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iCOMO
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ACTIVIDAD?




iCOMO MEDIR LA ACTIVIDAD?
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¢Qué significa ACTIVIDAD?

Manifestaciones secundarias a la vasculitis
activas (en el diagndstico se recogen todas)
y de intensidad suficiente (intencidn de tratar y/o mayor monitorizacién)

NUEVA/PEOR PERSISTENTES
durante las ultimas 4 semanas que empezaron/empeoraron hace > 42 y < 122 semanas
las ultimas 4 semanas estan activas pero igual o mejor

¢y DANO?

Manifestacion de cualquier causa (vasculitis, tratamiento...)
a partir de debut de la vasculitis (acumulativo)
han estado o estan activas durante > 12 semanas (aungue sea curable)




semanas
12

nueva / peor
persistente

dano




Groningen

BVAS
original

BVAS v2

‘ BVAS / WG




GRONINGEN INDEX

Manifestaciones secundarias a GPA, nuevas y de menos de 12 semanas

Exacerbacion mayor expertos Prednisona 1mg/kg/d + CYC vo 2mg/kg/d

~ decrease of creatinine clearance of more than 30%

s . — orbital pseadotumor
within a period of 3 months or less in combination P

with erythrocyturia — necrotizing sclgit}Sl . .
~ pulmonary infiltrates on chest X-ray in combination — tracheal §t613051s w_;t severe dyspnea

with dyspnea and rising CRP — myocardial infarction dlfe to vascglms‘
— cerebral vasculitis _ acute abdomen or massive gastroinestinal hemorrh-
~ motor and sensory nerve disturbances with rising age due FO vas_culms . .

CRP — progressive disease despite treatment of minor re-
~ cranial nerve palsy with rising CRP lapses with prednisolone 30 mg and cylophos-

phamide 75 mg for at least 2 weeks.

Exacerbacion minor Score >5 Prednisona 0.5mg/kg/d + CYC vo 75mg/d

1. ENT-symptoms 3. Renal symptoms 5. Cardiovascular
— clinical manifestation, e.g. sinusitis, sanguinous na- — more than 15 erythrocytes/h.p.f. on more than — mycardial infarction due to vasculitis 10 points granulomatous inflammation and/or necrotizing
sal discharge, with one occasion in urinary sediment 2 points _ peripheral gangrene 10 points vasculitis at biopsy ) 3 points
a. an appearance of nasal ulceration and/or prolifera- -~ cellular casts on more than one occasion in - {ieve:‘of unknown origin of more than one weeks
tive mass at endoscopy, and urinary sediment 3points ¢ Gasmo-intestinal uration ) )
b. a histologic patiern of granulomatous inflammation — decrease of creatinine clearance of less than _ acute abdomen (intestinal perforation) due to = 3;; (C: and >“38‘0 € rectally ;Wf":’
at biopsy 5 points 39% within a per_'lod of 3 months in combmauon‘ vasculitis 10 points ;créase i;e%l;P)ilevels points
- ‘%dem. but a hislqlogjc pattern of necrotizing ) _ :;lzghgﬁi:‘::me clearance of more lha: PO massive hemorrhage due to vasculitis 10 points >20 mg/l 1 pu'?nls
mﬂamma.n.un without granulomas 3 points 30% within a period of 3 months in combination > 50 mg/l 2 points
— serous otitis and/or otorrhea 2 points with erythrocyturia 10 points 7. Muskuloskeletal ) > 100 mg/l 3 points
- buccal ulceration 1 points — arthralgia (one or more joints) 2 points
~ tracheal stenosis without severe dyspnea 3 px 4. (Central) nervous system and eyes — arthritis (one or more joints) 3 points S , .
_ tracheal stenosis with severe dyspnea _ cerebral vasculitis 10poinis 8, Skin core maximo 137
— mononeuritis multiplex including paresis and — ulceration 2 points
2. Pulmonary symptoms sensory loss 8 points  — purpura 1 points
— pulmonary infiltrates (chest X-ray) 4 poimts — mononeuritis multiplex without paresis 3 points  _ ulceration and/or purpura with histologically
— impending respiratory insufficiency with — cranial nerve palsy 8 points granulomatous inflammation and/or necrotizing
pulmonary infiltrates (chest X-ray) with or — episcleritis or l‘3°‘f’?eal ulceration épo@ms vasculitis 3 points
i i nts — necrotizing scleritis points
without hemoptysis 10 point Z orbital ps egu otumor $poims - Miscellancous . -
_ recurrent dacryocystitis | points  — any manifestation with histologically

Kallenberg CG. Criteria for disease activity in Wegener’s granulomatosis: a requirement for longitudinal clinical studies. APMIS Suppl 1990;19:37-9



Caracteristicas Groningen

Kallenberg
1990

Tipo vasculitis GPA

N2 pacientes é?

