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Vasculitisek osztalyozasa

Large vessel vasculitis (LVV) * Takayasu arteritis
* Giant cell arteritis
* Polyarteritis nodosa
* Kawasakidisease
A. Anti-neutrophil cytoplasmic antibody (ANCA)-
associated vasculitis
* Microscopic polyangiitis
s Granulomatosis with polyangiitis (We-
gener granulomatosis)
« Eosinophilic granulomatosis with polyan-
giitis (Churg— Strauss syndrome)
B. Immune complex SVV
Anti-glomerular basement membrane
(anti-GBM) disease
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch—Schonlein)
Hypocomplementemic urticarial vasculi-
tis (anti-C1q vasculitis)
Variable vessel vasculitis Behget's disease
Cogan’s syndrome
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary central nervous system
vasculitis
Isolated aortitis
Others
Vasculitis associated with systemic disease Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis
Others
Hepatitis C virus-associated cryoglobu-
linemic vasculitis
Hepatitis B virus-associated vasculitis
Syphilis-associated aortitis
Drug-associated immune complex
vasculitis
Drug-associated ANCA-associated
vasculitis
Cancer-associated vasculitis
Others

Medium vessel vasculitis (MVV)

Small vessel vasculitis (SVV)

Single-organ vasculitis

Vasculitis associated with probable etiology

Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schonlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis

Polyarteritis Nodosa Anti-GBM Disease
KawasakiDisease

———

\—Y—}

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

Granulomatosis with Polyangiitis
(Wegener's)

Eosinophilic Granulomatosis with Polyangiitis

Large Vessel Vasculitis
8 o (Churg-Strauss)

Takayasu Arteritis
Giant Cell Arteritis

2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides J. Watts; Arthritis & Rheumatism



Nagyér-vasculitisek
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Oriassejtes arteritis

Autoimmun szisztémas vasculitis

Aorta, kiindulo nagyerek, kozepes erek (a.temporalis,
a.centralis retinae)

50 eve felett (atlag életkor 70 év)

NOI dominancia

Eszak-Eurépai (skandinav) populacidban a
leggyakoribb

Granulomatosus gyulladas az ér intima-media
hataran (tébbmagvu orisasejtek + CD4 Thi, Th17 sejtek)



CD4+ Th1 sejtek:
Interferon-y
MHC expresszio, antigen-
prezentacio 1
Phagocytosis,
intracellularis ,killing” 1
TNF-q, IL-6
Endothel-aktivacio,
chemokin termelés
Akutfazis-valasz
Macrophag, neutrophil,
NK-sejt aktivalas
Neoangiogenesis
CD4+ Th1l7 sejtek
Neutrophil, macrophag
chemotaxis és aktivacio

LUMEN

Immature ' \
L

Dendritic Cell : r_ g

CD28 kostimulacio

Fever

Lethariy
ACULe Plase (Ractanty

Thrombue

Dinkin M, Curr Treat Opt Neurol 2021



Macrophagok
Interferon-y:
Monocyta-macrophag ill.

(UMAER monocyta-oriasse;jt
atalakulas?

ROS, MMP-2, MMP-9 —
elasztin, egyéb matrix
proteinek lebontasa
PDGF: intima hyperplasia
VEGF: neovascularisatio
CD8+ T-sejtek:
media necrosis

Atube phase (Ractanty

Thrombus




Oriassejtes arteritis - felismerés

50 eves kor felett jellemzo

Jelentdésen emelkedett We (> 50 mm/h), CRP,
anaemia

Laz (ismeretlen eredetl)
Fogyas, altalanos allapotromlas, legyengulés
Ischaemias tunetek: - ujkeleti fejfajas

- hirtelen latasvesztes

- ragasi caludicatio

- stroke

- végtagi vernyomaskulonbség
50%-ban csatlakozhat polymyalgia rheumatica

Szimmetrikus vall és csip6ovi fajdalom, mozgaskorlatozottsag



Oriassejtes arteritis - klinikai
manifesztaciok

Negy f6 tunetcsoport:

Cranialis erek:
carotis externa (=klasszikus arteritis temporalis)

Intracranialis (gyakran vertebrobasilaris, ritkabban
carotis interna — stroke!)

