
SJÖGREN’S
SYNDR�ME

Sjögren’s
Syndr�me:
Lesser Evil �r
Hidden
Challenge?



OBJECTIVES Awareness of Sjögren’s Disease.

Highlight Updated Diagnostic and
Treatment Approaches.

Emphasize the Importance of
Multidisciplinary Care.



SJÖGREN’S IS A DISTINCT AUTOIMMUNE DISEASE

characteristic
aut�antib�dies

glandular
hist�path�l�gy

pr�gressi�n t�
n�n-H�dgkin
lymph�ma

a pattern �f
systemic
inv�lvement

Baer AN and Hammitt KM. Sjögren's Disease, N�t Syndr�me. Arthritis Rheumatol. 2021 Jul;73(7):1347-8. PMID: 33559389.



INTR�DUCTI�N

Chronic autoimmune
disorder.

Lymphocytic infiltration
of exocrine glands
(salivary and lacrimal
glands).

Symptoms: Dry mouth
(xerostomia) and dry
eyes (keratoconjunctivitis
sicca).

Systemic involvement:
Fatigue, joint pain, and
organ involvement
(lungs, skin, kidneys,
CNS).



Parisis D, Chivass� C, Perret J, S�yf�� MS, Delp�rte C. Current State �f Kn�wledge �n Primary Sjögren's Syndr�me, an Aut�immune Ex�crin�pathy. J Clin Med. 2020
Jul 20;9(7):2299.

Sjögren’s
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Pleiomorphic systemic
autoimmune
manifestations
glandular manifestations

psychosomatic
component

possible progression to
non-Hodgkin lymphoma



HISTORICAL
BACKGROUND

1882

Theodor Karl Gustav von
Leber described dry
inflammati�n �f the �cular
surface as keratitis
filamentosa.

1892

Jan Mikulicz-Radecki
d�cumented sw�llen salivary
and lacrimal glands.

Late 19th Century

Cases �f �ral and �cular
dryness (s�metimes linked
t� rheumatism �r g�ut) were
rep�rted. Dr. W. B. Hadden
used pil�carpine t� impr�ve
xer�st�mia (dry m�uth).

1925

Henri Gougerot linked
xer�st�mia and �cular
dryness t� a br�ader sicca
syndr�me, describing
salivary gland atr�phy.

Brit�-Zerón P, Baldini C, B��tsma H, B�wman SJ, J�nss�n R, Mariette X, Sivils K, Theander E, Tzi�ufas A, Ram�s-Casals M. Sjögren
syndr�me. Nat Rev Dis Primers. 2016 Jul 7;2:16047. d�i: 10.1038/nrdp.2016.47. PMID: 27383445.



HISTORICAL BACKGROUND

• 1930: Henrik Samuel Conrad Sjögren

• Swedish ophthalmologist (1899–1986).

• He identified it as "a general disease," establishing it
as a distinct nosologic entity.

Brit�-Zerón P, Baldini C, B��tsma H, B�wman SJ, J�nss�n R, Mariette X, Sivils K, Theander E, Tzi�ufas A, Ram�s-Casals M. Sjögren syndr�me. Nat Rev Dis Primers.
2016 Jul 7;2:16047. d�i: 10.1038/nrdp.2016.47. PMID: 27383445.
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https://sjogrens.org/understanding-sjogrens/sjogrens-syndrome-to-sjogrens-disease-why-the-name-changed



WHY NAME
CHANGED?

Systemic Nature:

Severity:

Alignment:

Awareness:

https://sjogrens.org/understanding-sjogrens/sjogrens-syndrome-to-sjogrens-disease-why-the-name-changed



CLINICAL
PRESENTATI
ON

• Dry mouth (xerostomia).
• Dry eyes (keratoconjunctivitis sicca).
• Parotid gland enlargement.

Glandular Symptoms:

• Fatigue, joint pain, skin rashes, Raynaud’s phenomenon.
• Pulmonary, renal, or neurological involvement.

Extraglandular Symptoms:



DIAGN�STIC
CRITERIA

2016 ACR/EULAR Classification Criteria:
 �cular symptoms (e.g., dry eyes for >3

months).

 �ral symptoms (e.g., dry mouth for >3
months).

 �bjective tests for dry eyes (Schirmer’s test,
�cular Staining Score).

 �bjective tests for dry mouth (salivary flow
rate ).

 Labial salivary gland biopsy.

 Positive anti-SSA/Ro antibodies.

Shib�ski CH, Shib�ski SC, Ser�r R, et al. 2016 American C�llege �f Rheumat�l�gy/Eur�pean League Against Rheumatism Classificati�n Criteria f�r Primary Sjögren's Syndr�me: A
C�nsensus and Data-Driven Meth�d�l�gy Inv�lving Three Internati�nal Patient C�h�rts. Arthritis Rheumatol. 2017;69(1):35-45. d�i:10.1002/art.39859



2016
ACR/EULAR
CLASSIFICATIO
N CRITERIA:



DIAGNOSTIC WORKUP

Clinical
Evaluation:Detailed history and
physical examination.

