AQMA

AL0dOopOoOLAYVWOT) TIEPLOTATIKOU

NebPOAOYLKT] KALVLKT)
E'taBoAoyikn KAk
'NA « O EvayyeALloOG»



AcBeviig 67 ETWV UE TIOPATELVOUEVO EUTIVPETO OTIO 4 UNVOU YW PLG

GAAQ CUUTITWHOTA KOL :

* AyooTtd TaBOAOYIKA EVPTIUATO OTIO TNV KALVLKT] EEETOOT)
(0LUOTOALKO dUCTUA KOPUPTG, U1 LOUGLKOL pOYYOL AP W Katl
HeElwoN ag cuoToLyQ)

e Apvntikd eEWTEPLKO aTEIKOVIOTIKO €Aeyyo (CT Bwpakog pe
EMPUONUATLKEG aANOLWOELS, U/S KolAiag pe avénon g
NXOYEVELAG TOU GAOLOU TWV VEPPWV)

* 3€VEO QTIELKOVIOTIKO EAEYXO e U/S KOLALOG TIApOUCLO OKLTIKTG
OUAAOYTG KOL TIAEUTIKWY GUAAOY WV



e Epyootnplokog EAeyyog

» Avatpio opBoxpwun (Hb 7.7 g/dl), BpouBomevia (20.000/uL),
oxlotokutTopa (4 KOIM) amoucio cpatpoKuTTAPWY, QUENUEV
AEK kai LDH, eupnuata cupfatda pe MAHA

» ONA (Ur 272 mg/dl, Cr 3.9 mg/dl) pe ddBova epuBpd (xwplg
Tapoucio KUAivopwv 1] ducpopdwv RBCS) Kal TTapouacia
AEUKWHPOTOG KL OLoahaLpivng oTnV YEVLIKT] OUPWV.

» XopnAn CRP-TKE, nrmia mapataon aPTT kat younAo tvwdoyovo
KoL XOUNAO cupuTA pwua, RF(+) kot ANA 1:640 pe ANCAC(-)



>uvoyifovtag

» TopaTELVOUEVO EUTIUPETO

» MAHA




ALTLO TIAPATELVOLEVOU EUTTUPETOU

FREQUENCY OF SELECTED CHRONIC FEBRILE ILLNESSES
INFECTION, 25-50%  MALIGNANCY, 20-30%  CONNECTIVE TISSUE DISEASE, 15-30%  MISCELLANEOUS, 10-20%  UNDIAGNOSED, 10-30%

Cytomegalovirus Carcinomatosis Polyarteritis nodosa Drug-induced fever

Endocarditis Leukemia Rheumatoid arthritis Granulomatous hepatitis

Intra-abdominal Local tumor Still's disease lnﬂ.‘m'u'n'.'LL-;'Jl'}' bowel disease

Mycoses Lymphoma Systemic lupus erythematosus Pancreatitis
Occult abscess Temporal arteritis Pulmonary embolism

Tuberculosis




Aitiaa ONA

Praraenal ARF
1. Hypowvalemia

A, Increased extracellular MNuid losses: hemorrhage
B. Gastrointestinal Muld loss: vamiting, diarrhea, enterocutanacus fistula

C. Renal Auid loss: dibretics, osmotic diuresis, hyg wdrenalism, nephrogenic diabetes insiplidus
D. Extrawvas

scular sequestration: burns, pancreatitis, severe hypoalbuminemia (hypoproteinemia)
g intake: dehyvdration, alterad meaental status
II. Altered renal hemodynamics resulting in hypoperfusion

A. Low cardiac output state: diseases of the myocardium, valves, and pericardium {including tamponade);

|:-u|.'||-'||:.1|':,.' hypertension or Mmassive |s||l|||-:||'..1r-,' emboalism I|'.||1|r1|.; (%] :||.,'I|1 and left heart failure; ImMpaired
venous return (e.qg., abdominal compartment syndrome or positive pressure ventilation)
B. Systemic vasodilation: sepsis, antihypertensives, afterload reducers, anaphylaxis

