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CASE REPORTS

Atypical Sjögren presentation of pruriginous rash and
mild eosinophilia with minor sicca symptoms: A case
report
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ABSTRACT

We report a case of an 82-year-old woman diagnosed with Sjögren syndrome on the basis of salivary gland biopsy and anti-Ro/SSA
antibodies who presented to our institution with a pruriginous maculopapular pancorporeal rash with diffuse eosinophilic infiltrate
and mild eosinophilia. Sicca symptoms were mild. Cutaneous and hematologic findings resolved spontaneously within 4 weeks,
the rash did not respond to antihistamines but was mildly attenuated by topical corticosteroid. Both the rash and hypereosinophilia
greatly improved while the patient received oral corticosteroids for a contrast medium allergy before a CT-scan. When the patient
was diagnosed with SS, hydroxychloroquine treatment was introduced. This case report aims to raise awareness of the possibility
of such a clinical presentation, considering the known increased risk of non-hodgkin lymphoma associated with Sjögren syndrome
estimated to 5%-10% lifetime risk which is 5 to 44 times higher than that of the general population.
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1. INTRODUCTION

Typical Sjögren syndrome presentation includes xerostomia
and xerophtalmia as a result of exocrine gland infiltration
by T and B lymphocytes. Pro-inflammatory cytokines and
lympho-attractive chemokines maintain the active autoim-
mune process and lead to epithelial, ductal and acinar cell
apoptosis thereby reducing exocrine activity and, typically,
inducing gland hypertrophy.[1]

Hyper-reactive B lymphocytes produce auto-antibodies di-
rected against non-organ specific antigens, mainly anti-
Ro/SSA, anti-La/SSB, ANA and rheumatoid factor. A third
of SS cases present extraglandular manifestations; arthralgia,
myalgias, adenopathies, Raynaud’s phenomenon, vasculitis,
anemia, leukopenia and pulmonary, renal or hepatic involve-

ment are amongst the most common.[1, 2]

We report an unusual case of Sjögren syndrome in which
eosinophilia and a pruriginous maculopapular rash were the
main clinical features. Cutaneous manifestations of Sjögren
syndrome have been reported, although they are not com-
mon. They mostly include xeroderma, purpura and annular
erythema.[3, 4] To the best of our knowledge, this is the first
case of eosinophilic maculopapular Sjögren-associated rash.
This case report aims to raise awareness of the possibility of
such a clinical presentation, considering the known increased
risk of non-hodgkin lymphoma associated with Sjögren syn-
drome estimated to 5%-10% lifetime risk which is 5 to 44
times higher than that of the general population.[1]
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2. CASE PRESENTATION
An 82-year-old caucasian woman presented to our institution
with complaints of pruriginous maculopapular pancorporeal
rash, facial edema and slight weight loss. The physical ex-
amination showed generalized indurated maculopapular le-
sions (see Figure 1), lichenified and excoriated, and axillary
and cervical palpable adenomegaly. She remained apyretic
throughout the hospitalisation. There had been no recent
changes in her medication and she had no known atopy his-
tory. She reported a similar rash in her early 60’s but had not
been investigated at that time.

Figure 1. Maculopapular rash

Her laboratory findings at the time were significant for
eosinophilia (2.3 × 109/L) and microcytic anemia (Hb
96 g/L). A cutaneous biopsy had been performed and showed
a diffuse superficial dermis eosinophilic infiltrate with mild
epidermal spongiosis but no primary dermatosis. Blood and
stool analysis for parasites was negative. There was no evi-
dence of drug allergic reaction as the IgE count was normal.
A pet scan had shown several hypermetabolic adenopathies
in the cervical, axillary, inguinal, mediastinal, iliac and para-
aortic areas and several discrete cutaneous captation foci, but
absence of solid organ neoplasia. A bone marrow biopsy
was attempted, but only the sampling of the marrow could
be performed due to pain limitation. The marrow showed hy-
perplasia of the myeloid lineage and high eosinophil content
but without morphological anomalies. The rash did not re-
spond to antihistamines but was mildly attenuated by topical

corticosteroid. The rash and hypereosinophilia had greatly
improved with the oral corticosteroid administered in the con-
text of C+ scan and contrast substance allergy, but was not
prescribed any further despite the clinical and paraclinical
improvement due to myeloproliferative syndrome suspicion.
Myeloproliferative or lymphoproliferative syndromes were
also considered but the axillary lymph node biopsy result
as well as the normal tryptase, JAK 2 and BCR-ABL lev-
els rendered this diagnosis less likely. Eosinophilia evokes
parasitic infections which were ruled out through negative
anti-strongyloidosis antibodies, stool ova and parasites test,
toxocera, trichinosis and quantiferon serology.

