95

Teaule

Hemophagocytic Syndrome 31N Epstein Barr Virus ﬁﬂﬁlﬁmzvuma
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UnAnga : t;?ﬂomzﬂﬂmmy 84 T#ilsA myelodysplastic syndrome 1a% AeEmIMIFaLEs Epstein-Barr virus (EBV)

uaxfin hemophagocytic syndrome (HPC) #1)eidl91n15989 infectious mononucleosis snnawihuaa 1 stamd dosn

asanusasnimasslaTasanNeaanaNLFIY MNP IELIA I Tadawan Ll NTaImTuaRaIs

;j’ﬂ"gammimmé’nwmgﬁvﬁzy 2 1semsfia MI3Nm@IEmsle acyclovir amsmaanBansuasn1s ¥ immunoglobulin

G 398 methyl prenisolone AndmaaniEanaehsiuiasiiliithesandin uasmansaalunueImauanImIdy
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wmedusnmguadsasie annsne wulseassvmesia  wludasulndifusin®® dwiulsefaderiiinenuliin

uwaelsndaieressvutsne  lsanzSeinsaulihiens  fo BBV uavilanwddny imewdlaia HPC Sy EBV

Sustoiau Ao sziSewasomslnasayn (Nasopharyngeal  Wdd azguiassnnaugiiefiounnssale (fatal infectious

carcinoma) Zenulwneuaziusandiaunienyiuen’  mononucleosis ¥i38 fatal EBV infection)* yiiantheing

NUSITTULIWARY W nasal NK/T cell lymphoma’ uae  Teiims@nda EBV wadfuuudasnamedunziSasanh

NeSsenan A idNUETU hemophagocytic syndrome  Wiaas wazde@ia ¢! wanantin HPC Safinsaniumadia
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Ghien Biﬂ%\ﬁﬁa infectious mononucleosis® FUANLEU* NENBAIR (pathogenesis) 983 HPC ﬁuﬁ@ﬁﬂmﬁmﬂ
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syndrome’ udin
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daulmnuludthefgfdsiuiinung uasdinelnfietuan
mimzéjwﬂaq macrophage TN T lymphocyte dinand
miwﬁld cytokines {NNELAL tumor necrosis factor (TNF),
interleukin (IL) W& interferon (IFN)Y mlmAanduame
faidulaBiats smasneneMILEAseean tissue factor ¥l
quﬂﬁlﬁ@ disseminated intravascular coagulation (DIC)
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amwlnadensiandoyldun éiu aes Uam uagdun magn
navdueq histiocyte SIMMUMIMeTaIraaNaRanath
3NNBAAUNG (apoptosis) ¥IHA® hemophagocytosis
1 [ A 3 A ! A G A ;
pthamIATRUlUTINgMIlMaten 1u Mmtidaifandh
asnthsmaduasguss sasiulnngmsoiusnizaaas HPC
;nMnATiawas HPC avinannligs Suadifiaidans
Aﬂl v v a 3 cil ! A A v
ML) NINAEFLEEMIT ABaNATiaIMINERITn LAY
fnensammluaienrddnydunmusnatumads leun amy
33‘1_I‘]_I‘1MHGL‘-05N 1A (adult respiratory distress syndrome-
‘ﬂl £ ‘i‘ a A 1%
ARDS) axpadioamthd leme Sideseenldannie DIC
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uasdaurnssnld ™ WasmnamgliAeanmenetauasms
QRguuisnnfinung Selidfnmuasuni i $ennagdému
W% corticosteroid PO 30 pulse methylprednisolone
fwﬁumﬂﬁ intravenous immunoglobulin G (IVIG) 2116
99 Felrnghldnad