C. Renal vasoconstriction: hypercalcemia, catecholamines, calcineurin inhibitors, amphotericin B

|'-.--:'|l..-:|5-c'-,'i|l.'l'|.|.'.|' inhibitors (e.g., non teraidal

anti-inflammatory drugs), angiotensin-converting enzyme inhibitors, or angiotensin 11 receptor blockers
E. Hepatorenal syndirome

Intrinsic ARF

D. Impalirment of renal autoregulatory responses:

1. Renovascular obstruction (bilateral, or unilateral in the setting of one kidnay)
A, Renal artery abstruction: atherosclerotlc

plaque, thrombosis, ambolism, dissection aneurysm arge Wi g |
vasculitis

B. Renal vein obstruction: thrambosis or compression
1. Diseases of the glemerull or vasculature
A, Glomerulonephritis or vasculitis

B. Other: thrombotic microangiopathy, malignant hypertension, collagen vascular diseases (systemic lupus
scleroderma), dissaeminated intravascular coagulation, preaclampsia
II1. Acute tubular necrosis

(a3 -,-|£||'|||.H-:|:.|,J'-.

A. Ischemia: causes are the same as for prerenal ARF, but generally the insult is more severe and/or more
|'-rl:||-"|||l:_||-:|

B. Infection, with or without sepsis syndrome

C. Toxins

1. Exogenous: radiocontrast, calcineurin inhibitors, antibiotics tl:_l:|__, 2 nnoglycosides), |hr:r||r'-|'1|~|.|F:--?.- {&.q.,
cisplatin), antifungals (e.qg., amphotericin B), ethylene glycol
2. Endogenous: rhabdomvyalysis, hemolysis
IV. Interstitial |'|'pI|1|I,|'_-.
A, Allergic: antibliotics (B-lactams, sulfonamides, quinolones, rifampin), nonsteroidal anti-inflammatory drugs,
diuretics, other drugs
B. Infection: pyelonephritis (If bilateral)
C. Infiltration: Iyvmphoma, leukemia, sarcoldosis
D. Inflammatory, nonvascular: Sjogren’'s syndrome, tubulointerstitial nephritis with uveitis
Intratubular abstruction
&, Endogenous: myeloma proteins, uric acid {(tumor lysis syndrome ), systemic oxalalosis
B. Exogenous: acyclovir, gancyclovir, methotrexate, indinawir
Postranal ARF {Obstruction)
I. Ureteric (bilateral, or unilateral in the case of one kidney): calcull, blood clots, sloughed papillas, cancer,
external compression (e , retroperitoneal fibrosis)
1. Bladder neck: neuragenic bladder, prostatic hypertrophy, calculi, blood clots,

arncel
111, WUrethra;: stricture or congenital valves




TTP/HUS
dapuaka
Kokor)Oeleg
AET]

AYYELTLOEG

KoakonOng uméptao

Altiaa MAHA




Dapuaka

Ddppoka cuoxetil{opeva pe MAHA
1) Quinine

2) XnuetoBepamevtikd (Cisplatin,Bevacizumab)

3) OVOCOKOTAOTAATIKOL TTapdyovTeg (cyclosporine, tacrolimus)




AET]

MAJOR CAUSES OF DISSEMINATED
INTRAVASCULAR COAGULATION

e [MapatoaonaPTT

Gram-negative bacterial sepsis

Xa Hn }\OI lv w 6 Oy OIV O Ka l Orther bacteria, fung), viruses, Rocky Mountain spotted fever, malaria
GIC REACTIONS
V4
Iransfusion reactions (ABO incompatibility)
nU p ETO . Transplant rejection I

OBSTETRIC COMPLICATIONS

mniotic Aumd embolism

e To KO eTITIEDO ETILKOLVWVIOC, TO
YEYOVOG OTLNTAV OLUOOUVA LKA
oT0OePOG UE KAAO YAAQKTLKO KOL T
amouoia moppuplkoU e€avOnuatog, ekl

ACUTE PANCREATITIS

ALLOPPAYLKWV EKST])\(AI)O'E(A)V KO ENVENOMATION

RESPIRATORY DISTRESS SYNDROME

T[O)\UO pY(XVI_K'l’(' G OV Hpgtoxﬁ G IJ.(X>\>\OV TRAUMA, SHOCK

Brain injury
HoG aropakpuvouy aro acute DIC. o ™
J-.i‘.'p-'-: u'l'n::; yperthermia

