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Abstract
Thromobotic thrombocytopenic purpura-hemolytic uremic syndrome (TTP-HUS), characterized by microangiopathic hemolytic anemia, thrombocytopenia, fever, central nervous system abnormalities, and renal dysfunction, is severe multisystem disorder. TTP-HUS occurs predominantly in the reproductive aged-women, associated with poor prognosis. Although the morbidity and mortality have been significantly decreased by using plasma exchange therapy, refractory TTP-HUS remains a tremendous problem. It is crucial to differentiate other microangiopathic hemolytic anemia disease with a confusing presentation and to perform the immediate plasmapheresis. We have experienced three cases, which were initially diagnosed as HELLP syndrome or immune thrombocytopenic purpura. Despite of aggressive plasmapheresis, two women died. We present these cases with a review of the literature on pregnancy-associated thrombotic microangiopathy, including ADAMTS-13 activity assay as a new diagnostic test.
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  Schistocytes are scattered in peripheral blood smear.
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  Abdominal CT shows massive ascites (black arrow), acute pancreatitis (white arrow) and infrarenal inferior vena cava thrombosis (dotted arrow).
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  Patient's characteristics

TTP: thrombotic thrombocytopenic purpura, IVC: inferior vena cava, FDIU: fetal death In Utero.
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  Characteristics of pathophysiological features in microangiopathic hemolytic anemia

TTP: thrombotic thrombocytopenic purpura, HUS: hemolytic uremic syndrome, MAHA: microangiopathic hemolytic anemia, CNS: central Nervous System.
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Case 1 Case 2
Age (1) 37 31
Gestation (wk) 35 29"
Clinical presentation Changes in consciousness. Dizziness, Upper quadrant pain,
Jaundice, Headache, Headache,
Ascites. Nausea, Vomiting, Feve.
Fever, General weakness. Proteinuria,
Purpura, Edema Hematuria, Hematuria
Oliguria,
Fever
CT abdomen Infarct of right hepatic  Not done Not done
lobe, Massive ascites,
Acute pancreatitis.
Infrarenal 1VC thrombosis
CT brain Normal Normal Not done
MAHA on peripheral blood smears + + +
Initial pleatelet count (/mm’) 46,000 7.000 32.000
Initial Serum creatinine (mg/dL) L7 054 143
Treatment during TTP episode Steroid. Steroid, Steroid,
Intravenous Intravenous Plasmapheresi
immuncglobuli immuncglobulin. Antihypertensi
Plasmapheresis, Plasmapheresis. vineristine
vineristine
Time to pheresis (day) 3 3 2
Duration of pheresis (session) 18 4 3
Infant outeome Induced labor, DIV DIV
LF 269 kg
(WS 89)
Maternal outcome Death on day 30 Death on day 10 Recovery

Underlying discasc

SLE for 8 years
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Postpartum _ Acute fatly liver of

Severe preeclampsia HELLP syndrome TP s i
Peak time of onset 3" trimester 37 trimester 27 trimester, Postpartum 37 trimester
Term
Hypertension Severe Variable Variable Variable Variable
Nausea/vomiting Absent— Absent~ Moderate Moderate Severe
mild mild
Renal involvement Moderate Variable Variable Severe Vi le
PT/aPTT Normal-slightly Normal-slightly ~ Normal Normal Increase.
increase increase
fibrinogen Normal Normal Normal Normal Deerease
Antithrombin 111 Normal-~slightly Decrease Normal Normal Decrease
decrease
rop Variable Variable Normal Increase Increase
ADAMTS-13 >10% >10% <% Normal Normal
“Thrombocytopenia Mild Moderate Severe Moderate Variable
(<100,000/mm’)  (<50,000/mm’)
Purpura Absent Absent Severe Mild Mild
Hepatic histological  Hemorrhage Hemorrhage Deposition of - Microvesicular fat
abnormalities Ischemic change, Ischemic change, hyaline central nuclei.
Hepatocellular ~ Hepatocellular  microthrombi Minimal
necrosis necrosis Hepatocelluar
necrosis
ALT/AST increase Mild Moderate (>70 U/L) Mild Variable Marked
(>500 UL)
LDH increase Absent Mild Marked Marked Mild
(600 UL)
MAHA Variably present  Moderate Severe Moderate Absent
Fever Absent Absent Present Variably present Absent
CNS symploms/sign ~ Variable Variable Severe Rare Mild
‘etal Mortality 13-30% 6-36% 33% - 15-25%
Response to delivery Improve Improve None None Improve
Maternal mortality 1.8% 1-3.3% 20-30% 5-15% 18-20%
Management Supportive, Supportiv Emergent plasma  Emergent plasma Supportive,
consider delivery  consider delivery  exchange exchange Correction of
hypoglycemia,
clectrolyte

imbalance and
coagulopathy
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