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PRIMARAIS CNS VASKULITS

 Primarais CNS vaskulits (PACNS) — stavokilis,
kuru nosaka difiza rakstura iekaisums sika un

vidéja kalibra CNS asinsvados.

.

7
- Cravioto H, Feigin I. Noninfectious granulomatous angiitis with a
predilection for the nervous system. Neurology 1959;9:599-609. Page 3
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PRIMARAIS CNS VASKULITS

W - Galvassapes
) + Kognitivie traucéjumi

* Kranialo nervu bojajums
 Krampju lekmes
 Muguras smadzenu bojajums (mielopatija)

Calabrese LH, Duna GF, Lie JT. Vasculitis in the central nervous
system. Arthritis Rheum 1997;40(7):1189-201.
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PRIMARAIS CNS VASKULITS

- lekaisigas izmainas CSS pacientam ar multiplam
cerebralam iSemijam, kuras lokalizétas dazados
baseinos.

« Kiliniski subakutas vai hroniskas galvassapes ar
kognitivo disfunkciju un/vai asociacija ar hronisko

aseptisko meningitu.
« Pacients ar hronisko meningitu bez infekciozas vai

neoplastiskas etiologijas.

R.A. Hajj-Ali, L.H. Calabrese / Autoimmunity Reviews (2012) Page 5
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PRIMARAIS CNS VASKULITS
diagnostiskie kriteriji
* Neizskaidrojams neirologiskais deficits
« Klasiska angiografiska vai
histopatologiska CNS angiita aina
 Nav datu par sistemisko vaskulitu un citam

saslimsanam, kas var dot lidzigu

angiografisko vai histopatologisko ainu

Calabrese LH, Mallek JA. Primary angiitis of the central nervous
system. Report of 8 new cases, review of the literature, and proposal

for diagnostic criteria. Medicine (Baltimore) 1988;67(1):20-39. Page 6
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PRIMARAIS CNS VASKULITS

CSS analize

* Nespecifiskas izmainas

« Svariga nozime lai izslegtu
infekcijas un malignitati

e 80-90%- abnormala
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PRIMARAIS CNS VASKULITS
radiologiska aina
e MRI
- Nespecifiska augstas densitates baltas
vielas bojajumi T2WI/FLAIR- visbiezaka
atradne, bet nav specifiska diagnozei
- Ja MRl un LP ir bez patologijas — PACNS

diagnoze maz ticama
MRI + Ag

- PACNS skar s1kus asinsvadus, I1dz ar to

MRI ar Ag nav informativa
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PRIMARAIS CNS VASKULITS

radiologiska aina

» Cerebrala angiografija
- asinsvadu stenozes un dilatacijas
- nav mikroaneirismu
(ka pie sistemas vaskulitiem)

‘ - specifitate 30%

- negativa atradne neizslédz diagnozi,

;/) pozitiva neapstiprina
‘,'f’ O

Duna GF, Calabrese LH. Limitations of invasive modalities in the

. diagnosis of primary angiitis of the central nervous system. J
Rheumatol 1995 Apr;22(4).662—7. Page 9
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PRIMARAIS CNS VASKULITS

histopatologija

 Smadzenu biopsija
- vairak palidz izslegt citas diagnozes
- zema sensitivitate un specifitate (pseido

pozitivi rezultati 25%)

izvelas radiologiski vai ne-dominanta puslode

7 temporali leptomeningealie apvalki un garoza)
g
£ Lo

L

‘ - izvéles metode — atvérta biopsija (vietu

Parisi JE, Moore PM. The role of biopsy in vasculitis of the central

_ nervous system.Semin Neurol 1994;14(4):341-8.
Page 10
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PRIMARAIS CNS VASKULITS

histopatologija

« Histologiski iekaisums prevalé vidéja un sika kalibra
asinsvados (arterijas un apvalku, garozas arteriolas),

reto vanas un venulas

+ Klasiski — segmentars granulomatozais vaskulits ar
multinuklearam milzu siinam (mazak neka 50% no

pacientiem)

» Biezak — limfocitarais iekaisums ar dazadu plazmas

Sunu, neitrofilu un eozinofillu daudzumu.

