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Objectives

To provide an uncomplicated introduction to lupus and give 

the new provider tools to recognize, evaluate and treat their 

adult lupus patients

• Recognize that there are four distinct types of lupus

• Understand the tools used to diagnose systemic 

lupus erythematosus (SLE)

• Appreciate the basic pharmacologic interventions 

for SLE



Lupus 



Defining Lupus

Lupus is a chronic autoimmune disease of unknown cause 

that can affect virtually any organ of the body. Immunologic 

abnormalities, especially the production of a number of 

antinuclear antibodies (ANA), are a prominent feature of 

the disease. It has a heterogeneous presentation with 

varied changing clinical presentations ranging from 

superficial impacting a single organ system, to severe 

multi-system disease. 



History

The word lupus (from the Latin word 

for wolf) is attributed to the 13th

century physician Rogerius, who used 

it to describe erosive facial lesions 

that were reminiscent of a wolf's bite. 

Early depictions were limited to 

cutaneous descriptions. 



Who?

5 million people 

worldwide with lupus

1.6 million 

Americans

9:1



Who? Poor Prognostic Factors

• Male

• Poor Socioeconomic Status

• Very young or Very old age at diagnosis

• High disease activity

• African American

• Hypertension

• Renal Involvement

• Anti-Phospholipid Antibodies



Historical Treatments

Bel\

Belimumab

Anifrolumab

Voclosporin

• 1894 Dr. J. F Payne successfully uses quinine 

St. Thomas’s Hospital London

• 1898 Salicylates +Quinine

• 1952 Dr. PS Hench Corticosteroids

• Now: Cytotoxic/immunosuppressives, biologics, 

and investigational therapeutics looking at 

new pathways

Quinine     Salicylates     Steroids     Antimalarials  Cytotoxic Immunosuppressives   Biologics……….                         







Types of Lupus



Types of Lupus

1. Cutaneous Lupus (CLE)

2. Neonatal Lupus (NLE)

3. Drug Induced Lupus (DIL)

4. Systemic Lupus Erythematosus (SLE)



Cutaneous Lupus

• Limited to the skin only

– Discoid (chronic cutaneous) lupus

• 10% progress to develop lupus in other organ systems

– Sub cutaneous lupus

• Ro/SSA antibodies for SCLE

– Acute cutaneous

Skin Biopsy Immunofluorescent staining presence of immunoglobulin, complement, 

fibrinogen or immune complexes in tissue, in SLE (lupus band test)



1. Cutaneous Lupus



2. Neonatal Lupus

• Rare condition occurring with mother with a 

combination of SSA and/SSB antibodies

– Ro 52ab ribonucleic protein as antigenic target

• Leads to impact fetus yielding baby with skin 

rash, liver problems, low blood counts or 

congenital heart block (bradycardic)



3. Drug Induced Lupus 

Most Common: SSZ, Hydralazine, 

Isoniazid, Procainamide, Phenytoin

Laboratory findings: anti-histone ab, SSA

Timing: months to years (5% hydralazine, 

20% procainamide)

Manifestations: fatigue, fever, myalgias, 

arthralgias, serositis

Treatment: Rx cessation



3. Drug Induced Lupus



4. Systemic Lupus Erythematosus

Heterogeneous inflammatory systemic 

autoimmune with innumerable clinical and 

laboratory manifestations resulting in anything 

from mild disease to severe life threatening illness



Common Symptoms of Lupus

• Sicca

• Fevers

• Hair loss

• Rashes

• Joint pain

• Joint Swelling

• Chest pain

• Headaches

• Sun sensitivity

• Digital color changes

• Anemia

• Mucosal ulcers



Easy Mnemonic for Systemic Lupus Criteria 





CASE STUDY #1

24-year-old Caucasian female with fatigue, fevers, 

weight loss, photosensitivity, painless mouth sores, 

and puffy painful fingers. 

Should she be screened for lupus?

What is your clinical suspicion? Low? High?

Now what?



Case Study #1: Labs

• ANA with titer (>sensitivity but lowest specificity--)

• dsDNA (>specificity)

• anti-Smith (>specificity)

• APL Screen (LAC, anti B2 glycoprotein, anti-cardiolipin)

• Urine (protein-to-creatine ratio)

• CBC

• CMP

• ESR

• CRP



Case #1

Results: +ANA 1:1280 homogeneous pattern CRP 2.0 , 

ESR 32, +ds DNA 18.0 , +anti smith ab , urine wnl

>4/11 ACR Criteria met:

Immunologic Criteria= +ANA, +dsDNA, +anti smith  ab

Clinical Criteria= photosensitivity, oral ulcers, arthralgias

Start treatment: Hydroxychloroquine 5 mg/kg w/ baseline 

eye exam +/- prednisone bridge, follow up <3 months



Case #1: Treatment



Case #1: Starting Treatments



Case Study #2

• 37 yr Hispanic Female presents with +ANA, 

body aches, burning skin, hair loss, dry mouth, 

digital color changes, poor temperature 

regulation, difficulty with memory and 

concentration, and headaches

• What does your exam look like? 

Is there joint swelling, history of clots, 

pleurisy, photosensitivity?



