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estéSanas parskata Nr. 14307
Testés. o T A _ Testé3anas Referentais
datums | Nosakamais raditajs TestéSanas metode rezultits  |interv./mérvieniba
10.2004{1¢G Nefelometrija/Dade Behring 14.9 7.0-16.0 g/l
10.2004|IgA Nefelometrija/Dade Behring 2.8 0.7-4.0g/
10.2004|1gM Nefelometrija/Dade Behring 2.0 0.4-2.3 gl
10.2004|C3 Nefelometrija/Dade Behring 1.31 0.90 - 1.80 g/l
.10.2004|C4 Nefelometrija/Dade Behring 0.18 0.10-0.40 g/l
102004/ ANA skr, Net. imtnfluoresc./Binding Site pozitivs Negativs
.10.2004| ANA:Membranas Net. imtnfluoresc./Binding Site negativs Negativs
10.2004| ANA:Homoggénas Net. imiinfluoresc./Binding Site 1:800 Negativs
.10.2004| ANA:Plankumveida Net. imtunfluoresc./Binding Site negativs Negativs
.10.2004| ANA:Centroméras Net. imiinfluoresc./Binding Site negativs Negativs
.10.2004{ ANA:Kodolinu Net. imunfluoresc./Binding Site negativs Negativs
10.2004Ip-ANCA : Net. imtnfluoresc./Binding Site pozitivs Negativs
10.2004{c-ANCA Net. imunfluoresc./Binding Site negativs /Megativs _
.10.2004| Anti ds DNS antivielas |ELISA/Trinitry Biotech 1.60 1 N
10.2004|ENA ELISA/Trinitry Biotech 0.50 <0.90 koef.
10.2004| Autoantiv.pret ELISA/Orgentec >90,0 1 <10.0 U/ml
kardiolipiniem __




Livedo reticularis
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Trombozes

O Recidive

O Notiek gan venozos gan arterialos
asinsvados

0 Dazada izmeéra asinsvados
O Var skart jebkuru organu

0 Gailta : latenta — videji smaga—fatala
(katastrofiskais AFA sindroms)
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AFA sindroma patogenéze
Adaptéets no Commarmond P, Cacoub C, Aut Rev, 2013,12,7

-~ Platelet | Monocﬂ
p38MAPK TLRS IV 2
ApOER2; GP lib/Illa » L
TNFa '
B2GP1 st
C3a-R

\ 938 MAPK
B AFF-R

B cell

S £ MHC I ) %
R (_Tromboze J¥°
$ Ve
\/'\—’Bf*cﬁt O -sele y
Antigen-presenting cell D4+ T-cell

C5a

‘ .Q
: /]
p
c6 TLR4 < =
. 5

An
Cla MAC A2 Q
/

Complement octivation ol Endathelial cell




AFA sindroma svarigakas kliniskas
pazimes

O Abejadas: arterialas un venozas trombozes
O Recidivejost augla zudumi
O Izteikti neirologiski simptomi

0 Dazreiz trombocitopenija



Laboratoriskas izmainas

Pseidopozitiva sifilisa serologija
Pagarinats aPTL

Lupus antikoagulanti (1gG vai IgM)
Antikardiolipina antivielas(IgG vai IgM)
Antivielas pret B, glikoproteinu I
Trombocitopénija, hemolitiska anémija
ANA (nelielos titros var biit ari bez LED)

O O O O O O O



Table 1
International Consensus Statement on Revised Criteria

for Classification of the Antiphospholipid Syndrome (APS)

Diagnosis of APS is made when at least one clinical and at least one laboratory criteria are met.”

Clinical Criteria
1) Vascular thrombosis
a) One or more clinical episodes of arterial, venous, or small-vessel thrombosis in
any tissue or organ
b) Thrombosis must be confirmed by imaging or Doppler studies
2) Pregnancy morbidity
a) One or more unexplained deaths of a morphologically normal fetus at or
beyond the 10th wk of gestation
b) One or more premature births of a morphologically normal neonate at or before
the 34th wk of gestation due to preeclampsia, eclampsia, or placenta insufficiency
c¢) Three or more unexplained consecutive spontaneous abortions before the
10th wk of gestation with maternal anatomic or hormonal abnormalities

