGMmL%@?JENL%@@N%L‘NI%I‘S@% GL‘HﬁEEJ%
wﬁdﬁﬁﬂﬁﬁm{lﬁ%ad%ﬁu pleomorphic large cell
lymphoma Uagtiiasannlse lungsiidanwazaney
Aalinsanmy hemophagocytic syndrome 6],%
ﬂﬁ]ﬁgﬁ%ﬁﬂﬁ%ﬂ%@’h malignant lymphoma associ-
ated hemophagocytic syndrome
Epidemiology
X o A o r o
Iiﬂ%Lﬂ%I‘S@V]WU%@EJNWT]GL%@WIH’J aumﬁa@m
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Snermlitenn 200 T8 Anenuwlerummds
T @61, 1990 A 2 series  series HINTIENA
U a6t 1990 wu 9 eluszeznm 14 37 uay se-
ries Moy 11 Teluszay 6 17 dwsuluewaidy
A % é{ Aa Zj A L2 dl Iy A
fmenulivnizend vieesdu i i md

21029977590 gt s lssnet nensmevila

T
DUANE LAYADAL TENTUINITINENLNANTANG
&My 36 M NRLhe non-Hodgkin lymphoma
175 Melussess 5 U7 dasnneunngdmiuns uag
Ao Wemennlian 67 118 luszasna 6 0 an
Issmeninagrhasnsal® dwsuaeasiih eniless
amwneanUsesnns 30-40 T° Tuaweigolay
wneglusumeng gaandheiaunieumm low

fi7se0ease uaﬂmﬂslmﬁﬂ%

WAL EA)SEINTL 20-30
Fomonuwl3lud @ ¢ 1999 angihy 142 1 wu
meadeLseams 49 1%
. . ! ) A ! A

Manifestations Lilaaniiu 2 3aslynjn) Aa

1. Clinical manifestations

2. Laboratory manifestations
Clinical manifestations”” %%

MMIMIAaHNYas MLHPS Hinaanmaling
NT¥ANE789 malignant cells TUamuaTenysine 3
snidu hematogenous spread VNI TARNZS
navane lsiAeauldvnateny 91 nodal waz
extranodal finusnn@alnlanseen du S dosth
WAng 50989 A Maiuans suad o uae
d‘ 1 ¥ :dl
B sqUamamasyuehen) Wdsiife

Y v A é’ < A

1. amsld dnifetumalusseznauie
1-2 §onsh Tusrezusnorafiuldehn uddosnazge
Tuatamai5ate 39-40°C s Wi ldiannnd
Fouay 90 23R ETivNG

y v vy ¥
2. shala wutssannidesay 40-70 VDIV

77,85

NHR GL%‘]_ﬂ\ﬁWENWHSLm’E/QGﬁG%E] gag 1007 BNeed

shasmaelalmannlaeviliaslsiiu 10 @udiues

wuluszuznamdedldsvanm 1-2 denst lunadh
/:il % [~3 ] o A £ 2
ashalaSuaslnaiinnagildarmathediasle
Toenluhailelu MH daulvejaufiaraivems
uaAIManaTinaus) aehdlsfiona fmenuhonadie
WUUED T UAA AT M AR LIRS 0
| [ xR A 1 d{ A |
nowdwnanui 10 e dasifalsadmeing
nysanglsinash iAemaLAsuiasmasuuiten
MNLNIUNA pancytopenia ¥ALAY Laanend
d| 1 12 o o 7] 1 é/ dI 1
amww”lmm:;@mwma mmﬂu@wnqmmam
\lw primary splenic MLHPS snfiat Lagsasnad
Snmansvaevadlsnmemas®
3. aule nuthesnadaray 60-70 wevRIEL
alaldanne 1fin 10 udiaes uaglaldoeoma
& o 6§ wal & A A %
S S maSuuasvini Snnmelesem e
/:il L% v A (% lﬂld v 24
s msiulalndifessvemna | duazshulea
v
4. candinudasla nulssandauay 60-70
?Jmmm@iamhmﬁaﬂ@aﬁﬂﬂvl,ﬂmymﬂﬁismm
3 X 4 UAWNAT dadihmansiasanudnazdy
superficial §w5U lugasinsdnasnumlaanms
FTIRWLE LAUMIVN computerized tomogram
gl mediastinum Amenuliidnueaydnsiae
D‘ 1 9: A Y A £ % %
ssuznmasshmdadaas Indidasusiushule
A A F 78 1% [~3
5. @1Msiaes e ldraninsmaSissano
£ 6 (% AVl ¥ A ! dl
2 e vidsnndlld snimepasenEmARsF LMl
Aa . /ﬁl o A | dn‘
{Ainan hemolysis @9sinavwdaslsisnn lunsdia
WADITANNALNAWENTEMNAFTY IATIANUMNST
4 N A
wiaswiaslwihfivassiusaneng svsunsdifiie
NANENTEMNIDIFU HATADIMINARINANNENS
wennaotlse ifuazifin wavazgeiheavaslse®
6. wendamwadeazdun Fuiln extranodal Wy
ve Xa
Igesiine
- A N
6.1 SLUUMILAUINT AET1899 ANy