Extracranialis erek (végtagok, mellkas, has)
Csak altalanos gyulladasos (FUO)
Csak polymyalgia rheumatica



Cranialis GCA - klinikai kép

Kezdetben nem specifikus tunetek (gyengeség,
héemelkedés, fogyas)

Hajas fejbor fajdalma

Ujkeletl temporalis fejfajas (a.temporalis duzzanat,
nyomasérzekenyseég)

Ragasi claudikacio (étvagytalansag, fogyas)

Hirtelen atmeneti/tartos latasvesztés:
- a.ciliaris post. vagy a.centralis retinae occlusioja
fajdalmatlan, 1 v. 2 oldali, részleges vagy teljes
latasveszteés

- A latasvesztést amaurosis fugax elézi meg a betegek 65%-
ban, atlagosan 8,5 nappal Frontc, BrJ Rheumatol 1997

- A tartos latasvesztés eld6fordulasa 10-20% kozotti  sawaranic, A
Arthritis Rheum 2005



Extracranialis erek érintettsége

oriassejtes arteritisben

Aorta
Thoracic
Ascending
Aortic arch
Descending
Abdominal
Cerebral
Carotids
Vertebro-basilar
Extremities
Subclavian
Axillary
Iliac
Femoral
Other
Renal
Coronary
Mesenteric

Any type of large vessel

involvement
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A betegek 20 %-anak csak
extracranialis tunetek
(fels6 végtag, aorta — 1/3)
vagy altalanos (2/3)

De Boysson, FP Essent 2016

Meta-analizis

Lensen KD, Neth J Med 2016



Oriassejtes arteritis - tlinetek

Extracranialis nagyerek

Aorta és Végtagl égainak érintettsége: 30-90% (Bongartz T, et al. Curr Opin Rheumatol
2006, Bossert M, et al. Joint Bone Spine 2011)

Aortitis: aorta aneurysma, dissectio, aorta billenty insuff.
Hasi aorta és agai: hasi angina, vékonybél ischaemia, vérzés, necrosis

Végtagi nagyerek (a.subclavia): Raynaud, claudicatio, ischaemia,
gangraena, vérnyomas- €s pulzus-kulonbség

Malignus hypertensio (acut renovascularis stenosis)

Ismeretlen eredetl laz
Gyulladasos értékek
Fogyas, anaemia



Diagnosztika

Table 1: ACR Classification Criteria for Giant Cell
Arteritis

1. Age more than 50 years;
2. New-onset headache;

. Temporal artery abnormalities (e.g., irregularities
of the arterial wall);

. Erythrocyte sedimentation rate (ESR) greater than
50 mm/hour; and

. Histologic evidence of arteritis on temporal artery
biopsy (e.g., mononuclear cell infiltration or
granulomatous inflammation).

Hunder, G G et al. “The American College of Rheumatology 1990 criteria
for the classification of giant cell arteritis.” Arthritis and rheumatism vol.
33,8 (1990): 1122-8. doi:10.1002/art.1780330810



Diagnosztika

Oridssejtes arteritisben eddigi gold standard: a.
temporalis biopszia

Takayasu arteritisben: angiografia (DSA)
TAB hatranyai:
Invaziv, sebgyogyulas
Szegmentalis - szenzitivitas 20-50%,
specificitasa > 90%
Nagyér GCA-ban még alacsonyabb
Dragabb, mint az ultrahang

Dejaco C, Ann rheum Dis 2018, Au CP, Clin Exp
Ophthalmol 2016 Schmidt WA, Rheumatology



2022 AMERICAN COLLEGE OF RHEUMATOLOGY / EULAR
CLASSIFICATION CRITERIA FOR GIANT CELL ARTERITIS

A total of 136 patients with
» These classification criteria should be applied to classify the patient as having giant cell arteritis when p roven G CA were Id € ntlfl ed .
a diagnosis of medium-vessel or large-vessel vasculitis has been made T h e hew Crite ri a h ad a
» Alternate diagnoses mimicking vasculitis should be excluded prior to applying the criteria e .
? ’ PR sensitivity of 92.6% and a
specificity of 85.2%.
According to the clinical

