
Birmingham Vasculitis Activity Score Modified for Wegener’s Granulomatosis (BVAS for WG)

An Introduction and Glossary of Terms

Purpose of assessment

BVAS for WG is designed to document clinical features that are directly due to active WG.  In addition, the instrument separates the features that represent new or worse disease activity from those that represent persistent activity.  In scoring BVAS for WG, it is very important not to confuse activity with damage.  Damage, defined as the presence of non-healing scars, and is a concept distinct from current disease activity.  Damage is scored separately in another index, the Vasculitis Damage Index, which is not the subject of this exercise.

Recording disease activity

The list of items in BVAS for WG includes clinical symptoms and signs, as well as information obtained from additional tests (e.g., chest x-rays) or subspecialty consultations.  When using the BVAS for WG evaluation form, one scores only these items attributable to currently active WG (after the exclusion of obvious causes such as infection, hypertension, and treatment toxicity).  BVAS scores may vary rapidly, and reflect the need for therapy. 

New Patients

If the patient is being evaluated for the first time and has not been treated, all of the abnormalities noted should be recorded as NEW/WORSE (() regardless of their duration.  After going through the entire items list, also remember to consider adding any other significant items to the “Other” section, if relevant.  A list of “Other” items that might be included in these sections is displayed at the end of the glossary.  If a section has no items present, check the “none” box.

Follow-up Patients

If the patient is being evaluated in follow-up, there may be some abnormalities that are NEW or WORSE (() within the previous 28 days.  Other abnormalities may have been present on the previous assessment and are neither new nor worse, but rather still present (PERSISTENT ().  By making this distinction, one differentiates new, acute disease activity from persistent disease activity.  It is important to remember that persistent activity is activity, not damage.  Thus, persistent purpura should be scored as activity.  In contrast, weakness from mononeuritis multiplex of 4 months duration is damage, and should not be scored in BVAS.  Sometimes (admittedly), it is difficult to be certain whether a symptom or sign is due to persistent activity or to damage.  As in caring for real patients, in evaluating such cases one relies on clinical judgement to make this distinction.

Checking the boxes

Check one of the boxes for each item (( or () only if the abnormality is ascribed to the presence of active WG.  If no abnormalities ascribable to WG are present in a given organ system, check the “none” box.  In this way, we can be certain that you did not overlook an organ system on the scoring sheet.  Sometimes you will have patients in whom abnormalities are present that are not due to WG (e.g., hematuria due to urinary infection or cyclophosphamide toxicity).  In these cases, you should NOT record them in the BVAS list, even though they are present, because they cannot be ascribed to active WG.  In some patients, abnormalities that were due to previous episodes of WG may still be evident, even though the disease is entirely inactive (e.g., stroke).  These features should also NOT be recorded on BVAS for WG, since they represent non-healing scars (damage).

( Check this box only if the abnormality is NEW/WORSE within the previous 28 days (unless this is the first presentation of untreated disease).
( Check this box only if the abnormality is PERSISTENT since the last assessment and not  worse within the previous 28 days.

∇ Check this box if there is not a single major or minor item that is new/worse within a particular organ system.

Necessity for “Judgement Calls”

As in clinical practice, one must sometimes make “judgement calls” in scoring BVAS for WG.  For example, persistent sinus symptoms are often notoriously difficult to classify with certainty as either active disease or permanent damage.  Similarly, small amounts of hematuria (usually with RBC casts) may persist for months in patients whose disease is otherwise quiescent.  In both such cases, the physician is unlikely to intensify treatment in the absence of other indications of active disease.  For this reason, these findings (and analogous findings in other organ systems) should not be scored in BVAS for WG.  If subsequent events cause you to re-consider your judgement call, you may go back and change your initial decision regarding a particular finding.

You will note that for some features (e.g., sensorineural deafness, most of the neurological items) there is no persistent box.  This reflects the fact that if these features are present, they are new/worse by definition.  If the feature is still present at subsequent assessments — as mononeuritis multiplex is likely to be — the feature is (by definition) damage, and should not be scored.

Recording Major and Minor Items

Individual items are defined as Major by the presence of an asterisk (*).  All other items are defined as Minor.  If you list additional items in the “Other” section, you should indicate whether the item is “Major” or “Minor”.  In general, a Major item is one whose presence would prompt the use of cytoxan.  Minor items are those more likely to be treated with methotrexate or an increase in prednisone.