> Xp(l)Vl(x AEH 77 ;:A;;:LLAH DISORDERS

Criant ]""”|'|“.[-'.:"':!""' { Kasabach-Merrint syndrome

Aortic aneurysm



KakonOeleg

Table1 Systemic Malignancies Associated With Microangiopathic Hemolytic Anemia and Thrombocytopenia

Data Sources

Brain Antman Oklahoma Multiple Reports Oberic Elliott
1962[2] 1979[5] 2007[6] From the Literature[6] 2009[9] 2010[10]
Malignancy [N =5) [N = 55} (N =10) {N =19} (N=20) (N=7)

Gastric carcinoma 3 30 5 4 1

Breast carcinoma 1 7 4

7
Lung carcinoma 4 1 3 1
2

Prostate carcinoma

Carcinoma of
unknown origin

Colon carcinoma
Hepatoma

Pancreatic carcinoma

Anal squamous
cell carcinoma

MNon-Hodgkin
lymphoma

Acute lymphocytic
leukemia

Cholangiocarcinoma
Kaposi sarcoma
Multiple endocrine
neoplasia type 1

Myelodysplastic syndrome
Meurocendocrine tumaor
Cwarian carcinoma

Renal carcinoma

Seminal vesicle tumor

In the patients reported from the Oklahoma TTP-HUS Registry[6] and the Mayo Clinic,[10] the systemic malignancies were not suspected
when plasma exchange treatment for the diagnosis of TTP (thrombotic thrombocytopenic purpura) was begun. Many patients in the
other reports had clinically overt and recognized malignancies when the microangiopathic hemolytic anemia and thrombocytopenia
occurred. The data from Antman et al[5] include 4 patients whom they reported on and 51 previously reported cases. Patients from the
Cklahoma literature review[6] are from a systematic review through January 2006 to identify all previously reported patients[1] in whom

TTP or HUS (hemolytic-uremic syndrome) was initially suspected[2] and malignancy was not considered as an initial diagnosis.[3] The O nCO|Ogy (\Nl | | IStOﬂ Pa rk) .

patients had not received chemotherapy, nor was there evidence of malignancy within the previous year,[4] and there was no evidence

of disseminated intravascular coagulation. None of the patients identified in the Oklahomal§] review were previously identified in the . ( ) -
review by Antman et al.[5] 2011 Sepl 25 10 . 908 14
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Medicine (Baltimonz). 2012 Jul;81(4):185-205. doi: 10.1097/MD.0b013e3182603598.

Cancer-related microangiopathic hemolytic anemia: clinical and laboratory features in 168 reported cases.
Lechner K', Obermeier HL.

+ Author information

Abstract

Cancer-related microangiopathic hemolytic anemia (CR-MAHA) is a paranecplastic syndrome characterized by Coombs-negative hemolytic anemia
with schistocytes and thrombocytopenia. We reviewed and analyzed all cases of CR-MAHA reported since 1979 (the time of the last published review
on this topic) according to predefined criteria. We found 154 cases asscciated with solid cancer and 14 with lymphoma. Amoeng the solid cancers,
gfustrfc, breast, prostate, lung, and cancer of unknown primary {CUP) were most common] 91.8% of cancers were metastatic] and in 19.4% of solid
cancers CR-MAHA did not occur until recurrence of cancer. Lymphoma cases included Hodgkin disease, angiotropic lymphoma, diffuse large cell
lymphoma, and myeloma. Evaluation of the clinical and |laboratory findings revealed that only a minority of cases presented with the features of
thrombotic thromboeytopenic purpura (TTP) or atypical hemaolytic uremic syndrome (aHUS), with the exception of prostate cancer, where aHUS was a
common presentation. Compared to hereditary of immune TTP or aHUS, disseminated intravascular coagulation and pulmonary symptoms were
more common in CR-MAHA. Plasma exchange or fresh frozen plasma was rarely effective except in prostate cancer patients with aHUS. CR-MAHA
responded to antitumor therapy in many patients with gastric, breast, lung, and CUP cancers. These patients had a superior survival compared to
patients without chemotherapy. Compared to the prognosis of patients with metastatic cancer without CR-MAHA, the prognosis of CR-MAHA patients
was greatly inferior. There is evidence that some cases of CR-MAHA in lymphoma are immune mediated.