@@ﬂizméﬁuammmﬁ Lﬁ'mmm@ﬂw 1 18 #3ifin HPC
nniFe BBV arany lusiosnhidaslnes EBV-encoded
RNA (EBER) liAa atypical lymphoid hyperplasia Q’ﬂm
Tesnihudaslaannihamenasnevsanasasmelaliisean
FaNAANTIE ARDS BENITINE) @ﬂwsa@%‘imazﬁu@m
siegamelss 10 S TnoBlFmesnwindidneen acydlovir
NMNIYaaaRanem TINTU pulse methylprednisolone Lag

IVIG 21019
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TeNuyie

Ahevdslneay 841 Alseusiindnamusiulafings
1 71 8 WaunaunsianLnandans CBC: Hb 11,5 g/dL,
Hct 36.5%, WBC 4.1 x 10”L, N 41%, L 51%, Platelet 98 x
10°/L, Gmﬂ\t“ﬂﬂiz@dﬂwu normocellular marrow, megaloblastoid
changes 289 erythroid series, megakaryocyte AU ey
WU dysmegakaryopoiesis §1399 cytogenetics W 46XX
Aiheléuneifiade i myelodysplastic syndrome
7@ refractory cytopenia multilineage dysplasia (RCMD)

I 2% %
Tall@lsnasnmn
(% 6 1 % L7 A 3 1

auddoinansuldlulsmenta rihediamsidune sau
way eranueauiuey | white patch Unegwoguay
Seioamoatale daNinwaasinele :INMIeTIAARANLN

1% AV vo Aa U 1@ i .

EBV IgM Winauan a9kesumsdfiasedndu infectious
mononucleosis LLﬁﬂﬁ%‘Umﬁﬂmﬁ’m acyclovir 800 «n.
SUUsEIuay 5 A5 YINRNG 7 T

Journal of Hematology and Transfusion Medicine Vol

Softhuanaramssianuhomdunenn  sild
LdidaashmAasiaolaty  uassaaRs AR LA
wiasnsnamnaszans 3-6 ga. ldvhmasieguiionn
somhidosisnusdnie  seheenatwiialasu sl
Tsmennammeslamsfinldld Souit 7 wwnen 2553

RIIRINMENL QUNNRTNME 37.3 DIFMTAITES AN
aulafien 130/80 s 19am Fnas 84 esssiaun? mela 20
adssowd laian luwdas uay il dasmaatainale
Aaudane dseannniduam dosrnmaesiealats
uazad e (@eemnn 2x3 a8 Snusthede 4x6 T,
Snustneen 2x3 TN, 1ML 2x3 7. Uaeadl crepitation i
qa9ths duuasshuadllle
NaMsATIIMRLliinIsuaznIsnsIamededinen

1. CBC 28 {w1ax 2553 (ﬁam%’ﬂmwmma): Hb 12.3
g/dL, Het 36.5%, WBC 9.3 x10°/L, N 40%, L 40%, atypical
lymphocyte 14%, M 6%, Platelet 85 x10°/L, CBC 7 lN1&t
53 (Lﬁ@%ﬂlﬂﬂﬁwmmm Hb 10.5 g/dL, Het 32%, WBC
7.0 x10°/L, N 27%, L 42%, atypical lymphocyte 25%, M
6%, Platelet 68 x10°/L

2. Bone marrow WU hemophagocytosis WU lymphoid
cell wmimj 10% Wag reactive lymphoid cells 5% (Ei_l
7i1)

3. Lymph node imprint &8¢ biopsy (24 FYSTaEY
2563): N imprint WU atypical lymphoid cell LﬁIN%‘%
i aIe W unnTINAUEadnaLEN wasy
hemophagocytosis (E‘ﬂ‘ﬁ 2N, 29) N biopsy WU residual
germinal center UaUALI parafollicle WU mixed lymphoid
cell Wag vascular proliferation (gﬂﬁ 30, 37) NaMSEIRNGE)
immunohistochemistry M‘W‘LI monoclonal B %38 T cells
fuNa in-situ hybridization for EBV-encoded RNA (EBER)
WUNALN 10%

