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A Case of Hemophagocytic Lymphohistiocytosis with Clonal Karyotype Abnormalities
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There have been a few reports of hemophagocytic lymphohistiocytosis (HLH) with chromosomal abnormalities. Clonal chromosomal abnormalities
in HLH patients are usually found in association with hematologic malignancies and rarely with epstein-barr virus (EBV) infection. Here, we report
a fatal case of HLH with clonal karyotype abnormalities. A 75-yr-old man was admitted with persistent anorexia and high fever. Laboratory data re-
vealed pancytopenia, hypofibrinogenemia, hyperferritinemia, prolonged prothrombin time and activated partial thromboplastin time, and marked
elevated level of serum transaminases. In real time-PCR using whole blood, EBV DNA was not detected but cytomegalovirus (CMV) DNA was de-
tected. The bone marrow aspiration smear showed hyperplasia of mature histiocytes with prominent hemophagocytosis. In chromosomal analysis
of bone marrow aspirates, complex chromosomal abnormalities were found. In spite of steroid pulse therapy and antibiotic treatment, he died of

disseminated intravascular coagulopathy.
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Table 1. Laboratory findings of the patient

Laboratory tests Patient's results ~ Reference ranges
Hemoglobin (g/dL) 8.2 135-17.5
WBC (10°/L) 07 45-110
Neurtophil (%) 320 40-75
Lymphocyte (%) 420 13-44
Monocyte (%) 17.0 24-11.8
Eosinophil/Basophil (%) 0.0/0.0 0.0-5.0/0.0-3.0
Myelocyte (%) 20
Metamyelocyte (%) 1.0
Neutrophil stab (%) 6.0
Platelet (10*/uL) 55 150-440
PT (sec) 149 12.3-14.4
aPTT (sec) 67.9 30.2-42.4
FDP (pg/mL) <5,0-200 Negative
D-dimer (ug/mL) 0.20 0.0-0.35
Fibrinogen (mg/dL) 450 213-444
AST/ALT (U/L) 160/90 10-44
Lactate dehydrogenase (IU/L) 943 0.0-480
Total bilirubin/ Direct bilirubin (mg/dL) 3.62/1.02 0.2-1.2/0.0-0.4
CRP (mg/L) 168 0.0-50
Ferritin (ng/mL) 2,766 32-284
Total cholesterol (mg/dL) 87 144-265
Total PSA (ng/mL) 0.16 0-4.0
Free PSA (ng/mL) 0.08 0-093
Rheumatoid factor (IU/mL) <30 0.0-15.0
FANA/ANCA Negative/Negative
Widal typhi O/H Negative/Negative 0.0-200
Mycoplasma Ab (titer) 1:40 Negative
HIV Ag & Ab Neg/0.17 0.0-1.0
Parvo B19 PCR Negative -
EBV-PCR Negative <1000 copies/mL
CMV Real-time PCR 319 copies/mL <250 copies/mL
IgM Anti-HAV - +-
HBs Ag - +/-
Anti-HBs Ab - +-
IgM Anti-HBc Ab - +-
HBe Ag = +-
Anti-HBe Ab + +/-
Anti-HCV Ab - +/-

Abbreviations: WBC, white blood cell; PT, prothrombin time; aPTT, activated partial
tromboplastin time; FDP, fibrinogen degradation product; PSA, prostate specific
antigen; FANA, fluorescent antinuclear antibody; ANCA, anti-neutrophil cytoplas-
mic antibody; VDRLvenereal disease research laboratory test; EBV, Ebstein-Barr vi-
rus.
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Fig. 1. Bone marrow aspirate and biopsy findings of the patient with hemophagocytic lymphohistiocytosis. (A) Bone marrow aspirate smear shows
benign-appearing histiocytes exhibiting prominent hemophagocytosis (Wright-Giemsa stain, x 1,000). (B) Bone marrow biopsy section shows in-
creased numbers of diffusely scattered CD68(+) macrophages (Immunohistocytochemical stain for CD68, x 200).
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Fig. 2. A Karyotype of patient with hemophogocytic lymphohistiocy-
tosis showing 48X,t(X;7)(p22.1;q11.2),add(3)(p21),t(4;16)(q31.1;q24),
t(9;11)(p22;p11.2)+18,+.
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(q31.1;q24).£(9;D),p22; p11.2)+18 +1[6]9] 43 S2A FAA o)A}
= WAsH3ITHFig. 2).
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