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ANCA associated vasculitis.
Prof Chris Edwards

Jaw claudication is indicating a stroke is about to occur.

New names of 3 conditions is ANCA associated vasculitis
= MPA, EGPA (Churg Straus), GPA (Wegenrs).

cANCA more with wegners

PANCA more associated with Churg straus and MAP.

If they are +ve then the lab will do other tests i.e. anti-PR3 for cANCA and anti-mpo for pANCA.
Mimics = HIV, malignancy, cocaine, bacterial endocarditis.

How do they present:

Chronic unexplained illness.

Constitutional symptoms, polymyalga, polyarthria, fatigue, fever, wt loss, headache.
Organ specific cymptoms.

EGPA = |late onset asthma. etc etc
FBC, ESR, CRP, LFT.
stop smoking is vital.

Birmingham vasculitis activity score.

Three take home messages

lupus = 25y women chornic fatigue rashes and hair loss
hair loss fatigue rashes recurrent glandular fever ME

Sjogrens = 60y women fibromylagia

Sjogrens

triad, dry eyes, dry mouth and achend pains.

but also dry blader = interstial cystitis, vaginal thrush (thrush), purpura after exercise, coeliac.
Anti Ro and anti La

Hughes syndrome / APS
thrombosis. recurrent miscarriage,cold peropheray circulation.

His features for a busy GP:
childhood migraine

childhood growing pains

teenage prolonged glandular fever
agoraphoba

septrin allergy

chronic fatigue/fibromyalgia
intermittent alopecia.

Plaquenil = skin pigmentation, plquenil (Zentiva). Quinacrine is cauing problems with s/e.

Lupus anticoagulant.
anticardiolipin.

test teenage migraine sufferes for APS.

VASCULITIS

= / MediMaps

MEDIMAPS.CO.UK

| 24TH MAR 204

Antinuclear antibodies (ANA) = group of antibodies directed against components of the cell nucleus.
Most normal people have a low ANA titre of approx <1:80.

The most common cause of a postive ANA is a connective tissue disease.

The actual test = Blood sample which will contain ANA is added to a slide with human cells fixed on it.
A 2nd antibody directed against the ANA is then added. This 2nd antibody has an additional

fluorescent dye. So the more staining that occurs the more ANA is present.

The lab then dilutes down the blood sample until no more staining can be seen. The level to which
the sample can be dluted and still produce a positive staining = titre.

So higher the titre the more ANA there was in the blood sample.

1:80 = the sample could be diluted 80 times and still produce a postitive staining. But a further
dilution e.g. 1:81 would be negative for staining.

So atitre of 1:1600 is high, because the sample was still showing positive staining even though
it had been diluted 1600 times.

REAL PATIENT CASE 15/3/2022:
84y female.

Many thanks for your letter regarding XX who you have been assessing for respiratory symptoms.
Incidentally you found strongly +ve ANA with -ve double-stranded DNA antibodies and -ve ANCE.
CT = no pulmonary fibrosis or inflammatory lung disease.

In the absence of any connective tissue disease symptoms (e.g. inflammatory arthritis, skin
lesions, Raynaud's, myositis, sicca (dry eyes or mouth), | would not recommend any further
investigations.

However, it would be important to r/o other autoimmune diease e.g. autoimmune
hypothyroidism and autoimmune liver disease.

I would recommend repeating her autoantibody screen to include antibodies against extractable
nuclear antigens, thyroid function and thyroid autoantibodies and an autoimmune liver screen.

Provided these ar enormal, no further investigations will be required.

Vasculitis

Systemic lupus erythematous

- Malar rash.

- Photosensitivity.
- Lethargy.

- Weight loss.

- Arthritis.

Disclaimer:

Read the disclaimer at medimaps.co.uk/disclaimer

References:

1. cks.nice.org.uk

2. BMJ Webinar Sept 2017
3. RCGP eLearning

4. The British Society for Rheumatology guideline for the management
of adults with primary Sjogren s Syndrome

5. patient.co.uk

- Lyphadenopathy.
- Fever.
- Urine dip.
Y - FBC.
Investigations ——>» :EEEICRP'
- LFTs. - anti-dsDNA
- ANA. —if +ve request —» - anti-Ro
- anti-La
diagnosed if 4/11 criteria present N
(American College of Rheumatology) - Pleuritis.
- Pericarditis.
\ 4
S erositis - Autoimmun(_e haemolytic anaemia.
O ral ulcers - Lymphopenia. .
A rthritis - Thrombocytopenia.
P hotosensitivity
B lood
R enal damage
A ntinuclear antibody .
| mmunological disorder - Nephritis.
N eurological disorder
M alar rash
D iscoid rash - dsDNS.
- Seizures.
- Psychosis.
Y
Management » - Refer to rheumatologist.

Leukocytoclastic vasculitis

- Rash on arms and legs. - FEBC

- UEs

- CRP, ESR.

- Immunoglobulin electrophoresis.
- ANA.

- ANCA.

