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Goals

After this lecture you should be able 

to:

◦ List the major clinical findings in SLE

◦ Discuss diagnosis of SLE in Laos

◦ Briefly outline treatment of SLE in Laos



Systemic Lupus Erythematousus

(SLE)
Chronic inflammatory disease

Many systems involved

Exact cause is not fully known

Many factors:

◦ Genetic

◦ Hormonal

◦ Environmental

◦ Immunologic



Epidemiology (Who gets SLE?)

Urban (city) > rural (districts)

Asians, African-Americans, Hispanics 

>> Caucasians (whites) >> Blacks in 

Africa

Women : Men  ~8:1  

◦ Hormonal effect?



Epidemiology (Who gets SLE?)

Age at diagnosis

◦ <16 years 20%

◦ 16-55 years 65%

◦ >55 years 15%

Woman usually diagnosed at younger 

age than men.

Symptoms often more severe in 

younger people. 



Etiology (What causes SLE?)

Multifactorial (many factors)

Genetic
◦ ~10% have family member with SLE

◦ Many genes associated (linked)

Hormonal 
◦ Many hormones involved

◦ 2X risk with early menarche (first 
menstruation <9 years) or estrogen use 
post-menopause, 1.5X risk with use of 
OCPs



Etiology (What causes SLE?)

Immunologic
◦ Many manifestations caused by 

autoantibody-antigen complexes

◦ ? primary or secondary

Environmental (? role)
◦ Viruses (esp. EBV), mycobacteria, 

trypanosomes

◦ UV light (sunlight)

◦ Silica dust, cigarette smoking

◦ Medication allergies



Clinical findings

SYSTEMIC Lupus Erthtematosus
(SLE)

Any organ system can be involved
◦ Musculoskeletal

◦ Mucocutaneous

◦ Kidney

◦ Hematologic

◦ Lungs

◦ Nervous system

◦ Others



Constitutional Symptoms

Fatigue—most common complaint 

◦ 80-100% of patients

◦ Many factors—anemia, medication 

effects, depression, lifestyle, etc.

Fever—active SLE flare, infection, 

medication effects

Myalgias (up to 70%)



Constitutional symptoms

Weight loss—often before diagnosis 

(decreased appetite, diuretics, GI 

symptoms)

Weight gain—medications (steroids), 

salt and water retention (edema with 

hypoalbuminemia) 



Musculoskeletal

Arthritis

◦ 90% of patients at some time during disease

◦ Often early finding (before SLE diagnosis)

◦ Often polyarticular, symmetric and migrating 

(many joints, changing)

◦ Hands (esp. PIP) and knees often involved

◦ Not usually deforming

◦ Pain usually greater than physical exam 

findings

◦ Morning stiffness—lasts minutes (not hours)



Lupus arthritis

Subluxation of MCP, Swan-neck of fingers;  Can be 

reduced (loose tendons);  X-rays with no erosions or 

cysts (different from rheumatoid arthritis)



Musculoskeletal

Osteoporosis

Osteonecrosis

Muscle symptoms

◦ Fibromyalgia



Mucocutaneous

(mucous membranes and skin)
80% have mucocutaneous symptoms 

at some time during SLE

Malar rash

◦ Butterfly wing appearance—across 

cheeks and bridge of nose

◦ 50% of patients with SLE—usually after 

sun exposure



Malar “Butterfly” Rash



Mucocutaneous

Discoid lupus
◦ Chronic finding in 25% of SLE patients

◦ Oval or disc shaped

◦ Red, raised, scaly papules/plaques

◦ Follicular plugging (hair follicles)

◦ Chronic scarring, discoloration

◦ Scalp, face (malar distribution), sun-
exposed areas, V-neck pattern

◦ May have no other signs of SLE—5-10% 
develop other systems of mild SLE





Mucocutaneous

Lupus profundus

◦ Firm nodule +/- skin lesion

◦ Painful

◦ Perivascular inflammation with panniculitis

◦ Scalp, face, arms,

torso



Mucocutaneous

Photosensitivity
Alopecia (hair loss)