CONSIDERATIONS WHEN APPLYING THESE CRITERIA

ABSOLUTE REQUIREMENT

Age z 50 years at time of diagnosis

ADDITIONAL CLINICAL CRITERIA phenotypes the Sensitivity
Lona T imese n shouldersinest I; was 98.8% in cranial GCA,
Jaw or tongue claudication +2 92% |n eXtI’aCI‘anIa| |al'ge
A - vessel (LV) GCA and 75%
Abnormal examination of the temporal artery* +2 |n OCCUIt SyStemlc GCA

LABORATORY, IMAGING, AND BIOPSY CRITERIA Th ese data are m UCh better
Maximum ESR > 50 mm/hour or maximum CRP > 10 mg/liter? +3 than those Observed Wlth
Positive temporal artery biopsy or halo sign on temporal artery ultrasound® +5 the 1990 ACR CIaSSification
Bilateral axillary involvement? +2

FDG-PET activity throughout aorta® +2 Crlterla, Wthh Showed a
sensitivity of 66.1% and a

Sum the scores for 10 items, if present. A score of > 6 points is needed for the classification of GIANT CELL ARTERITIS. S p eCifi City Of 85 : l % for th e

total sample, with a

e ik
Ponte C, Grayson PC, Robson JC For the DCVAS Study Group, et al 2022 American SenSItIVIty 0f 89.1% in
College of Rheumatology/EULAR classification criteria for giant cell arteritis cranial GCA, 24% in

extracranial LV-GCA and
Narvaez J, et al. Autoimmun Rev 2023 35.7% in occult systemic
GCA.

Ann Rheum Dis 2022;81:1647-1653



EULAR recommendations for the use of imaging in
large vessel vasculitis in clinical practice: 2023 update Dejaco C, Ramiro S,

Christian Dejaco 56,"2 Sofia Ramiro ,3':BMiIena Bond ; Philipp Bosch @ ,' Bond M, et al. Ann Rheum
Cristina Ponte @ ,™" Sarah Louise Mackie, " Thorsten A Bley, : ey

Daniel Blockmans < ,'®"" Sara Brolin @ ,"”" Ertugrul Cagri Bolek @ ," Dis 2024,83:741-/751
Rebecca Cassie, ' Maria C Cid @ ,'® Juan Molina-Collada @ ,"

Bhaskar Dasgupta @ ,'®'? Berit Dalsgaard Nielsen,??' Eugenio De Miguel

Haner Direskeneli ,2 Christina Duftner 2% Alojzija Hocevar 2326

Anna Molto @ ,2"?8 valentin Sebastian Schafer @ ,% Luca Seitz,”®

Riemer H J A Slart,>"*? Wolfgang A Schmidt @ *

Overarching principles

A. In patients with suspected GCA, an early imaging test is recommended to support the clinical diagnosis of GCA, assuming
high expertise and prompt availability of the imaging technique. Imaging should not delay initiation of treatment.

B. Imaging examination should be done by a trained specialist using appropriate equipment, standardised operational
procedures and settings.

C. In patients in whom there is a high clinical suspicion of GCA and a positive imaging result, the diagnosis of GCA may be
made without an additional test (biopsy or further imaging). In patients with a low clinical probability and a negative imaging
result, the diagnosis of GCA can be considered unlikely. In all other situations (including the case of an inconclusive imaging
result), additional efforts towards a diagnosis are necessary.

Recommendations LoE

1. Ultrasound of temporal and axillary arteries should be considered as the first imaging modality 1
to investigate mural inflammatory changes in patients with suspected GCA.

2. High-resolution MRI or FDG-PET* can be used as alternatives to ultrasound for the assessment 1
of cranial arteriest in patients with suspected GCA.

3. FDG-PET™, alternatively MRI or CT, can be used for the detection of mural inflammation or 1 (PET), 3 (CT), 5 (MRI)
luminal changes of extracranial arteries in patients with suspected GCA.

