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Gl
Abdominal pain
Nausea
Vomiting
Diarrhea
Diarrhea with blood

RENAL
Oligoanuria
Oedema
sCr > N.V.
Proteinuria
Micro/Macrohematuria

SCHISTOCYTES

HAPTOGLOBIN

DIRECT ANTIGLOBULIN
(COOMBS) TEST

COAGULATION

CNS PLT consumption
Confusion
Seizures

PLT < 150 x10%L
Stroke

or

Coma PLT reduction > 25%

OTHER
Fatigue/asthenia
Purpura/petechiae
Dyspnoea
Hypertension
Fever

Presence of schistocytes in blood smear
(specify % and number/field)

Reduction < N.V.

Negative

Tests within normal range

LDH > N.V.
or
Close to the limit of N.V.
(if Hb < N.V. check LDH)

Elevated reticulocytes

DIC: prothromb in time and aPTT prolonged; fibrinogen low (or low-normal with infection);

D-dimers high; antithrombin and protein C low

Evans syndrome, S. pneumoniae HUS, Autoimmune hemolytic anemia: Positive Coombs test

Drug use: heparin use, alcohol toxicity, ADP-receptor antagonists, GP Ilb/llla inhibitors, calcineurin

inhibitors, mitomycin C, quinine etc.

Disseminated malignancy/bone marrow carcinosis

Organ transplantation, including hematopoietic stem cell transplantation

ADAMTS13 activity < 10%

Others**
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Table 2. Genetic Abnormalities and Clinical Outcome in Patients with Atypical Hemolytic-Uremic Syndrome.*

Gene

CFH

CFHR1/3

MCP

CFI

CFB

c3

THBD

Protein Affected

Factor H

Factor HR1, R3

Membrane cofactor
protein

Factor |

Factor B

Complement C3

Thrombomodulin

Main Effect

No binding to
endothelium

Anti—factor H anti-
bodies

No surface expression

Low level or low
cofactor activity

C3 convertase stabi-

lization

Resistance to C3b
inactivation

Reduced C3b inacti-

vation

Frequency

%
20-30

Response to
Short-Term
Plasma Therapyy

Rate of remission:
60% (dose and
timing depen-
dent)

Rate of remission:
70-80% (plasma
exchange com-
bined with im-
munosuppres-
sion)

No definitive indica-
tion for therapy

Rate of remission:
30-40%

Rate of remission:
30%

Rate of remission:
40-50%

Rate of remission:
60%

Long-Term
Outcome::

Rate of death or
ESRD: 70-80%

Rate of ESRD: 30—
40%

Rate of death or
ESRD: <20%

Rate of death or
ESRD: 60-70%

Rate of death or
ESRD: 70%

Rate of death or
ESRD: 60%

Rate of death or
ESRD: 60%

Outcome
of Kidney
Transplantation

Rate of recurrence:

80-90%f

Rate of recurrence:

20%9

Rate of recurrence:

15-20%9

Rate of recurrence:

70-80%

Recurrence in one
case

Rate of recurrence:

40-50%

Recurrence in one
case

ENERSD SR,

Clin J Am Soc Nephrol. 2013;8(4):554-562.,
Clin J Am Soc Nephrol. 2010;5(10); 1844-1859.
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Thrombotic Thrombocytopenic Purpura (TTP)
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Predictive Features of Severe Acquired ADAMTS13
Deficiency in Idiopathic Thrombotic Microangiopathies:
The French TMA Reference Center Experience

Paul Coppo1'2*, Michael Schwarzinger3, Marc Buffet'?, Alain Wynckel4, Karine Clabault®, Claire Presne®,
Pascale Poullin’, Sandrine Malot'?2, Philippe Vanhille® Elie Azoulayg, Lionel Galicier'®, Virginie
Lemiale”, Jean—Paul Mira”, Christophe Ride|12, Eric Rondeau12, Jacques Pourrat13, Stephane Girau|t14,
Dominique Bordessoule'? Samir Saheb '®, Michel Ramakers'®, Mohamed Hamidou'’, Jean-Paul
Vernant15, Bertrand Guidet2'18, Martine Wo|f19, Agnes Veyradierw, for the French Reference Center for

Thrombotic Microangiopathies"
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fH1IEA w X EE(95%C)
’5Cre = 2.26 mg/dL 23 4 (3.3-62.5)

MR = 375/uL 9.1 (34-242)
Uik 1% 2.8 (1.0-8.0)
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1. IM)&Cre = 2.26 mg/dL

2. MM/MVRER < 33 /uL
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Table 5. Internal Validation to Predict Severe ADAMTSI13
Deficiency at Clinical Presentation.