75,83

Usvannidoeay 36-40"% WendamMwRaATIENWEY

nslunsungans lddnuasan|dlug) iwuann
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Aot l&anTisdndunasanae®® wassinasd
1 n‘ 1 9: A 1 L4 I 1%
munsnszae lWidaNhmiadvgasinsande
IMSTINURGILG diarrhea HaMBENAINNTLNE
A o \’Lsu v . 12
NMNIVTOMN I 107189618802% malabsorption
2MIROADANE RTINS LU0 EERR
L% ;:l;:lnl A 1a o
he lunsdinsidenaanmnmanennsailaa sasmn
& 75,90
s luszergeinenadlsn™
6.2 Uam WU infiltration Nitatan a1auu
1 a A zj §% 1 16 . . .
haden vie Tiesasthsdulyn)ifu diffuse infiltra-
. A G Ay &
tion WU nodule Nuay 21anwuLLl pleural
effusion ¢ umefismenBammanne azilonmsyu
wsstseuwtaeld Afnaomlinuhunndaas
03072 §wdy effusion imenuligsistouay
3687

|
a A

6.3 ks nuTuAaUNRIN W4 pan-

niculitis 3088z 10-g07 e Taeinltagmy
ﬂmuwm‘ﬁamwwmmvam U SN G LLauG]aN
shides athelsfens Snamvheafiowensiiuay
Lﬁ@L'Uunmmmamwwm%amwwmm:;am

smsulungaitimeoulih survival wdld@ous

10-78 Row o hiAnauiinmisrian®

6.4 3vuulssamannaly Aneauls
Usssnoidaray 18-347% ueitenennlinuiay
Waw%anwwﬁ,ﬁ@ﬁﬂazaqﬁluawad fonmslédoud ax
#n anfs coma vena MBS AR cord
compression VLG’T%

6.5 WenBeimmiiszLLAv) Ml
£ha upper airway L3130 sinus Uaznzan”
5 SNSRI UAUARIMS renal failure
mmmmﬂﬁl”i@qﬁﬁamz 30% WGILNTIANWNL

5199 2 MUEAINAATNTIELI8 malignant lymphoma associated HPS

% of Abnormality

Manifestations

Caucasian”*"*®? Thai’**
Fever 90 91-100
Hepatomegaly 60-70 70-75
Lymphadenopathy 60-70 39-66
Superficial - 66
Deep - 6-26
Splenomegaly 40-70 37-52
Jaundice 20-40 22-45
Bleeding - 12-37
Lung abnormalities 20-30 27-45
Gastrointestinal tract 36-40 42
CNS 18-25 9-34
Skin 10-20 6-10
Upper air way 17 2-6
Soft tissue mass 12-17 -
Renal failure 30 11
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esSoras 117 dwilvg)linuamaiasluses
Tigoe] MINATNBIUINIA uveitis Vl,é’ AN
Jn mwmmwmmhwm 3 S wenan
ThdimemhiAe primary i obit Euermaimi

97a

anaw HPS (mmw 2)

Laboratory Manifestations
FRenGwuaand 4 0 fa
1. Hematologic manifestation
2. Liver failure
3. Hypercytokinemia
4. Cytogenetic abnormality