* Nekrotizéjoss vaskulits — 25% no visiem pacientiem

Lie JT. Classifi cation and histopathologic spectrum of central
nervous system vasculitis. Neurol Clin 1997; 15: 805-19.
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PRIMARAIS CNS VASKULITS
arstesana

péc tam p/o lielas devas (Iidz 80 mg/diena)

« Steroidu kombinacija ar ciklofosfamidu
(3—6 ménésu kurss p/o- 2 mg/kg diena) vai pulsa
terapija I/V 0,75 g/ m2 reizi 6 MENESOS s
azatioprins(1-2 mg/kgdiena),

val mikofenolats(1-2 g diena)

www.thelancet.com Vol 380 August 25, 2012
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PRIMARAIS CNS VASKULITS

.,
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arstesana

» Osteoporozes profilaktiska terapija

 Pneumocystis jirovecii (carinii) infekcijas

profilakse -
co-trimoxazole
(trimethoprim 80 mg and sulfamethoxazole 400

mg. diena)

www.thelancet.com Vol 380 August 25, 2012
. Page 13
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Lielo asinsvadu vaskulits

Gigantisko Sunu arterits
Takayasu’s arterits

Videjo asinsvadu vakulits

Nodozais poliaterits
Kawasaki’s slimiba

Primarais CNS vaskulits

mnw > rr X

Siko asinsvadu vaskulits

Anti-neutrofilu citoplazmatiskas antivielas (ANCA)-asociéti siko asinsvadu vaskuliti:

* Mikroskopiskais poliangiits
* Vegenera granulomatoze |
e Churg-Strauss syndrome

* Medikamentu inducéts ANCA-asociéts vaskulits

-

Imino kompleksu siko asinsvadu vaskulits:
* Krioglobulinémiskais vaskulits

O > X

 Saistaudu slimibas (lupus un citas)
« Behget’s slimiba |
* Infekciju inducétais vaskulits J

Paraneoplastiskais siko asinsvadu vaskulits

>

lekaisigo zarnu slimibu vaskulits

| ®
’ Jennette J, Falk R. Small vessel vasculitis. N Engl J Med 1997;
337:1512))
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Gigantisko sunu arterits

Prevalence 2-20/100000

Biezak tiek iesaistita a.carotis

externa

Aprakstitie cerebrali infarkti — VB
baseina (1-3%)

Retinalas iSémijas un optiskas

neiropatijas
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Gigantisko sunu arterits
kliniskie kriteriji
 Vecums virs 50 gadiem

 Galvassapes

« EGA virs 50 mm/st.

Temporalas artérijas patologija
(bliva, ar reducéeto pulsaciju)

* Tipiskas izmainas biopsija

* lai apstiprinatu diagnoze nepiecieSami 3 no 5
kritérijiem

American College of Rheumatology (ACR)
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Takajasu arterits
kliniskie kriteériji

Normal Anatomy
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« Slimibas sakums lidz 40 gadiem

« Ekstremitasu claudicatoin

- Samazinatsbrahialas artérijas pulss

* Pulsa starpiba rikas vairak neka 10 mm Hg

« Troksnis virs a.subclavia vai aortas

» Arteriografiski aortas vai to zaru sasaurinajums vai
okluzija

*|ai apstiprinatu diagnoze nepiecie$ami 3 no 6 kritérijiem  Page 17
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NODOZAIS POLIARTERITS

e Svara ztidums

* Livedo reticularis

» Testikularas sapes

« Mialgija

« Mono- or polineiropatija

* Hipertensija

« Urea, kreatinins paaugstinats

* B virusa hepatits

» Arteriografija — aneirismas un okltzijas

» Biopsija- vidéja un maza kalibra asinsvados

polimorfonuklearas Stnas
*lai apstiprinatu diagnozi nepiecieSami 3 no 10 kritérijiem

American College of Rheumatology 1990 criteria for the classification of
polyarteritis nodosa

~
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NODOZAIS POLIARTERITS

« Multi organu vaskulits, iznemot plausas un liesu
« Hipertensija un renalas problema (80%)

« Gastrointestinala trakta iesaistiSanas (50%)

« Neirologiskas problémas (50-60%)- parsvara
PNS

« Nav specifisku serologisku testu (izslegsanas
diagnoze)

« Asociacija ar hepatitu (B nepatits)

Page 19
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Polyarteritis Nodosa
Large-Vessel Type “Migraine”

| tald you
| wwas =ickl

Yague aches

and pains “troke

Heart attack

E asy to diagnose and
treat - if wou think, af it. Lungs spared

Liver
infarcts

Femember hepatitiz B,
hepatitis C, & cryo- G
globulins as eticlogies.