4. In patients with suspected TAK, MRI to investigate mural inflammation or luminal changes
should be used as the first imaging test to make a diagnosis of TAK.

5. FDG-PET, CT or ultrasound may be used as alternative imaging modalities in patients with 3 (CT) and 5 (PET and US)
suspected TAK. Ultrasound is of limited value for assessment of the thoracic aorta.

6. Conventional angiography is not recommended for the diagnosis of GCA or TAK as it has been
superseded by the previously mentioned imaging modalities.

7. n case of a suspected relapse of GCA or TAK, particularly when laboratory markers of disease
activity are unreliable, ultrasound, FDG-PET or alternatively MRI may be considered for the
assessment of vessel abnormalities. Imaging is not routinely recommended for patients in clinical
and biochemical remission.

8. In patients with GCA or TAK, MRA, CTA or ultrasound of extracranial vessels may be used
for long-term monitoring of structural damage, particularly at sites of preceding vascular
inflammation. The frequency of screening as well as the imaging method applied should be
decided on an individual basis.




EULAR 2023-as ajanlas

A. temporalis + axillaris UH legyen az els6 képalkoté GCA
gyanu esetén (valtozas: egyutt mindkettd legyen és nemcsak
cranialis GCA esetén, hanem minden esetben)

Nagy felbontasu MRI vagy FDG-PET CT alternativaként
alkalmas a cranialis GCA diagnodzisara is (korabban PET-
CT nem volt javasolt)

Extracranialis GCA-ban FDG-PET-CT az elsdkeént javasolt,
alternativakent MRI-angio vagy CT-angio

Takayasu gyanu eseten MRI-angio javasolt els6ként,
alternativakent FDG-PET CT vagy ultrahang

Hagyomanyos angiografia ill. a. temporalis biopszia mar
nem szerepel az ajanlasban!



EULAR 2023-as ajanlas: Képalkoto
eljarasok és utankoveteés

Keépalkoto eljaras ismetlése:
Fellobbanas gyanujakor (féleg ha CRP értéke alacsony, pl. IL-6

gatlas mellett): ultrahang vagy FDG-PET-CT ujabb adatok
szerint informativ tud lenni. Alternativaként: MRI-angio

Klinikai €s biokémiai remisszi6é esetén nem javasolt a
képalkotd eljarasok rutinszerl ismétlése az aktivitas
megitélésere.
Strukturalis karosodas (stenosis, aneurysma)
kovetéseére: MR-angio, CT-angio vagy UH javasolt — idézités,
gyakorisag egyedi alapon



Ultrahang szerepe GCA-ban

EULAR ajanlas: a cranialis GCA esetéen az elso
diagnosztikai eljaras az ultrahang

TABUL vizsgalat — TAB vs ultrahang: 39% vs 54%,
specificitas 100% vs 81%

»Halo” jel: nem osszenyomhato, korkoros, egyenletes
felszin, echoszegeny gylru

Mellkasi ereknél nem vagy alig (de: a. pulmonalis, aorta
billenty()



Ultrahang vizsgalat hasznos az
arteritis detektalasaban




Képalkoto diagnosztika -

ultrahang

0/01/28 1 53 41
- I "¢ | » 101
—— P
- A SUBCLAVILIA LS - 4
- . -— —

A. subclavia 90%-o0s szUkuletét okozdé GCA

,2Halo”-jel (Gydra-jel)
Takayasu arteritis, a. carotis
communis Forras: Spira et al, AUJR 2010


http://www.ajronline.org/content/194/3/848/F6.large.jpg

EULAR ajanlas - MR-angio

Cranialis GCA-ban MRI (MRA) ajanlott meg

Ha az ultrahang lelete kerdeses

Elonyok:
Osszes ér lathatd (ECA: a. temporalis, occipitalis,
facialis, esetleg ciliaris) + ICA agrendszere is

Gyulladasos eltéresek (oedema, falvastagsag)
detektalhato

Diff. dg céljabadl is gyakran felmerul (tumor, infectio,
primer cerebralis angiitis, egyeb vascularis tortenes)

Ertéke hasonld az ultrahanghoz — szenzitivitas 69 ill.
73%, specificitas: 88 ill. 91%)

