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Euxapiotieg

Oa nBela va ekdppAow TIG BEPUEG LOU EUXOPLOTLEG yLOL TNV UTTOOTAPLEN Kal Tn BorBeLa mou
ENafBa Katd tn SLAPKELA TNG METATTUXLAKAG MoU gpyaciag. Mpwta amd OAa, BéAw va
guxapLoTow tov enBAEMovTa Kabnynti Hou yla tnv kKaBodnynon Kot TNV EUmotoouvn
TIOU Hou €8¢€Lée kaB' OAn tn SLapKeLa TNG EPpEUVAG Lou. H epmelpla Kal 0 EMOYYEAUATIOUOG
TOU POV £6woav TNV AUTOMENOLONOoN va AVILHETWTTIOW TG TIPOKANCELG KAl VA avarmtuiw
NV OEA OV PE «ETILTUXLOY.

EnutAéov, Ba nBeha va euxaplotiow Toug cuVadEAPouC Lou Kal Toug piloug tou
pe otApLéav Kal e EVEMVEULOOV KATA TNV TOPELX aUTAG TNG gpyaciag. Ol apolBaieg pag
oLI{NTNAOELG, OL CUMPBOUAEG KalL OL KPLTLKEG QTTOTEAECAV OUCLAOTIKO KOUUATL TNG Stadikaciog
HoU Kot pE BonBnoav va Slteuplvw Tov KatavonTtiko pou opilovta.

TéNog, 6ev Umopw TaPA va EUXAPLOTACW TNV OLKOYEVELA HOU yla TN oTAPLEn, TNV
QyATn KoL TNV KATtavonon mou Hou pocedepav Katd Tn SLapkela autng tng mopeiag. H
adooiwon toug pe €kave va alobavBw olyoupog kal €6woe onuavtikn wbnon otnv
npoonabeld pou.

OAOKANPN QUTA N EUMELPlA TNG METATTUXLAKAG UOU E£PYOOLOC OIMOTEAECE MLa
TIOAUTLUN guKalpla ylo pabnon Katl avantuén, kot opeidw TI¢ EMITUYLEC LoU o€ OAoUG 6aoL
pe otplav. Eipatl Babutata euyvwpov yla 0An tnv umootnplén mou €Aafa kat Ba peivel

aféxaotn otn UvAun Hou.



Adlepwoelg
Oa nBela va apLlEpWOW AUTAV TN LETATTTUXLOKH OV EPyOoia OE QyaTnLEVA TIPOCWTIA TTOU
LE OTNPLEQV KAL UE EUTIVEOUV:

Mpwta and oAa, Ba nBela va adlepwow QUTAV TNV Epyacia otov emPAEmovTa
KaBnynt Hou, Tou Hou Tipoodepe TNV gukalpla va avamtuéw TG LOEEC LOU KOL UE
kaBodnyynoe kaB' 6An tn Slapkela tng £peuvac. H adooiwon Tou KoL N eUmelpia Tou
QMOTEAECAV TNV €UMVELONG KoL HE Kivnoav va emiblwéw TNV 0pLoTELQ OE QUTAV TNV
epyaoia.

ErumAéov, Ba n6ela va adlepwow autnv thv epyacia otoug cuvadéAdoug Hou Kal
TouG Ppidoug mou pe otnplEav Katd tn SLapKeLa AUTAG TNG opeiag. OL culnNTAOELS Hag, OL
OUMUPBOUAEG Kal oL avTaAAayEG AmOPEWY HOG LE EKOVAV VA OVATTTUEW TLG LOEEG LOU KOl va
BeAtlwow TO £€pyo pou. H apolfaia ocuvepyaoia kal umootnplén HOG AmoTEAECAV
QVEKTLUNTO TTAOUTO yLa TNV ETILTUXLOL AUTAG TNG Epyaciag.

TéNog, Ba NBela va aplEpWOowW QUTAV TNV EPYACLO OTNV OLKOYEVELA HOU KOl TOUG

QYO UEVOUG LOU.
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NepiAnyn

OL BpopPwTikEG pLKpoayyelomaBeleg elval omdvieg maOAoeLg Tou MPOKAAOUV GOPAPES
BAABec ota pikpa ayyeia Tou opyaviopol. Ot KUplol Pnxaviopol mou oxetilovtal Pe tnv
avantuén twv TMA mepllapBavouv tn Swatapayn tng ailgoppaylkng dtabeong, tnv
€Vepyomoinon Tou cuoTHATOG MHRENG Tou aipatog kal tn BAABNn tou evdéoBnAiou. Autol ot
pnxoviopot oényolv OTNV  QLUOPPAYLKH HKpooyyelomaBela kot T Snuoupyia
ULIKpoBpouBwyv ota atpodpopa ayyeia.

H epyaotnplakn Stayvwon twv TMA amattel tn xprion mMoAAWV SOKLUAOLWVY TIoU
aéloAoyouUv tnv &N Tou aipatog, TNV KATAoTACH TWV ALUOTETAALWY, TOV TTapAyovTa von
Willebrand kat aA\eg mapapétpoug mou oxetilovtal Pe TNV adoppaykni Stabeon Kat tnv
evepyornoinon tng mnéng. EmutAéov, oL efetdoelg pmopouv va mepllapBavouv tnv
aviyveuon tng mopouciag AVIIOWHATWY KAtd Tou mapdayovta ADAMTS13, o omoiog
oxetiletal pe tnv OpopuPwtikn BpopPomnevikn mopdupa.

H owotn dldyvwaon kat n avayvwplon Tou Tunou tTng TMA elval onpavIikég yla Tnv
KOTAAANAN BepameuTikn Mpoogyylon. H avayvwplon tne Baoikng attiag, eite avtn) eival
VEVETIKN €lte emiktnTn, Unopel va kabopioel tn xoprynon otoxeupévng Beparmneiag, Omwg
N aviyuetabeon tou mapayovia ADAMTS13 1} n amokataotaon tng dtatapayuevng mnénc.
H mepaltépw €peuva Kal n KAtavonon Twv UNXOVIOUWV TIou ePmAékovtal ot TMA
QVOPEVETAL Vo BEATLWOOUV TNV QVILETWILON Kal Tn BOgpameia autwv Twv OMAVIWY

aoBsveLwv.

NE€eLg kKAeLdLA: Adamats13, BpouPog, pikpoayyelonabeleg, von Willebrand
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Abstract

Thrombotic microangiopathies (TMA) are rare disorders that cause severe damage to the
small blood vessels in the body. The main mechanisms involved in the development of TMA
include disturbances in blood clotting, activation of the blood coagulation system, and
damage to the endothelium. These mechanisms lead to microvascular thrombotic events
and the formation of small blood clots in the blood vessels.

The laboratory diagnosis of TMA requires the use of multiple tests that assess blood
clotting, platelet function, von Willebrand factor, and other parameters related to blood
coagulation and activation. Additionally, examinations may include the detection of anti-
bodies against the ADAMTS13 enzyme, which is associated with thrombotic thrombocyto-
penic purpura.

Accurate diagnosis and identification of the type of TMA are important for appro-
priate therapeutic approaches. Recognizing the underlying cause, whether genetic or ac-
quired, can determine targeted treatment options such as ADAMTS13 replacement or res-
toration of disturbed clotting. Further research and understanding of the mechanisms in-
volved in TMA are expected to improve the management and treatment of these rare dis-

eases.

Key words: TMA, adamts13, Thrombotic, microangiopathies, hus, von Willebrand
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MpoAoyog

Itnv mapoloa SIMAwUATIKA epyacia Ba peAetnBoUV oL OPOUBWTIKEG ULKPOOYYELOTIAOELEG
(thrombotic microangiopathies, TMA), GUYKEKPLUEVA OTO ALLOAUTIKO OUPALULKO CUVEPOLO
(Haemolytic uraemic syndrome, HUS), otn OpouPwtiky BpouPoreviky mopdupa
(thrombotic thrombocytopaenic purpura, TTP) kaBwc Kal oe AAAQ OTIAVLO VOO LLOTOL TIOU
adopolv TNV BpopuPwTiky MLIKpoayyelomaBela. Ita TapokATw kedpdAaita Ba yivel
QVOAUTIKN Teplypadr TwWV VOONUATWY BpouBWTIKAG HUIKPOAYYELOTIABELNG, UE KALVLKA

napouvciaon, maBoducloAoyLlkoug LNXavIoUoUG, EpyaoTtneLakn dtayvwon kot Beparmeia.



KeddaAawo 1. Eloaywyn otig OpopPWTIKEG LKPOOYYELOTIAOELG

Oplopog

O 6po¢ BpouPwTkEG LikpoayyelomtdBeleg (TMA) avadEépetal o€ pLa opada mabrnoswv mou
ennpealouv TA WUIKPA alpodopo oyyelad Tou eykePAAOU KOl TOU VWTLOOU HUEAOU.
Mpokettal yla dlatapaxEC MOU MPOKAAOUVTAL Amd TO OXNUOTIONO BpouBwv ota pikpd
awpodopa ayyeia, ta onoia epnodilouv Tn Por) Tou aNaTog oTov eYKEDAAO N TO VwTLaLo
pueho. H koataotaon authy umopel va odnynoet oe aiwpvidia eudavion KAWIKWV
CUMMTWHATWY, OMWC epdavion eAAeiPewv oTig Aeltoupyleg Tou gykedalou, mapaiuon,
KoL aviotn avamnnpia.

JUYKEKPLUEVA €xel moapatnpnBel alpoAutiky avalpio pkpoayyelomadntikol
TuTou, BpopBonevia, apvntik Coombs (ta avtiocwpata Tou aobevoug ev avtidpouv e
Ta avtiyova), xaunAn cuykévipwon amtoodalpivng (mpwtegivn), n €upeon xohepubpivn
elvat uPnAn, kaBwg n LDH eival moAU auvénuévn, nepimou €€L popég peyaAlTeEPN Ao T

duoLoloyikn T, Aoyw tng aneAeuBEépwon g tng amnod oyatuikég PAaBeg[1].

1.1. KATHI'OPIEZ ©OPOMBQTIKQN MIKPOAITEIONAGEIQN

Ot Baokég katnyopleg OpouBwTIKWY pLKpoayyelomaBeLwy elval:
1. ApoAutiké oupatptkd ocuvdépopo (HUS): khaooikr Statapaxn Shiga-tofivn kot
atumo HUS
2. Opoppwrtikn Opouponevikn nopdpupa (TTP): EANewdn tng mpwteivng ADAMTS13
(kAnpovouikn f emiktntn)
3. AM\oL Seuteponabng tunol TMA: 6w katatdacoovtal Ta Gapuaka, kunon, ocnyn,

QUTOAVOOoQ, KAKonOnG UMEPTACT, UETAUOOXEUGN OPYAVWV.



KedpaAaro 2. AipoAutikd Oupatpkd uovépopo (HUS)
To aLUOAUTIKO oupaLLKO cUVEPOUO €lval pLa omavia acBEveLa TOU AlaTOoG ToU TPOKAAEL
avatuio kot vedplkn avemapkela. Autr n Kataotacn opelAeTal o pla YEVETIKA LETAA QLN
Tou ennpealel Ta epuBpokuTtapa. AmoteAel Tnv Mo ouxvn awtia vedptkns PAABNg ota
nadld. Emiong Ba avadepbolpe kal yla tnv aveféAeyktn evepyomoincn Tou
OUUITANPWHATOG.

To CUUMANPWHATLKO CUOTNHA ElVOL EVO ONUAVTIKO CUCTN A 0VOCOAOYLKN G ALUVOG
Tou avBpwrivou owpotog, PBonbdasl otnv  avayvwplon Kal  Kotoaotpodn Twv
HULKPOOPYAVIOUWVY Kol amoTeAel kaiplo HEPOG TNG GUOLKAG avoaoiag tou avBpwrmou [2].
Tpelg SL0bpoUEG evepyomoinong €XouvV XapaKTNPLOTel: n KAaowkn, n Aektivn Kat n
evaAlaktikn Stadpoprn. H evepyormoinon twv dtadpopwv, KAAOLKAG Kat Aektivng e€aptaral
and TNV avayvwplon maboyovwy 1 aAAOLWHEVWY KUTTAPWY amd avVTLoWHOTA (KAQOLKA
Swadpopn) kat popla avayvwplong HotiPfwv (mevipagive¢ kat Clg ylwa tnv KAOOLKNA

Sltadpoun, Aektiveg Kat pkoAiveg yia tn dtadpoun tng Aektivng)[3].

Ewkova 1 AipoAutiko Oupajiko Suvdpouo HUS
Mnyn:https.//cibum.qgr/oikiaka/paidi/paidiatriko-aimolytiko-oyraimiko-syndromo-proliptika-metra-gia-tin-antimetopisi-

ton-kindynon-toy-kalokairioy/



https://antiselgr-my.sharepoint.com/personal/sgarouniatis_antisel_gr/Documents/Desktop/διπλωματικη/Θρομβωτικές%20μικροαγγειοπάθειες%20μηχανισμοί%20πρόκλησης%20και%20εργαστηριακή%20διάγνωση.docx
https://antiselgr-my.sharepoint.com/personal/sgarouniatis_antisel_gr/Documents/Desktop/διπλωματικη/Θρομβωτικές%20μικροαγγειοπάθειες%20μηχανισμοί%20πρόκλησης%20και%20εργαστηριακή%20διάγνωση.docx

2.1 KATHTOPIEZ AIMOAYTIKOY OYPAIMIKOY 2YNAPOMOY

OL TTILO ONUOVTLKEG KATNYOopLeg elvat:

e To tumikd mou oxetiletal pe AolHwEN TOU YyOOTPEVIEPLKOU, amod Boktripla mou
napayouv To&ivn-Shiga onwg n E. coli (ouvnBwg STEC HUS).

e [0 TO OTPEMTOKOKKO Tveupoviag oe HUS (SP-HUS)

e Mua dAAn katnyoplia eivat to atumo (aHUS r atypical HUS) to omoio oxetiletal pe
NV umepPoALkn evepyomoinon Tou cupnmAnpwpatog. Exel mapatnpnOel o KAWIKA
TIEPLOTATIKA OTL AUTO CUPBaivEL AOYw KANPOVOULKOTNTAC I EMKTNTNG Statapaxng
TOU OUUTIANPWHLOLTOG,.

e AN\ popdn tou HUS Bpiokel Epopo £6adog oe MPoUTAPXOUCEC AODEVELEC, OTIWC

uméptaon, Aolpwén, HETOUOOXEUCH OPYAVWY, QUTOAVOGCO I EYKULOCUVNG.

MNapakdtw Ba avacdepBoUpe avaAUTIKOTEPA ylo T KATNYOPLEG TOU ATUTIOU

OLLOAUTLKOU OUPALULKOU cuvdpOuoU.

HUS with coexisting diseases or conditions

+ Haemopoietic stem cell + Autoimmune diseases
transplantation + Drugs

+ Solid-organ transplantation  + Malignant hypertension

+ Malignancy + Pre-existing nephropathy

Infection-induced HUS

B » 5 pneumoniae-HUS
= = STEC-HUS
1'; » Others (influenza A, HIN1, HIV)
f
2 Cobalamin C defect-HUS
=
]
g DGKE-HUS
T
HLIS with dysrequuiatinnaf Mutations in CFH, CFI, MCE C3, CFB, THBD
Atypical < the complement alternative
HUS
pathway Anti-CFH antibodh|

HUS without identified complement or DGKE mutation or anti-CFH antibody

Ewova 2 Katnyoptomoinon twv SLa@opwV Lop@wV TOU ALUOAUTIKOU OUPALULKOU oUuVSpOUoU
Mnyn: https://pubmed.ncbi.nlm.nih.qov/28242109/



https://pubmed.ncbi.nlm.nih.gov/28242109/

2.2 KAAZZIKO HUS (STEC-HUS)

H mAelovotnta twv meplotatikwy pe HUS ocuvdéetal pe poéAuvon amnod Bakthipla mou ma-
payouv TiG tofiveg Stx1 kat Sx2, ouvnBwg suBuvetal n E. coli pe opotuno 0157:H7. To
TUTkO HUS emnpedlel kupiwg ta matdld €xovrag kaAn mpoyvwon.

Ta Stx1 kat Stx2 eival e€wtoéiveg mou cuvdéovtal pe to yAoBotplaoculkepapibn-
unodoxéa (globotriaosylceramide,Gb3), o omoiog ekppaletal Evtova otov eykEDalo Kal
oto emBnAlakd omeipwpa twv veppwv. H Bepotolivn Shiga-tofivn amoteAeitat ano 1
urtopovada tnv A pe poplako Bapog 33 kD kat 5 urtopovadeg B pe poplako Bapog 7.7 kD
€ka-oto¢. H Shiga-tofivn dpa eddoov oL unopovadeg B cuvdebolv pe tov umodoxéa

Gb3[3], [4].

KAwwkn Mapouciaon
Ou aoBeveic pe HUS epdavitlouv BpopPomevia (pelwpévo aplBpd atpometaiiwy),
QLUOAUTIKA avaluia (xapnAd enimeda awpoodalpivng) kot Statapoxeg tng vedpLkAg
Aettoupyiag. H vedpikr Suohettoupyla mephapBavel mpwreivoupia (mpwteives ota olpa),
awgatoupia (aipa ota olpa) Kat uméptaon. Av kat cuvABwg n mpwteivoupla ivat AmLOG
Hop®dNG, UTIAPXOUV EAAXLOTEC TIEPUTTWOELG TTOU GTAVEL eTtineda vePppwaolkol cuvdpopou,
OToU €KEl €xoupe peyaAn Slappor MocoTNTwY MPWTEIVNG ota olupa. MeydAo PEPOG TWV
aoBevwv xpelaletal va kavouv alpokdaBapaon. BéBata n katnyoplonoinon acBevwy pe HUS
elval mio meputAokr, KABWE TO CUUMTWUOTO UMOPEL val EPdavIoToUV OE PLa EUPELR VKA
KALVLKWV oevapiwv. 2To 90% Twv MEPUTTWOEWV OUMPBALVEL LETA amd Aolpwén pe Baktipla
TIou Tapayouv tofivn-shiga, eite eival evtepoatpoppayikry Escherichia coli (STEC). Ot
urtodouneg 10% TwV MEPLMTWOEWV €XOUV TAPASOCLAKA XOPOKTNPELOTEL wg dtumn HUS
(@aHUS)[1][4].

2TIC TIEPLOOOTEPEG MepunTwoel pe HUS umdpyel vedpikn emPdpuvon, xwpic avto
va ptavel oe oAlkr) vedplkr avemadpkela. H vedpikr) amokataotoaon kpatdet 1 pe 2
Bdouadeg, avaloya tov avBpwmo. H veupoloyikr emiPdpuvon eilval n mo cuyva
avadepopevn eEwvedplk ekdnAwon, pe oxedov To £va TPITO TwV TEPUTTWOEWV Va

avadépouv oxnuatiopo emAngiag kat peiwon tov emunedou ouveidnong[5].