75,77,80,84,85,98,99 A

Hematologic manifestation Pisins
Foranavaelumitadude
1. Cytopenia Nau5aeay 100 agnuNi cy-
topenia ﬂnaﬁwﬂmsuwﬁa 1130 anemia WU
Uszannusauay 60-90 AnMLLL89 anemia SN
normochromic normocytic NaTIRE6aLe 2
Fanusnmdsanilld wasiinag progress §1 naln
984 anemia &ulR)iAAN hemolysis i
erythrophagocytosis Tumﬁmmmﬁ@w autoim-
mune hemolytic anemia TINGE
. 1% v A
Leukopenia Wﬂ@ﬂﬁ:smmamz 50-60 ¥
severe neutropenia (neutrophil $1nN 1,000/mm?°)
P \/Lm/ 75 6 1 EL | [
ImeawhiTouay 27 wanainvin/azn neutro-
phil ushlszanmudasas 50 Tasieasnigaason
Fafldnmoumde monocytoid 38 activated lym-
phoid cells élw,aa@mam’m@%ﬂm buffy coat
smear AWLITARSUAINAIFALRUL
Thrombocytopenia Wi ldsssnndoray
L gj v KR v
40-70 109 fthewisman nemenli geisoeas
9084‘ 77
. A ¥ v
Pancytopenia &7 mmiaﬂigmmaaaz 40-
' 6LWL94 R v 77
70 weitnenenmin igehesoras 92

[

2, m'im'aa‘lmnsm“n ANWOUENENDRWTIE ALY

M55 aaIne e RmEasLS NS lafia

Tulansvgnansdihe MLHPS 4 (dlnmsasrany
\TARDOUTINAN WY pleomorphic TIUWIAKAY
| v.ll o 6 o
s wunsznevhldlunlanssgn Smamaades
NAMNFILETALAE 15 L 9TEaNNNI5a8aE 50 wan
NNTMERWL histiocyte §un Fsiwdladaeynaiio
] D‘d YR v Aa A v 1 g
whiflFnm BensRadndeenarins 2 dsvmany
L2 1% = % L2 5
Mmmﬂﬁmﬂmﬁﬁzmmaaaz 70-80 203t1ev

0 gndihafasonammusindas i

NG
plasma cells Ua eosinophil Wﬂ@f‘ﬂ?&ﬂ‘ﬂ&lﬁ’;\l‘ﬂ
dmlng/lanszgnasl cellularity R ua
magakaryocyte v8 gﬂummsﬁﬂﬂ@

3. Coombs’ test imenulimuLlszannidoeay
355 dmiufihe neffmenuligddonas 517

4. Coagulopathy Lﬁ@]mﬂﬂa\lﬂ 2 ﬁizmﬁ?‘ﬁlwu
annAeannmesiudy Tunsdisuussasd bleeding
Ieanne) uasinagiaunnssa™ WONMIAAAARN
N1¢ disseminated intravascular coagulation,
circulating anticoagulant Wag hyperfibrinoly-
Sis75,97
msidasvinfirasiy " ©71 Jssangs 2/3 109
fhuindemaAeunalmhianssuduszesdu
ga9lsn SnwniAeLnGasaTany liver enzyme
qﬁu soulnfiinazannniniszsnns 2-3 wh ugl
119718 SGPT uay SGOT anagsldiannifin 1,000
U/L & W31 alkaline phosphatase 3¢g9nNUNG
Uszanos 2 whigwdentiu wenansefiinmssidiu
909l3ATNTIDAFTIRNLEIENNNIILNGRS 5-6 1¥h
AL lasme bilirubin Adaeniuau e
Snazgalaann Uszancs 2 whasstn ustlyseisdi
FULFNING ATganNUNGINY 4-6 Wh TsAuTas
albumin WwAassinaging 3 mg/dL WUy
1/3 909ffiae” emaieuinfisnee) Aldnamsniia
mﬂﬁaEJLLﬁSi’J@L%’JLﬁEJGiS%HﬁUﬂ?WN?%LLN?JNIﬁ@
Tmsailimsnwuddinasdmamennellsai
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9199 3 Laboratory manifestations of MLHPS

A~ A v
DUBNET  FIITUNR

% of Abnormalities

Manifestations
Caucasian”*"*" Thai”

