O eAeyyoc nou €U€0€
dlayvwaon nNtoav...




2°5 AvOOOAOYLKOC EAEYXOC

To (610 xpoviko dtaoTnua TPayUATOTTOLNTNKE MTEPETAIPW AVOTOAOYLKOC
EAEyxOC UE OKOTTO TNV aviyveuaon SUCAELTOUPYLWVY OTNV EVAAAQKTIKI) 060
TOU CUUTTANPWUATOC

[Clq antigen: 54 mg/L (ref: 60-180) \
Complement C4: 0,44 g/L (reference range: 0,15-0,55 g/L)

Complement C3: 0,69 g/L (reference range 0,9-1,8 g/L) &

Factor H antigen: 186 mg/L (reference range 250-880 mg/L)

Anti- factor H IgG alitoantibody: >2000 AU/mL ( ref <110) 4

\CHSO : 0 CH50/ml (reference range 48-103CH50/ml) § /
(- AvoAettoupyia eVAAAAKTIKC 060U TOU GUITANPWHOTOC h
AlamiotwOnke n UTTOPEN AVTLIOWHATWY EVOVTL TOU tapayovta H tou
_ OUUTTANPWHOTOG y
4 )
AvoAettoupyia KAAoLKAG 060U TOU CUUTTANPWHOTOC
(eAaxlota petwpevo C3 kat Clg pe dpuaotoloyiko C4)
\ J




[EVETIKOC EAEYYOC

2ta mAaiola tou EAgyyou yia tnv aviyveuon dSUCAELTOUPYLWVY
otnv evaAdaktikn 060 Tou cUUTTANPWUOTOC

Avedelle U0 PN ONUOVTLKEG LETAAAAEELG
o€ yovidLa, mou b€ daivetal va rmailouvv
KATolo aéloonueiwto poAo




Alayvwon

aHUS

MoAAamAouvv LuvEAwua
Mapaywyn npwrteivng IgG-k

Apd w¢ avtiowpa évavtl Tou napayovta H tng
EVOAAQKTLKAC 060U TOU OUUITANPWHATOC

EXEL AVAOTAATIKEC LOLOTNTEC OTNV KAOOGOLKN) 060
TOU OUUITANPWHOTOC

C3GN
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[Mopela vOooUu

Tavtoxpovn Beparmeia pe
e EkouAiloupapur
e AevoAbouidn (Revilmid)

v' MTAOKAPLOPQ TNC EVEPYOTIOLNONC TNG EVOANOKTLKAC
060U TOU CUUTTANPWHOTOC

v’ Oeparneia HUEAWMOTOC HLE OKOTIO TN SLOKOTIN
nopaywyng tng lgG-«



[Mopela vOooUu

AoBevnc pe otadlo IV Xpoviag NeppLkng
Nooou umo Beparneia pueAwpatoc - aHUS

MoapakoAouBnon amno 1o NeppoAoyLko Kot
AlpatoAoyiko tunpa tou IN.N.A. EvayyeAlopoc



2 XOALOLOLOC

2TIAVLOL VOOOG Mn avoon alpoAUTIKA avalLpio
1 meplotatiko/2ekatopplpla Opouponevia
KABe xpovo Ofela vedpLKn avVeTAPKELD

aHUS

Lo CUYKEKPLUEVA N amouaoia
pLOULONC KL N evepyoTmoinon TG
evaAAaKTLknC odou Tou
OUUTIANPWHATOC OTNV EMLPAVELN
Tou evboBnALakol KUTTAPOU

To cUOTNUO TOU CUUITANPWHLOTOC
OUUMETEXEL davVEPA OTOV
TIAOOYEVETIKO UNXOVIOUO TWV
TMEPLOOOTEPWV aoBevwyv pe aHUS

Noris, M. & Remuzzi, G. Atypical hemolytic-uremic syndrome. N. Engl. J. Med. 361, 1676-1687 (2009).



2 XOALOLOLOC

aHUS

e Amnotéleopa peTaANAEEWY
C3, CD46 (MCP), CFB, CFH, CFHR1, CFHR3, CFHR4, CFHRS5, CFP,
PLG, CFl, DGKE, and THBD

e Evepyormnoleital amno dltadopec KaTaotaoelg (Aotpuweelg, dappoka)

e AvuoAewtoupyla Twv «surface-phase» mpwteivwyv Tou
CUUTANPWHOTOC

(mpwtelvec MPooKOAANUEVEC OTNV EMLPAVELO TOU KUTTAPOU)

Newpikn BAaBn
EvboBnAlakn BAaBN-6nuLlovpyia BpouBwv

Avooopdoplouoc: apudlheyopevo {NTNUO, OPLOUEVEC TIEPUTTWOELG UE
kaBnAwon C3 &C5b-9