Epyaotnplakn Atdyvwon

H emotnuovikn epyaotnplakn ditdyvwon tou kAaocolkol STEC-HUS mepllappavel tnv

aéloAdynon Sladopwyv MopPAUETPWY TTOU cuvdEéovTal Pe TNV acBEvela. OL TILO CNUAVTLKEG

Sdladikaoieg Slayvwong meplhapfavouv:

MaBoAoyoavatoutkn e¢€taon: H Bloyia vedpou amotelel kUpla pEBodo ya tnv
avayvwpLon TwV Xapaktnplotikwy BAaBwv ota vedpd mou cuvdEovtal pe to STEC-
HUS. H eétaon tou &elypatog mepllapfavel amotumwon tng PAABng tou
EOWTEPLKOU TNG aptnplag, kuttapomdbela, MANOBwpPLOUO Twv evdoBnAlakwy
KUTTApwV Kal Bpoupwon.

AvaAuon aipatog: MeplhapPAavel tn HETPNON TWV ALUATOAOYLKWY TIOPAUETPWY,
OTWG N AlLAToKPLTNG, 0 APLOUOG TWV EpuBpwWV alpoodalpiwy, TWV AEUKOKUTTAPWY
KOl Twv otpomnetoAiwv. Itoug acBeveic pe STEC-HUS, ouxva mapatnpesitat

aLlpoAuTIKA avatpia, OpopBokuttapornevia Kot LETABOAEC TWV ALUOTIETAALWV.

‘EAeyxog Aettoupyiag vedpwv: H a€loddynon tng vedpikng Aettoupyiag yivetal péow

HETPNONG TWV eTMES WV KpeaTvivng KaL oupiag oto aipa. Ol acBeveic pe STEC-HUS
ouvnBw¢ mapouolalouv AUENUEVEG TILEG TWV €V AOYyw SELKTWY, utodnAwvovtag
TIEPLOPLOUEVN VEDPLKN AELTOUpYLQ.

Moptlakny avixyveuvon STEC: H poplakn avixveuon tou oteAéxoug STEC O0157:H7
Tipaypatonoleital ouvAbwg He TN XprHon ToAUUEPOUC aAuoidag avidpacswv
(PCR). AutA n uéBobdog umopel va evtormioel To yovidio stx1 kat stx2 mou oxetilovrat
HE Tov mapaywyo toivng STEC. H avixveuon autwv Twv yovidiwv urmodnAwveL thv

napouaia tou oteAéxoug STEC 0157:H7.

H mapamavw epyoaotnplakn Slayvwon TOpEXEL ONUOVTLIKEG TIANPOdOPIeEG yla Tov

kKAaoolkd tumo STEC-HUS. H akpiBric Stayvwon elval onpavtikn yla tnv enioyn tne

KOTAAANANG Beparmeilag KoL TNV amoteAeopaTk Slaxeiplon Twv acBevwy PeE QUTAV TN

coBapn vooo. Eival onuavtikd va €xete umoyn OtL n mapanavw Slayvwaon avadEpetal

otov KAaoolkd tumo STEC-HUS kat pmopel va umdpxouv kat GAAeG mapoaAAayEg TG

000évelag mou amaltoUv eTUTAEOV €€eTAOELC Kol afloAoynon amod e€eldIKEUUEVOUG

ETILOTNMOVEG[6].



NaBoyévela

H Shiga toivn pmopel va eLoXwprjoeL 0TO €VTEPO LYWV {WWV KL VA ETINPEACEL TNV aAAucida
Tpodipwy, €dv kotavaAwBel poAluopévo kpéag fp aAAa tpodipa. H maboyova E. coli
OUVOEETAL PE TO BAEVVOYOVO TOU YAOTPEVTEPLKOU CWARVA Kal N Toivn LETAKLVELTOL OO TO
emOnAlo otnv KukAodopia, omou cuvdéetal pe ta kKukAodopouvta epubpokiTTopa Kol
AgukokuTTOpQ.

H to&ivn amoteAeitat ano pia umtopovada A kat tévte uTtopovadeg B, kat cuvdéetal
pe tnv Gb3 mpwteivn mou Bpioketal otnv eMbAVELX TWV KUTTAPWV-0TOXWV. AdoL eLloENBEL
OTO KUTTApPO, HUETadEPETAL OTO evOOmMAaopUaTKO Siktuo. H umopovada A tng tofivng
avaoTéAAeL Tn olvBeon mpwrteivwy, Snuoupywvtag SuoAeltoupyia ota KUTTOpA Kol

odnywvtag teAlka otov Bavato toug[2], [5], [7].

Awayvwon kat Oeparneia

Y& 0Aoug toug acBeveic pe TMA, mpoteivetal n KAAALEPYELA KOTIPAVWY, AVEEAPTNTA AT TO
OV UTLAPXEL LOTOPLKO EVIEPLKAG VOOOU. AKOUa Kal av n dtappota €xeL Nén emtAuBel, pumopet
va eCakplBwBel n mapoucia Boaktnpiwv, y!' autd amalteitol n omootoArn Selypdtwv
Kompavwv. EmutAéov, n texvikn t¢ PCR umopel va edbappootel oe avtd ta dsiypota yla
TNV aviyveuon twv yovidiwv mou oxetilovtal pe tn Shiga toivn[5].

MéxpL onuepa, dev €xel avakaAudBel kapio Bepameia yio TNV AVILLETWILON TOU
STEC HUS &Kkt6¢ amod tnVv UMOOTNPLKTIKY dpoviida He Xprion HNXOVNMATWY OMwG N
awgokaBapon kat n umootnpEn tng avamnvonc. H Bepancia pe mAaopa Sev cuviotatal
TAEOV yLa TNV avTlpeTwriion tou STEC HUS kat pmnopet va sivat mpaypoatika emBAafng. O
POAOC TWV aVTLBLOTIKWY £ival apdIAEYOUEVOC KAl N XPron TOUC €XEL EPLOPLOTEL AOYyw
avnouxwwyv OtL urmopel va mpokaAéosl avénon otnv ameleuBépwon tng Shiga tofivng,
auvéavovtag £toL Tnv bavotnta Kat tn cofapotnta tou STEC HUS. H amoteAsopatikotnTa
TwV aviBlotikwy ¢aivetal va e€optatal TO00 AMO TO CUYKEKPLUEVO aVTLBLOTIKO 000 Kol
amnd tnv napovoa poAuveon ue tnyv E. Coli[1], [2], [5], [6].

Av kal ol ¢pBoplokivoldveg auvfavouv tnv mapaywyn tng tofivng in vitro, dev

daivetal va emSEVWVOULV TNV VOCO. ATIO TNV AAAN TAEUPQA, OPLOPEVA OVTLRLOTIKA OTIWG Ol



pHakpoAideg kat n dwodopukivn pelwvouv TNV Tapaywyn tTng toéivng kot pmopouv va
HELWOOoUV Tov Kivduvo eudaviong HUS[5], [6]. MopdAo Tou TO CUUTANPWHA UIMOPEL va
oUUBAAeL otnv maBoloyia tou STEC-HUS, o€ oplopévoug aoBeveig mou Eekivnoav Eykatpa
TNV ekouAwoupaunn (Eculizumab) eixape onuavtikn PeAtiwon g acBévelag. H
€KOUAL{OUMAUTIN €lval HOVOKAWVIKO aviiowpa, He €181k Séopeuon otnv mpwrteivn C5,
avaotéAAeL tnv Sldomacn o C5a kat C5b, anotpénovtag tnv dnuiouvpyia tou C5b-9[5], [7],

[8].

2.2 2YNAPOMO AIMOAYTIKHZ  OYPAIMIKHZ  EMINAOKHZ AMO TON
2TPEMNTOKOKKO NMNEYMONIAZ (SP-HUS)

YroAoyiletat OtL n mveupokokkiky HUS (SP-HUS) amoteAel mepimou to 5% OAwv Twv
neplotatikwy HUS oeg madid, 1o 38% €wg 43% twv meputtwoewv HUS mou bev
npokaAovuvtal amnd tofivn Shiga, mveupokokkiky HUS 1 HUS mou oxetiletalr pe
OTPETTOKOKKLKA Tiveupovia (SP-HUS), émou n etriola eudavior tng avEPYETAL O€ TEPLTIOU
0,06 ava 100.000 matdia nAwkiag katw twy 18 etwv[2], [9].

H ouxvotnta euddviong Tou cuvOpOUOU QLUOAUTIKOU oupalpikol cuvdpopou
(HUS) peta amd TVEUHOVOKOKKIKEC AOLUWEELG ekTipaTal oto 0,4% £wc 0,6%, cuxvotepa
HETA amd MVEUHOVIO ETUSEWVWVETAL HE EUTUNUA, N Hnviyyitlda. Me tnv €lcaywyr Tou
euBoAiou PCV7, n etnola ouxvotnta MOpEUELVE N BLa, aAAd To otélexog 19A éylve TO

Kuplapyxo ocuoxetilopevo otélexog[2], [7], [9].

KAwikn NMapouacioon
Ta ouvpntwpata ouviBbwg epdavidovtal 4 €wg 13 nUEPEC UETA TNV €vapén NG
TIVEULOKOKKLKNG VOOOU, LE TOUG TIEPLOCOTEPOUG VO OVATITUGCOVTOL EVIOG 6 £WG 8 NUEPWY,
nmou eival ehadppwg peyalutepn amd tnv nepiodo kabuotépnong tou STEC-HUS. e
olyKkpLlon Ue to STEC-HUS, ta matdid mou mAntrovtatl anod to SP-HUS sival vedtepa e TLo
coBapn vedplk ALUATOAOYIKH vOOO, amaltolv HeyoAUTepn Oldpkela voonAsiag Kot
OUXVOTEPQ OVTLUETWIIIOUV HOVLUN VEPPLKN avemapKeLa Aoyw vékpwaong[5], [6], [9].

H dtayvwon tou SP-HUS pmopel va amoteAéoel TPOKANGN YLO TOUC KALVIKOUG, ELSLIKA
6ebopévou NG ouxvng cuvumapEng tou pe dtaxutn evdoayyelakn mAEn. To AUECO TEOT

Coombs aviyveUEL QVTIOWHATA KOL TO CUMIMARPWLLO TIOU ETUKOAUTITOUV Ta epuBpokuTTapa



Kot €xel SelxBel otL elval Betikd oto 80% twv meplotatikwy Tou SP-HUS. Qotoco, dev
UTIAPXOUV SESOUEVO OXETIKA UE TO TTOCOOTO BeTikwv teOT Coombs O TVEUUOKOKKLKEC

AotpwéeLg xwpig HUS.

Epyaotnplakn dtayvwon

H emotnuoviky €pyaoctnplokn Sldyvwon ToUu OuvSPOUOU QLUOAUTIKAG OUPALULKNG
ETIUTAOKING QO TOV OTPEMTOKOKKO TVeUpoviag meplhappavel tnv afloAdynon diadopwv
TIAPOUETpWY TIOU cuvdéovtal pe TNV acBévela. Ou kupleg Sadikaoieg Slayvwong

neplAappfavouv:

e Avaluon aipoatog: MeplhapPAavel Tn HETPNON TWV OULUOTOAOYLKWY TIAPAUETPWY,
OTIWG O ALLATOKPITNG, 0 apLBUOC TwV EpuBpwv alpoodalpiwy, TwV AEUKOKUTTAPWY
KOLL TWV OLUOTETAALWV. ZTOUC a0BeVELG UE ALULOAUTLKO OUPALULIKO CUVEPOO, cUXVA
napatnpouvtal YapunAd emnimeda ailpoodalpivng, alpometadiwy Kol auénuéva
eMineda AEUKOKUTTAPWV.

e [laBoloyoavatouiky eé€taon: H PBogia vedpol amotedel onUAVIIKO HECO
Slayvwonc, KoBweg EMITPEMEL TNV OVAYVWPELON TWV XAPAKTNPLOTIKWY BAafwy ota
vedppd TOU OUVOEOVTOL HE TO OLUOAUTIKO OUPALULKO OUVOPOUO amod ToV
OTPETITOKOKKO Tveupoviag. H e€€taon tou Selypatog mephapfavel amotunmwaon tng
BAGBNC TOU eowteplkOU TNG Optnplag, KuttapomdBela, TMANOBwPLOUO TwV
evéoOnAlakwv Kuttapwv Kat Bpoufwon.

e AvaAuon oupwv: H afloAdynon twv olpwv meplAapPfdavel Tt HPETPNON TNG
TPWTELVNG Tou oUPOoU, TWV EPUBPWV atpoodalplwy Kal TwV AEUKOKUTTAPWY. ITOUC
000evelG He ALUOAUTIKN oupaipikn €mUTAoKN, UMopel va mapatnpnBel mapouoia
aiparog, mpwTteivng Katl epuBpwv atpoodatpiwy ota ovupa.

e Moplakrn avixveuon Tou OTPEMTOKOKKOU TVeEUpoviag: H poplakn avixveuon tou
OTPEMTOKOKKOU TIVEUHOVIAG yiveTtal ouviBwg He TN xpron MoAupepoug aAucidag
avtibpadoswv (PCR). Auti n uéBodog umopel va eviomicel to yoviblo mou
kwdikomolel to uPnAng kuttapotolikotntag mapayovta (highly cytotoxic factor)

TIOU OXETL(ETAL LE TO OTPETTOKOKKO TVeEUoviaG. H avixveuon autou tou yovidiou



ermPBefalwvel TNV TOpPoOUCia TOU OTPEMTOKOKKOU TIVEUMOVIOG WG AOyo 1Nng
OLLLOAUTLKAG OUPQLULKNG ETLITAOKNC.

H mapamndvw epyaoctnplokn Sldyvwon TOpPEXEL ONUAVIIKEG TIAnPodopieg yla To

oUVOPOUO QLUOAUTIKAG OUPOLULKNG ETMUTAOKNG QMO TOV OTPENMTOKOKKO Tveupoviag. H

aKpLBN¢ Slayvwon elval onpavtikn yla tTnv emloyn tng KataAAnAng Beparmeiog Kat tnv

anoteAeopaTIKN Slaxelplon Twv acBevwy Pe auTrv Tn ondvia aAAd cofapr acBevela[9].

NaBoyévela
Mo 1o SP-HUS mopapével UTIOOTNPLKTIKA Bepameia yla TNV QVILLETWIILON TNG UTIOKELMEVNG
TIVEUHMOKOKKLIKNG Aotpwéng. Napapével mapopola He autrv tou STEC-HUS, pe dwatripnon
NG Looppomiag Twv nNAeKTpoAutwv, emapkn Statpodr Kal avilkatdotaon VEDPLKAG
AelTtoupylog v amnatteital.

Noyw twv evdeilewv evepyomoinong tou cupmAnpwpotog, H ekouAlloupdaunn
(eculizumab) €xeL xpnowuomoinBei yia Bepamneia cofapwv meplotatikwy tou SP-HUS.
Qotooo, amattouvtal TOANEG €AeYXOUEVEG UEAETEC yla va afloAoynbel mepaltépw n

QITOTEAECHUATIKOTNTA TOU 0TV a.0B€veLa tou mpokaAeital amno to otpentokokko[2], [8], [9].

Awayvwon kot Ospaneia

Ta anoteAéopata TG cuvSpoung tou SP-HUS eival xelpotepa amno ekeiva mou oxetilovrat
pe to STEC-HUS, pe pia mepimou 12% Ovnowpotnta, €l8IKA OTAV CUVUTIAPXEL Xpovia
punviyyitda. H pakponpoBbeoun mpoyvwon tou SP-HUS elval emiong XeLpotepn, HE ML
pHeAETN va avadépel OTL To 23% Twv emlWVTWY EXEL XPOVIA VEPPLK vOoo , To 28%
npwtelvoupia kal to 19% uméptacn, HE OUVOAKA 26% £€wg 40% mAnBuopd mou

ennpealetal o ox€on e mepimou 25% twv uToKeluévwy oto STEC-HUS[2], [6], [9].

2.3 ATYNNO AIMOAYTIKO OYPAIMIKO 2YNAPOMO (aHUS)

To ATuTo QLUOAUTIKO oupalukd cuvdpopo (aHUS) eival pla omavia popdr amo Tig
BpoUPWTLKEG pLIKpOAyYELOTIABELEG, N omola pokaAeital anod eniktntn BAABN otn puBULON
TOU CUMMANpwHOTOC, 0dnywvtag o SuoAettoupyia Twv ev0ONALOKWY KUTTAPWV KAl OTN

dnuoupyla pikpoatpatikwy BpouBwv[10].
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Yndpyxouv 3 Paoikol pnxaviopoi SuoAeltoupylag TOU OCUUMANPWUATOG TIOU
ouvdéovtal e TNV Taboyévela aocBsvelwv: amwAela Asttoupylog HeTAMNAEELS oOf
TIPWTEIVEG KOVOVLIOTIKWY TOPOAYOVTIWY TOU CUMMANpwUAtog, omwe n MNapdyovtag H,
MNapayovtag |, Mpwteivn KabBodnyntng Meuppavng (CD46) kat OpoppopovtouAivn, n
omnola nailel kaBopLoTiko poAo otnv AN Kot otn puBULoN Tou cupmAnpwpuatog[1], [10].

H vevetkn n emiktntn SuoAewtoupyia tng SLadpOUAG TOU CUUTTANPWHATOG
avixvevetal oto 40-60% Twv acBeVwV PE ATUTIO ALUOAUTIKO-0UPOLULKO auvdpopo (aHUS),
urtodnAwvovtag yevetikr mipodlaBeon. Auth n anoppubuion odpeiletal oe peTaAAAELG oTa
yovidla ou KwOIKOTMOoLoUV TIG TPWTEIVEG PUOULOTIKWY HUNXAVIOUWY GUUMANPWHOTOC,
Factor H (FH), Factor | (FI), mpwteivn-cupnapayovta tng pepuBpavng (membrane cofactor
protein, MCP), cupunAnpwua 3 (C3), mapayovta B (FB) r} BpopBopoviouAivn (THBD), ) tnv
napoucia avtl-FH avilowpdtwy mou odnyouv 6TV EVEPYOTIOLNGCN TOU CUUMANPpWHOTOC[7],

[10].

2.3.1 ENIKTHTO aHUS

To eMiKTNTO ATUTIO QLUOAUTIKO OUPALULKO GUVSPOUO Elval pio TaBoAoyIKI) KATAOTOON TIoU
ouvnBwg mapouocldletal o aoBevel¢ He XPOvVia VEPPLK OQVETAPKELX KOl TOU
XopaKtnpiletal amo avatlpia Kot aloAUTIKn Kpion.

2TOV EMIKTNTO ATUTIO ALOAUTLKO OUPALULKO cUVSpOUO, N avaluia mpokaAsital amno
NV anwAsla €puBpokUTTAPWY Adyw alpudAuong, dnAadn tng Kataotpodrg toug. H
aLoAUTIKA Kplon mpokaAeital amo tnv avénon tng KataBoAng ouplkwyv ofEwv ota LOTOUG,
n omola pnopel va 0dnynoeL 0 ALUOAUTLK avaLuio Kol 0 KATOKPATNon ouplag.