- ASO titres.

- Hepatitis B and C serology.

- Throat swab for streptococcal throat infection.
- Urine ACR.

- BP.

- CXR.

Investigations >

Y

Management

- Usually assymptomatic and does not require treatments
(given the s/e profile of immunosupressants).
- Refer to dermatologist if needed.

- Autoimmune.
- Lymphocytic infiltration of exocrine glands.

Sjogrens syndrome Polymyositis
- Dry eyes
- Blepharitis
- Corneal lesions - Proximal muscle weakness.
- Dry mouth - Musucle cramps.
- Dental caries - Myalgia.
- Oral thrush - Fatigue.
- Submandibular gland enlarged
- Parotid gland enlarged
- Raised CK.
-FBC Y _ANA.
Y -ESR Investigations [——>» - Jo-1
Investigations |—>» EE A - Mi-2
- EMG

- Schirmer test
- USS salivary glands

Y

Management

- Refer all suspected cases to rheumatologist.
- Steroids, ciclosporin, biologicals etc may be used.
- Simple measures can be advised in 1 care.

- Stimulate meibomian gland secretion daily using warm compresses.

Low viscosity
- Tears Naturale SDU

Medium (thin) viscosity
- Systane SDU
- Viscotears SDU
- Visidic
—y - Xailin Fresh 0.5% SDU

Eyes » - Lubricants (preferably preservative free)-
- If fails or severe symptoms refer to ophthalmologist.

- Oral hygiene is vital.

- Limit sugar intake.

- Avoid food and drinks other than plain water between meals and from

1hr before bedtime and through the night.

- Regular dentist review.

- Brush teeth at least twice daily (but not immediately after eating)

including before bed using a pea sized amount of high fluoride toothpaste
Mouth » and use fluoride-containing oral gel on teeth twice daily.

- Alcohol-free chlorhexidene mouth wash twice daily for maximum of

2/52 every 3/12 to prevent gum disease.

- Use fluoride-containing mouth wash, gel or spray as required for

symptomatic relief.

- Chew xylitol-containing sugar-free gum.

- A trial of pilocarpine 5mg OD, increasing stepwise to 5mg QDS if

severe dry mouth.

Simple candida infection (visible white plagues):

- Celluvisc 0.5 or 1% SDU

Medium (thick) viscosity
- Clinitas 0.4% SDU

- Hylo-Forte

- Hycosan

- Vismed gel 0.3%

High visocity
- Lacri-lube
- Xailin Night

= nystatin 1ml five times daily for 1/52. Repeat for 1/52 in 8, if frequent recurrence.

Erythematous infection (red, raw tongue or oral cavity):
= fluconazole 50mg OD for 10/7.

Angular cheilitis:
= miconazole topically for 2/52.

- Consider baseline USS to assess for active inflammation, infection and stones.

. - If acute inflammation, in the absence of infection and stones, consider short
Salivary gland —— > . )
course of oral prednisolone or intra-muscular Depo-medrone.
- Massaging the glands reduces inflammation in chronically inflamed glands.

. > A trial of pilocarpine 5mg OD.
Systemic dryness - Increase stepwise to max 5mg QDS.

. - Topical lubricant.
Vaginal dryness —— > .
- Topical oestrogen.

- Counsel patients to report firm, painless glandular swelling that does not settle.
Lymphoma — > : - . ;
- Investigate suspicious lesions with USS.

> - Consider referral to specialist centre.
- Consider aspirin 75mg OD to improve placental implantion.

Pregnant

Dermatomyositis . .
Systemic sclerosis
_ Diffuse svstemic sclerosis Limited cutaneous Sine scleroderma sytemic sclerosis
- Heliotrope. y systemic sclerosis
- Periorbital oedema.
- Gottron patches on hands.
- Proximal muscle weakness. initially
- | mobility in tendons and joints - Thickening & tightening of skin. - Raynauds
) - Pulmonary fibrosis - CREST syndrome - Lung fibrosis
Y - Raised CK. - Severe hypertension - Cardiac
. - ANA. - Scleroderma renal crisis - Gastrointestinal
Investigations |——>» - Jo-1 long term C alcinosis
- Mi-2 (> 10'y) R aynaud's
- EMG E sophageal dysmotility
S clerodactyly
- Small bowel dysfunction. T elangiectasia
- Pulmonary hypertension.
Y - Prednisolone 80mg Od until CK decreases, and muscle strength significantly improves. - Malabsprption.
Management [——> - Avoid sun. - Anaemia.
- High SPF cream. - Wt loss.

- Urine dip.
- BP.

- FBC.

- ESR/CRP.
Investigations |——> - UEs.

- LFTs. - - i
- ANA. (limited cutaneous systemic sclerosis)

- Anti-centromere antibodies (ACA).
- Anti-topoisomerase autoantibodies (Scl-70).

(difuse systemic sclerosis)

Y

Management ———> ~ Avoid steroids.
- Refer to rheumatology.

- Can precipitate a renal crisis.