Laboratory Criteria®
1) aCL of IgG and/or IgM isotype in serum or plasma present in medium
(>40 GPL or MPL) or high titer (>99th percentile)
a) Measured by ELISA for B,GPI-dependent anticardiolipin Ab
2) LA in serum (detected in the following steps)
a) Prolonged phospholipid-dependent coagulation demonstrated on a screening
test (e.g., aPTT, dRVVT, dilute prothrombin time)
b) Failure to correct the prolonged coagulation time by mixing with normal
platelet plasma
c¢) Shortening/correction of the prolonged coagulation time by adding excess
phospholipid
d) Exclusion of other coagulopathies (factor VIII inhibitor or heparin)
3) Anti-B,GPI antibody of IgG and/or IgM isotype in serum or plasma
(in titer >99th percentile)
a) Measured by standardized ELISA

* Classification of APS should be avoided if less than 12 weeks or more than five years separate the
positive aPL test and the clinical manifestation.

" Present on two or more occasions, at least 12 weeks apart.

aCL: anticardiolipin antibodies; GPL: IgG phospholipid units; MPL: IgM phospholipid units;
ELISA: enzyme-linked immunosorbent assay; 5,GPI: £ -glycoprotein I; LA: lupus anticoagulans;
aPTT: activated partial thromboplastin time; dRVVT: dilute Russell viper venom time.

Source: Reference 7.
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AFA sindroma diagnostiskie Kriteériji
Adapteti no Miyakis et al, 2006

O Kliniskie:
Viens vai vairakas arterialas, venozas vai siko
asinsvadu trombozes
Griitniecibas patologija:
@ Viena vai vairakas neizskaidrojamas morfologiski normala
augla naves lidz 10 gr.ned.

) Viena vai vairakas morfologiski normala augla
priekslaicigas dzemdibas Iidz 34 grutniecibas nedélai
preeklampsijas vai smagas preeklampsijas vai diagnosticétas
placentas insuficiences dél

¢ Tris vai vairak sekojosi spontani aborti Iidz 10 grutniec.
nedéelai, ja mates hormonalie un hromosomu traucéjumi
izslegti
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AFA sindroma diagnostiskie Kriteériji
Adapteti no Miyakis et al, 2006

O Laboratoriskie:

Lupus antikoagulanti (LA) plazma pozitivi viena vai
vairakas reizes ar vismaz 12 nedélu starplaiku

Antikardiolipina antivielas IgG vai IgM izotipu
paaugstinatas videja vai augsta titra (>40 U/ml vai >
90 U/ml) vienu vai vairakas reizes ar vismaz 12
nedeélu starplaiku

Anti p2- glikoproteina I antivielas IgG un/vai IgM
izotipa seruma paaugstinatas (> 90 cent) vienu vai
vairakas reizes ar vismaz 12 nédeélu starplaiku



AFA sindroma diagnostiskie kritériji

Sidnejas starptautiska vienoSanas (2006)

Miyakis S.et.al “International consensus statement
on an update of the classification criteria for
definite antiphospholipid syndrome (APA)
“J.Tromb.Haemostat. 2006;4:295

O Vismaz 1 klinisks kritérijs + vismaz 1
laboratorisks kriteris




AFA sindroma diagnoze

H

Viena vai vairakas trombozes epizodes
un/vai augla zudu

Pozitivas IgG un/vai IgM antikardiolipina
antivielas un/vai lupus antikoagulantu
aktivitate 2 un > reizes ar 6-12 nedélu
starplaiku
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“Alternativie” diagnostiskie kritériji (I)

0 Kliniskie:
Galvassapes un migréna
Livedo reticularis
Pozitivs Sirmera tests (sausas acis)
Troksni sirdl
Izteikti smadzenu bojajuma simptomi

Gimené autoimunas slimibas



“Alternativie” diagnostiskie kritérij
(1)

O Laboratoriskie:
® Samazinats trombocitu skaits (piem. 110 000)

» Pozitivs Kumbsa tests
» Antireoidalas antivielas
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Citas AFA

IgA antikardiolipina
IgA antip-2 glikoproteina I

Antifosfadilserina
Antifosfadiletanolamina

Antiprotrombina

O O O O O 0O

Antivielas pret fosfadilserina-protrombina
kompleksu



Kliniska aina

O Venozas trombozes biezaka izpausme
= Dzilo kaju venu tromboze
= PlauSu trombembolija

m Cerebralo vv tromboze — reta komplikacija
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CNS simptomi 1ir domingjosie

Insulti

Atminas zudumi

Kustibu traucéjumi (horeja)