Ol 000eveilc pe emMIKINTO ATUTO OULUOAUTIKO OUPOLULKO CUVOPOUO amaLTouvV
algokdBapon yla tn dloxeiplon tng vePPLKNG QAVETAPKELOG KOL TNG CUVETAKOAouOng
OLHOAUTIKAG Kpilong. H Bepameia meplappavel eniong ™ Staxeiplon tng avoalpiog pe
EpUBpPOTOLNTIKOUG TP AYOVTEG Kal TN Slaxelplon Twv oupLKwY 0EEWV OTO atpa.

H totopia tou HUS £ekiva tn dekaetio tou 1920, 6tav oL ylaTpol mapatnpnoayv pia
OELlpA 0L0BEVWVY LE CUMMTWHOTA ALLOAUONG KoL VEPPLKAG aveMApPKeLaG. To 1924, oL yilatpol
Richard Bright kat Alfred Anton Frerichs mapatrpnoav tn oxéon KeTagV TnG oupatpiag Kot
™G vedpiknc Suohettoupylag os aoBeveig e xpovia VeEdpLKH VOGO. AUTEC OL TTOPATNPHOELS
0drynoav otnv Kotavonaon OTL N VeppLKr) AVETIAPKELO UTTOPEL va IPOKAAEDEL oupatpia. To

1955, oL ylatpoi Gasser, et al. avayvwploav yla mpwtn ¢opad 1o cUVEPOUO KOL TO OVOLLAOOV
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OLULOAUTIKO OUPOLULKO OUVOpOpO». A0 TOTE, N EMLOTNUOVIKN €pguva oUVEBOAE otnv
KOTOVONGN KOlL TNV QVTLUETWITLON TNG VOOOU.

H oxéon petafl xapnAwv emumedwv ZupnmAnpwpoatog C3 oto MAAOUA KOl TOu
QLUOAUTIKO oupatutkd ouvdpopo (HUS) mepypadnke yla mpwtn dpopd and tov Cameron
JS 10 1972. To 1997, o Warwicker mpwrtorneptéypade pia petarAaén nou eudaviletal oto
yovidlo mou kwdikomolel Tov mapdyovta H og avBpwroug mou mAoXouV and oLOAUTIKO
oUpaLULKO oUvSpopo (Hemolytic Uremic Syndrome - HUS). Ano tote, €xouv avakaAudOel
nepLoocotepeC amo 100 petaAldgelg tou yovidiou H og eviAikeg kal madld mou maoyxouv

oo HUS [11].

KAwwn Napouciaon- Epyactnplakn Atdyvwon

Mepimou to 70% TWV QOBEVWV HE ATUTIO QLUOAUTIKO OUpPALUIKO oUvépopo (aHUS)
napoucldalouv £advikad cUPMTWHATA, cUVABWCE PE Eva mapdyovta ekkivnong omwe avw
OVATVEUOTLKA Aolpwén 1 yaotpevtepitida, kablotwvtag SUokoAn tn Slakplon amo To
ouvépopo HUS mou oyetiletal pe tnv E. coli (STEC-HUS). To undAouto 30% twv acBevwv
UIopEl va €XEL ULa TILO 0Py EUPAVION TWV CUUMTWUATWY, UE UTOKALVIKN avolLpio, Kot
Statnpnuévn vedpikn Asttoupyla kata tn dtayvwon [6], [10]. Ot aoBeveic autol ynopel va
EXOUV Ml ATUA €vopén XWPLG CUMMTWHATO, OMWE aduvapia, KOmwon Kol avopefia,
kaBlotwvtag tn dtayvwon SuokoAn. XapnAa enineda C3 otov 0po, evw ta enineda C4 sivat
duololoyikd, umodnAwvouv evepyomoinon TtNG eVAAAOKTIKAG OSladpoung, aAAd
TIAPOTNPEOUVTOL LOVO OE TEPLTTOU TO €val TPLTO TwV aoBevwy Katd tnv napouvciacn [10],
[11].

EnutAéov, mapAyovteg mou evepyomolouv tnv atumn HUS, omwc ol AoLpWEELS,
Uropel va ouvelopEPOUV OTO CUUMTWHATIKO CUMMAEYPO KATd TNV Topoucioon. H
napouaoia dtappolag, cuvenwg, Sev amokAeietl tn dtdyvwon tng atumnng HUS [12]. Napolo
TIOU TIPONYOUUEVECG UEAETEC UTtodEikvuay OTL N aturmn HUS AOyw yeVETIKWY LETOAAGEE WV
TWV MPWTEIVWY TOU CUUMANPWHATOC NTAV KUPLWE HLa TaSLaTpLK Statapoyn, Uia YaAALKn
€peuva amno 214 aocBeveic avédepe OTL TO 58% Twv acBevwv Ntav eviAikec. H dtumn HUS
€xeL Suopevn mMPoOyvwaon e poodo o€ TEALKO oTASLO VEDPLKAG AVETIAPKELOG OTOV LOO TWV
oaoBevwyv [12].

OL vedplkég ekbnAwoelg tng aHUS eival molkiAeg avapeoa otou¢ acBeveig kat
uropet va meplappavouv ofela vedplkr AVETIAPKELD, VEGPWTIKO EUPOC MPWTIEIvoupiag
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miou odeiletal o€ INULA TNG BACLKAG LEMBPAVNG TOU YAOUEPOU, Kot KakonOn untéptaon. Ot
e€wvedplkég ekdnAwoelg cupBaivouv oe mepimou 20% Twv AcOevwY, HE VEUPOAOYLKEG
ekbnAwoelg va eival n mo ouyxvh, ektipdtal oto 10%, neptlapfdavoviag eVvoxAnTkotnTa,
KATaVAAwaon, oxnUaAtopo eruAniag, SutAwria, KopTkaAkn TUGAwan, nuutapaiuon n

NUUTANyia, KataoTtaAtikotnTa N kKwua [2], [12].

NaBoyévela

To clOTNUA TOU CUUIMANPWHATOG armoTeAel Eva oUvVOeTo SikTuo amod mepLocoTePEC amnod 40
TMPWTEIVEG, TO OMOL0 AMOTEAEL ONMOVTIKO HEPOC TOU €VOOYEVOUCG QVOCOTIOLNTLKOU
OUOTNHATOC Kol CUUPBAAAEL OTOV EAEYXO TNE MPOCOPHUOOTIKNC AVOCLAKAG amokplong [5]. H
EVEPYOTOLNGN TOU CUOTAUATOG TOU CUPTANPWUATOG cuUpPaivel péow Tplwyv Slakpltwv
povormatiwyv (Ewkova 2). H kAaowkp Sltadpopry TOU OCUOTHUATOC GUUMANPWHOTOC
evepyornoleitat otav n Clq ocuvdéetal pe aviiowpata (1gG kat IgM) 1 dAAa pn-avtiocwpata
otowxela. H Sladpoun tn¢ Aektivng evepyomoleital otav avayvwpilovral maboyova
OUOCTOTLKA TIOU TIEPLEXOUV LSATAVOPAKEG Ao TN Lavoln-ayKAAAKTOCEPLVN, TIG PLKOALVEG
N TG KOAektTiveg. H evaAlakTikr Sladpoun UTAPXEL OE ULA CUVEXH KATAOTOON XOUNAOU
EMUMESOU EVEPYOTIOLNONG yLa VO OVTATIOKPLOEL ypriyopa o€ Lo Aotpwén, aAAd €xeL emiong
ONMOVTLKO POAO OTNV €VIoXUON TWV KAAGLKWV Kot Aektivng Stadpopwv. OAeg ol SLadpouEg
TOU OUOTAHOTOC TOU CUUMANPWHOTOC CUYKAIVOUV HECW HULOG TTPWTEOAUTIKN G KateLBUvVONG
Tou C3, mpokaAwvtag Tnv mapaywyn twv C3a kat C3b kat ekkivwvtag tnv TeAkn dtadpoun

TOU cUMMAnpwHaTog [5] .
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Mnyn: https.//www.ncbi.nlm.nih.gov/pmc/articles/PMC6764117/

H Slaxeiplon tou €mMIKTNTOU ATUTIOU QLUOAUTIKOU oupatlptkol cuvdpopou sival
TOAUTIAOKN KOl TIPEMEL va yivetal amod eldkoug tatpol¢. H Bepameia ocuvnBwg
neptAapBavel tn Staxeiplon TG VEPPLKNC QAVETAPKELAG, TN Slatpnon tN¢ KAataAAnAng
UVOPO-NAEKTPOAUTLKAG LOOPPOTILAG, TNV AVTLUETWITILON TWV OVOLULKWY KATAOTACEWY UE TN
XOPNynon enapkoug mocotntag oldnpou Kat atpoodatpivng, kabwg Kat tn Slaxeiplon Twv
ETIUTAOKWV TIOU Umopel va cupBouv oto mAaiolo tng vedpLkng avenmdapkelag. EmumAéoy, os
OPLOMEVEG TEPUTTWOELG MMOpPel va xpelaotel n Olevépyela awgokdaboapong [ n
QVTLKATAOTAON TNG VEPPLKAG AELTOUpYLaC HE Pl HeETapooxevon vedpou [10]-[12].

MNa tn vOoO TIOU TPOKAAELTAL QMO QUTOAVIIOWMATA KOTA TOUu Tapdyovia H,
UTIAPXOUV KOOOPLOUEVEG KATEUOUVTAPLEG OONYLEC YL QVTIUETWILON HME avTtaAAayn
TAAOUOTOC OE OUVOUOOHO HE QVOOOKOTOOTOATIKA ddappaka, olaitepa otav To
ekouAllovpaumnn Oev eival StaBéolpo, av kot véa otolxela umodelkvuouv OTL TO
ekoUALloupAaunn eivat §loou amoTeAECUATIKO oTNV eMiteuén avtlotpodng TG VOGOU Kal
otnv MPOANYN {WTIKWV EMUTAOKWV.

Jtov aHUS, to ouotnua oupmAnpwpatog Sev Asttoupyel owotd, eite Aoyw

VEVETIKWV UETAAAEEWY, €ite AOyw ETUKTNTWY QUTOOVTIOWUATWY TOU emLTiBevtal otov
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napdyovta H, o omolog puBuilel to cvotnUA CUUMANPWHOTOG. Autod odnyel otnv
gvepyomoinon TOU OUOTHUATOC CUUMANPWHATOG KoL TNV Kotaotpodr Twv gpubpwv
alpoodatpiwy, kaBwg katl og InULEG oe AAAa opyavikad cuotripoata [8], [11].

H avtpetwrnion tou aHUS mepllapfavel ouvnBwg tn xprion tou ¢apudakou
€EKOUAL{OUMQUTIN, TIOU OVOOTEAAEL TO OUOTNHO CUUMANPWHOTOC Kol gpmodialel tnv
kataotpodn twv gpubpwv awpoodalpiwv. Qotoéco, otav n ekouAlloupdunn Sev eival
SLaB€o1p0, uTIApPYOUV KABLEPWHEVEG KATELBU VTN PLEG 0ONYLEC YL TN XPION TNG AvTAAAAYAG
TAAOUOTOC OE OUVOUOOUO HE OVOCOKATAOTAATIKA ddpuaka. Ta véa oTtolxela OpwG
Selyxvouv OtL n ekouALlloupaumn eival e€loou AMOTEAECUATIKO OTNV emLTUXh Bepameia TG

vooou kat otnv mpoAnyn {wtikAg onupaciag emutAokwy [8], [11].

Awayvwon kot Oeparneia

H Slayvwon Tou EMIKTNTOU ATUTIOU QLUOAUTLKOU OUPALULKOU OUVOPOUOU YIVETOL HEOW
KAWVIKNG €€€TaoNG, alpatoloylkwy eetaoewv kKol Bodiag vedpou. ITIC ALLATOAOYIKES
e€etdoelc oupneplapfavovral o PLeTtayyi{opevog TAACHOTOC, Ol LETPNOELS TWV EMUMESWV
TOU CUMTANPWUATOC Kal Tou C3, C4 kat CH50, kaBwg Kal n LETPNON TNG TMEPLEKTIKOTNTOG
Tou Aadwpévou oldrpou oto aipa. H Blogia vedpou pmopet va amokaAUPeL TV UMapén
Sloomaopévwy epuBpwv alpoodalpiwy Kol KUTTApwWY ota veppLka kavaAia [2], [12].

H Bepamneio Tou €MIKTNTOU ATUTIOU ALUOAUTLKOU OUPOLULKOU CUVOPOUOU amaltel
e€eldikeupévn ppovtida amo edikoug Llatpouc. H mpwtn ypauun Bepaneiag eival n xprion
TOU GOPUAKOU EKOUAL{OUUAUTN, TIOU QVOOTEAANEL TO CUMMANPWHATIKO oUOTNUA TOU
aipatog. Auto gumodilel tnv katootpodn Twv epubpwv alpoodalplwyv Kol PELWVEL TOV
Kivbuvo yla {WTIKEG ETUIMAOKEG OTIWCE N avemadpkela vedbpwv. QoTO00, N EKOUAL{OUUAUTN
elval éva apketd damavnpo Gpapuako Kal analtel cuvexn xpnon(2].

Eav n ekouAwlloupdunn &ev eival StaBéopo 1 dev elval amoteAeoUATIKO, N
Bepamneia pmopel va meptAapBavel MAAOUA OVTIKATAOTAONG, OUVAOWCG 08 CUVSUAOUO pE
OVOOOKOTOOTOATIKA dappaka. H mAdopa avtikatdotaon adalpel Ta AVIIOWHOTO TIOU
KataotpEédouv ta epubpd alpoodaipla and Tov acbevr Kal avilkablotd To MAACUA UE
dpéoko mAAGopa amo 60Tn. H QVILUETWTMLON TwV EMUTAOKWVY TOU EMIKTNTOU ATUTIOU
QLUOAUTIKOU OoUpalUkol ouvépOpoU, OMWG N OVETMAPKELX VEPPWV, aTALTEL LKA
dpovtida kal Beparmeia. Juvenwg, n Bepameia auth MPEMEeL va Staxelpiletal amnod eldkoug
LatpoU¢ o€ e€elSIKEVUEVA LATPLKA KEVTPO [2].
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H npdyvwon tou eMiKTNTOU ATUTIOU ALLOAUTIKOU OUPALULKOU cuvEpoOpou e€apTdTal
oo moAAoUG MapAyovTeg, Onwe 0 Babuog tng vedppiknc BAABNG, n NALKia tou a.cBevoug
KoL N mapouoia emutAokwv[7].

Ztnv apyikn ¢acn tng vooou, oL acBevelg umopolv va €Xouv coBapd CUMMTW AT
KOlL ETIUTAOKEG, OTIWG ALUOAUTIKI avalpia, ofela vedpikrn avenmapkela kot aAAa. H éykaipn
Stayvwon kat Beparneia propel va BeATIwaoeL TN podyvwaon o€ autnv tn ¢aon[10].

Y€ 1o pakponpoBeoun Baon, n e€EALEN TNC vOoOU UTtopel vat 0dnyrnaoeL og HoVLUN
vedpkry BAGPBN kot avemdpkela. H avayvwplon kal Bepameio Twv EMUTAOKWVY TOU
ETIKTNTOU ATUTIOU QILUOAUTIKOU OUPAULKOU oUVOPOUOU €lval onpavTiky yla T BeAtiwon
NG MPOyvVwong Twv aoBevwv([7].

H kataAAnAn Swapkela Bepaneiog pe ekouAtloupaunn otov aHUS Sev €xel akopa
kaBoplotel. O Merill et al xopriynoe Bepamneia pe ekouAlovpaunn o 17 acBeveic pe
evepyo aHUS kal Bprike OTL n péon Slapkela tng Bepameiag Atav 90 nUEPES, MPLWV TN
Slakomn amd to ylatpod, otav évag acbevng emetuxe avtiotpodng €EEAENG TMA. Tpelg
aobeveic eudavicav umotpomr oOTo TAALCLO €vepyol VOOOU TOU EVIEPOU, HN
OUHUMOPdWONG OTA AVILUTIEPTOOLKA Ylot KAkonOn uméptacn Kol LETA OO UETAUOOXEUON
ATATOC UE Un cUppopdwon otn Andn papudkwy. MNa toug acBeveic mou emétuxav KALVIKNA
Udeon, afilel va onUelwBel OTL pepLKOL PETATPATINKOY OTIO OETIKOUG OE ApVNTIKOUC OTOV
avaAutry evepyomoinong Tou CUUMANPWHUATOG, EVW QGAAOL TTAPEUELVOV OUVEXWE BeTikol
[13].

AUTO umodelkvUeL OTL N ouveXl{OPEVN evepyomoinon Tou CUPTMANPwUatog Sev
anapaitnto npoBAENEL TNV EMAVEUDAVLON TNG VOOOU Kal OTL N EKOUAL{OUUAUTIN UTtopEL val
Slakormel pe aodpdalelo o oplopévoug aoBeveic mapd TNV MAPATELVOLEVN EVEPYOTIOLNGN
TOU CUMIMANPWHATOG. Ta anmoteAéopata auTtng tng LEAETNG uTtooTtnpilouv pLa TpooéyyLlon
npowpns €vapéng TtNC EKOUAWLOUMAUTN KOl Mot SOKLU OSLOKOTING HE  TAKTLKA
napakoAouBnon otav oL acBeveig emtuyxavouv KAk udeon[13].

To k6oTto¢ TNG eKOUALoupaunn ipemet va AndBel umoPn, kabwcg eivat oAU akplBo
nopandvw and S 250,000/£tog Beparmeiag kat MOAEG aoPaAOTIKEG €TALPEIEC £XOUV
TIEPLOPLOMOUG otov TpoUmoAoylopd. O Van den Brand é€kave pia avaAluon KOGTOUG
OTMOTEAEOUATIKOTNTAG €VOANAKTIKWY BOepamewwv yla oobeveic pe ESRD kot aHUS.
Jupnépavay OtL n Bepamneia pe ekOUALLOUUAUTIN 08 CUVEUAOUO HE LETAUOOXEUON VEPPOU
o6nyel og onuavtiko kKEPSOC o€ T oLla Mpoocappoopeva xpovia Lwng[14], [15].
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2YMNAHPQMA KAI ENAOOHAIAKH BAABH ZE aHUS

To ocupmAnpwpa oto aHUS €ilval pla KAtaotacn OnMou TO CWHO TApAyEL UTIEPBOALKEG
TIOCOTNTEG CUMTIANPWUATWY Tou atpatog (C5-9) mou umAokapouv ta alpodoépa ayyeia kat
TIPOKAAOUV QLUOAUTIKO OUpPALULKO cUvdpopo (aHUS). Katda tn Sidpkela tng aHUS, to
OLLLOTIOLNTIKO cUOTNUO UTTOPEL va KataoTtpadel, KoL O OPLOUEVEG TIEPUTTWOELS, N BAARBN
Umopel va emnpedcel Tov evE0OnALO TOLXWHATOC TwV alpodPopwy ayyeiwv. Auto unopei va
obnynoeLl oe evboBnAwokn PAAPN, kKabBw¢ n Tapoywyr TOU CUUMANPWHOTOC OTOV
alpomoNTIkO KUKAO evepyormolel ta evdoOnAlakd KUTTOPQ KOl UMOPEL va TPOKOAECEL
BAGBN ota alpodopa ayyeia[16].