2 XOALOLOLOC

aHUS

» \ETOUPYLKA KoL TOOOTLKN avAaAuon KOBe
OUOTATIKOU-pLOULOTN-OELKTN EVEPYOTIOLNONC
TOU CUMTTANPWMOTOC TIPETIEL VO
TP OYLLOTOTTOLELTOLL

» AViXVEUON CLUTOOVTLIOWHATWY EVAVTL

OUOTOTIKWY TOU CUUTTANPWLLOTOC TIPETEL VAL
SltetayOel



2 XOALOLOLOC

C3 Inelpapatonadeia
e YmaAvia voooc: 1 meplotatiko/lekatoppupla KABe xpovo

e AUo ovtotntec: DDD & C3GN
(Aldkplon LE NAEKTPOVLKO ULKPOOKOTILO)

e AmoteAleopa TNG KN EAEYXOUEVNC EVEPYOTIOLNONC TNG
eVOAAQKTIKAC 060U TOU GUUTTANPWUOTOC

e Emwkpatovoa C3 kaBnAwon oto onelpapa

e AvoAettoupyla twv «fluid phase» (kukAodopouviwv
NMPWTEIVWYV) TOU CUUTTIANPWUOTOC



2 XOALOLOLOC

BIOWIA NEDPOY : C3GP vs aHUS

Aladopetikad evpnuata otn Blogia veppou otnv kaBnAwon tou C3

*C3GP

Evepyormoinon twv npwteivwyv vypng daong tng eVAANaKTIKAC 0doU
TOU CUUTITANPWHOTOC

AmtoteAeopa to “showering” tou omelpapatoc pe Bpavopata Tou
OUUITANPWUOTOC
*aHUS

Evepyomoinon tTwv npookoAANUEVWY OTNV EMLPAVLO TWV KUTTAPWV
MPWTEIVWYV TOU CUUTIANPWHATOC CUMPaVEL TOTILKA

ATIOTEAECA TOU OXNMUATIOUOU BpOUBwVY OTO OTIELPALOTLIKAL
TPLYOELON



2 XOALOLOLOC

BIOWIA NEDPOY : C3GP
Avooop8opilouoc

»Enikpatovoa C3 kaBnAwon, Toulaxlotov 2 Taénc
neyeBouc peyaAltepn armo Aowneg kaBnAwoelc (i.e.
1gG, IgM, IgA and C1q)

>Topéc mapadivne enetepyoopevec pe Npovaon Oa
nPEmeL va dtevepynBouv Aoyw Twv avadopwyv yLa
“masked” povotumikn Ig kaBnAwon, Tou TeAKA
armoKaAUTITETAL OTL £lval 1gG kat eAadpec alvool



2 XOALOLOLOC

Factor H (FH)

e O 7O CNUOVTLKOC pUBULOTAC TNC EVAAAAKTLKAC 060U

e [lailel onpavikd poAo otnV AvaoToAn oTNG EVEpyomoinong Tou
cUUMANPpwpAToC (evaAAakTikry 060¢)

e Ot petaAAd&elc ToU eival oL TiLo Koweg aHUS-oxeTl{OEVEC LETAAAAEELC
N - TeAKO akpo peocoAofel o pUBULOTIKEC AELTOUPYLEC TOU CUUTTANPWHOTOC

C - teAkO aKkpo pecoAafei otnv tonobetnon tou FH otnv emtdpavia pHEocw TG
aAAnAentibpaong pe to C3b, Tic YAUKOLOLKOYAUKAVEC Kol TO OLAALKO OEU

OL tEPLOCOTEPEC OO TLC LETAAAAEELC TTOU Ttapatnpouvtal oto aHUS
oupBaivouv oto C-teAko akpo

Ale€aywyn epeuvwv pe  Stayovidlaka {wa yla TNV mapatipnon dtadopwv
HETOEL TwV avwHaAlwy otov mapayovta H mou odnyouv oe aHUS kol o)L o€
C3GN



2 XOALOLOOC

[pemel va UTTOYILOIOTOULIE. ..

/7 c3ep
| n/Kkat

~ aHuUs y N\

- /" Monoclonal

gammopathy
of renal

significance

\\ //

MGUS N

y’



2 XOALOLOLOC
Ocparmneio C3GP oyetilouevnc ue MGammopathy

1. Zuvtnpntkn (avaotoAeig tou agova pevivng-
QYVELOTEVOLVNC)

2. AvoookataotoAn (steroids alone, rituximab,
mycophenolate mofetil, azathioprine)

3. XnuewoBepaneia (cyclophosphamide or
melphalan or dexamethasone & bortezomib)

Chauvet S et al: Treatment of B-cell disorder improves renal outcome of patients with monoclonal gammopathy-associated C3
glomerulopathy. Blood 129: 1437-1447, 2017
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