Anemia (Het < 30%) 66-100 85
PMN < 2,500/mm’ 38-60 65
Platelets < 150,000/ mm’ 38-70 66
Immature cells in blood > 156% 10-80 51
Coombs’ positive 3-30 51
Albumin < 3 g/dL - 56
Total bilirubin > 4 mg/dL 20 54
Alkaline phosphatase > 2 fold 50 65
SGOT > 100 units/L 50 65
SGPT > 100 units/L 50 80
Bone marrow abnormalities

Blast > 15% 75-92 83

Hemophagocytosis NA 74

MLHPS = Malignant lymphoma arrociatial hemophegacytic syndrome

NA = not available

=y BZ Idg [~ L2 o K 1
& ueithlsifaumay progress MaFrhesintioun
A53N” (9197 3)

19-23,101-103

ANSWAIANS cytokines LATA1DU WU
N9 cytokines WANLFIANTYLWADA 15
TNF-O, SILR, IL-1, IL-6, INF-Y, M-CSF"""”
YAUTBY cytokines NIUGILILONATINTUNTITEY
lsalasiang IFN-Y i TNF-O, SIL R iudl
NN UsTIN 20-60 Wh® O Fwsy
ferritin AsfssfiugaUINN BN RinGD
A (erythrophagocytosis) Amesmigelaiia 10
wh havlemaNenTasiy prognosis WReNue
. Aa Py v @
Cytogenetic NiATeliszsmdadiu complex
L4 A | y
abnormality 949180 prognosis mmmﬂwmﬁﬂm

101,102,104

LDINNTIN WONN T BN

#(2:5) (p23:q35) TITAN¥IALIRY K1 lymphoma'™

1% g ngmesnunudiu 17p" %981 break point 7 pl3
(17p13) uatlusdamitailanifudnamamsag
ﬂﬁjaﬂi@ ‘so called MH' ¥58 malignant lymphoma
associated hemophagocytic syndrome Glu
tlaqeiu'”
mseiiuzaslsa

NI Scott, Robb-Smith LLagﬁﬁlu T
iﬁil%l,ﬁﬂfi%ﬂﬁﬂg]’j? Smaiiuzadsrmnsuas
pussanithesmlynjasiunnasnusvaznaiu
S mels 12 Bew aelsimallimanusonnlag
L%WW%LﬁmhLmﬂﬁjNIiﬂ “malignant histiocytosis”
¢4 criteria 189 Rappaport mélfgﬁ (ﬂaﬁ;ﬁuﬁa ma-
lignant lymphoma associated HPS VR MLHPS)
drnghmasidusadsaludihs dnamriudiv
LU Re%s amerulushalseme
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76,80-85,87-88,78,79

svisifimsnm Bludihelne o
wnndnianuane fifens waraniz” uazing
€ A §€a 6o vy g X I 2T a
wwEmAuns Bundreste® wunsthe laaitudl
masifiuzaslanuisldidu 2 ngw Aa
1 n‘ (<] 1 A (% A . g
1. nguiiduaenaReuwan wasl survival &
N 3 hen
1 n‘d ° a élj £ I
2. ngNAsimssifiuzadlanizess sunsmaLda
MISNENLALA survival v 6 LHaw
nasfiduathauluuwsu (acute MLHPS)
I gd o L g =
nauNIINaTINm 2/3 Ba9rtleTinae &
MavEsnTeuMTas S sz 1 Wau”
sagd lvhminanyszsanns 1 §endd lawfioms
kg . . . A ¥ | [ | [%
Afe viral infection DafvBadETINGRY dosnd
z A 9«: A % 2% % v
v Semanhimdasuazsiy shule duuazshaea
laldmadimelunm 1 duemd dihesinaziionms
wiARsusa NG AR ame e
NNTIAGY AmalFearTnNvasfUEaRIN Wi
AU enzyme alkaline phosphatase %Qﬁu@&h@
TAFIFINUIEILYR9 albumin Aishas Amafen
4 v a4
WwLaIM coagulation asandudemrnilauea
§ disseminated intravascular coagulation a0
circulating anticoagulant TINGIEY MIADAAL
@33N cytopenia 79 anemia, granulocytopenia
W& thrombocytopenia FIAATIATMALTHUTI A
° YA A (% ~a a lir | lﬂl
nvRmstedans msfinmanadiasn PMN
: “ 4 6 a4 ! a
M1 wazdl bleeding WipsaninSaiaandn waa
coagulopathy #anNaNHUAziaINsNNENSFEMN
P03 enduTd Fuieulusras My iny
anleiun wendammlyssuumadiuomns Uan way
dnas dmsugihenguiias ilauasnausanssnm
o) viadu v rtaunnssneenamadamelussee
nAWAEY 1-2 Hian sumgiitounnssn dnineaan
MgdiaEaguusy mMalaanoanaNeTensd Ay