Hatranyok:
Ar, elérhet6ség

Duftner C, RMD Open 2019, Bley TA, Arthritis Rheum
2008



Zsirelnyomasos T2 MRI kepek a mellkasi aortarol —
gyulladasra — oedemara — utalo hyperintenziv jelek a
mellkasi aorta falaban

Venkata S, et al. Seminars in Ultrasound, CT and MRI 2012



Mellkasi CT angiographia: aortitis és aorta aneurysma
Takayasu arteritisben

Venkata S, et al. Seminars in Ultrasound, CT and MRI 2012



F-FDG-PET/CT Aktiv nagyérvasculitis terapia utani kontro

Terapia el6tt Terapia utan

SZTE AOK Nuklearis Medicina Intézet, Szeged

Elonyei:

Egész test

Tumor, fertézéses goc
egyideju kizarasa
PMR-ben a tarsulé GCA
kizarasa

Steroid kezelés utan 3
naptol kezdve
alnegativva valik

Ismétlés, utankovetés?

Kutatas alatt:
Quantifikacio, PET-MR



Oriassejtes arteritis - terapia

48-64 mg methylprednisolon/nap
Korai kezelés hatékony csak!
50% relapsus; 1-2 eves kezelées minimum

A terapias valasz lassabb, emiatt csak ovatosan 1 ev
alatt lehet leepiteni a GCS

GCS kezelés mellett aortitis lefolyasa 6 honap alatt:
9% gyogyult, 47% javult, 41% valtozatlan, 3% romlott

(Marie |, et al. Medicine (Baltimore) 2009)

Methotrexat: steroid mellé adva csokkenti a relapsusok
aranyat
Azathioprin, anti-TNF — nincs bizonyiték

Hoffmann et al Ann Intern Med 2007



Oriassejtes arteritis - terapia

Aspirin — csokkenti az ischaemias esemenyek szamat

Aorta aneurysma képzodeés rizikoja 17x.

25% igenyel érsebészeti beavatkozast (ssic, etal, medicine

Baltimore, 2011)

Matét lehetdleg inaktiv idoszakban (bypass mutét)
Korai szakban percutan ballonos angioplastica
megkiserelheto



Terapia refrakter oriassejtes arteritis

IL-1B, TNFa and IL-6 mRNA concentrations in temporal artery
specimens from patients with GCA
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Rheumatology (Oxford), Volume 43, Issue 3, March 2004, Pages 294-301,



Oriassejtes arteritis - biologial
terapiak
TNF-gatlok:
Inﬂ|X|mab NEeIM Hoffmann, Ann Intern Med 2007 (RCT, n=44),

Etanerce pt nem Martinez-Taboada, Ann Rheum Dis 2008 (RCT, n=17)
Adalimumab Nem wariette, Arthritis Rheum 2011 (RCT, n=70)

IL-1R-gatlok (anakinra): csak eset riportok

Steroid-sparing effect of anakinra in giant-cell arteritis: a case series with clinical, biological and
iconographic long-term assessments S.Deshayes, Rheumatology, 2022, 61:400-406



The NEW ENGLAND
JOURNAL o MEDICINE

ESTABLISHED IN 18132 JULY 27, 2017 VoL 377 No.4

Trial of Tocilizumab in Giant-Cell Arteritis

52 hét;
Steroidmentes remisszio:

Steroid leépités 26. hétre + tocilizumab sc. hetente: 56%

Steroid leépités 52. hétre + tocilizumab sc. kéthetente: 53% (1862 mg pred.)
Steroid leépités 26. hétre + placebo: 14% (3296 mg prednisolon)

Steroid leépités 52. hétre + placebo: 18% (3818 mg prednisolon)



Relapsus elofordulasa, kockazata

GIACTA vizsgalat (1 ev):
TCZ (+GCS) mellett: 24% (64%-uk GCS mellett)
Placebo (+GCS) mellett: 58% (76%-uk GCS mellett)

Relapsus kockazata magasabb:
NOi nem
Fiatalabb kor

MRI-n kifejezettebb erfali gyulladasos jelek
(indulaskor)

