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VasculitisVasculitis
History & ExaminationHistory & Examination



GCAGCA
ACR Criteria for ClassificationACR Criteria for ClassificationACR Criteria for Classification ACR Criteria for Classification 

Of Temporal Of Temporal ArteritisArteritispp



GCAGCA
Differential Diagnosis Differential Diagnosis 

1.1. PolymyalgiaPolymyalgia RheumaticaRheumatica
22 RheumatoidRheumatoid Arthritis CTDArthritis CTD Cervical OACervical OA2.2. Rheumatoid Rheumatoid Arthritis,CTDArthritis,CTD, , Cervical OACervical OA
3.3. NeoplasticNeoplastic Disease,Disease, MM, Leukemia, MM, Leukemia, 

L hL hLymphomaLymphoma
4.4. Inflammatory Muscle Disease:Inflammatory Muscle Disease: PolymyositisPolymyositis4.4. Inflammatory Muscle Disease: Inflammatory Muscle Disease: PolymyositisPolymyositis
5.5. Hypothyroidism Hypothyroidism 



Physical ExaminationPhysical Examination
Vitals Vitals ––BP & pulseBP & pulse

Difference both armsDifference both arms Difference between arm and leg Difference between arm and leg 

subclavian artery stenosis coarctationcoarctation of the aortaof the aortay
Takayasu arteritis

coarctationcoarctation of the aortaof the aorta



Takayasu'sTakayasu's arteritisarteritisTakayasu sTakayasu s arteritisarteritis

1.1. Age less than Age less than 40 40 
2.2. ClaudicationClaudication of an extremity of an extremity 
3.3. Decrease Brachial artery pulse Decrease Brachial artery pulse 
4.4. BP difference between arms >BP difference between arms >1010mmHg or bruit over mmHg or bruit over 

b l ib l i t t t i b litt t t i b litsubclaviansubclavian artery or aorta or arteriogram abnormalityartery or aorta or arteriogram abnormality
 3 3 or >or >



Physical ExaminationPhysical Examination
Head & NeckHead & NeckHead & Neck Head & Neck 

Upper Upper air way inflammationair way inflammation



ACR classification criteria: ACR classification criteria: 
Wegener’s Wegener’s GGranulomatosisranulomatosis

 Must have at least Must have at least 2 2 / / 4 4 criteria presentcriteria present

1.1. Nasal or oral inflammation (oral ulcers or bloody nasal Nasal or oral inflammation (oral ulcers or bloody nasal 
drainage)drainage)g )g )

2.2. Abnormal chest radiograph (nodules, fixed infiltrates, Abnormal chest radiograph (nodules, fixed infiltrates, 
cavities)cavities)

33 Urinary sediment (>Urinary sediment (>55 RBC/RBC/hpfhpf or RBC casts)or RBC casts)3.3. Urinary sediment (>Urinary sediment (>5 5 RBC/RBC/hpfhpf or RBC casts)or RBC casts)
4.4. GranulomatousGranulomatous inflammation on biopsy (in wall of inflammation on biopsy (in wall of 

artery or arteriole, artery or arteriole, perivascularperivascular, or , or extravascularextravascular))

 Sensitivity Sensitivity 8888..22% % and specificity and specificity 9292..00%%



Physical ExaminationPhysical Examinationyy
Hands Hands 

Peripheral GangrenePeripheral GangrenePeripheral GangrenePeripheral Gangrene
 MediumMedium MediumMedium
 PANPAN

 Small Small 
 CSSCSS CSSCSS
WG WG 
 Burgers Burgers 
 CryoglobulinemiaCryoglobulinemiay gy g
 APAAPA



CRYOGLOBULINAEMIACRYOGLOBULINAEMIACRYOGLOBULINAEMIACRYOGLOBULINAEMIA

Type I   single homogeneous Type I   single homogeneous monolonalmonolonal IGIG

Type II   mixed Type II   mixed cryoglobulinscryoglobulins with a with a 
l l t i tl l t i tmonoclonal component  against a monoclonal component  against a 

polyclonal polyclonal IgGIgG

T pe III mi edT pe III mi ed pol clonalpol clonalType III  mixed Type III  mixed polyclonalpolyclonal



