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cium channel antagonists;8 and lympha-

tic vessels malformations.9

During the training period, chylope-

ritoneum was obtained that attenuated

with lavage.

The suspicion of chyloperitoneum ari-

ses in the presence of milk-like fluid and

the diagnosis is confirmed when chylo-

microns are detected, ortriglycerides le-

vels in the peritoneal fluid are higher

than those in plasma, and protein value

in the peritoneal fluid is higher than half

of the protein value in plasma, like in the

reported case. Differential diagnosis

should be made with conditions accom-

panied with turbid fluid, normal cellula-

rity and negative cultures.

A expectant attitude was taken. Re-

gular oil was replaced by medium-

chain triglycerides (MCT)-containing

oil.

Treatment is usually conservative. A

protein and carbohydrate rich diet is re-

commended with low fat content. MTC

oils are preferred. The ligation of the

thoracic duct can prevent nutritional

complications.

Currently the patient presents inter-

mittent and self-limited chyloperito-

neum (every 10 days approximately).

Nutritional parameters are preserved

with daily intake of 2 liters of Nutrine-

al. The patient is wheel chair-bound

due to FAP-associated disability.

1. Porter J, Wang WM, Olivereira DB. Chylous
ascites on CAPD. Nephrol Dial Transplant 6
(9): 659-661, 1991.

2. Munar-Ques M. Corino Andrade disease.
An R Acad Nac Med (Madr); 116 (3): 667-
80, 1999.

3. Poux JM, Bénévent D, Guiserix J, Le Meur
Y, Lagarde C, Leroux-Robert C. Chylous as-
cites in 12 patients undergoing peritoneal
dialysis. Nephrologie 15 (3): 201-5, 1994.

4. Bargman JM, Zent R, Ellis P, Auger M, Wil-
son S. Diagnosis of lymphoma in a CAPD
patient by peritoneal fluid cytology. Am J
Kidney Dis 23 (5): 747-750, 1994.

5. Pérez Fontán M, Pombo F, Soto A, Pérez
Fontán FJ, Rodríguez-Carmona A. Chylous
ascites associated with acute pancreatitis in
a patient undergoing continuous ambula-
tory peritoneal dialysis. Nephron 63 (4):
458-61, 1993. 

6. Coronel F, Avilés B. Chyloperitoneum in a
peritoneal dialysis patient with primary AL
amyloidosis. Perit Dial Int 23 (3): 299-301,
2003. 

7. Huang CH, Chen HS, Chen YM, Tsai TJ. Fi-
broadhesive form of tuberculous peritonitis:
chyloperitoneum in a patient undergoing au-
tomated peritoneal dialysis. Nephron 72 (4):
708-11, 1996.

8. Yoshimato K, Saima S, Nakamura Y, Naka-
maya M, Kobo H, Kawaguchi Y y cols.
Dihydropyridine type calcium channel bloc-
ker-induced turbid dialysate in patients un-
dergoing peritoneal dialysis. Clin Nephrol
50 (2): 90-93, 1998.

9. Unger SW, Chandler JG. Chylous ascites in
infant and children. Surgey 93 (3): 455-
461, 1993.

A. Sastre López, R. Bernabéu 
Lafuente and J. M. Gascó Company
Nephrology Department. Son Llàtzer Hospital.
Palma de Mallorca.
Correspondence: Aranzazu Sastre López
aranchasastre@hotmail.com. Hospital Huca.
Avda. Fernández Ladreda, 30. 24005 León.

Pospartum hemolytic
uremic syndrome:
a rare entity and a
treatment challenge
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Summary

Hemolytic uremic syndrome (HUS) is a
rare entity that in 7% of cases has been
related to oral contraceptives, preg-
nancy and puerperium, In this clinical
setting prognosis is worse and renal re-
placement therapy is usually needed.
Different authors agree that plamaphe-
resis is the treatment of choice, and has
improved patient survival to 80-90%.
We describe a case of a young woman
that 10 days postpartum developed th-
rombocytopenia, microangiopathic he-
molytic anemia and acute renal failure
with nephrotic range proteinuria. With
the suspiction of HUS she was started
on plasmapheresis initially stopped due
to an anaphylactic reaction to plasma
and finally due to hyperhidratation with
acute pulmonary edema needing me-
chanical ventilation. Renal biopsy confir-
med the diagnosis. Clinical course was
complicated with refractory hyperten-
sion and infectious complications In con-
clusion postpartum HUS is a rare clinical
entity , that forces a differential diagno-
sis with hypertensive complications of
pregnancy. It is associated to multiple
complications difficult to handle during
follow-up. Plasmapheresis treatment
adds complexity to clinical care but is
the only treatment of proven efficacy in
order to improve survival and renal
prognosis. 
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Resumen

