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Introduction
It is widely accepted that to capture the totality of the 
effect of a disease on a patient, three aspects of the 
disease must be assessed: 8,9

a.  disease activity, which is potentially reversible 
 with treatment

b.  disease damage, which is irreversible, and can 
 remain the same or increase in time

c.  the patient’s perception of the symptoms of the 
 disease  

The assessment of both disease activity and disease 
damage is therefore fundamental for the care of 
patients with chronic diseases to optimize therapy and 
the long-term prognosis.  

Symptom scores
Symptom scores may yield different outcomes 
depending on whether they are used by the physician 
or by the patient.10  In general, symptom scores from 
patients depend at least on:

a.  activity of the disease

b.  damage caused by the disease

c.  psychological coping capacity of the patient

d.  the patient's ability to translate the perception of 
 the severity of the symptoms into an answer to the 
 question of the scoring system

Scores for symptoms, whether as perceived by 
doctors or by patients, overlap not only with quality 
of life scores but also with scores for disease activity 
and damage. This property has made them popular 
as outcome measures despite or just because of the 
fact that they measure a complex mixture of various 
aspects of diseases and the patient's or doctor's 
perception. 
 There is no evidence to date that improvement 

Disease activity, disease 
damage and symptom 
scores

17

on symptoms scores also improves disease activity or 
prevents damage by the disease. Symptom scores are 
therefore only optimal primary outcome parameters 
for purely symptomatic treatment trials, and as long as 
they are designed from the patient's perspective. 

Definition of disease activity and disease damage
The course of many chronic diseases, including 
Sjögren’s syndrome, is characterized by periods of 
disease activity (flares) and disease inactivity. Flares 
show variable resolutions or may persist. It is important 
to distinguish disease activity from damage as activity 
may be reversible while damage is permanent 
(irreversible). Relevant outcome scores in clinical 
studies are therefore a decrease in disease activity, 
prevention of additional damage, and improvement in
symptoms and quality of life as perceived by the 
patient (figure 17.1).
 Disease activity may be defined as actual changes 
in anatomy, physiology, or function causing symptoms 
and/or future damage that are reversible with 
treatment.8  Activity scores may measure separate 
disease manifestations such as pain and fatigue (see 
chapter on fatigue) or measure all possible features 
that can be attributed to disease activity as a single 
score.
 Disease damage may be defined as irreversible 

Disease damage is irreversible 

Disease-modifying drugs prevent damage via 
effects on various pathogenic mechanisms of active 
clinical and/or subclinical disease. However, drug 
intervention cannot improve existing damage 
as this is irreversible. If a new drug were able to 
heal a previously irreversible lesion, this type of 
damage should not be classified as disease damage 
anymore but as disease activity.  

The difference, therefore, between disease activity 
and disease damage is based on the efficacy of 
present treatments. 
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changes in anatomy, physiology, or function 
accumulated since the onset of the disease, from the 
disease itself, comorbid conditions or as a result of 
therapy.8
 In these definitions, disease damage that has been 
effectively treated by removal (e.g. resection of a 
parotid gland) should still count as damage. If a new 
drug were able to heal a previously irreversible lesion, 
this type of damage should not be classified as disease 
damage anymore but as disease activity.
 Damage is usually considered to be the result 
of active disease and the absence of active disease 
is usually considered not to cause organ damage. 
However, organ damage may occur even when the 
disease is clinically inactive and without symptoms. This 
was clearly shown in patients with inactive rheumatoid 
arthritis in whom subclinical arthritis was detected 
by imaging techniques explaining their structural 
deterioration despite the clinical remission.11 This kind 
of silent tissue damage occurs in many other chronic 
diseases such as in sarcoidosis (interstitial pneumonia 
with lung fibrosis), systemic lupus erythematosus with 
antiphospholipid syndrome (premature cardiovascular 

Figure 17.1 Schematic representation of the relationship between disease activity, disease damage, symptoms 
and prognosis including quality of life (QoL). Symptoms result from a complex interaction between active 
disease, disease damage and patient properties. Symptom scores are therefore only optimal primary outcome 
parameters for purely symptomatic treatment trials.

disease), cardiomyopathies, atherosclerosis, various 
malignancies, Sjögren’s syndrome (e.g. sensory 
polyneuropathy) and many others.

