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VASCULITIS

SMALL,MEDIUM,LARGE VESSELS---

GRANULOMITIS DISEASE WITH
VESSEL INFLAMMATION

GRANULOMATIS DISEASE WITHOUT
VESSEL INFLAMMATION

NECROTIZING VASCULITIS



S, such as nur



Skin changes

Palpable purpura
Necrotic ulcers
Urticaria

Nodules

bullae



Ing chronic hepatitis B or C infec
Ing some types of autoimmune

ditions, including rheumatoid arthr
roderma or lupus




testing

« Cbc, ANA, RA,CCP, CRP, Sedrate, Chem
profile Uric Acid , ANA cascade,C3C4
compliment,hepatitis profile,urinalysis,
anca (c&p), cryoglobulins, immune
globulins A and E, HIV, lyme ab.

* Ultrasound,MRI,MRA, angiography,X-ray
* Biopsy



treatment

. Corticosteroids

. Methotrexate
.cyclophosphomide

. Sulfa drugs

.biologics (tnf-inhibitors, cd-20
blockers(rituxan)

.aspirin

. Immune globulins



Arteritis levels

Chapel Hill Consensus Criteria

Nomenclature update 2012 o
Immune Complex Small Vessel Vasculitis

Cryoglobulinemic Vasculitis

IgA Vasculitis (Henoch-Schonlein)

Hypeocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis [ l
Polyarteritis Nodosa Anti-GBM Disease
KawasakiDisease

|

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis
Granulomatosis with Polyangiitis
(Wegener’s)
Eosinophilic Granulomatosis with Polyangiitis




SMALL VESSEL DISEASE

Hypersensitivity angiitis-related to a
specific event

Serum sickness at one end of the
spectrum

Henoch-Schoenlein purpura at the other
end

SKIN IS MOSTLY INVOLVED
[leukocytoclastic vasculitis]



erger's disease. This condition ca
flammation and clots in the blood

essels of your hands and feet, resultin
ain and ulcers in these areas. Rarely,
uerger's disease can affect blood vess
the abdomen, brain and heart. It is al
lled thromboangiitis (throm-boe-an-j
obliterans.



Buergers disease




arsensitivity vasculitis. Somet
ed allergic vasculitis, the primary
his condition is red spots on your sl
ally on your lower legs. It can be

Jgered by an infection or an adverse
tion to medicine.




Palpable purpura
vasculitis




enoch-Schonlein purpura (IgA
asculitis). This condition is more

common in children than in adults, and
causes inflammation of the smallest bloo
vessels (capillaries) of your skin, joints,
owel and kidneys. Signs and symptom
clude abdominal pain, blood in the uri
t pain, and a rash on your buttocks



Common findings in HSP

Abdominal pain

Joint pain

Palpable purpura

Elevated ana titers,Ra factor,|IgA,ASO titer
Renal involvement

Males 3:1 ratio

First and second decades of life most
common






Wegeners granulomatosis
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Blood vessel occlusion




Granulomitis eye involvement




Granulomitis vasculitis
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ayasu's (tah-kah-YAH-s00z)
teritis. This form of vasculitis affects
rger arteries in the body, including the
orta. Signs and symptoms include joint
ain, loss of pulse, high blood pressure,
Ight sweats, fever, general malaise,
etite loss, headaches and visual
ges.



Cardiac involvement




Polyarteritis nodosa

Small and medium sized arteries affecting
all three layers [common at the bifurcation]

Affects all ages birth to old age with a
male 3:1 ratio

Onset can be acute or insidius with
fever,htn,renal disease,abdominal pain

Lung Is notably spared
eosinophilia



PAN

» Associated with Hep B antigen and
antibody

* Anuerysmal dilation of medium sized
arteries {mesenteric}

* Major mortality associated with renal
failure,Gl bleeding,cerebral bleeding



Poly arteritis nodosa subgroup in

children
KAWASAKI DISEASE [Mucocutaneus lymph

node syndrome]

Presents as high fever,conjunctival congestion,
dry mouth with fissues,red strawberry tongue

Rash—erythema
multiforme,purpura,morbilliform in nature

Elevated IgE, CRP, decrease compliment
Large joint arthritis in 25% of children
Mortality from coronary artery disease



vasaki disease. This condition mc
en affects children younger than age
gns and symptoms include fever, ras
d redness of the eyes. It is also callec

ucocutaneous lymph node syndrome













Giant Cell Arteritis

First- temporal arteritis with or without
poly myalgia rhuematica

Second- takayasu arteritis [pulseless
disease,aortic arch arteritis]

Female 8:1 ratio

Renal vascular hypertension,cns
manifestations,aortic insuffincency,

Migratory arthritis in 25% of cases



ant cell arteritis. This condition is a
flammation of the arteries in your hea
specially at the temples. Giant cell
rteritis can cause headaches, scalp
enderness, jaw pain, blurred or double
ISsion, and even blindness. It is also call
mporal arteritis.



temporal arteritis
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globulinemia. This condition re
abnormal proteins in the blood.
] symptoms include rash, joint pain
akness, and numbness or tingling.