H evbo0nAlakn BAABN eival o cofapn emutAokn tng aHUS kat pmopei va odnynoet
oe Suolsltoupyia Twv alpodopwv ayyeiwv oe Sladopa HEPN TOU CWHATOC, OMWG Ta
vedpd, Tov eykédaAo, TNV KapSLd Kal Ta Tveupovia. H avtipetwrion tng evéoBnAlakng
BAGBNG ouvABwC amaltel ocuvtnpenTKA 1 XEWPOUPYLK Beparmeia, kat n emhoyn tNng
QVTLHETWTTILONG e€opTATOL OO TN coBapdTnTa TNE EMUTAOKNG Kal TNV €ktaon Tn¢ BAABNG
[16].

EnutAéov, otn Oepaneia tou aHUS ouxva xpnotpomolouvial ¢GapuaKEUTIKA
TPOIOVTA TIOU QAVOOTEAAOUV TO CUUTANPWHA TOU ailpatog, OmMwG N €KOUAL{OUUAUTN
(eculizumab) kat n papouAillovpaunn (ravulizumab). Autd ta ¢papuaka Asltoupyouv
avaotéA\ovtag tn O6pAcn TOU OCUUTANPWHATOG TOU aipatog, Kol €xouv BeATIwOoEL

ONUAVTLKA TN BepameuTikn mpoogyylon tou aHUS [16].

2.3.2 KAHPONOMIKO ATYMO AIMOAYTIKO OYPAIMIKO 2YNAPOMO (aHUS)

KAwwn Napouciaon

OL MOPAYOVTEC TOU CUUTIANPWHATOC TOU aipatog mou oxetilovtal pe to aHUS eival ot C3,
CFB, CFH, CFl kot CD46. KAnpOVOULKEG LETAAAAEELG OE AUTOUC TOUG TTOPAYOVTESG UITOPOUV
va. 0dnynoouv OTnV EVEPYOTIOINON TOU OCUUMANPWUOTOG TOU ailatog Kol otnv
UTIEPAKTLVOTIOLNCN TOu, n omola otn ouvéxelo odnyel otnv Kataoctpodrny Twv
EPUBPOKUTTAPWY, TWV ALUOTIETOALWY KAl TWV VEDPLKWY KUTTAPWY, TPOKOAWVTOC TNV

EUPAVLON TWV CUUMTWHATWY Tou aHUS.

17



To yovidlo mou KwbLKomMoloUV AUTOUG TOUG TAPAYOVTEG WIMOPEL VA UTIOCTOUV
KANPOVOULKEG peTaAAGslc, Oonwe Staypadéc oto DNA Toug, oL omoleg pmopouv va
EMNpPeAoouV T AeLToupyia Toug Kat va odnyioouv otnv avarmtuén tou aHUS.

Ol KANPOVOUIKEG HETAANAEELG O AUTOUG TOUG MOPAYOVTEG Unopel va Sladépouv
oTn ouxvotnta, TNV tomoBeaoia kol tn ¢UOoN TOUG, UEPIKEC POPEC UTOPEL va glval Kal
KavoUpyLleg HETAAAAEELS. H avixveuon autwy Twv PeTaAAdéewy pmopet va BonBrioel otn
Slayvwon tou aHUS kat va kaBodnynoel tn Beparmeia tou.

2to aHUS, éxouv avadepBel HeTaANALEL O TEVTE KEVIPIKA TPWTEIVEC TOU
OUMIMAEYHOTOC TOU avaloylkoU Spopou. OL MePLOCOTEPEC ATO QUTEG TIG UETOAAAEELG
obnyolv oe emnpeacpévn pLBULWON TNG eVAANAKTIKAG Sladpoung evepyomoinonc.
Oplopéveg Suadopouv Tnv avayvwplon tou C3b amnd tov mapayovta H, tov mapayovta | i
10 CD46, OPLOPEVEC TNV AVOYVWPLON OLUTOKUTTAPWY EMLPAVELNG, OTIWG TO OLOALKO 0E€0C N
oL YAUKOZOULVOYAUKAVEG o Tov mapayovta H, evw oplopéves petalagelg oto C3 ) otov
napayovta B emiunkuvouv tov xpovo nuulwng tou C3 kovPeptdon 1 eumodilouvv tnv
e€alewpn tou [16].

ErutA€éov, ol QUTOOVTIOWHOTA KOTA TOU TapAyovta H Pmopouv va EMNPEACOUV TOV
EANEYXO LE TPOTIO MOAPOUOLO HE TIC LETAAAAEELG. H KOLVH XOPAKTNPLOTIKY YVWPLOMO YLOL TLG
METAAAAEELC KOl TO QUTOQVTIOWHATA E€LVOL N OVEMAPKNG pUBOULON TNC eVOANAKTIKNG

SL0dpopn g TOU CUUMANPWHATOC OTLE ETMLPAVELEC TWV KUTTAPWVY TOU L6iou Tou cwHaTOC.

NaBoyévela

Ma tn Stdyvwon tng Yevetikng aHUS og éva ATOpO PE auTh TNV mabnorn, avixveuovTol po
N mepLoootepeg MaBoyoveg UETAANALELS O €va 1) TEPLOCOTEPA yVWOTA yovidla Tou
ouoyetilovtal pe tn yevetikn aHUS. Auta ta yovidia mepilappavouv to C3, to CD46 (MCP),
to CFB, to CFH, to CFHR1, to CFHR3, to CFHR4, to CFHRS5, to CFl, to DGKE, to THBD Kkat to
VTN [16].

Awayvwon kat Oeparneia

H Slayvwon tou yevetikoU aHUS kaBlepwvetal os éva atopo pe aHUS péow g
avayvwpLlong pLog maboyovou PeTAAAENG i MEPLOCOTEPWVY OTA yovidla mou oxetilovtal

HE TO YeveTIKO aHUS[17].
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H yevetwkn) mpobidBeon ywa to aHUS ouvnBwg petaffdaletal auTOOCWHATIKA

Kuplapya, e TNV mopouoia plag maboyovou HeTAAAaENG o€ £va LOVO YoVvidLlo, TTou pmopet

va odnynoel oe pewwpevn Sleiobuon. Zmavia, n KAnpovoulkotnta Umopel va elvat

ToAuyovikr, 6nAadn va cuuneplapfBdavel meplocotepa amo €va yovidia. MéxplL Twpa,

€xouv avakaAudBOel ol akOAouBec pnxaviopot:

Etepoluyol yia maboAoyiko aAAnAopopdo oto C3, CD46, CFB, CFH, CFI 1) otn THBD.
Ouoluyol R cuvduaopévn etepoluywtia yla maboloyikd aAAnAopopda oe DGKE.
AlaTapaxEC TOU CUCTAMOTOCG TNG AYYELOTOLNTIKAG avamtuéng: MeTaAAdéelg oto
yovidio VWF.

Ouoluyn éNewpn tou CFHR1 kat éva emunpooBeto maboloyikd aAAnAdpopdo oto
C3, CD46, CFH 1 CFI.

OL tponomnolntég nou ennpealouv tn Sleiocduon kat/n tn coPapotnta tou aHUS

Uropouv va auvénoouv tov Kivéuvo eudaviong aHUS, aAAa ev mpokaloUv autopata tThv

avarmntuén tou otav dev UTIAPXEL PLa ATO TIG YWWOTECG LOPLOKES ALTIEG TNG VOOOU.:

AlaTOpAXEC TOU CUOTAUATOC TNG OYYELOTONTIKNAG avarntuéng: OL moAupopdLopotl
Tou yovidiou CFH, mou aAAdalouv tn Soun Twv nmpwteivwy Factor H, emnpedlovtag
™ 6pacTNPLOTNTA TOU CUCTHUOTOCG KOUMTAL.

Avamtuélakeg avwpalieg: H umapén plag avwpaAiag otnv avantuén tou vedppou,
OMw¢ n umto-duomAacia Tou vedpou A N UTO-AYEVTIKH SLAKAASwWaON TNG KEVIPLKNAG
aptnplag Tou vedpou, pnopet va avénoel tn Sieiocduon tou aHUS oe dtoua mou
elval emnpeacpéva amnod pia moboyova HeETAANAEN O€ £va Ao Ta yVwoTa yovidia.
Notpwéloloyikol mapayovtes: H Aolpwén amod cUYKEKPLUEVOUC ULKPOOPYAVIOHOUC,
OTWG N vOOOG TWV OTELPOXALTWY, UTopel va auvénoel tn dieloduon tou aHUS o€

ATo IOV £lval EMNPeacpéva amo pia moboyova petaAlaén [17].

OL tPOOEYYIOELG TWV HOPLAKWY EEETACEWV UTTOPOUV va TIEPIAABAVOUV:

Y€ MEPUTTWOELG OTtou a.oBeveic pe aHUS epdavilovtat mptv anod tnv nALkio Tou evog
€TOUG, Olaltepa €AV UTIAPXEL OLKOYEVELOKI LOTopila ouyyévelog 1 evdeifelg
OUTOOWHUATLKAG UTIOAELTOUEVNG KANPOVOULIKOTNTAG, Ba mpémel va OlevepynBetl
LLOVOYOVLOLOKO TEOT. I€ QUTEG TIC TIEPUTTWOELG, N avaAuon tn¢ aAAnAouyiag tou

yovidiou DGKE Ba mpémel va yivel mpwta. Eav n avaluon tng aAAnAouxiag tou
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DGKE 6ev aviyveuoel Sladoxikeg maboyoveg PeTaAAEELG, TOTE Ba mpémeL va yivel
pLa TToAuyoviSLakn e€€taon maveA mou nepAapBavel moAAG yovidia.

e ‘Eva moAuyoviSlako mavel mou meplhappavel ta e€n¢ yovidia , CD46, C3, CFB,
CFHR5, CFl, DGKE, CFH kattn THBD. Ba mpénel eniong va yivetal o atopa pe aHUS
Tou epdaviletal PETA TNV NALKLA TOU €vOg £TouC. EmumAéov, Ba npémel va AndBet
umoyin €vac oxeSLAOUOC EEETOIONG TTOU ELVaL ELOLKA OXESLOOUEVOG YLaL VAL AVIXVEUEL
Ta uPBpldika yovidia CFH/CFHR1 kat CFHR1/CFH, kabwc kat tic Staypadég twy
yovidiwv CFHR1/CFHR4 [17].

KAHPONOMIKH aHUS KAl METAAAAZH NMAPATONTA H

To ZupmAnpwpatikog MNapdyovrac-H oxetilopevo pe tnv npwteivn 5 (Complement Factor-
H related protein 5, FHR5) eivatl tkavo va cuvEstal kKat va AELTOUPYEL WG CUV-TIAPAYOVTAG
yla Tov Napayovta |, £xel dpaotnplotnta avénong taxuTnTag anocuvbeong Kat elval oe
Béon va ouvdéetal katd mpotipnon pe C3b otnv emdpdvelad TOU KUTTAPOU TOU
olkoSeomoTn.

O Mapayovtag H sivat pia uPpnAd YAUKOCUALWUEVO TTIPWTEIVN PE poplakod BApog
155 kDa. To Short Consensus Repeat (SCR) amoteleital and 20 smavoAopBavoueveg
povadeg mepimou twv 60 apvoféwv Kot omoteAel pla guéAktn Sopr). OuL B€oelg
oAAnAenidpaong petalv tou Mapdyovta H kat Twv Stddopwv AlyvIwv TOU Elval EUPEWG
YVWOTEG. AUo B€oelg mailouv kaBoploTiko polo otn cuvdeon pe th C3b (SCR 1-4 kot SCR
19-20). To SCR 7, 19-20 cuvdEeTal pe popLa mMPWTEIVWVY otnV €MLPAVELD TOU KUTTAPOU.

O mapayovtag H emnpedlel t otadlakn SLOKOTH TOU CUUMANPWUOTOC ME
Sladpopouc Tpomouc. AnokAeiel tnv kovBeptaon tou C3 Kol MPOAYEL TNV amocuvBeon Tou.
Eniong, umopei va §pd w¢ cuv-mapayovtag tou Napdyovta |, TpoKaAwVTAg TPooTACia TG
npwteivng C3b kat Snuovpywvtag to avevepyo C3b (iC3b). EmutAéov, pmopel va cuvdeBetl
HE UoOpla otnv emipAvELD TOU KUTTAPOU Kal va Spd w¢ avoaotoAéag. H pepBpavikn
nMpwteivn mapayovta (MCP / CD46) ivat pia yYAUKOTpWTEivN Ttou BploKeTal ATTOKAELOTIKA
otnv emudavela tou kuttapou. H MCP / CD46 Asttoupyel wG ouV-TIAPAYOVTOC YLa TOV
Mapayovta . Autn n mpwteivn ekdpaletal €vtova os OAa Ta KUTTAPA, EKTOC ATO T

epuBpokuttapa. [11].

20



KAHPONOMIKH aHUS KAI METAAAA=ZH NMAPATONTA |

O Napayovtog | eivatl pla yAukompwteivn pe poplakod Bapog 88-kDa mou avhkeL otnv
OlKOYEvELla TwV oegpivn mpwteaowv (Ser). H kUpla Asttoupyia Tou eival va KOBeL tnv
aAvoiba aAda tng mpwteivng C3b, Snuoupywvtag éva avevepyo amnodonacpa (iC3b) mou
8ev umopel va MPOKAAETEL TNV EVEPYOTIOINON TOU CUUIMANPWHATOG. EXouV avayvwpLloTel
niepimou 40 Stadopetikég petalldlelg oto yovidlo mou kwdikomolel Tov Mapayovta I. H
epdavion auvtwv Twv HeTaAAdfewv o€ aoBevelG PE QLUOAUTIKO OUPALULKO CUVEPOUO
Kupaivetol anod 4% éwg 10%. Oaivetat 6tL to 30% Twv acBevwv mou €xouv Nén KAmolo
el6o¢ petaAlaéng otov mapayovta | (Factor ), €xouv eniong HeTaAAAEeLS o GANa yovidla

TIOU €A£YXOUV TO OUOTNO TOU CUUTANpwHatog[11].

KAHPONOMIKH aHUS KAl METAAAA=H THZ MEMBPANHZ MCP

H mpwteivn MCP/CD46 eivalr pla StapepPpavikn yAUKOTpwIsivn mou Pploketat
QTTOKAELOTIKA 0TNV EMLPAVELX TWV KUTTAPWYV, OTIOU AELTOUPYEL WG CUV-TIAPAYOVTAG YLO TOV
napayovta |. e aoBevelg He aLOAUTIKO oupatutkd cuvSpopo (aHUS) kat avaotoAn tou
CUMIMANPWHATOG , £XOUV aVAYVWPLOTEL TTEpLocOTEPEC oo 40 peTaAAGEELG oTo yovidlo ou
kwoikomolel tnv MCP. Ot petalAdgelg autég cuvnBwg evtomilovtal petafy Twv €oviwv 1
kot 6(EXON 1 kot EXON 6). Ot petarAaypgveg MCP 6ev cuvdEovTal AmOTEAECUATIKA LLE TO
C3b kat 6ev €xouv SpaotnplotnTta WC ouv-rtapayovtes. Exouv emiong avayvwplotel
opoluyelg petalAagelg mou obnyouv os mAnpn éAewn CD46 kal NUlUyeic LETOANGEELG
TIOU TIPOKOAOUV HepLkr) EAeuwpn CD46. H MCP/CD46 ekdpaletal évtova otnv emipaveLa

OAWV TWV KUTTAPWYV, EKTOG amod Ta epubpokuttapalll].

KeddaAawo 3. Opopupwtikn) Opopponevikn mopdpupa (TTP)

OpLopuadg

H BpopBwtikry BpouPormeviki mopdupa (TTP) elval o cuoTNUATLIKA VOCOC TOU OWUATOG,
KoOwg Ta OLUOTETAALN cucowpevovtal o Sladopa OnUelo TOU UIKPOKUKAODOPLKOU
OUOTNUATOG Kal Snuwoupyouv Bpoppoug, TpokaAwvtag TNV amodpaln Twv HKPpWV
alpodOpwv ayyeiwv o€ OAO To cwa. AUTH N vOOOC CUVEEETAL OTEVA KAl ETULKOAUTITETAL UE

TO QILLOAUTLKO OUpaLUko ouvdpopo (HUS) péoa oto eupUTEPO TMANLOLO TWV SLATAPAXWY UE
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alpatoAoyikn) attoAdoyia. lotopikd, n Bvnowotnta g Opoupwtik OpopPoreviki

nopdupa nTav toco uPnAn 66o 90% otav dev avtipetwrlotay [1].

lotopikn) Avadpopn

To 1924, o Moschcowitz mepléypale tnv mpwtn nepintwon BpouBwTtikAg BpouBomevikng
nopdupag oe pla 16xpovn koméAa. H veapry acBevr¢ mapouaoiace Eadviki aduvapia,
TOvVo, avaluia, TTUPETO Kol TMETEXLEG. MeTd amo Alyeg nUEPEC, €UdAVIOE VEUPOAOYLKEG
eKONAWOELG, OTMWG NUUTAPAAUCN Kal TIApAAUCN, TIPOXWPNOE OE KWHO KAl apyotepa
anePilwoe. H vekpoTour amokAAuPe TNV mapoucio SLooTmopEéviwy VOAVWOwWY Bpoupwy
oTn HKpokukAodopia, emnpealovtag TV Kapdid, Ta vedppa, Tn ommAnRva Kal To Rmap.

To 1982, o Moake anébelée 6tL oL aoBeveis pue Bpoupwtiki Bpoppomnevikn mopdupa
Tmapouolalouv UTIEPKOAANGCN TwV UTEPUEYEOWY TOAUUEPWY TOU TAPAYOVTIA Vvon
Willebrand (VWF) ota atpomnetdAla tou mAdopatog, unmodeikvuovtag to poAo tou VWF
otnv naboducioroyia Tng TTP . To 1985, p€ow LoTOMOOOAOYIKWVY UEAETWYV, avoKaAUDONKe
OTL oL opyavikol pikpoBpoupol mou mapouctalovial otn OpouBwtik) BpouBormevikig
nopdUpa lvat TAOUGCLOL O€ ALUOTIETAAEG-TINKTLVEG Tou Ttapayovta Von Willebrand (VWF)
kot oxt oe ¢Bpwvoyovo. To 1996, po mpwtedon kavy va KoPet edika to VWF
anopovwonke amno avbpwrivo mMAdcua. To 1997, emiPeBatwbnke n oxéon avapeca otnv
naboduoctoroyia tng BpouPwrtikng Bpoppomevikng mopdupag (TTP) kal plag coBapng
ENELPNG QUTAG TNG MPWTEiIVNG oTtoug aoBeveic pe TTP [18].