Face validity Si

Feasybility Biopsias

Reliability é?

- Inter (reproducible)

- Intra (repetible)

Construct validity é?

- PGA -

- VAI -

- Otros indices -

- PCR -

- Decision tto -

Sensibilidad al -

cambio de estadio
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Lugmani RA,. Disease assessment and management of the vasculitides. Baillieres Clin Rheumatol 1997;11:423-46

Stone JH. A disease-specific activity index for Wegener’s granulomatosis: modification of the Birmingham Vasculitis Activity Score. Arthritis Rheum 2001;44:912-20
Mukhtyar C. Modification and validation of the Birmingham vasculitis activity score (version 3). Ann Rheum Dis 2009;68:1827-32

Suppiah R. A cross-sectional study of the Birmingham Vasculitis Activity Score version 3 in systemic vasculitis. Rheumatology (Oxford). 2011 May;50(5):899-905



VASCULITIS ACTIVITY
INDEX

secundarias a vasculitis
nuevas / peor

ultimas 4 semanas

8 drganos
Ponderacion subjetiva

Olsen TL. Validity and precision of a vasculitis activity
index (VAI). Arthritis and Rheumatism 1992;35: S164.

Whiting-O’Keefe. Validity of a vasculitis activity index for
systemic  necrotizing  vasculitis.  Arthritis Rheum
1999;42:2365-71.

Global assessment: |

Direct organ system measures:

2

3

4

|

For each organ system, assess the degree of ongoing vasculitis and tissue damage. Preexistent

(i.e., older than 4 weeks) damage should not be attributed to active vasculitis and should not be scored. Similarly, clinical findings known
or suspected to be due to another disease process, e.g., infection, should not be counted. See attached guidelines for additional details.

(Absent) (Max)
Cutaneous L L 1 1
0 2 3 4
Peripheral neurologic L L 1 1
0 2 3 4
Central nervous system L L 1 1
0 2 3 4
Renal L L 1 !
0 2 3 4
Pulmonary L L 1 1
0 2 3 4
Cardiac L L 1 !
0 2 3 4
Abdominal vasculitis L L 1 1
0 2 3 4
ENT L | 1 ]
0 2 3 4
Other L L 1 I
0 2 3 4

Maximum Value Guidelines

Ulcerations or =10 lesions of palpable purpura.

Mononeuritis in =4 nerves.

Stroke, cord lesion, ongoing seizures, or meningitis.,

RBC casts, glomerulonephritis on biopsy, or renal
microaneurysms.

Pulmonary infarction, multiple lesions on chest x-ray,
hypoxia, or respiratory failure.

Cardiomyopathy, myocardial infarction, or pericarditis
requiring prednisone.

Mesenteric infarction, microaneurysms, or GI ischemia.

Sinusitis, mastoiditis, or otitis media requiring
hospitalization.

Disease that poses an immediate threat to
organ function.

Indirect measures:  (Include only observations made within the last four weeks.)

Fatigue/malaise/arthralgias 1

0

Westergren ESR:

(0 =0-25 1=26-50, 2=51-75,

Fevers greater than 38°C: (0 = absent, 4 = present)

2

4 =>100)

Patient Name:

Patient ID Number:

Date: Observer:

Diagnosis:

3

4

RN NN

r]=0L_|

(Sum of (Count of A
direct direct
measures) measures)

04 X |
(Count of B

direct

measures)

|

r =0 _|

(Sum of (Count of C
indirect indirect
measures) measures)

)



Caracteristicas Groningen VAI
Kallenberg | Olsen 1992
1990 Whiting-
O’Keefe 1999

Tipo vasculitis GPA Multiples

N2 pacientes é? 74

Face validity Si Si
Feasybility Biopsias Si

Reliability é?
- Inter (reproducible) ICC=0.45
- Intra (repetible)

