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e zavazny ,hematologicky” syndrom
* mortalita 30 - 50 %
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Vybrané zavazné , hematologické” syndromy
e vzacny vyskyt u dospélych pacientu v intenzivni péci
Jaromir Gumulec', lvo Demel’, Kldra Lanéova', Eva Drbohlavova?, Alicia Piegzova®, Zdenék Kofistek'*,

meZinérO dni " CAP S Re gi Stry 2 O O O " 'n::il:irI:aN:::at:c':;:(:T:g:gi;ack:mfnemocnice Ostrava

*Klinicka hematologie Krajské nemocnice Liberec, a. 5.

*Gynekologicko-porodnicka klinika Fakultni nemocnice Ostrava

*Lékaiska fakulta Ostravské univerzity

Klinika anesteziologie, perioperacni a intenzivni mediciny Fakulty zdravotnickych studii Univerzity J. E. Purkyné
v Usti nad Labem a Krajské zdravotni, a. s. - Masarykovy nemocnice v Usti nad Labem, 0. z.

. , v Hemofagocytarni syndrom, difuzni alveolarni hemoragie, katastroficky antifosfolipidovy syndrom a riizné typy trombo-
[ multloborOV rlstu tickych mikroangiopatii patfi mezi vzécné stavy s vyznamnou morbiditou a mortalitou. Spoleénym rysem byva pozdni
stanoveni diagndzy, co? mize ovlivnit dspéinost l1ééby. Cilem piehledného élanku je shrnuti zakladnich diagnostickych
a lécebnych krokl pfedmétné subpopulace kriticky nemocnych.
Kli¢ova slova: hemofagocytarni syndrom, hemofagocytarni lymfohistiocytéza, HLH, syndrom z aktivace makrofagd, syn-
drom z uvolnéni cytokind, difuzni alveolarni hemoragie, vaskulitida, trombdza, antifosfolipidovy syndrom, katastroficky
antifosfolipidovy syndrom, trombaotickd mikroangiopatie, tromboticka trombocytopenickd purpura, hemolyticka-uremicky

syndrom, imunosupresivni terapie, etopozid, rituximab, vyménna plazmaferéza, rekombinantni aktivovany FVII, kaplacizu-
mab, eculizumab, ravulizumab.



Obituary

Asherson’s Syndrome of the Catastrophic
Antiphospholipid Antibodies

Ronald Asherson died in May 2008. Born in South Africa,
he studied medicine in Cape Town and then did one of his
post-doctorates with Graham Hughes (“Hughes syndrome™)
in London. His main claim to fame is the description of the
catastrophic antiphospholipid syndrome (cAPS)!-!! (Figure 1
and 2). He delineated the clinical characteristics of the con-
dition, helped determine the diagnostic criteria, indicated the
preferred therapy, and eventually reported on its prognosis.
Long before his description of ¢cAPS Ron showed a great
desire for knowledge. He was born in Cape Town in 1934,
and qualified in Medicine at the University of that city in
1957, After completing his internship, he moved to England
in 1960 to become House Officer to Prof. Sir Christopher C.
Booth at Hammersmith Hospital, London. In 1961, he
accepted a fellowship at the Columbia Presbyterian and

Figure 1. Prof. Asherson following the presentation of stamps featuring his
portrait.

Francis Delafield Hospitals in New York, returning to South
Africa to become Senior Registrar at the Groote Schuur
Hospital in Cape Town from 1961 to 1964. After 10 years as
Clinical Tutor in the Department of Medicine, he went back
to the United States and was appointed Assistant Clinical
Professor of Medicine at the New York Hospital-Cormnell
Medical Center under Prof. Henry O. Heineman, sharing his
time with private practice. From 1981 to 1985, he was asso-
clated with the Rheumatology Department at the Royal
Postgraduate Medical School of London (Hammersmith
Hospital), working under Dr. Graham R_.V. Hughes. It was at
that time that he developed his interest in systemic autoim-
mune diseases and antiphospholipid antibodies. In 1985, he
moved with Dr. Hughes to the Rayne Institute at St
Thomas” Hospital. In 1991 he took a sabbatical at St. Luke’s
Roosevelt Hospital Center in New York, working with Prof.
Robert Lahita. In 1992, he returned to South Africa, where,
in addition to a very active private practice, he took a posi-
tion as a Principal Scientific Officer at the Rheumatic
Disease Unit, Groote Schuur Hospital in Cape Town, and
later as Associate Professor at the Division of Immunology,
School of Pathology, University of the Witwatersrand,
Johannesburg. He was also Visiting Professor at the
Department of Autoimmune Diseases, Hospital Clinic,
Barcelona, Catalonia, Spain.

