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OPOMBQTIKH MIKPOAITEIOITAGEIA
(THROMBOTIC MICROANGIOPATHY, TMA) H
MIKPOAITEIOITA®OHTIKEg AIMOAYTIKEg ANAIMIEg

MikpoayyelaKeg armo@PaKTIKeS O1aTapaXeg 1€ CUOTNHATIKN )
evOoVEPPLKI) IIPOOBOAT

O(pSL}xOV’ECtL 0oe ouyyevI 1 SHLKTII’EII e}x}xeupn 1 avernapkrela eV UPLKQOV
Hapayovuov toliveg Shiga, pdappaka 11 ouvodeUuouv aAAeg KALVIKEG
OVTOTNTEQ

LT0X0G TOV OUYYEV®V 1] EMKTNTOV ALTIOAOYIKWV IAPAYOVTI®V ELVAL TO
evooOnAaxko Kuttapo

MLKpOGpO}lBG)OSLg mpone'ca}xuov + LVLKI] OTO APTNPLOALA KAl TPLXO0EL0N
eV® TO PAEB1IKO oUuoTnRA TAPAPEVEL AVEIIAPO

2.0BapotnTd O1ATAPAX®V: AVAAOYN TNE EKTAONC TS
HLKpoayyelakng ouoowpeuong twv PLTs



TMA

o Ava gtog 3,2 neprotatika / 100.000 mAnOuopou
O avopeg: yuvaikeg = 2:3

0 MeyaAutepn eIIIIT®on Kata tnv 31 oeKaetia

o EIIEIT'OYXEX aipatoloyikeg O1atapaxeg

o H eyraipn 6tayveon xat evapln mlaocpag@aipeong,
O1I0U armatvtettal, Kabopidel tnv £kBaon g
OLATAPAXT]C




TMA

2:to 30% tv aoBevov pe TMA:
BOponBomevia

AlpoAUTLKI) avatpia

ITupetog

NeupoAoylKI] CUPITOIATOAOY LA
Ne@pikn OucAeittoupyla

2:to 70% tev acBevev pe TMA:
BOponBomevia

AlpoAuTikn avaipila
NeupoAoylKI) CUPITOIATOAOY LA



TMA KAI LDH

Ta emireda yadaktikng 6eiopoyovaong (lactate
dehydrogenase, LDH) otnv TMA eival moAu
UWnAoTepa 0e 0Xe0N pe AAAEC ALPOAUTLKEC
avaipieg

Augrlorl KUPLOC }xoyco areAeuBepnong tou ev{upou
aro Tig Loxaltpikee BAaBeg

Y uvnOwe X6 tne puorodoyirng tiung (>1200 U/L)
XP110110 OLAYV®OTLKO £PYAAELO

KalAog 0e1xTng avtamorplong oty Oepareia



TMA: 6POMBOIIENIA KAI MHXANIKH
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2xi1oToKUTTOpPO ) helmet cells

Avaipia
AiktuoepuBporuTTAPKON
Apeon Coombs (-)
BOpopBomevia

"1LDH

Ertixpiopa nepirpepixov
aiuatog:
PlKpoayyelornadntikn
alpoAuon, BpopBorevia
MveAoypappa:
YrepmAaoia epubpag,
avénon MKK



http://content.nejm.org/content/vol354/issue18/images/large/10f2.jpeg
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TMA

Ku pleg VOOOAOYlLKeg ovtotnteg: OpopbButiki OpopBomevikn
rop@upa (thrombotic thrombopenic purpura, TTP) xat to

ALIOAUTLKO oupalptko ouvopopo (haemolytic uremic
syndrome, HUS)

Moschcowitz 1924: TTP
Gasser et al. 1955: HUS

Mexpl ta tedn tng oeraetiag ‘60: emBiwon <6%

H eupetla epappoyn tg mhaopagaipeong ota tedn dexaetiag
70, BeAtiwoe pL{lka TV IPOYV®OON