Construct validity
- PGA R=0.92
- VAI

- Otros indices
- PCR

- Decision tto

Sensibilidad al Si
cambio de estadio

Kallenberg CG. Criteria for disease activity in Wegener’s granulomatosis: a requirement for longitudinal clinical studies. APMIS Suppl 1990;19:37-9
Whiting-O’Keefe. Validity of a vasculitis activity index for systemic necrotizing vasculitis. Arthritis Rheum 1999;42:2365-71

Lugmani RA.. Birmingham Vasculitis Activity Score (BVAS) in systemic necrotizing vasculitis. Q)M 1994;87:671-8

Lugmani RA,. Disease assessment and management of the vasculitides. Baillieres Clin Rheumatol 1997;11:423-46

Stone JH. A disease-specific activity index for Wegener’s granulomatosis: modification of the Birmingham Vasculitis Activity Score. Arthritis Rheum 2001;44:912-20
Mukhtyar C. Modification and validation of the Birmingham vasculitis activity score (version 3). Ann Rheum Dis 2009;68:1827-32

Suppiah R. A cross-sectional study of the Birmingham Vasculitis Activity Score version 3 in systemic vasculitis. Rheumatology (Oxford). 2011 May;50(5):899-905



BVAS original

secundarias a vasculitis
nuevas / peor
ultimas 4 semanas

59 items
(9 6rganos)

Todos ponderados
segun expertos

1. SYSTEMIC
none

malaise

myalgia
arthralgia/arthritis
fever (<38.5°0)
fever (>38.5°C)

wt loss (1-2 kg) within past month
wt loss (> 2 kg) within past month

2. CUTANEQUS

none

infarct

purpura

other skin vasculitis
ulcer

gangrene

multiple digit gangrene

3. MUCOUS MEMBRANES/EYES
none

mouth ulcers

genital ulcers

conjunctivitis

epi/scleritis

uveitis

retinal exudates

retinal haemorrhage

4. ENT,

nil -

nasal discharge/obstruction
sinusitis

_epistaxis

crusting

" aural discharge

otitis media

new deafness
hoarseness/laryngitis
subglottic involvement

] p— — g i —— p— p—

o — i — o f— po—

Pt g p— iy Hoy oy g p—

— et et et bttt e et bt bt b b et et

e bt e bt bt et e et

et it e bt et St b Bt bt

Weighted score

3 (maximum total)

WNRNR=—a a0

6 (maximum total)

A bhNNNO

6 (maximum total)

OO N = = -

(maximum total}

6
0
2
2
4 .
4
y
4
6
2
6

5. CHEST

none

dyspnoea or wheeze
nodules or fibrosis

e e — — —

6 (maximum total)

__uu_ww
obhANNO

pleural effusionfpleurisy

infilrate )

haemoptysisthaemorrhage

massive haemoptysis

6. CARDIOVASCULAR 6 (maximum total)
none L1 o

bruits L1 2

new loss of pulses [ 1 4

aortic incompetence []1 4

pericarditis [ 1 4

new myocardial infarct [ 1 6
CCF/cardiomyopathy [ 1 6

7. ABDOMINAL 9 (maximum total)
none [1 0

abdominal pain [1 3

bloody diarrhoea i1 6

gall bladder perforation L1 9

gut infarction (1 9

pancreatitis (19

8. RENAL 12 (maximum total}
none 0

hypertension (diastolic >90)
proteinuria (>1+ or >0.2 g/24 h)
haematuria {>1+ or >10 rbc/mi)

creatinine 125-249 pmol/l
creatinine 250—499 pmol/l
creatinine > 500 pmol/
rise in creatinine >10%

e e e — —

4

8
8
10
12
12

e it it N b b et et

9. NERVOUS SYSTEM
none

organic confusion/dementia
seizures (not hypertensive)

. stroke

cord lesion
peripheral neuropathy

motor mononeuritis multiplex

Maximum score

— e ——— p—

9 (maximum total)

—— bt bt et et bt
(Y- I - V= IV B V-V e ]

Lugmani RA.. Birmingham Vasculitis Activity Score (BVAS) in systemic necrotizing vasculitis. QJM 1994;87:671-8




Caracteristicas

Tipo vasculitis

N2 pacientes

Face validity
Feasybility

Reliability
- Inter (reproducible)
- Intra (repetible)