Laboratory Tests:
Autoantibodies (anti-
SSA/Ro, anti-SSB/La,
ANA, RF).
Inflammatory markers
(ESR, CRP).
Salivary and tear function
tests.

Imaging Studies:
Salivary gland ultrasound,
MRI, or scintigraphy.

Histopathology:
Labial salivary gland
biopsy.



DIFFERENTIAL DIAGNOSIS

Rheumat�id
arthritis (RA).

1
Systemic lupus
erythemat�sus
(SLE).

2
Fibr�myalgia.

3
Chr�nic fatigue
syndr�me.

4
Medicati�n side
effects (e.g.,
antich�linergic
drugs).

5



CHALLENGES IN
DIAGNOSIS

Overlap with other autoimmune
diseases.

Atypical presentations (e.g.,
extraglandular symptoms without
dryness).

Variability in autoantibodies (not
all patients test positive for anti-
SSA/Ro).



EMERGING
DIAGNOSTIC
TOOLS

o Biomarkers: Research �ng�ing f�r early diagn�sis
and m�nit�ring.

o Advanced Imaging: Elast�graphy, c�ntrast-
enhanced ultras�und.



KEY POINTS

o Multidisciplinary approach required (clinical evaluation, lab tests, imaging,
histopathology).

o Early and accurate diagnosis is crucial for treatment and preventing
complications.

o Advances in diagnostic tools and criteria continue to improve management.



DISEASE ACTIVITY MEASUREMENT TOOL

o ESSDAI (EULAR Sjögren’s
Syndrome Disease
Activity Index):

 Measures systemic
involvement.

 Helps tailor treatment
based on disease severity.

Ser�r, R., B�wman, S. J., Brit�-Zerón, P., & the EULAR Sjögren's Task F�rce. (2015). EULAR Sjögren's syndr�me disease activity index (ESSDAI): A user guide. RMD
Open, 1(1), e000022. https://d�i.�rg/10.1136/rmd�pen-2014-000022

https://doi.org/10.1136/rmdopen-2014-000022


SJOGREN SYNDROME
VS OTHER
AUTOIMMUNE
DISEASES

The prevalence �f SS in SLE patients ranged fr�m 9% and 19%.
The prevalence �f SS am�ng RA patients has been rep�rted t�
be as high as 55%.

Kim, Hyoungyoung et al. "The Prevalence of Sjögren's Syndrome in Rheumatoid Arthritis Patients and Their Clinical
Features." Journal of Korean Medical Science vol. 35,45 (2020): e369.



TREATMENT OVERVIEW

o Tailored to organ-specific severity using
ESSDAI.

o Systemic therapies for moderate to severe
disease activity (ESSDAI >5).

o Therapeutic response: Reduction of ≥3
points in ESSDAI score.



CORTICOSTEROID
S o Not recommended for routine treatment.

o Used for significant organ manifestations
(ESSDAI ≥14).

o Minimum dose and duration to control active
systemic disease.



CSDMARDS

o Glucocorticoid-sparing agents.
o No evidence supporting one agent over another.
o High rates of adverse events (41-100%).



HYDROXYCHLOROQUIN
E o Maximum dose of 6 mg/kg.

o Recommended for skin, joint disease, and
fatigue.

o Monitor for clinical/biological response; stop
if no response after 12 months.



METHOTREXATE
o Recommended for inflammatory arthritis.
o Commonly used in combination with other

therapies



AZATHIOPRINE
o Not routinely recommended.
o May be considered in systemic

complications.



MYC�PHEN�LATE
M�FETIL AND
CYCL�PH�SPHAMID
E

o May be c�nsidered in �rgan-threatening systemic
c�mplicati�ns such as CNS, renal, �r lung disease.



BIOLOGICS
o Rituximab: Targets B cells, used in severe �r
refract�ry cases.

o Other bi�l�gics under investigati�n.



MULTIDISCIPLINAR
Y APPROACH o R�le �f rheumat�l�gists, �phthalm�l�gists,

dentists, �ther specialists and GPs.
o Imp�rtance �f c��rdinated care f�r �ptimal
�utc�mes.

o Case management and patient-centered care
m�dels.



MANAGEMENT �F
DRY EYE

o Evaluation: Sympt�m assessment, clinical signs,
diagn�stic tests.

o Management Strategies:
 Envir�nmental m�dificati�ns.

 T�pical therapies (artificial tears, gels, �intments).

 Anti-inflammat�ry treatments (c�rtic�ster�ids,
cycl�sp�rine).

 Advanced therapies (punctal �cclusi�n, aut�l�g�us
serum dr�ps).