A lot of work has been done to develop a damage scoring 
system for diseases characterized by systemic vasculitis 
such as Wegener’s granulomatosis. These diseases are 
characterized by severe disease activity and severe 
disease damage that are affected in a completely 
different way by various drugs. Consequently, these 
diseases are usually treated with combinations of 
drugs. The Vasculitis Damage Index (VDI) deals with 
features which have occurred since the onset of 
vasculitis regardless of whether they are attributable to 
vasculitis or not.12 Examples of other chronic diseases 
for which separate scoring systems are used for disease 
activity and disease damage are rheumatoid arthritis, 
systemic lupus erythematosus,  dermatomyositis, 
chronic liver disease, systemic sclerosis and Crohn's 
disease.13-21
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DISEASE ACTIVITY

Two research groups have developed measurements 
for disease activity and disease damage: the group 
of Bowman in the UK and the group of Vitali in Italy 
(table 17.1). The approach of both groups was more or 
less similar. In general, the selection of collected data 
by Bowman’s group seems to be based on a broader 
and more international consensus. Vitali's scales 
seem more simple and easier to use as compared 
to the very extensive scores proposed by the British 
group. The results of both groups are mainly based 
on expert opinions and so-called training samples. 
Vitali's and Bowman's disease activity scores are given 
in an appendix to this chapter (tables 17.7 and 17.8).  
They are likely to be replaced now by the new ESSDAI 
scoring system.

ESSDAI
Recently, the EULAR (European League Against 
Rheumatism) published the ESSDAI (EULAR Sjögren's 
Syndrome Disease Activity Index).7 The ESSDAI is a 
consensus systemic disease activity index developed 
by 39 Sjögren’s syndrome experts, including Bowman 
and Vitali, who participated in an international 
collaboration.  
 Twelve organ-specifi c so-called domains contribut-Twelve organ-specific so-called domains contribut-
ing to disease activity were identified (see table 17.2).   
For each domain, features of disease activity were 
classified in 3 or 4 levels according to their severity. 
Data from 96 patients with systemic complications of 
primary Sjögren’s syndrome were used to generate 
702 realistic vignettes for which all possible systemic 
complications were represented. Using the 0-10 
physician global assessment (PhGA) scale, each expert 
scored the disease activity of 5 patient profiles and 
20 realistic vignettes. Multiple regression modelling, 
with PhGA used as the dependent variable, was used 
to estimate the weight of each domain. The domains 
were, with the weight and maximal activity level within 
parentheses: constitutional (3; 2), lymphadenopathy 
(4; 3), glandular (2; 2), articular (2; 3), cutaneous (3; 
3), pulmonary (5; 3), renal (5; 3), muscular (6; 3), 
peripheral nervous system (5; 3), central nervous 
system (5; 3), hematological (2; 3) and biological (1; 2).
 All 12 domains were significantly associated with 
disease activity in the multivariate model, domain 
weights ranged from 1 to 6. The ESSDAI scores 
varied from 2 to 47 and were significantly correlated 
with PhGA for both real patient profiles and realistic 
vignettes. 
 The authors appreciated that a systemic index needs 
to distinguish between disease activity (reversible) 

and disease damage (irreversible). The most frequent 
approach to avoid scoring disease damage as disease 
activity, is to consider manifestations as active only if 
“new” or “worsening.” Under these scoring systems, 
when patients are evaluated at two time points, 
a persistent manifestation will not be rated at the 
second time point, which may cause an erroneous 
interpretation of improvement even though the 
patient’s condition has not changed. To avoid this, 
all ESSDAI items were defined without reference to a 
previous assessment, but with an advice not to rate as 
active stable long-lasting features related to damage. 

