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ABSTRACT

Autoerythrocyte sensitization syndrome (AES) is a rare purpuric disorder of
women characterized by inflammatory and painful ecchymotic lesions unrelated
to blood clotting or vascular abnormalities. Gastrointestinal bleeding, hematuria,
headache or syncopal attacks may also be observed.

Our patient is a 33-year-old woman presenting with recurrent severe painful
ecchymotic lesions on both lower extremities associated with headache, palpita-
tion and weakness. The diagnosis of AES was confirmed by skin testing with
autologous washed red blood cells. No internal bleeding was detected. She was
treated with vitamin C with some success.
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INTRODUCTION

In 1955 Gardner and Diamond described a condition
characterized by recurrent crops of painful ecchymotic
lesions in four emotionally unstable women in whom no
hematological disorder was found. They postulated an
autoimmune reaction to erythrocytes as further lesions
were reproduced by intracutaneous injection of the
patient’s own erythrocytes or its stroma.'

Later, other internal manifestations of the syndrome
were described including a wide range of hemorrhagic
(hematuria, epistaxis, gastrointestinal bleeding) and non-
hemorrhagic complaints including severe headache, par-
esthesia, repeated syncope and diplopia.?

Any case with autoerythrocyte sensitization syndrome
(AES) is hardly ever forgettable because of the patient’s
bizarre and dramatic appearance. Also, since no effec-
tive remedy exists and the practitioner is confronted with
pressure from colleagues, the patient and her family when
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only conservative measures are prescribed, the case be-
comes a distressing disorder to manage.?

CASE REPORT

A 33 year-old married female presented in Novem-
ber 2000 with widespread spontaneous recurrent attacks
of painful ecchymotic lesions on her lower extremities
and buttocks. The first attack occurred spontaneously 5
months prior to her referral and was not preceded by any
trauma. The lesions, developing within hours, were ac-
companied with chest pain, palpitation, dyspnea and
weakness but without fever or arthralgia. There was
gradual spontaneousresolution of the lesions in 5-7 days.
The patient was admitted to the hospital on two occa-
sions with no definite diagnosis and 30 mg of predniso-
lone per day was prescribed without benefit. She had
undergone two operations in the past (cesarian section
and tubal ligation) and was otherwise in good health.

Physical examination revealed raised tender ecchy-
motic lesions with irregular or annular borders in differ-
ent sizes, more commonly on the extensor surfaces of
the lower extremities and buttocks (Fig. 1). General
physical examination was unremarkable. Platelet count,
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bleeding time, fibrinogen level, prothrombin time and
partial thromboplastin time were normal and other
paraclinical work-up such as ESR, urinalysis, complete
blood count, serum analysis for glucose, BUN and liver
enzyme levels were also normal. VDRL, ANA, CRP and
LE cell preparation were negative. Occult blood in re-
peated stool examinations was not detected. Chest roent-
genogram showed no abnormality. Skin biopsies from
the involved sites were performed twice and histopatho-
logic examination revealed mild focal hydropic changes
with mild perivascular mononuclear infiltration. No evidence
of vasculitis was detected and direct cell immunofluorescence
was negative.

Fig. 1. Annular ecchymotic lesion on anterior thigh.

A hematology consultation was performed and no evi-
dence of any bleeding disorder was detected. She ap-
peared emotionally balanced and psychiatric consulta-
tion ruled out dermatitis artefacta as she only had mild
depression. Due to the occasional cyclic nature of her
problem and some correlation with her menses and also
to rule out autoimmune progesterone or estrogen derma-
titis, skin tests were done with both agents with negative
results. Skin test with 0.1 mL 80% of autologous washed
red blood cells and with whole blood was performed on
the patient and also on two healthy volunteers. A few
hours after injection, the patient noted pain and swelling
which was then surrounded with purpuric discoloration
(Table I, Fig. 2). None of the control subjects reacted to
these tests.

Taking all of the above evidence into account, the
diagnosis of AES was made and the patient was treated
with vitamin C orally and some psychotherapy.

In follow-up, there was mild flare-ups of her symptoms.

DISCUSSION
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Table I. Results of skin testing in the patient.

Material injected intradermally Reaction

1. Progesterone -

2. BEstrogen -
3.PPD -

4. Isotonic saline -

5. Autologous whole blood +

6. Autologous washed red cells +

Fig. 2. Positive skin test with washed autologous red blood cells
showing swelling and purpuric discoloration.

The clinical presentation of AES or psychogenic pur-
pura is remarkably consistent. Almost all patients are
women. Few exceptional cases of males with AES have
been reported in the literature.* Groch and coworkers in
evaluation of three patients with this entity found out
that phosphatidylserine in red blood cell membranes
plays arole in pathogenesis.®

The skin biopsy is characterized by extravasation of
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red blood cells in the dermis, and in early stages may
show edema and non-specific infiltration around blood
vessels.

All laboratory findings are normal. An important di-
agnostic procedure is skin testing with washed red cells
obtained from the patient or a competent donor and re-
producing the clinical lesion within 24 hours.®

There are reports of association of AES with
anticardiolipin antibodies’ or multiple glomus tumors.®
Psychogenic purpura must be differentiated from skin
diseases associated with intravascular clotting defects by
normal coagulation studies and the relative inflamma-
tory and painful nature of the skin lesions.®

No specific treatment regimen is curative. Large doses
of prednisolone or antihistamines are of no benefit ex-
~ept for decreasing the swelling. Attemps to desensitize
patients with autologous erythrocytes have not been suc-
cessful. »

Therapy with antimalarials, antibiotics and vita-
min C has been without favorable effects.¢

There is a report of successful treatment with anti-
depressants.® It may be correct to state that the syndrome
is not as rare as indicated by the number of cases re-
ported and that there are numerous cases left undiag-
nosed.
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