Tocilizumab adasa alatt ill. elhagyasa utan
alacsonyabb a kockazat

Nem talaltak 0sszefuggest:
CRP (féleg IL6-gatlo mellett)
Cranialis vs extracranialis

Stone JH, Arthritis Rheum 2019,
Unizony S, Ann Rheum Dis 2019



Figure 1. Kaplan-Meier plot of time to first flare over 3 years (double-blind and part 2 periods;
censored for open-label TCZ; ITT population).
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TCZ leallitas komplett remisszio esetén. Ezutan a remisszidoban maradt
betegek aranya 2 év utan:

TCZ hetente: 47%

TCZ kéthetente: 36%
Median id6tartam a relapsusig:

TCZ hetente: 575 nap

TCZ kéthetente: 428 nap

Placebo: 162 nap (6 ho steroid) ill. 295 nap (1 év steroid)



Jovobeli terapias lehetoségek

IL-17
vasa °
vasorum_ -6 — P VEGF
- ~

NETs decorated _~ B ‘ ‘ 4
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= endothelial cells
/ Jagged1

iz Z N BRI ) \ - )’ Notch1 receptor
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V.

in all wall layers ) \
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and around vasa CD4+ T cells
vasorum

IL-17A

IL7AF
< . heterodimer
innate immune cells,

e.g. monocytes, macrophages,
neutrophils

other IL-17 .
producing cells

dysfunctional Imbalance
Tregs Tregs to Th17

- GCA-s beteg periférias vérében tTh17 és 1szému Treg lymphocyta
detektalhato

- IL-17 a gyulladt érfal minden rétegebdl kimutathaté

- Secukinumab fazis Il. vizsgalat folyamatban, biztaté eredmények



2018 EULAR RECOMMENDATIONS FOR THE
MANAGEMENT OF GIANT CELL ARTERITIS

Riskfar or presence of . ; GCA-related
GC-related adverse events Diagnosis of visual symptoms?
active
giant cell aneritis!

Start GC Consider use of
Start GC ;
40—;3;];:22%3\([ :nd | 40-50 mg/day® intraverous
/ methylprednisolone
phasell 0.25-1 g/day for 3
days

Taper GCs to
15-20 mg/day
within 2-3 months
andthen to=<5
malday after one /
year !

Continue ;
= i gett achleved? No

I
I
I
I
I
I
I
I
I
I
I
I
N

N Major Minor

S S Relapse® Relapse’

Phase Il A
4 e T

Start Tocilizumab® y 7 R
4 /" Increase
or Meth otrexate’) /" Increase i _
U scto 0 ) (* SClolas
mafday effective
\_ Mgfaay

1 dose?

/—\
/7~ TaperGC 3
<(lo 0mg at 6 months
with Tocilizumab)

Target® achieved? Consult expert centre

or Meth otrexates

Hellmich B, Agueda A, Monti S, et al. 2018 Update of the EULAR recommendations for the management of large vessel
vasculitis. Annals of the Rheumatic Diseases 2020;79:19-30.



Polymyalgia rneumatica (PMR)

GCA: 50-60%-ban PMR

PMR: 20%-ban GCA

50 evnél idosebb beteg

NOI dominancia

Tipikus szimmetrikus vall (90%) és/vagy csipd (60%)
fajdalom, merevség

Emelkedett sullyedées, CRP, anaemia

Altalanos gyengeség, fogyas, laz

Tumorkutatas szukséges



Polymyalgia rheumatica

An Update on Polymyalgia Rheumatica || Bz

Founded In 1853

‘ A
Polymyalgia rheumatica . pAlers —— ., —— ‘ _.%T

v L6
Symptoms g Diagnosis Activated DC's / CD4+ | / e \\\‘

N '\\
Pain and morning stiffe [ S LUNECAL ¢ # @T/ l\\ Systemic inflammation
of shoutders i ofi iof \
\

