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TMA DESCRIBES A PATTERN OF ENDOTHELIAL CELL INJURY

Alterations within walls of arterioles and capillaries, leading to microvascular thrombosis

Damaged endothelial cell
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Morelle J et al. Nephrol Dial Transplant 2025
Brocklebank V et al. Clin JASN 2018



CLINICAL MANIFESTATIONS OF TMA

Thrombocytopenia Microangiopathic hemolysis
( AND )
. J

(Plus 1 or more of the following: )

Neurologic symptoms Renal impairment Gastrointestinal symptoms

Cardiovascular symptoms Pulmonary symptoms Visual symptoms

Laurence J et al. Clin Adv Hematol Oncol 2016



CURRENT CLASSIFICATION OF TMA
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Goodship THJ et al. Kidney Intern 2017




DIFFERENTIATION BETWEEN CM-TMA AND SECONDARY TMA

AN

Secondary HUS

* No complement genetic
abnormalities
* No antibodies against factor H

Causes:

* Drugs

¢ Infections

* Autoimmune diseases

e Glomerular diseases

* Malignancies

* Hematopoietic stem cell
transplantation

Mechanisms:

e Direct EC damage by drugs,
infectious agents, or immune
complexes

¢ Drug-induced antibodies
against EC

e Tumor thrombi

e Proinflammatory/procoagulant
cytokines
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Primary HUS
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abnormalities
leading to AP
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Praga M, de Cordoba SR. Kidney Intern 2019



IN THE PRE-ECULIZUMAB ERA, OUTCOMES WERE POOR

The rates of death (30%) and ESKD (15-45%) were high in children and adults
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Le Cleche A et al. Kidney Intern 2018
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Schaefer F et al. Kidney Intern 2018 (Global aHUS registry) Sellier-Leclerc AL et al. JASN 2007
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YAIKO KAl MEOGOAO2

Avoadpoutkn peAetn duapketoc 10 etwv (2015 — 2025) oto yeviko mANBuouo
™G xwpag (Kumpog)

9 aoBeveic pe devtepomabec Atumo Oupatptko ALOAUTIKO 2UvOpOuO
(aHUS)

YUAAoyn SnuoypadLkwy, KAVIKWY KOl YEVETIKWYV OE00UEVWV

Fischer Exact test
H p-value <0.05 oploTnKe WG OTATLOTIKA ONOVTLKH



ANMOTEAE2ZMATA

HAwia 41.11+18.05 €1n
dulo 88.9% (n=8)
YUVOLLKEC
EpeBlopa Eykupoouvn 44.4% (n=4)
KakonOnc umeptaon 11.1% (n=1)

Metapooxevon vedppou 22.2 % (n=2)
AyvwoTo 22.2% (n=2)
AMK otn dtayvwon 77.8% (n=7)



ANMOTEAE2ZMATA

MAaopadaipeon 66.7% (n=6)
Avaotoleac C5 100% (n=9)

Eculizumab 88.9% (n=8)

Ravulizumab 11.1% (n=1)
Evapén avaotolea C5 20.1£28.9 nuEpEC
Bloyia Nedppou 66.7% (n=6)
[EVETIKEC TAPAAAAYEC 55.6% (n=5)
yovidiwv

OUUTITANPWLLOTOC



ANMOTEAE2ZMATA

Oepareia 100 % (n=9)
LLKpOOYYELOTIOONTIKAC

OLLLOAUTLKAC OLVOLLULOLG

(TMA)

Amneéaptnon arno AMK 88.9% (n=8)
Oavatog 11.1% (n=1)

Awakortr) avootoAga C5 62.5% (n=5/8)



2YMMEPA2ZMATA

H peyaAutepn oslpad meplotatikwy e sec-aHUS otov EAANVIKO Ywpo
(KUTtpocg)

Etepoyevnc opada voonuatwyv
E€atopikevpuevn Bepareia

MeplocoTtepOL A0BEVELC ammaToUVTaL YLOL TN LEAETN KOl KATAVONON TOU
VOGO LOTOC

Yuotnuatikn kataypadn acBevwyv yia cuAhoyn dedopevwy
AtaBeolpotnta yovidLlakou eAEyxou
2uvepyaoia Neppoloylkwv TUNUATWV
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