


Perinatal information:
Girl – 40w1d – 4270g
G2 P1>2 A0
Uneventfull pregnancy
Spontaneous fast natural birth
Mildly  meconial stained amniotid fluid
APGAR 9/9/9

At 5 hours old:
• Blue/grey in bed
• Saturation not measurable at first
• Suboptimal circulation
• T 36,2°C

Clinical examination:
• A: free
• B: RR 60-70/min – Sat 88% R foot - no 

respiratory distress – normal auscultation
• C: pale - warm extremities – A. fem +/+ -

normal auscultation
• D: no abnormalities
• E: petechia and ecchymosa Actions:

• Respiratory support NRM+bag 15L/min
• Diagnostic Work-Up
• Antibiotics
• Transfer NICU

CHD
Infection

Sat 92-94% PRE & POST



First blood results

Hemoglobin 19,6 g/dL

Hematocrit 55,1%

WBC 25 000/µL

Neutrophils 14 540/µL

Platelets 25 000/µL

PT 43%

aPTT 44,3 sec

CRP <0,6 mg/L

Sodium 139 mmol/L

Potassium Too hemolytic

Creatinine Too icteric

Venous Blood Gas

pH 7,34

pO2 32,3 mmHg

pCO2 43,4 mmHg

Bicarbonate 22,7 mmol/L

Base Excess -3,1 mmol/L

Lactate 2,8 mmol/L

Blood glucosis 48 mg/dL

Hb 19,7 g/dL

Sodium 139 mmol/L

Potassium 5,0 mmol/L



R/ prostin

nCPAP P6-8 100% è max saturation 94% …

Intubation – invasive ventilation FiO2 100%

ACTIONS?

Upon arrival in referring hospital:
Still NRM+bag 100% 15L/min
Fluctuating sats 85-94% 
No respiratory distress
Circulatory evaluation normal



Clinical deterioration
Cyanotic
Saturations 60-70% under 100% oxygen
PRE-POST difference 

Cardiac ultrasound:
No congenital heart disease
Pulmonary hypertension +++
No need for fluid resuscitation

Actions:
iNO 20ppm
Noradrenalin
Dobutamin

NO STABILISATION



NO STABILISATION

Actions:
- Trial HFO
- Deep sedation + Curarization
- Association Corotrope
- Continuation of Prostin (RV function)
- Solu-Cortef
- More broad spectrum antibiotics + zovirax



Blood results (age 12 hours)

Hemoglobin 17,3 g/dL

Hematocrit 50 %

WBC 31 800/µL

Neutrophils 14 500/µL

Platelets 27 000/µL

Blood group O Rh+

Direct Coombs negative

PT 37%

aPTT 50 sec

Fibrinogen 130 mg/dL

CRP <0,5 mg/L

Sodium 139 mmol/L

Potassium 4,78 mmol/L

Creatinine 0,72 mg/dL

Bilirubin (total) 10,2 mg/dL

ALT 37 U/L

LDH > 4500 U/L

RBC

Placement nasogastric tube: bloody gastric residual
Placement urinary catheter: hematuria +++++
Tracheal aspiration: slightly bloody 

Alternative tests (too hemolytic)

R/ Platelets transfusion
R/ Konakion IV 

WBC



Severe refractory pulmonary hypertension
=> treat the cause …

Thrombopenia with bleeding tendency

Hemolysis with
• normal direct Coombs
• “abnormal” red blood cells in blood smear
• stable hemoglobin



Congenital 
dyserythropoietic 

anemia

Congenital sferocytosis

Homozygous alfa-
thalassemia 

Severe anemia
Hemolysis
Thrombocytopenia
PPHN

Problem in RBC / Hemoglobin?

Exchange transfusion



EXCHANGE TRANSFUSION

Fluid resuscitation 
Adaptation Inotropics/Vasopressors

(adrenalin)
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ADAMTS13 activity: 1 IU/dL (40-130)

Moschcowitz Upshaw-Schulman
No inhibitors/antibodies
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Neonatal period (1/3)
• Severe hemolytic jaundice (DC neg)

• R/ exchange transfusion
• Thrombopenia
• Fever
• Hematuria
• Neurologic symptoms
• Closure of PDA = high shear stress = TRIGGER?
• Often without diagnosis at the moment

Childhood
• Isolated thombocytopenia
• Repeated episodes thrombopenia / MAHA

• Often infection induced

Adulthood
• Pregnancy induced exacerbation

Episodes can be life-threatening! (MOF)
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Apr 22;6(3):e12708



Back to our mystery… Pulmonary hypertension?

Pathophysiology (idea):
1) Hemolysis > cell-free Hb = NO scavenger
2) Pulmonary thrombosisRare complication? / Underdiagnosis?



Back to our mystery
• Upshaw-Schulman syndrome = hTTP

• Genetic confirmation

• Stabilisation after exchange transfusion (= also PLASMA)
• iNO weaned // D3
• Extubation D4
• Inotropics / vasopressors // D4
• Normal TFE and EEG
• Home D10

• Treatment:
• Preventive FFP-transfusions every 2 weeks
• Study medication: Adzynma every 2 weeks

• No new exacerbations / complications



Questions?

Thank you for your 
attention!
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Take home messages:
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• Think about the diagnosis (h)TTP
• COMBO: Coombs neg hemolytic anemia/severe jaundice

+ thrombocytopenia
• ADAMTS13 activity
• Plasma transfusion

• Multidisciplinary consultation (eg. clinical biologist)


