SLE and APLA for the USMLE Step One Exam
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Non-erosive arthropathy (especially small joints)

CNS manifestations (seizure, psychosis)

Renal involvement [nephritic (diffuse proliferative)/nephrotic]
Serositis (pleura, pericardium)

Hematologic: AHA, Autoimmune Thrombocytopenia, Leukopenia
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SLE: immune complex deposition
(Prototypic: Type III Hypersensitivity Rxn)
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This entity is the prototypic MULTISYSTEM disease.
The Good News:
1. I'haven’t seen a single question where the diagnosis is in question?

2. They describe the classic patient but then ask derivatives (e.g. valvular
vegetations, APLA, renal findings, thrombocytopenia, immunology, etc).




SLE: The (11) Diagnostic Criteria

4 — Derm
5 — Organ Systems

2 — Laboratory
11




Malar Rash

Photosensitivity

Aphthous Ulcer

Discoid Rash
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Few Platelets
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Laboratory Criteria
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Anti-Nuclear Antibody (ANA)
Sensitive

ANA plus...(next slide)




Laboratory Criteria

Anti-Nuclear Antibody (ANA)
Sensitive

Anti-dsDNA
Specific

ANA plus...(next slide)




Laboratory Criteria: ANA plus one of the following

Anti-ssDNA
Anti-Smith

"Thrombophilia’ Labs:
Antiphospholipid Antibody
Lupus Anticoagulant
False (+) VDRL [(-) Treponemal IgG]




Definite Lupus: 5/11 Criteria

Anti-dsDNA
Anti-ssDNA
Anti-Smith

: APLA
(+) VDRL




SLE derivatives: Drug-induced Lupus

Procainamide
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* They won’t use drug by name.
» They will describe a mechanism of action or indication.

* They might toss in a lupus symptom (serositis or malar rash)...
 ...Inquire about best laboratory test: Anti-Histone Antibody
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SLE derivatives: The Thrombophilic Blood Tests

Antiphospholipid Antibodies: antibodies directed against the phospholipid antigens
(cell membrane or circulating protein-PPL complexes)

Clinical presentation:

Recurrent fetal demise (miscarriage)
Thrombocytopenia

Elevated aPTT (in vitro)
Thrombosis (arterial & venous)
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False (+) RPR

Lupus Anticoagulant (1 PTT)




SLE derivatives: The Thrombophilic Blood Tests

Antiphospholipid Antibodies: antibodies directed against the phospholipid antigens

(cell membrane or circulating protein-PPL complexes)

Anticardiolipin (IgG, IgA, IgM)

B2-glycoprotein 1

False (+) RPR

Lupus Anticoagulant (1 PTT)




SLE derivatives: The Thrombophilic Blood Tests

Antiphospholipid Antibodies: antibodies directed against the phospholipid antigens

(cell membrane or circulating protein-PPL complexes)
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Cross reactivity (the antigen has cardiolipin)
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SLE derivatives: The Thrombophilic Blood Tests

Antiphospholipid Antibodies: antibodies directed against the phospholipid antigens
(cell membrane or circulating protein-PPL complexes)

Anticardiolipin (IgG, IgA, IgM) — | False (+) RPR Lupus Anticoagulant (1 PTT)
“...patient tests (+) for VDRL or RPR but a
fluorescent treponemal antibody absorption test (FTA-ABS)
is negative.”

Cardiolipin




SLE derivatives: The Thrombophilic Blood Tests

Antiphospholipid Antibodies: antibodies directed against the phospholipid antigens

(cell membrane or circulating protein-PPL complexes)

Anticardiolipin (IgG, IgA, IgM)

False (+) RPR

Lupus Anticoagulant (1 PTT)

Cross reactivity (the antigen has cardiolipin)

“...patient tests (+) for VDRL or RPR but a fluorescent
treponemal antibody absorption test (FTA-ABS) is negative.”

This is the Language of SLE/APLA Syndrome
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SLE derivatives: The Thrombophilic Blood Tests

Lupus Anticoagulant (1 PTT)

Activates coagulation cascade
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SLE derivatives: The Thrombophilic Blood Tests

Lupus Anticoagulant (1 PTT)
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SLE derivatives: The Thrombophilic Blood Tests

Lupus Anticoagulant (1 PTT)

Historically, SLE patients were noted with a prolonged
PTT long before PPL antibodies were discovered.




SLE derivatives: The Thrombophilic Blood Tests

Lupus Anticoagulant (1 PTT)

Historically, SLE patients were noted with a prolonged
PTT long before PPL antibodies were discovered.

New Name:
Prolonged PTT in some patients with SLE due to circulating antibodies against PPL
with a seemingly paradoxical increase risk of clotting
(but it isn’t really paradoxical because those antibodies activate PLTS among other things)




SLE derivatives: The Thrombophilic Blood Tests

Antiphospholipid Antibodies: antibodies directed against the phospholipid antigens

(cell membrane or circulating protein-PPL complexes)

Anticardiolipin (IgG, IgA, IgM)

target of antilcardiolipin aby

B2-glycoprotein 1

False (+) RPR

Lupus Anticoagulant (1 PTT)

Negative Anti-
Treponemal Aby

Paradoxical risk of thrombosis
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' ' Clinical presentation:

Recurrent fetal demise (miscarriage)

Thrombocytopenia

Elevated aPTT (in vitro only)
Thrombosis (arterial & venous)
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Derivative: Libman-Sacks Endocarditis

Derivative: aka Verrucous Endocarditis

Derivative: aka Nonbacterial Thrombotic Endocarditis

Microthrombi

10% of SLE
30% of APLA




Derivative: Libman-Sacks Endocarditis

Derivative: aka Verrucous Endocarditis
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Derivative: aka Nonbacteriél Thrombotic bndocarditis

10% of SLE
30% of APLA

Sterile vegetations result from accumulation of
immune complexes, mononuclear cells >
fibrin and platelet thrombi




SLE and Derivatives

Prototypic Immune Complex Disorder

— Type I1I Hypersensitivity
« Compare and contrasted with Type II

Diagnostic criteria

— 4 Skin (Malar rash)
— 5 Organ Systems
— 2 Laboratory

Drug-induced lupus

Antiphospholipid Antibody Syndrome
— Anticardiolipin, False (+) RPR, Lupus anticoagulant L Thrombotic complications

Nonbacterial Thrombotic Endocarditis

—
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