Case Study #2

Low index of suspicion---→Surveillance

Otherwise do labs:

• ANA

• Type Titer

• Complements

• C3, C4, Ch50

• dsDNA

• CBC/CMP

• Anti Smith ab

• ESR/CRP

• SSA/SSB

• UA w/micro

• Anti Phospholipids

• APL,LAC,α+β glycop

• RNP

• CK

• SCL70



Case Study #3

28 year old African American Male who presents 

with fatigue, fevers (101.8F), myalgias, 

headaches, elevated BP, and urine changes (pink)

Should he be screened for lupus?

What is your clinical suspicion? Low? High?

Now what?

https://www.amboss.com/us/knowledge/Adaptive_immune_system#anker=Zcafc1c81671c54115ab5d77c08d696a0
https://www.amboss.com/us/knowledge/Adaptive_immune_system#Zcafc1c81671c54115ab5d77c08d696a0


Case Study #3: Labs

• ANA with titer (>sensitivity but lowest specificity--)

• dsDNA (>specificity)

• anti-Smith (>specificity)

• APL Screen (LAC, anti B2 glycoprotein, anti-cardiolipin)

• Urine (protein-to-creatine ratio)

• CBC

• CMP

• ESR

• CRP



Case #3

Lab Results: serum creatinine rose to 1.6 mg/dl: UA showed 3+ blood and 

3+ protein, and the urinary sediment revealed several red blood cell casts. 

The ACR lupus classification criteria define LN by proteinuria >0.5 g/day or a urinary 

protein/creatinine ratio (UPCR) of >0.5 or urinary protein greater than 3+ by 

dipstick analysis or urinary cellular casts of more than five cells per high-power 

field (in the absence of urinary tract infection)

Start prednisone, discuss initial tx of mycophenolate or cyclophosphamide– calcineurin 

inhibitor (Voclosporin or tacrolimus) or belimumab refer to nephrology 



Labs 

Test Description

ANA Screening test; sensitivity 95%; not diagnostic without clinical features

Anti-dsDNA High specificity; sensitivity only 70%; level is variable based on disease activity

Anti-Sm Most specific antibody for SLE; only 30-40% sensitivity

Anti-SSA (Ro) or Anti-SSB (La)
Present in 15% of patients with SLE and other connective-tissue diseases such as Sjögren syndrome; 

associated with neonatal lupus

Anti-ribosomal P
Uncommon antibodies that may correlate with risk for CNS disease, including increased hazards of 

psychosis in a large inception cohort, although the exact role in clinical diagnosis is debated [108]

Anti-RNP
Included with anti-Sm, SSA, and SSB in the ENA profile; may indicate mixed connective-tissue disease with 

overlap SLE, scleroderma, and myositis

Anticardiolipin
IgG/IgM variants measured with ELISA are among the antiphospholipid antibodies used to screen for 

antiphospholipid antibody syndrome and pertinent in SLE diagnosis

Lupus anticoagulant
Multiple tests (eg, direct Russell viper venom test) to screen for inhibitors in the clotting cascade in 

antiphospholipid antibody syndrome

Direct Coombs test Coombs test–positive anemia to denote antibodies on RBCs

Anti-histone
Drug-induced lupus ANA antibodies are often of this type (eg, with procainamide or hydralazine; p-ANCA–

positive in minocycline-induced drug-induced lupus)

ANA = antinuclear antibody; CNS = central nervous system; ds-DNA = double-stranded DNA; 

ELISA = enzyme-linked immunoassay; ENA = extractable nuclear antigen; Ig = immunoglobulin; 

p-ANCA = perinuclear antineutrophil cytoplasmic antibody; RBCs = red blood cells; RNP = ribonucleic protein; 

SLE = systemic lupus erythematosus; Sm = Smith; SSA = Sjögren syndrome A; SSB = Sjögren syndrome B.

http://emedicine.medscape.com/article/332125-overview
http://emedicine.medscape.com/article/1006582-overview
http://emedicine.medscape.com/article/331864-overview


ANA Staining Significance

A. Homogeneous

B. Speckled

C. Centromere

D. Nucleolar



Summary

• Recognize that there are four distinct types of lupus

– Cutaneous, Drug Induced, Neonatal and Systemic

• Understand the tools used to diagnose systemic 

lupus erythematosus (SLE)

– Common Symptoms (MDSOAPBRAIN), ACR Criteria, 

Labs, Profiles, Prognostic Factors

• Appreciate the basic pharmacologic interventions 

for SLE

– PLQ, MTX, AZA, CNI, BEL, MMF, CYC



4. Systemic Lupus Erythematosus



Labs

ANA Type Titer Complements C3, C4, Ch50

dsDNA CBC/CMP

Anti Smith ab ESR/CRP

SSA/SSB UA w/micro

Anti Phospholipids APL,LAC,α+β glycop RNP

CK SCL70



Treatments

HCQ: Hydroxychloroquine 

GC: Corticosteroid

MTX: Methotrexate

AZA: Azathioprine

CNI: Calcineurin

BEL: Belimumab

MMF: Mycophenolate

CYC: Cyclophosphamide

RTX: Rituximab
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