Construct validity
- PGA

- VAI

- Otros indices

- PCR

- Decision tto

Sensibilidad al
cambio de estadio

Groningen VAI BVAS
Kallenberg  Olsen 1992 BVAS v2
1990 Whiting- Lugmani
O’Keefe 1999 1994 / 1997
GPA Multiples Multiples
é? 74 213
Si Si Si
Biopsias Si Si
é?
ICC=0.45 Si
- R=0.92 T=0.35
- - T=0.56
- - T=0.29 (Gron.)
- - é?
- Si Si
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Whiting-O’Keefe. Validity of a vasculitis activity index for systemic necrotizing vasculitis. Arthritis Rheum 1999;42:2365-71

Lugmani RA.. Birmingham Vasculitis Activity Score (BVAS) in systemic necrotizing vasculitis. Q)M 1994;87:671-8

Lugmani RA,. Disease assessment and management of the vasculitides. Baillieres Clin Rheumatol 1997;11:423-46

Stone JH. A disease-specific activity index for Wegener’s granulomatosis: modification of the Birmingham Vasculitis Activity Score. Arthritis Rheum 2001;44:912-20

Mukhtyar C. Modification and validation of the Birmingham vasculitis activity score (version 3). Ann Rheum Dis 2009;68:1827-32

Suppiah R. A cross-sectional study of the Birmingham Vasculitis Activity Score version 3 in systemic vasculitis. Rheumatology (Oxford). 2011 May;50(5):899-905



Visit Date [

BVASs2 BVASs1

1 sYSIEMIC PRESENT NEWAVORME
fone [t] 10]
mialane [1] 1}
myalgia [1] 111
arthralgia/arthritis 1] {1}
headache 1] 1t]
fuver (- 38 5°C)® Pt 111
fuver (2 38 5°C)® [2} 121
wi loss (2 2kg) [2) 121
Muximum scofes [2) 131
2 CLUTANBOUS
none (v o]
nfarct i1] 12}
purpura (11 121
other shin vasculitrs 11] [2}
ukar 12} [41
gangrune i3] 161
multiple digit gangrenc 3] [6]
Maxinwm scores 131 [6]
3 MU OUY MEMBRANF %/LYES
non. [of 10]
mouth uluers [1} fi)
pemtal ulcors I1} 1]
wgmicant proptosis 12} [4]
red gye- copunctivitis {1} f1]
red cye- epi/scleniis 11j iz)
blumud visien 121 13)
sudden visual loss [6]

opfithalite opinion 0

no active vaseulshs [o]

uvellss 161

retinal exudates 16}

retinal hacmorrhage 161
Maximum scores [ . (] 16]
4 FNT
noaL o] |0}
nasal obstruction {1] 12]
hloody nasal discharge 121 14]
crushng iz 14]
sinus mvolvement i1} i2]
new deatness 131
hoarsengss/stridor {31] {5]

ENT optiton ¢

no active vasculitis 10}

granulumaltous smusifis [4]

vonductive deatness 3t

swisonineurdl deafines [6t

sty subglotii invollwment |61
Maximum scores 131 16} || 16}

Investigator
& CHESI PRESENT NFW/WORSE
neng 10} |10} o 7
persistent cough 1E) 121 BVAS 2
dyprick.d or wheer 1Y) 12] ve rSIon
hacinoptysisthaemorthage 11] [3]
hest radiolugy performed [
no actrve vascehin (L]
nodules or cavitics 131
pleural effusion/pluarisy [4]
wnfiltrate [4}
massive haemoplysis [61
respiratory faslure l 6}
Maximum scores 131 I61 [6]
6 CARDIOVASCULAR
none 10} [t
brutls (B3 12§
new foss of pulses {4]
new Joss of pulses with
threcatened loss of limb] 4 {
aortw. comprtence | 141
percardial pamirub 12] 131
1schaemic cardiac pam 12} 14]
vongesttve eardide lathure 12} 14]
cardiofogy opimionfiests 0
o active vasculitis 10
penicarditis [4]
mvocardial infuret/angina 161
cardiomyopathy 16]
Maximwn scores (31 161 [|6]
7 ABDOMINAL
k. i2] 131
suvers ehdommal pan 12 131
bicody diarthoca 12] 131
surgical oprmonfteats ]
noe sctive vascubitis 10]
gut perforation mifarct 141
acute panereatihs 191
sl 181 191
8 RFNAI
none [0} L]
hypurtension (dhastol™ 95) 111 [4]
rotemur (1420 2g/24h) 2 [4] e o s
:at'maturghbhh%::fml) Es} 161 Inicio (66 ltemS)
. L] 7
Seguimiento (62 items)
nsc i ureatinme >30%% or fall o
creatimine clearance->25% {6}
Mazimmm scores 16) [12}
non. (L] iel
orgamc confusion'dement 111 131
sutzares(not hypertensm &) 24
stroke 13] 199
word leston 131 12
sersory penphl neuropath 13] |61
cramial nerve palsy 131 |61
mator mononwunt multipl 191
Maxhnum scorey 161 Lz
10. OL1HIIMR L -
Describe -

