
Clinical similarities of DIC, TTP, and aHUS are a
major concern because they pose a risk of misdiagnosis.16

What if it’s not  

Sepsis / DIC?

Algorithm to rapidly differentiate DIC, TTP and aHUS in the ICU16

Thrombocytopenia with platelet count <150,000/mm3 or >25% decrease from baseline

MAHA, negative Coombs, elevated LDH, organ dysfunction

Yes

Normal

Positive

STEC-HUS

Supportive treatment
Treat cause +/-

eculizumab

aHUS or aHUS + 
complement-activating

condition

Negative

<5-10% >5-10%

STEC stool culture/
PCR

TMA

TTP

Plasma exchange

ADAMTS13 activity Treat cause (sepsis)

DIC

Abnormal

Coagulation profile (e.g. PT, aPTT, D-dimers) Investigate other causes of thrombocytopenia

Consult with a TMA expert (nephrology/ haematology) immediately  
if you suspect aHUS in an emergency setting.17

No

Other causes of thrombocytopenia

• Laboratory artefacts
• Drug-induced immune thrombocytopenia
• Heparin-induced thrombocytopenia
• Post-transfusion purpura
• Liver failure (acute and chronic)
• Cancer
• Transplantation

Diagnostic considerations

Thrombocytopenia profile
• TTP and septic DIC  severe
• DIC and HUS  moderate

Blood pressure profile
• HUS   hypertension
• DIC  normal or hypotension

• Cardiovascular surgery / cardiopulmonary 
bypass

• Autoimmune disease
• Vasculitis
• Chemotherapy
• Radiation
• Sickle cell anemia or severe malnutrition

Hemolysis profile
• TTP and HUS  major hemolytic anemia + 

schistocytes on blood film
• DIC  minor hemolytic anemia + schistocytes 

on blood film 

Figure adapted from Vincent, 2018.

Soliris® (eculizumab) prescribing information 
is located on the last page.



82-90% of patients on Soliris® achieved a rapid and 
significant increase in platelet count that was sustained 
through two years12,13

Early intervention with Soliris® allows patients to achieve 
greater improvements in renal function vs. late intervention14

aHUS is a rare disorder caused by uncontrolled complement 
activity, leading to progressive and life threatening complications1-3

Patients with aHUS can show involvement in more than 
one organ system:4-10*

Improvements in eGFR over time among patients receiving Soliris® 
≤7 days or >7 days after onset of last TMA manifestation.14

Clinically meaningful haematologic benefits are maintained 
with ongoing therapy.12

Initiation of eculizumab within 7 days of hospitalisation is associated 
with lower dialysis rates, less time in ICU, less plasmapheresis, and 

lower hospitalisation costs compared with late initiation.15

experience neurological symptoms, 
including:2

experience cardiovascular symptoms, 
including:10,18

experience GI symptoms, including:2

progress to end-stage renal disease:7,2

Other macrovascular complications:11

Up to

Up to

Up to

Approximately

•  Confusion2,8

•  Stroke8

•  Arterial thrombosis8

•  Vascular stenosis9

•  Colitis8

•  Abdominal pain2

•  Pancreatitis8

•  Elevated creatinine2

•  Decreased estimated glomerular 
filtration rate (eGFR)4

•  Proteinuria10

•  Peripherial arterial disease11

•  Phalangeal gangrene11

•  Encephalopathy8,9

•  Seizure2

•  Hypertension10

•  Myocardial infarction8,9

•  Nausea/vomiting8

•  Gastroenteritis6

•  Diarrhoea2
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aHUS: atypical hemolytic uremic syndrome; GI: gastrointestinal; DIC: disseminated intravascular coagulation; TTP: thrombotic 
thrombocytopenic purpura; MAHA: microangiopathic hemolytic anemia; LDH: lactate dehydrogenase; PT: including prothrombin 
time; aPTT: activated partial thromboplastin time; TMA: thrombotic microangiopathy; STEC: Shiga-toxin producing Escherichia 
coli; PCR: polymerase chain reaction; eGFR: estimated glomerular filtration rate. 

Error bars represent standard error. The proportion achieving a sustained eGFR response (>15 mL/min/1.73 m2) was 
significantly higher (p<0.05) for the ≤7-day group compared to the >7-day group from 1 month onwards. *Median time 
from last TMA manifestation to Soliris treatment was 0.13 (range: 0.03-0.20) months in the earlier treatment group and 
1.02 (range: 0.23-47.40) months in the later treatment group. Data were pooled from four phase 2, open-label, single-
arm, prospective clinical studies of eculizumab for patients with aHUS.

