Vasculitis

Vasculitis means inflammation of blood vessels. The effects of vasculitis depend
on the sizes of the blood vessels that are affected and on the parts of the body
involved. Commonly vasculitis may only affect the skin (cutaneous vasculitis, as
shown in the picture). Sometimes it affects many organs at the same time
(systemic vasculitis). There are many varieties of systemic vasculitis, and they are
often given peculiar and difficult names . However it is useful to know the variety
as the treatment may differ, and some types are more likely to come back again.
Some types of systemic vasculitis commonly start by affecting a single organ, for
example, the kidney.

What causes vasculitis?
Usually the cause of vasculitis is unknown. Sometimes it occurs as an allergic
reaction, for example, to medication. Vasculitis is not a hereditary disease and it
does not run in families. Some types may be caused by infections, for instance
with hepatitis viruses and some bacteria.

Symptoms of vasculitis
Cutaneous vasculitis causes a skin rash (see the picture above) and sometimes
pain. Systemic vasculitis commonly causes general symptoms such as feeling
unwell, weight loss, night sweats and joint pains. Sometimes it may come on very
suddenly and dramatically, but it commonly comes on gradually over days and
weeks.
Any organ may be affected by vasculitis. When it affects the kidney, blood and
protein may appear in the urine, but this may only be shown by urine testing.
Kidney failure does not produce many symptoms until a lot of damage has
occurred. Disease in the lungs may cause breathlessness and a cough, and
occasionally bleeding causes the patient to cough up blood. Weakness and
numbness of the hands and feet may be caused by inflammation of tiny blood
vessels supplying nerves. Abdominal pain and bleeding may be caused by
vasculitis in the gut, and occasionally this may lead to severe bleeding or to bowel
perforation. Vasculitis in the heart may result in symptoms similar to a heart
attack, and in the brain it may cause confusion, symptoms of a stroke or fits.

How is vasculitis diagnosed?
When vasculitis comes on slowly it is almost inevitable that correct diagnosis is
delayed, as its early symptoms closely resemble influenza or other infections or
illnesses. Routine blood tests are also rarely very abnormal early on. Anaemia is
common, and there may be signs that suggest infection or inflammation. In some
types of severe vasculitis, ANCA tests (described below) may help, although they
do not prove the diagnosis on their own. Examination of a sample from an
affected part of the body under the microscope is often required to confirm the
diagnosis. Kidney biopsies are particularly helpful if there are signs of kidney
involvement. Special x-rays (angiograms) can sometimes diagnose vasculitis
affecting large blood vessels.

Vasculitis and vessels affected

What types of vasculitis affect the kidney?
The kidney is particularly likely to be affected by small vessel vasculitis (SVV)
which may involve the tiny blood vessels in the filtering units of the kidney.
Inflammation of these filters is called glomerulonephritis. It is a common cause of
a severe but treatable kidney disease called crescentic nephritis, because of the
appearance under the microscope. This is also called rapidly progressive
glomerulonephritis (RPGN) because of the speed with which it can cause kidney
failure.
SVV affecting the kidney is usually caused by one of two types of vasculitis,
microscopic polyangiitis (MPA) and Wegener’s disease. The appearances of
these two diseases in the kidney are usually identical, but disease affecting other
organs may help to tell them apart. ANCA may help with the diagnosis of SVV.
Treatment of severe kidney disease is identical in either case.
Some types of vasculitis are described further in the table at the foot of this page.

Will I need dialysis?
In severe SVV, it is common for dialysis to be required soon after the diagnosis is
made. However treatment can often heal severe kidney disease, so that dialysis is
no longer required, even where some scarring and kidney damage remains.

What are ANCA?
Antibodies are molecules that are found in the blood stream. They are mainly
there to fight infections by targeting foreign molecules. ANCA (anti-neutrophil
cytoplasmic antibodies) stick to molecules found in white blood cells rather than
to foreign material. These antibodies are often found in the blood of patients with
small vessel vasculitis (SVV). It is not clear whether ANCA cause vasculitis, but
they can be very helpful in the diagnosis. Unfortunately similar antibodies may be
found in other diseases, and not all vasculitis may be ANCA positive, so the test is
not 100% reliable as a way of making a diagnosis.

What are the treatments?
Severe types of systemic vasculitis often require powerful treatments to suppress
the inflammation and the powerful immune response. Treatments may include
Steroids, Cyclophosphamide, Azathioprine, Plasma exchange, and other drugs. If
vasculitis is due to an infection, treatment for the infection is important.

Further information
The Johns Hopkins Vasculitis Centre is a US site with good patient info,
quite detailed, including very good info on different types of vasculitis.
The Vasculitis Foundation is a US organisation with pariticularly good
patient info on the different kinds of vasculitis and
The Lauren Currie Twilight Foundation is based in Scotland. It has a
good page listing patient info and support options, including information
leaflets (pdf rather than webpages) on types of vasculitis and on
treatments.

Types of vasculitis
The kidneys are most affected by the types of vasculitis that affect small blood
vessels.
Disease
Takayasu’s disease
(Pulseless disease)

Blood vessels affected

Remarks
Mainly young women from the far

Large

east are affected, resulting in a long
disease, treatment is difficult
Children are affected possibly after
an infection. Heart arteries are

Kawasaki disease

Large

especially affected. Steroid
treatment is harmful. Responds to
IVIG

Polyarteritis nodosa
(PAN)

Rare, but quite well known as it was
Medium

the earliest vasculitis to be
recognised.
Common disease of over 60’s that

Temporal arteritis
(Giant cell arteritis)

causes headache and general
Medium

illness, sometimes with other
symptoms. Responds to steroids
alone.
Disease of over 50’s often with late

Churg-Strauss syndrome

Medium/Small

onset asthma. Particularly affects
lung, and nerves to arms and legs.
ANCA usually present.

Microscopic Polyarteritis
(MPA)

Affects all ages but more common in
Small

elderly. Kidneys, skin and gut
affected. ANCA usually present.

All ages and similar to MPA, but
Wegener’s
granulomatosis

Small

may also cause a slower longer
inflammation also affecting nose,
sinuses and lungs. ANCA is useful.
Common in children, who usually
get a rash, abdominal pain (gut

Henoch – Schonlein
Purpura

Small

vasculitis) and mild kidney
involvement. Often more severe
when it occurs in adults. ANCA
negative
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