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Pyoderma gangrenosum associated with erythroid
hypoplasia

Cheuk-Kit Wong, Kin-Kee Pun, Christopher C.M. Lum, Shun-Wah Lee,
Matthew M.T. Ng and Christina C.L. Wang

Department ofMedicine, University ofHong Kong, Queen Mary Hospital, Pokfulam Road, Hong Kong.

Summary: Pyoderma gangrenosum is most commonly associated with inflammatory bowel disease
and rheumatoid arthritis, but it has been associated with various haematological malignancies. We
describe its association with primary erythroid hypoplasia without thymoma in an 80 year old woman who
presented with septicaemia complicating urinary tract infection. Spontaneous healing of an extensive
lesion was observed.

Introduction

Various myeloproliferative disorders have rarely
been found in association with pyoderma gangre-
nosum. Leukaemia, myeloma, myeloid metaplasia,
monoclonal gammopathy and polycythaemia have
been so described.' The diagnosis of pyoderma
gangrenosum is clinical together with compatible
histological findings.2'3 We report what is, to our
knowledge, the first occurrence of pyoderma gan-
grenosum in a patient with primary erythroid
hypoplasia.

Case report

An 80 year old woman, known to suffer from
primary erythroid hypoplasia for 3 years, was
treated with regular blood transfusion. She pre-
sented with Escherichia coli septicaemia secondary
to urinary tract infection. There was no history of
bowel disease, arthritis or peripheral vascular
problem. She responded clinically to broad spec-
trum antibiotic therapy. However, 1 week after
admission, multiple erythematous bullous erup-
tions occurred at the back of her left leg which
rapidly ulcerated with ragged undermined margin 2
days later despite local treatment and continuation
of antibiotics (Figure 1). The clinical diagnosis was
pyoderma gangrenosum. Biopsy of the edge of the
ulcer showed a flat ulcer in the skin covered by
necrotic tissue and acute inflammatory exudate
surrounded by granulation tissue. In the adjacent
area, extensive infiltration with polymorph and
vascular ectasia was observed with an unremar-

kable epidermis. Cultures of the wound were
negative. Blood investigation revealed a haemo-
globin level of 10 g/dl, normal white cell count and
platelet count. Rheumatoid factor and anti-nuclear
factor were absent. Serum protein concentration
and immunoglobulin electrophoresis were normal.
A bone marrow biopsy revealed only evidence of
depressed erythropoiesis. Computed tomographic
scan of the thorax showed no evidence of thy-
moma. Sigmoidoscopy was normal up to 20 cm. In
view of the recent episode of septicaemia, corti-
costeroid was witheld and she was managed con-
servatively with local dressing, enteral hyper-
alimentation and supportive treatment. Complete
healing occurred 6 weeks later.

Discussion

The pathogenesis of pyoderma gangrenosum is
unclear. There is no evidence for an infective cause
of the lesion.3'4 Its association with various auto-
immune diseases and its improvement with steroid
and the correction of the underlying disorders
suggest an immunological basis for the skin lesions.
Immunoglobulin deposits and vasculitis consistent
with immune-complex disease have been re-
ported.3'5'6 Other investigators have suggested
alternative theories such as humoral and cellular
immunity and dysfunction of neutrophils and
monocytes.3'6 This diversity of pathogenetic mech-
anisms reflects our present incomplete understand-
ing of the entity. Indeed, it is not clear whether
pyoderma gangrenosum actually represents a dis-
tinct pathological entity or whether it is merely the
morphologically similar cutaneous manifestation
of a variety of disease processes.3

In 20% to 30% of patients with pyoderma
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F'igure 1 Photograph of the back of the left lower limb showing extensive ulceration with a ragged undermined edge
compatible with pyoderma gangrenosum.

gangrenosum, no associated disease process can be
identified.3 However, in many of these cases, the
underlying medical diseases become evident only
after a variable period of time.37'8 The idiopathic
cases usually presented to the dermatologist. The
lesions tend to be chronic and often persist for
years.9 In general, treatment is not very satisfactory
despite a wide variety of therapeutic agents and
relapses often occur. Systemic steroid is the
well described treatment although other reported
agents include sulpha drugs, clofazimine, disodium
cromoglycate, minocycline, cyclophosphamide,
benzoyl peroxide, hyperbaric oxygen and immuno-
suppressive agents.2'3'9'10'12 As the cutaneous lesions
of pyoderma gangrenosum are often found to
parallel the underlying associated disease, such as
inflammatory bowel diseases and rheumatoid
arthritis, it has been suggested that the beneficial
effects of some treatment modalities might be
secondary to their effects on the underlying ill-
ness.'° Indeed, remission of pyoderma gangre-
nosum can occur after colectomy in patients with

ulcerative colitis.3 '
In a series of pyoderma gangrenosum compli-

cating haematological malignancy,'° a case of
healing occurred with induction of complete
haematological remission in a patient with acute
leukaemia. In the remaining five patients in that
series with uncontrolled haematological malignan-
cies, the cutaneous lesions were extensive, failed to
heal and led to septicaemia and death of the
patients. A few other reports in leukaemic patients
have also described healing of pyoderma gangre-
nosum after successful control of the systemic
disease.
Our case appears to be the first case ofpyoderma

gangrenosum reported complicating erythroid
hypoplasia. Despite only supportive treatment, the
patient has achieved complete spontaneous healing
of the cutaneous lesion. In this instance, the disease
course of pyoderma gangrenosum is apparently
not related to that of the underlying haema-
tological disease.
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