◦ Scarring—chronic discoid of scalp

◦ Non-scaring—thinning, fragile hair; may be 
from steroids

Bullous lesions
Nail lesions

◦ Pitting

◦ Ridging

◦ Onycholysis (nail lifting)

◦ Periungual erythema



Pitting Onycholysis

Periungual Erythema



Mucocutaneous

Mucous membranes

◦ Discoid of the lips

◦ Oral ulcers—usually painless

◦ Nasal ulcers

◦ Gingivitis





Mucocutaneous

Vascular lesions

◦ Periungual erythema

◦ Livedo reticularis

Arms, legs, torso

Especially when cold

Associated with antiphospholipid antibody 

syndrome

◦ Telangiectasias



Livedo reticularis

Telangiectasias



Mucocutaneous

Vascular lesions

◦ Reynaud’s phenomenon

15-30% of SLE patients

Vasospasm of fingers, toes

Blanching (turn white) and pain, can cause 

ischemia and gangrene if severe

Avoid triggers (vasoconstrictors, caffeine, 

nicotine, stress, cold)





Mucocutaneous

Vascular lesions

◦ Uriticarial or purpuric vasculitis

10-20% of SLE patients

Immune complexes deposit in venules and 

cause fibrinoid necrosis

Small arteries involved—microninfarcts and 

necrosis

Associated with antiphospholipid antibodies

Worse with SLE flare

“palpable purpura”



Vasculitic lesions



Renal

 Immune-complex deposits in glomerular
basement membrane and subepithelial space

Active urinary sediement (red cells, white cells)

WHO 5 classifications of lupus nephritis
◦ Class I—minimal mesangial deposits, normal under 

light microscopy

◦ Class II—Mesangial hypercellularity

◦ Class III—Focal proliferative (<50% of glomeruli
affected)

◦ Class IV—Diffuse proliferative (>50% glomeruli
affected) **most common and most severe

◦ Class V—Membranous nephropathy—nephrotic
syndrome



Renal

Also:

◦ Tubulointerstitial injury

◦ Vascular injury

Clinical findings

◦ Can be nephritic or nephrotic

◦ Normal or high creatinine

◦ Hypertension



Renal

Normal glomerulus Proliferative lupus (Class 3 or 4)



Gastrointestinal

Side effects of medications (steroids, 
NSAIDs)

Dysphagia—esophageal hypomotility

Peptic ulcer disease—(steroids, 
NSAIDs)

Peritonitis

Hepatitis

Pancreatitis

Mesenteric vasculitis/infarction



Pulmonary

Pleuritic chest pain

◦ Musculoskeletal

◦ Pleuritis +/- pleural effusion (mild exudate)

Pulmonary embolism—especially with 

antiphospholipid antibody syndrome

Pneumonitis 

◦ like pneumonia but cannot culture an 

organism



Pulmonary

Rare in SLE

◦ Interstitial fibrosis

◦ Pulmonary hemorrhage

◦ Pulmonary hypertension

◦ Shrinking lung syndrome—dyspnea, 

pleuritic chest pain, decreased lung 

volumes but no interstital fibrosis or 

pleural disease on CT



Cardiovascular

Up to 50% of SLE patients

Valvular disease

◦ Often mitral valve

◦ Often asymptomatic

◦ Libman-Sacks verrucous endocarditis

Usually asymptomatic

Can embolize

Chronic scarring can cause valve dysfunction

Abnormal valve can get infected with infectious 

endocariditis



Cardiovascular

Pericarditis

◦ May have symptoms or pleural effusion

Myocarditis (rare)

Conduction abnormalities

◦ Usually 1st degree in adults

◦ Complete heart block in neonatal lupus 

syndrome (infants born of mothers with SLE)

Coronary disease—accelerated 

atherosclerosis (even in young women)



Verrucous endocarditis—nodules of  

immune complexes, mononuclear 

cells, hematoxylin bodies, and fibrin 

and platelet thrombi.