ORAL DRYNESS

Mild dysfuncti�n

• N�npharmac�l�gical stimulati�n (eg, sugar-free acidic candies,
l�zenges, xylit�l, sugar-free chewing gum)

M�derate dysfuncti�n

• Pharmac�l�gical stimulati�n (eg, pil�carpine, cevimeline;
aneth�ltrithi�ne, br�mhexine, N-acetylcysteine)

Severe dysfuncti�n

• Saliva substituti�n



MANAGEMENT OF
ARTICULAR
INVOLVEMENT Low ESSDAI: NSAIDs,

hydroxychloroquine.

Moderate/High
ESSDAI: Glucocorticoids,
immunosuppressive drugs,
biologics.



MANAGEMENT OF RENAL
INVOLVEMENT

o Tubular Involvement: C�rrect metab�lic acid�sis,
electr�lyte imbalances.

o Glomerulonephritis: Gluc�c�rtic�ids,
immun�suppressive agents, �r bi�l�gics.



MANAGEMENT OF CNS
INVOLVEMENT

o CNS Vasculitis: Gluc�c�rtic�ids, cycl�ph�sphamide,
�r rituximab.

o Neuromyelitis Optica Spectrum Disorder
(NMOSD): Gluc�c�rtic�ids, rituximab.

o MS-Like Disease: Disease-m�difying therapies (e.g.,
interfer�ns, glatiramer acetate).



MANAGEMENT OF
PERIPHERAL NEUROPATHY

o Multineuritis: Gluc�c�rtic�ids, immun�suppressive
drugs.

o Axonal Polyneuropathy: Sympt�matic treatment,
pulse methylprednis�l�ne, �r rituximab.

o Ganglionopathy: IVIG, rituximab.



MANAGEMENT OF
INTERSTITIAL LUNG DISEASE
(ILD)

o Initial Assessment: Functi�nal capacity, HRCT,
PFTs.

o Management: C�rtic�ster�ids, myc�phen�late
m�fetil, �r antifibr�tic therapy.

o Refractory Cases: Rituximab, cycl�ph�sphamide, �r
lung transplant.



MANAGEMENT OF
HEMATOLOGICAL
INVOLVEMENT

o Neutropenia: G-CSF f�r recurrent infecti�ns.

o Immune Thrombocytopenia: Gluc�c�rtic�ids,
rituximab.

o Hemolytic Anemia: Gluc�c�rtic�ids, IVIG, �r
rituximab.



MANAGEMENT OF CUTANEOUS
INVOLVEMENT

o Annular Erythema: T�pical gluc�c�rtic�ids,
hydr�xychl�r�quine.

o Cutaneous Vasculitis: Hydr�xychl�r�quine,
gluc�c�rtic�ids, �r immun�suppressive agents.

https://dermnetnz.org/topics/sjoegren-syndrome Brit�‐Zerón, Pilar et al. “Annular erythema in primary Sjögren’s syndr�me: descripti�n �f 43
n�n-Asian cases.” Lupus 23 (2014): 166 - 175.



SJÖGREN’S
SYNDROME AND
PREGNANCY o Impact on Pregnancy: Increased risk �f fetal l�ss,

ne�natal lupus, c�ngenital heart bl�ck.

o Pre-Pregnancy Counseling: Stabilize disease
activity, adjust medicati�ns.

o Pregnancy Care: L�w-d�se aspirin,
hydr�xychl�r�quine, fetal m�nit�ring.



RISK OF
LYMPHOMA

 Lymphoproliferative Disorders:

o Persistent swelling �f the salivary �r lacrimal
glands.

o Unexplained lymphaden�pathy (sw�llen lymph
n�des).

o B sympt�ms (fever, night sweats, weight l�ss).

o Elevated beta-2 micr�gl�bulin �r m�n�cl�nal
gamm�pathy �n lab tests.

o L�w level �f c�mplement C4 al�ne �r t�gether with
l�w levels �f C3.



RED FLAGS FOR
REFERRAL TO A
RHEUMATOLOGIST

o Persistent sicca sympt�ms.

o Systemic sympt�ms (fatigue, j�int pain,
vasculitis).

o Abn�rmal lab findings (aut�antib�dies, elevated
inflammat�ry markers).

o Organ inv�lvement (lung, kidney, CNS).

o Sj�gren ass�ciates (RA, SLE and DM)

o Unclear diagn�sis

o Risk �f lymph�ma.



EMERGING
THERAPIES o Biologics: New B-cell targeting therapies.

o JAK Inhibitors: Under investigati�n f�r systemic
inv�lvement.

o Stem Cell Therapy: Early-stage research f�r
severe cases.



PATIENT
EDUCATION AND
SUPPORT

o Importance of patient education on disease
management.

o Support groups and resources for patients

o Lifestyle modifications to improve quality of
life.



KEY
TAKEAWAYS o Sj�gren syndr�me is a systemic aut�immune

disease with glandular and extraglandular
manifestati�ns.

o Early diagn�sis and tail�red treatment are crucial.

o Multidisciplinary care and patient educati�n
impr�ve �utc�mes.



Thank Y�u