MANIMUM
FOH AL SLORE

Lugmani RA,. Disease assessment and management of the
vasculitides. Baillieres Clin Rheumatol 1997;11:423-46



Groningen
(1990)

VAI
(1992)

BVAS / WG
(2001)

Simplificar
(actividad persistente)

BVAS
(1994)

Persistente

BVAS v2
(1997)

BVAS v3
(2003)




Is this the patient’s first assessment? vyqq [ No [
None Active None Active
disease disease
BVAS v3 (2003) 1. Geljeral O 6. Cardiovascular I |
Myalgia O ||Loss of pulses O
Arthralgia / arthritis O Valvular heart disease O
Fever 238° C O |Pericarditis O
secundario a vasculitis (56 items) oA b R2ED O |#isshenniic naias pa -
2. Cutaneous O ¢ Cardiomyopathy |
Infarct [N | #Congestive cardiac failure O
Purpura O 7. Abdominal |
Ulcer a Peritonitis O
#Gangrene O Bloody diarrhoea |
Other skin vasculitis O #Ischaemic abdominal pain O
3.Iﬂgl;§:us membranes 0O 8. Renal 0O
Mouth ulcers [ | Hypertension O
Genital ulcers O Proteinuria >1+ |
. o ge . . <z Adnexal inflammation [q #Haematuria 210 RBCs/hpf O
Slmpllflca recoglda |nf0rmaC|On . Significant proptosis | Creatinine 125-249p/L(1.41-2.82mg/dl)* O
Scleritis / Episcleritis O Creatinine 250-499 p/L(2.83-5.64mg/dl)* O
Conjunctivitis / Blepharitis / Keratitis 3 #Creatinine 2500 p/L (25.66mg/dI)* O
\/l nicio / Segu imiento Blurred Vi_5i°“ O | #Rise in serum creatinine >30% or fall 0O
Sudden visual loss [d in creatinine clearance >25%
\/Activas = nuevas o pe rsistentes Uveitis [0 | *Can only be scored on the first assessment
‘/ . . #Retinal changes (vasculitis / 9. Nervous system O
Casilla (solo todo persistente) thrombosis / exudate / O | Headache O
haemorrhage) Meningitis O
4. ENT O Organic confusion O
Bloody nasal discharge / crusts / [ Seizures (not hypertensive) a
ulcers / granulomata ¢ Cerebrovascular accident O
Paranasal sinus involvement | #Spinal cord lesion O
Subglottic stenosis O ¢Cranial nerve palsy [
Conductive hearing loss | Sensory peripheral neuropathy O
#Sensorineural hearing loss I | #Mononeuritis multiplex O
5. Chest O
Wheeze | 10. Other |
Nodules or cavities O a. O
Pleural effusion / pleurisy O b. O
Infiltrate [ C. M|
Endobronchial involvement [ d. 1
#Massive haemoptysis / alveolar I PERSISTENT DISEASE ONLY:
haemorrhage (Tick here if all the abnormalities are due D
#Respiratory failure O to persistent disease)

Mukhtyar C. Modification and validation of the Birmingham vasculitis activity score (version 3). Ann Rheum Dis 2009;68:1827-32
Suppiah R. A cross-sectional study of the Birmingham Vasculitis Activity Score version 3 in systemic vasculitis. Rheumatology. 2011 May;50(5):899-905



€ < C [) wwwepsnetworkcouk/BVAS/bvas_flowhtml

Birmingham Vasculitis Activity Score - version 3

This BVAS calculator is presented by EPS Research Ltd, providers of Evaluelogix software for rheumatology. More calculator detalls + terms of yse.

Tick the boxes only if abnormality represents active disease. If all the abnormalities are due to persistent disease (activity which
is not new or worse in the past 4 weeks), tick the box at the bottom right hand corner to indicate Persistent Disease Only.

