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ANTI-HI ANTIBODY-INDUCED COLD AGGLUTININ DISEASE ASSOCIATED WITH
IDIOPATHIC THROMBOCY TOPENIC PURPURA  EVANS SYNDROME
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A 70-year-old female was admitted with anemia and thrombocytopenia. Her blood type was B
Rho (+).Her RBC was 250 % 10"/ul, Hb 7.8 g/di, Ht 23.2%, Retic. 55%, WBC 2900/u!, T. bil 0.3 mg
/dl, LDH 917 U/L, and Haptoglobin <10 mg/d!. Cold agglutinin titer was % 1024, direct Coombs test
(=), indirect Coombs test (4 +). Antibody screening test in saline revealed serum agglutinated adult
O cells (4+) (x512), adulticells (+) (x64) , cord cells (—) and B cells (—) , leading to an antibody
diagnosis of anti-HI antibody. She subsequently developed thrombocytopenia (16 x 10°/pl) and
PAIgG was 54.8 ng/107 platelets, giving a diagnosis of idiopathic thrombocytopenic purpura together
with cold agglutin disease. The presence of cold agglutinin disease due to anti-HI antibody and devel-
opment of ITP indicated this to be a case of Evans syndrome. Hemolytic anemia due to anti HI anti-
body is very rare, as is the association of ITP with cold agglutination disease.
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Table 1 Laboratory data in a patient with Evans syndrome

Urine Chemistry Blood gas (room air)
Protein (=) Na 141 mEq/L pH 7417
Sugar (=) K 40 mEq/L PaO2 89.2 mmHg
Occult blood (=) Cl 106 mEq/L PaCO2 39.7 mmHg
Bilirubin (=) Ca 85 mg/dl HCO3~ 25.1 mEq/L
Urobilinogen (2 +) T. bil. 0.9 mg/d! Serology (1)

Inflammatory reaction D. bil 0.3 mg/dl HBS-Ag (=)
ESR 63 mm/hr GOT 22 U/L HBS-Ab 3% 27 (+)
CRP 2.2 mg/dl GPT 15 U/L HCV-Ab 26 (+)

Peripheral blood y-GTP 23 U/L Wassermann reaction (=)
WBC 2900 / ul LDH 971 U/L ANA (+)

Band 0% L1 277 % Speckled X 320

Seg 46.0 % L2 44.1 % anti-DNA antibody (=)

Ly. 450 % L3 223 % anti-Sm antibody (=)

A-Ly. 0.5 % L4 48 % PAIgG 128 ng/107” PLT

Mono 85 % L5 1.1% Serology (2)
Ebl 0/200 WBC BUN 8 mg/dl Direct coombs (=)
RBC 250 x 104/ ul Cr 0.78 mg/dl Broad spectrum (=)
Hb 7.8 g/dl Fe 65 ug/dl anti-IgG (=)
Ht 23.2 % Glucose 104 mg/dI anti-C3d, C3b (=)
PLT 116 x 103 / ul Serum protein anti-C3d (=)
Retic 55.0 %o T.P. 6.0 g/dI Coombs test with RBC

BM Alb 347 g/di antibody eluted serum (=)
NCC 273 X 104/ ul al 0.26 g/dlI Indirect coombs (4 +)
Mgk 150 / ul a2 0.35 g/dI Cold agglutinin X 1,024
M/E 14 B 0.65 g/dI Mycoplasma. PA < 40
Erythro. 41.0 % y 1.24 g/dl Donath-Landsteiner antibody
Myelo. 58.0 % Immunoglobulin (=)

Coagulation IgG 1,570 mg/dl Ham test (=)

PT 124 sec IgA 247 mg/dl Sugar water test (=)
APTT 32.7 sec IgM 148 mg/dl
Hp-T 96.5 % C3 93 mg/d!
Fibrinogen 371 mg/dl C4 30 mg/dl
FDP-E 108 ng/ml CH50 39.3 U/ml
D-D dimer 1.3 pg/ml Haptoglobin < 10 mg/d!
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Table 2 Antibody identification
Blood type B, Rho(+)
Identified antibody anti HI
Cold agglutinin titer (" 97.9.24) with O-cell X 1,024 with own cell X 128
Coombs test (" 98.6.9) broad spectrum anti IgG anti-C3d anti C3b3d
Direct coombs test - - - -
Indirect coombs test 4+ - 4+ 4+
after DTT treatment - - - -
Antibody screening (' 98. 1. 20) saline bromelin albumin Coombs
with panel cell (O cell) 4 + (% 512) 4 + 4 + 4+
with adult-i cell (O cell) + (% 64) + + +
with cord cell (O cell) - - - -
with A1 cell 4+ (x 64) 4+ 4+ 4+
with A2 cell x 32
with B cell - - - -
with own cell (B cell) - - - -
Antibody screening after T . . .
RESt treatment ( 97. 10.7) saline bromelin albumin Coombs
undiluted serum
with panel cell (O cell) * * * *
antibody titer X 16 X 8
% 15 diluted serum
with panel cell (O cell) - - - -

Abbreviations : DTT ; dithiothreitol, RESt : rabbit erythrocyte stroma

Table 3 Temperature and reaction of cold aggluti-

nin
Titer of cold agglutinin
Temperature ('97.10. 11)
Saline method Albumin method
4T x 32 x 32
20C X 8 X 8
25C x 1 X 4
30C x 1 X 4
37C (=) x 1
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Fig. 1 Clinical course during first admission in a 70 y. o. patient with Evans syn-
drome.
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Fig. 2 Clinical course during second and third admission in a 70 y. o. patient with
Evans syndrome.
Abbreviations : Solu-Med ; Solu-medrol, CPH ; cyclophophamide, VCR ; vincris-
tine, Cy A ; cyclosporine A, RBC ; washed RBC,
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