Soliris® (eculizumab) is indicated for the treatment of patients with atypical Haemolytic Uraemic Syndrome (aHUS).

Error bars represent standard error. *Mean change from baseline in platelet count (95% CI): 73 x 109/L (40-105) at 26 
weeks; 91 x 109/L (67-116) at 1 year; 75 x 109/L (54-96) at 2 years. Two phase 2 studies (26 weeks and 1 year) evaluating 
eculizumab, in patients with progressing TMA (trial 1) and those with long duration of aHUS and chronic kidney disease 
(trial 2). The current analysis assessed outcomes after 2 years (median eculizumab exposure 100 and 114 weeks, 
respectively).

Summary of Safety Profile
All 17 patients enrolled in trial 1 reported one or more adverse events (AEs). The most common of which was vomiting 
(n=3, 18%). All patients reported serious AEs, the most common of which was accelerated hypertension (n=2, 12%).13

The most common adverse reaction reported in Soliris Clinical Studies was headache, (occurred mostly in the initial 
phase of dosing), and the most serious adverse reaction was meningococcal sepsis.12

*The organ-specific symptoms associated with aHUS are reported from published literature and are not limited to only 
those listed above.
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Soliris (eculizumab) Prescribing Information Please refer to the SmPC for further 
information before prescribing. Soliris 300 mg concentrate for solution for infusion 
Qualitative and quantitative composition: Each vial of 30 ml contains 300 mg of eculizumab 
(10 mg/ml). After dilution, the final concentration of the solution to be infused is 5mg/ml. 
Excipients with known effect: Sodium (5mmol per vial ). Clear, colorless, pH 7.0 solution. 
Therapeutic indication: Treatment of paroxysmal nocturnal haemoglobinuria (PNH) in adults 
and children; Evidence of clinical benefit is demonstrated in patients with haemolysis with clinical 
symptom(s) indicative of high disease activity, regardless of transfusion history. Treatment of 
atypical haemolytic uremic syndrome (aHUS) in adults and children. Treatment of refractory 
generalized myasthenia gravis (gMG) in adults who are anti-acetylcholine receptor (AChR) 
antibodypositive. Treatment of neuromyelitis optica spectrum disorder (NMOSD) in adult patients 
who are anti-aquaporin-4 (AQP4) antibody-positive with a relapsing course of the disease Posology 
and method of administration: Soliris must be administered by a healthcare professional and 
under the supervision of a physician experienced in the management of patients with 
haematological, renal, neuromuscular or neuro-inflammatory disorders. Home infusion may be 
considered for patients who have tolerated infusions well in the clinic. The decision of a patient to 
receive home infusions should be made after evaluation and recommendation from the treating 
physician. Home infusions should be performed by a qualified healthcare professional. The PNH 
dosing regimen for adults (≥18 years of age) consists of an initial phase: 600 mg of Soliris via a 
25 - 45 minute (35 minutes ± 10 minutes) intravenous infusion every week for the first 4 weeks, 
and Maintenance phase: 900 mg of Soliris administered via a 25 - 45 minute (35 minutes ± 10 
minutes) intravenous infusion for the fifth week followed by 900 mg administered via a 25 - 45 
minute (35 minutes ± 10 minutes) intravenous infusion every 14 ± 2 days. The aHUS and 
refractory gMG and NMOSD dosing regimen for adult patients consists of an Initial phase: 900 mg 
of Soliris via a 25 - 45 minute (35 minutes ± 10 minutes) intravenous infusion every week for the 
first 4 weeks, and a Maintenance phase: 1200 mg of Soliris administered via a 25 - 45 minute (35 
minutes ± 10 minutes) intravenous infusion for the fifth week, followed by 1200 mg of Soliris 
administered via a 25 - 45 minute (35 minutes ± 10 minutes) intravenous infusion every 14 ± 2 
days. Do not administer as an intravenous push or bolus injection. The diluted solution of Soliris 
should be administered by intravenous infusion via gravity feed, a syringe-type pump, or an 
infusion pump. There is limited safety data supporting home-based infusions, additional precautions 
in the home setting such as availability of emergency treatment of infusion reactions or anaphylaxis 
are recommended (please refer to the SmPC). For PNH and aHUS paediatric patients under 18 
years of age dosing recommendations, please refer to the SmPC. If concomitant plasma exchange 
(PE) or plasma infusion (PI), supplemental dosing of Soliris is required for aHUS, refractory gMG 
and NMOSD patients (please refer to the SmPC). Contraindications: Hypersensitivity to 
eculizumab, murine proteins or to any of the excipients; in patients with unresolved Neisseria 
meningitidis infection; in patients who are not currently vaccinated against Neisseria meningitidis 
(unless they receive prophylactic treatment with appropriate antibiotics until 2 weeks after 
vaccination Special warnings and precautions for use: All patients must be vaccinated 
(against Neisseria meningitidis) at least 2 weeks prior to receiving Soliris. Patients who initiate 
Soliris treatment less than 2 weeks after receiving a tetravalent meningococcal vaccine must 
receive treatment with appropriate prophylactic antibiotics until 2 weeks after vaccination. 
Vaccines against serogroups A, C, Y, W135 and B where available, are recommended, in 
preventing the commonly pathogenic meningococcal serogroups. Patients must receive 
vaccination according to current national vaccination guidelines for vaccination use. Vaccination 
may further activate complement. As a result, patients with complementmediated diseases, 
including PNH, aHUS, refractory gMG and NMOSD, may experience increased signs and symptoms 
of their underlying disease. Therefore, patients should be closely monitored for disease symptoms 
after recommended vaccination. Vaccination may not be sufficient to prevent meningococcal 