Name: | Date of birth: | Reference / 10:
Assessor: | | Date of assessment: |

s this the first visit? Yes:L No:¥', The answer influences Renal scores,

None apply None apply v None apply | [None apply | [None apply | [None apply | | None apply ¥ | | None apply ¢
Myalgia (] |Infarct () | [None apply | | Bloody nasal discharge / Wheeze U] [Loss of pulses L] | |Peritonitis U| [Hypertension /| [Headache 0
Atthralgia/Athdts O | |Purpura 0 | |Mouth uleers U | {crusts / ulcers / 1 |Nodules or cavities (| [Valvular heart disease ) | |Bloody diarthoea 0| | Proteinuria >14 7| | Meningitis 0]
Fever >38C 0 | |uleer () | | Genital ulcers 0| [oranulomata Pleural effusion / pleurisy [ | |Pericarditis O | |tschaemic bdominal .| | Haematuria >10 tbof | | Organic confusin
Weight loss >2 kg Gangrene () | |Adnexal inflammation () r‘v';‘"'““"“‘ | |Inftrate 0| {1schaemic cardiac pain | [pain Creatinine 125249 | |Selaures 0
Otherskin vasculiis () | |Significant proptogis (| |Invlvement Endobronchial - | | Cardiomyopathy 0 pmal/L | [stroke B
Sdlerts | Episceris ()| |Subslotticstenosis L o omnt | | congestive cardiac falure Creatinine 250499 | | cod eson B
Conjunctivts / | [Conductve deafns ) | g haemaptyss/ umolL cwblsenpiy. B
blepharits / keratids - | |Sensorineural hearing - | | alveolar haemorthage Creatnine 5500 im0l 0| | ynerr eriphera
Blurred vision 0 | Lloss Respiratory failure 0 Rise in creatinine >30% neuropathy d
Sudden visual loss 0 or creatinine dearance U |yoror nononauritic
Ly . ;:(I;T;zs:;e creatinine Ble .
Retinal changes *
(vasculitis ;?hrombosisj 0 bands are tobeu;iged
exudates / haemorrhage) only on the first vist.

i !

Clear the form -



Disease Status

BVAS items

Old BVAS

BVAS (V. 3)

Remission

New/worse items:
None

Persistent items:
None

BVAS.1=0
BVAS.2=0

BVAS new/worse
BVAS persistent=0

0

Active Disease,
No persistent
items

New/worse

items: Malaise
Myalgia
Arthralgia/arthritis
Headache/meningitis
Fever > 38.5°C
Weight loss = 2kg
Nasal obstruction
Bloody nasal discharge
Nasal crusting
Persistent cough
Infiltrate

Proteinuria

Haematuria

Creatinine 125-249umol/L
Rise in creatinine >30%
Persistent items:

None

BVAS.1=27
BVAS.2=0

BVAS new/worse
BVAS persistent=0

29

Persistent
Disease, No
new/worse

items

New/worse

items: None
Persistent items:
Arthralgia/arthritis
Other skin vasculitis
Pericardial pain/rub

BVAS.1=0
BVAS.2=5

BVAS new/worse
BVAS persistent =3
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8. Renal 12 6
. 4 |1
Hypertension
Proteinuria 42
6 3
Haematuria
. . 4 [*
Creatinine 125-249
. . 3 ¥
Creatinine = 500
Rise in creatinine> [0 [

30% or creatinine
clearance fall > 25%

Persistent
Disease, 1 new
item

New/worse
items: Stroke

Persistent
items: Fever 2
38.5°C

Weight loss = 2kg

BVAS.1=9
BVAS.2=5

BVAS new/worse
BVAS persistent=0
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Caracteristicas

Tipo vasculitis

N2 pacientes

Face validity
Feasybility

Reliability
- Inter (reproducible)
- Intra (repetible)

Construct validity
- PGA

- VAI

- Otros indices

- PCR

- Decision tto

Sensibilidad al
cambio de estadio

Groningen VAI BVAS BVAS v3
Kallenberg  Olsen 1992 BVAS v2 Mukhtyar Suppiah
1990 Whiting- Lugmani 2009 2011
O’Keefe 1999 1994 / 1997
GPA Multiples Multiples Multiples Multiples
(no Horton)
é? 74 213 313 238
Si Si Si Si Si
Biopsias Si Si Si Si
é?
- ICC=0.45 Si ICC =0.96 ICC=0.99
- - - ICC =0.96
- R=0.92 T=0.35 R=0.91 R=0.85
- - T=0.56 R=0.88 R=0.82
- - T=0.29 (Gron.) | R=0.94(s1) 0.6 (s2) VDI=-0.1
- - é? R=0.43 R=0.18
- - - R=0.66 R=0.54
- Si Si Si -