To 2001, pwa petaldompwtedon tou VWF avayvwpilotnke wg o 130¢ péENOC g
olkoyévelag Twv mpwteivwv ADAMTS kat kAwvorow)Bnke wg ADAMTS13 kal auth n
avakaAun aAloe oploTika Ta £vvola Tou TTP kat tou TMA kaBwc n coBapn €éAewdn

ADAMTS13 cuvééetal el6ika pe to TTP [19].

KAwwkn Mapouciaon

H epdavion g Bpoppwtikng BpouPornevikng mopdupag eival mepimouv 3,7 MEPLOTATIKA
VA EKATOUUUPLO avOpwTwy, HE ETKPATNON 0To BNAUKO dUAo Katl cuvnBwc cupPaivel
otnv tétaptn dekaetia tng Lwng. Av Kat o Xpovoc epdaviong prmopet va Stadépet, n Evapén
NG vooou ocuvhRBwg eilval amotoun Kot uropet va mponynBetl amnod nepltodoug mpodpoutkwy

OUUMTWUATWY TIoU Holalouv UE ypimn.To KAQOLWKO «Tmevtado» TOU TWUPETOU, TNG
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QLUOAUTIKAG avatpiog, tng BOpopPokuttapomeviag, tng vedpwkng PBAABNG kot twv
VEUPOAOYLIKWYV eK&NAWOEWV SeVv glval mavtoyoU MapwyV, UTIOYPAUULIOVTAC TN ONUACLO LLOG
VP NANAG KAWVIKAG ETAYpUTIVNONG OTNV QVOYyVWELON KOl AVTLULETWTTILON AUT¢ TG vooou[1].

H kAwwn mapouciaon g Bpoupfwtikng BpopPonevikng mopdupag (TTP) eival
ouvnBw¢ acadrc KoL TOLKIAEL avaAoya Le TNV TomoBeaoia Twv pKpoayyelakwy BpouBwv.
OL kUpleg evdeilelg mepllapPfavouv avawuia kat Bpopfokuttapomevia, evw ocuyxva
ouvodelovtal ano TMUPeTO Sladdopou Babuou, dlatapaxeG Twv VEPPWVY N VEUPOAOYLKA
eMelppata. OLaoBeveic ouvnBwg €xouv TIOANATIAEG TETEXLEG OLLOPPAYIEC 0 OAO TO SEpUa
TOUC, oUVABWC OTA KATW AKPO 1) oTNV MAATH, aAAG ortavia epdavilouv evepyn alpoppayia
TMapd to XaunAd oplOpd awometaliwv (mepimou G200 _ 109/L). MoAlol aoBeveig
TaPOoUCLAlOUV avalpio KoL N gpyactnplokn €€€taon amokaAUMTEL avaldia pe enineda
atpoodatpivng katw anod 10 g/dL oto 99% twv neputtwoswv([20].

Ol vEUPOAOYLIKEG aVWHAALEG KUMailvovTal amo mapodik cUyxuon MEXPL KPLOELG
KWUA, EVW UTOopEL va pnv undpxouv kaboAou. H Bpoufwtikr) BpouPomeviki mopdupa
(TTP) mapouoidlel ouvnBwg acadni KAWLKA €lkova Kal epdavilel peydAn molkidia ota
CUMMTWHOTA, avaAoya He TNV TomoBecia twv pikpoayyslakwyv Bpoppwv. OL KUpPLEG
evbeifelg mepAappavouv avapia kot BpopBokutrapornevia, evw ouxvad cuvodevovtal
oo mupeto dladopou Babuou, Statapaxeg otn Asttoupyla Twv VEPPWV I VEUPOAOYLKA

eMelpparta [20].

3.1 KAHPONOMIKH ©POMBQTIKH @POMBOMENIKH MOPOYPA (TTP)

Zovépopo Upshaw-schulman

H kAnpovoutkn TTP, n omola ovopaletal emiong cuvépopo Upshaw-Schulman (USS, OMIM
604.134), elval pLo omavia vooog, oXeTWOMEVN UE UTIOSOUEG SIAANUATIKWY UETAANAEEWY
Tou yovidiou ADAMTS13 (opoluywteg i cUVOeTeG NTEPOlUYWTEG LETAAAGEELG TOU Yovibiou
ADAMTS13).

H ouxvotnta epudaviong tng sivat Alyotepo amo 1 mepimtwon ava EKATOUHUPLO AToUa,
oAAG €xouv avadepBel uPnAEg emdnuLoAoyikég ekbnAwaoelg otnv kevtplky NopPnyia. H
kKAnpovoulky TTP  xopaktnpiletal amd KAWLKA, (OLVOTUTILK KOl  YEVOTUTILKN

avopoloyévela. H nAwkia évapéng tng ocuyyevoug TTP kaBopilel U0 SLOKPLTEG OVIOTNTEG
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ooov adopd TNV KAWLKA Tapouciaon Kal tnv MPOoUAAKTIKY aywyr, Kabwg Kol pa
petapAntn Steioduon Twv mapaAaywv otnv aAAnAouyia tou yovidiou ADAMTS13 [19].

H kAnpovouiky TTP ocuvnBwg fekivd otn VEOYVIKA TEPLOSO ME QALUATOAOYLKA
XOPAKTNPLOTIKA Kal coBapn KITPLVN XPWHATLKI) odAAOyH TTOU OTALTEL LEPLKNA AVTIKATACTAON
atpatoc. To dawvotumo g KAnpovoptkng Bpoupotiknc BpouBormnevikng nopdupag (TTP)
elval emiong petaPAnTo. ITIg Xpovieg popdEC TG acBévelag, amatteital mAacpabeparneia
pe mapakoAouBnon kabe 3-4 eBOopadec, evw OTIG AlyOTEPO OOPAPEC HOPPEC
napatnpouvtal Teplodol avamauvong OLAPKELAC OPKETWV €Twv Kal Sev amatteltal
nmAaopaBeparneia. EpBoAlacpol, HOAUVOELS, XELPOUPYIKEC eMeUPACELG UTTOPEL va €lval
ekbopEg yla enelcodia TTP. H kAnpovoutkn) TTP mou gudaviletal Katd tTnv evnAlkiwon
ouvNOWC TOPOUEVEL OCUUMTWHATIKA Katd Tn Oldpkela tNg TaAlSIKAG NnAkiag Ka

QTOKOAUTITETOL OUVHBWCE KATA TNV TTPWTN EYKUMOCUVN o€ yuvaikeg[19].

H petaoxnuatiopévn popdpn tov ADAMTS13 otn kAnpovoukn TTP

Xpnolpomnolwvtag apxlkEC SOKLUEC ELISA yla va SLoKPIVOULE TN HETACXNUATIOUEVN Lopdn
Tou ADAMTS13 (SutAwpévo €vavtl avolytol) , €xel LeAETNBEL N HeTaoXNUATIOUEVN Hopdn
Tou ADAMTS13 og acBeveig pe ouyyevn TTP, Tooo maldid 600 Kal evAALKEG . Mpdodata, n
opada pag oe ouvepyaocio pe to gpyaotnpo tou K. Vanhoorelbeke amédeile otL o
ADAMTS13 uloBetel Siadopa mpodid petaoxnuotiopol mou umodnAwvouv OTL oL

napaAAayEg tng aAAnAouxiag tou ADAMTS13 TpomomolouV T UETAOXNUATIOUEVN TOU

Hopdn.

Ogpaneia kKAnpovopulkns Opoupwtikic Opopponeviknc Mopdpupog

H Beparmeia tng kKAnpovoukng TTP eival n mAdopa avtaAlayr (plasma exchange ,PE) ue
dpéoko maywpévo mAdopa (fresh frozen plasma, FFP), n omoila PELWVEL ONUOVTIKA TNV
voonpotnta kat Bvntotnta. H emiBiwon eivat mepinov 80% £€wg 90% uoévo e to PE kot 50%

€w¢ 65% pHovo pe FFP.
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3.2 ENIKTHTH ©POMBQTIKH ©POMBOTENIKH MOP®YPA (TTP)

H eniktntn BpouBwtikr BpopPBornevikn mopdupa (acquired thrombotic thrombocytopenic
purpura, aTTP) ivat pa omavia aAAd cofapr vOoOC aiatog mou xopaktnpiletal ano tnv
awpvidla avamtuén Bpoufwv ota UIKPA ayyeia Tou owuatog, n omoia odnyel o€
BpopPokuttapornevia (Ueiwon Tou aplBpol Twv atpometaliwv) kat mopdupa (Hwp
knAtdec oto &épua).

H vooog eival cuvnBwg mpokaAeital and aUTOAVTIIOWHATO KATA TNG TMPWTEACNG
ADAMTS13, pag €viupou mou Stakvel tov mapayovta von Willebrand, o omoiog eivat
anapaitntog yla ™ owoth Aswtoupyia Twv atgonetoAiwv. H éANewdn tng ADAMTS13
06nyel 0TN CUCOWPELON HEYAAWV TTOOOTATWV arod tov mapayovta von Willebrand kat tn
oxnuatonoinon HUWKpoBpoufwv ota HIKPA ayyeiad TOu ocwpaTog, emnpedloviag TN

Aeltoupyia Tou KUKAOGOPLKOU CUCTHUOTOC KOL TWV OPYAVWV.

KAwiki Mapouoiaon

H oucowpeuon acuvnBlota peydlwv moAupepwyv tou VWF katd tn Stapkela emelcodiwy
NG emiktnTng BpouPwtikig Bpoupomnevikng mopdupag pnopetl va odeiletal oe EAAeLPN
Sdpaotnplotntag tou VWF mpwtedong. To 1998, autr) n unoBeon unootnpixbnke amod ta
anoteAéopata SUo peyAAwv avadpoulkwy UEAETWY, oL oToleg €6el€av Tautdxpova pia
EMewn Spaotnplotntag tou VWF mpwtedong oe acBeveig pe emiktntn Opopfwtikn
Bpouponevikn mopdUpa, aAAd OxL oe autoug pe HUS. Itnv emiktntn OpouPwtikn
BpopPornevikn mopdpupa, autr n ENewpn ocuvdedtav e éva IgG avtiowpa katd tg VWF
npwtedong [21].

H eniktntn Bpoupwtikr) BpopPornevikn mopdupa pmopel va eudaviotel Kotd TN
Slapkela TnG evnAikiwong og mepimou 90% twv meplotatikwy TTP, evw mepimov 10% twv
nepLoTATIKwV eudavidovral katd tn Sldpketa tng madikig nAtkiog [19].

ErutAéov, mepinmou to 50% OAwv Twv MeEPLOTATIKWY TTP pmopel va mopoucLaost
AGAAN KAWVIKA Katdotacn mpolmapyouoa 1 cuvumapyouoa e To enelcodlo TTP, onwg
ocoBapry Aolpwén, autoavoosg aoBévelec (kuplwg SLE, aMa kal ouvdpopo
avTtlpwodpoATSIKWY avTlowpdtwy, ouvdpouo Gougerot-Sjogren), eykupoouvn, HIV kat
onavia ¢apuaka (kukAoomopivn A, kwivn, kAorudoypéAn, Tikhomidivn), veomAaoia Katl

HUETAUOOXEUON QULLATOTIOLNTIKWY BAAOTIKWV KUTTAPWVY N opyavwy [19], [21].
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Epyaotnplakn Atdyvwon

H apyikn Stayvwaon tou TTP kat aAAwV BpopBwTikwv pikpoayyelomabewwv (TM) e€aptatat
ano TNV oLMaTtoAoylkn elkéva. Me Bdaon tov oplopd tou ouvdpouou, oL aoBeveig eival
“Opoppokuttapatutkol” dnAadn ol aobevelg €xouv PeELWUEVO aplOuo BpopBokuttapwy,
AOYW NG AUTOUOTNG CUCCWPEUONG TWV TTAOKOKUTTAPWY KAl TNG TOMoBETNoNG Toug o€
BAaBepeg evboBnAlakeg emipaveleg. O aplBUOG TWV TAAKOKUTTAPWY UITOPEL VO KU LaVETaL
artd 80.000/uL oe eladplég meputtwoel TTP €wg kAtw amd 1000/uL os coPapeg
MEPUTTWOEL;. O HECOG aplOUOG TTAOKOKUTTAPWY Kupaivetal ouvnBwg amo 10.000 £wg
30.000/pL. Ie ehadplég meputtwoelg TTP, n OpopPokutrapatlpio cuxva mapatnpeital wg
anotéAeopa AAAWV attlwy Kat n Sltdyvwon kabuotepel.

H Aewtoupylos Twv QLUOTMETAAIWY €lval avaoTaATik) AOyw TNG GUVEXOUC
gvepyomoinong Toug. AKOUN KL AV UTIAPXEL HILOL OPKETA EMOPKNG TTOCOTNTA ALUOTIETOALWY
Tmou KukAodopouv, autd &ev eival oe Béon va umootnpifouv TNV alpoOTAON, WE
QMOTEAECUA VA TOpouoLAlovTal CUuXVA KALWVIKA ONUOVIIKEG alpoppayiec pe oplOuo
alponetaAiwv mou Sev pelwvetal dpapatikad. O alpatokpitng oto TTP eival xapnAog Adyw
NG apoAuong Twv epubpwv alpoodatpiwv. Ot aoBeveic £xouv KALVIKEG €EETAOELC TTOU
elval ouvemneig pe evdoayyelakn alnolvon: avénueva AEK, LDH, éupeon xoAepuBpivn kat
XapnAn antoodatpivn.

AVOo €i6n teot Coombs eival dtabéoiua, to apeoo (direct) kat to €upeco (indirect).
To apeoo teot Coombs deiyvel edv ta KOKKLWVa alpoodaipla tou aoBevoug éxouv dexOel
eniBeon amnod avriowpata oto aipa. MNa va npaypatononBeil autd 1o TeoT, Xpeldletal Eva
StaAupa mou ovopaletal Coombs 0pOG avapelyvUeTOL PE TA KOKKLWVAL otpoodaipla Tou
ao0Bevouc. To peiypa Coombs mepléXel aviiowpata yla tnv odalpvn (MPpWIELVN TOU
MAaopatog). Edv ta KOKKLva alpoodaipla £(0UV OVTLOWUOTO OE AUTA, TOTE apatnpeital
OUCGOWPEUON 1 CUUTIUKVWON. 000 MEPLOGOTEPA AVTLOWUATA UTIAPXOUV, TOOO HEYAAUTEPN
elvat n cucowpevon. Eav Sev mapatnpeital cuocowpeuon, To TeoT Bewpeitat apvntiko. Ot
KAvikol mpémel va €€eTAlOUV TPOOEKTIKA TNV QMOTUTIWON Yl KOPUATIA €puBpwv
alpoodatpiwv [22].

AVOAUTIKOTEPQ TTOPATNPELTAL:

Nedpiki avemndpkela: ol acbeveig pe Opoupwtikr Bpoupornevikn moppupa cuxva
napouctalouv VEDPLK AVETIAPKELD KA, AVTIOETA UE TO ALUOAUTLKO OUPALULKO cUVEPONO,
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omnavia epdavilouv vedpiki avemapkela. To eninedo tng kpeatvivng cuvABwg avdavetal
HOVO eAaPPWE WG HETPLA. TUXVA N oupavaAucon Seixvel nuoodalplvoupia Kol eAadpa
pwTteivoupla.

o [OOTPEVIEPLKEG TIAPEVEPYELEC: OL TILO CUXVEC YOOTPEVTEPLKEC TIAPEVEPYELEC Elval
VaUTLa, KOWALOKOG TIOVOC Kal SLdppola, oL OToleg lval TTAPOVIEG OE EPLOGOTEPO
amoe TOoV MO0 Twv aocBevwv Katd tnv mapoucioon. OuL aoBeveig omavia
napoucolalouv éudpaypa Kat epdavr VEKPWON TOU EVTEPOU amo Loxailuia. MoAv
omavia napatnpeital maykpeatitida mouv MPoKaAE(Tal oo ULKPOAYYELOKO KAELOLUO
KL EVIEPO VEKPWON).

e Kapblakry avemdpkela: Ou aoBevelc ouxva €xouv evdeielc KapdLlakng
aloBnTnplakotnTag, cupnepAapuBavouévwy Twv appubuwwy mou mpokaAouvTtal
OO ULKPOLOXOLHLKA £Ttelo0Sla oTto puokapdio. MNMoAol aoBeveic mou mebaivouv
antd TTP éxouv amotopo Bdvato, umodelkvuovtag OTL n  kapdlakn
woxalpia/eudppaypa  pmopel va mailet onuavtikd polo ot Bavatndopeg

TIEPUTTWOELG [6].

Avti- ADAMTS13 IgG avtiowpata Kat eriktntn TTP

H eniktntn Bpoppwtiky BpopPomnevikr mopdUpa opelAeTAL O PLA ATIWAELD OLUTOAVOXNG
TOU QVOOOTIOLNTIKOU ouoTHUato¢ Tpog to ADAMTS13, kuplwg oxetllOMevn ME TNV
TIOPOUCLA AUTOAVTIOWHATWY Katd Tou ADAMTS13. H emtiktntn Bpopfwtik Opopuformeviki
nopdupa oxetiletal Kupiwg Le autoaviiowpata katd tou ADAMTS13, kupiwg Tou IgG,
TIEPLOTACLAKA TOU IgA Kal tou IgM.

OL 1o ouyVEG uTtokAAdoeLg Twv IgG elvat ol 1gG1 kat 1gG4. Ta aviiowpata IgA kat
lgG1 ouoxetilovtal Pe LEYAAUTEPO MOCOOTO Bavatndopwy enelcodiwy, evw ta 1gG4 ue
auvénuévo kivbuvo umotporn¢. Ta avii-ADAMTS13 IgG €xouv OutAny Spdon: avtl-
evlupoatiky 6paon kot Spaon otn Siacmacn tng ADAMTS13. Amo tn Mo TAEUpPAQ,
avaoTtéAAouv TNV KataAutikr dpaotnplotnta tng ADAMTS13, epnodilovtag tn Stdomnaocn
Tou napayovta von Willebrand kat oénywvtag £€tol oe auénuévn mpookALon MAAKAG. AT
TNV AAAN MAEUPA, CUUUETEXOUV o€ pLa Stadikacia mou odnyel otn Staomaon TG idlag tng
ADAMTS13 kat emtayuvel ) Stadikaoia amopudkpuvong tng amod TNV KukAodopia tou

aiparoc.
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H autodvoon anokplon katd tng ADAMTS13 epdaviletal pe moikidn KAwvikotnta,
KoL Ot Tepmou 95% Twv TEPUTTWOsWV Tt avtl-ADAMTS13 autoavtiowpoto £ivat
KateuBuVOUEVA KATA CUYKEKPLUEVNG Tteploxng tng ADAMTS13. Ou aoBeveic pue TTP pe
autodvoon popdr tng vooou eixav éva autoavtldpaoTtiko cUVolo B-kuttdapwy . Ot CD4+
T-kOTTOpOL CUMPUETEXOUV €miong otnv maboyévela tng emiktntng TTP péow NG
oAAnAenidpacn toug pe Ta B-kOttapa katl tng pUBULONG TG TAPAYWYHRG AVTILOWHATWV.

