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A case of erythema elevatum diutinum associated with

peripheral ulcerative keratitis

Dear Editor,

A 61-year-old Chinese man presented with a 15-year history
of painful skin lesions on the face, back, hands, elbows, but-
tocks and knees [Figure 1]. Lesions became exacerbated in
cold weather. Several lesions had resolved spontaneously
with subsequent intermittent recurrence at the same sites.
He complained of recurrent ocular hyperemia and progres-
sively blurred vision. Dermatologic examination showed
purple-red, firm papules and plaques on the palms and dorsal
aspects of hands, elbows, buttocks, knees and feet. In the
right eye, slit-lamp examination showed corneal conjunc-
tivalisation with conjunctival and episcleral hyperemia.
There was a broad-based pseudopterygium that inserted

Figure 1a: Purple-red, firm papules and plaques on the dorsal aspects of
hands

onto the peripheral cornea from conjunctiva of lower right
eyelid and conjunctival scar formation, leading to trichiasis
and symblepharon [Figure 2]. Laboratory findings showed
an elevated serum IgA level (monoclonal IgA A-type). The
histopathology of the lesions on the thigh revealed diffuse
neutrophils, nuclear dust, leukocytoclastic vasculitis of the
superficial and mid-dermal vessels [Figure 3]. Therefore, a
diagnosis of erythema elevatum diutinum (EED) with periph-
eral ulcerative keratitis (PUK) was established based on the
clinical and histopathological features.

Erythema elevatum diutinum is a rare form of neutrophilic
dermatoses which is characterised by the presence of mature
neutrophilic infiltration in the skin and other organs, with
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Figure 1b: Purple-red, firm papules and plaques on
the dorsal aspects of elbow
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Figure 1c: Purple-red, firm papules and plaques
on the dorsal aspects of thigh

Figure 3: Diffused neutrophils, nuclear dust and leukocytoclastic vasculitis of the superficial and dermal vessels (H&E staining;
scale bar: 600 um; magnification x100)

possibly associated systemic diseases. Erythema elevatum
diutinum initially presents as leukocytoclastic vasculitis
of the skin and later resolves with fibrosis. It is character-
ized by violaceous papules, nodules and plaques symmetri-
cally distributed over extensor surfaces of the extremities.!?
Erythema elevatum diutinum has been reported to be con-
nected with a variety of diseases, including haematological
conditions, autoimmune disorders, certain malignancies and
bacterial and viral infections. Cases of erythema elevatum
diutinum associated with ocular damage are rare with only a
few described in the literature. Here, we describe a rare case
of erythema elevatum diutinum associated with peripheral
ulcerative keratitis and IgA paraproteinemia. Triamcinolone
12 mg daily and glucosidorum tripterygll totorum 60 mg
daily were administrated resulting in good improvement 2

months later. The patient had been given a diagnosis of pul-
monary interstitial fibrosis based on lung computed tomogra-
phy findings in the 2-year follow-up.

Erythema elevatum diutinum shows a heterogeneous clini-
cal and histopathological manifestation largely depending on
the clinical stage and thus has various differential diagnoses.
Clinically, early stage of erythema elevatum diutinum should
be differentiated from other neutrophilic dermatoses, includ-
ing neutrophilic dermatosis of the dorsal hands and Sweet’s
syndrome. Later stage of erythema elevatum diutinum may
resemble granuloma annulare, tuberous xanthomas, kaposi’s
sarcoma, rheumatoid nodules, dermatofibroma and multi-
centric reticulohistiocytosis. However, histopathological
presentation of erythema elevatum diutinum may aid in the
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differential diagnoses. Early features of erythema elevatum
diutinum are leukocytoclastic vasculitis, polymorphonuclear
cell infiltrate and fibrin deposition in the dermis. Later stage
of erythema elevatum diutinum is characterised by further
fibrosis with intravascular and perivascular fibrin deposits
and more granulation tissue, which are assumed to be the
result of chronic dermal injury of leukocytoclastic vasculitis.

This case of recurrent and persistent lesions associated with
ocular damage should also be distinguished from Behcet dis-
case and sweet’s syndrome. Behcet disease is an autoinflam-
matory systemic vasculitis characterised by recurrent oral
and genital ulcers, ocular involvement, cutaneous erythema
and nodosum-like and papulopustular lesions. The diagnos-
tic criteria of Behcet disease is the concurrence of oral aph-
thae and two of the following features: genital ulceration,
ocular manifestations, skin lesions and positive pathergy
test. Sweet’s syndrome is characterised by the abrupt onset
of painful erythematous skin lesions and a dense dermal neu-
trophilic infiltrate histopathologically and may also be asso-
ciated with fever, leukocytosis and neutrophilia which are
distinguishable from the present case.

Extracutaneous manifestations have been reported sporad-
ically, including IgA paraproteinemia, ocular damage and
oral and penile ulcers. Ocular damage in erythema elevatum
diutinum include scleritis and panuveitis, but cases of ery-
thema elevatum diutinum associated with peripheral ulcer-
ative keratitis are extremely rare. We found only six cases
of erythema elevatum diutinum associated with peripheral
ulcerative keratitis reported in the literature. Peripheral ulcer-
ative keratitis is considered as a sight-threatening condition
which involves the outer portions of the cornea. Peripheral
ulcerative keratitis may appear prior to or after the eruption
of erythema elevatum diutinum. In our case, clinical presen-
tation of peripheral ulcerative keratitis occurred 5 years later
than erythema elevatum diutinum.

Although the exact pathogenesis remains unknown, a gen-
eral principle is suggested by the pathophysiology features of
erythema elevatum diutinum, including multi-organ involve-
ment with skin and mucosa, neutrophil-driven inflammation
and elevated serum IgA level. Intravascular immune complex
deposition has been considered as a pathogenic factor for ery-
thema elevatum diutinum which is also assumed to be associ-
ated with the pathogenesis of peripheral ulcerative keratitis.

A retrospective review of associations of erythema elevatum
diutinum demonstrated IgA paraproteinemia to be the most
common in 57.45% among all the reported paraproteinemias,
followed by IgG, IgM and IgD.* IgA antineutrophil cyto-
plasmic antibody is suggested to be associated with immune
dysregulation which initiates the neutrophil activation and
ultimately leads to clinical manifestation.*
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