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OBJECTIVES

• Describe the basic epidemiology and pathophysiology of lupus
• Identify the multisystemic clinical features of lupus throughout the disease
course
• Discuss how lupus is diagnosed and treated based on the signs and symptoms

WHAT IS LUPUS?
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WHAT IS
LUPUS?
• Autoimmune disease
• Disease in which the body’s
immune system attacks
healthy tissue

• Different types:
• Systemic
• Skin subtype (cutaneous)
• Neonatal
• Drug-induced

WHO GETS LUPUS?

• Affects less than 1% of the population
• Children (pediatric onset)
• Adult onset
• Females > Males
• Rates decrease after age of 50
• Higher rates in premenopausal women

• More common and more severe disease
in Black and Latinx population

WHAT CAUSES LUPUS?

• Combination of genetic and environmental
risk factors
• 29%-69% identical twins
• Environmental factors include smoking, viral
infection

• Dysregulation of the immune system
• Development of antibodies (proteins that
target components of the cell and promote
inflammation)
• These antibodies are believed to form due to
defective clearance of dead cells

• ANA = Anti-Nuclear Antibody
• Antibody that targets the nucleus of the
cell
• Not specific for lupus (see in many
different diseases) but always present in
lupus
• Sub-types of this antibody are known to
attach to organs and cause damage (for
example in the kidneys)
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ANA ≠ LUPUS

• ANA antibodies are very common
• Seen in up to 20-30% of healthy people
• Lower levels are generally not associated with autoimmune disease
• Other autoimmune conditions and non-rheumatic conditions (liver disease,
inflammatory bowel disease, thyroid disease) can cause + ANA
• Older we get, more likely we will have a positive ANA

CLINICAL FEATURES

GENERAL

• Some symptoms are very non-specific
• Fatigue
• Joint and muscle pain
• Hair loss
• Rashes

The Great
Imitator

• Oral ulcerations

• Many of these symptoms look like symptoms seen in other conditions
• Lupus symptoms vary greatly from person to person
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SKIN

MUCOCUTANEOUS MANIFESTATIONS

• Affects hair, skin, and mucous membranes
• Seen in 80% of lupus patients
• Some patients have skin limited disease
• UV light can induce flares
• Cell damage  immune system dysregulation

MALAR (BUTTERFLY) RASH

• Typically raised, may be scaly
• Fixed rash (lasting at least 24 hours)
• Malar rash ≠ flushing
• Spares nasolabial folds
• Helps distinguish from more common facial
rashes like seborrheic dermatitis and rosacea
• Nearly all these patients have systemic disease

4

5/11/2022

PHOTOSENSITIVITY
(SUN SENSITIVITY)

• Rashes in sun-exposed areas
• Does not take much!
• Can flare when driving/riding in car
• Lots of other conditions and medications can cause
photosensitivity
• Biopsy can be helpful

SUB ACUTE CUTANEOUS
LUPUS
• More often seen in skin-limited lupus patients
• Medications can cause this rash (drug-induced)
• Blood pressure medications (diltiazem,
lisinopril)
• Anti-fungal medications (terbinafine)
• NSAIDs (ibuprofen)

DISCOID LUPUS

• Scarring type of skin lupus
• Can be seen in skin-limited or systemic lupus
• Leads to loss of hair
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JOINTS/MUSCLES

ARTHRITIS

• Joint pain is very common in lupus patients
• More often in small joints
• Hands, wrists

• Morning stiffness lasting more than 30 minutes
• Not as destructive as rheumatoid arthritis (typically)
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JACCOUD ARTHROPATHY

MUSCLES

• Muscle pain (myalgia) is very common
• Muscle inflammation (myositis) can be seen
• Weakness
• Upper arms and hips/thighs

• Fibromyalgia which causes widespread muscle pain is seen more frequently in
lupus patients (though most fibromyalgia patients do not have lupus)

HEART
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• Cardiovascular disease more common
• Chronic inflammation
• Medications (NSAIDs, prednisone)

• Fluid/inflammation around lining of the heart
(pericarditis)
• Chest pain especially when lying down flat
• Relieved with sitting and leaning forward

• Lesions on heart valves (endocarditis)
• Muscle inflammation (myocarditis)

LUNGS

• Pleurisy
• Sharp chest pain with deep breaths

• Fluid in lining of lungs
• Pleural effusion

• Blood clots more common in lupus
• Bleeding in the lungs
• Diffuse alveolar hemorrhage

• Shrinking Lung Syndrome
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BLOOD

• Low blood counts (white, red, platelets) are common
• Disease itself
• Medication effect
• Infection
• Hemolytic anemia
• Destruction of red blood cells
• ITP (immune mediated thrombocytopenia)
• Very low platelet counts

ANTIPHOSPHOLIPID
ANTIBODY
SYNDROME
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ANTIPHOSPHOLIPID ANTIBODY
SYNDROME
• Condition characterized by recurrent miscarriages and/or blood clots
• Non-bacterial endocarditis (lesions on heart valves)
• Strokes
• Necrosis of the skin
• Seen more frequently in lupus patients
• Three blood tests including antibodies
• Required to be present on two separate occasions at least 12 weeks apart

NERVOUS SYSTEM

• “Lupus headache”
• Severe
• Not improved with narcotics

• Seizures
• Strokes
• More often if make antibodies that increase risk
for blood clots

• Psychosis
• May be first symptom of lupus
• Rule out medication/drug effect, infection, primary
psychiatric illness
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KIDNEY

LUPUS NEPHRITIS

• Nephritis = inflammation of the kidneys
• 50% of lupus patients will develop kidney involvement
• 10% will end up on dialysis or need a kidney transplant

• Six different types
• Treatment varies
• Biopsy of the kidney very helpful!

