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Abstract:

Evans syndrome (ES) is a disorder in which autoimmune hemolytic anemia (AIHA) and im-
mune thrombocytopenia (ITP) occur simultaneously or serially. Most ATHA in ES is warm-Al-
HA, in which anti-RBC IgG antibodies are the main body causing hemolysis. In this report,
we describe a case of ES diagnosed as warm-AIHA but with a markedly high level of cold
agglutinin (CA), where cold-ATHA was ruled out. A 9-year-old girl presented to the clinic with
headache and was pale. There was no past history or family history of autoimmune disease. On
admission, she was markedly anemic and thrombocytopenic with a positive direct Coombs test.
A bone marrow examination revealed increased erythroid cells and megakaryocytes. The CA
titer was very high of 2,048-fold, but cold-AIHA was considered negative because of the absence
of IgM elevation, improvement of anemia with steroid therapy, and absence of symptoms due
to cold exposure. She was diagnosed as ES with warm-AIHA and ITP. To our best knowledge,
this is the first case of ES with high titers of CA. Long-term follow-up into adulthood is import-
ant in children with ES because of the high incidence of subsequent autoimmune disease after
remission, while the association of CA was unknown.
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Table 1. Results of laboratory tests on admission
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WBC 6100 /pL PT-% 80 %
Blast 00 % PT-INR 1.16
Promyelo 00 % APTT 30.9 sec
Myelo 10 % Fbg 315 mg/dL
Meta 00 % FDP <2.5 pg/mL
Stab 0.0 % D-dimer 0.7 pg/mL
Seg 740 % ATID 106 %
Lym 14.0 % TP 7.2 gldL
Mono 50 % Alb 44 g/dL
Eosino 30 % AST 25 UL
Baso 1.0 % ALT 12 UL
At-Lym 20 % LDH 619 IU/L
RBC 152 X104l BUN 12 mgldL
Hb 52 g/dL Cre 0.43 mg/dL
Hct 16.6 % T-Bil 4.5 mg/dL
MCV 109.2 fL I-Bil 4.3 mg/dL
MCH 342 pg Na 137 mEq/L
MCHC 31.3 K 3.7 mEq/L
PIt 3.4 x104uL Cl 102 mEg/L
Ret 217 %o CRP 0.03 mg/dL

Fe 65 pg/dL CMV-IgM 0.27

TIBC 263 pg/dL CMV-IgG <6.0

uiBC 198 pg/dL EBHiVCA-IgG 80 f&
Ferritin 236 ng/mL EB#VCA-IgM <10 f&
HPG <10 mg/dL EB#EA-DR <10 f&
IgA 138 mg/dL EB#EBNA 40 f&
19G 1377 mg/dL gk 80 f&
IigM 71 mg/dL fids-DNAffE <10 U/mL
CH50 15 /mL HSS-Afiik <1.0 U/mL
c3 72 mgldL HSs-BHifk 6.7 U/mL
c4 4 mg/dL hismbitk <1.0 U/mL
Ef#Coombs  [&f% WN—TRFIFIATITN 1.2
TRAER e LA E itk 9.6 U/mL
ADAMTS13 50 % sIL-2R 1045 UlmL
Donath- =) PA-IgG 1080 U/107 cells
Landsteiner & i RHEE 1.015
0 p & 2048 & REH )
CATSSAIHR <40 fE 735 -Jil )
MmEMER ) Rrongy /—4> 1.0
FRBJERA (-) REYIES (-)
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Fig. 1. Clinical course after admission
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Table 2. Case reports of Evans syndrome with positive cold agglutinin
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