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Table 1 Demographic data for analysis
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Table 2 Inclusion criteria and exclusion criteria for patient
recruitments based on the classification criteria

Table 3 Inclusion criteria and exclusion criteria of patients
recruitment based on the diagnostic criteria
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Recruit Patients
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and
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2
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Validation Cohort
520 patients
520 controls

Development Cohort
520 patients
520 controls

Figure 1 The method to propose classification and definition criteria.

Table 4 Numbers of patient recruitments for this study of vasculitis
and controls from EU, USA and Japan Table 5 Research organization of Japanese study group
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Table 6 Japanese facilities involving this study
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Figure 2 Proposed schema for primary systemic vasculitis.

Table 7 Explanation of terminology used for naming, defining, and diagnosing diseases

CHcc Table 1. Explanation of terminology used for naming, defining,
'qq4 classifying, and diagnosing diseases
Term Explanation Example
Diagnostic The name of a Wegener’s granulomatosis
term disease
Definition of  Abnormalities in Granulomatous inflammation
disease a patient that involving the respiratory
warrant tract and necrotizing
assignment of vasculitis affecting small to
P the diagnostic medium-sized vessels (e.g.,
a)fn’% ;i term capillaries, venules, -

arterioles, and arteries)
Classification Observations that Two or more of the following

teria classify a criteria: 1) nasal or oral
b)#%a’wﬁ - patient into a inflammation, 2) chest

standardized radiograph showing
category for nodules, fixed infiltrates, or
study cavities, 3) hematuria or

red cell casts in urine
sediment, 4) granulomatous
inflammation on biopsy

C)ﬁ'ﬁ&ﬁ (ACR Committee criteria

&))]
Diagnostic Observations that Not yet documented. This
criteria demonstrate or would need to be

confidently determined by analysis of
predict the larger numbers of patients
presence of the in whom the defining

d)$ﬁ£¢ defining features are unequivocally
features of the present
disease in a
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The international meeting of Europe League Against Rheumatism (EULAR) and the American College of Rheuma-
tology (ACR) that was held in 2008 in Zurich endorsed points to consider in the classification, definition and diagnosis of
systemic vasculitides. Many discussions and arguments occurred in the meeting and also in the mailing systems, especial-
ly concerning ACR classification criteria (1990) and the definition criteria of the Chapel Hill Conference (1994). A large
number of papers written on criteria and diagnostic tools were reviewed and classified by validation levels. Many condi-
tions of vasculitis and vasculopathy were discussed in the classification tree, which clearly demonstrated the classification
and relationship. Plans for a new prospective study were proposed and Japanese patients with systemic vasculitis will be
recruited. It is of great importance to investigate Japanese patients among patients from other countries, since the incidence
of vasculitis is quite different in Japan and in countries in Europe and USA. (J Jpn Coll Angiol, 2011, 51: 73-77)
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