75,90

ITUNNENDILAZIZUUMIAUDINT ™ NMETeuL

maélaé’wmafﬂé’f LN adult respiratory distress syn-
drome warnmelanudoundu Wudu ainms
avaemaznunensamwnsanalUmueengenee
eraNantd
1 v
naafidluisass (chronic MLHPS)
C Xa vy E .
naNiRaIRUsENYL 1/3 2e9rtheriovng
AANNHULIMITNIAAANABULNIT T2 IMGIIG
A A 20y aAa o A
Gufiomaauialimaitieseleawaeszanm 1.9
oudihenlszanaidaras 90 axflld ovaifiuldehn
1 AV v 14 lild 7K Aa
Tustesusn deandlldgeldl szl dinaznmiiv
o 6 Ao n‘ oo A A |
4 §UMY NaNHUTAUTAAD N organomegaly 1t
fiu shauazsasshiinslasnnniinga acute log
FaNIARDIUUBNNNALATIANLMN LUBNLAIEN
sy ludasiaaasnsandiy §m5ulis medi-
. E . A [3 /ﬁl |
astinum tmeknulu series fiheidn Fesmlng
urfinSesrilaldtitosny 55 v0stheviomae’”
wastnMelasnnaiia superior vena caval syn-
drome I a¥envauiinusneasaInAe R
94<[ a v w G Aa o =
PEaAENMIELNEY nodules AN NRMTRIUD
10-18 Wanunavaziimaunsnszns [Undu dmsu
NgxN chronic NANNFEMNRWIENRINTEITUS
senuw3ludnuazlng)™*
ANBULUANFIAAYTENIN acute LAy
chronic uiliaudnay 3 Yszmsda
1. MRFTINNLEDN ANWU pancytopenia %
US4 acute WavRLAMInizasMTNY immature
cells lwdaewasihe acute a¥gsa N chronic
2. mademihiivasé Tunga acute Aw3uisd
nuaznUGae luszasuan dwsulu chronic ana
% 1 1%
wuldusinuluszevgavhesadlse
3. Extranodal organ involvement ﬁﬁ?ﬁtyﬁa
a9 Muduans daa wasle azwulu acute
GausiszezEnduadlan §wSulu chronic Tl

AUzt
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M9199 4 Major presenting manifestations of acute and chronic MLHPS”

Manifestations Acute Chronic
Onset of disease to diagnosis (months) 1.1 1.9
Survival from diagnosis (months) 1.25 14.2

Manifestations (% of abnormal cases)

Deep jaundice 36 0
Bleeding 44 18
Lung 48 27
Gastrointestinal tract 43 0
Central nervous system 28 0
Renal failure 16 0
Skin 0 17
PMN < 1,000/mm’ 32 10
Platelets < 100,000/mm’ 56 10
Immature cells in blood > 5% 56 20
Albumin < 3 g/dL 44 10
Bilirubin > 4 mg/dL 20 0
Alkaline phasphatase > 500 U/L 14 0
SCOT/SGPT > 1,000/L 8/4 0/0

Y CthI'ﬂC (10}
- Acute (28)
-l
-l
= 1 CR
-
"
o
v
®
Q
2 3 4 5 86 T 8 % (0 i1 (2 8 20 24 28 32 3% 40 44 45 02

MONMTHS

5Ufl 2 UaA survival 9095t MLHPS WREUWBLNGN acute Ua¥ chronic 35 9187
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WU e bl @’mﬁ@ﬂﬂ@wﬁlmﬂiz@ﬂ fIaan
audnuugrad histopathology U laiiana
WEINENTUSENTN acute WA chronic (en9197 4
waggLi 2)

M53%ane MLHPS
L3 aa /ﬁl o 1 dl (<]

1. ANWMENIeAakn sﬁaml,aumﬂélmqmﬁu
acute a&hﬂsﬁ@nm FRgLENANNNY hemophago-
cytic syndrome Fsflava NSRS L Alte
EBV (fatal infectious mononuclesis) 1% bacteria
ﬁ‘gmﬁd WA parasitic infection \7% malaria
@ %