Later in her hospitalisation, the patient complained of mild
xerostomia without xerophtalmia. A complete rhumatologi-
cal work-up was requested and showed positive ANA (1/640
granular, 1/160 diffuse), and positive Anti-Ro/SSA antibod-
ies. There were no increase in ESR or CRP. LDH were
increased to 324 U/L. Other antibodies and connective tis-
sue disorder markers (anti-LA, anti-ENA, ANCA, anti-sm,
anti-DNA, anti-CCP, RF, low C3/C4) were negative. Im-
munoglobulin levels were normal. A salivary gland biopsy
was performed.

Pathology analysis of the salivary gland biopsy showed four
perivascular or periductal lymphocyte foci in a 4 mm2 sur-
face, which is the histopathological criteria for Sjögren syn-
drome. She was diagnosed with Sjögren syndrome on the
basis of the salivary gland biopsy, anti-Ro/SSA antibodies
and xerostomia. After her hospital discharge, she was treated
with hydroxychloroquine. Bone marrow biopsy has not been
completed as the diagnosis is established and as normal-
ization of eosinophilic count and cutaneous findings have
resolved.

3. DISCUSSION

A variety of genetic and non-genetic factors are involved in
the pathogenesis of SS and its clinical and paraclinical fea-
tures are diverse. Eosinophilia has been previously reported
in Sjögren syndrome although it is not a typical feature. Sec-
ondary polyclonal eosinophilia is most commonly found
in high IL-5 contexts such as allergic reactions, helminthic
infections and some lymphomas and malignant adenocarci-
nomas.[5] Pathophysiological explanation for eosinophilia
in connective tissue disorders is not fully understood but is
attributed to Th2 lymphocytes stimulation leading to higher
eosinophilopoietic and anti-apoptotic cytokines levels.[6, 7]

Cutaneous findings in SS have been described in various in-
stances, but mostly consist of xerose, vasculitis-attributable
purpura and annular erythema.[3, 4] Diffuse superficial der-
mis eosinophilic infiltrate can also be seen in atopic dermati-
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tis, eosinophilic panniculitis and other dermatologic condi-
tions[8] but has not been described in Sjögren syndrome.

The eosinophilia and cutaneous lesions being the most pre-
dominant features of the case, the diagnosis of SS was stren-
uous. Systemic allergic reaction or DRESS syndrome were
initially suspected but no new medication had been intro-
duced for 2 years and IgE levels were within normal ranges.
Chlamydia, mycoplasma, hepatitis, EBV, CMV, Parvovirus
B19 and HHV-6 serologies were not performed at the time
to rule out viral reactivation induced DRESS syndrome. The
lymphocytic infiltration seen in the salivary gland biopsy re-
vealed the patient suffered from SS, as it is the gold standard
for SS diagnosis.[1] A superimposed viral reactivation in-
duced DRESS syndrome cannot be ruled out in this context.

Sjögren syndrome prognosis for this patient is not clear,
as different SS clinical manifestations are associated with
different evolutions. For instance, it has been recognized
that patients with severe sicca syndrome have much greater
lymphoma relative risk and that patients with cutaneous vas-
culitis tend to develop life-threatening extraglandular mani-

festations.[9] As eosinophilia and non-vasculitis cutaneous
manifestations are uncommon features of SS, no data is avail-
able on the particular outcomes of this presentation. Studying
those outcomes would be pertinent for a better understanding
of the prognosis of these patients. There might be many more
patients with similar presentation that are not diagnosed with
SS as their presentation is atypical.

4. CONCLUSION

In summary, we reported an unusual case of Sjögren syn-
drome in which eosinophilia and a pruriginous eosinophilic-
infiltrated maculopapular rash were the main clinical features.
This case report aims to raise awareness of the possibility of
such a clinical presentation, considering the known increased
risk of non-hodgkin lymphoma associated with Sjögren syn-
drome and possible later occurrence of life threatening ex-
traglandular manifestations.
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