The research output of Ron Asherson has been prodi-
gious, with a total of over 500 scientific articles published
{more than 6000 citations'?, plus chapters in more than 100
leading textbooks on Rheumatology and Internal Medicine).
He edited several books, including Phospholipid Binding
Antibodies, Vascular Manifestations of Systemic Auio-
immune Diseases, and 2 editions of The Antiphospholipid
Svndrome, and was series editor of the 10 volume
Handbooks of Systemic Autoimmune Diseases, on which he
was working when his terrible disease was declared.

In 1988, he was elected a Fellow of the American
College of Physicians (FACP) as well as a Founding
Fellow of the American College of Rheumatology (FACR).
From 1988 to 1991 he was on the Council of the Royal
Society of Medicine in London. In 1992, he was the co-
winner of the European League Against Rheumatism
(EULAR) Prize and in 1993 was part of Graham Hughes’s
team awarded the International League Against
Rheumatism (ILAR) Prize, both for research on antiphos-
pholipid antibodies. In 1994, he was elected Fellow of the

—| Personal non-commercial use only. The Journal of Rheumatology Copyright © 2008. All rights reserved. ]—
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velmi agresivni klinicka varianta antifosfolipidového
syndromu (APS)

vice trombotickych projevl soucasné v kratkém
casovém obdobi

Ronald A. Asherson, 1992

termin katastroficky APS (Ashersonlv syndrom)
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Professor Graham Hughes is a consultant rheumatologist and head of the London Lupus
Centre. In 1983 Graham described the ‘antiphospholipid syndrome’ — now known as Hughes
Syndrome. He is the UK’s leading lupus specialist.

* 1983 Graham Hughes (Hugheslv syndrom)
e 1999 - 2006 Sapporo/Sydney kritéria

* presné definovana klinicko-patologicka
jednotka

* splnéni soucasné minimalneé:
jedno klinické a jedno laboratorni kritérium

perzistence APA

London Lupus center



Diagnosticka kritéria APS
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e systémoveé autoimunitni onemocnéni charakterizované rozvojem trombotickych prihod
anebo tehotenskych komplikaci v pritomnosti antifosfolipidovych protilatek

» tromboticky” APS/,porodnicky” APS
e podminka: perzistence APA, resp. jejich opakovana detekce v intervalu alespor 12 tydnu

Tab. 1. Diagnostickd kritéria antifosfolipidového syndromu

Klinicka kritéria

Definice

trombdza

jedna i vice klinickych manifestaci arteridlni nebo vendzni trombdzy, ptipadné trombozy malé cévy v kterékoli tkani ¢i organu;
je prokazana objektivnimi validovanymi kritérii, v pfipadé histopatologického prikazu bez znamek zanétu v cévni sténé

porucha téhotenstvi

a) jedno ¢ivice nevysvétlitelnych umrti morfologicky normalniho plodu v nebo po 10, tydnu téhotenstvi s potvrzenim
normalni morfologie plodu ultrasonograficky ¢i pfimym vysetfenim

b) jedno i vice predcasnych narozeni morfologicky normalniho novorozence pred 34. tydnem téhotenstvi z ddvodu eklampsie
¢i tézké preeklampsie podle standardni definice nebo pfi prokazanych znamkach placentarni insuficience

) tii a vice nevysvétlitelnych naslednych spontannich potratl pied 10. tydnem téhotenstvi po vylouceni anatomickych ¢i
hormonaélnich abnormit matky a po vylouceni chromozomalnich abnormit rodica