H avowxty popdry tou ADAMTS13 eival CUYKEKPLUEVN yla TNV ofela emikTNTN
Bpoupwtikig Bpoppomevikng mopdupag (acquired TTP). Katd tn Sidpkela tng ofeilag
daonc, to ADAMTS13 Aappavel pia avolytr) popdr Kal EMAVOKTA [0 TTTUGOOMEVN Hopdn)
Kata tn pnuada. Auti n aAlayn popdnc emiBefalwveTal MEPALTEPW OTNV TEPLTTWON

QIOTEAECUATIKAG TPOANTITIKA G Bepameiag pe prtovpaunn [19], [21], [23].

Awayvwon kat Oeparneia

Clinical suspicion of TMA

| ADAMTS13activity |— Other diagnosis

TTPdiagnosis

| posive e e en it ey Negative |
autoantibodies (IgG)

ADAMTS13 investigations during remission (long-term follow-up) :
1. ADAMTS13 activity during remission
2. Anti-ADAMTS13 autoantibodies during relapse

|
ADAMTS13 gene
sequencing

I
[ 1

I I | |

Autoimmune TTP Acquired TTP Congenital TTP
(unknown mechanism) TTP (etiology?) (USS)

Ewkova 4 H épeuva yia tov ADAMTS13 otn SpouBwrtikn dpouBomevikn moppupa eivat amapaitntn. H uétpnon tng
Spaotnptotntag tou ADAMTS13 eivat o mpwtog EAEYX0G ToU MPETEL va tpayuatontoinVel. Eav n Spaotnplotnta tou
ADAMTS13 eivau utkpotepn amo 10 IU/dL, emiBeBaiwvetal n kAwvikn uroia yia TTP. Mpayuatorotolvratl eEETACELC
aviyveuong kat Titpdaploua tou avti-ADAMTS13 IgG yia Tnv kataypaen Tou unyaviouou tneg coBapng éAAswng tou

ADAMTS13. H aAAnAouyia tou yovidiou ADAMTS13 neplopiletal o€ emiAeyuéveg evéeiéeig. H mapakoAovdnon tng

Spaotnptotntoag tou ADAMTS13 Katd TNV amoTEAECUATLKY QVTIUETWTTLON KoL TNV €EEALEN elval emiong onuavtikn yia tnv
Sleukplivian tou unxaviouou tne coBapric EAAewng tou ADAMTS13. Se oxebOV OAEC TIC MEPUTTWOELG, AUTEG OL EPEUVES
UOC ETUTPETOUV VA AVIXVEUOOUUE TNV atoktnVeioa TTP, tnv amoktnVeioa TTP un yvwotoU unyaviouou Kat tnv
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kAnpovoutikr TTP.
Mnyn: https://pubmed.ncbi.nlm.nih.qov/31107120/

To ADAMTS13 eival to povadikog Broloyikog deiktng tng TTP kot n €peuva Tou
ADAMTS13 amatteitat yia tTn dtayvwon tng TTP. ZUPMTWHOTO TToU oXET(ovTal e avatpio
kot Bpoppwrtik Bpoupornevikn mopdupa ivat cuyva mapovta. QoTOCO, GUUMTWUATA TTOU
oXeTlovtal YE OOl opyAvwy UMOpPEel emiong va MAPOUCLAOTOUV KOTA TNV TIPWLUN
Stayvwon tng eniktntng BpouPwtikng BpouPomnevikng mopdupag (TTP). H oxaluia twv
opyavwv oXeTIleTal UE TOUG EUPEWG SLaSESOUEVOUG UIKPOBPOUPBOUG KoL EUMAEKEL TOV
eYKEDAAO, TNV KApSLA KaL, AlyOTEPO CUXVA, TOUG AYYELOKOUC AELLWVEG TOU EVIEPOU KAl TOU
vedppo.

Mponyouuévwe, n TTP opilovtav amo pia KAWLIK mevtada mou anoteAovviav ano
TIUPETO, ULKpoayyelaky eTBeTIKA avaluia, BpouBwtikng Bpoufokutrapikig mopdupag,
VEUPOAOYIKEC SuoAeltoupyieg kot vedplkr) avemapkela. Qotoco, n meviada auth
avadépbnke o pla €moxn MPWV oo TNV €6paiwon TNG OMOTEAECUATIKOTNTAG TNG
Bepaneiag Pdaocel MAGOUATOC OTNV avILETwrion t™¢ TTP. Inuepa, n mapoucia
Bpoupwtikig Bpoppokuttapikic mopdupag, xwplc evallaktikr e€nynon, Ba mpémel va
evBappuvel Tn ooPapn e€€taon ¢ Stayvwong tTng TTP 1 pag AANG ULKPOOYYELOKAG
avatuiog.

MeyaAeg peléteg oe Sladopoug Kataldyoug maykoopiwg Selyvouv otL Aydtepo
ano 1o 10% twv acbevwv pe TTP mopouctdlouv OAQ TO TMEVIE CUUMTWHATA. TNV
TIPAYHATIKOTNTA, OL KALVIKEG EKONAWOEL TNG TTP pmopouv va ival e€aLPETLKA TTOLKIAEG KaL
anatteitat vPnAo Babuog vmoyiag yla t Stdyvwon tng TTP kal tnv aueon évapén
KaTAAANANG Bepaneiag. e aobeveic e eykupoolvn, Tpenel va eapebel to cuvdpopo
HELLP (hemolysis, elevated liver enzyme, and low platelet) kot n mpoekAaupia mpwv
aélodoynBouv yla AAAEC KaTaoTAoeL, Omwe n iTTP, n cTTP 1} TO QLUOAUTIKO OUPOLULKO
oLVSpopo Tou TpoKaAs(tal and cuunAnpwua (complement-mediated hemolytic uremic

syndrome, CM-HUS)[23].
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ADAMTS13 deficiency
(ADAMTS13 activity <10 IU/dL)

Accumulation of ultralarge hyperadhesive
multimers of VWF in plasma

|

Spontaneous formation of platelet-rich
microthrombi within the blood microvessels

Mlcroan.glopathl.c Brain
hemolytic anemia
TMA L ) Heart ) Organ.
syndrome Severe consumption ischemia
thrombocytopenia l Renal l
(platelet count usually
<30 x109/L)

I Mesenteric vessels l

TTP diagnosis

Ewova 5 Madopuotodoyia tne GpouBwtikic GpouBokuTTaPLKIIG TOPPUPAC.
Mnyn: https://pubmed.ncbi.nim.nih.qov/31107120/

Ogpancia mAacpadaipeong (plasma replacement therapy)

Ao Tic apxég tng dekaetiag tou '90, n Bepameia pe mAacpadaipeon PeAtiwoe tnv
npoyvwon tn¢ Opoupwtikn BpouPomneviki mopdupa (TTP) pe 85% emiBiwon. H mpwin
vpapun Beparmneiog yia tnv ofeia TTP Baoiletal oe KaOnUePLVES apokabapaoelg Sla LEcou
npooBnkng mAaopatog (TPE) A petayylon mAdopatog (kuplwg og madla), mpoodEpovtag
To anattovpevo ADAMTS13 nou Aeimel, yla va emiteuxBet mANpng avrtanokplon. Auti n

Bepamneia npenel va epapUOOTEL TO CUVTOPOTEPO SuvaTto petd tnv untoPia dStayvwong TTP.

KAnpovouikn TTP

JuvnOwg, oL HETAYYIOELG TTAAOUOTOC EIVOL APKETEC VLA VOL AVTLHETWITIOOUV TNV ofeila paon
¢ TTP. Oplopévol acBeveig xpelalovtal MPOANTITIKEG LETAYYLOELG TTAGOMOTOC KABE 2 1) 3
eBSopnadeg yla va anodevxbBouv enelcodia TTP kot va mpootateuBouv ta Opyava oo
oxatuia kot emutAokég. OL  peTOYYIOE TMAAOMOTOG €lval amopailtnieg ylwa TNV

OVTLUETWTTILON AOLUWEEWV, XELPOUPYLKWV EMEUBACEWV Kal ELBOALACUWY, TTOU Elval oL TiLo
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ouxVEG attieg embeivwong tng TTP. Ztnv eudavion tnGg ouyyevoug TTP oe eVAALKEG, N

Bepaneia pe mMAaopa xpnolpomnoleital emiong yia tn Staxeipton tng eykupoouvng[21].

Eniktntn TTP

H TPE pmopel emiong va MPOKAAECEL KOPECUO TWV OUTOOVTIOWUATWY KATA TNG OVTL-
ADAMTS13. & MepUMTWOELS AVOEKTIKNAC 1 KN aviamokpwouevng TTP, mpénel va AndBOet
urtoyn n SutAn nuepnowa TPE[21].

Epyaoctnplakd tpononoinpuévo ADAMTS13

H awpokdaBapon Sia péoou mpooBnkng MAACUATOC KOL N OVOOOKATAOTOAN yla tn Bepaneia
aobevwv pe W6lomabrny BpopPotiky BpopPormeviky mopdUpa (TTP) €xouv  KATOLEG
TIAPEVEPYELEG. QC €K TOUTOU, OTMOLTOUVTOL VEEC OTOXEUUEVEG TIPOOEYYIOELG TIOU
EKUETOAAEVOVTAL TNV KOTAVONON HOG Yyl TNV Umnokeipevn maboduciodoyia. O
XOPOAKTNPLOUOG, N KAwvomoinon kot n €kdpoaocn tou avacuvdbuaouévou ADAMTS13
(rADAMTS13) €xeL BonBnoesl pehéteg avtikataotaong Bepaneiag. H avtikataotaon tou
rADAMTS13 og epyaotnploko emimedo €xel eMITUXWE amokataotacn Tt Spaoctnplotnta
Tou VWF oto mAdopa aoBevwy pe ouyyevn Kal eriktntn TTP. Mpdodarta, ot Schiviz et al.
dnuiolpynoav €va mMovTikiolo poviélo TTP elodyovtog o€ TIOVTIKIO TO avaouvOUaoUEVO
ADAMTS13 amd avBpwmivo VWF mou mepleixe popia ULVWF. To avacuvduaopévo

ADAMTS13 nmpooTtateVEL TO TIOVTIKL OO TO va epdaviosl TTP[24].

Avocotpononoinon otnv eniktntn TTP

Ytepoeldn

AOYyWw TOU OQUTOAVOOOU XOPAKTNPO TNG £MIKTNTNG TTP, T 0TEPOELSN (OUYKEKPLUEVA LE
doooloyia 1,5 mg/kg/nuépa) xpnolpOMOLOUVTAL WG CUMMANPWHUATIKA Beparmeia otn
Bepaneia mAdopatog (TPE) yla va mpokaAEéoouv ypryopn ovoookataotoAn.. H udnAn
86on pebBulmpedvilodovn (10 mg/kg/nuépa yla 3 nNUEPEC KOl OTn OUVEXELA 2,5
mg/kg/nuépa) unopel va eivat o amoteAeopatikn anod tnv tunkn d6on (1 mg/kg/nuépa

)[25] .
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Prtou§pdprn
H prtouflpapnn, sival éva avOpwmomonUévo HOVOKAWVIKO aviiowpa katd tou CD20,
AapPavetal umoyn otnv emiktntn TTP. Apxlkd Xpnoldomolibnke o€ aobeveic ue un
BéAtiotn avtamokplon otnv TPE, oe avBektikr TTP kat yla emudeivwon tng vooou. Mia
Bpetavikn opdada emideifav OtL n Bepameia e PLTOVELLAUTN OTNV MPWTH YPAUUA 081 ynoE
0€ ULIKPOTEPN VoonAeia kal Alyotepeg emavaAfPeL o€ oUYKPLON UE Lo OpASa EAEYXOU Kall
autd ta anoteAéopata emPBefatwdnkav and to NaAAiko Aiktuo Avadopag Kévipou TMA
kal to Mntpwo TTP t¢ OkAayxoua[26], [27].

H pttouvépaunn (Rituximab) gival ocuvnBwc amoteAsopatiky Vo eBSoUASEG pHeTA
NV TPWTN METAYYLON Kal cuvABw¢ xpnoluormoleital oe ocuvbuacud pe tn Beparmeia
HETAYYLOELC MAAopatog (TPE). OL YETOYYIOELG PLTOUELUAUTNG UTTOpPEL va auénoouv Tov
Kivbuvo Aolpwéewv, aAAd oL avemBUUNTEG EMLITTWOELG TTOU avadEpovTaL E(vVal OTTAVLES KoL

UTIOPOUV Va SLOXELPLOTOUV AmoTEAECUATIKA[26], [27].

AM\OL VOPKWTLKA

H Bwkplotivn xpnoluomolbnke o€ avOektikoUg acBevelc mpwv amd TNV €moxn TNng
PTOUELHAUTING, OAAA  ONUEPO  TIPOTLUATOL TEPLOCOTEPN N PLTOVELUAUTN  AOYWw
QIMOTEAECUATIKOTNTAC TNG. H omAnvektoun €xel avadepBel emiong OTL PELWVEL TN
ouxvotnta snavepdaviong tng TTP. H Bwvkplotivn, n kukhoomopivn A, n KukKAodwaodpoapidn

KoL N orAnvektoun punopet va AndBouv umoéyn os avBektikn [ avenavopBbwtn TTP[25].

IMANVEKTOUA

Je Ulo OElpA TEpLOTOTIKWY 6 acBevwv pe TTP mou umoPAnOnkav oe omAnvektoun, 1
aoBevig méBave aUECWE UETA TN OTMANVEKTOWN, EVW OL 5 gudavicav mepimAokn KAWVLIKA
nmopela,  oupmeplappavouévng  tng  embeivwong  Tou  alpatokpitn, TG
Bpoupokuttapomneviag Kol OKOUA KAl TOU KwUAtoG. Amd tnv AAAn mAgupd, o pla
SL0pOPETIKN OELPA TIEPLOTATIKWY 6 acBevwv e TTP, N omAnVeKTOUN TTPOKAAECE avTiBeta
amoteA£opaTa EVIOG 6 NUEPWV N Alyotepo o€ KaBe acBevn[24].

Otav AapPavete umon Tt OIANVEKTON, OL apXLKoL KIvEUVOL TNG XELPOUPYLKNG

enéuBaonc kat oL pakpomnpoBeopol kivbuvol poAuvong mpémnel va {uyilovtal EvovtL Twv
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duvntikwv odpeAwv otnVv KAWLIKA Kataotaon. Me vedtepeg pebddoug avoooKaTAOTOARG
niou epdavifouv duvntikn untdoxeon otn Staxeipton Tng TTP, n omANVEKTOUN UMOpEL va

anoteA€oeL pa Alyotepo euvoikn emtAoyr oto néAov[24].

KukAoomopivn

H kukAoomopivn eival éva ¢pappako Tou emMnpPedlel TO OVOOOTONTIKO oUOTNUQ,
QaVaOTEAAOVTAG TNV EVEPYOTIOINON TWV T-KUTTAPWV Kal epmodilovrag €ToL TNV €Kdpacn Tou
urtodoxéa TNG tepAeukivn-2. Itn peAétn twv Cataland SR et al mou afloAdynoe tnv
QMOTEAECUATIKOTNTA TNG avialayng oadatpovpevou mAdcpatog (PEX) kat 1ng
KukAooTopivng otn Bepamneia tng TTP (cupmepAapBavoUEVWY TIEPUTTWOEWV OVETAPKOUC
avtanokplong), emteuxOnke avayvwon o€ 89% OAwv Twv acBevwv. Av KoL AUt N LEAETN
£6¢elée BeAtiwon otn dpactnplotnta tou ADAMTS13 Kal TNV KOTOTEGN TWV AVAOTOAEWV
Tou ADAMTS13, T0 TOCOOTO AMOKPLONG ATAV TTOPOUOLEG LE AUTEC TTIOU ETLTELXONKAV UE TN

puovn xpnon tng avtaAlayng adalpoUpevou TAACUOTOG[24].

KedaAawo 4 Asuteponna®ng HUS KAI TTP

Ot Aopwdelg attieg deuteponabwy BpouPwTikwy Uikpoayyelonabelwy avadEpovtal o
gLt opada maBoAoyLKWY KATAOTACEWY OMou N Aolpwén mpokaAsl avénuévn mbavotnta
yla alpoTETaALOKN ayyelomabela kal BpouBwon ota pikpd ayyeia. Autd onuaivel 6tL ot
Aopwdelg attieg mpokaAouv TNV gpudavion BpouBwWTIKWY TAOOAOYIKWY KATACTACEWY OF
ULKPA ayyeia, OTwe apTnpLOAEG Kot BAevvoyovLa .

O UNXaVLoHOG IPOKANGNG TwV BPOoUBWTIKWY pLKpoayyelomabelwy arnd AoUwSEeLg
attieg Sev €xeL akoun Steukpviotel mMARpwG, aAld urtdpyxouv dtadopot mbavol pnxaviopol
nmou cupParlouv otnv gudavion toug. Evag amd toug mBavol HNXaAVIoUoUG elval n
aneAeuBEpwan KUTOKIVWV Kal AAAWV PpAeypovwdwy pecolafntwy Katd tn SLdpKeLa TNG
Aolpwéng. OL Aolpwdeic maboyovol pkpoopyaviopol, Omwe BaktnpLa, Lol, mapaoLta Kot
MUKNTEC, UIOoPoUV va eL0BAANOUV CTOV OPYAVIOHUO KoL VO TIPOKAAECOUV QVTLOPACELS aTo
TO AVOOOTOLNTIKO cuotnualll], [28] .

Kata tn Sudpkela ¢ Aolpwéng, n omeAeuBépwon TwV KUTOKWVWV TIPOKAAEL
dAeypovwdn amokplon, n omnola UMopel va EMNPEACEL TN AEITOUPYLO TWV OLUOTIETOALWY

Kal Twv &vloBnAlakwv KUTtdpwv. Ol KUTOKIVEG €VEPYOTOLOUV TO QLUOTIETAAL KOl
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npowBolv TNV ayyelocuomacn, TV avénon tng TmepLdePLKAG aviiotaong Kat tnv
otpomnetaAlakr OpopBwon. EmutA£ov, n dAeypovn Uopel va TpokaA£oeL amoBeparmeia Kal
BAABN tou evdoBnAiou, To omolo pmopel va evepyomotoel TV TAEN TOu QPOTOG Kal va
odnynoetL otnv atponetaAiakn 6pouBwon[10], [11].