PMID: 22732948 [PubMed - indexed for MEDLINE]
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MpokaAouv MAHA pe duo miBavoug unyaviopoug

1) Chronic DIC

2) Mepikn) amtdppaén Twv
aPTNELOAIWY aTto tumor

C e | | = e m b O I I Brain; microvascular thrombus composed Brain; platelet-fibrin thrombus

of carcinoma cells

Lung; microvascular thrombus composed Lung; platelet-fibrin thrombus
of carcinoma cells




Kokor)Oeleg

e 2NV TAELOVOTNTA TWV TIEPLTITWOEWY TO VEOTIAAC A E(VOL IO

YVWOTO

e S>uvriOwg elval HETOOTATIKO
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07 Jam;12{1):11-8.
Disseminated malignancy misdiagnosed as thrombotic thrombocytopenic purpura: A report of 10 patients and a
systematic review of published cases.

Fra K", Kalyanam N, Terrell DR SK, Georg .

+ Author information

Abstract

BACKGROUND: Patients with disseminated malignancy who present with microangiopathic hemolytic anen nd thrombocytopeni y be
misdiagnosed as thrombotic thrombocytopenic purpura (TTP), resulting in inappropriate plasma exchange treatment, a procedure w jor risk, and
delay of appropriate chemotherapy.

PURPQOSE: To assess clinical features that may distinguish occult disseminated malignancy from TTP.

PATIENTS AND METHODS: We report the 17-year experience of The Oklahoma TTP-Hemolytic-Uremic Syndrome (HUS) Registry (1989-2005) and
a systematic review of previously published case reports.

RESULTS: Ten of 351 patients in the Oklahoma Registry who were initially diagnosed with TTP and treated with plasr change were

sequently ered to have disseminated malignancy. Only one patient had a history of cancer. In these 10 pati neurclogic abnormalities
hematocrit, pla count, and serum creatinine were not different from the 133 concurrent patient th idiopathic TTP. Patients with di ninated
malignancy had a longer duration of iptoms, mare frequent presence of respiratory symptoms, higher lactate dehydrogenase levels, mare
often failed to respond to plasma exchange treatment. Diag of malignancy was made by bone marrow biopsy in atients but not until autopsy
in two patients. A systematic literature review identified 19 additional patients, reported from 1965 to 2005, in whom TTP or HUS was initially
suspected and systemic malignancy was subsequently discovered. Fourteen different malignant disorders were diagnosed in these 29 patients.

CONCLUSIONS: Occult disseminated malignancy may mimic TTP. A search for systemic malignancy, including a bone marrow biopsy, is appropriate
when patients with TTP have atypical clinical features or fail to respond to plasma exchange.
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XOpaKTNPLOTIKA TwV a0BeVWV auTWwV ATOTEAOUV :
e MeyaAn nAkia

e 2TOOLAKT EVOPEN TWV CUUTITWHATWY
¢ JUUTITWHUATOAOYIO OTIO AVATIVEUGTIKO
* AeukoepuBpoPBAacTikn aviidopaon

e |dlaitepa avénuevn LDH

e Alatapoyeg méng

e Mn koA avtanokplon otnv MAaopadaipeon

Oncology (Williston Park). 2011:25(10):908



Kokor)Oeleg

NepoutEpw EAEYYOQ E :

e ATEIKOVLOT KOLAOG-TTVUEAOU pe CT

e EvdookoOTMon MEMTIKOU

e NEOTAACGUATIKOL OELKTEG




Kakor|Ong umeptoon

TIEG apTNpLaktg ieons ( BP >210/130mmHg) pe ouvodeg BAAPBeg

o€ Opyava 6TOYouG (EyKEDAAOG, veEP PO, KapdLA) KOl EVPTIAT
MAHA

» O acBevn¢ eixe PUCLONOYLKEG TIHEG OPTNPLOKTIG TILEOTG KOLL
TIUPETO




> KANPOOEPUQ

Nebpikn kpion OKANPOOEPUATOC

e O¢&eia oAlyouplkn VEDPLKT AVETIAPKELX
e [MaBoAoyikd i(nua ovpwv

e AUEnMEVN TLUN APTNPLAKNG TIEEONG (LETPLO-ETIITIEO N KOKOT|O0UG

UTIEPTOONG)




> KANPOOEPUQ

e AV KL OTIAVLA, N TIPWTT EKOTIAWOT TOU OKAT|POOEPUATOG UTIOPEL VO

elval 1 vedpLkn kpion

e Oplopevol emiong acBOeveig UTIOPEL VA TIOPALEIVOUV VOPUOTAGLKOL N

amAd va epdavifouv Tipeg BP peyaAutepeg tou baseline.