Laboratorni kritéria

Definice

LA je prokazan v plazmeé dva- a vicekrat v ¢asovém odstupu 12 a vice tydn(
je detekovan podle doporuceni Mezindrodni spole¢nosti pro trombdézu a hemostazu
ACLA jsou prokazény v séru ¢i plazmé, IgG ¢&i IgM izotopu, ve stfednim a vysokém titru (tj. 40 GPL & MPL, nebo > 99. percentil), jsou
prokazany dva- a vicekrat v ¢asovém odstupu 12 a vice tydn(, jsou detekovany standardizovanym typem ELISA metody
antif2-GP jsou prokazany v séru i plazmé, IgG ¢i IgM izotopu (titr > 99. percentil), jsou prokazany dva- a vicekrat v asovém odstupu 12

a vice tydnl standardizovanym typem ELISA podle doporuceného postupu

Pro diagndzu je nutné spinéni nejméné jednoho klinického a jednoho laboratorniho kritéria
LA - lupus antikoagulant, ACLA — antikardiolipinové protildtky, antiB2-GP | — protildtky proti iB2-glykoproteinu |, GPl-fosfolipidové jednotky ve tiidé IgG, MPL — fosfolipi-

dovd jednotky ve tridé g

Bulikova, 2022



Nova kritéria pro definitivni dg APS?

2013: mezioborova a mezinarodni spoluprace
vztah COVID-19 a APA (vysoka manifestace zilniho
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Antiphospholipid antibodies in
COVID-19: a meta-analysis and

systematic review

Muhanad Taha © , Lobelia Samavati

ABSTRACT
Background Many studies reported high prevalence

of antiphospholipid antibodies (aPL) in patients with
COVID-19 raising questions about its true prevalence and
its dinical impact on the disease course.

Methods We conducted a meta-analysis and a systematic
review to examine the prevalence of aPL and its clinical
impact in patients with COVID-19.

Results 21 studies with a total of 1159 patients were
included in our meta-analysis. Among patients i

Key messages

What is already known about this subject?

» Antiphospholipid antibodies (aPLs) were frequently
reported in patients with COVID-19. However, its true
prevalence and its clinical impacts are unknown.

What does this study add?
» We conducted the largest meta-analysis to date ex-

with COVID-19, the pooled prevalence rate of one or more
aPL (IgM or IgG or IgA of anticardiolipin (aCL) or anti-82
glycoprotein (anti-82 GP1) or antiphosphatidylserine/
prothrombin, or lupus anticoagulant (LA)) was 46.8% (95%
C136.1% to 57.8%). The most frequent type of aPL found
was LA, with pooled prevalence rate of 50.7% (95% C1
34.6% to 66.5%). Critically il patients with COVID-19 had
significantly higher prevalence of aCL (IgM or IgG) (28.8%
vs 7.10%, p<0.0001) and ant-B2 GPI (IgM or IgG) (12.0%
vs 5.8%, p<0.0001) as compared with non-critically ill
patients. However, there was no association between aPL
positivity and mean levels of C reactive protein (mean
difference was 32 (95% Cl —15 to 79), p=0.18), D-dimer
(mean difference was 34 (95% Cl 194 to 273), p=0.77),
maortality (1.46 (95% C1 0.29 to 7.29), p=0.65), invasive
ventilation (1.22 (95% C10.51 to 291), p=0.
venous thromboembolism (1.38 (95% C10.57 to 3.37),
p=0.48).

Conclusions aPLs were detected in nearly half of patients
with COVID-19, and higher prevalence of aPL was found

in severe disease. However, there was no association
between aPL positivity and disease outcomes including
thrombosis, invasive ventilation and mortality. However,
further studies are required to identify the clinical and
pathological role of aPL in COVID-19.

INTRODUCTION

Hypercoagulability is one of the striking
features of COVID-19. In a recent large study,
risk of venous thromboembolism in patients
with COVID-19 was 16%, while risk of arterial
thrombaosis was 11.1%." Others documented
cerebral ischaemic infarcts in these subjects.”
In addition to maecrothrombi, several

ofaPL
on the clinical features of patients with COVID-19.
Our significant findings are: (1) nearly half of patients
with COVID-19 were positive for one of the aPL. (2)
Maost frequently reported aPL was LA (3) aPLs were
significantly more frequently reported in critically ill
patients, and (4) aPLs were not significantly associ-
ated with like venous

invasive ventilation and mortality.