H epyaotnplakn Stayvwon Twv OpouBwTikwy HiKpoayyeLlomabelwy ou oxetilovral
pe AoluwdeLg attieg ouvnBwg Baoiletal otnv afloAdynon Twv KALVIKWY CUUMTWHATWY, TNG
Lotopiag Tou acBevolg Kal TwWV EPYOOTNPLOKWY EVpNUATWY. Mmopel va yivel avalitnon
Aowpwéewy, onwg HIV, v tng nnatitdag C, Aolpwéng Pe mapaottikous mopayovteg
AAAEC AOLUWEELC TTOU £lval yVWOTO OTL cuoxeTilovtal Ue OpOoUPWTIKES ULKPOAYYELOTIADELEG.
Eniong, umopel va yivel €AeyxoG TWV OULUOTIETOALOKWY AELTOUPYLWY, TWV ETUMESWV
bAeypovWS WY SEIKTWV KL TWV BLOXNULKWVY TIOPAUETPWY YLA VO EKTLUNOEL N mapouacia Katl
n ooBapoTnTA TNG ALUOTIETAALOKNG QyYELOTIAOELOG .

Fevika, n maboduololoyia twv Aolpwdwv attiwv deuteponabwv BpoupwTikwy
ULKPOOYYELOTIOOELWV TIOPAUEVEL QVTIKEIHEVO €peuvag KoL n gpyootnplakn Slayvwon
e€aptdral amod TNV avoyvwplon TnG CUYKEKPLUEVNG Aoluwéng mou cuveEsTal UE TNV

eudavion twv BpopuPwTikwy pkpoayyslomaBewwv[29].

4.1 AEYTEPOMNAGOHZ TMA 2THN KAKOHOH YIEPTAZH
O O&eutepomaBbng TUMOC MIKPOAYYELOKAG OpouBwTikAg HikpoayyelomdBelag (TMA)
OUVOEETAL E TNV KOKONON UTEPTAON, N OMOLA AMOTEAEL IO ETILITAOKH TNG UTIEPTAONG KalL
eudpaviletal oe mepimou 1-5% Twv acBevwv pe unéptacn. Aut N KATAOTAON
xopaktnpiletal and tnv UmoTpomn N enavepdavion Tng UMEPTAONG OE CUVOUOOUO UE
ONUAVTLK OpouBwTIKA HikpoayyeLloTABEeLa, n omola emnpedlel KUPLWCE TOV EyKEPAAO, TOUG
vedppoUG Kol Ta paTLa.

O pnxaviopog mpokAnong tng deuteponaboug TMA otnv kakonobn unéptacn dev
EXEL OKOUN €€NyNnOel MARpwc, aAAd ToteveTal 0Tl cupBaAlouv oMot mapayovteg[30]. H
auénuévn aptnpLlokn mieon mpokaAel pnxavikn PAAPN Kal Statapaxr Tng Aettoupyiag Twv
ayyeiwv, Blw¢ Twv pikpoalpodopwy ayyeiwv. H avénon tng mieong Umopet va mpokaA€oel
amodPAKTIKEC AANAYEC OTOV ECWTEPLKO TOLXWHO TWV YYELWV KAl v TIEPLOPLOEL TN por) TOU
atpatog, pe anotéleopa tnv umofia Kat tnv avantuén Bpoupwv.
EmutAéov, n kakonOng unéptaon UMopEel va emnpeacel tn Asttoupyia tou evéoBnAiou, to

omolo eival umelBuvo yla TN pUBULON TNG AYYELAKNG AELTOUPYLAC KOL TNV OVTUTAEN TOU
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aipato¢. H ducAettoupyia tou evéobnAiou pmopel va odnynoel otnv amneleuBépwon
TIAPOYOVTWY TIoU TIPowOoUV TNV OLLOTIETOALOKI] OYYELOTAOEL KAl TNV OULUOTIETAALOK
Bpoupwon[30].

H &iayvwon tng deuteponabolg TMA otnv kakonbn uméptaon Baoiletal ota
KALVIKQ CUMITTWHOTA, TNV KALVIKI loTtopla Tou aoBevolg KoL Ta EpYAOTNPLOKA EUPNUATAL.
OL aoBeveic pmopel va mapouctdlouv EVTovn UTIEPTOON, OTITIKA OMWAELA, EYKEPAALKEG
BAGBec, vedpikn Suoheltoupyla Kal AAAO CUMMTWHOTO TIOU oXeTilovtal Pe TN OpouBwTikn
ULKpoayyelomaBela. H epyaotnplakn afloAdynon unopei va mepAapBAveL tn ETPNON TNG
0PTNPLOKNAC TILEONC, AVAAUCH QLUATOC KOl OUPWV, LETPNON TwV EMUMESWY PAEYUOVWEWV
Selktwv Kot AAAwV Broxnuikwyv moapapétpwv([30], [31].

H deutepomnadng TMA otnv kakonOn unméptaon anoteAel pla coBapr Kataotaon
TIOU amaLtel apeon avtipetwrion. H Bepaneia meplapBavel tov EAeyxo TNG UTIEPTOONG UE
bAPUAKEVUTLKN aywyn, cuvRBwWE He cUVOUAOUO AVTIUTIEPTACIKWY Papuakwy. EmmAéoy, n
Swaxeipton Twv OpopPwTikwy eMUTAOKWV Mmopel va  mepAapuPdavel Tn  xpnon
QVTLOLUOTIETAALAKWY  GAPUAKWY, QVTTNKTIKAG Bepameiag kal GAAWV  OQVTUTNKTIKWY
UETPWV.

JuvoAlkd, n deutepomnaBdng TMA otnv kakonBn uméptaon amoteAel pla onavia,
oAAG oofapn enmutAokn TG unméptaonc. H katavonon tng maboduaoioloyiag tng Kat n
€ykatpn Slayvwon eival KPLOLUES yLa TNV AVTLUETWTILON KoL TNV poAnPn emutAokwv[32],

[33].

4.2 AEYTEPOMNAGOHZ TMA KAI ETKYMO2YNH

Y€ YUVOIKEG KATA TNV €yKUpooUvn TIou mapouctalouv €vtovn BpopPokuttapatluia oto
TMPWTO MO0 TNG EYKUMOOUVNG, TPEMEL va egetaotel n mubavotnta ywa TTP, S0TL n
nposkAapPia katn HELLP sivat antiBavec. H umopia yia TTP mpémnel eniong va eivat upnAn
O€ OUTEG LE ETMIKTINTO N OLKOYEVELOKO LoToplkd TTP. Xe yuvailke¢ mou mapouctalouv
otpoAuTikA avatpia kat Badia BpopuBokuttapalpio oto SEUTEPO HLOO TNE EYKUMOOUVNG 1)
LETA TOV TOKETO, TPEMEL va amootoAel Selypa yla tov mpoodloplopd tng eminmedng
Sdpaotnplotntag tou ADAMTS13 npokelpévou va e€atpebel n TTP. Auto eival kpiotpo Siott
N LETAYYLON ALULOTIAAOLATOC UIOPEL va EMLOEWVWOEL TNV UTIOKELUEVN VOO0 otnv TTP kat va

au€noeL Tov Kivduvo yla veupoloyika 1 kapdlayyelaka enetcodia i 6avarto. Avt' autou, n
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KUpLa Bepameia eival n avtaAlayn allonmAdouatog, n onoia adalpel Tov avactoAéa Tou
ADAMTS13 amno tnv kukAodopia[28].

H Lotoplkr cuoyxetion HeTall tng OpouPwtikng BpouBomeviknig nopdupag (TTP) kat
TOU QLUOAUTLKOU OUupalpkol ouvdpopou (HUS) €xel odnynoel oe oulyxuon Kot
kaBuotépnon otn Stayvwon tng TTP. O yuvaikeg pe TTP 8ev ovaykaoTiko va
nmapoucldlouv To LOTOoplkO Tevtadag tng Opoppokuttapomeviag, TNG OLMOAUTIKAG
avalpiag, tng ofelac vedppiknc PBAABNg, tou TuUPeToU Kal TNG oAAayuHévNG YUXLKAG

kataotaong[28].

4.3 AEYTEPOIMAOH2 TMA KAI AYTOANOZA NOZHMATA

210 oUVOPOUO aVTIOWOPOAUTLEIKNC AVILOWHATIKNAC TapAAuong, n aptnplakn kot pAePKN
BpouPwon cuppaivel oe veapolg aocBeveic, ouxva Kata tn SLApPKeLa TNG eykupoouvng. O
Xpovoc Evepyomoinuévne Mepikn¢ OpoppomAaotivng (aPTT) kot n avixveuon
QVTIOWHATWY Katd ¢PwodoAutdoouvdeTikwy TPpwTElVWY €lval xapoktnplotikd. H
aveEEleyktn OpopBwon otov ovopalOpEVO WG KATOOTPODIKO avilpwodOoAUTLOIKO
OUVOPOUO £XEL XOPAKINPLOTIKA TNG HLKPOAYYELOTMOONTIKAG OULMOAUTIKAG OVaLULOG.
Oplopéva dedopéva utoSNAWVOUV ETTLONG LA LN EAEYXOLLEVN EVEPYOTIOLNGCT TNC KAQOLKAG
S10dpopnNg ToU CUUTIAEYUATOG HE SUVNTIKA QATIOTEAECUATIKOTNTO TWV OVAOTOAEWV TOU
oUUmAéypatog. OL vedplkég voool Tou ouvdéovtal Me  ayyelitda, OnMwg n
pecayyelonpoAidepatikiy veppondbela onelpaparovedpitida/C3 yhopepoulomndbela Kat
T OVTLOUSETEPOPIAKA KUTTAPOMAAOUATIKA aviiowpata (ANCA), umopel emiong va
ouvbéovtal pe OpouPwtiky HKpoayyelomabela kol TPEMEL va  SlayvwoBouv pe

oepoloyLkeg Kot Blolakég peboddoug[33].

4.4 AEYTEPOIMAGHZ TMA KAI TINEYMONIOKOKKIKH AOIMQ=H

NaBoduocioroyia

O unxovwopog TNG vooou mepAAUPAVEL TNV ATIOMAKPUVON TOU OLAALKO 0EE0C amod TLG
ETULPAVELEG TWV KUTTAPWVY LECW EVOC KUKAOPOPOUVTO VEUPAULVLEACH TIOU TTAPAYETOL Ao
tnv S. Pneumoniae mveupovia, pe amotédeopa tnv €KOECn TOU KPUTITOAVILYOVOU
Thomsen-Friedenreich (T-avtiyévou). Ta avtiowpota IgM katd Tou T-avilyovou avtidpouv

ota gpuBpad alpoodaipla, oLUOTETAALA Kal evo0OnAloKA KUTTOPA, WG ATOTEAECUA TNV
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OUCOWPEUON  KUTTAPWV  OTn  MIKpOoKUukKAodopiat kol  otnv  avamtuén g
BpoppouBokuttaponabelag (TMA). Oplopéva TIVEUHOKOKKIKO oTeAEXOL (oTteAéxn 2 kat 3)
gxouv emniong epdavioel apeon SECUEUTIKA LKAVOTNTA TOU Ttapdyovia H amd Baktipla,
ekdpalopeva anod npwteiveg 0mwce n Hic kat n mpwteivn pepppavng C, ol onoleg pmopet va

avaoteilouv tnv Spaon tou[2].

Erudnuioloyia

H ouxvotnta eudaviong Tou aLUOAUTIKOU oupatlptkol cuvdpopou (HUS) peta amo
EMEUPATIKEG TIVEULOKOKKLKEG AOLUWEELG EKTLUATAL OTL Kupaivetal and nepinov 0,4% £wg
0,6%. Auto oupPaivel ouxvotepa HETA amd Tveupovia, €L6IKA OTAV GUVUTIAPXOUV
EUMUAMATA, UNn-viyyitda kot ongatpio.H Bvnowotnta pe HUS Adyw TVEUUOVIOKOKKOU
elvat dlaitepa avénuévn 30% pe 50%. AcBeveic mou Seixvouv avakappn amo to

ouvépopo ouxva epdavilouv vedpikn avendpketa[2], [5].

Awayvwon Oepaneia

ANOyw Twv amoSEIKTIKWY OTolXElwv €vepyomoinong TOU GCUUMANPWMOTOC, EXEL
xpnotporoinBel to eculizumab ywa ™ Bepancia coPfapwv meplotatikwv SP-HUS, pe
BeAtiwon TwWV  OLUOTETOALOKWY UETPNOEWYV KAl UTIOKELMEVIK BeAtiwon g
€PEBLOTIKOTNTAG. QOTOCO0, AMALTOUVTAL TUXALOTIOLNUEVEG KALVIKEG UEAETEG EAEYXOUL yLa val
afloAoynBel mepalTépw N ATOTEAECUATIKOTNTA TOU OTNV 0L0BEVELQ TTOU TIPOKAAELTOL Ao

TN OTPENMTOKOKKO([2].

4.5 AEYTEPONMAGOHZ TMA KAl METAMOZXEY2H

HUS ocuvnBw¢ epdaviletal peTd and HETAPLOOXEVUON AMATOC, VEGPOU, KapdLAC Kot LUEAOU
TwV ootwv. Téoo to de novo HUS 600 kal to unotporidlov mapatneouvIal PETA amo
peTapooxevon vedppol. Naboducloloyikad, pailvetal vor EUTAEKETAL N EVEPYOTOLNON TOU
CUMIMANPWHATOG. 2€ TIOAAOUG aoBeveig, o poAog tou HUS odeiletal otn Xprion avaoToAéwv
NG KOAKLVELUPILVNG TTOU TiLoTEVETAL OTL TpoKaAeLtal arno aHUS péow apeong PAABNG ota
evboBnAlaka kuttapa. Ot avaotoAei¢ tou MTOR ocuxvd XPnoLlomolouvtol ylo va
armodpeuxBel aut n emutAokr, aAAd kol autd ta dappoka Pmopel, emiong, va

npokaAéoouv aHUS péow avaotoAng tou VEGF[34].
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4.6 METAMOZXEYZH AIMOTIOIHTIKQN KYTTAPQN KAI TMA

KAwikn ewkova

H TMA mou mpokaAeital and YHETAUOOXEUCN QLUOTIONTIKWY KUTtdpwv (Transplantation-
associated thrombotic microagiopathy-TA-TMA) €xeL peya@An voonpotnta Kat Bvntotnta.
Xoapaktnpiletal amd MKpoayyelomadntiky OLUOAUTIK avaluia-eéaptwuevn amnod
HETaYYLOELG-VEDPLKN KL VEUpOAOYLKN SucAeltoupyla kat Bpoppormevia. Emnpedlel kupiwg
TOUG vedpoUC, KATAANYEL O avalpio eEaptwuevn amd petayyioelg kat Bpoppormevia.
Eniong, umopet va ekdnAwBel wg moAvopyavikn Statapaxn e MVEVLOVIKA UTtépTacn, TMA
TOU YQOTPEVIEPIKOU, ToOAuopoyovitida kal aveEEAeyktn uméptacn Tmou odnyel oto
oUv6popo PRESS (posterior reversible encephalopathy syndrome).Ou acBeveig mou
napouaotalovrtal e oela TTOAUOPYAVLKH QVETIAPKELX, N omola cupPaivel vwplc HETA TN

peTapodoxevon (evtog 20-60 nuepwv) €xouv ouvhnBwg potpaia katdAnén([35], [36].

NaBoduoioroyia

Ita aitia mBavov cuumeplhapBdvoviatl n evepyonoincn TOU CUMMANPWHATOG Kal n
evboOnAtakn BAABN AOyw ameAeuBEépwaong KUTOKLVWY, TNG XPNONG TwV GapUAKWY yLa TN
pHeTapooxevuon (m.X. avaoTtoAeic kaAolveupivng), tng xpoviag avtidpacng LOOoXEUUATOC
kata Egviotn (graft-versus-host-GvHD) kat Twv Aolpwéswy, evw ta entimeda tng ADAMTS13
TIAPOEVOUV QVETINPENOTA.

Ta vPnAa enineda twv NETs otov opo ta onoia petpndnkav pe ELISA (enzyme-
linked immunosorbent assay) eite téooeplg eBSOUASEG PETA TN LETAUOOXEUON, ElTE TNV
dla TNV NUEPQ TNG HETAMOOXEUONG OXETIOTNKAV pe UPNAG Kivouvo TA-TMA. H TA-TMA,
OMwC Kal To aHUS, oXeTIOTNKE LE YEVETIKEG LETAAAAEELG OTO GUOTNO TOU OUUTTANPWHATOG
0to 65% Twv 0oBevwv pe To cuxvEG ota aAAnAopopda yovidia CFHR3-CFHR1 kat tnv
ETIKTNTN SNULoUPYLO AUTOAVTIOWHATWY £VAVTL TOU Ttapayovta H.

H moAuopyaviki avendpkela twv acBevwv pe TA-TMA €xeL cUOXETLOTEL Le coPapn
Aolpwén amnod kuttapopeyahoio (CMV). OL acBeveic pe cuotnuatikn Aotpwén CMV pmopet
va ekbnAwoouv HUS, 10 omoio oxetiletat pe TPooPoAn Twv ayyeiwv amod Tov

Kuttapopeyaloid. H TA-TMA mou oxetiletol pe TIC ouvOnkeg tng Oeparmeiog mou
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XPNOLLOTIOLE(TAL OTO TPWTOKOANO HETAUOOXEUONG, UMOpPel va cupPel €€l unveg (A kot
TIEPLOCOTEPO) HETA TNV OAOCWHN aKTWVOBOANGH Tou acBevouc Kal CUVOEETAL LUE VEPPLKN
SduoAettoupyia.

Awayvwon kat Ogparneia

H &layvwon eival moAumAokn kaBwg dev umapyel eldikn e€€taon yla va emBePALWOEL TN
Stayvwon ¢ TMA kot emumAéov AAAEG ETUIMAOKEG TNG UETAUOOXEUCNG OLLLOTIOLNTIKWVY
KUTTApwWV, OmMw¢ t.X. GvHD, onyn, tawuia amd kKuttapopeyohoido, Umopel va €xouv
TiapopoLa KALVIKN ELKOVAL.

I1a SLayVWOTIKA KPLTHPLA TTOU €X0UV SNUOCLEVUTEL MepAapBdavovTal: n UTEpTaon
(mo coBapn amod TNV avapevopevn, Aoyw Beparmelog He avVAOTOAELG KAAGLVEUPIVNG N
OTEPOELSN, amaltwvtag Mavw amd SUo avtlwnepTaclka dapuaka), n mpwrieivoupia (o€
tuxaio Seiypo oUPWV N CUYKEVTPWON TIPWTEIVNG va eivat >30mg/dl) kat n dvodog tng LDH.
Ot acBeveig pe avénuévo to sC5b-9 (Serum Complement Membrane Attack Complex) kait
MpwTteivoupia kata tn Siayvwaon eixov xewpotepn ékpaon (84% OBvntotnta peéoa os €va
XPOVO Qmod TN UETOHOCXEUCH OULUOTIONTIKWY KUTTAPWY, OE oUyKPLoOn ME TNV TARPN
avakopn Twv acbevwyv xwplg autoug Toug deikteg). Emiong, ouotrvetal n LETPNON TNG
SpaotikdtnTag tng ADAMTS13 yia Tov amokAELoUO TNG SLayvwong tng eniktntng TTP.