If you decide that a particular abnormality is due to the presence of active WG, you must distinguish problems that are new/worse from those problems that are persistent.  For each item where there is an abnormality, you need to check either the NEW/WORSE box or the PERSISTENT box, but not both.

Summing Up BVAS for WG

Now add up all of the Major (*) items marked in the New/Worse column, and enter the sum in the appropriate box on the right side of the page.  Repeat this for the Minor items in the NEW/WORSE column, and then do the same for the Major and Minor items in the Persistent column.

Defining disease status

We propose the following definitions of status, based on evaluation of the BVAS for WG:

Severe disease/flare: If any Major item is recorded, the patient has a “Severe Flare”.  

Limited disease/flare: If any Minor item is recorded, the patient has a “Limited Flare”.

Persistent Disease: Persistent disease indicates the presence of 1 or more persistent items attributed to active disease.

Remission: Remission indicates no active disease (i.e., no new/worse and no persistent items present).

Physician’s Global Assessment

Finally, use the 10 cm horizontal line to record your assessment of the overall disease activity in this case.  Remember that you should not be influenced by the presence of any accumulated damage, complication of treatment, social/emotional problems, or other issues not related to active WG.

BVAS for WG
GLOSSARY OF TERMS

GENERAL RULE: Disease features are scored only when they are attributable to active WG, after exclusion of other obvious causes (e.g., infection, hypertension, toxicity of treatment, etc.).

If the patient is presenting for the first time and has not been treated, then all items due to WG that is currently active are defined as NEW/WORSE, regardless of how long the patient has had them.   

If an item is new or represents a deterioration of status occurring in the previous 28 days, it is scored in the NEW/WORSE box.  

If the feature was present at the previous evaluation and is not new or worse but still represents ongoing disease activity, record it as PERSISTENT.

Check box (( or () only if the abnormality is ascribable to the presence of active WG.

( Check this box only if the abnormality is NEW/WORSE within the previous 28 days.
( Check this box only if the abnormality is PERSISTENT since the last assessment and not  worse within the previous 28 days. 
For some features, further information (e.g., a chest radiograph or subspecialty consult) may be required to determine if an abnormality is new or worse.


Glossary definitions used in BVAS for WG 

Remember that for most patients, you will be able to complete the BVAS evaluation form on the same day you evaluate the patient.  However, on other occasions, you may require further information before entering some items.  For example, if the patient has new onset of stridor, you would usually ask an ENT colleague to investigate this further to determine whether or not it is due to active WG.  We suggest that you leave such items blank temporarily, but complete them once the information is available. 

	1.  General

	Arthralgia:
	Joint pain without obvious swelling.

	Arthritis:
	Joint inflammation.

	Fever:
	Documented temperature elevation.  The value refers to oral temperatures (38.0ºC).  


	2.  Cutaneous

	Purpura:
	Petechiae (small red spots), palpable purpura, or ecchymoses (large plaques) in skin or oozing (in the absence of trauma) in the mucous membranes.

	Ulcer:
	Open sore in a skin surface.

	*Gangrene:
	Extensive tissue necrosis (e.g., digit).  Gangrene refers not to superficial infarction (e.g., a nailbed infarct), but rather to severe ischemia affecting the viability of a substantial portion of tissue, such as an entire fingertip.

	* If new/worse, this denotes a major item for assessment of flares.


	3.  Mucous Membranes and Eyes

	Mouth ulcers:
	Ulcers localized in the mouth.  Exclude other causes, such as drugs, Crohn's disease, pemphigus, etc.

	Conjunctivitis:
	Inflammation of the conjunctivae (exclude infectious causes).

	Episcleritis:
	Inflammation of the superficial sclera.

	Retro-orbital mass/ Proptosis:
	Protrusion of the eye caused by an inflammatory mass behind the globe.  This may be associated with diplopia due to infiltration of extra-ocular muscles.

	Uveitis:
	Inflammation of the uveal tract (iris, ciliary body, choroid) confirmed by ophthalmologist.

	*Scleritis
	Inflammation of the deep sclera (specialist opinion usually required).

	*Retinal exudates:
	Any area of soft retinal exudates (exclude hard exudates) seen on ophthalmoscopic examination.

	*Retinal haemorrhages:
	Any area of retinal hemorrhage seen on ophthalmoscopic examination.

	* If new/worse, this denotes a major item for assessment of flares.