L1dzsvara trauc€jumi (“Menjéra’’s-ms)
Miega trauc€jumi

Reflektoru simpatétisku sapju sindroms
Krampji

Redzes traucéjumi

Autonoma un periféra neiropatija

O O 0O 000000
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Cerebrovaskulara patologija pie AFA

sindroma

O ISeémiski insult1 un tranzitoras 1Seémiskas
lekmes — 2. biezaka 1zpausme (aiz venozam
tromboze€m)

O Salidzinosi jaunakiem pacientiem
O Recidive

O Recidivejosa gaita ar multifokaliem defektiem



Biezakas AFA sindroma izpausmes
pec Eiroprojekta petijuma

O Dzilo vv trombozes 38,9 %
O Insults 19,8 %
0 PATE 14,1 %
O Virspus€js tromboflebits 11,7%
O Tranzitora koronara iS€mija 11,1%
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Citas biezas izpausmes (“mazie

kriteriji’)

O Trombocitopénija 29,6%
O Livedo reticularis 24,1
O Sirds varstulu bojajums 14,3
O Hemolitiska anémija 9,7
0 Epilepsija 7

0 Kaju culas 5,5
0 Mikarda infarkti 5,5
0 Amaurosis fugas 5,4
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AFA

Figure 1
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AFA sindroma diferencialdiagnostika

O Diseminéta intravazala koagulopatija
O Infekciozais endokardits

0 Trombotiski-trombocitopeniska purpura
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AFA sindroma

diferencialdiagnostika (1I)

O Citi hiperkoagulacijas stavokli:
Malignitate
Orala kontracepcija un HAT

Primara trombotfilija
O Aterosklerotiska asinsvadu slimiba
O Multipli holesterina emboli

O Sistemas nekrotizejoss vaskulits
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AFA sindroma

diferencialdiagnostika (11I)

O Primaras trombotfilijas:

23% gadijumu kombiné¢jas ar AFA
sindromu

Nav tik retas, ka domajam
(V Leidena faktora mutacija — 3-8%0
populacija)
Koagulacijas raditaji janosaka
0 Gimené trombozes (<50 g veciem)
0 Trombozes anamnézeé



Nodozais poliarterits adas Culas




Profilakse un arstésana
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ArstéSana. Antikoagulacija

O Individuala, atkariba
no kliniskam izpausmém
riska faktoriem

AFA laboratoriskas atrades (pozitivas 1 vai 2
val 3 antivielas)

Antikoagulacijas asinoSanas risks

O Nav nepiecieSama asimptomatiskiem
pacientiem




Noverst un arstet citus trombozu
riska faktorus:

Oralie kontraceptivi un HAT
SmeékeSana

N
H
® Arteriala hipertensija
= Hiperlipidémija

]

Infekcija



Papildus venozo trombozu riski

Audzeji

Kirurgiskas manipulacijas
Imobilizacyja

Estrogénu terapija

Gritnieciba

[lgstoSs ( >8 stundam) celojums
ledzimta trombofilija

O O O O O O O



—!

Profilakse

O Aspirins : ja,
bet profilaktiska efektivitate nav pieradita
Pacientiem ar paralelam citam indikacijam
0 Klopidrogels : ja aspirina alergija
O Pacientiem ar LED:
hidrohlorohins

O Statini - IpaSi pacientiem ar
hiperlipidemiju




e
Primara profilakse LED + AFA

O Statini
O Hidrohlorohinolons
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Arstésana. Trombozes

O Pilna antikoagulacija:

ar 1/v vai s/c heparinu
seko varfarins

O Meérka INR:

2,0 — 3,0 pie venozam trombozém
3,0 pie arterialam trombozém

0 llgums — visu dzivi, ja nopietna tromboze
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Sekundara profilakse pie venozam

trombozem

0o Antikoagulanti INR ~ 2 -3

Pétijums : labak ilgak 2-4 gadi ar merka INR 1,5-2
neka 6 meén ar INR 2-3 (Rigker et al)
llgi 2-4 gadi
O Antikoagulacija ar varfarinu ilgstosi
O Atcelot, indicéta doplerografija (tromba
rezolucija?)

O Regulari parskatit antikoagulacijas asinosanas
riskus

Ar laiku tromboZu risks mazinas, bet asinoSanas -
pleaug



Pacientu izglitoSana

O Iemacit pazit trombozu kliniskas izpausmes
O Informeét par antikoagulacijas terapiju

O Gritniecibas planoSana
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PALDIES PAR UZMANIBU!




