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Normal blood flow

Arfery cross-sechan

® Narrowed artery (with inflammation)

e |nflammation

|
Decreased blood flow

i.‘

@ Totally occluded artery

Inflammation
and scarring
|

No blood flow

Dilation
containing
very thin
artenial wall

Thrombus (clot)——
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Normal artery

Vasculitis
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2012 revised Chapel hill nomenclature

Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schonlein)
Hypocomplementemic Urticariol Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis
Polyarteritis Nodosa ' Anti-GBM Disease ‘
KawasakiDisease

Y

ANCA-Associated Small Vessel Vasculitis

Microscopic Polyanglitis
\ ) Granulomatosis with Polyanglitis
I (Wegener’s)
Large Vessel Vasculitis Eosinophilic Lranulomatosis with Polyangiitis
(Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis
Jennette et al. Arthritis Rheum. 2012 Oct 8.



2012 revised Chapel hill nomenclature

Variable Vessel Vasculitis (VVV): Behcet's Disease (BD)and Cogan’s
Syndrome (CS).

Single Organ Vasculitis (SOV): Cutaneous Leukocytoclastic Angiitis,
Cutaneous Arteritis, Primary CNS Vasculitis and Isolated Aortitis.

Vasculitis Associated with Systemic Disease: L upus Vasculiis,
Rheumatoid Vasculitis and Sarcoid Vasculitis.

Vasculitis Associated with Probable Etiology: Hepatitis C Virus-
Associated Cryoglobulinemic Vasculitis, Hepatitis B Virus-Associated
Vasculitis, Syphilis-Associated Aortitis, Serum Sickness-Associated
Immune Complex Vasculitis, Drug-Associated Immune Complex
Vasculitis, Drug-Associated ANCA-Associated Vasculitis and Cancer-
Assoclated Vasculitis.
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GCA

Autoimmune

F>M

>50s

Signs symptoms quite familiar

Risk of stroke, blindness and aortic
aneurysm
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Shoulder and hips affected - usually
stiffness. Can also get depression,
fevers and low appetite

Second most common inflammatory
disease in the elderly (>70s)

Only really effects europeans
Complications can include aneurysms

Very treatable with
steroids
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Stenosis and aneurysms

Very rare

Mainly associated with
iInflammatory diseases and other
vasculitides

Can present with shortness of
breath and heart failure and chest
pains (also fainting and

ESR is handy

Treat the cause
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laybe Viral but unknown

Super rare (2-3/million)

Asian females under 40

Arm and leg pain, Fatigue, fever, weight loss
confusion, weak pulses,
shortness of breath

ESR and CRP Treatable but need
to suspect it



Giant cell arteritis Takayasu arteritis

Firstline Glucorticoids Glucorticoids
2™ line l I
Add of:
(orif severe GC-side R ocili:::.n s Addition of
effects occur are MTX MTX, AZA,
expected) .b.w MMF, LEF
3¥line
tocilizumab (++) Anti TNF-a agents
abatacept (infliximab ++)
4™ line | I I
ustekinumab tocilizumab
anakinra rituximab

Samson et al. European Journal Internal Medicine 2018
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More common In middle eastern
and Mediterranean people

Oral and genital ulcers, Males affected worse
eye inflammation and than women
arthritis

No diagnostic tests

Treatable with
Immunosupressants

Main complication is vision loss
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Affects kids

Fever for 5 days

Redness In eyes

and swelling in

hands and feet
Main danger is to
coronaries

Needs to get echo and ?angio
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Affects ages 40-60

Symptoms include: |d|0pathIC bLI'[
fever associated with
::Ieeec“rr;g;gzdappetite Hep B infECtion

rapid and sudden weight loss

skin rash or sores

muscle aches

joint pain .

abdominal pain N f

blood in the stool 0 SpeCI IC teSt
flank pain

testicular pain in men

chest pain

difficulty breathing

difficult to treat hypertension (high blood pressure)
numbness or tingling of the hands or feet

sudden loss of strength in the hands or feet | m m u nosu preSS|0n
for symptom control
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Complication of RA

More common Any organ

in male affected
smokers with

RA

Potentially life threatening

Treatment of RA helps control
RV
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Affects any organ but often
effects lungs, kidneys, sinuses

Inflamed areas may B w
become granulomatous a E

90% have a cold that doesn't respond to

URTI Tx .
€d

Symptoms depends on organs effected

Team
approach

CANCA PR3 Immunosupression



Septal perforation
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Rhinitis, asthma, raised
eosinophils

ANCA associated

Mainly affects
over 50s

Purpura and
mononeuritis
multiplex

90% treated effectively
with steroids. However
asthma can persist

Cardiac complications

are main issue
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Effects almost any

organ
Also ANCA | |
associated Myeloperoxidase antibody
present
Similar to GPA -

Immunosupressants for
remission but not cure

Team approach
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Most common vasculitis in
children