Neurologic

Cerebrovascular disease—strokes, +/-

antiphospholipid Ab syndrome

Seizures—10-20% of SLE

◦ Generalized or partial

Peripheral neuropathy 10-15%  

vasculopathy of small vessels

Headache

Rare—transverse myelitis, meningitis, 

cranial neuropathy, movement disorder



Psychiatric

Cognitive dysfunction—thinking 

problem 20-80% of SLE patients

Depression

Anxiety

Psychosis 5%--usually in the first year



Ophthalmologic

Eye lids—discoid involvement
Mild sicca syndrome 

(keratoconjunctivitis)—25-35%
◦ Itching, dry eyes, foreign body sensation 

(feels like something is in the eyes)

Uveitis, scleritis, keratitis—pain, 
photophobia, decreased vision

Retinal vasculopathy
◦ Cotton wool spots

◦ Central retinal artery or vein occlusion

Optic neuritis (rare)



Peripheral cotton wool spots—retinal ischemia Cotton wool spots, hemorrhage and 

central retinal artery thrombosis

Central retinal artery thrombosis



Hematologic

Leukocytopenia 50% with WBC 
<4500) usually asymptomatic

Anemia—many factors
Anemia of chronic disease (normochromoic, 

normocytic)

Iron deficiency

Renal failure

Medication effects

Marrow suppression

Thrombocytopenia 10% with 
PLT<50,000



Hematologic

 Antiphospholipid antibody (aPL) syndrome
◦ Lupus “anticoagulant”—causes prolonged PTT

◦ Causes thrombosis (venous or arterial)

 Clinical findings in patients with aPL
◦ Deep vein thrombosis 32% 

◦ Thrombocytopenia 22 %

◦ Livedo reticularis 20%

◦ Stroke 13% 

◦ Superficial thrombophlebitis 9%

◦ Pulmonary embolism 9%

◦ Fetal loss 8% (miscarriage)

◦ Transient ischemic attack 7%

◦ Hemolytic anemia 7%

May have false positive VDRL



Hematologic

Lymphadenopathy 50% in SLE

Splenomegaly 10-45%

Low complement levels

◦ Deposits in immune complexes

Elevated ESR, CRP



Triggers 

Often associated with lupus flares

Sun exposure

Infections

Stress

Surgery

Pregnancy



Common presenting symptoms

Unexplained nonspecific symptoms (fever, 
fatigue, weight loss, or anemia) 

Photosensitive rash

Arthralgia or arthritis

Raynaud phenomenon

Serositis (pleuritis, pericarditis, peritonitis)

Nephritis or nephrotic syndrome Neurologic 
symptoms such as seizures or psychosis

Alopecia 

Phlebitis 

Recurrent abortion (miscarriage)



Patient Questionnaire 

 Have you ever had arthritis or rheumatism for more than 3 months? 

 Do your fingers become pale, numb, or uncomfortable in the cold? 

 Have you had any sores in your mouth for more than 2 weeks? 

 Have you been told that you have low blood counts (anemia, low 
WBC count, or low platelet count)? 

 Have you ever had a prominent rash on your cheeks for more than 1 
month? 

 Does your skin break out after you have been in the sun (not 
sunburn)? 

 Has it ever been painful to take a deep breath for more than a few 
days (pleurisy)? 

 Have you ever been told that you have protein in your urine? 

 Have you ever had rapid loss of lots of hair? 

 Have you ever had a seizure, convulsion, or fit? 

