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Primary Sjogren’s Syndrome Manifested as Multiple Sclerosis and
Cutaneous Erythematous Lesions

: A Case Report

and cutaneous erythematous lesions.
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INTRODUCTION

Sidgren’s syndrome (SS), a chronic autoimmune exo-
crinopathy, occurs mainly in middle-aged women. SS can
manifest as a primary or secondary disotdet in association
with other connective tissue diseases, including rheuma-
toid archritis, systemic lupus erythematosus ot polymyo-
sitis/dermatomyositis and so on. In addition to two chat-
acteristic manifestations, dry eyes and dty mouth, thete
may be extraglandular manifestations in various otgans
such as lung, heatt, genitourinary, vascular, and nervous
systems in primary Sjogren’s syndrome. The neurologic
manifestations in primaty Sjogren’s syndrome can mimic
multiple sclerosis (MS) in physical findings and cetebro-
spinal fluid profiles. Primary 8S can also manifests as skin
lesions, though rarely such as xerodermia, vasculitis, and
SO on.

Due to0 a complex atray of symptoms, physicians should
pay attention to atypical extraglandular symptoms in ad-
dition to classic clinical triad: 1) xerophthalmia 2) xero-
stomia 3) laboratory evidence suggesting a systemic auto-
immune disease, and also need diagnostic criteria to
recognize the real natutres of individual symptoms and
signs.

Siogren’s syndrome is a chronic autoimmune disorder characterized by lym-
phocytic infiltration of the lacrimal and salivary glands, leading to dryness of
eyes (kerato-conjunctivitis sicca) and mouth (xerostomia). The skin lesions in
Sjogren’s syndrome are usually manifested as xeroderma, but sometimes ap-
pear as annular erythema or vasculitis. Central nervous system symptoms may
be presented as one of extraglandular manifestations, though rare in incidence,
and need differential diagnosis from multiple sclerosis. We report a case of a
45-year-old woman diagnosed as multiple sclerosis at first but later as neurologic
manifestation of primary Sjogren’s syndrome, showing signs of multiple sclerosis
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CASE REPORT

A 45-year-old woman had suffered from dry eyes and
dty mouth intermittently since 1992 without any de-
tailed evaluation for them. In October 1996, she had
weakness in both lower extremities, voiding difficulty,
and sensory change below the T10 dermatome aftet the
comptession fracture of L1 spine due to fall down one
month pteviously. She visited a neurology clinic and was
treated under the impression of transverse myelitis. One
month later, she recognized decreased visual acuity and
headache with intermittent fever. She then visited the
neurology department of Dong-A Univetsity Hospital.
On neurologic examinations at that time, she showed
decreased visual acuity, spasticity of both lower extrem-
ities, more decreased muscle power in lower extremities
than in uppet extremities, hyperesthesia on both lower
extremities, and hyperteflexia on both upper and lower
extremities. She also suffered from general weakness,
arthralgia, and soarness of oral cavity. The MRI findings
showed multifocally increased opacity in T2-enhanced
sagittal and axial views (Fig. 1). The cetebrospinal fluid
profiles revealed pleocytosis composed predominantly of
lymphoid cells and increased protein level as 84 mg/dL
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Fig. 1. MRI findings showed multifocally increased opacity in
T2-enhanced sagittal and axial views.

(notmal; <45 mg/dL). The cetebrospinal fluid IgG/albu-
min index was increased to 1.157 (normal; <0.70). Mye-
lin basic protein level was abnormal at 4.26 mg/mL (not-
mal; <1.0 mg/mL). She was treated with systemic corti-
costeroid 20 mg/day for one month under the impression
of muldple sclerosis. In November 1997, skin lesions
developed after tapering the dose of cotticosteroid to 5
mg/day as ocular and neurologic symptoms were im-
proved. Initially erythematous swollen plaques appeared
on both petiauricular area (Fig. 2) and one month latet,

)

Fig. 3. Erythematous skin lesions on the left thigh.
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Fig. 2. Erythematous swollen plagues on the right periauri-
cular area.

etythematous skin lesions cropped out on both lower
extremities (Fig. 3).

Ophthalmological examination revealed shortened tear
film break-up time 3/2 (Rt./Lt.) seconds (normal; <15
second) and decreased lactimation 0/2 (Rt./Lt.) mm/5
min (notmal; >8 mm/5 min) in Schitmer test. A biopsy
specimen taken from minor salivary gland within lower
lip showed that small lymphocytes were densely infil-
trated throughout most of the salivary gland lobules (Fig.
4). CBC profiles revealed a finding of pancytopenia,

Fig. 4. Most of salivary gland lobules were densely infiltrated
with small lymphocytes (H&E, X100).
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Fig. 5. Perivascular lymphocytic infiltration in the upper and
mid dermis and hydropic degeneration in basal layer of the
biopsy specimen from facial lesion (H&E, > 100).

including anemia (RBC: 3.46 X 10%/uL, Hb: 10.10 g/dL),
leukopenia (WBC: 3.14 X 10°/uL) and thrombocytopenia
(Plt: 104.00 X 10°/4L) at that time. There was no history
of drug intake which can induce pancytopenia. Erythro-
cyte sedimentation rate (ESR) increased at 40.00 mm/hr
(normal; 3.00-9.00 mm/hr) and CRP was detected at a
subnormal level. Immunologic studies showed the pre-
sence of antinuclear antibody (speckled type) at a titer
of 1:320 as well as Ro/SS-A and La/SS-B antibodies. But
dsDNA Ab, nRNP Ab, rheumatoid factor and anti-Smith
Ab were not detected. A seties of immunoglobulins and
complement components were notmal. The HLA typing
showed DR 9 and DR 14 phenotypes.