Skin rash, abdo pain and arthritis

Rash is typically purpura

Associated with nephritic syndrome and
occasionally intersusseption

Self limited illness. Kidney problems can become
chronic
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Deposition of Immune
complexes

Skin, joints and

Affects patients with HCV nerves but

sometimes
kidneys

Lupus, sjorgens, RA or haem malignancy
patients can get it

If HCV +ve = Anti virals

Otherwise - Immunosuppresants
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Diagnostic Approach

Postgrad Med J. Aug 2006; 82(970): 483-488.
doi: 10.1136/pgm|.2005.042648

Signs and
symptoms

In general symptoms arise from
inflammatory infiltration or vessel
occlusian

S arryone with unexplaned ischaemis despiee
absence of atherosclerosis risk factors

Multisystemic disease in the
presence of SIRS

Clinical features such as
palpable purpura,
mohaneuritis multiplex
of glomerulonephritis

Think Vasculitis

Ask these
questions

« Is this a condition that could mimic the
presentation of vasculitis?

= I there a secondary underlying cause?

= What is the extent of vasculitis?

« How do | confirm the diagnosis of
vasculitis?

= Whal specific type of vasculilis is this?

Investigations

= ANCA
= Cryoglobulin

- Complement levels

- Eosinophil counts/IgE levels

= Specific indings on biopsy {necrolising
granulomatous inflammation, presence of
IgA deposits, evidence ol immune complex
farmation (or its absence)}

ESRICRP and ANA



Signs and
symptoms

In general symptoms arise from
Inflammatory infiltration or vessel
occlusion

So anyone with unexplained ischaemia despite
absence of atherosclerosis risk factors




Multisystemic disease in the
presence of SIRS

Clinical features such as
palpable purpura,
mononeuritis multiplex
or glomerulonephritis

Think Vasculitis




Ask these
questions

- Is this a condition that could mimic the
presentation of vasculitis?

- Is there a secondary underlying cause? =

- What is the extent of vasculitis?

- How do | confirm the diagnosis of
vasculitis?

- What specific type of vasculitis Is this?




Infections,
emboll,
antiphospholipid
syndrome



Ask these
questions

- Is this a condition that could mimic the
presentation of vasculitis?

- Is there a secondary underlying cause? =

- What is the extent of vasculitis?

- How do | confirm the diagnosis of
vasculitis?

- What specific type of vasculitis Is this?




Inflammatory disease
(IBD, Sarcoidosis, SLE)

Infectious diseases (Hep B, C, HIV,
Syphillis)
Neoplasm

Drugs (propylthiouracil, montelukast,
hydralazine)



Ask these
questions

- Is this a condition that could mimic the
presentation of vasculitis?

- Is there a secondary underlying cause? =

- What is the extent of vasculitis?

- How do | confirm the diagnosis of
vasculitis?

- What specific type of vasculitis Is this?




Investigations

« ANCA
« Cryoglobulin

- Complement levels

« Eosinophil counts/IgE levels

- Specific findings on biopsy (necrotising
granulomatous inflammation, presence of
IgA deposits, evidence of immune complex
formation (or its absence))

ESR/CRP and ANA
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Seizures

Headaches

P
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Eye symptoms

’ Il the ' ITISes‘

Vision Ioss'
Sinuses,‘ars and throat
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Sinuses,
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- Chronic sinusitis
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Papules

Skin

Macules Erythema
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23 year old male Booked for

presents and a appendicectomy bult
14 day history of developed rash just
abdominal pain. before the procedurt

Histo report = small vessel
vasculitis




37 year old female with 5 hr history of
upper and lower limb weakness on walk
from sleep Flaccid tone

Pain in distal upper
limbs on exertion
relieved by rest

O/E

decreased radial and brachial
pulses




30 year old male presents with bilate
pyramidal signs and orogenital
ulcerations

He's Turkish!




15 year old female presents with persistent sinusitis
symptoms with severe nasal crusting

*Eullness in rig

- ed to ENT. On reweuau STaray -. oted
QIGE FesiERDreathing |

Severe tracheal StenOSI

At 21 tested+ve for CANCA

P ed\lla’[lo ns

Scleritis in 2000 - sight th re ateni ng -






Principles of treatment of severe, systemic GPA

CYCLOPHOSPHAMIDE
IV (pulse): 15 mg/kg at D1,15,29 then /3 wk *AZATHIOPRINE 2 mg/ke/day

: METHOTREXATE 0.3 mg/ke/wk ?
FLOmE e * 2

o | EFIUNOMIDE 20 mg/day

. a
* MYCOPHENOLATE MOFETIL 2 g)day

Oral (continuous): 2 mg/kg/day

RITUXIMAB
375 mg/m¥wk (orlgatD1&15)

W

t Plosma exchange?

INDUCTION MAINTENANCE
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