» To pUAo Tou 0ioBevr) o€ GUVOULAGHO PE TNV ULIKPT TILBavoTNTA Va
eKONAWOE( 1 vOoOg TpWTA PE VEPPLKT) KPLOT) TAUTOXPOVA UE
bUCLOAOYLKT] TILECT] LAAAOV OG OTIOOKPUVOUV OTTO T1) SLAyVwWon
ouTn



AyYELTIOEG

2uvnOwG oL ALUATOAOYIKEG ETILTIAOKEG TIOU TIOPATNPOVVTOL 0T
TAQLOLO QY YELLITLONG ElVAL:

Avaipia ypoviag vooou, Bpopfokuttapwon
N
Avatpio/Bpopfotievia oxeti(OpeVN LE TA QAPHAKOL

(KOoTPpLo&ACOAN, KUTTOPOTOELKA, ) 1] ETUTTAOKEG QUTWV (oT)Yn)

» QoT1000 £xouv Teplypadei meploTaTIKA e MAHA

British Journal of Rheumatology. 1996;35:377-379



AyYELTIOEG

H amouoia TOAVGUOTNUATIKWY EKONAWCEWY GE CUVOUNOO [UE

apvnTikad ANCA kaBiotouv Atyotepn miBavn tng dtdyvwon autn

» BeBaia n ANCA(-) wegener , n o{wong moAvoptnpitida Kot n
oXETLCOMEVN UE KPUOOPALPLVOLULO QLYYELITLON OEV UTIOPOUV VA

QTTOKAELOTOUV.



AYYELTLOES

EAeyxog et evOei&ewv pE :

e Kpuvoodalpiveg (OEOOUEVOU KOL TOU YO UNAOU CUUTIANPWLATOG)

e Bloyla O€PHUATOG-UUOG-AYYELOU 1) TIAGYOVTOG OPYAVOU

e Ayyeloypadia




AVTIOWOPOALTILOLKO GUVOPOUO

APS/cAPS

* >UVOPOMO OYETLCOPEVO E OPTNPLAKEG-DAEPIKEG
OpopuBwoelg,urmtotpomialouces ATTOLOAEG TO TIPWTO TPLUNVO Kol

TIAPOVCLN AVTIPWODOALTILOLKWY OVTICWUATWYV

e Mmopel OpwWG va EUPAVIOTOUV KAL OLUATOAOYLIKEG ETILTIAOKEG
onwg BpopPormevia, AIHA, TTP/HUS, HELLP syndrome kaut

KatooTpodpLko APS.

Blood Rev. 2008 Jul:22(4):187-94



AVTIOWOPOALTILOLKO GUVOPOUO

APS/cAPS

* H ukpoayyelomaOntikr aloAUTIKY) AVl UTTOPEL va Eival Kal
1 TIPWTTN EKOT)AWGT TOU GUVOPOUOU UTOU

Ann Rheum Dis 2004;63:730—736

e Hmopouoia twv apL exel avadpepOei kot o€ TTEPLOTATIKE HE
TTP/HUS pe dlaitepn duokoAia 0Gov adpopd TNV OLAKPLOT) TOUG
KoL OPKETOL ouyypadeic Exouv avayvwpioel iBavn cuoyEtion
o€ BaOuo pdAloTa Tou va TpoTEVOUV TOV 0pO:
Microangiopathic phospholipid syndrome

British Journal of Haematology, 149, 292—306
Ann Rheum Dis. 2007;66(4):429-432



AVTIOWOPOALTILOLKO GUVOPOO
APS/cAPS

[Nepaltepw EAEYYOG UE :

e AVTITINKTIKO AUKOU

e Anti-B2GP]

e AVTIOCWHOATA EVAVTL KAPOLOALTTIIVNG
e VDRL

e Triplex AeBwv KATW AKpWV

e CTPA?