El síndrome hemolítico urémico (SHU)
es una entidad de escasa incidencia,
donde un 7% de casos se asocia a la
toma de anticonceptivos orales, al
embarazo y al puerperio, siendo tales
casos de peor pronóstico, pues fre-
cuentemente necesitan tratamiento
renal sustitutivo1. Distintos autores
coinciden en que la plasmaféresis es
la terapia de elección, que ha mejora-
do la supervivencia a 80-90%2,3. Des-
cribimos el caso de una joven que en
el décimo día del puerperio presenta
plaquetopenia, anemia hemolítica
microangiopática (AHM), e insuficien-
cia renal con proteinuria nefrótica.
Con la orientación de SHU se pauta
plasmaféresis, que se suspende ini-
cialmente por alergia al plasma in-
fundido, y definitivamente por hiper-
hidratación con edema agudo de
pulmón (EAP) que precisa ventilación
mecánica. La biopsia renal confirma
el diagnóstico de presunción. La evo-
lución resulta tórpida, marcada por la
hipertensión arterial (HTA) refractaria
y complicaciones infecciosas. En con-
clusión, el SHU post-parto es una pa-
tología poco frecuente, que asocia
muchas complicaciones de difícil ma-
nejo a lo largo de su evolución y que
obliga al diagnóstico diferencial con
los estados hipertensivos del embara-
zo4. A su vez, el tratamiento con
plasmaféresis añade complejidad al
cuadro, pero es el único procedimien-
to que ha demostrado mejorar la su-
pervivencia y el pronóstico renal. 

Palabras clave: Sindrome hemolítico uré-
mico. Plasmaféresis. Embarazo.

To the editor: The hemolytic uremic
syndrome (HUS) is an acute and poten-
tially fatal form of thrombotic microan-
giopathy, with an incidence of 17.2 new
cases/per million population/year. Seven
percent of the cases are associated to oral
contraceptive treatment, pregnancy and
puerperium. Puerperium-related cases
have the worst prognosis, as renal re-
placement treatment is often required.1

The plasmapheresis is elective, as it is
the only therapy, that has shown to im-
prove the survival by 80%-90%2, 3 and
the prognosis of the renal involvement.

We present a 20 year-old Caucasian

woman in her first pregnancy that un-

derwent a cesarean at 41st week becau-

se the delivery did not progress. The

baby was a healthy male. On the 10th

day after the delivery she was evaluated

because of lumbar and hypogastric pain
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and fever of 38.5 ºC. Blood parameters

were: urea 224.6 mg/dL, creatinine

6.46 mg/dL, albumin 2.9 g/dL, hemo-

globin 5.9 g/dL, 16% of schistocytes in

peripheral blood, haptoglobin undetec-

table, LDH 4.162 U/L, and platelet

count 104 x 109/L. The urinalysis sho-

wed proteinuria 20 g/24-hours with

normal sediment. D-dimers determina-

tion was 16.381 mcg/L and for this rea-

son an MRI without contrast was per-

formed that ruled out renal vein

thrombosis. The gynecologic exam

showed placental remnants in the ute-

rus, she was diagnosed with endome-

triosis and a uterine scraping was per-

formed.

Sixty-two to seventy-four percent of

pregnancy-related HUS cases occur at

the end of the pregnancy. Differential

diagnosis should be made with hyper-

tensive conditions of the pregnancy,

which produce symptoms that do not

last more than 3 days after the deli-

very. Persistent or worsening symp-

toms beyond the third day of the puer-

perium decrease the probability of

spontaneous recovery and strength the

indication of plasmapheresis.5 The re-

ported patient was on the tenth day

after the delivery, and daily plasmap-

heresis was initiated, which had to be

discontinued, first because of allergy

to infused plasma and definitively be-

cause of acute pulmonary edema that

prompted mechanical ventilation.

The patient had severe hypertension,

which required five drugs to be contro-

lled. The reason could be found in the

pathological study of the renal biopsy

that revealed lesions typical of throm-

botic microangiopathy, with severe vas-

cular involvement, including intimal

proliferation and hyperplasia, presence

of glomeruloid bodies and several glo-

merular changes. It is known that pa-

tients with HUS and arterial involve-

ment (with no prodromes such as

bloody diarrhea), as in the present case,

have a worse prognosis than those who

only have glomerular involvement (and

prodromal bloody diarrhea).6

Despite appropriate treatment renal

function was not recovered and the pa-

tient required chronic hemodialysis.

The risk of recurrence in further preg-

nancies is high, and chronic renal failu-

re is the most important consequence,

which happens in 25% of the cases.

The pathophysiological hypothesis is

a deficiency of the ADAMTS13 protei-

nase, which degrades the serum poly-

mers of von Willebrand factor, due to

the high levels of estrogens during the

pregnancy, particularly at weeks 36-

40.8, 9 Anyway we cannot rule out that

the endometriosis could be an infec-

tious cause of HUS in this patient.

This case illustrates the difficulty to

manage HUS in the puerperium, espe-

cially regarding the differential diagno-

sis and management.
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