was started 16 months ago, the patient
has not required any hospital admis-
sion, performs a normal physical acti-
vity, and has substantially recovered
renal function. Hemodialysis disconti-
nuation is not considered appropriate.
While it is true that our patients
could be considered in some case po-
tentially recoverable, considering the
severity of the baseline condition
and/or underlying disease, no statement
could be made a priori. Special mention
should be made of the improved quality
of life and absence of hospital admis-
sions once replacement therapy was
started. The indication for monitoring
of residual function is emphasized.**
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Recovery of total
innmunoglobulin and
immunoglobulin
subclasses in nephrotic
syndrome: deflazacort
vs methylprednisone

Nefrologia 2008; 28 (5) 563

To the editor: Hypogammaglobuline-
mia in nephrotic syndrome (NS) is a
condition attributable to increased cata-
bolism and urinary loss of immunoglo-
bulins.'?

Patients with NS have an increased
risk of infection, primarily caused by
capsulated germs (pneumococci, He-
mophilus influenzae).>* There is eviden-
ce suggesting that IgG2 are antibodies
protecting against pneumococci.

Our purpose was to study recovery
of the different immunoglobulin sub-
classes in patients with NS treated with
methylprednisone and deflazacort du-
ring remission and relapse.

PATIENTS AND METHODS

Eleven patients with a mean age of 48
months (range, 16-52 months) were
studied. An interventional, single blind,
clinical study, randomized for treatment
start and with treatment crossover after
the first relapse, was designed.

Methylprednisone (MPD) was given
at 48 mg/m?/day for 6 weeks, followed
by 2/3 of the dose every other day for
the next 6 weeks.

The equivalent dose of deflazacort
(DFZ) was 72 mg/m*day (maximum
90 mg/day), with the same therapeutic
scheme.

Blood samples were taken at relapse
and 40 days after remission was achie-
ved to measure total IgG and its sub-
classes by the radial immunodiffusion
method.

RESULTS

Mean times on remission were 7.8 *
0.36 days with MPD and 8.3 + 0.22
days with DFZ.

Mean times to relapse were 85 + 3.8
days with MPD and 102 + 4.19 days
with DFZ.

Both total IgG and IgG1 similarly re-
covered with both corticosteroids, but
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IgG2 and IgG3 only significantly incre-
ased with DFZ. Percent recovery of
IgG and its subclasses was asymmetric
during remission.

IgG1 showed the greatest recovery,
while IgG2 reached 50% of normal
value. The same imbalance was found
with both treatments.

While this was not considered as an
objective, it may be stated that the inci-
dence rate of infection by capsulated
germs was not significant with both
corticosteroids (p 0.12) and that less ad-
verse effects occurred when DFZ was
used (hypertrichosis, Cushingoid appe-
arance, ocular hypertension, hypergly-
cemia).

CONCLUSIONS

We found an imbalance in recovery of
IgG subclasses during remission of NS
treated with both corticosteroids, but a
better recovery of such levels was
achieved with DFZ.
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Rhabdomyolysis after
correction of severe
hyponatremia due

to an attack of acute
intermittent porphyria
Nefrologia 2008; 28 (5) 563-564

To the editor: A vascular mechanism
responsible for renal damage during at-
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tacks of acute intermittent porphyria
(AIP), due to sustained vasospasm,
appears to exist.! Hyponatremia is a
common complication in this disease,
that is usually related to a syndrome
of inappropriate secretion of antidiu-
retic hormone (SIADH).>* Rhabdom-
yolysis may be a frequent complica-
tion during hyponatremia correction
in which elevation of creatine phosp-
hokinase (CPK) levels runs parallel
to the recovery of sodium levels and
renal function is not usually impai-
red.