2EA

» O AUKkoG wg aitio OpopPwTtikng uikpoayyelomtaBelag (TMA) exel
avadepOel o€ apkeTd case-reports otnv oLeBvr) BLAloypadia pe
TOavVESTEPOUG UNYAVLIOUOUG : TNV ayYELLTIOO ToOV AUKOU, TO

avTldwoPoALTiLdIko cuvopopo (APS, cAPS) kat TTP.
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Systemic lupus erythematosus presenting as hemolytic uremic syndrome: a case report.
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A 12-year-old girl with hemolytic uremic syndrome as initial symptom of systemic lupus erythematosus and a

literature review.
awaghl ¥, Sarak J, Mg
+ Aiithor mbormation
Abstract

Wie deseribe & 12-pasr-old g wilh syshemic lupus srdhemalotus (SLE | wha frsl presanlid with an alye

ssgociated vith ypocomplemantemia, and compare e cinical marifesiafions and prognosis between ELE petierts with HUE and thrombolic intravenous cyclophosphamide 500 mg, eight daily plasma exchange treatments,
rambocyiopenic puniura in e reporied ilerlune. Diagnoses were bagosd on neral Tajune, hemolgic anemia, and hrombocytonemia, induding e

cbsanafion of fragmented red blood cals, ypocomplamentamia and on e Amencan College of Rheumalolagy
may heve been efectve against the pathological
adminslensd, and none of e pabienls sullered from dhranic renal ingu®o

cy. The progndsis lor SLE pad
suggest that SLE should be suspecied in any HUS patien presenting with hemohytic anemia, frombocytopenia,
Fypooamplementimia, and e Ferapeuic meponse and proghalis for SLE with HUS ane §abs

Copyrighl 2002 3. Karger AG, Bise

LS withoudl a wesicloun-prodiucing ohganism in ber lool and the
| eribaria lof thi clissahicalion of SLE

il hamoklic uteic sy

condition of SLE. I 4 patients with SLE and HUS, prednisclone ard iImmuncsuppressive dnags were A ) ; A : X :
ok with HLES i god, Thess indings hemodialysis. At the tertiary institution, therapy included an infusion of
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Thrombotic microangiopathic hemolytic anemia in a
patient with SLE: diagnostic difficulties

Ami A Shah, John P Higgins and Eliza F Chakravarty* 2b 2 authors

Correspondence *Division of Immunclagy and Rheumatology, Stanford University School of Medicine,
1000 Welch Road, Sulte 203, Palo Alto, CA 24304, USA

Email echakravarty@stanford.edu

& rare. We napod a case of 29-mar
rash and swelkng of iower limks

SUMMARY

Background A_19-year-old woman with newly diagnosed systemic lupus
erythematosus (SLE) presented with hemolytic anemia, thrombocytopenia,

hypertension, tonic-clonic seizuras, blurry vision, nephrotic syndrome and renal

insufficiency.

Investigations At a general hospital, the investigations included brain MRI,
echocardiography, laboratory tests including measurement of the amount of
protein excreted daily, platelet count, levels of lactate dehydrogenase, creatinine
and anticardiolipin antibodies, direct Coombs' test, peripheral blood smear, and
measurement of blood pressure. At a tertiary institution the investigations
included physical examination, electreencephalography, brain MRI, magnetic
resonance angiography, repetition of laboratory tests plus measurement of von
Willebrand factor-cleaving protease activity, measurement of levels of antibodies
to double-stranded DNA and platelets, and renal biopsy.

el condilion improved

Send to;

Diagnosis Thrombotic microangiopathic hemolytic anemia with a possible
underlying diagnosis of malignant hypertension, antiphospholipid antibody
syndrome, catastrophic antiphospholipid antibody syndrome, thrombotic
thrombocytopenic purpura, or active SLE.

Management At the general hospital, therapy included a single dose of

- three daily infusions of methylprednisoclone 1 g followed by methylprednisolone
criteria for SLE. Cocktail therapy . ; R . d .