4. EBV serology (15 {w1aa 2553) nannlsInenLng
antiEBV IgM Winaton uwsinasnaglulsmenna (7
e 2553) anti-EBV IgM WiNaay uay anti-EBV IgG
16 1:2,560

5 Snaafnexfinestosen  wusasshmdadled
mediastinum uagvaLan Giauﬁslmﬁq@ﬁaﬁnm subcarina
WA 3.7x2.4 7. uazLh btastlandney dnwasalon
Tu ground glass appearance ‘%ﬁ 2 474 Lsmé’ﬁwmzﬂam
ANy (g'ﬂ'ﬁ" 4)
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gﬂﬁ 2 Lymph node imprint 0 : LLﬁ@]ﬂﬁLﬁ% hemophagocytosis; A udinRanuag f Audaidanan

fﬁum%mﬁa@ 9 LLﬁ@ﬂﬁLﬁ% atypical lymphoid hyperplasia; ‘ large cell

6. Bnaisdnaniuaeiredios wu dule shala uay
siaashurdaslutastiosla dosfinafignda paraacrtic w19
2x1.4 T,

7. wihfidhu: SGOT 26 U/L, SGPT 9 U/L, ALP 44
U/L, GGT 24 U/L, Total bilirubin 0.7 mg/dL, LDH 604
TU/L (fné 313-618 TU/L)

8. yhfila: BUN 12 mg/dL, Cr 1.0 mg/dL

9. Immunoglobulin study: Serum protein electrophoresis
WU polyclonal gammopathy TN high gamma peak
3¥0 IgG 3,000 mg/dL (700-1,600), IgA 205 mg/dL (70-
400), IgM 138 mg/dL (40-230), kappa light chain 50.5 mg/
dL (3.3-19.4), lambda light chain 50.5 mg/dL (5.71-26.30)
e K/L ratio 0.44 (0.26-1.65)
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g‘ﬂﬁ 3 Lymph node biopsy n: LLﬁmsLﬁLﬁu residual germinal centers : U310 parafollicular area LLﬁ(ﬂﬂﬁLﬁu

expansion of mixed lymphoid cells and vascular proliferation

Uit 4 Bnmsdaonfumaitonanusasliidiv f ground glass opacity A daxiiiwdadle

v
| °

hemophagocytic syndrome 1AEEW eNEEn I isasshAg
ven Yardniay uasiiradidaidondas

oy Bllsmentnaiuusn 18ldmssnmlae acyclovir 500
NN IMRRALERAGMYN 8 g slaanliud 2 ALhafiams
witaesnn @l oxygen 5 s/ 3NN oxygen saturation
LﬂIN%u’mn 82% 1 95% \wéﬂﬁ methylprednisolone 1
NSUADTHAINA 5 TSI TVIG 400 307 /7. (331 8-9
e 2553 |éovam 40 3w 4l 10 iwwnem 2553 fihe

ﬁmmsmﬁamﬁﬁu oxygen saturation A0RIAE 88-90%
o lsn oxygen 8¢ InsEioany bilateral pleural effusion
ot IVIG i 1 nda/nn A Wiven 50 si@ /o, auasy
80 n3u mallu 2 4u wé’omﬂﬁ’?umﬁmmiﬁ%uﬁam qojn
ﬂé’uﬁwu@iam’iwﬁmqwm #aaadl crepitation Metlan
\fnifae) oxygen saturation 92% sguUmscfiuzaslsnuay

o o A
ﬂ'ﬁiﬂ‘]ﬂ"ﬂ’l@ﬂ&lzﬂ% 5

Journal of Hematology and Transfusion Medicine Vol. 21 No. 2 April-June 2011



Hemophagocytic Syndrome 10 Epstein Barr Virus vhiifnssuumadumeladumaiuazsosimaaslasnn: ety 1 Nefiveatie 99

NNMISNE Acyclovir 8¢ Pulse Methylprednisolone MINFALEEAG TINNY Intravenous Immunoglobulin G WRENUNIWNTAT

a
- NouYa
nluriye
1 - = |
- e Ivan
p
naala

MM 1N
- FRNMIMaDY
ANaA?