Kallenberg CG. Criteria for disease activity in Wegener’s granulomatosis: a requirement for longitudinal clinical studies. APMIS Suppl 1990;19:37-9
Whiting-O’Keefe. Validity of a vasculitis activity index for systemic necrotizing vasculitis. Arthritis Rheum 1999;42:2365-71

Lugmani RA.. Birmingham Vasculitis Activity Score (BVAS) in systemic necrotizing vasculitis. Q)M 1994;87:671-8

Lugmani RA,. Disease assessment and management of the vasculitides. Baillieres Clin Rheumatol 1997;11:423-46

Stone JH. A disease-specific activity index for Wegener’s granulomatosis: modification of the Birmingham Vasculitis Activity Score. Arthritis Rheum 2001;44:912-20

Mukhtyar C. Modification and validation of the Birmingham vasculitis activity score (version 3). Ann Rheum Dis 2009;68:1827-32
Suppiah R. A cross-sectional study of the Birmingham Vasculitis Activity Score version 3 in systemic vasculitis. Rheumatology (Oxford). 2011 May;50(5):899-905



____________________________ Persistent New/Worse Nome | _____________ ___ Persistent New/Worse None
6. GENERAL /_\.1 13. RENAL FAN .
a. arthralgia/arthritis D, Oz a. hematuria (no RBC casts) D, 02
b.fever(2380°C) O o, (21+or 210 RBC/hp) BVAS / WG(G PA)
7. CUTANEOUS A, b. * RBC casts G, O,
a. purpura Dl @) ¢. * rise in creatinine >30% or Oz
b. skin ulcer Dl 02 fall in creatinine clearance >25%
. 2 . ’
_ c.*gangreme 0O o, Note: If both hematuria and RBC casts are present, Secundarlo a GPA (34 Items)
[ ————— Iy the RBC casts (the major item). .
8.[MUCOUS MEMBRANES/EYES A O e o e e ey, . -
a. mouth ulcers Dl C)2 Y 14. NERVOUS SYSTEM AN nuevas o pe rsi Ste ntes
b. conjunctivitis/episcleritis O ‘ a. * meningitis 0 O *
¢. retro-orbital mass/proptosis & Oz b. * cord lesion Oj m ayo res (X3 ) y menores (X 1 )
d. uveitis () Q, ‘ c. * stroke O,
¢. * scleritis () O, ‘ d. * cranial nerve palsy G,
f. * retinal exudates/hemorrhage ) O, \ e. * sensory peripheral neuropathy o2
9. EAR, NOSE & THROAT AL |t metrmenoncuritismukiplex O,
a. bloody nasal discharge/nasal 0, O, | | 15. OTHER A,
crusting/ulcer (describe all items and * items deemed major)
b. sinus invelvement [:Il O2
c. swollen salivary gland D} 02 Dl @)
d. subglottic inflammation 0 02 2
e. conductive deafness g O, ]} 0,
f. * sensorineural deafness [:jl O A
10. CARDIOVASCULAR A, 0 O,
a. pericarditis Dl _ O2 _
11. GASTROINTESTINAL Al ___________ . '_‘_________'__'____:___?L_________O_Z __________
~ a * mesentericischemia [ ¢ o, 16. TOTAL NUMBER OF ITEMS:
12. PULMONARY Al
a. pleurisy G, O, a. b, c. 3 d. 1
b. nedules or cavities 0, X3 x1 X X 1.
c. other infiltrate secondary to WG H,' o | | | | Maximo 68
d. endobronchial involvement ul @) Major Minor Major Minor ; .
e. * alveolar hemorrhage Oi New/Worse New/Worse Persistent Persistent -64 pre determinados
f. * respiratory failure D; O
: - 1 otro mayor (x3)
DETERMINING DISEASE STATUS: 17. CURRENT DISEASE STATUS (check only one): 1 t 1
Severe Disease/Flare: > 1 new/worse Major item. Severe Disease/Flare C » - 1 otro menor (X )
Limited Disease/Flare: = 1 new/worse Minor item, Limited Disease/Flare ()
Persistent Disease: Continued (but not new/worse) activity. Persistent Disease ' D ec i S i ones
Remission: No active disease, including either new/worse or Remission ()
persistent items. t era p é Ut i cas