Macrophage  Th17 (
Acutefsubacute onset Novel imaging modalities ~ ultzasound, l

MRI, PET-CT are promising diag _ _
Synovitis / Periarthritis

Vascutar endothelial activation J Muscle vascularization T

Current treatment

blucocorticoid therapy:
{ong term toxicity, many relapses

Mechanism

Synovial & periarticular inflammation,
muscutar vasculopathy

a
Driven by IL-6 signaling Potential future treatment

Association with glant celt arteritis Immunosuppressive drugs,

I including biotogics

A
IL-6

I.E.Lundeberg, A.J Mohammad, An updeta on PMR, Journal of Internal Medicine, 2022



PMR klasszifikacios rendszere

Symptom/findin Points without Points with
& ultrasnund (0-6) ultrasnund (0-8)

Hip pain/limited range of motion

Negative rheumatoid factor or
anticyclic mtrulllnated peptide antibody

Ultrasound 1: at least one shoulder with

subdeltoid bursitis, biceps tenosynovitis, and/or 1
glenohumeral synovitis, and at least one hip

with synovitis or trochanteric bursitis

Ultrasound 2: bilateral subdeltoid bursitis,
biceps tenosynovitis, or glenohumeral synovitis

A score of 24 without ultrasound or a score of 25 with ultrasound is classified as PMR.

Dasgupta, Bhaskar et al. “2012 provisional classification criteria for polymyalgia rheumatica: a European
League Against Rheumatism/American College of Rheumatology collaborative initiative.” Annals of the
rheumatic diseases vol. 71,4 (2012): 484-92. doi:10.1136/annrheumdis-2011-200329



Periarticularis bursitis és vallizuleti synovitis
polymyalgia rheumaticaban

Korlényeg: a
subacromialis,
subdeltoidelis,
trochanter,
ischaidicus, stb.
bursak és a
kornyezs6 izmok
intenziv
gyulladasa,
melyet a vall- és
csipbizulet
gyulladasa is
gyakran kiser

Salvarani et al. Lancet 2008




Trochanter bursitis és csipoizulet synovitise
polymyalgia rheumaticaban

Salvarani et al. Lancet 2008



PMR differencial diagnozis

RA: nincs szimmetrikus kisizileti érintettség (ha igen: a
diagnozis inkabb RA vagy valami mas)
Seronegativ: RF és anti-citrullinalt peptid antitestek negativak

Myositis: izomfajdalom jelentésebb PMR-be
CK és LDH normal tartomanyban

Malignitas: steroidra ineffektiv valasz
Tumorkutatas szukséges!

+ Immun checkpoint gatlok mellékhatasakent PMR



Polymyalgia rheumatica - terapia

Alacsony dozisu corticosteroid (10-20 mg/nap prednisolon)

(im. 120 mg methyl-prednisolon 3 hetente vs. P.o. prednisolon 15 mg /nap
csOkkend dozisban) pasgupta B., Br J Rheumatol. 1998;37:189-95.

Fokozatosan csokkentett dozis - eleinte havonta kb 2,5 mg-al,
majd lassabban - legalabb egy évig kell adni

Gyors doziscsokkentés: relapszushoz vezet

Methotrexat: relapszus/ivagy magas relpaszus riziko esetén mar
kezdetben is

Steroid-dependencia, steroid mellékhatasok,
kontraindikaciok, gyakori relapszus: biologikumok (IL6-
receptor antagonista j0 hatasu)

Szupportiv terapia: D3 vitamin, kalcium, sz.e. antiporoticum



Takayasu arteritis

Fiatal, azsiali nokben gyakori, de
Magyarorszagon is elofordul

Lappango kezdet, kronikus progressziv lefolyas

Kezdeti tunetek:
Koncentralo kepesség, figyelem, memaoria romlasa
Fejfajas, szédulekenyseg, faradékonysag
Keésobb:
Stroke

Subclavian steal szindroma — ,pulseless disease” (a.
radialis pulzus nem tapinthatd)— Vérnyomas kulonbseég
a ket kar kozott — zorej az a. subclavia vagy a. axillaris
folott — egyszerlen diagnosztizalhato, meégis altalaban
megkesett a diagnozis!