60 mg every 8 h, an infusion of rituximab 657 mg and ultrafiltration via
aoube renal faiune ard cyclophosphamide 650 mg, aspirin 81 mg daily, prednisone 40 mg daily,
mycophenolate mofetil 750 mg twice daily, and aggressive management of
hypertension.
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Thrombutlc thrombocytopenlc purpura in systemic lupus erythematosus: risk factors and clinical outcome: a
single centre study.

Kwolk Ju JH, Cho Kim HY, Pa
+ Author information

Abstract

The study was undertaken to investigate clinical characteristics of thrombuotic thrombnr ftnperm. purpura (TTP)in pdtlents with SLE and to deterrrnnp
risk f: E

university of Korea from Janu.:m,- 1"

haemolytic anaemia, thrembocytopeni negativ ' tes o ] an a 5 e 'ng signs was noted: renal
impairment, neurologic i 0 rer. Eighty matched for age and sex, were
included a !

between SLE patients with TTP and th with Uther manifestations. Multwdndtp cmar'-, ed that |r|dependent risk ors for the development of
TTP included high SLE disease activity index score (SLEDAI > 10, P = 0.008) and coexisting nephritis (P = 04). Among the 26 SLE patients with
TTP, 12 died during adrr on period (in-hospital mortality rate: 46.1 3LE patients with infection or neurc manifestations had higher mortality
rates. Multivariate analysis showed that infection is the only independent risk factor for mortality in SLE patients with TTP (P = 0.035). Patients with
SLE whao are in the active stage or who have renal involvement have the inc = risk for TTP. Development of TTP in patients with SLE can be
fatal. Therefore, intensive therapy will be needed especially in the pr e of infection.

Lupus. 2009 Jan:18(1):16-21
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* MAAloTa oL AOLUWEELG avadEPETAL OTL UTTOPOUV VA
upPodoTrioouV o)L Hovo flair-up tou Aukou aAAa kat TMA otoug
aoBeveic avtouc.

RHEUM [ OLOGY

Original article

Thrombotic microangiopathy in systemic lupus
erythematosus: a cohort study in North Taiwan

Ming-Han Chen'*, Ming-Huang Chen®®, Wei-Sheng Chen’ %, )
Peter Mu-Hsin Chang®®, Hui-Ting Lee’?, Hsiao-¥i Lin"? and De-Feng Huang'?

Abstract

. Thrombotic micro:
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igate the triggering facto

ThMA ca
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rerrvial Tailure (ARF) o four

saven time:

srarimialities.
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Literature-review 105 epimtwoswv TMA o€ aoBeveic pe ZEA
oUMPWVA E TO OTIOIO:

e Howayvwon tou 2EA e1€0n tavtoypova pe TTP/HUS oto 45.7%
1 akoAovBnoe avtnyv ¢ TMA o€ mootooto 3.8%

e To 83.8% eiyav vedppLkr] CUPMETOXT

* Houvduaopevn Bepareia (MAaouadaipeon
+KOPTIKOELON/KUTTOPOTOELKOL TIOPAYOVTEG) TIETUXE LYNAOTEPQ
TTO00O0TA UPEDNG

Clin Rheumatol (2014) 33:419—427
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2UUTIEPAOUOTIKA:

1) TTP/HUS umopel va cupPei oto 2% twv aoBevwyv pe Auko

2) NAoLPWEELG pTTopoUV va attoteAEcouy triggering-factor yia TTP-

HUS otouc aoBeveic autoug

3) Holdyvwon tou AUkou pmopel va emetal 1 va tefel kata Tnv

dtayvwon TTP-HUS o€ moocooto 50%
4) Hvedpikr) cuppeTOXN ELVAL TIOAU CUY VI

5) 2uvouaoTikn Bepameia elval TILO ATIOTEAECUATLKN
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O a0Bevng mapouoLd el TTAPATELVOUEVO EUTTUPETO KAL :

o Oetikad ANA 1:640
e XaunAo cuvumAnpwpua C3,C4

e [Mapatoon aPTT

e [TAEUPLTLKN KOL AOKLTLIKT) GUAAOYT
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NepaitepW EAEYYOG IE :

e Anti-dsDNA

e Anti-SM

e Coombs




TTP/HUS

H dlakpLomn Twv 0U0 aUTWV VOO MATWY Bacl{OpeVN O KALVIKA
KpLIrpla evogxetal va eivat aduvatn kaBwg to HUS umopei va
EXEL EEWVEPPLIKEG EKONAWOELG Kal avTioToyanTTP va
TPOGPAAAEL TOUG VEDPOUC.