CRYOGLOBULINAEMIACRYOGLOBULINAEMIACRYOGLOBULINAEMIACRYOGLOBULINAEMIA

 Unmixed (I)L Unmixed (I)L : : 
MyelomaMyeloma lymphomalymphoma waldenstromwaldenstromMyelomaMyeloma, lymphoma, , lymphoma, waldenstromwaldenstrom, , 

essentialessential
R dR d th b ith b i l til tiRaynaudsRaynauds, , thrombosis,thrombosis, ulceration.ulceration.

 Mixed (II Mixed (II & & III):III):
CTDCTD, , infection,infection, essential essential 
RaynaudRaynaud,, PurpuraPurpura,, arthritis,arthritis, renalrenal,,RaynaudRaynaud, , PurpuraPurpura, , arthritis, arthritis, renalrenal, , 

neuropaneuropathythy





Physical Examination Physical Examination yy
FeetFeet

MononeuritisMononeuritis MultiplexMultiplexMononeuritisMononeuritis MultiplexMultiplex
 Wrist DropWrist Drop
 Foot DropFoot Drop

 The gaitThe gait
 As As if toes stuck to groundif toes stuck to ground
 High step so toes can High step so toes can clearclear

 DDX: DDX: 
 PANPANPANPAN
 CSSCSS
WGWGWGWG
 CryoglobulinemiaCryoglobulinemia





Physical Examination Physical Examination 
Skin Skin 

 PurpuraPurpura
 DrugsDrugsDrugsDrugs
 InfectionsInfections
MalignancyMalignancyMalignancyMalignancy
 HSPHSP
 AutoimmuneAutoimmune
 CryoglobulinemiaCryoglobulinemiay gy g
 UrticarialUrticarial vasculitisvasculitis



Physical Examination Physical Examination 
Skin Skin 

 LivedoLivedo ReticularisReticularis



Physical Examination Physical Examination 
Skin Skin 

 ThrombophlebitisisThrombophlebitisis



AntiphospholipidAntiphospholipid syndromesyndrome
Classification criteriaClassification criteria

Cli i l C it iCli i l C it i Clinical CriteriaClinical Criteria
 Vascular thrombosisVascular thrombosis

 > > 1 1 arterial, venous, or smallarterial, venous, or small--vessel thrombosis vessel thrombosis andand, ,, ,
 Thrombosis confirmed by imaging or Doppler or histopathology Thrombosis confirmed by imaging or Doppler or histopathology andand
 Without evidence of inflammation in vessel wall on Without evidence of inflammation in vessel wall on histpathologichistpathologic

confirmationconfirmation

 Pregnancy morbidityPregnancy morbidity
 3 3 consecutive spontaneous abortions  consecutive spontaneous abortions  oror
 >> 11 fetal death >fetal death > 1010th week gestationth week gestation oror > > 1 1 fetal death       > fetal death       > 1010th week gestation th week gestation oror
 > > 1 1 premature birth > premature birth > 3434th week with preeclampsia or placental th week with preeclampsia or placental 

insufficiencyinsufficiency

L b t it iL b t it i Laboratory criteriaLaboratory criteria
 AnticardiolipinAnticardiolipin antibody antibody IgGIgG or or IgMIgM present medium or high titers > present medium or high titers > 2 2 

times at least times at least 6 6 weeks apart weeks apart oror
 Lupus anticoagulant present > Lupus anticoagulant present > 2 2 times at least times at least 6 6 weeks apartweeks apart



Physical Examination Physical Examination 
Skin Skin 

Erythema nodosum



Criteria forCriteria for BehBehçet’sçet’s SyndromeSyndromeCriteria for Criteria for BehBehçet sçet s SyndromeSyndrome

