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VasculitisVasculitis

Definition
� Presence of leukocytes in the vessel wall 

with reactive damage to mural structures

Loss of integrity � bleeding
Compromise of lumen � ischemia



Case Case -- HistoryHistory

ID: 66F, lives alone in supportive housing

RFR: “Vasculitic Rash”





Classification of Vasculitis in AdultsClassification of Vasculitis in Adults

Large Vessel
� Takayasu arteritis
� Giant Cell Arteritis

Medium Vessel
� PAN
� Kawasaki’s
� Isolated CNS vasculitis

Small Vessel
� Churg-Strauss
� Wegener’s
� Microscopic Polyangiitis
� HSP
� Essential Cryoglobulinemia
� Hypersensitivity vasculitis
� Vasculitis 2nd to CTD
� Vasculitis 2nd to viral infection



Classification of Vasculitis in AdultsClassification of Vasculitis in Adults
Primary Vasculitis Syndromes
� Wegener©s granulomatosis
� Churg-Strauss syndrome
� Polyarteritisnodosa
� Microscopic polyangiitis
� Giant cell arteritis
� Takayasu©s arteritis
� Henoch-Schönlein purpura
� Idiopathic cutaneousvasculitis
� Essential mixed 

cryoglobulinemia
� Behçet©s syndrome

� Isolated vasculitis of the central 
nervous system

� Cogan©s syndrome
� Kawasaki disease

Secondary Vasculitis Syndromes
� Drug-induced vasculitis
� Serum sickness
� Vasculitis associated with other 

primary diseases
� Infection
� Malignancy
� Rheumatic disease



Other disorders mimicking vasculitisOther disorders mimicking vasculitis
Infectious Disease
� Bacterial endocarditis

� Disseminated gonococcal
infection

� Pulmonary histoplasmosis
� Coccidioidomycosis
� Syphilis
� Lymedisease
� Rocky Mountain spotted fever
� Whipple©s disease
Drug toxicity
� Cocaine
� Amphetamines
� Ergot alkaloids
� Methysergide
� Arsenic

Coagulopathies/thrombotic
microangiopathies

� Antiphospholipid antibody 
syndrome

� Thrombotic thrombocytopenic 
purpura

Neoplasms
� Atrial myxoma
� Lymphoma
� Carcinomatosis
Sarcoidosis
Atheroembolic disease
Goodpasture©ssyndrome
Amyloidosis
Migraine
Cryofibrinogenemia





Case Case -- HistoryHistory
HPI:
� 1 week of myalgias, arthralgias, swollen 

elbows and knees bilaterally, inability to walk 

� Followed by 1 wk of N/V, abdo pain, bloody 
diarrhea and rash primarily on lower limbs 
and palms

� In ER found to have melena and drop in Hb 
requiring blood transfusion



Case Case -- HistoryHistory
PMH: schizophrenia/schizoaffective 

Seborrheic dermatitis

Medications:
� Celexa 10mg OD
� Divalproex 250mg OD
� Zyprexa 15mg OD
� Metronidazole Gel 0.75%
� Hydrocortisone cream



Case Case -- HistoryHistory

ROS:
� No new medications
� No mucocutaneous ulcers, no hair loss
� No red/painful eyes, no sicca symptoms
� No Raynaud’s
� No chest pain, no respiratory symptoms



Case Case -- HistoryHistory

Family History: Unknown

Social History:
� 50 pack year history of smoking
� Denies Ethanol use, denies illicit drugs
� Lives in supportive housing, no family 

supports



Case Case –– Physical ExamPhysical Exam
Vitals: VSS, Afebrile

H& N: no nodes, alopecia, tug sign, oral/nasal 
ulcers, or red eye.  Moist membranes.

CV: normal heart sounds, no murmur/rub

Resp: good a/e bilat, no adventitious sounds

Abdo: diffuse tenderness, no organomegaly
Neuro: Normal power, tone, reflexes, 

sensation, and coordination.  A&O x3.