Conclusion
The ESSDAI is a clinical index designed to measure 
disease activity in patients with primary Sjögren’s 
syndrome. Further studies are needed to assess the 
reliability and sensitivity to change of the ESSDAI. 
Once validated, if uniformly applied, the ESSDAI might 
enable comparison between studies and facilitate 
clinical research into primary Sjögren’s syndrome. 

2. PATIENT REPORTED SYMPTOMS INDEX

According to the authors of the ESSDAI paper, a 
second index currently in development by EULAR is  a 
patient-administered questionnaire to assess patient 
symptoms, the EULAR Sjögren’s Syndrome Patient 
Reported Index (ESSPRI).7 The authors conclude that 
after its development, the use of both the ESSDAI 
and ESSPRI for outcome assessment in randomized 
controlled trials should allow for assessing all facets of 
the disease. 
 This conclusion, however, does not address the 
fact that disease damage may occur without apparent 
disease activity, and that disease activity may or may 
not result in disease damage.  Therefore, separate 
scores for disease damage are necessary as well. 

Table 17.1 Disease activity and damage scores

first author, year  measurement              patients (n)
   
Bowman 2004 1  fatigue, discomfort  104
Bowman 2007 3  disease activity  104
Vitali 2007 5  disease activity  206
Vitali 2007 5  disease damage  206
Barry 2008 4  disease damage  104
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Table 17.2 The EULAR Sjögren’s Syndrome Disease Activity Index (ESSDAI): Domain and item definitions 
and weights
 

Domain [Weight] Activity 
level

Description

Constitutional [3]
Exclusion of fever of
infectious origin and
voluntary weight loss

No=0
Low=1

Moderate=2

Absence of the following symptoms
Mild or intermittent fever (37.5°-38.5°C) / night sweats and/or involuntary weight loss of 5 
to 10% of body weight
Severe fever (>38.5°C) / night sweats and/or involuntary weight loss of >10% of body 
weight

Lymphadenopathy [4]
Exclusion of infection

No=0
Low=1
Moderate=2

High=3

Absence of the following features
Lymphadenopathy ≥ 1 cm in any nodal region or ≥ 2 cm in inguinal region
Lymphadenopathy ≥ 2 cm in any nodal region or ≥ 3 cm in inguinal region, and/or spleno-
megaly (clinically palpable or assessed by imaging)
Current malignant B-cell proliferative disorder

Glandular [2]
Exclusion of stone or
infection

No=0
Low=1

Moderate=2

Absence of glandular swelling
Small glandular swelling with enlarged parotid (≤ 3 cm), or limited submandibular or 
lachrymal swelling
Major glandular swelling with enlarged parotid (> 3 cm), or important submandibular or 
lachrymal swelling

Articular [2]
Exclusion of osteoarthritis

No=0
Low=1
Moderate=2
High=3

Absence of currently active articular involvement
Arthralgias in hands, wrists, ankles and feet accompanied by morning stiffness (>30 min)
1 to 5 (of 28 total count) synovitis
≥ 6 (of 28 total count) synovitis

Cutaneous [3]
Rate as “No activity” 
stable long-lasting 
features related to 
damage

No=0
Low=1
Moderate=2

High=3

Absence of currently active cutaneous involvement
Erythema multiforma
Limited cutaneous vasculitis, including urticarial vasculitis, or purpura limited to feet and 
ankle, or subacute cutaneous lupus
Diffuse cutaneous vasculitis, including urticarial vasculitis, or diffuse purpura, or ulcers 
related to vasculitis

Pulmonary [5]
Rate as “No activity” stable 
long-lasting features 
related to damage, or 
respiratory involvement 
not related to the disease 
(tobacco use etc.)