Cef-3
klacid

Acyclovir
aniulin
x7 U (33

MIFMN

- 2 o
gurigH C 37
a u

Het M.6
WEBC 17,3000
P/band 45
L 40
Atyp. L 1
Mono ‘ 5,
Plt x 10° 88,000
EBV Ab IgM1:80
LN Bx
BM

CT chest

HPC

CT abdomen

Junidiivuo alin

1 a
- Elﬂll'f‘l'i)ll.‘lfi‘lT~ T
A

Admit  Hypoxia | O, sat88%

a2 4N

Lt.pleural

effusion

a
= Noura
T
] . 4
= ABHUIIHAON
~ . G T
Acyclovia (v) 500 30 x 3/ d x 10 3%

Dexa  MP1 3 Jdx5

IVIg 400 un/nn/2

1 nsulanla

HPC,ALHEBER 10%

T mediastinal thilar LN largestat subcarina3.7x2 4cm.
Ground glass apperrance both lung
Hepatosplenomegaly multiple LN largest at parasortic
2x1.4cm.

HPC = hemophagocytosis; ALH = atypical lymphoid hyperplasia

a o A (% g A 3 < a
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el

hemeitldumaAtesehinninde  EBV ¢
MANTI% 2 aenisfia MInsraiienny Anti-EBV IgM Twnue
fifiormsmenaniadh & infectious mononudleosis #asn
A39amu EBER 10% Tusiasshindastsonieinl 50 acyclovir
oehesunlsemuluud 7 5u Qﬂwﬂﬁuﬁmmﬁmm%ﬂm
sasshmasdlnnaune trachea siasndl Yandniay vl
tan uaedl mezneladuman mam‘sm@ﬂmmz@ﬂL,La:m‘awﬁw
\RBINL hemophagocytosis LLa¢ lymphoid cell ‘ﬁm'mwu
Tusaariinies S8nwacaas atypical hyperplasia W@
1§31 hyperimmune ag1981N %@wmﬁm%ﬁ@ﬂwﬁ@
My HPC ammsfieide EBV ﬁﬂﬁﬁ@‘wm%amwﬁqmmﬁqw
2, 5201 @ FaaARdlAMNANNA trachea LAY AL
wwnela audimeneladmen dmsuiiedudesiiltife
HPC 1%318&&%15 LN 183N LLazﬂiﬂ myelodysplastic
syndrome Fufulaafidnfiguiulaiung vivlinamin EBV

[ 1 a Aa A v AY v ;:i‘ Aa
duluoshalsifiszanBnm assndrunmzgfdaiufianniie
1né (hyperimmune reaction) ﬂﬂﬂ'gjm’;z HPC

Y, o Y v

pieTeillaiumsinm EBV e acyclovir Gausissey

1 [ . a‘ Yo (%
usnathalsfimamineas acyclovir Alssulaemsunlserul
svpaiie 7 5 vhazlaifeswe uazmsld acyclovir N
EBV lnihqiiudafuinndestiueg foudhazdimadinmd
WERITIEN acyclovir THeSUEMTULNEHTas EBVZ udhums
Snnfimenussiuayums ¥ acyclovir 5w EBV [éna i
ynmsfnmassnaumndsamuiiazan” (Fnmitedy
dniuan EBV 98 famciclovir Wa corticosteroid 1Ny
1 % a o £ v v dﬁg 1 \;!; a
Ndnadissnsavhikmzsiusnisuftudoan uonanniiud
Yy ::!‘d v a 31

embiheifnessuumeladummannsfioge EBV

1 Sst An Y . A °. 24 A v
waginmn santinent acyclovir Mnaaaianm™ mame

2 o v v Aw 2 o v A o

AaanUEterann  Jaqtulidayamseinmdaunaane iy
malendubSaludihenfduiundnfiode EBV 45 1