TMA

Mexpl tn 0ekaetia Tou 80 ayveootng
rraBoguoioloyiag

1982: AouvnOn peydada moAupeprn tou vWF oto
nmAaopa aoBevav pe TTP

1985: Shiga toxin oto HUS

2to 30-60% tov TMA avayvepiletal coBapn
avenapkela tng petaddonpeteaong ADAMTS13

ADAMTS13:0mou6alo epyaAelo 0TV ALTIOAOYLK
tunonoinon tov TMA oratapaXwv



KYPIOI TAGODYIOAOTIKOI
MHXANIcMOI ¢TTe¢ TMA ATATAPAXEC

TMA diatapaxn Mnxaviouoég loToTTa80A0YIKO
gupnua

TTP EAAeITTAG atrodounaon Twv AlgoTtreTaAiakoi 6poupol

HMW troAupepwyv Tou VWF OTn OUCTNMATIKA
KUKAOQopia

1) HUS kKAaooiko 1) EvdoBnAiakr BAGBN atrd
Togivn Shiga Opo6uBoI aIPOTTETAAIWY Kal

2) HUS olkoyevég 2) Avettapkela TrTapayovTta H | IVIKNG Kupiwg oToug
KAl EVEPYOTTOINON VEQPOUG
OUNTTANPWHATOG

AguTtepotradeig Tutrol TTP | EvBoBnAiakr BAGRN atrod OpouBoI OTN VEPPIKI Kal

Kair HUS @APMAKO KAl HETAPOOXEUON OuCTNMATIKA KUKAOQOpIa
HPCs




TTP KA1 HUS

Normal Subject Patient with Thrombatic

Throfmbin

)

Activatid
factar VIl

N Engl J Med 2002;347:589-600
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TYTIOI TMA TIAHN IAIOITAGQN KAI

cYITTENQN MOP®QN

TMA-kUnong
TTP
HUS
IIpoexAawia / exAapyia
Y uvopopo HELLP

Meva-pevapooxeutikn-TMA
HIV-TMA
Me kakon0Oeva oxetw¢opevny TMA

Me autoavooa voonpata
oxeti{opevn

Me xakon0n voeptaon oxeti{opevn

Me @appaka oxetiopevn

Apaotikotnta ADAMTS13

(PUOLOAOYKI) 1) eAa@pa
newuevn oe avribeon e
v TTP omou I]D
opaocTikotnta ADAMTS13
11po Oeparietag etval <6%

H evooOnAiaxy) BAabn
IIpoKaAel arreAeufepwon
vWF, PAI, PAF xav
PELWVEL TNV ane}x'eueeffcoon
g IPOOTAYAAVOLVIG-12
10U £lval L.0XUpOg
AVOOTAATIG TI)G
ovoowpeuong twv PLTs




KYHcH KATI TMA

o 1: 25.000 xunoeig

o Awuodiaypauua
o Emiypiona IIA

o Aviyvevtikeg nnéioloyikeg eéetaoeic (PT, PTT, wvwdoyovo,
DDs)

o LDH, ovpia, nAektpodvteg, nmmatikn froynueia
o Aueon Coombs

o Amroopailpivy mIAQoOUQTOC

o FEAeyyoc mpowteivng ovpwv

o Emimedba ATIII (66x TTP rkai PE)

o TTP, HUS, HELLP, PE: H 66x xaBopilel xai tn
OepaIIeuTLKI) IIPOCLYYLOT ‘




KYH¢H KAT TMA

TMA EmiTrTwon lototra@oAoyiké eupnua | Emidpaon oto Emidpaon
1:25.000 | 0TV KUNON EuBpuo TOKETOU OTN
KURGEIC diatapaxn

TTP 2TTavIa Opdupol aigotreTaAiwy oTn | ‘Ep@pakTa Kapia
ouUCTNMATIKA KUKAOQOpIa TTAQKOUVTA,
IUGR, IUD
HUS 2TTavia Opoupol aipyotreTaAiwy kal | Kavéva, €av n Kapia
IVIKAG OTO VEQPIKA vOOOG eAeyXBei
owAnvapia
HELLP 270 10% TWV | HITATOKUTTAPIKL VEKPWOT loyaiuia OepPATTEUTIKN,
PE Kal evattobeon IVIKAG oTA TTAQKOUVTQ, aAAG Kal
TTEPITTUAQO KOATTOEION auénuévn Kivduvocg
VEOYVIKI UTTOTPOTTNG
BvnToTNTa
PE/E 4% YtrepTpogia evdobnAiou IUGR, oTtréavia OEPATTEUTIKN
OWANVapPIWV Kal EUPPAKTA | VEOYVIKN aAAG Kal
TTAaKoUVTQ BvnTtoTnTa KivOuvog