No=0
Low=1

Moderate=2

High=3

Absence of currently active pulmonary involvement
Persistent cough or bronchial involvement with no radiographic abnormalities on 
radiography Or radiological or HRCT evidence of interstitial lung disease with: No breathlessness 
and normal lung function test.
Moderately active pulmonary involvement, such as interstitial lung disease shown by 
HRCT with shortness of breath on exercise (NHYA II)
or abnormal lung function tests restricted to: 70% >DLCO≥ 40% or 80%>FVC≥60%
Highly active pulmonary involvement, such as interstitial lung disease shown by HRCT with 
shortness of breath at rest (NHYA III, IV) or with abnormal lung function tests: DLCO< 40% 
or FVC< 60%

Renal [5]
Rate as “No activity” stable 
long-lasting features 
related to damage, and 
renal involvement not 
related to the disease. 
If biopsy has been 
performed, please rate
activity based on
histological features first

No=0

Low=1

Moderate=2

High=3

Absence of currently active renal involvement with proteinuria< 0.5 g/d, no hematuria, no 
leucocyturia, no acidosis, or long-lasting stable proteinuria due to damage
Evidence of mild active renal involvement, limited to tubular acidosis without renal failure or 
glomerular involvement with proteinuria (between 0.5 and 1 g/d) and without hematuria or 
renal failure (GFR ≥60 ml/min)
Moderately active renal involvement, such as tubular acidosis with renal failure (GFR <60 
ml/min) or glomerular involvement with proteinuria between 1 and 1.5 g/d and without 
hematuria or renal failure (GFR ≥60 ml/min) or histological evidence of extra-membranous 
glomerulonephritis or important interstitial lymphoid infiltrate
Highly active renal involvement, such as glomerular involvement with proteinuria >1.5 g/d 
or hematuria or renal failure (GFR <60 ml/min), or histological evidence of proliferative 
glomerulonephritis or cryoglobulinemia related renal involvement
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Table 17.2 (continued) The EULAR Sjögren’s Syndrome Disease Activity Index (ESSDAI): Domain and item 
definitions and weights
 

Domain [Weight] Activity 
level

Description

Muscular [6]
Exclusion of weakness due
to corticosteroids

No=0
Low=1

Moderate=2

High=3

Absence of currently active muscular involvement
Mild active myositis shown by abnormal EMG or biopsy with no weakness and creatine kinase 
(N <CK ≤ 2N)
Moderately active myositis proven by abnormal EMG or biopsy with weakness (maximal 
deficit of 4/5), or elevated creatine kinase (2N<CK ≤4N),
Highly active myositis shown by abnormal EMG or biopsy with weakness (deficit ≤ 3/5) or 
elevated creatine kinase (>4N)

PNS [5]
Rate as “No activity”
stable long-lasting fea-
tures related to damage 
or PNS involvement not 
related to the disease

No=0
Low=1

Moderate=2

High=3

Absence of currently active PNS involvement
Mild active peripheral nervous system involvement, such as pure sensory axonal 
polyneuropathy shown by NCS or trigeminal (V) neuralgia
Moderately active peripheral nervous system involvement shown by NCS, such as axonal 
sensory-motor neuropathy with maximal motor deficit of 4/5, pure sensory neuropathy 
with presence of cryoglobulinemic vasculitis, ganglionopathy with symptoms restricted 
to mild/moderate ataxia, inflammatory demyelinating polyneuropathy (CIDP) with mild 
functional impairment (maximal motor deficit of 4/5 or mild ataxia), Or cranial nerve 
involvement of peripheral origin (except trigeminal (V) neuralgia)
Highly active PNS involvement shown by NCS, such as axonal sensory-motor neuropathy 
with motor deficit ≤3/5, peripheral nerve involvement due to vasculitis (mononeuritis 
multiplex etc.), severe ataxia due to ganglionopathy, inflammatory demyelinating 
polyneuropathy (CIDP) with severe functional impairment: motor deficit ≤3/5 or severe 
ataxia

