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Annular erythema (AE) occurs predominantly in Asian popu-
lations and is typically associated with anti-Ro/SSA or anti-La/
SSB antibody-positive Sjégren disease (SjD).! We report AE
in anticentromere antibody (ACA)-positive SjD without these
antibodies.

A 78-year-old woman presented with a I-week history of

annular erythematous patches and plaques on the face, trunk,
and extremities (Figure 1). Sicca symptoms had preceded the skin
eruption. No medication trigger, Raynaud phenomenon, thyroid
dysfunction, or cutancous sclerosis was identified. The chewing
gum test showed reduced salivary flow, and the Schirmer test
demonstrated bilateral tear reduction. Laboratory tests revealed

Figure 1. Extensive, multiple erythematous patches and edematous plaques on the (A) face, (B) back, (C) abdomen, (D) right thigh, (E) and left thigh. Several
rashes show well-demarcated annular plaques with central pallor or purpuric discoloration on (B,C) the trunk and (D,E) both thighs.

Figure 2. Histopathological and imaging findings supporting the diagnosis of annular erythema and Sjégren disease. (A) Salivary gland scintigraphy showing markedly
reduced uptake. (B) Skin biopsy showing perivascular lymphocytic infiltration in the dermis (H&E, 200x). (C) Skin biopsy showing only mild interface change without
features of systemic lupus erythematosus—specific changes (H&E, 200x). (D) Lip biopsy showing periductal lymphocytic infiltration with fibrosis (H&E, 200x).
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antinuclear antibodies (1:320; discrete speckled pattern) and
ACA positivity (76.4 U/mL; reference < 10 U/mL), with nega-
tive anti-Ro/SSA (Ro60) and anti-La/SSB antibodies. Salivary
gland scintigraphy showed reduced uptake (Figure 2A). Skin
biopsy revealed perivascular lymphocytic infiltration with
minimal interface change and no systemic lupus erythematosus—
specific histopathologic changes (Figures 2B,C). No signifi-
cant spongiosis was observed. These findings were inconsistent
with subacute cutaneous lupus erythematosus (SCLE). Lip
biopsy demonstrated periductal lymphocytic infiltration with
fibrosis and a focus score > 1/4 mm? (Figure 2D). These find-
ings supported a diagnosis of AE associated with ACA-positive
primary SjD. SCLE, tumid lupus erythematosus, and figu-
rate erythema were considered; however, the absence of prom-
inent interface dermatitis or dermal mucin deposition made
these diagnoses unlikely. Prednisolone 30 mg daily was gradu-
ally tapered over several weeks, and the eruption resolved within
1 month without recurrence at 7 months.

AE in ACA-positive SjD is uncommon, reported in only
1 of 22 ACA-positive cases in an SjD cohort of 585 patients.”
AE occurring without anti-Ro/SSA or anti-La/SSB antibodies
suggests mechanisms beyond classical autoantibody-mediated
pathways. AE has been linked to cytokine-mediated immune
dysregulation, including transforming growth factor 8 signaling,'
which is reportedly enhanced in ACA-positive SjD.* These
observations raise the possibility that ACA-associated immune
dysregulation may contribute to AE development in this subset
of patients.
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