infection. Consideration should be given to official guidance on the appropriate use of antibacterial 
agents. Cases of serious or fatal meningococcal infections have been reported in Soliris-treated 
patients. Sepsis is a common presentation of meningococcal infections in patients treated with 
Soliris. All Patients should be monitored for early signs of meningococcal infection, evaluated 
immediately if infection is suspected, and treated with appropriate antibiotics if necessary. 
Patients should be informed of these signs and symptoms and steps taken to seek medical care 
immediately. All paediatric patients must be vaccinated against Haemophilus influenza and 
pneumococcal infections. Due to its mechanism of action, Soliris therapy should be administered 
with caution to patients with active systemic infections. Patients may have increased susceptibility 
to infections, especially with Neisseria and encapsulated bacteria. Serious infections with 
Neisseria species (other than Neisseria meningitidis), including disseminated gonococcal 
infections, have been reported. Patients should be provided with information from the Package 
Leaflet to increase their awareness of potential serious infections and the signs and symptoms of 
them. Physicians should advise patients about gonorrhoea preventions. Administration of Soliris 
may result in infusion reactions or immunogenicity that could cause allergic or hypersensitivity 
reactions (including anaphylaxis). Treatment should be interrupted in all patients experiencing 
severe infusion reactions and appropriate medical therapy administered. Treatment with Soliris 
should not alter anticoagulant management. Refractory gMG: when immunosuppressant and 
anticholinesterase therapies are decreased or discontinued, patients should be monitored closely 
for signs of disease exacerbation. Neuromyelitis Optica Spectrum Disorder: when 
immunosuppressant therapy is decreased or discontinued, patients should be monitored closely 
for signs and symptoms of potential NMOSD relapse. PNH patients receiving Soliris therapy 
should be monitored for intravascular haemolysis by measuring LDH levels, and may require dose 
adjustment within the recommended 14±2 day dosing schedule during the maintenance phase 
(up to every 12 days). PNH Patients who discontinue treatment with Soliris should be monitored 
for signs and symptoms of serious intravascular haemolysis for at least 8 weeks. aHUS patients 
receiving Soliris therapy should be monitored for thrombotic microangiopathy by measuring 
platelet counts, serum LDH and serum creatinine, and may require dose adjustment within the 
recommended 14±2 day dosing schedule during the maintenance phase (up to every 12 days). 
If aHUS patients discontinue treatment with Soliris, they should be monitored closely for signs and 
symptoms of severe thrombotic microangiopathy complications. Monitoring may be insufficient to 
predict or prevent severe thrombotic microangiopathy complications in patients with aHUS after 
discontinuation of Soliris. Use of Soliris in refractory gMG and NMOSD treatment has been studied 
only in the setting of chronic administration. Patients who discontinue Soliris treatment should be 
carefully monitored for signs and symptoms of disease gMG exacerbation or potential NMOSD 
relapse. This medicinal product contains 5 mmol sodium per vial. It should be taken into 
consideration by patients on a controlled sodium diet. Interaction with other medicinal 
products and other forms of interaction: No interaction studies have been performed. Based 
on the potential inhibitory effect of eculizumab on complement-dependent cytotoxicity of rituximab, 
eculizumab may reduce the expected pharmacodynamic effects of rituximab. Chronic intravenous 
human immunoglobulin (IVIg) treatment may interfere with the endosomal neonatal Fc receptor 
(FcRn) recycling mechanism of monoclonal antibodies such as eculizumab and thereby decrease 
serum eculizumab concentrations. Fertility, Pregnancy and lactation: Women of childbearing 
potential have to use effective contraception during treatment and up to 5 months after treatment. 
No effects on the breastfed newborn / infant are anticipated as limited data available suggest that 
eculizumab is not excreted in human breast milk. However, due to the limitations of the available 
data, the developmental and health benefits of breastfeeding should be considered along with the 
mother’s clinical need for eculizumab and any potential adverse effects on the breastfed child 
from eculizumab or from the underlying maternal condition. Human IgG are known to cross the 
human placental barrier, and thus eculizumab ma potentially cause terminal complement inhibition 