We report the case of a 16-year-old fe-
male patient born in Mauritania, with a
family history of acute intermittent
porphyria, who was admitted to hospital
for abdominal pain and vomiting for the
past several days associated to an impai-
red consciousness level and two episo-
des of generalized tonic-clonic seizures,
after which she remained in a postictal
state and required orotracheal intubation
and mechanical ventilation. Laboratory
test results include severe hyponatremia
(Na 95 mM/L; normal, 135-145) asso-
ciated to plasma (244 mOsm/L) and uri-
nary hyposmolarity (222 mOsm/L), uri-
nary frequency and data suggesting
hypovolemia (central venous pressure of
4 mmHg). Isotonic saline infusion was
therefore started. Rhabdomyolysis was
detected 24 hours after admission. Maxi-
mum CPK levels of 35628 U/L were
found at 48 hours, but no renal function
impairment was noted. Patient clinical
signs and history suggested an AIP at-
tack, that was confirmed by measuring
in a spot urine sample levels of delta-
aminolevulinic acid of 39.7 mg/g (nor-
mal, 0-5), as well as values in 24-hour
urine of 154.3 mg of porphobilinogen
(normal, 0-2), 484 ng/24 h of copro-
porphyrin (normal, 0-60), and 1,471
png/24 h of uroporphyrin (normal, O-
22). Once diagnosis was confirmed,
treatment was started with intravenous
human hemin at 3 mg/kg/day for 4
days. The patient developed arterial
hypertension that required administra-
tion of beta-blockers. Clinical course
was satisfactory, with a progressive
improvement in consciousness level.
Mechanical ventilation was withdrawn
6 days after admission, and patient
was discharged with a normal cons-
ciousness level and no symptoms. A
genetic study to search for mutations
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and screen for heterozygous family ca-
rriers was requested.

AIP is the most common and severe
of hepatic porphyrias.* Disease transmis-
sion is autosomal dominant, and the
gene encoding AIP is located in the long
arm of chromosome 11. AIP causes defi-
ciency of the enzyme uroporphyrinogen
I synthetase, formerly called porphobili-
nogen synthetase (PBG), thereby bloc-
king heme synthesis. The most typical
clinical signs include nausea, vomiting,
constipation, diarrhea, urinary retention,
tachycardia, hypertension, mental symp-
toms, and muscle pain and weakness.
These attacks may be triggered by barbi-
turates, anticonvulsants, estrogens, oral
contraceptives, alcohol, or low-calorie
diets. Seizures may occur in 20% of
cases, particularly in patients with hypo-
natremia.

The relationship between hyponatre-
mia and rhabdomyolysis may appa-
rently result from intracellular potas-
sium efflux to compensate for the cell
edema caused by decreased sodium le-
vels, which would cause a decrease in
transmembrane potential and hence in
muscle metabolism.’ Other authors pos-
tulate that it is hyponatremia correction
itself which causes changes in muscle
cells ion concentrations and osmolarity
resulting in incapacity to maintain ho-
meostasis in cell volume regulation.
This would cause membrane fragility
and muscle enzyme release into the
bloodstream.*
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Biliptysis as the

initial symptom of a
rare complication

of autosomal dominant
polycystic kidney
disease

Nefrologia 2008; 28 (5) 564-565

To the editor: Autosomal dominant
polycystic kidney disease (PKD) is an
inherited disease usually occurring in
adults and characterized by gradual
development of multiple renal and
extrarenal cysts during life, with
different and unpredictable growth
rates.' This disease occurs in approxi-
mately 1 out of every 1,000 people,
and is the most common polycystic
kidney disease.

This letter discusses the case of a 62-
year-old female patient, a Caucasian
with chronic renal failure (CRF) secon-
dary to PKD who attended the office
complaining of fever for the past 4
days, followed by right chest pain irra-
diating to hypochondrium and right
flank, associated to cough and breath-
lessness. Some days later she suffered
increased breathlessness and cough,
which produced an intense yellow ex-
pectoration, was sudden, and left an un-
pleasant taste (biliptysis). The patient
experienced right pleural effusion. Mi-
nimum undifferentiated pleurotomy
was performed, and broad spectrum an-
timicrobial treatment was administered.
She subsequently showed an image
with the appearance of a walled abscess
in the right base, in addition to pneu-
mothorax, which prompted the decision
to perform conventional surgery, at
which a biliobronchial fistula from the
lower pulmonary lobe and a hepatic
cyst, joined together and fibrosed with
the phrenic nerve in the fistulous tract
area, were found (fig. 1).
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