CNS [5]
Rate as “No activity”
stable long-lasting features 
related to damage or CNS 
involvement not related to 
the disease

No=0
Low=1

High=3

Absence of currently active CNS involvement
Moderately active CNS features, such as cranial nerve involvement of central origin, optic 
neuritis or multiple sclerosis-like syndrome with symptoms restricted to pure sensory 
impairment or proven cognitive impairment
Highly active CNS features, such as cerebral vasculitis with cerebrovascular accident or 
transient ischemic attack, seizures, transverse myelitis, lymphocytic meningitis, multiple 
sclerosis-like syndrome with motor deficit.

Hematological [2]
For anemia, neutropenia,
and thrombopenia, only
auto-immune cytopenia
must be considered

Exclusion of vitamin or 
iron deficiency, drug-
induced cytopenia

No=0
Low=1

Moderate=2

High=3

Absence of auto-immune cytopenia
Cytopenia of auto-immune origin with neutropenia (1000 < neutrophils < 1500/mm3), 
and/or anemia (10 < hemoglobin < 12 g/dl), and /or thrombocytopenia ( 100,000 < 
platelets < 150,000/mm3) Or lymphopenia (500 < lymphocytes < 1000/mm3)
Cytopenia of auto-immune origin with neutropenia (500 ≤ neutrophils ≤ 1000/mm3), and/
or anemia (8 ≤ hemoglobin ≤ 10 g/dl), and/or thrombocytopenia (50,000 ≤ platelets ≤ 
100,000/mm3) Or lymphopenia (≤500/mm3)
Cytopenia of auto-immune origin with neutropenia (neutrophils < 500/mm3), and/or or 
anemia (hemoglobin < 8 g/dl) and/or thrombocytopenia (platelets <50,000/mm3)

Biological [1] No=0
Low=1

Moderate=2

Absence of any of the following biological feature
Clonal component and/or hypocomplementemia (low C4 or C3 or CH50) and/or 
hypergammaglobulinemia or high IgG level between 16 and 20 g/L
Presence of cryoglobulinemia and/or hypergammaglobulinemia or high IgG level > 20 g/L, 
and/or recent onset hypogammaglobulinemia or recent decrease of IgG level (<5 g/L)

CIDP= chronic inflammatory demyelinating polyneuropathy; CK= creatine kinase; CNS= central nervous system; DLCO= diffusing CO capacity; 
EMG= electromyogram; FVC= forced vital capacity; GFR= glomerular filtration rate; Hb= hemoglobin; HRCT= high-resolution computed 
tomography; IgG= immunoglobulin G; NCS= nerve conduction studies; NHYA= New York heart association classification; Plt= platelet; 
PNS=peripheral nervous system;

Calculation of the ESSDAI score

The ESSDAI score is obtained by addition ot the twelve domain scores.7  Each domain score is obtained by 
multiplying the activity level with the domain weight. The maximum theoretical ESSDAI score is 123. The 
highest score in the ESSDAI study was 47.  
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Table 17.3 SSDDI: items of the Sjögren’s Syndrome 
Disease Damage Index (Vitali et al 2)

oral/salivary damage
- salivary flow <1.5 ml/15 min
- loss of teeth
ocular damage
- Schirmer-I test <5 mm in 5 min*
- corneal ulcers, cataracts, chronic blepharitis
neurologic damage
- central nervous system involvement
- peripheral neuropathy
pleuropulmonary damage
- pleural fribrosis or interstitial fibrosis or
   functional damage
renal impairment
- any of: increased serum creatinine,
  reduced glomerular filtration rate, tubular
  acidosis, nephrocalcinosis
lymphoproliferative disease
- any of: B cell lymphoma, multiple myeloma,
  Waldenström’s macroglobulinemia

* should be ≤ 5 mm according to the American-
European criteria

score

1
1

1
1

2
1
2

2

5

3. DISEASE DAMAGE

Damage to organs is irreversible by definition and, 
as outlined before, should be distinguished from 
disease activity. As far as functions of the lacrimal and 
salivary glands are concerned, it has become likely 
from the efficacy of pilocarpine in 50-60% of patients 
with Sjögren’s syndrome, that diminished Schirmer 
and salivary flow tests do not always reflect damage 
but more often diminished function due to blocking 
autoantibodies to the muscarinic M3 receptor (see 
chapter 3). The presence of these tests in damage 
scores, therefore, may be questioned.