• Need to check urine to look for blood and protein
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LABS

ANTIBODIES

• Double stranded DNA (dsDNA)
• Specific for lupus
• Kidney disease

• SSA/SSB

• Histone
• Seen in 80% of lupus patients
• Also common in drug-induced lupus

• Smith

• Dry eyes/mouth

• Most specific for lupus

• Secondary Sjogren’s
• Neonatal lupus
• Subacute cutaneous lupus

OTHER TYPES OF LUPUS
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NEONATAL LUPUS

• Lupus-like syndrome in newborns
• Develops when SSA antibody from mom passes
through placenta to fetus during pregnancy
• Prevent by giving mom hydroxychloroquine
• Features:
• Rash resembling subacute cutaneous lupus
• Elevated liver enzymes
• Heart block
• Transient condition ≠ systemic lupus
• Risk increases from 2% to nearly 20% in second
pregnancy

DRUG-INDUCED

• Several medications can cause lupus-like
symptoms

• Drugs:
• Hydralazine

• Transient, improve with drug cessation

• Isoniazid

• Features:

• Procainamide

• Joint pain

• Minocycline

• Rashes

• Terbinafine

• Chest pain

• Interferon

• Should NOT see kidney or nervous system
involvement

• Methyldopa
• Sulfa drugs

TREATMENT
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GENERAL

• Avoidance of the sun!!
• 50+ SPF sunscreen with zinc and/or titanium (even if just a long car ride)
• UV clothing, umbrellas, hats
• Avoiding peak sun hours (10 am- 2 pm)

• Smoking cessation
• Linked to development of lupus  dsDNA antibodies
• Increased risk for flares
• Makes treatment less effective

STEROIDS

• Prednisone, methylprednisolone, dexamethasone
• Very strong anti-inflammatory
• Effective for controlling inflammation quickly
• High doses for major organ involvement (kidneys, brain)
• Low doses for joint and skin involvement
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HYDROXYCHLOROQUINE

• Another common name is Plaquenil
• Old anti-malarial drug
• Proposed mechanism of action (one of them) is suppressing toll-like receptor
activation in dendritic cells which reduces production of interferon
• Every lupus patient should be on this
• Reduces flares and prevents progression of disease
• Reduces adverse pregnancy outcomes including pre-eclampsia and neonatal
lupus (if mom SSA+)

TARGETED TREATMENT

• Mild Manifestations:

• Moderate to Severe Manifestations:

• Hydroxychloroquine

• High dose steroids

• Topical steroids or calcineurin inhibitors

• Cyclophosphamide or Mycophenolate
(kidney, brain)

• NSAIDs
• Low dose prednisone

• IVIG or Rituximab for ITP

• Methotrexate or Azathioprine for arthritis,
skin

WOMEN’S HEALTH IN LUPUS

15

5/11/2022

• Ask all patients with lupus at every visit
• Interest in becoming pregnant in next year
• If on or interested in getting on birth control

• Oral combined (estrogen/progesterone) and
Nexplanon (estrogen implant)

CONTRACEPTION

• Ok if lupus well controlled and no history of
antiphospholipid antibody syndrome (or + testing)

• Estrogen patch
• Avoid in all lupus patients

• Depo-Provera (medroxyprogesterone)
• Ok if no history of antiphospholipid antibody
syndrome
• Increased risk for osteoporosis

• Intrauterine device (IUD)
• Both types (copper and progesterone) ok for all lupus
patients (preferred agent)
• Copper can cause excess vaginal bleeding so may
want to avoid use if on anti-coagulation

LUPUS IN PREGNANCY

• Higher rates of adverse pregnancy outcomes
• Miscarriages
• Pre-term delivery
• Pre-eclampsia and Eclampsia

• Higher rate of flares
• Reduce risk
• Good disease control for at least 6 months prior to conception on minimal prednisone
• Low urine protein (less than 500 mg/day)
• Safe medications for pregnancy

TREATMENT
Avoid teratogenic (toxic to fetus) medications
Mycophenolate
Methotrexate
Cyclophosphamide
Avoid high doses of prednisone
Use Hydroxychloroquine
Reduces risk for pre-eclampsia
Reduces risk for flares
Lower risk for neonatal lupus if SSA+
Safe during breastfeeding as well
Low dose aspirin starting at 12 weeks
Reduces risk for pre-eclampsia
If antiphospholipid antibody syndrome may need
enoxaparin as well
Continue for 6 weeks post-partum
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QUESTIONS?
Jennifer.Medlin@unmc.edu
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