Treatment for Usual Interstitial Pneumonitis (UIP) and similar lung fibrosis at Heart of England NHS Trust:-

Which treatments have been proved to work?

· There are no available treatments which have been proved to be better than nothing. This doesn’t mean that no treatment works, but that the studies to show benefit have not been done. There is a renewed interest in treatment for lung fibrosis and new treatments are on the way. Treatment is more likely to slow the progress of the disease or reduce exacerbations than to restore the lung to normal. Staying the same is success.

· The only available treatments to show benefit in proper studies is a combination of low-dose prednisolone with azothioprine and N-acetylcysteine (triple therapy), which was shown to be better than prednisolone and azothioprine alone; whether either treatment is better than nothing awaits further study. It is best to add bone protection to reduce any problems with prednisolone by taking a biphonate in addition (quadruple therapy). There is no evidence that steroids alone are helpful (but do help for some other lung diseases such as sarcoidosis and allergic alveolitis, both of which may cause lung fibrosis, hence the need to make an accurate diagnosis).

· Experimental treatments showing promise include pirfenidone, but this is not available outside research studies. Interferon gamma showed initial promise but was shown to be ineffective in a large well designed study. Several other new drugs are on the way.

How will we know if treatment is working?

· Progress is measured by asking about your symptoms, looking at your x-rays or scans, and looking at your lung function tests. 

How may treatment help?

· Treatment may slow down the worsening of the lung fibrosis.

· Treatment may prevent exacerbations

What is triple therapy and what are the side-effects?

· Steroid tablets (prednisolone)

· The usual dose is around 10 mg per day (a relatively low dose).

· Steroids can cause fluid retention, weight gain, thin skin which easily bruises, diabetes (or worsening of the blood sugar levels), muscle weakness, mood changes, and thinning of the bones.

· Bone-thinning can be reduced by taking biphosphonates such as alendronic acid 70mg weekly (Fosamax)

· If you have been on steroids more than 3 weeks it is dangerous to stop them suddenly. If you want to stop you must ask your doctor to wean them off gradually. You should carry a steroid card and increase the dose with severe illnesses and operations.

· Azothioprine tablets

· These tablets work by suppressing the immune system, most people take these without side effects or problems.

· A few people remove azothioprine from the body very slowly and require a much smaller dose than usual. This can often be anticipated from a blood test (TMPT)

· It can cause rashes, diarrhoea and can damage the liver and bone marrow, particularly if the dose is too high (This can be prevented by regular blood tests)

· Regular blood tests are needed, usually monthly and when ill with infection, bruising etc. Too much azothioprine reduces haemoglobin, white cells and platelets, all of which are measured on a standard test for anaemia. The dose sometimes needs reducing if this is mild and stopping if severe. Azothioprine makes your red cells bigger (raised MCV); this is a normal effect and does not need a change of dose. A raised MCV can also occur with excess alcohol and some lack of some vitamins. Azothioprine can also cause an inflamed liver (hepatitis), regular blood tests for the liver are also needed.

· N-acetylcysteine capsules

· These are generally very safe and are part of old-fashioned cough medicines; they also reduce lung inflammation and can be bought “over the counter”. The dose should be 600mg three times daily (two large capsules each time).

· These tablets reduce the side-effects of azothioprine.

· They are not licensed for prescription but some GP’s are happy to prescribe this on a NHS prescription. Alternatively it can be prescribed through the interstitial lung disease clinic at Heartlands and picked up from the Boots chemist at the entrance.

How is the treatment monitored?

· Blood tests to check the blood count need to be monitored (for azathioprine):

· Every week for the first 6 weeks.

· 2 weeks and 4 weeks after every change in dose.

· Every month otherwise.

· Blood tests to check the liver and kidneys need to be monitored (for azathioprine):

· Every month until the dose is stable.

· The overall effect of treatment on the fibrosis will be monitored as follows:

· Checking your breathlessness and your oxygen levels at clinic.

· Monitoring your lung function tests every few months.

· Monitoring your chest x-ray or chest scans periodically.