Cryoglobulinemid




Serum cryoglobulins




Necrotic rash in cryoglobulemia
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Occlusion In distal vessels




Cryoglobulin rash and early toe
occlusion







End stage occlusion




icroscopic polyangiitis. This form o
asculitis affects small blood vessels,

usually those in the kidneys, lungs or

nerves. You may develop abdominal pai
and a rash, fever, muscle pain and weig
0ss. If the lungs are affected, you may
ugh up blood.



Next In line- arteritis associated
with granulomatous disease

WEGENERS GRANULOMATOSIS
the triade of diagnosis

1-necrotizing granulomatous lesions of the
repiratory tract, sinus-saddle nose deformity-
pulmonary infilltrates

2-focal necrotizing glomerulonephritis with
cresent formation

3- necrotizing vasculitisof medium and small
vessels, arteriols and venules [separate in space
from the granulomas



nulomatosis with polyangiitis.
ndition causes inflammation of the bl
essels in your nose, sinuses, throat,

ngs and kidneys. Signs and symptom
clude nasal stuffiness, sinus infection
sebleeds and possibly coughing up
od. But most people don't have

eable symptoms until the dama



ranulomatosis with polyangiitis. Th
ondition causes inflammation of the blo
vessels in your nose, sinuses, throat,
lungs and kidneys. Signs and symptoms
Include nasal stuffiness, sinus infections,
osebleeds and possibly coughing up
lood. But most people don't have
ticeable symptoms until the damage
advanced.



Vessel In wegeners
granulomat03|s




Vascular rash in wegeners




Saddle nose in GPA




Necrotic rash in wegeners




hurg-Strauss syndrome (Eosinophi
ranulomatosis with polyangiitis). Thi
condition is very rare. It mainly affects th
lungs, skin, kidneys, heart and nerves in
your limbs. Signs and symptoms vary

reatly and include asthma, skin change
erve pain and nasal allergies.



Churg-straus syndrome

is a small vessel necrotizing vasculitis

classically associated with asthma, allergic rhinitis,
lung infiltrates, peripheral eosinophilia, necrotizing
granulomas, infiltration by eosinophils.

extremely rare disorder.

purpura, GIT bleeding, and renal disease are the major
assoclations.

Cardiomyopathy (60% of patients)=> a major cause of
morbidity and death.

Pathogenesis: p-ANCA associated







Pulmonary bleeding




Pulmonary bleed




Lung in churg-straus




Eosinophilic vessel occlusion




olyarteritis nodosa. This form of
asculitis usually affects the kidneys, the
digestive tract, the nerves and the skin.
Signs and symptoms include a rash,
general malaise, weight loss, muscle and
joint pain, abdominal pain after eating,
Igh blood pressure, muscle pain and
akness, and kidney problems.



Necrotic rash in PAN
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- yathologi ﬁ_ cond;t—to;t;n which themedium and
amall sized arteries in the body become swollen and
are signiﬂcantly datnaged when attacked by immune cells.




Livedoraticularis rash




croscopic polyangiitis. This form o
asculitis affects small blood vessels,

sually those in the kidneys, lungs or

nerves. You may develop abdominal pai
nd a rash, fever, muscle pain and weig
ss. If the lungs are affected, you may
ugh up blood.



Retinal infarcts




PAN microanurysm




et's (beh-CHETS) disease. T
dition causes inflammation of you
eries and veins. Signs and sympto
lude mouth and genital ulcers, eye

ammation, and acne-like skin lesio




Bechets syndrome
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behcets
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Granulomatous angitis

* Mimics GCA but is intra cranial
* Produces severe neurologic symptoms



Bechets syndrome




Intracranial bleed




Allergic granulomatosis of Churg
and Strauss

More generalized granulomatous angitis

Spares the upper respiratory tract and
kKidney

Positive for chronic allergy
Positive high titer rheumatoid factor

Pan and churg-strauss have very similar
pathogenic changes except pan is
neutrophilic and css is eosinophilic




Lymphomatoid granulomatosis

» Vascular necrosis produced in the
absence of inflammatory vasculitis

« Can affect lungs ,skin,cns,and the kidney
but glomerulonephritis does not occur



Granulomatous angitis rash




Blood vessel in granulomatous
angitis







Vessel occlusion brain




Moyamoya disease

* Intimal proliferation with narrowing of the
vessel without vasculits,

« Causes headaches, neurologic
complications, leading to hemiplgia

 Main causes are oral contraceptives and
ergot derivatives






Moya moya vessel constriction

G




Moya moya angiogram










Summary

LARGE VESSEL [AORTA,cranial arteries

examples- GCA, Takayasu, aortitis of
ankylosing spondylitis

MEDIUM SIZED Muscular arteries

examples- PAN, Kawasaki disease,
cogans syndrom



summary

SMALL muscular arteries and veins

examples— Churg-Strauss, Wegeners,
livedo reticularis,thrombo angitis
obliterans, cns angitis

VENULES and ARTERIOLES

examples- leukocytoclastic vasculitis,
urticarial vasculits, henoch-schonlein
purpura,






