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lessened by some 80 °O within one day without any discernible adverse
effects. Such an effect has received little attention. Dalby3 describes
one case of rheumatic chorea which responded well and Swash et al2
make passing mention of the effectiveness of this treatment in a
case of recurrent rheumatic chorea. Some have expressed reservations
about tetrabenazine in Huntington's chorea,4 suggesting that the
risks of depression and drug-induced Parkinsonism outweigh the
advantages of its anti-choreic action. This viewpoint has not been
universally accepted.' 2 5 Such unwanted effects would be more
likely to develop during long-term treatment, but in Sydenham's
chorea the movements seldom last in a severe form beyond three
months, so side effects would be expected infrequently.

The authors would like to express their thanks to Dr L S Illis, Wessex
Neurological Centre, Southampton, for permission to report the data in
Case 1.
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Familial autoimmune haemolytic
anaemia

Familial autoimmune haemolytic anaemia (AIHA) has rarely been
reported in man.1-3 We describe two sisters who developed the
disorder at the same age; one responded partially to low-dose predni-
solone, while the other required splenectomy. HLA typing of these
patients and of three siblings provided supportive evidence for an
association between HLA-1 and 8 and AIHA.4

Present series

Case 1-A 66-year-old woman of previous good health presented in 1970
with a four-month history of dyspnoea, palpitations, peripheral oedema, and
increasing weakness. She was icteric and pale with an enlarged liver and
spleen (3 and 5 cm respectively below the costal margin). Haemoglobin was
6-4 g/dl; WBC 4 x 109/1 (4000/mm3); and reticulocyte count 350%. The
peripheral blood film contained spherocytes, and a marrow aspirate showed
normoblastic hyperplasia. Serum bilirubin concentration was 52 lumol/l
(3 mg/100 ml) (normal 2-17 ,umol/l; 01-10 mg/100 ml), and, though
result of the antinuclear factor (ANF) test was positive, LE cell preparations
were negative. Autologous erythrocyte survival was 11-5 days (normal
25-35), with a spleen to liver ratio of 4:1. The direct antiglobulin test
(DAGT) result was positive (table). There were no intracorpuscular red-
cell abnormalities, and no evidence of intravascular haemolysis was found.
By mistake she was given only 4 mg prednisolone daily instead of the usual
40-60 mg but made a slow partial recovery, which was probably spontaneous.
In view of her clinical improvement together with a fall in the DAGT titre

and disappearance of free serum antibodies it was decided to continue that
dosage of prednisolone indefinitely. She remained clinically well despite an
11 5 '0 reticulocytosis and a DAGT titre of 1 40. The most recent
haemoglobin was 13 5 g dl and the serum bilirubin 35 smol 1 (2 mg/100 ml).

Case 2-This patient, a 64-year-old full sister of case 1, presented in 1975
with a two-year history of increasing dyspnoea and fatigue. She was pale and
icteric and her spleen and liver were enlarged 8 and 3 cm respectively below
the costal margin. Haemoglobin was 6-1 gldl; WBC 4 9 109,1 (4900/mm3);
and reticulocyte count 16 8 o.. A peripheral blood film contained occasional
spherocytes, and a marrow aspirate showed normoblastic hyperplasia.
Bilirubin concentration was 48 jtmol, l (2 8 mg 100 ml), ANF was absent, and
similar investigations to those in case 1 showed no evidence of intracorpuscu-
lar abnormality or of intravascular haemolysis. The DAGT result was
positive (table). Autologous erythrocyte survival was 14 6 days, with a spleen
to liver ratio of 2 8:1. She was begun on high-dose steroids (60 mg predni-
solone daily), her clinical state initially improving, with a fall in the DAGT
titre to 1, 80. The development of diabetes on a steroid dosage required to
control haemolysis necessitated splenectomy. Steroids were then stopped
completely. When last seen she was clinically well with a normal haemoglobin
concentration and reticulocyte count, but the DAGT titre remained positive
at 1,400 (anti-IgG) and 164 (anti-complement).

Famzily study-The results of antiglobulin testing, red-cell genotyping
and HLA typing in cases 1 and 2 and of three entirely normal and apparently
full sisters (cases 3-5) are shown in the table. Both sisters with AIHA had
HLA antigens 1, 8, and 7.

Comment

Experiments on New Zealand black mice have yielded strong
evidence that AIHA can be hereditary.5 Though it is now recognised
that autoimmune disease in man is often familial-for example,
pernicious anaemia and thyroid disease-the paucity of reports of
familial AIHA implies that its occurrence is likely to be coincidental.
The finding of the sharing of common HLA antigens (1 and 8),
shown to be increased in incidence in cases of AIHA,4 however
argues for a genetic susceptibility to develop this disorder. Further-
more, the two oldest normal siblings (cases 3 and 4) did not possess
such HLA antigens. Though the third normal sibling (case 5) had
HLA antigens 1 and 8, she had not reached the age at which cases
1 and 2 presented.

We hope that this report will stimulate further such documentation.

We thank Dr S H Davies and Professor R H Girdwood for permission to
report on these patients under their care; Dr Jean Whitaker for co-operation
in providing blood specimens; Mr George Willis and technical colleagues for
serological testing; and Mrs E Scott for typing the report.
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Red-cell typing, leucocyte typing, and serological findings in five sisters

Antiglobulin test results at presentation
Case No Age in ABO and HLA type

years Rh types Direct* Indirect

1 66 0; CCDE6(R,R,) Al, 28; B7, 8 1,'320; complement only "Non-specific" cold (4QC) autoagglutinin and "warm"
(37°C) autoantibody (no specificity determined)

2 64 B; CZD66(R,r) Al, 3; B7, 8 1/320; complement + IgG Warm (37°C) autoantibodies of anti-e plus unidentified
specificity

3 74 0; CCDM(R,R,) A2, 28; B12, 17 Negative Negative
4 68 B; CcDEe(R,R, A2, 28; B12 Negative Negative
5 62 B; C UDEe(R,R,) Al, 28; B8 Negative Negative

*Direct test performed with broad-spectrum reagent; when result positive, then serum also tested against monospecific anti-IgA, IgM, and IgG and C3.
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