18. PHYSICIAN’S GLOBAL ASSESSMENT (PGA)
Mark line to indicate the amount of WG disease activity (not including longstanding damage) within the previous 28 days:

Remission | i Maximum activity

0 10

19. Valueinitem #18: _ _ _ (distance from 0 to tick mark in millimeters)
mm

i Stone JH. A disease-specific activity index for
20. DATEFORMREVIEWED: - = - 23. CLINIC COORDINATORID: Wegener’s granulomatosis: modification of the

day month ;ar

21. STUDY PHYSICIANID: 24, CLINIC COORDINATOR SIGNATURE: Birmingham Vasculitis Activity Score. Arthritis Rheum
22. STUDY PHYSICIAN SIGNATURE: 2001;44:912-20.




Caracteristicas

Tipo vasculitis

N2 pacientes

Face validity
Feasybility

Reliability
- Inter (reproducible)
- Intra (repetible)

Construct validity
- PGA

- VAI

- Otros indices

- PCR

- Decision tto

Sensibilidad al
cambio de estadio
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UTILIDAD del BVAS

Estandarizar en los ensayos / practica clinica

Informacidn prondstica (al igual que el FFS)

D o
— BVASZ 10 i 11
_‘_l—_‘_‘_l_H_l_‘_‘ :_l £J
) \\—|—L‘_L\_'I'L BVAS > 10 and & 20
- il
o
l Ll_‘ BVAS > 20 and € 30
‘ BVAS = 30
S BVAS
A -
0 20 40 60 80 100 120 140 160 180 200 220 _
Months of follow-up D‘r '
0 1 2 3 4 5 6 7 8 9 10

Years from randomisation

Merkel PA. Current status of outcome measures in vasculitis: focus on Wegener's granulomatosis and microscopic polyangiitis. JRheumatol. 2005 32:2488-95
Hellmich B, EULAR recommendations for conducting clinical studies and/or clinical trials in systemic vasculitis. Ann Rheum Dis. 2007 May;66(5):605-17
Gayraud M. Long-term followup of polyarteritis nodosa, microscopic polyangiitis, and Churg-Strauss syndrome:. Arthritis Rheum. 2001 Mar;44(3):666-75
Flossmann O. Long-term patient survival in ANCA-associated vasculitis. Ann Rheum Dis. 2011 Mar;70(3):488-94



UTILIDAD del BVAS

Decision terapéutica inicial / recidiva

Early systemic
Limitada
BVAS = menores
FFS=0

Generalizada
Severa
BVAS = mayores (o0 > 3)
FFS >1

Induction of Remission

C

No organ threatening
involvement

Consider
MTX/MMF

H CYC+ GC

RTX + GC u

Disease control
“on drug” remission

Maintenance

Vital organ/life threatening
Creat>500umeol/L

)

~

e

Switch to AZA or MTX Continue RTX
Taper GC or Taper GC
N
X y
Taper AZA or MTX J [ Stop RTX
/

Ntatsaki E. BSR and BHPR guideline for the management of adults with ANCA-associated vasculitis. Rheumatology (Oxford). 2014 Apr 11.

“off drug” remission

add PLEX



UTILIDAD del BVAS

Definir estadios evolutivos de la vasculitis

Remision: ausencia completa de actividad = BVAS 0
Respuesta: descenso del BVAS >50% y ausencia de nuevas manifestaciones
Refractario: BVAS igual o mayor tras 4 semanas de tratamiento estandar, o

falta respuesta, descenso del BVAS <50% tras 6 semanas de tratamiento, o

cronicidad, BVAS con > 1 item mayor o = 3 menores tras > 12 sem de tto.
Baja actividad: Persistencia de sintomas menores que responden a dosis bajas de CS.

Recidiva: Reaparicidn o nuevo sintoma atribuible a la vasculitis (mayor o menor)

Determinar la eficacia del tratamiento durante evolucion

Merkel PA. Current status of outcome measures in vasculitis: focus on Wegener's granulomatosis and microscopic polyangiitis. JRheumatol. 2005 32:2488-95
Hellmich B, EULAR recommendations for conducting clinical studies and/or clinical trials in systemic vasculitis. Ann Rheum Dis. 2007 May;66(5):605-17
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