UTTOTPOTTNG




KAINIKOEPTAcTHPIAKA EYPHMATA TMA

KYHcHc
Aidyvwon TTP HUS HELLP PE/E
EykatdoTaon Kinon< 24 ws MeTd Kinon>34 ws | Kinon>34 ws

TOKETOU
AipéAuon +++ ++ ++ 4
OpoupoTrevia +++ ++ ++ ++
AIgOOCTATIKN - - +/- +/-
diatapayn
2UuptTrTwpaTa KNZ +++ +/- +/- +/-
Neppikn +/- +++ et +
OUMHETOXN
ApTnpiakn 2Iavia +/- +/- +++
UTTEPTOAO
HiraTiki +/- +/- B +/-
OUMHETOXN




TMA-KYHcHe KAI TX

TMA OepaTtreia Mn Mpdéyvwon
AVTATTOKPION

TTP PEX/FFP aueoca | NpokAnon KaAn
TOKETOU

HUS YTTOOTNPIKTIKI) PEX/FFP: un Kakn, 50% CRF
ETIRERAIWPEVO
OPENOG

HELLP TOKETOC Xwpic upeon NeoyVIKn
META 24-48 hs, BvnrotnTa: 10-
PEX/FFP 20%

PE TOKETOC Ei E kai

xopnynon Mg




AAX TMA KYH¢Hc

O LUOoTNUATIKOE epuBnuatoong AUKog
0 AVTUPROOPKALILOLKO OUVOPOLO

o Avaxutn evoayyelokn nnén

o O&U AMunwoeg NIIap tTng KUunong

AITAPAITHTH H 2YNEPI'AXIA MAIEYTHPQN
KAI AIMATOAOT' QN




TMA META AIIO METAMO¢XEYcH APXET'ONQN
AIMOIIOIHTIKQN KYTTAPQN

Aomiepytddog, CMV, aoevoiog, HPV-6,
parco-B19, pdappaka (KukAoomopivy,

tacrolimus, xnueltoBepameuTika: attia
TMA

Q¢ peta-pertapooxevtikn TMA
(posttransplantation-TMA, PT-TMA):
optdetal autTy) Iou oxetideTal e tnv
£YXUOT TOV APXEYOVOV KUTTAP®V KAl
eykaOtotatar ouvnOwg tig mpwtee 100
nuepeg Ao TNV £yxXuol] Toug



HIV KATI TMA

2:to 14-16% tov acBeveov pe ayvcooulg

atuo}xong TMA ovapataxn avixveuetal o
woe HIV

IIpotn ekONAwon vooou

2 uvn0wg oxetideTal e IpoXpnueva
otaola

Evapxtrplo yeyovog: apeon 1) eppeon
KAK®OTN £vO0ONALaK®V KUTTAP®YV 10U
IIPOKOAAEL OUCO®WPEUOT] ALIOIIETAA LDV



KAKOHOEIA KAI TMA

TTP n HUS-TMA emuAekel to 6% TV PETAOTATIK®V
KAPKIVQOV

Kapxkivog otopdaxou
Kapxkivog mpootatn
Kapxivog mveupova
AGevVoRapKIVELA LO0TOU

+ Xopnynon mitomycin-C
ITAaopagaipeon: avamoteAeopaTIKL

O aoBev¢ Katadnyel evtog eB0opad®V PeTa ThV avayveplon
NG OLATAPAXI]S



AYTOANOcEc ATATAPAXE¢ KAT TMA

2 U0TNPATIKOC epuOnpat®wong AUxrog
Peupatoeiong apBpitioa

2 UvVOopolo Sjlogren

O{mong moAuaptnpitioa
IToAupuoottioa

AYKUAOIIOUTIKI] CIIOVOUALTLOA
Nooog Grave’s

AUTOQVTLoo)paTa evavtl tne ADAMTS13 xkau
AIIPOOMOPI] CUCCMPEUOT) ALPOIETAALDV

PEX/FFP, xoptiroeldn, IVIG, anti-CD20
(rituximab), avOOOKATAOTAATIKA



dappaoka kar TMA

DPappoxo 1" meprypoapn Ieprypoapn amo:
Kuvivy 1865 Vipan WH
Twhomoivy 1991 Page Y, et al.
Klomooypéin 2000 SoRelle et al.
Kvkioomopivy 1986 Walfe JA et al.
Mutopvkivny-C 1982 Bayle F et al.
Tleporrapmivy 2004 Humphreys BD et al.
Cis-mhativa 1991 Khansur T et al.
Kappomiativa, 1989 Walker RW et al.
Tacrolimus 1993 Holman MJ et al.