R t l l ti (R t l l ti (33 //1212 th )th ) Recurrent oral ulceration (Recurrent oral ulceration (3 3 x /x /12 12 months)months)
 AphthousAphthous or or herpetiformherpetiform

PlusPlus 22 of:of:Plus Plus 2 2 of:of:
 Recurrent genital ulcerationRecurrent genital ulceration
 Eye lesionsEye lesions

 Anterior/posterior Anterior/posterior uveitisuveitis, , cells in vitreous, or retinal cells in vitreous, or retinal vasculitisvasculitis
observed by anobserved by an opthamologistopthamologistobserved by an observed by an opthamologistopthamologist

 Skin lesionsSkin lesions
 ErythemaErythema nodosumnodosum, , pseudofolliculitispseudofolliculitis, , papulopustularpapulopustular lesions,lesions, or or yy ,, pp ,, p p pp p p ,,

acneiformacneiform nodulesnodules

 Positive Positive pathergypathergy testtest



InvestigationInvestigation--GeneralGeneralgg

 Assess OrganAssess Organ invovlementinvovlement:: Assess Organ Assess Organ invovlementinvovlement: : 
 CBC CBC 

U dU d Urea and Urea and crcr
 LFTLFT
 Urine AnalysisUrine Analysis
 ChestChest--XrayXray ChestChest XrayXray

 Assess inflammation:Assess inflammation: ESR, CRPESR, CRP
 Serological :Serological : ANCA, RF, ANA, AntiANCA, RF, ANA, Anti--GBM, GBM, 

CryoglobulinCryoglobulin, , APA,APA, CC3 3 & C& C44y gy g ,, ,,
 HBsAgHBsAg, , HepCAbHepCAb, , HIVHIV



InvestigationInvestigation--SpecificSpecificInvestigationInvestigation--SpecificSpecific

 Blood cultureBlood culture
 EcoEco--cardiologycardiology EcoEco cardiologycardiology
 AngiogramAngiogram
 Tissue BiopsyTissue Biopsy





InvestigationInvestigationInvestigationInvestigation



InvestigationInvestigation
ANCAANCAANCAANCA

AntiAnti--NeutrophilNeutrophil CytoplasmicCytoplasmic Antibody Antibody 
 Antibodies directed to certain Antibodies directed to certain 

antigen found in the cytoplasm of antigen found in the cytoplasm of 
the neutrophilsthe neutrophils
1.1. MPO:   Myeloperoxidase.MPO:   Myeloperoxidase.
2.2. PRPR33:    Serine Proteinase.:    Serine Proteinase.
3.3. LactoferrinLactoferrin
4.4. ElastaseElastase
5.5. LysozymeLysozyme
6.6. CatalaseCatalase



InvestigationInvestigation
ANCAANCA

AntiAnti--NeutrophilNeutrophil CytoplasmicCytoplasmic AntibodyAntibodyAntiAnti NeutrophilNeutrophil CytoplasmicCytoplasmic AntibodyAntibody
1- Immunoflourecent essay 

C-ANCA
Cytoplasmic

P-ANCA
PerinuclearCytoplasmic Perinuclear



InvestigationInvestigation
ANCAANCAANCAANCA

( Anti( Anti--NeutrophilNeutrophil CytoplasmicCytoplasmic Antibody)Antibody)

2-ELISA

CC--ANCAANCA
Anti PRAnti PR33

PP--ANCAANCA
•• AntiAnti--MPOMPO

CSSCSS 7070 8585%%
1.1. WG      WG      9090%%
2.2. MPA    MPA    5050%%
33 CSSCSS 1010%%

•• CSS                        CSS                        7070--8585%%
•• PauciPauci--immune GN    immune GN    5050--8585%%
•• MPA                       MPA                       6060--7070%%
•• Drug induced syndromesDrug induced syndromes3.3. CSS     CSS     1010%% •• Drug induced syndromesDrug induced syndromes