Wua
dwsulunga chronic Anwnimeadiingn

) 2 o . o A
ANUANINL malignant lymphoma I@EJ‘VI’JVL‘U BN
wenaniuennsindasendumnma lansegnaimad
NASTNAN AL Wazg histopathology a1
aTeyenee) ane

v A

2. asnameesfians danwuwdAyfe

2.1 Pancytopenia

2.2 MAATIAWLITARDD AAE monocytoid
38 activated lymphoid cells MLﬁa@

2.37M79139ANY malignant cells 393
ANWULNIZADA heterogeniety L% pleomor-
phism snnbwlansegn videlusiaavhivdies uasiin
WU hemophagocytosis FINA

244 early hepatic derangment

2.5 NANWMLANZYDS histopathology 1%
slaaniuniins S uazeSensive whiididanmls
myifasiy MLHPS laemsaraanatensense |e
waln&Aei nanafie anlanszgn 74-90%"°% amn

758 S UNNSTUNUTR AR

FosEnAng 85-86%

40%®

Cytology and histopathology of MLHPS
ANWULN cytology mawﬁaﬂmgﬂwﬁiﬁmi

Fasdwu MLHPS silansnuanns nadai

hyterogeniety BENIENNINE THVNAUAETLI
AMSUPINATULANGIITUIN Fausianad gy
1528104 1.5 ¥N289 small lymphocytes DTS
Tenfiauiyh Reed-Stemberg cell Wiinauaazsl
chromatin astdeRdiumne & nucleoli anedu
(=3 Yo = g R4 XK Aa
Wilaan & cytoplasm Gusitineaudisanniod
9: =y ;% ) = 6 £ a
ihidud gl ksl granules wadunsshagd
nucleus §9us 2 lobes Il Snunisaduaisiv
Reed-Sternberg cell Uy malignant cells 61
1 ;&J (% Qlf A o

ﬂmm%wumzﬁmmzmamvl,ﬂuvlmmz@ﬂmmu
Fusisaway 16 audsipuay 80 Llagan lymph
node imprint AEWUIEAAGINAEUSIMIN Lo
2138 back ground {4 small lymphocytes whe
ANA9aE] 9134 plasma cells UsLurNean lymph
node imprint (E‘U‘ﬁ 3)

@ . 7273 Aa ‘1”5‘

ANWakeyNg histopathology’”” N1NT181 A
anwouzaheye

1. Malignant cells Aanwoae pleomorphic
1NN FwAENTUAWiRAN smear

2. Malignant cells 9% infiltrate W&o
widaau diffuse pattern WULRWIZLSIIDG para-
cortical Wag1519ns sinusoidal IWnSBsMsvhane
Tassasasnnaginmlassassdaniimdaadyll
¥l lslsnsnsnemaany lymphoid follicle welwng
TRl preserve U84 lymphoid follicle mﬁaaani
% 14
thalg

3. Malignant cells 1‘% spleen % infiltrate agj
Toat5eaon red pulp hidmilviny ldeaesinenBamm
SL‘H white pulp

4. WU hemophagocytosis I@EJ histiocyte 90
LLﬁMLﬂmz@ﬂLLazeiamhm%mL‘flwiwmumﬂ
Immunophenotype Wi99an% 2 %ﬁ@slmy'q Ao

1. T-MLHPS (53819 T/NK - MLHPS @¢)

2. B-MLHPS
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5 3 uanaasidafonlulansygnaas MLHPS A:
hemophagocytosis bag IRANISITEY immunoblast :

B iradnzSs Juhevnjannuazil plemorphism
anefy — = TRANIS ; V - hemophagocytic cell

va 3 o W
atiinsnieas T uag B MLHPS 1hiansnaniv
Tuszegusnriond a6 1997 AneanuwiatuT-
MLHPS fauiissnn wasdula)idunanuluan

R U ZE TN B LU RRIETE ALCIE TR

69996 %a 100111112 13 g S SNe NS AT
TINAEZ* uanantiwiy NK/T lymphoma @98l
WeNBEmWT upper air way 198laWIZAe primary