If answer yes to 3 or more, should test for SLE



Diagnosis/Evaluation

Laboratory studies

◦ CBC and differential

◦ Creatinine / GFR

◦ Albumin 

◦ Erythrocyte sedimentation rate and/or C 

reactive protein

◦ Urinalysis 

◦ Urine protein (not in Laos)

◦ LE Cells



LE Cell--normal neutrophil with 

phagocytosis of nuclear debris



Diagnosis/Evaluation

Specialized testing (not in Laos)

◦ ANA

◦ DS-DNA antibodies

◦ Anti-Smith (Sm) antibodies

◦ Antiphospholipid antibodies

◦ Complement (CH50, C3, C4)—low levels 

during active disease



Classification Criteria (4 of 11)
Malar rash Fixed erythema, flat or raised, over the malar eminences, tending to spare the nasolabial folds

Discoid rash Erythematous raised patches with adherent keratotic scaling and follicular plugging; atrophic scarring 

may occur in older lesions

Photosensitivity Skin rash as a result of unusual reaction to sunlight, by patient history or physician observation

Oral ulcers Oral or nasopharyngeal ulceration, usually painless, observed by physician 

Arthritis Nonerosive arthritis involving 2 or more peripheral joints, characterized by tenderness, swelling, or 

effusion

Serositis a) Pleuritis--convincing history of pleuritic pain or rubbing heard by a physician or evidence of pleural 

effusion OR b) Pericarditis--documented by ECG or rub or evidence of pericardial effusion

Renal disorder a) Persistent proteinuria greater than 0.5 grams per day or grater than 3+ if quantitation not 

performed OR b) Cellular casts--may be red cell, hemoglobin, granular, tubular, or mixed 

Neurologic disorder a) Seizures--in the absence of offending drugs or known metabolic derangements; e.g., 

uremia, ketoacidosis, or electrolyte imbalance OR b) Psychosis--in the absence of offending drugs or known 

metabolic derangements, e.g., uremia, ketoacidosis, or electrolyte imbalance

Hematologic disorder a) Hemolytic anemia--with reticulocytosis OR b) Leukopenia--less than 4,000/mm<>3<> 

total on 2 or more occasions OR c) Lyphopenia--less than 1,500/mm<>3<> on 2 or more occasions OR d) 

Thrombocytopenia--less than 100,000/mm<>3<> in the absence of offending drugs 

Immunologic disorder a) Positive LE cell preparation OR b) Anti-DNA: antibody to native DNA in abnormal titer 

OR c) Anti-Sm: presence of antibody to Sm nuclear antigen OR d) False positive serologic test for syphilis 

known to be positive for at least 6 months and confirmed by Treponema pallidum immobilization or fluorescent 

treponemal antibody absorption test 

Antinuclear antibody An abnormal titer of antinuclear antibody by immunofluorescence or an equivalent assay at 

any point in time and in the absence of drugs known to be associated with "drug-induced lupus" syndrome 

Tan EM, Cohen AS, Fries JF, Masi AT, McShane DJ, Rothfield NF, et al. Arthritis Rheum 1982;25:1271---7. 



Treatment

General treatments

Management of specific organ 

systems



Treatment--General

Sun protections

Balanced diet—low fat if cholesterol 
high, calcium/Vit D if on steroids

Exercise

Stop smoking

Immunizations for influenza, 
pneumococcus (not live vaccines if 
immunocompromised)

Avoid sulfa drugs and penicillins

Avoid pregnancy and contraceptives



Treatment--Specific

Topical 

NSAIDs

Antimalarials (hydroxychloroquine)

Oral corticosteroids

Other immunosuppressants
◦ Cyclophosphamide

◦ Methotrexate

◦ Mycophenalate mofetil

◦ Cyclosporine

◦ Tacrolimus

◦ Azathioprine

◦ Rituximab, other antibodies
Choose least toxic treatment for the symptoms involved.  If only skin rash 

can use topical therapies.  If life-threatening pulmonary hemorrhage, use 

HIGH-dose IV steroids



Treatment

Choose the least toxic treatment for 

the symptoms involved.  Not the same 

for every patient.

◦ If only skin rash can use topical therapies.

◦ If life-threatening pulmonary hemorrhage, 

use HIGH-dose IV steroids and 

cyclophosphomide


