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Uvod
Definice PNH

* PNH je onemocnéni, geneticka mutace PIG-A genu, ktera zpusobuje
neschopnost syntetizovat GP| kotvu a RBC nejsou chranéné pred
utokem komplementu (C5)

 Onemocnénim trpi zhruba 5 lidi na 1 MIO
» Rizikovymi jsou pacienti s AA a MDS
* Pacienti jsou primarné Ié€eni biologickou |éCbou - inhibitory

komplementu C5
°
exbio

Cytometry Part B: Clinical Cytometry: Volume 94, Issue 1 A Brighter Future in Flow
Special Issue:ICCS / ESCCA Consensus Guidelines to detect GPI-deficient cells in
Paroxysmal Nocturnal Hemoglobinuria (PNH) and Related Disorders



https://onlinelibrary.wiley.com/toc/15524957/2018/94/1

Detekce PNH
DryFlowEx PNH High Sensitivity Assay Kit

IVDR certifikovany Class C zdravotnicky prostredek In Vitro

V nabidce EXBIO Praha a.s.
Produkt je po kontrole plné technické dokumentace nasi NB a ve shodé

Stale mlady produkt a sbirame Vase zpétné vazby pro zlepsSeni

exbio

https://www.exbio.cz/clinical-products/hematology/kits/dryflowex-pnh-high-sensitivity- A Brighter Future in Flow
assay-kit



Detekce PNH
DryFlowEx PNH High Sensitivity Assay Kit

Produkt je sladény s ESCCA PNH guidelines
Detekuje absenci CD59 na CD235+ erytrocytech a na CD71+ retikulocytech

U leukocytu detekuje absenci:
CD14, CD157 a GPI kotvu na monocytech
CD24, CD157 a GPI kotvu na neutrofilech

Detekce GPI kotvy umoznuje Proaerolysin Alexa Fluor 488 (FLAER)
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DryFlowEx PNH High Sensitivity Assay Kit

RBC

PNH High-Sensitivity Assay:
PNH RBC 3-color tube (ED7750-2)
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DryFlowEx PNH High Sensitivity Assay Kit
WBC

PNH High-Sensitivity Assay:
PNH WBC 7-color tube (ED7750-1)
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DryFlowEx PNH High Sensitivity Assay Kit

PNH pacient RBC
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DryFlowEx PNH High Sensitivity Assay Kit
PNH pacient WBC - monocyty
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DryFlowEx PNH High Sensitivity Assay Kit
PNH pacient WBC - neutrofily
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CD235a FITC

DryFlowEx PNH High Sensitivity Assay Kit
NE PNH pacient ?
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Uvod
Proc taky kontrolovat C3d?

e V pripadé zablokovani drahy komplementu C5 se u pacientt muze
objevit aktivace alternativni drahy, kdy se pak na RBC misto
zablokovaného C5 vaze C3d.

 RBC s chybégjici CD55 nedokazou spravné regulovat C3 konvertazu,

ktera vede k dalsi aktivaci C3 a blokatory C5 neblokuji vazani C3 na
RBC

« Pacienti s C3d navazanym na RBC muizou vykazovat intravaskularni
hemolyzu i po |écbé inhibitorem C5
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C3d detekce
Case study - PNH pacient s C3d na RBC

* Poster RNDr. Martinem Novakem PhD. Ve spolupraci s AleSem
Efenberkem

 Cytometric detection of C3d+ immature erythrocytes in a PNH
patient treated with a C5 inhibitor

* Prezentovany na ESCCA 2024 (Mallorca)

* U pacienta |éeného C5 inhibitorem doslo k relapsu
intravaskularni hemolyzy

* Po vysetreni opsonizace RBC komplementem C3d vyuzitim
anti-Hu C3d APC protilatky EXBIO Praha a.s. (klon BGRL11

)
potvrzena pritomnost C3d na RBC e)(

A Brighter Future in Flow



C3d detekce
Case study - PNH pacient s C3d na RBC

v\:h— vCH
< =3 < =3
L ] Ll ]
L7 L7
r— CO5-IC3d+ - COD53-10 3+
e EIW T Oy E = g
=] = i PR I o - A
_IIIIII|I|IIIIIIII|:I T IIIIIII| T IIIIIII|S T _IIIIIII|||IIIIIIII|:I T IIIIIII| T IIIIIII|S T
0 10 1n* 10 0 10 10t 10
758 Cad APTA 473 C3d APC-A

exbio

A Brighter Future in Flow

ESCCA 2024 Mallorca Abstracts:
https://www.escca.eu/images/2024 Mallorca/ESCCA 2024 Abstract book final.pdf



https://onlinelibrary.wiley.com/toc/15524957/2018/94/1

PNH a komplementova komponenta C3d

Sumar

 EXBIO Praha a.s. ma jako jedina IVD produkt pro detekci
PNH s certifikaci VDR

 Mame protilatku pro detekci navazaného komplementu C3d

* Detekce C3d u PNH pacientu je pouze jedno z moznych
vyuziti detekce dysregulace komplementu (autoimunitni
hemolyticka enémie, atypicky hemolyticko-uremicky
syndrom, Lupus erythematosus, Antiphospholipid
syndrome...)

o
« Pracujeme na vyvoji koktejlu protilatek pro detekci e)(blo
opsonizace RBC komplementem C3d A Brighter Future in Flow



Dékuji za pozornost
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