in the foetal circulation. Therefore, Soliris should be given to a pregnant woman only if clearly 
needed. Undesirable effects: The most common adverse reactions were headache, and the 
most serious adverse reaction was meningococcal sepsis. Very common adverse reactions 
(≥1/10): headache. Common adverse reactions (≥1/100 to <1/10): Pneumonia, Upper 
respiratory tract infection, Bronchitis, Nasopharyngitis, Urinary tract infection, Oral Herpes 
Leukopenia, Anaemia, Insomnia, Dizziness, Dysgeusia, Hypertension, Cough, oropharyngeal pain, 
Diarrhoea, Vomiting, Nausea, Abdominal pain, Rash, Alopecia, Pruritus, Arthralgia, Myalgia, 
Pyrexia, Fatigue, Influenza like illness. Uncommon adverse reactions (≥1/1,000 to <1/100) 
Meningococcal infection, Sepsis, Septic shock, Peritonitis, Lower respiratory tract infection, 
Fungal infection, Viral infection, Abscess, Cellulitis, Influenza, Gastrointestinal infection, Cystitis, 
Infection, Sinusitis, Thrombocytopenia, Lymphopenia, Anaphylactic reaction, Hypersensitivity, 
Decreased appetite, Depression, Anxiety, Mood swings, Paraesthesia, Tremor, Vision blurred, 
Tinnitus, Vertigo, Palpitation, Accelerated hypertension, Hypotension, Hot flush, Vein disorder, 
Dyspnoea, Epistaxis, Throat irritation, Nasal congestion, Rhinorrhoea, Constipation, Dyspepsia, 
Abdominal distension, Urticaria, Erythema, Petechiae, Hyperhidrosis, Dry skin, Muscle spasms, 
Bone pain, Back pain, Neck pain, Joint swelling, Pain in extremity, Renal impairment, Dysuria, 
Haematuria, Spontaneous penile erection, Edema, Chest discomfort, Asthenia, Chest pain, 
Infusion site pain, Chills, Alanine aminotransferase increased, Aspartate aminotransferase 
increased, Gammaglutamyltransferase increased, Haematocrit decreased, Haemoglobin 
decreased, Infusion related reaction. Rare adverse reactions (≥1/10,000 to <1/1,000): 
Aspergillus infections, Arthritis bacterial, Genitourinary tract gonococcal infection, Haemophilus 
influenzae infection, Impetigo, Gingivitis, Malignant melanoma, Myelodysplastic syndrome, 
Haemolysis, Abnormal clotting factor, Red blood cell agglutination, Coagulopathy, Basedow’s 
disease, Abnormal dreams, Sleep disorder, Syncope, Conjunctival irritation, Haematoma, 
Gastroesophageal reflux disease, Gingival pain, Jaundice Dermatitis, Skin depigmentation, 
Trismus, Menstrual disorder, Extravasation, Infusion site paraesthesia, Feeling hot, Coombs test 
positive. Storage: 2°C – 8°C. Marketing Authorization Holder: Alexion Europe SAS, , 103-
105 rue Anatole France, 92300 Levallois-Perret, FRANCE. Marketing Authorisation Number: 
EU/1/07/393/001. Date of First Authorisation: 20 June 2007. Date of latest renewal: 18 June 
2012. Date of revision: 29 May 2020. Detailed information on this medicinal product is available 
on the website of the European Medicines Agency (EMA) http://www.ema.europa.eu/.


