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Dear Editors,

Erythema elevatum diutinum (EED) is a rare and chronic cutaneous leukocytoclastic

vasculitis [1]. The cause of EED still remains unknown, but immune complex

deposition in dermal blood vessels is thought to be associated with the onset of

the disease [1]. Here, we report a rare case of EED associated with immunoglobulin A

(IgA) vasculitis.

A 72-year-old man presented with arthralgia and palpable purpura on his lower

extremities (Figure 1A). There was no history of any antecedent infections, but he

had a history of IgA nephropathy and rheumatoid arthritis (RA), which had

been treated with oral prednisolone 2 mg/day for 2 months. Laboratory tests

showed elevated serum levels of white blood cell count (10,700/µL [normal,

3,300–8,600/µL]), C-reactive protein (3.16 mg/dL [normal, 0.00–0.14 mg/dL]),

creatinine (4.01 mg/dL [normal, 0.65–1.07 mg/dL]), and IgA (532 mg/dL

[normal, 93–393 mg/dL]). A urinary test showed hematuria and proteinuria.

Histopathological findings from palpable purpura on the left lower extremity

showed inflammatory infiltration in the upper dermis (Figure 1B). Infiltration of

neutrophils and lymphocytes with nuclear dusts of neutrophils was observed

around the small vessels in the upper dermis (Figure 1C). Direct

immunofluorescence did not detect any immunoglobulin or complement

deposition. A diagnosis of IgA vasculitis was made based on the EULAR/

PRINTO/PRES classification criteria. The dose of oral prednisolone was

increased to 5 mg/day and his symptoms improved for 10 days. However,

1 month later, crusty red–to-violet nodules appeared on his fingers and elbow

(Figure 1D). Histopathological findings from the nodule on the left finger showed

prominent edema and dense inflammatory infiltration in the dermis (Figure 1E).

Infiltration of neutrophils, lymphocytes, eosinophils, and histiocytes with

nuclear dusts of neutrophils was observed around the vessels in the dermis

(Figure 1F). A diagnosis of EED was made. Although diaminodiphenyl sulfone

100 mg/day was temporarily initiated, the treatment was discontinued due to

anemia. The dose of oral prednisolone was increased to 15 mg/day and gradually

improved his skin lesions.
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The diagnosis of EED is made by the characteristic

clinical findings and histopathological findings [2].

Although the cause of EED is not fully understood, EED

has been reported in association with various systemic

diseases, including hematologic diseases, infections, and

autoimmune diseases [1]. It is possible that the onset of

EED was associated with RA. When EED develops in

patients with RA, the disease severity of EED is associated

with high serum levels of rheumatoid factor [3, 4]. In our

case, serum levels of rheumatoid factor were high but not

elevated during the clinical course. Thus, it is speculated

that the onset of EED was associated with IgA vasculitis. IgA

vasculitis shares many pathogenic similarities with

IgA nephropathy [5]. In our case, the disease severity of

IgA nephropathy was well controlled with normal serum IgA

level. However, serum IgA level had been elevated after the

onset of IgA vasculitis. Aberrant IgA and IgA complexes were

associated with the pathogenesis of not only IgA vasculitis but

also EED. To the best of our knowledge, there have been no

case reports of EED associated with IgA vasculitis. Further

case accumulation is needed to clarify the underlying

pathomechanisms of EED.
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FIGURE 1
(A) Palpable purpura on the lower extremities. (B) Histopathology showing inflammatory infiltration in the upper dermis
(hematoxylin and eosin staining; ×20). (C) Histopathology showing leukocytoclastic vasculitis (hematoxylin and eosin staining; ×200). (D)
Crusty red-to-violet nodules on the fingers. (E) Histopathology showing prominent edema and dense inflammatory infiltration in the
dermis (hematoxylin and eosin staining; ×20). (F) Histopathology showing leukocytoclastic vasculitis (hematoxylin and eosin
staining; ×200).
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