Case Case –– Physical ExamPhysical Exam
MSK: no tender or effused joints, full ROM 

all joints
Skin:
� discrete macules and papules 
� most numerous on shins,  sparse on thighs 

and torso, 
� up to 1cm in diameter
� ranging in colour from deep red to purple
� non-blanching 





EndoscopyEndoscopy

� “vasculitis-like”  hemorrhage, small ulcers 
and edema of the duodenum



Summary of Clinical FindingsSummary of Clinical Findings

� Previously well
� Transient arthralgias, abdo pain & 

tenderness, N/V, GIB
� Dependent purpuric skin rash
� No new medications





Case Case -- LaboratoryLaboratory

� Na=141/ Cl=112/ K=4.2/ HCO3=22
� BUN=9.6, Cr=105 (Cr increased to 130)
� Hb=113, WBC=8.32, PLT=328
� Ca–1.81, PO4–0.85,  Mg–1.03, Albumin-17
� INR-1.03,  PTT-23.4
� LFTs – normal,  CK-32



Case Case -- LaboratoryLaboratory

Urinalysis:
� >3g/L protein
� Large amount of blood
� No Casts

24 Hour Urine Collection
� Inadequate collection



Case Case -- LaboratoryLaboratory
� ESR – 18,  CRP- 51.93

� IgG=6.18(� ),  IgA=5.08(� ),  IgM=0.58

� C3= 1.01, C4=0.24

� RF<20

� Negative Hep A, B, C and HIV serology

� Negative ANA, ANCA and APL antibodies

� Cryoglobulins, cryofibrinogen pending

� Blood cultures negative



Summary of Laboratory FindingsSummary of Laboratory Findings

How was this helpful?

� Suggestive of renal involvement (� Cr), proteinuriaand 
hematuria

� Helps to rule out alternative diagnoses (SBE, HIV etc.)

� Normal complements makes cryoglobulinemia less likely

� Neg. ANA makes SLE less likely

� � IgA suggestive of HSP





Case Case -- BiopsyBiopsy

Skin Biopsy:
� Leukocytoclastic vasculitis with some IgA 

deposition on immunofluorescence

Biopsy of Duodenum
� Acute duodenitis







Further classification of small Further classification of small 
vessel vasculitidesvessel vasculitides

ANCA Positive
� Wegeners (90%)
� Microscopic Poly 

angiitis (70%)
� Churg-Strauss (50%)
� Drug-Induced 

(Hypersensitivity)

ANCA Negative
� HSP
� Cryoglobulinemia



HSPHSP

“ Classic Tetrad”
1. Rash
2. Arthralgias
3. Abdominal Pain
4. Renal Disease
Can occur in any order over days to weeks.



HSPHSP
� More common in children, but more severe 

in adults
� Often follows upper respiratory tract 

infection 
� Rash typically purpuric and distributed over 

lower legs and arms
� Arthralgias are transient and most 

commonly affect knees and ankles



HSPHSP

GI disease
� Colicky abdo pain, often assoc. w/ vomiting
� Melena or hematochezia in 25%
� Occult GIB in 50%
� Rare complications: intussusception, protein 

losing enteropathy, pancreatitis, 
cholecystitis



HSPHSP

Renal Disease
� Hematuria or proteinuria in 30% - 70%
� Most have mild renal involvement, are 

asymptomatic and have only slight � in Cr
� However may include nephrotic syndrome, 

HTN, ARF
� Most important prognostic factor is the % of 

glomeruli showing crescents



HSP HSP -- DiagnosisDiagnosis

� Classic tetrad nearly pathognomonic in 
Children

� In adults, must distinguish from other 
systemic autoimmune diseases

� To confirm diagnosis need deposition in the 
skin or kidney of IgA on 
immunofluorescence





Case Case –– Pattern of DiseasePattern of Disease

� Skin involvement – purpuric rash
� GI involvement – duodenitis, GI Bleed
� Joint involvement – arthralgias (resolved)
� Renal involvement – Proteinuria, hematuria, 

elevated Creatinine



Case Case -- HSPHSP

Kidney Biopsy
� Membranoproliferative with no crescents 

and diffuse deposition of IgA seen by 
immunofluorescence

� “very active”







Case Case –– TreatmentTreatment

IV Solumedrol 30 mg Bid
� Resolution of GI symptoms
� Improvement of Rash
� Stabilization of Creatinine

Cyclophosphamide?
� 500mg/m2 IV qMonth  vs. PO
� Alternative in less severe disease - Imuran



HSP HSP -- PrognosisPrognosis
� Complete recovery in 94% of children and 

89% of adults

� Usually resolves spontaneously

� Persistent renal disease closely assoc. with 
presence of nephrotic syndrome at diagnosis

� Sclerosis and fibrosis on initial renal biopsy 
correlates with poor outcomes
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