DOAPMAKA KAI TMA

o Melwon gappakou
o Alaxkorn @apuaKou

X®P1g TNV aAVAalevolEevn
KALVIKOEPYAOTIPLAK] BeATiwon;

o Xop1nynon TAaopatog
o ITAaopagatpeon




AAX TMA AIATAPAXQN

H avakdduwn tov ADAMTS13 ovatapaxev BonOnoe
0TI AaltloAoYLKI) otagopoorayveon tne TTP ano to HUS
Kat tig oeuteporadeig TMA

QQoTto0o0:

KaBuotepnuevn aéltoAoynon KALVIKQV Katl
£OYAOTNPLOK®V EUPNIATOV

O1 e101KEC OLAYV®OTIKEC OOKLIIAOLEC OEV €1Vl EUPERC
0100£00EVES

Ov TMA ovatapaxeg prmopel va mapouyv tn pop(prl
OUVOPOIOU AOY® TNE MOAUOPYOVIKI)G AVEIIAPKELOGC

PIIOPEL VA IIPOKAAE0OUV IIPOoBAN AT ot 00X aI10 a\diBR
PIKPOAYYELOIAONTIKEC ALPOAUTLKES AVALULES



H DIC MIMEITAI THN TMA

Avaxutn evooayyelak:) mnén
(disseminated intravascular

2UOTNMATIKN

coagulation, DIC): Svatapaxn EVEpyOTTOINGN TOU
TOU ALPOCTATLKOU pnxaviopou TTRgNg
M1 XAVIOPOU / \
EI]H’ELKI'] KCl’I:dO’E(lOI] Evdayyelakn elf;ui?;;\/ia
Extetapeva tpavpata, gvaTrobeon o (;J C')VT(:)]V
eyRaupata IVIKAG F1)'r r'}(ﬁng
Toliveg
ITaykpeatira eviupa \
Apviako uypo
Magukn) petayywon OpouBwaon Algoppayia

ayyEiwv JIKpoU

Kal Jeoaiou

MEYEBOUG



ITAGOTENEGH DIC

Widespread
activation of
coagulation
oo
CLOTTING
* / Microthrombi FACTORS
® it i == | PLATELETS
Endothelial circulation
damage + FDPs

Generalized
platelet
aggregation




H DIC pipeitan Tnv TMA

RS i
H DIC 6mwg kai ol TMA Siatapaxég 21n DIC o1 Bpopol TepiexouV IVIKN

XAPAKTNPIGETAI ATTO MIKPOAYYEIOKOU TUTIOU  (yy Gy VWIF, TV TTP aupoTreTdNia,
aludAuon kail Bpoupotrevia , , , ,
VWF Kai eAdx1oTn r; kaBoAou IVIKN,

H DIC cuvodeuetal TTavra atro 2 ,
mnEiohoyikéc Siatapayéc AOrQ MelosHs 210 HUS o Bpoppor mrepiexouv

TQN MAPAFONTQN MHZHE QIJOTTETAAIO KAl IVIKN


http://content.nejm.org/content/vol341/issue8/images/large/07f3.jpeg

KAINIKH EIKONA DIC

Oéela: eppavideTal pe aLoppayLKeg
eKONA®OeLE, EIILIIAEKOVTAC OUVNOKE TNV
IIPOUIIapXouoa ooBapr] KataoTaon

Ymoéela- Xpovia: IIPOKAAEL
OpouBoepBoAikreg emmAokeg, Iou
£KONA®VOVTAL OOV OVEIIAPKELA 0PYAVOU 1)
OpouBwon pe mapadoln evtomon



Y. XIcTOKYTTAPA, @POMBOIIENIA KAI ITAPATAcH
XPON@N ITHEH¢: DIC
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