Boweel infarctzs

Hypertension

Zangrens
Patchy inflammation

of all 3 layers of

larger arteries. Usually no %U
Weins are spared. hietmaturiz

Peripheral
nerve damage
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VEGENERA GRANULOMATOZE
(VG)

* Deguna vai mutes dobuma iekaisums

« Krisu dobuma izmekléjuma mezgli,

fiksetie infiltrati vai dobumi
* Mikrohematdrija

* Biopsija- granulomatozs iekaisums
*Lai uzstaditu diagnoze, nepiecieSami 2 no 4

Kritérijiem

Leavitt RY, Fauci AS, Bloch DA, et al. The American College of
Rheumatology 1990 criteria for the classification of Wegener's
granulomatosis. Arthritis Rheum. August 1990;33(8):1101-1107.
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VEGENERA GRANULOMATOZE
(VG)

« VEGENERA GRANULOMATOZE parsvara
boja augséjo un apakkséjo elposanas traktu
(sedlveida deguna deformacija, sinusu, trahejas,
plausu bojajums), acu patologija (orbitals
pseidotumors), nieru problémas (80%)

« Neirologiska simptomatika (10-35%)

— biezak PNS nekad CNS (7. un 8. nerva neiropatijas)
- siko asinsvadu vaskulits ar encefalopatiju,

krampju Iekmém un hipofizes disfunkcija,

metastatiskas granulomas CNS

Page 22
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VEGENERA GRANULOMATOZE
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Cerdza—Strosas sindroms

« Lidziga Vegenera granulomatozei, jo tipiska

augséja elposanas trakta iesaistiSanas procesa

* Veidojas granulomas

* Hipereozinofilija

e Astma
e |zsitumi

 PNS — multiplas mononeiropatijas

CNS (7%)- subkortikalie infarkti

Sehgal M, Swanson JW, DeRemee RA, Colby TV (1995) Neurologic
manifestations of Churg-Strauss syndrome. Mayo Clin Proc 70:337-341
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Cerdza—Strosas sindroms

e Astma

» Eozinofilija >10% no leikocitu skaita
leikocTttu formula

« Mononeiropatija val polineiropatija
* Nefikséti plausu infiltrati
« Deguna blakusdobumu patologija

* Biopsija, kura satur asinsvadu ar
ekstravaskularu granulomu, kas satur

eozinofilus
*Lai apstiprinatu diagnozi, nepiecieSami 4 no 6 kritérijiem

From Masi A, Hunder G, Lie J, et al. The American College of Rheumatology
1990 criteria for the classification of Churg—Strauss Arthritis Rheum 1990; 33:

1094.) Page 25
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Vasculitis of

Small-vessel vasculitis

: : IF+ immune complexes Few or no IF+
medlum-clallber vessels in the vessel walls (often ANCA+)
¥ ¥
Polyarteritis Kawasaki
nodosa disease
Vasculitis Vasculitis Eosinophilia
No asthma No asthma Asthma
No granulomas Granulomas Granulomas
v v v
Microscopic Wegener Churg-Strauss
polyangiitis granulomatosis syndrome

http://www.archbronconeumol.org/bronco_eng/ctl_servlet? f=40&ident=13125543

T
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Behceta slimiba

* Recidivejosas mutes cilas (3x gada)
plus 2 simptomi

- Recidivejosas genitalas cilas

* Acu bojajumi (uvetts, retinalie vaskuliti)

 Adas bojajums (erythema nodosum,

pseidofolikulits)
« Pozitivs patergijas tests

International Study Group for Behget’s disease
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Behceta slimiba

 Isemiski insulti (t.sk. venozie)

« Hemoragiskie insulti
* Epilepsija

* Kranialo nervu bojajumi

* Meningoencefaliti
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IZMEKLEJUMI

Likvora anlize

* MRI

DSA (aortografija)

Okulists

Biopsija
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IZMEKLEJUMI

* Asins analize
* Urina anlize
- EGA

* CRO

« ANCA

Page 30
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ARSTESANAS PRINCIPI

« Kortikosteroidi, parasti
lgstosi

 Citl Imunsupresivie
agenti
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