How might this impact on clinical practice or

further developments?

» The frequently reported aPL in patients with
COVID-19, especially in critically il patients, raises
questions about its role in the pathogenesis of the
disease.

microthrombi in various organs including,
lung, kidney, heart, skin and prostate.” " Case
fatlity ap s to be determined by form
tion of vascular thrombi in association
progressive  severe endothelial injury
COVID-19 infected subjects.” The cli
fearures related to vasculopathy and throm-
boembolism in patients with COVID-19
are wide ranging from asymptomatic with
mild elevation of D-dimer to severe organ
dysfunction due to macrothrombi and micro-
thrombi.” The pathogen of hypercoagu-
lability in COVID-19 is not fully understood.
Yet, SARS-CoV-2 mediated coagulopathy
appears to have distinct features, such as
normal to elevated fibrinogens, elevated D-Di-
mers, normal platelets and mild prolonged
activated partial thromboplastin time.” To
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Figure 1. Conceptual figure highlighting majer key mechanisms for COVID-19

coagulopathy and future directions in research.
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Predmeét zkoumani

e protromboticky ucinek

Tab. 2. Protrombotické plsobeni antifosfolipidovych protildtek

zasah do hemostazy

ovlivnénibunék endotel: nastaveni protrombotického a proimflamatorniho fenotypu, zvysené uvolnéni vWEF, snizeni funkce eNOS..
trombocyty: zvyseni proagregacni a protrombotické funkce, tvorba destickovych mikropartikuli . ..

neutrofily: zvysena tvorba extracelularnich neutrofilovych pasti

monocyty: zvyiena exprese tkanového faktoru, prozénétlivych cytokind, zvyieni oxidativniho stresu ...

ovlivnéni plazmatickych fak- | zésah do normalni funkce pfirozenych inhibitort hemostazy tj. antitrombinu, proteinu C, proteinu S, inhibitoru zevni cesty

toru a fibrinolyzy aktivace tkdfiového faktoru a trombomodulinu, mozny je zasah do normalnich funkci beta2-glykoproteinu | a annexinu V
dalsi vlivy ovlivnéni oxidativniho stresu, ovlivnéni systému komplementu, ovlivnéni procest odbourdvani vzniklého koagula -
fibrinolyzy

Bulikovad, 2022

vWF-von Willebrand(v faktor, eNOS — endotelidlni syntdza oxidu dusiku

* prima aktivace neuronu, primé ovlivhéni syncicio-trofoblastu, ovlivnéni destickovych
glykoproteind....

Pacient s APS:

v trombéza se nerozvine ?

v’ jedina tromboticka pfihoda ?

v’ < 1% pacientti s APS: mnohocetna vaskularni okluze, malé cévy, kratké éasové obdobi, vice mist



y A o

CAPS - diagnostické krité ra
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* nahly rozvoj MODS z mikrocirkulacni zrychlené a rozsirené zilni a tepenné trombozy
spojené s antifosfolipidovymi protilatkami

* trombodza postihuje predominantné drobné cévy

navzdory antikoagulaci)

laboratorni potvrzeni trvalé pritomnosti
antifosfolipidovych protilatek

postizeni tfi nebo vice organt, systému nebo tkani Definitivni CAPS = véechna (V:tyFi kritéria
vyvoj klinické manifestace soucasné nebo za méné - Pravdépodobny CAPS
nez tyden I v’ Ctyfi kritéria (dva organy/systémy)
. v’ Ctyfi kritéria (predéasného umrti)
potvrzeni histopatologie okluze malych cév alespon I v’ tfi kritéria (nelze provést patologické potvrzeni)
v jednom organu nebo tkani v’ Ctyfi kritéria (rozvoj treti pfihody béhem 1-4 tydn(