H Bepamneia tng TA-TMA nopapével UTIOOTNPLKTIKA. Otav elval epLkTd, CUCTAVETAL
n Stakorr Twv papudkwy mou oxetilovral pe TMA, OTwg oL ava.oTOAELS KAACLVELPLVNG, UE
avtamokplon mou TolkiAel ava acBevr). Emiong, cuotrvetal n EMOETIKN AVTLUETWTLON TOU
GVHD kot tuxov cuvumapxouowv Aolpwéewv. H edappoyn tng mlaopadaipeong €xel
apdleyOpueVa AMOTEAECUATA, LE TTOCOOTO AVTATIOKPLONG KATW oo 50% kat Bvntotntag
navw ano 80%. Exel ¢pavel 6tL n ekouAlloupdunn avootpedel Ti¢ BAaBec ota Opyava-
OTOXOUG KOlL ATTOKAOLOTA TLG ALLOTOAOYIKECG TTAPAUETPOUC O€ TALSLA KAl EVAALKEC, Xwplg va
QUEAVEL TNV EMMTWON TWV BAKTNPLAKWY AOLUWEEWV, UE APKETEG WOTOCO AMOPLEG OXETIKA
pe tn Soooloyia kal tn Stapkela yia autiv tnv off-label xopriynon tng. Oa ntav Aoyiko va
okedptole TN XPNOon NG e€KOUALlOUHAUTNG, AOyw €AAeWPng AAAwvV BepameuTIKWY
emloywyv, o aoBeveic pe mpwrteivoupia kat avénuéva enineda sC5b-9 Kata tn oTLyUn TNG
SLayvwong. MKpEg oeLpEG LEAETWV £YOVV 0EIOAOYNGEL TO POAO TNG PLTOVEIUAUTNG KO TNG
Bwikpiotivig, eved mapdiinia xovv yivel pepovouéves avagopés yia ) defibrotide kot tnv

npoapactotivn pe mowila amotedéopotal35], [36].
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KedpdaAawo 5 KAwviki kat Epyaoctnpiakn dtayvwon tov HUS , dtumno
(aHUS) ko TTP
5.1 KAINIKH AIATNQ2H

To aHUS eivat kAwikd tapopolo pe aAAeg BpouPotikég pikpoayyelonabeieg. MapoAo mou
n emBapuvon Twv Vedppwv lval cuxvr, IapatnEoUVTaAL EMIONG VEUPOAOYLKA N KapSlaka
cupnmtwpata. Ta VEUPOAOYLKA OCUPMTWHOTO €lval To kowd otnv  BpopBotiki
Bpoupomnevikng mopdupag (TTP), ekbnAwvovrtal pe Stdpopoug TPOMoUG. H avtlavoolakn
Aolpwén pe epdavh autopatn KATAAUONG TOU CUUMANPWHATOG Elval cuxvo ota maldlad,
OAAQ aPKETEG HEAETEG EXOUV avadEpeL o€ OpASEG evNALKWY HE YeVETIKN ipodlabeaon yla
Vv acBévela. OL MapAyovteG Mou TPOKAAOUV TNV vOOO €ilval cuxvad ULla LOAUCHOTLKA
vOOOCG 1 KL KON yaotpevtepitida, av Kal omavia Slappola alloppayLlkng npoéAevonc. H
gvapén eival ouxva apyn Kat n aoBévela emoavalapBAavetal cuxva, EVW cuxvh elval Kat n
EUdAVLON TNG VOOOU O€ GUYYEVELG.

Jta madld, oAA@ OxL TG00 OTOUC €VNALKEC, TO OLKOYEVELAKO LOTOPLKO, N KALVLKN
€lKOVA KaBWG KaL N epyaotnplakn dtdyvwon anoteAoUV XproLia OTOLXELD yLa pia akpLpn
KAWVIKN Slayvwaon, mopoAa auTtd sivat Suvatni n avayvwplon Tou urtotunou HUS. Ze veoyva
Kot Tatdld nAkiag KAtw amo 6 pnvwy, n mo mbavr dldyvwon givatl n cUVEPOUOo NG
QLUOAUTIKOU oupalpuikol cuvdpopou (Hemolytic Uremic Syndrome - HUS), Adyw twv
OUYYEVWV QVWHUOALWY 0TO GUCTNHO TOU CUUMANPWHATOG. QOoTo0o0, lval eniong duvatov
va PokANBel kat amo tnv avantuén tou cuvdpopou SPA-HUS.Mpénel va AndBouv unoyn
oL ouyyevng TTP (ocuvdpouo Upshaw-Schulman) kat n MeBuluavoAiokry Ofuoupia otn
Stadopikn Stayvwon[37].

Ye modla nAkiag anod 6 PNVWV £wg TEVTE ETWV, KUPLOPXEL N petadlappoikn STEC-
HUS, aAAa eival emiong duvatn n eudavion HUS oxetllOUeEVNG UE TO CUUMANPWUA. X€
ednBouc kat mpoednPBikoug aobeveig, n kupiapxn Lopdrn tou aHUS Adyw avwUaALwY ToU
CUMIMANPWHATOC €lval TpokaAoUUEVN KUplwg amd petallayeg oto yovidio tou MCP kat
avti-mapdayovia H aviilowpdtwy. AvtiBeta, n TTP mou odelAeTal 08 AUTOAVTLOWUOTA KATA
Tou ADAMTS13 eival cuvnBEotepn o€ AUTEC TIG NALKIEC[37].

ITouG eVAALKEG, N Slayvwon pmopel va glval o mPokANTIKA Kabwg Umopel va
napoucotalovrtal EMMAEOV TOPAYOVTEC TTOU KaBlotouv SuokoAdtepn tnv avayvwptlon. Ot
evAALKeG umopel emiong va avamtuéouv Seutepoyevég aHUS rp TTP, mou umopel va
TIPOKANBOoULV 1 va emiSelvwBoUuv amd aUToAvVOooeG VOOOUC. JUXVEG aLtieg SeutepoyevoUg
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aHUS oe evnAikeg meplhapPfdvouv tnv eykupoolvn, Tn METAUOOXEUCN KAl Tn Xpnon
OPLOUEVWV POPUAKWV.

e aoBeveilg pe BpopPokuttapomevia kal pKpoayyelomadntiky atwoAuon mou
TAPOUCLATOUV VEUPOAOYLIKA CUUTTTWHATA, TTPORANUHATA HE Ta veDPA Kal EUTTAOKI TOU
YQOTPEVTEPIKOU CUOTAHOTOC, £€lval avaykaio va yivel aflohoynon tou ADAMTS13 kat
€\eyxog yla tnv mapoucia tng tofivng Shiga/STEC. Otav n §paoctnplotnta tou ADAMTS13
elval katw amnd 5%, n mo mbavr) diayvwon eivat n TTP. Edv o €Aeyxog yla tofivn
Shiga/STEC eival BeTikog, Tote N 1o mibavr dtayvwon eival n STEC-HUS. AvtiBeta, gav n
Spaotnplotnta tou ADAMTS13 elvat mavw amo 5% kot o éAeyxog yia tofivn Shiga/STEC
elval apvntikog, tote amatteital dtadopikr dtayvwon petalu aHUS kat Seutepoyevoug

HUS[11], [19].

5.2 EPTAZTHPIAKH AIATNQ2ZH

Otav évag aocBevn¢ eudavilet HUS, BpopPokuttapornevia kol VEDPLK QVETAPKELQ,
gxovtag nmponynBel Ko\lakog movog kal Siappola, cuvibwe Bewpeital dtayvwaon e Tov
0po «HUS mou oyetiletat pe tofivn Shiga». Autr n mapouaciaon ivatl umtevBuvn yia to 80%
Twv nepumtwoewv HUS og madla. Ta cupntwpata mou cuvhBwg mapouctdlovtal ival n
ootwdng Slappola Kol 0 KOWMOKOG TOVoG, Tou odeillovial otnv OLUOopPOYLKN
evtepokoAitida mou mpokaAeital and Baktipla mou mapdyouv tn Shiga tofivn, cuvnbwg
1o Escherichia coli 0157:H7[38], [39].

‘Exouv neplypadet mepumtwoelg acBevwv pe HUS omou dev mapatnpeitat Eekabapn
npodlabeon yla dappola. And tnv aAAn mAeupd, ol acbBevelg¢ pe datunn HUS cuyva
eudavilouv Kollako movo kat Slappola, n onoia pumopet va apyxiosl nuépeg f eBSopuadeg
TPV oL aoBevelg avalntrioouv LaTpLkr mepiBaidn, Snuoupywvtog €ToL TNV eVTUTIWON
pLag HUS mou ouvbéetal pe diappola. H Sidppola, eite pe mapouoia alpatog site xwplg,
evioniletal mepinou o€ 30% twv acBevwy pe dtunn HUS katd tnv évapén tng vooou Adyw
NG eVOEXOUEVNG EMINPEACHUEVNG EVTEPLKI G TTIEPLOXNC. Mot UTO TO AOYO, N KATnyoplomoinon
Tou HUS avdloya pe tnv KAWLIKA tapoucioon wg Betikn i apvntiki yla dtdppola eivat
okataAAnAn [38].

Eav évag aoBevng mou epdavilel Stappola, n shiga tofivn omou eival cuvdeduevn

HUS umopet evkoAa va StadopomotnBet pe tnv mapouaia shiga tofivng ota kompava (ue
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TV Xpron kuttapa Vero). Yrapyet pia dAAn popdn Aotpwdoug HUS mou cupPaivel pe tnv
gvepyomnoinon tou avtlyovou T og cuvluaopO UE TIVEUOKOKKLKA onila, Kal auto pmopetl
emniong va dtadpopormnoinBei ebkoAa amnd tnv atumn HUS [38], [40].

Av kat n &uakpion t™¢ HUS amd tnv TTP eival oxetika €UkoAn oe maldld He
nponynBeioa Slappola i EVIOUOKOKKLKA VOO, N dtakplon tng aHUS amo tnv TTP 1} GAAeG
MLKPOAYYELAKEG SlatapaxeC Umopel va amoteAéoel PeydAn SlayvwoTik TMPOKANGCNH o€
eVAALKEG. Ol eVAALKEC TAPOUCLAlOUV CUXVA HLa TILo OoUVOETN KALWVIKN E€lKOVQ, N omola
SuokoAeUeL TNV akpLPn dtayvwon xwpig tig eldikeg dokiueg ADAMTS13[37], [38].

H mAelopndia Twv KAWIKWV TPAKTIKWY SL0OETOUV TIAEOV €UPEWG TIG SOKLUEG
ADAMTS13 yiwa tn &layvwon. AvtlBétwe, ol SOKIUEG avixveuonG HETAANAEEwWV TOU
Xpnotdomotovuvtatl ywa tn ddyvwon tng aHUS esdapudlovral Kuplwg O €PEUVNTIKA
epyaotipla. MapdAAnAa, TMoAAEG meputtwoel TG aHUS mopapévouv AyvwoTteg 0oV
adopd TI¢ HopLlakEG avwHaAleg. MNa aobeveig pe cupntwpata Bpopufokuttaponeviag Kat
ULKPOOYYELAKAG OQLUOAUTIKNAG avalpiag, n avaiuvon tou ADAMTS13 amoteAel autnv Tn
OTLYMN TNV A0V EVNUEPWTLKN Stayvwotiky dokiun yia va Stakpivoupe tn BpopBotikn
nopdupa, tn ouyyevy Bpoppotiki mopdUPA Kal TO ALUOAUTIKO OUPALULKO cUvdpouo[37],
[39].

H mAaopadaipeon Oa mpémel va EeKlvOEL TO OUVTIOHOTEPO Suvatd ot
ormolovénmote acBevr) TOAPOUCLATEL HLKPOOYYELAK  QLUOAUTIKA  avauuia Kol
BpouPokuttapormevia, xwplg va TEPLUEVEL TA AMOTEAECUATO GAAWV  SLOYVWOTLKWV

e€etdoewv([37], [39], [40].

Juunepaopota
JTnVv mapouoa PETOMTUXLOKA Epyaoia, HEAETHOOUE TOUG UNXOVIOUOUG TTPOKANONG Kal TNV
epyaotnplakn dtayvwon tTwv BpoufwTikwy pikpoayyelonabelwv. Méow avaokomnong tng
Tpéxouvaoag BLPAloypadiag Kal avaAAUCNC EPEUVNTIKWY HEAETWY, KATAVONOAUE T oUVOeon
Kot tn Asttoupyia twv BpopuPwy, KaBWE KoL TOug MaPAyovteg Tou cupBAaAAouv otnv
QVATITUEN AUTWV TWV OO CEWV.

Ol OpopPBwWTIKEC HIKpOAyYELOMABELEG amoTeAOUV pla opada mabnoswv Tou
TPOKAAOUVTAL OO TOV OXNUOTIOUO BpOouBwy oTa ULIKPA ayyeia TOU opyaviopol, Omwe oL

oaptnpleg kat ot PAEPec. OLmadnoels avteg mephapfavouy tnv BpouBwon, Tov epBoAiopd
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Kal TN MIkpoayyelomdBela. H katavonon Ttwv MNXOVIOMWV TIPOKANONG QUTWV TWV
nadnoswv elvat {wTtlkAg onupaciag ya tnv mpoAnyn, tTn Sltayvwaon Kat tn Ogparmeia Toug.
Katd tn Odpkela g €pEUVAG MOG, avoAUCOUE TOUuG PBaolkoUg TOPAYOVIEG TIOU
EMNPEAlOUV TOV OXNUOTIOMO BOpouPwv, OMwG n aldoppeoloyia, N ALUOTETAALAKNA
Aewtoupyla, ol mapayovteg mMNRENG kat n avtidpaon ¢Aepwv. Emiong, HEAETHOOUE TOUG
VEVETIKOUG TtapAdyovie¢ Tou ouvdéovtal pe tnv mpodidbeon yla BpouPwon kot TIg
emdPATELG TOUG OTNV EUPAVION TWV BPOUPWTIKWY HIKPOAYYELOTIAOELWV.

ErumAéov, e€etdoape T peBoOdoug  epyaotnplakng  Sldyvwong  Tou
XPnolgomotlovvtal ywa TNV avixveuon kot TNV  aflohdynon Twv  OpopPwTikwv
ULKpoayyelomaBelwv. AuTtég mepAaUBAVOUV TIG ALUOPPOAOYIKEC SOKIUEC, TIG AVAAUOELG
TNENG, TIG VEVETIKEG ECETACELG KAL TNV ELKOVOYPAdNON Ao TNV ATIEIKOVLON TWV ayyeiwv. H
0pBn kat akpBng Stdyvwon autwv Twv mabnoswv eival ouowwdng yla tnv Bepaneia Kat
TNV mapakoAouBnon Twv acbevwv.

Juvoyilovtag, n mapoloa LETAMTUXLOK EPYACLO ETUKEVTPWONKE OTN UEAETN TWV
BpoUPBWTIKWY HIKpoayYELOTIAOELWY, AVASELKVUOVTAC TOUG NXOVLIOUOUC TIPOKANGNG KAL TN
onuaocia tng epyactnplakng Stayvwong. Ot eupApata AUTAG TNG £€peuvag pog BonBouv va
KOTOVONOOUUE KaAUTepa tn ¢UON autwv Twv TaBACEWV Kal va avoamtuéoupue
QTMOTEAEOUATIKEC OTPATNYIKEC TPOANYNG, Stdyvwaong Kot Bepareiog Toug.

To €pyo auTto avoiyel Tov SPOUO yLa TIEPALTEPW EPEUVA KOL OVATITUEN OTOV TOMEQ
TwV BpopPwTIKWY pLkpoayyelomaBelwy. Eival onpaviiko vo cuVeXICOUUE TNV eEETACN TWV
TIAPOYOVTIWYV TIOU E€MNPEAIOUV TNV aVATITUEN TwV BpOopUPWTIKWVY WPLIKpOoAyYELOTMABELWY,
KOBWC KoL va EMEKTEIVOULE TIG HeBOdoug Slayvwaong kat Bepareiag mou eival StabBEotueg.
Movo e TNV cuvexn Tpood0o 0€ AUTOV TOV TOUEQ UMOPOUE va eATII{OUE OE pLa KOAUTEPN

npoAndn kat Staxeiplon avtwv twv coBapwv nabnoswv(41]-[43].
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Nivakag etkovwv
Ewkova 1 AlpoAutikd Oupatpiko 2uvépopo HUS
Mnyn:https://cibum.gr/oikiaka/paidi/paidiatriko-aimolytiko-oyraimiko-syndromo-

proliptika-metra-gia-tin-antimetopisi-ton-kindynon-toy-kalokairioy/ .......c..ccccceevcveeeeneens 3
Ewkéva 2 Katnyoplomoinon twv dtadpopwv popdwv Tou otloAUTIKOU OUPALULKOU
OUVOPOHOU .oeeeiirieeeeeiteeeeeiteeeeeeetteeeeeeetteeeeesaaeeeeeesaseeeeesbaeeeessssseesaassaseesanssseeessassaseesansseeeeannes 4
Ewkéva 3 Evepyomoinon Tou ouUmANpWHATOG Mnyn:
https://www.ncbi.nlm.nih.gov/pmc/articles/PMCE764117/ .......ccoveevvveeecreeeeieeeeireeeennennn 14

Ewkoéva 4 H épeuva yla tov ADAMTS13 otn Bpoupwtikry Bpoupormevikn mopdupa ival
anapaitntn. H pétpnon tng dpactnplotntag tou ADAMTS13 eival o mpwTtog EAEYXOG TTOU
TIPEMEL va tpaypatomnolnBel. Eav n Spaoctnplotnta tou ADAMTS13 eival pikpotepn anod
10 IU/dL, eruBeBatwvetal n kKAwikn urtoia yia TTP. Mpaypatonolouvtol eEETATELG
avixveuong Kal TItpaplopa tou avti-ADAMTS13 IgG yla Tnv kataypadh Tou PnXaviopou
™¢ ooBapnc EMewpng tou ADAMTS13. H aAAnAouyia tou yovidiou ADAMTS13
neplopiletal oe emleypuéveg evoeifels. H mapakolouBnon tng SpaotnpldtnTag tou
ADAMTS13 KOTA TNV ANMOTEAECUATIKI) AVTLULETWTTILON KoL TNV eEEALEN €lval emiong
ONUAVTLKA yla TNV SLEVKPivion Tou pnxaviouou tng cofapng éAAewdng tov ADAMTS13. 3¢
0Xe80V OAEG TIC MEPLITTWOELG, AUTEG OL EPEVVEC AG ETILTPEMOUV VO OVIXVEUCOUE TNV
arnoktnBeioa TTP, tnv anoktnBeioa TTP pn yvwotol pUnxXaviopou Kot TNV KANPOVOULKA
TTP. Mnyn: https://pubmed.ncbi.nlm.nih.gov/31107120/ ......cooevveeeieeeeieeeeeeeeee e 28
Ewkova 5 MaBoduoioroyia TnG OpouBwTikAG OpoBoKUTTAPKAC TTOPDUPAC. ... ... 30
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