96,96a

nasal lymphoma ﬁm%ﬂuﬂ‘smﬂ%amaLwaﬁ
’3zytgl,l,axﬂmzvl,é’f‘mmm peripheral T cell lym-
phoma &8 HPS Faugnelly 15 118 Tuseee 7 9
(1989-1995)" Tusvezmdsdous® o . 1997 Bud

% B-MLHPS snnauam mgjifiudiems

? L4y OO0 4925 19109 Takahashi WAy

Al e.e. 1999 199 survey Mntlsune
iﬁ"ﬂqﬂu@’ﬂw%mm 142 378 wuandu B-
MLHPS 68 718 4ag T/NK 64 118 uaasngla
maoizad B MLHEPS laadeiannniauan
fesinagmy T-MLHPS 3nnnh

ANNLANG19UDS T Wae B MLHPS

1. 91 lu B MLHPS %ﬁmqmﬂmﬁ T
MLHPS 163.5 11 vs 49 1) (86)

2. MIuERIIRATN AEmanulag
Taka-hashi® luitl 142 318 wuh degree
28N cytopenia, coagulopathy m‘sl,?%awﬁwﬁmad
0 Toehludanuh T-MLHPS Semsquuss
i B-MLHPS athalsfima anmenugasens
Useinet uazmaeide o l T-MLHPS s
e 2 nga Uaranon 2/3 AERANAgHLIIN
dam 1/3 azflanuquuseiion (9w acute way
chronic MLHPS) uifl B cell fiuufentin™”

3. sasnhindos T B-MLHPS W g
Innifidarimandliln afvdnvaizddoees
Iiﬂ100’104’1l4‘1]9

4, WEJW%HIHW“?IIIWNQN”ﬂ agnusnNN b T-
MLHPSQG,%a

5. Intravascular lymphoma Wusl,u B-MLHPS
annM T-MLHPS 72l Qﬂwmjwﬁﬁmmmmtﬁ
Tsnfiiauagil survival dusnn @882 gy 7.
MLHSP sl angioinvasive WY
sl,u nasal T/NK lymphoma Lﬁ?ﬁu

6. Survival fmermlinnguugaiu series 7
Inafiganu survival 989 B-MLHPS i1 T-
MLHPS (median survival 8 1Rat vs 2 Laau)%

7. EBV fgtiamsniuaneheiusnn Usngh T
ey T/NK cell lymphoma Wus1nna1 B-MLHPS

Datlszano 4-10 wh™ dwsuneasidunas EBV
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271

aae#l 5 gifinsaieas EBV way immunophenotype Mwrthe MLHPS

[J U g’l EBER@
Immunophenotype mmugﬂ'mmvzm\
NI %
T cell” 37 12 32.4
T/NK 40 33 82.5
B cell 63 5 7.9

#1 MLHPS tiuazlénannsoly
EBV 1% MLHPS

gifdnsias EBV Tw T-MLHPS Shanwsnnmh
B-MLHPS™""""#10 2 qananea1u29d Wong ey
o™ Idnm 3 ludihedu 43 1 uag review
SnAhedn 5 series T 140 T8 WA
msnfed EB virus 1 T/NK qﬁw (82.5%) 098
3A0 T cell 32.4% dli B cell WULREN 4.9%
(mmﬁ 5)

UYILWRRS BBV Saiansnanvh siAn T-MLIPS
1§ Foinoeulivieluen 295l acute EBV 930
chronic active EBV infection wadiieidu T-
lymphoproliferative disorders %ﬁﬁﬁﬂiﬂmzmmi
MIndTinAdEaAITL T-MLHPS snn™ uagluder
YeEes uanmntan ANy EBV s T-NHT,
thsuen prognosis 1adlan MNASEFNMELhefieT
WU EBV & survival luma 7 1 e 14% lysnic
fihefilsifl EBV & survival 33% ey 7 £
Prognosis

dmsu MLHPS SGafimanennsnlanfian dihe
13zanos 60-70% azdwningsamelu 2 Whew dm
1553104 30% AERTINE e L sEanTe 12 W
TTadeirmue prognosis aslanit Sdsoluilae

1. Severe cytopenia I@EJL%WWS pancytopenia
WA immature cells 1HA0R WAL IMTARLES

figaifin 50% lulanszgn’™®®

M55 aaIne e RmEasLS NS lafia

2. MIGONMITIVIFUTANSY 191 albumin 61
h 3 g/dL § SGOT, SGPT gaifiu 1,000 U/L, al-
kalinephosphatase {114 1,000 units/L, a coagulo-