At Least 1 Positive All 3 Criteria

Criterion Positive
Sensitivity 98.8 (96.9-100) 46.9 (41.3-53.1)
Sp ecificity 48.1 (38.9-59.3) 98.1 (94.4-100)
Positive predictive value 85.0 (82.6-87.7) 98.7 (96.4-100)

Negative predictive value 93.3 (85.2-100) 38.6 (35.8-41.9) PLoS One 5(4)61 0208, 2010.




PLASMIC score
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MCV <90

INR<L1.5

Cre <2.0mg/dL

Lancet Haematol 2017 4: e157-64



PLASMIC score

Derivation cohort  Internal External
(n=200) validation cohort validation cohort
(n=150) (n=146)
0-4 0/84 (0%) 089 (0%) 2/47 (4%)
5 2/44 (5%) 332 (9%) 6/25 (24%)
bor7 G872 (81%) 18/29 (62%) 6174 (82%)

Data are number of individuals with ADAMTS13 activity of 10% or less/total
number of individuals with that score (%).

Table 4: Validation of the PLASMIC score

Lancet Haematol 2017 4: e157-64
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TABLE 2. Key Considerations for Differential Diagnosis of aHUS in the ICU.
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The NEW ENGLAND JOURNAL o f MEDICINE

ORIGINAL ARTICLE

Terminal Complement Inhibitor Eculizumab
in Atypical Hemolytic—Uremic Syndrome
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N Engl J Med 2013;368:2169-81.



TOUXIID

A Platelet Count, Trial 1

1204 e

¢ 100

T ||

a8 7 /\/

g".: 60-

(S ==

3 /

£ 5

9

> 5 20-

«

)

E O4-——— [ e
-20 | | | | | | |

NN

I\ MRERAN\DZHE

- 51 ERRIC.

e s 53%DEF DI

IMREUONIEEAL

- BERIA261E1%
(C. 87%DEHE
DI/ MRER(E1E
B ChDOI,

|
10 12 14 1

T | | | |
6 18 20 22 24 26

Weeks of Eculizumab Treatment

No. of
Patients

17 16 14 16 16 15 15 14

15 15 15 15 14 15



TOYUXY T DOBHEENDRIR

B Estimated GFR, Trial 1

Pretreatment

55 Period 26-Wk Treatment Period Extension Treatment Period
- =

50+
45+
40
35+
30+
25+
20

Mean Change from Baseline GFR
(ml/min/1.73 m2)

| [ I [ I [ | [ | [ I [ I [ I [ I [ [ [ [ [ [ [ [ [ [ [
1012141618 2022 24 26 28 30 32 34 36 38 40 42 44 46 48 50 52 54 56 58 60 62 64
Weeks

No. of 5 6 1217161616 1515 1515 151515151315 13 14 13 12 11 12 9 10 8
Patients

. I%'uﬁ!zé.*zﬁi@?é(:\ eGFR(Z32mL/min/1.73m2%=E U =,
BATE A SN F 42N ENH SEERR U Tz,

&
N
o
O —
ro
>
o -
o0




TOYUXITIORE - &

157k

o HFFEDTMAICDULTIZ.

aHUSODEZIIMN DS IRET TV

AL T CZRAvYvF IS (ADAMTS13HMUED10%. STECPE
=R IT D)

e aHUSODOEH FEFEMN DL,

ZFIIR 9 B,

. {KE

4 BB =RERRE S Do 51

540kgA _E DR AN aHUSEEA T,

B TIN5 9 Do

« TV XY T HIG2ERAEIZ
11D (CF @ REEIGYY) o

O

ICUAERI ICTOVUXIYT

900mg % 1[o

AN = Yr&ﬁg 2oomg7<iBra

F o FERIE (3596,000 0 F /€

:‘Ckﬁxﬁﬂ%x.'ﬂ??/iﬂi

BhrVinERE T DU F % ~551§21_F'EEJ ( EH‘L‘M@'ZD o




DA ERICET D FRME
(HARBREF=)

« 2013 OHAEBRES,/ HANERZESRERZEZEERICK
5 aHUS DOZIEAETI(L. [atypical HUS = HUSETTPLY
MDTMA] EULTULVE ARTEEREKICHD OB H{ARE
TMADFHZaHUSE L TULVD)

o ARBENETRULWTMAICIOVUXXY I ZERAL. ZRiHE
BRTZ SRR TERSH SHURLNVT — Zb\%%btméo

TMA
2913E STEC- TP aHUS
AAZHEE | Hus BAHEES MBS EH Bmr HE £E  BiE
2015  [STEC- T aHUS ZRETMA(Z D /D TMA)
KEBRNAE HUS WABLEHUS | HBimaE E=3 M R ER B

| BAERBFSLEARDRBZERICED 2013 FRMEEL, XPEHA FD aHIS EEDEL

X1(%. HBSEE 2016:58(2):62-75.0 55|



aHUSZEL\EA D
IARZTAS NTDUNTOHESE

Table 3. Recommendations for Management of Adult Patients With Suspected aHUS in the ICU.
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