CAPS registr

zeny 70 %
prumérny vek 39 let

50 % v predchorobi zadné jiné klinické
projevy

30 % systémovy lupus erythematodes
(SLE)

identifikace spoustéce: 50 %
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Infekce (49 %) plice, mo¢, kize, GIT (déti, G-bakterie) |
chirurgické zakroky/ trauma (17%) I
Malignita (16%) dospéli
Zvlasté hematologické: Hodgkintv a non-Hodgkinav lymfom, akutni
lymfocytarni leukémie, angiocentricky lymfom, chronicky lymfom I
Solidni nadory: nejcastéji adenokarcinom plic nebo tlustého streva
Vysazeni antikoagulace/subterapeuticka antikoagulace (8%) I
Téhotenské komplikace nebo zahajeni uzivani peroralni
antikoncepce (8 %)
HELLP syndrom
Placentarni infarkt I
Panevni trombdza
Léky (5%) I
Vzplanuti zakladniho autoimunitniho onemocnéni (lupus) (3 %)
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74 % ledviny — — — —_— - —
* akutni poskozeni ledvin
* hypertenze (dUsledek renovaskularni okluze)
 proteinurie (>500 mg/24 hodin)

* biopsie: tromboticka mikroangiopatie, lupusova
nefritida

56% mozek: encefalopatie, CMP, koma

55% plice: ARDS, plicni embolie, DAH

* 53% srdce: srdecni selhani a infarkt myokardu, chlopenni srdecni vada

* 45% kuze: livedo retikularis, kozni nekrézy, viedy, digitalni ischemie

» ostatni: GIT, slezina, nadledviny, pankreas, sitnice a kostni dren



CAPS laboratorni testy

Testy na APS

v’ antikardiolipinové protilatky (I1gG & IgM)
v’ anti-beta-2-glykoprotein typu | (1gG a IgM)
v lupus antikoagulans

Pozitivni i u jinych stav(, které zpusobuji poskozeni endotelu
(napf. sepse). Pouha pritomnost antifosfolipidovych protilatek
tedy nestanovi diagndzu.

SIRS
 feritin >1 000 ng/ml
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akutni porucha koagulace
v trombocytopenie (60%)

v mikroangiopaticka hemolytickd anémie (20%)
* 1 1 LDH, | haptoglobin, schistocyty

v diseminovana intravaskularni koagulace (~25 %)

v’ prodlouzeni PTT (SLE)
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NI diagnostika

CAPS diferencia

* mikroangiopaticka hemolyticka anémie

T

v’ trombotickd trombocytopenicka purpura (TTP)

v hemolyticko-uremicky syndrom (HUS) a atypicky
HUS

v’ heparinem indukovana trombocytopenie (HIT)
v’ diseminovana intravaskularni koagulace (DIC) s -’
purpura fulminans

v mikroangiopatické syndromy souvisejici s léky

v’ diseminovand malignita

HELLP
* sepse
e adrenalni insuficience

* vaskulitida

* endokarditida
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CAPS terapie

* Podplrna:

heparin > LMWH - warfarin
v identifikace a oSetfeni spoustéci priciny (ATB,

amputace..) (NOAC se nedoporucuiji)

i.v. pulzy methylprednisolonu 500-1000 mg / den po

v’ vyhnuti se trombotickym rizikovym faktordm A
dobu 1-3 dnu

(operace..)
v UPV, hemodialyza...

Plazmaferéza

» prednost u pacientll s mikroangiopatickou
hemolytickou anémii nebo renalni dysfunkci

 Specificka (vzhledem k riziku poSkozeni ledvin pfi IVIG)
7 v Vé . . . . . 7 . ¢ IVIG

|éCba prvni linie je trojkombinovana terapie + piednost u pacientd s CAPS s imunitni
(zlepSuje preziti pacientt o 45 %): trombocytopenii