The recently developed ESSDAI7 activity score does not 
contain measurements of disease damage.  Therefore, 
the indices as developed in addition to the activity 
scores previously by Vitali and Bowman, are discussed 
here as well. These are the 1. Sjögren’s Syndrome 
Disease Activity Index and the 2. Sjögren’s Clinical 
Activity Index, respectively. 

 

1. Sjögren’s Syndrome Disease Damage Index
Vitali’s Sjögren’s Syndrome Disease Damage Index (SS-
DDI) consists of damage scores to six organ groups, see 
table 17.3.2 Note that the cut-off point of the Schirmer 
test, probably by mistake or typing error, differs from 
that of the American-European criteria (< 5 mm versus  
5 mm). 
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Table 17.6  Sjögren’s Syndrome Damage Index
(Barry et al 4): systemic damage

neurological
- cranial neuropathy
- peripheral neuropathy
- other CNS pathology
- mononeuritis multiplex
renal
- nephrocalcinosis
- renal rubular acidosis
- glomerular filtration rate < 50% predicted
- proteinuria > 3.5 g/24 h
- end stage renal disease
pulmonary
- pleural fibrosis
- pulmonary fibrosis
- pulmonary hypertension
cardiovascular
- cardiomyopathy
gastrointestinal
- chronic pancreatitis
musculoskeletal
- erosive arthropathy
malignancy
- paraproteinemia
- other malignancy
- macroglobulinemia
- cryoglobulinemia
- lymphoma

Table 17.5 Sjögren’s Syndrome Damage Index
(Barry et al 4): oral damage

- caries
- teeth loss
- salivary gland swelling
- unstimulated salivary flow 0 ml/15 min

Table 17.4  Sjögren’s Syndrome Damage Index
(Barry et al 4): ocular damage

- corneal scarring
- Schirmer-I result 0 mm/5 min in both eyes
- tear duct surgery (punctal plugs or cautery)

2. Sjögren’s Syndrome Damage Index
Barry et al developed the Sjögren’s Syndrome Damage 
Index based on previous proposals1,6 and a lengthy 
process of refinement involving both appraisal by 
specialists in the fields of ophthal mology, oral medicine 
and rheumatology, and a comprehensive statistical 
validation.4
 The index provides a three-domain assessment 
of patients: ocular, oral and systemic damage (tables 
17.4-17.6). A score of 1 is allocated to each item and 
no weighting of scores is applied. Interestingly, the 
three domains showed only week correlations and, 
therefore, the authors suggest to consider them as 
three separate rating scales. They accept, however, 
that there may be situations in where a “total damage” 
score may be useful, albeit interpreted with caution.
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Sjögren’s Syndrome Disease Activity Index
Vitali et al developed in addition to the damage index 
the Sjögren’s Syndrome Disease Activity Index (SSDAI).2 
The SSDAI consists of 8 defined items with scores 
ranging between 1 and 4 (see table 17.7).