	4. ENT
	

	Bloody nasal discharge:
	Blood stained secretions from the nose, irrespective of severity or frequency, occurring since the last visit.

	Nasal crusting:
	Discharge of large serous or serosanguinous crusts.

	Nasal ulceration:
	Nasal mucosal lesions (not due to trauma).

	Sinus involvement:
	Tenderness or pain over paranasal sinuses or X-ray evidence of sinusitis.  If nasal bridge collapse is observed, this may be recorded separately (in the section for “Other” items).

	Swollen salivary glands
	Tender swelling of one or more major salivary glands not due to an infection, stone, or other non-WG cause. 

	Subglottic inflammation:
	Inspiratory stridor with significant narrowing of subglottic space confirmed by further examination (usually by an ENT specialist).

	Conductive deafness:
	Any hearing loss due to middle ear involvement, preferably confirmed by audiometry.

	*Sensorineural deafness:
	Deafness caused by damage to the auditory nerve or cochlea.

	* If new/worse, this denotes a major item for assessment of flares.


	5. Cardiovascular

	Pericarditis:
	Pericardial pain and/or friction rub on clinical assessment.


	6.  Abdominal
	

	Mesenteric ischemia:
	Defined as severe abdominal pain, bloody diarrhea, gut perforation/
infarction due to WG.

	* If new/worse, this denotes a major item for assessment of flares.


	7.  Chest/Pulmonary
	

	Pleurisy:
	Pleural pain and/or friction rub on clinical assessment or new onset of radiologically confirmed pleural effusion.  Other causes (e.g., infection, cancer) should be excluded.

	Nodules or cavities:
	New lesions, detected by CXR.

	*Tracheobronchial involvement:
	Pseudotumour or ulceration of tracheobronchial tree.  Requires bronchoscopy to exclude tumor or infection.

	*Alveolar haemorrhage:
	Major pulmonary bleeding, with shifting pulmonary infiltrates.  Other causes of bleeding should be excluded.

	*Respiratory failure:
	Dyspnea requiring artificial ventilation.

	* If new/worse, this denotes a major item for assessment of flares.


	8.  Renal
	

	*Hematuria: (no RBC casts)
	(1+ on urinalysis; (10 rbc/hpf.  Infection should be excluded.

	*RBC casts 
	The appearance of RBC casts in the urinary sediment.

	Rise in creatinine > 30% or creatinine clearance fall > 25%:
	Deterioration in renal function that is attributable to active WG and meets these criteria.

	* If new/worse, this denotes a major item for assessment of flares.


	9.  Nervous System

	*Meningitis:
	Severe headache +/- neck stiffness, ascribed to inflammatory meningitis after the exclusion of infection, bleeding, and other causes.

	*Stroke:
	Cerebrovascular accident resulting in focal neurological signs such as paresis, weakness, etc.

	*Cord lesion:
	Transverse myelitis with extremity weakness or sensory loss.

	*Cranial nerve palsy:
	Isolated acute cranial nerve palsy (excluding sensorineural hearing loss, which is listed in ENT).

	*Sensory Peripheral neuropathy:
	Neuropathy resulting in glove and/or stocking distribution of sensory loss.  Other causes should be excluded (e.g., idiopathic, metabolic, vitamin deficiencies, infectious, toxic, hereditary).

	*Motor mononeuritis multiplex:
	Neuritis of named peripheral nerve, only scored if motor involvement.  On EMG/NCV evaluation, multiple nerve dysfunction may be documented, but clinical involvement of only one named nerve is required to score this item.  Other causes should be excluded (diabetes, sarcoidosis, carcinoma, amyloidosis).

	* If new/worse, this denotes a major item for assessment of flares.


	10. Other:


	Significant features attributable to active WG not listed above.  Please provide full details and designate item as Major or Minor items.  Potential “Other” items are listed below.

	If defined as new/worse, this may denote a major or minor item for assessment of flares.


Potential “Other” items:

· Weight loss (>2 kg over 28 day period)

· Seizures

· Genitourinary involvement

· Cardiac valvular lesions

· Cutaneous infarctions (splinter hemorrhages, digital infarcts)

· Pulmonary infiltrates (not due to alveolar hemorrhage, cavity)

· New loss of pulses / threatened loss of limb

· Angina (ischemic cardiac pain secondary to WG)

· Cardiomyopathy

· Pancreatitis

· Aural D/C
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