1. antikoagulace * 0,4 g/kg/den po dobu péti dnli nebo

2. kortikosteroidy 1 g/kg/den po dobu dvou dni

3. vymeéna plazmy a/nebo intravendzni imunoglobuliny

» v refrakternich pripadech: rituximab nebo ekulizumab

» v pripadech CAPS u pacientd se SLE: cyklofosfamid



* 37 let, Zena, léCena pro APS 14 let

* hospitalizace KARIM IX/X/2022 s CAPS, DAH, postizenim ledvin, trombotickymi komplikacemi a
trombocytopenii, infekéni komplikace v disledku dlouhodobé imunosuprese (Covid, invazivni plicni aspergildza
s dutinovou formaci pravé plice)

* opakované hospitalizovana ve FN Brno (IHOK, KNPT, IGEK, GPK), Ié¢ba hematologicka

* navzdory imunosupresivni terapii (kortikoidy, IVIG, rituximab, mykofenolat, cyklofosfamid), eculizumab a
plazmaferézy stale Castéji ataky CAPS, |éCba vyCerpana

7

* velmi komplikovany priibéh onemocnéni

* exitus letalis na multiorganové selhani pri katastrofickém antifosfolipidovém syndromu a infekénich
komplikacich 22.10.2022

Kasuistika




Antifosfolipidovy syndrom, dg. 7/2008 - 11/2018 hemoragicka alveolitida dle BSK, vysoka hladina APLA -
- lupus antikoagulans + antibeta-2-GPI IgG, IgM + ACLA IgG, IgM, IgA TPE 0d 16.11.2018

triple positivity“ - 2/2019 kombinovana imunosuprese Cell Cept + Prednison

- antitromboticka profylaxe warfarinem, LMWH + ASA v gravidité 7/2020 progrese bilat. plicnich infiltratd dle CT

-9.8.2011 cisaisky fez pro eklampsii s hypertenzi, nasledné rozvoj -imunosuprese KIOVIG a 4 tydny - posledni 23.11.2021, pote pokracuiji

katastrofického antifosfolipidového syndromu s trombocytopenii a kortikoidy, Cell-Cept

orgénov{/m postiiem’m (plice, Iedviny, OkO, kGiE) -0d 03.05.2022 2. CVklUS biol. Ieéby Rituximab

_ od 8/2011 kortikoterapie, 5x velkoobjemova TPE 17.- 21.8.2011 - 10.5.2022 recid. DAH, rozvoj katastrofického antifosfolipidového sy.
od 12.5. pulz kortikoid Solu-medrol 125 mg, od 16.5. - 19.5. 80 mg

+ 5x TPE od 15.5.2022

- 10/2015 recidiva po abortu s trombocytopenii a organovym postizenim

- od 15.10.2015 imunosuprese Kiovig (2x1g/kg) + kortikoterapie

APL skore 62 bodd, vysoké riziko trombdzy - od 20.5.22 navracena chronicka davka Prednison 15 mg denné

- st.p. opak. trombozach DKK, stp. iCMP, vaskulitické COM - 25.5.2022 recidiva DAH, pulz Solu-medrol, 26.5.2022 KIOVIG, 27.5.2021
- 23.8.2018 podani 1. pulzu cyklofosfamidu 500 mg i.v. Rituximab, 9.6.2022 Rituximab

- 24.- 26.8.2018 aplikovany pulzy KS - 0od 30.5.2022 udrZovaci dévka Prednison 1mg/kg

- 28.8.- 31.8.2018 terap. plazmaferéza - 16.6.22 podani Kiovigu 80g i.v.

-11.-12.9.2018 2. pulz cyklofosfamidu 800 mg i.v., ukon&eno pro - 0d 13.7.2022 eculizumab, ukonceno pro neefektivitu

inefektivity - 14.-18.9. denné TPE s efektem

- 10/2018 - aplikace Mabhtera 1000mg (11.10. a 25.10.2018) -9/2022 PD - k opétovnym plazmaferézam

_ ukon&eno v 11/2018 pro neefektivitu - plasmaferéza (TPE) - tfeti cyklus 5. - 9.10.