Nagyér-vasculitisek eloszlasa

A

()

Pugh, D., Karabayas, M., Basu, N. et al. Large-vessel vasculitis. Nat Rev Dis Primers 7, 93 (2021).



Takayasu arteritis

Tovabbi tunetek:
Aortitis

Abdominalis vasculitis (a betegek 1/3-ban)
Abdominalis angina, malabsorptio
Intestinalis infarktus
Renovascularis hypertensio
Abdominalis aorta aneurysma
Ritkan: Also vegtag
Claudicatio intermittens, gangraena, labfekély



Takayasu arteritis

Gotway, M. B. et al. Am. J. Roentgenol. 2005;184:1945-1950

CD8+ sejtszam > CD4+

GWAS: CD8-specifikus
markerek felulregulacidja

NK sejtek szama és aktivitasa
IS magas

Endothelsejt elleni antitestek
Endothelialis Protein-C-
receptor (EPCR) és
scavenger receptor B-1-
specificitas — endothelsejt
funkcié-gatlas — betegek 30%-
ban kimutathato

Mutoh T, Nat Commun 2020



Table 1 Comparison of frequencies of features and co-morbidities
between giant cell arteritis and Takayasu arteritis

Feature GCA

S TS N SN L1+ LRV |0 T LI B O [ 20 e
Vision loss' +
Headache® i
Scalp tendemess

Aortic valve rcgurgitation"

Ascending aorta/arch dilation

Pulmonary hypertension

Coronary arteritis

Thoracic aortitis

Abdominal aortitis

Mesenteric vasculitis

Renal artery stenosis

Limb claudication

Cntical limb ischemia

Ischemic stroke”

Surgical or endovascular intervention

' GCA: involvement of the ophthalmic artery/branches; TAK: carotid

steno-occlusive disease

* GCA: temporal artery inflammation; TAK: most often associated with
systemic hypertension

* TAK: resulting from aortic root dilation

* GCA: vertebrobasilar >> carotid; TAK carotid >> vertebrobasilar

Koster MJ, Current Rheumatol Rep 2020



Takayasu arteritis - diagnozis

Non-specifikus tunetek — gyanu!
Vérnyomas osszehasonlitas minden vegtagon

Zorejek az a.carotis, subclavia, axillaris, aorta valamint
egyeb erintett erek felett

Emelkedett sullyedes, CRP

Ultrahang: Fiatal egyenekben a lumen szukulese!
Arteria stenosis, amely nem kalcifikalt atherosclerotikus
plakk, hanem az erek koncentrikus, szegmentalis,
egyenletes szukulete

CT- vagy MR-angiographia, PET-CT — lasd fent



Takayasu arteritis kezelése

Kozepes dozisu corticosteroid

Methotrexat, azathioprin

Aspirin vagy egyéb thrombocyta aggregacio gatlo
TNF alpha- vagy IL6R-gatlo refrakter esetben

Stent implantacio terapia rezisztencia vagy kesoi
kezelés eseten



2018 EULAR RECOMMENDATIOMS FOR THE
PANAGEMENT OF TAKAYASL ARTERITIS

Enngn ots of actve
Taskiinyariu Artentis!
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Hellmich B, Agueda A, Monti S, et al. 2018 Update of the EULAR recommendations for the management of large
vessel vasculitis..Annals of the Rheumatic Diseases 2020;79:19-30.



Szekunder nagyér-vasculitisek

Syphilis

Gyulladasos belbetegseg
SLE, RA

Recidivalo polychondritis
lgG4-asszocialt betegseg
Erdheim-Chester betegseg
Cogan szindroma



Mikor gondoljunk nagyér
vasculitisre?

Ismeretlen eredetl laz, gyengeség, fogyas
Jelentosen emelkedett gyulladasos parameterek
Ischaemias tunetek (cerebralis, mellkasi, hasi,
végtagi)

Ujkeletl temporalis fejfajas, a.temporalis
nyomaserzékenyseg, duzzanat

Ragasi claudicatio

Hirtelen jelentkez0 latasvesztés, amaurosis fugax

Szimmetrikus vallovi, csipbovi fajdalom,
mozgasbeszukules



Koszonom a figyelmet!