‘ﬁﬁmmiLLﬁN?%LLiWN‘inﬂizﬁm (meningoencephalitis,
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cerebellitis, Guilain-Barre, myeloradiculitis 8¢ facial nerve
palsy) 21 A GUANLEL 5 AL LLﬁSS‘W] 16 @ 214U adult
respiratory distress syndrome (ARDS), thrombocytopenia,
aplastic anemia, acute renal failure &% myocarditis
wuhifihe 39 ew ldnanssnmd Loy 27 euldnadisnn
1ag 12 auemsaandaian s 45 el 35 enlds
MENIEIE acyclovir MR 3 AWl acyclovir wag
famciclovir iwﬁuméﬁﬂﬁﬂﬁﬁu 3 ﬂ%\lﬁ ganciclovir
aghaden 1 ﬂ%\lﬁ ganciclovir 93N foscarnet 1 ﬂ%\lﬁ
foscarnet Wazan 1 @%\léﬁl vidarabine™
fhemeiidefhadlado  doldsumsitaseidu
EBV-associated HPC Afiwendanmluonguussania
rmmeladumen safndiafuamssomhmanslaanaune
yaamas SN s DT atypical
lymphoid hyperplasia "%ﬁLLEJﬂ’cmﬂ malignant lymphoma
dondhaenn Wialesy acyclovir mevaaaidanem i
methyl prednisolone Wag IVIG Afomatauatennia
aunfusnifhandederuifgmemlifna i 4o
fuslandwsudhevsandnlsymaniis favar 7 HPC
uarfihelaifmsusaamesiy %@ﬂﬂ@%é’f@qLﬁ@ﬁammzqmm
nhadenau Safudedanlan lunensdlauemns BBV 4
imAnLandneEy way HPC wensanmmmaduaaas liuang
el fom Aifuetensd EBV gauglasiuazann
qmﬁaua’“imzﬁlm M3l corticosteroid Iuthemassman
Nnazdiumssnw HPC widetiuananmsmazasthnuag
a0 Tnsiamnelunsding mi@@ﬁ”’wmLﬁumﬂadmuuvlé%
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Epstein Barr Virus (EBV) associated Hemophagocytic Syndrome (HPC)
Causing Respiratory Failure and Massive Lymphadenopathy: Successfully
Treated with Intravenous Acyclovir, Pulse Methylprednisolone and
Intravenous Immunoglobulin G - report of One Case and Review
Literatures

Ladda Sorakhunpipitkul MD., Tanomsri Srichaikul MD., M.Sc.med(Penn),

Sitthep Thanakitcharu MD., Kitisak Kengsakul MD. and Phaibul Punyarit MD.*
Department of Medicine, Vichaiyut Hospital and Medical Center; *Department of Clinicopathology, Army institute of Pathology Phramongkutklao

Medical Center, Bangkok. Thailand

Abstract : A 84-year-old Thai woman with underlying myelodysplastic syndrome suffered from Epstein-Bar virus
(EBV) infection associated with almost fatal hemophagocytic syndrome (HPC). A week before this serious illness,
she had infectious mononucleosis and received oral acyclovir for seven day. HPC developed suddenly presenting
with generalized massive lymphadenopathy, impending upper airway obstruction, bilateral pneumonitis with
respiratory failure, but no liver manifestation. This case demonstrated two important findings. Firstly, the
immediate therapy with intravenous acyclovir, intravenous immunoglobulin G and methylprednisolone in the
patient who had severe EBV-associated HPC and respiratory failure is life-saving. Secondly, the liver complication,
which is the most common manifestation of HPC or EBV infection, is not necessary to be found in every severe
case of EBV-associated HPC.

Key Words : @ Epstein -Barr virus infection ® Hemophagocytic syndrome @ Acyclovir ® Methyl Prednisolone

@ [ntravenous immunoglobulin G (IVIG)
J Hematol Transfus Med 2011;21:95-101.
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