KasUistika




St.p. opak. trombozach DKK
St.p. recidivujici trombembolii

St.p. implantaci kavalniho filtru dne 19.6.2018, tromboza
v.femoralis (30.5.2018), minim. rekanalizace

Recid. DAH, rozvoj CAPS

Trombocytopenie a anemie pfi zakl. onemocnéni

Recidivujici plicni infiltraty pfi zakl. onemocnéni

AV shunt k planovanym TPE 10.6.2022

- 9/2022 trombodza shuntu, dle chirurga bez moznosti
opétovné funkénostt

Recidivujici herpes labialis a herp. stomatitida 9/2018 a
6/2022

St.p. herpes zoster thoracis |.sin 5/2015

Periferni Zilni insuficience - ven. port (v. jug. int. dx.
17.6.2022)

———— -

Kasuistika —

Arterialni hypertenze

Cévni onemocnéni mozku - 12.10.2015 ischemicky iktus
v povodi ACI I. dx

- klinicky frustni levostranna hemiparéza

- 15.10.2015 MRI - vaskulitida ACM Il.dx., ischemie F-T-P
|.dx.

- st.p. subdurdlnim nitkovitém hematomu dx. 7.6.2018 -
konz. postup

Hyperlipidémie, bez medikace pro hepatotoxicitu statinu,
dg. 10/2015

Mitralni regurgitace |. st. (ECHO 5/20)
CHRI
Uterus myomatosus

Ovalné lozisko velikosti 17 mm levého prsu dle CT
1/2019, stac. 10/22

Umbilikalni hernie

Hyperurikemiel




Virova pneumonie, etiolog. agens SARS-COV-2

- PCR pozit od 20.9.2022 - remdesivir terapeuticky 9/2022
- izolace ukoncena 9.10.2022

- st.p. COVID-19 pneumonii 11/2020, 1/2021, 2/2022

Trombocytopenie G4 pfri zaklad. onem., ADAMS 13 v normé (107%)
- progrese trombocytopenie s krvacivymi projevy - nutnost aplikace trombondaplavi opakované

Neutropenie G2 11.10.2022 pri zakl. onem.

Progrese CHRI, CKD-EPI 0,25 - pfi zakladnim onem., v. s. podil polékovy (ATB, remdesivir)
- stp. akutni HD dne 21.10.2022

Tézka metabolicka aciddza pri progresi CHRI

Invazivni aspergiléza - dutinova formace pravé plice (S6)

CMV infekce - cytomegalovirus 4282 |U/ml Akutni hypoxemické respir. selhani
- Th valganciclovir v redukované davce od 11.10.2022 - HFNO 1.-10.10.2022, 20.-22.10.
Bakterialni infekt DCD, etio: E. faecium, 1.10. eskalace na - oxygenoterapie 10.-20.10.2022

linezolid + meropenem, ukonceno 7.10.



Voditka:

Epidemiologie (- 50 % pacient()
Anamnéza antifosfolipidového syndromu
Anamnéza onemocnéni pojivové tkané (zvlasté lupus)

Anamnéza potratu, HZT, PE

Trigger (= 50 % pacientu)

Infekce

Operace/trauma

Malignita

Odejmuti / nedostatec¢na antikoagulace
Téhotenstvi/zahajeni peroralni antikoncepce

Vzplanuti autoimunni choroby

Klinicky obraz
Multiorganové selhani (ledviny > plice > neuro > srdce)

Kozni manifestace: livedo reticularis

nekrdza klze, gangréna prstl

Laborator

Antifosfolipidové protilatky (nejsou hned k dispozici)
Trombocytopenie - 60 %

Mikroangiopatickd hemolytickd anémie (mirnd) - 20%
Disseminovana intravaskularni koagulace - 25%
Ferritin > 1,000 ng/ml
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FESTIVAL INTENZIVNI MEDICINY

CAPS

= vzacnha pricina MOF
(zaména za sepsi,
srdecni selhani)

Gumulec, 2022
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FESTIVAL INTENZIVNI MEDICINY

Nevysvétleny rychly rozvoj
(multi)organového selhadni, zvlasté u pacientt s anamnézou
Zilnich nebo tepennych trombdz a/nebo se zndmou pritomnosti
antifosfolipidovych protilatek ma vést k podezreni na CAPS.

Gumulec, 2022

Dékuji za pozornost
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