•• NonNon--MPO: MPO: Lactoferrin,ElastaseLactoferrin,Elastase
Ulcerative ColitisUlcerative Colitis•• Ulcerative ColitisUlcerative Colitis

•• Autoimmune disease:Autoimmune disease: liver,RA,SLEliver,RA,SLE
•• HIV infectionHIV infection
•• Certain chronic infections & Certain chronic infections & 

neoplastic diseases,as cystic fibrosis neoplastic diseases,as cystic fibrosis 



InvestigationInvestigation
Chest XChest X--RayRay



PulmonaryPulmonary--Renal SyndromeRenal SyndromePulmonaryPulmonary--Renal Syndrome Renal Syndrome 



InvestigationInvestigation
AngiogramAngiogram



InvestigationInvestigation
AngiogramAngiogram



InvestigationInvestigation
Tissue BiopsyTissue Biopsy

SkinSkin
 LungLung Lung Lung 
KidneyKidneyyy
NerveNerve



InvestigationInvestigation
Tissue BiopsyTissue Biopsy

Upper Upper airways,Lungsairways,Lungs
NecrotizingNecrotizing granulomatousgranulomatousNecrotizing Necrotizing granulomatousgranulomatous
inflammation (inflammation ( Not Not caseatingcaseating ))

VasculitisVasculitis of small to medium of small to medium 
vesselsvesselsvesselsvessels
WGWG



InvestigationInvestigation
Tissue Tissue BiopsyBiopsy

Kidney biopsy Kidney biopsy : : focal focal 
segmental necrotizing GN segmental necrotizing GN 
which is which is not not specificspecific

DDxDDx ::
Wegener’sWegener’sWegener sWegener s
Microscopic Microscopic polyangiitispolyangiitis

hhChurgChurg--StraussStrauss
Idiopathic necrotizing GNIdiopathic necrotizing GN



InvestigationInvestigation
Tissue BiopsyTissue Biopsy

 LeucocytoclasticLeucocytoclastic
vasculitisvasculitis



InvestigationInvestigation
Tissue BiopsyTissue Biopsy

HSPHSP Hypersensitivity Hypersensitivity vasculitisvasculitis

Age Age 11--Less than Less than 20 20 11--More than More than 1616

Clinically Clinically 22--Bowl angina Bowl angina 22--Medication at the disease onset Medication at the disease onset 

RashRash 33 Palpable purpuraPalpable purpura 33 Palpable purpuraPalpable purpuraRash Rash 33--Palpable purpura Palpable purpura 33--Palpable purpuraPalpable purpura
44--Maculopapular  rashMaculopapular  rash

BiBi 44 L t l tiL t l ti 55 L t l ti litiL t l ti litiBiopsy Biopsy 44--Leucocytoclastic Leucocytoclastic 
vasculitisvasculitis
IgA depositionIgA deposition

55--Leucocytoclastic vasculitis Leucocytoclastic vasculitis 

IgA deposition IgA deposition 
ACRACR 22//44 33//55 UTDUTD





TreatmentTreatmentTreatmentTreatment

Self LimitedSelf Limited
 Treatment of underlying Treatment of underlying 

Life Threatening Life Threatening 

Acute Acute y gy g
cause cause 

 ConservativeConservative
 Prednisone Prednisone 

 Pulse IV Pulse IV 10001000mgmg
 11mg/kg oralmg/kg oral

 IVIGIVIG
 PlasmapharesisPlasmapharesis
ChronicChronic
 Immunosuppressive Immunosuppressive 

 Induction     Induction     CyclophosphamideCyclophosphamide
 Maintenance Maintenance MethotrexateMethotrexate

AzathioprineAzathioprine



ConclusionConclusionConclusionConclusion

 It is difficult and big subject It is difficult and big subject 
 Early recognition and treatment isEarly recognition and treatment is Early recognition and treatment is Early recognition and treatment is 

warranted for better prognosis warranted for better prognosis 