MaBoduoioroyikad nTTP yapaktnpileTal amo UELWMUEVN
dpaoTIKOTNTA NG PETaANoTIpWTEAONGADAMTS13 n omoia dlacTid
ta toAupepn Von Willebrand

Evw oto HUS n kupiopyn dtatapoyn eival n akpLtn EvepyoTtoinon
NG EVOAAAKTLKT)G 000U TOU CUUTIAT|PWHATOG UE TEALKO
amoTeAeca TNV dnpuLovpyia tou MAC oTig HepBpaveg TwV
KUTTAPWV



TTP/HUS

>TO TIEPLOTATIKO OGS ooV ATIOKAEICOUE T GUYYEVT QLTI

OKEPTOMOOTE :

e |dlomta@ec TTP/HUS

e Nolpwéels (shiga toxin- e.coli, HIV, Strep.pneumoniae, other
infections)

 Qappaka (quinine, yneL0BepaTIEVTIKA)
e Avutodvooa voorjpata (ZEA, avtidwodoAimidiko cvopouo)

e Kkakom0Oeleg
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Transfusion. 2014 Feb;54(2):389-97. doi: 10.1111/trf.12263. Epub 2013 May 27.
High prevalence of infectious events in thrombotic thrombocytopenic purpura and genetic relationship with toll-
like receptor 9 polymorphisms: experience of the French Thrombotic Microangiopathies Reference Center.

Morgand M1. Buffet M, Busson M, Loiseau P, Malot S, Amokrane K, Fortier C, London J, Bonmarchand G, Wynckel A, Provét F, Poullin P, Vanhille P, Presne C,
Bordessoule D, Girault S, Delmas Y, Hamidou M, Mousson C, Vigneau C, Lautretie A, Pourrat J, Galicier L, Azoulay E, Péne F, Mira JP, Rondeau E, Ojeda-Uribe
M, Charron D, Maury E, Guidet B, Veyradier A, Tamouza R, Coppo P; Thrombotic Microangiopathies Reference Center.

+ Collaborators (44)

+ Author information

Abstract
BACKGROUND: Infectious events have been reported as major environmental triggers of thrombotic thrombocytopenic purpura (TTP). We detail
here the potential association between infections and TTP.

STUDY DESIGN AND METHODS: We recruited randomly and prospectively a cohort of 280 consecutive TTP patients during a 9-year period.
Features of infection were systematically recorded.

RESULTS: Features consistent with an infectious event were observed in 114 patients (41%) at time of TTP diagnosis. Infectious agents were
documented in 34 cases and were mainly Gram-negative bacilli. At time of diagnosis infected patients more frequently had fever (p < 0.001).
Infections at diagnosis did not impact prognosis and outcome. Thirty-six percent of patients experienced an infectious event during hospitalization,
which resulted in more exacerbation of TTP (p = 0.02). Infections were not overrepresented during treatment in patients who received steroids and/or
rituximab. Further genetic analysis of toll-like receptor (TLR)-9 functionally relevant polymorphisms revealed that TLR-9 +2848 G and TLR-9 +1174 A
genotypes were more frequent in TTP patients than in controls (p = 0.04 and p = 0.026, respectively) and more particularly in patients negative for the
Class Il human leukocyte antigen system susceptibility allele DRB1*11 (p = 0.001 and p = 0.002, respectively). Haplotypes estimation showed that
1174A-2848G haplotype was significantly more frequent in TTP (p = 0.004), suggesting a primary role for this haplotype variation in conferring a
predisposition for acquired TTP.

CONCLUSION: Infections should be considered as an aggravating factor during the course of TTP. Particular polymorphisms in TLR-9 gene may
represent risk factors for TTP.




MBaveg dlayvwoEelLg

1) TTP/HUS devutepomabeg og edadog kakonBetag,Aoipwéng

QUTOAVOOCOU VOOT|ATOG

2) 2EA
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