4. APPENDIX: PREVIOUS SJÖGREN’S SYNDROME DISEASE ACTIVITY INDICES 

Table 17.7 SSDAI: items of the Sjögren’s Syndrome 
Disease Activity Index (Vitali et al 2) 

                                                                           score
constitutional symptoms   
-fever 1
-fatigue 1
-change in fatigue* 1
change in salivary gland swelling* 3
articular symptoms 
- arthritis 1
- evolving arthritis* 1
hematologic features
- leukopenia/lymphopenia (<3.5/<1.0x109/l) 1
- lymph node/spleen enlargement 2
pleurisy or pneumonia 1
     (not due to infection)
change in vasculitis* 3
active renal involvement 2
- any of: proteinuria*, increasing serum
creatinin level above normal, nephritis*
peripheral neuropathy 1
(onset < 6 months)

* new or worsening

Sjögren’s Systemic Clinical Activity Index 
Bowman et al published in 2007 the Sjögren’s 
Systemic Clinical Activity Index (SCAI).3 The index 
measured 11 groups (see table 17.8). It is a very 
detailed questionnaire with about 65 (sub-)items that 
are scored in different ways, varying between scores 
between 0 and 4 (0: absent, 1: improving, 2: same, 3: 
worse; 4: new), yes or no, or with real test results.
 The SCAI measures many features that are not 
independent such as items 26,27,28,29,31,32,33). 
Many others are not related to Sjögren's syndrome 
disease activity. Examples are Raynaud's phenomenon 
and blood pressure (items 13, 33, 34), a positive ANA 
(item 45), and antibodies to anti-SSA/Ro or anti-SSB/
La (items 52 and 53). Paraproteins do no usually 
disappear when the disease becomes inactive. An 
acutely swollen major salivary gland (item 35) is usually 
due to secondary bacterial infection and not directly 
due to active disease. Bacterial parotitis is usually 
accompanied by abnormal items 37,38,43 and 44).
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Table 17.8 SCAI: items of the Sjögren’s Clinical Activity Index 29.01.07 (Bowman et al 3)

1.

2.
3.
4.

5.
6.
7.
8.

9.
10.
11.
12.

13.
14.
15.
16.
17.

18.
19.
20.
21.

22.
23.

24.
25.

26.
27.

fatigue
constitutional
fever
swollen lymph glands/spleen
unintended weight loss > 5%
musculoskeletal
painful joints
early morning stiffness E 30 mins
swollen large joints (arthritis)
swollen small joints (arthritis)
   score separately finger joints, MCP joints,
   wrists, elbows, ankles, feet & toes
generalized polyarthritis
muscle pain
objective weakness
myositis
skin/vasculitis
Raynauds
minor cutaneous vasculitis
major cutaneous vasculitis
mild SCLE
extensive SCLE (>60%/body + 4 limbs)
respiratory
shortness of breath
pleural-pericardial pain
pleural effusion
interstitial lung disease
neurological
sensory neuropathy < 6 months
sensorimotor neuropathy < 6 months
    (or pure motor neuropathy)
cranial sensory/motor neuropathy < 6 months
CNS involvement < 6 months
renal
dipstick proteinuria
24 hr protein
    is proteinuria due to active nephritis

28.
29.
30.
31.
32.
33.
34.

35.

36.
37.
38.
39.
40.
41.
42.
43.
44.

45.
46.

47.
48.
49.
50.
51.
52.
53.
54.
55.

active urinary sediment
active nephritis with 3 months
nephrotic syndrome
serum creatinine
creat clearance/GFR mls/min)
systolic blood pressure
diastolic blood pressure
salivary gland
acutely swollen major salivary gland
haematology/other bloods
haemoglobin g/dl
total white cell count x 109/l
neutrophils x 109/l
lymphocytes x 109/l
platelets x 109/l
evidence of active haemolysis
Coomb's test positive
ESR (mm/hr)
CRP (units)
immunology
ANA
dsDNA
Crithidia pos/neg
C3
C4
IgG g/l
IgA g/l
IgM g/l
anti Ro (pos/neg & titre)
anti-La (pos/neg & titre)
cryoglobulins
paraprotein
ocular test 
Schirmer-I test (abn ≤ 5 mm/5 min)
salivary test
unstimulated salivary flow rate
    (abn ≤ 1.5 mls/15 mins)
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