Skin biopsy specimens taken from the facial and thigh
lesions showed a common finding of petivascular lympho-
cytic infileration in the upper and mid dermis and hydro-
pic degeneration in basal layer, especially in the facial
lesion (Fig. 5). There were no remarkable immunoreac-
tants at the dermoepidermal junction and the walls of
blood vessels. She was treated with hydroxychloroquine
400 mg/day, resulting in improvement of skin lesions.

DISCUSSION

SS, a chronic autoimmune exoctinopathy that is found
mainly in middle-aged women, is chatacterized by dry
eyes and dry mouth clinically in association with lym-
phocytic infiltration of lacrimal and salivaty gland patho-
logically (1). Many ctitetia have been tried to classify SS
until now and they reflect the controversies surrounding
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this entity as a newly desctibed disease and the difficult
situations in establishing diagnostic criteria in both nosol-
ogy and research fields (2-4). Though 8§ is probably the
most common rheumatic disease, it is often underrecog-
nized. The reasons for this ate a lack of patient awareness
and education about SS, physician recognition and appre-
clation of the range of SS. The symptoms of SS may be
subtle, often insidious, and dismissed as secondary to
normal aging process, depression, neutosis, etc. S mimic
other diseases such as systemic lupus erythematosus
(SLE), rheumatoid arthritis (RA), chronic fatigue syn-
drome, MS and so on (4). Actually other connective tis-
sue diseases such as RA, SLE, progressive systemic scleto-
sis, can be found in patients with SS (5). However, the
external stigmata characteristic of other rheumatic dis-
eases ate usually subtle or absent in SS. Although most
SS patients are antibody positive: anti-Ro (SS-A)/anti-La
(8S-B), ANA, or rheumatoid factor, the absence of anti-
bodies does not exclude diagnosis of 8S (4). §S may exist
as a primary condition ot as a secondary condition in
association with RA, SLE, ot progressive systemic scleto-
sis (1, 5). In primaty SS patients, there may be extraglan-
dular manifestations in pulmonaty, cardiac, genitouri-
nary, vascular, and nervous systems. Futhermore, these
patients have an increased tisk of developing lymphopto-
liferative disease, including lymphadenopathy and non-
Hodgkin’s lymphoma compated to normal controls or
with patients of most other autoimmune diseases (6). If
a patient has unusual neurologic problems and a serologic
profile of positive SS-A ot §S-B autoantibodies, it often
reptesents a difficule diagnostic problem (7). Central net-
vous system (CNS) signs were found in up to 20% of
the patients with S8 and were multifocal, eithet progres-
sive or relapsing, and often mimicking multiple scletosis
in cerebrospinal fluid profiles (8). CNS signs can manifest
as hyperesthesia, spasticity, hypetreflexia, monocular visu-
al loss, hemiparesis and so on (8). The relationship be-
tween SS and MS is ambiguous since SS may mimic MS
both clinically and neuroradiologically (8-10). In fact,
many patients had been thought to have MS before the
diagnosis of SS was made (8). The changes in CSF pro-
files, which are indistinguishable from those seen in MS
(11), ate thought to be secondary to CNS inflammatoty
infilerates composed predominantly of teactive lymphoid
cells and occasional plasma cells with intrathecal synthe-
sis of IgG (12). But some differences are present in cete-
brospinal fluid profiles. Typical oligoclonal banding pat-
terns of immunoglobulin on electrophoresis can be found
in mote than 90% of MS patients (13). Whereas, MS
patients most commonly have multiple bands, SS patients
usually have only one or two bands (8). The IgG indices
and oligoclonal bands improve in response to cottico-
steroid thetapy in most SS patients, but in MS patients
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the number of bands temains constant over time and
does not change with therapy (14). The cutaneous symp-
toms of Sjogren’s syndrome are rare. Among these, dty
skin with prutitus and vasculitis are common findings.
Annular etythema associated with anti-RofLa antibody
positive patients of Sjogren’s syndrome has been de-
scribed in Asians (15-17). These annular erythemas were
distinguished clinically as well as histopathologically from
annular lesions of subacute cutaneous LE (SCLE), occut-
ring mostly in anti-Ro antibody positive Caucasian pa-
tients (18, 19). In our case, the cutaneous lesions devel-
oped as discoid erythematous plaques and patches show-
ing petivascular lymphocytic infiltration in the upper and
mid dermis and hydropic degeneration in basal layer with
no remarkable immunoteactants at the dermoepidermal
junction and the walls of blood wvessels.

Several studies have been undertaken to clarify the
roles of particular alleles of major histocompatibility com-
plex (MHO)-linked genes in association with SS patients
(20, 21). However, no single MHC allele has been asso-
ciated with SS of different ethnic backgrounds (22). In
each ethnic population, predisposition to SS is associated
with a patticular class II allele (23). The patient in this
report also showed DR 9 and DR 14 phenotypes.

Because of the similarity in clinical manifestations and
laboratory findings of patients with MS and SS, we sug-
gest that SS should be considered as a differential diag-
nosis of a patient presenting with a syndrome that resem-
bles MS.
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