263

Anusauadiy
Hemophagocytic Syndrome:
An Analysis of 7 Cases and the Literatures Review
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gﬂ'ﬁ 1 Manifestations and Clinical Course of Hemophagocytic Syndrome

MOF = multiorgan failure; D = death
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gﬂﬁ 2 Clinical Course of 36 yrs old Thai Male Diagnosis Fatal EBV Associated HPCS (case 3)

MP = methyl prednisolone, PEx = plama exchange
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v .
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T T \BR AR A 4LAAI
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PMN 57 -
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Alk. P/Alb 341/2.8* 212/2.4 32323 137/-
SGPT/GGT | 349/238* 154/244 149/- 272/-
Bili D/T 0.9/1.5 0.5/1.3 14/15.7* 32.7/25*%
LDH 2550* 600 773 1124
BUN/Cr 26/1 18/0.5 28/0.8 37/0.4
B.M. T-ML-HPC* T-PLCL ¢ HPC* T-PLCL-HPC*
CT para- Mass 3x3x4 cm Mass - Absent
nasal sinus | Rt nasal EBV-&®
> 1.1 micop/ml
Day of Illness 35 42 49 57 67

gﬂ‘ﬁ 3 Clinical Course of 16 year old Thai Male, Diagnosis EBV associated T-PLCL with HPCS

(cases b) CHEMP = cyclophosphamide, Adriamycin, etoposide; MP = methyl prednisolone;

RT = Radiotherapy; W= PRC; O = platelet conc
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HN 270097, Jan 2001 - March 2003

‘m Amphoteracin B + Sporal ——>
B.M B.M B.M <0
—

40 IME

39 M-CHE — CHO

38 i

37
Hb 10.5 9.5 9.8 12
WBC 10200 24100 24000 4200
Plat 142,000 88,000 11,000 246,000
pb Abn. Ly Abn. Lyt IBS ® N
B.M IBS >20% IBS >20 1Bs # CR

Crypto © Flow-B-L Crypto -
Flow-React A light chain HPC & *
FBS 264 265 120 134
BUN 17 40 29 22
T.bili 1.0 2.5% 5.5% 1
SGOT 35 48 222% 25
GGT 116 153 448* 40
Alk.P 153 156 272+ 45
Alb 2.6 22 2.1* 3.8
LDH 654 718 988+ 408
// ///I
0 4 8 12 16 20 1 2 3456 7 81012 14 16 18 20 22 24 26 40
Days Months

gﬂ‘ﬁ 4 Clinical Course of 60 yrs old Thai Male Diagnosis B-ML with HPCS on Relapse (cases 7)

M = Rituximab; CHE = cyclophosphamide, adriamycin, etoposide;

IME = ifosphamide, methotrexate, etoposide

5197l 2 UEAIINNERUTY9 EBV U2y malignant lymphoma 7% HPCS UasHan1s3nn

Sex/ EBV
Case Primary Disease Outcome
Age IMM. DNA
4 M/72 B-LC-ML ND Pos.* LN-ISH = Dead - MOF, 14 d.
(EBER)
5 M/16 T-LC-ML ND Pos.* (blood) Dead - NR, 1 mo.
>1.1 mil cp/mL
6 M/75 T-LC-ML Pos. 1 : 2560 IgG Neg. (LN & blood) Dead - PR, 12 mo.
7 M/60 B-LC-ML Pos. 1 : 2560 IgG Neg. (blood) Alive - CR, 27 mo.

LC = large cell, ML = malignant lymphoma, HPCS = hemophagocytic syndrome, IMM = immunology;

ISH = in situ hybridization; EBER = EB virus encoded RNA antigen;, CR = complete remission;

PR = partial remission;, NR = non-remission

Thai Journal of Hematology and Transfusion Medicine Vol. 14 No. 4 October-December 2004
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C D

gﬂ‘f‘i 5 Bone marrow of the patients diagnosed HPCS
A. Fatal EBV with HPCS  showing hemophagocytic mature histiocyte (W) with very few
hematopoietic cells in bone marrow (cases 3)
B. Pleomorphic large T cell lymphoma  showing hemophagocytic mature histiocyte (V)
surrounded by large pleomorphic T cell lymphoma ( T ) (cases b)
C. Pleomorphic large B cell lymphoma  showing hemophagocytic cell (W) and
surrounding large pleomorphic B cells ( T ) (cases 3)

D. showing positive EBV encoded RNA antigen in B-ML cells (—») (case 3)
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gﬂﬁ 6 Showing microorganism in bone marrow of the patients having infections associated

hemophagocytic syndrome

A. Leishmania; B. Histoplasmas; C. Cryptococci; D. Penicilium marneffii
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gil‘ﬁ 7 Pathogenesis of hemophagocytic syndrome
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Abstract: We reported seven hemophagocytic syndrome patients six males and one females, age
ranges between 16-75 years (mean 59 years) admitted at Vichaiyut hospital during 1999-2003. Of
these 7 cases, three were caused by infections (bacteria - 2, EBV - 1). The other four patients had
malignant lymphoma (ML) (T-ML-2, B-ML-2). Five patients died between 5 days - one month after
diagnosis of HPCS. Three of these five cases died because of delayed diagnosis of HPCS at terminal
event lead to multiorgan failure (bacteria - 2, B-ML - 1). The other 2 cases had early diagnosis of
HPCS. However, one died because of inadequate treatment of HPCS. The another case had full
treatment of HPCS and T-ML but died of refractory T-ML. Both of these two cases had EBV which
was unrecognised until the terminal event. Among four patients who had ML-HPCS, EBV genome
were found in two cases (B-ML - 1 case, T-ML - 1 case). Both of these two cases died shortly after
the diagnosis of HPCS. The other two malignant lymphoma without EBV survived ; one case (T-ML)
lived for 12 months and died later because of disease. The another B-ML is still alive and in com-
plete remission up to 40 months. From this analysis, we stress the most two important factors to
save life of the HPCS patients ; the early diagnosis and the immediate treatment for HPCS as well
as for the etiologic infective agent. EBV is another factor to play an important role on the outcome
of HPCS and malignant lymphoma and should be seriously awared of.
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