75,80,83

pathy
3. T Tengdety (extranodal organs) 9
ﬁWEJ']%ﬁﬂ']W VL(;{Ll,ﬁl BEN (;]/‘1_] YNLAURINT \IL@] Y3}
ﬂa®75,83
4. {1 DIC Wa¢ bleeding”™®
5. 5vfU cytokine lAaA uag ferritin g9
N.]T.]GSJOO{OS
6. & cytogenetic i complex abnormal-
ity101,102,104
7. Immunophenotype Wuafla T-MLHPS®
8. EBV genwuly T-MLHPS™
MI5NW Hemophagocytic Syndrome”**'*
ﬁﬂﬁﬂdn&mlﬁ’a’h hemophagocytic syndrome
S a X v A )
%%Lﬂ@m%’mﬂﬂ'ﬂﬂ&]@]%m@‘] 2 U5ems @ Iﬁ@@]%m@!
A & a X a < a a
FINAATUMIFALTD ATDNNNLLI LALANNHNAUNG
¥4 immune #eFuDIRBUFBLEARUNGDENHALING
a o 0 va o i A A
?]%NNQVHSLWNW]‘SWﬁJ cytokines LLﬂﬁﬁ'ﬁaW’] Ll
RusvlaTmeasufioneFammnau 9atlsvaed lums
% AR A A (% 1%
N WN 3 ‘]_hgﬂ'ﬁébﬂm F1B MIINNGEINAG) LLaSNT
ﬂiﬂﬁﬂ?WT@@ﬂN@Nﬂ%sLWUﬂ@LW@@@?u@‘U?JEN
cytokines LLa"WEMﬁ@ﬂamiLﬂaEJu stem cells
EL%VL“IJﬂiﬁ@Jﬂ aEJ'NVL?T]@]']NW’JSLGOﬂ']@mu?laQﬂ'ﬁiﬂ‘lﬂ']

HPS siufanms wimaness S uas masnnahs
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2
(%

@ A (% lij ° LR =\ Aan v
fiafisoudidiu Fsasvh iiheillomasaeiinle
[ &/ ] 1A a zil/ !
masnmlsadwg dulvnifelsafiage 1w
j A A A o [ 1% v Aas 14
Bouuaiisy Senudndudadlfenuituelilona
fge legmansnasaungaavmenths A ldlu
U Iz fisl HPS sihwdiu immuno-
compromised host M l¢SUEaaNLslvnsRen
1Y ;§ 1 [~ élj 3./1
i Zodulvnjaudhuzeunsnay sennniiueaay
A Aa lilj d: ¥ 5% o £ %
fimsfiaizedun unsndeuldshy dmsumssnm
EBV 111 Wlazdmanunmsld acyclovia a9 sl
roaldna™ uefimanuliheneh me e cyco-
via WAz gancyclovia bAHa gyt 212612715
! =3 d‘u v . gj v
aehslsfiens lumeemdisnmeéne acyclovia 1ialé
GLQ/ . A . ! Ed 126,127,133
% prednisolone LAY vinblastine 33N®38
Wosan EBV Whisnmesnenylumaia HPS luew
A K | A A . .
Wiy A9haviAmafnmKasaIMs 14 anti-virus
Snw1 HPS M idwaiesls wanamnsiwlumefidy
© v (% [~ % 1%
NzSedinssnmaSslidase
9 AY o Qv A
maSusnmaAdailiIng (immunomodura-
tor) HaqtiuiiennanaafiafgiedSuanwgRauin
[ % I d‘d % % A L%
anmsnnehe ey esiasanlons
PURaURI fe
1. Pulse methyl prednisolone SLWIJ‘m@ 1g ¢la
o [~ [y | KX 7 [y d:
o fum 3-5 Tu dulgginagldsatuendue
Taeawng IV Ig
2. I Ig fumssneidwaludiherifiormalsl
AUSBNN M3 dRsusTEY APTenuTeRnm
At 20 e unerh 5asnmdle serum ferritin
W49 10,000 ng/L Unnpldwad fdemsan
75% 7 dmSudihenemnenildld pulse methyl
prednisolone 98618 waziaTe 1% FN (3
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