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C) BRIEF CASE REPORT

Nephrocalcinosis and
distal renal tubular
acidosis in Sjogren’s
syndrome

Nefrologia 2013;33(6):860-1
doi:10.3265/Nefrologia.pre2013.Sep.12179

To the Editor:

Distal renal tubular acidosis (DRTA) is
an acid-base balance disorder defined by
the inability of the kidneys to compensate
for the production of acids from protein
metabolism by eliminating them, due to
decreased glomerular filtration (GF).

We report the case of a 33-year-old male
patient with a history of hypokalaemia
without study two years previously, who
was admitted to the Emergency Depart-
ment due to 10 days of progressive weak-
ness in his limbs, fatigue, asthaenia and
myalgia and he denied experiencing
urinary symptoms. He self-medicated
with potassium salts with no improve-
ment, and as such he decided to seek
medical assistance. On examination, he
had blood pressure of 119/66mmHg,
heart rate of 67 beats/minute, respiratory
rate of 22 breaths/min, a temperature of
37°C, with 3/5 weakness in 4 limbs and
diminished tendon reflexes. His labora-
tory tests on admission showed serum
creatinine of 1.36mg/dl, serum sodium of
137mEq/1 potassium of 3.2mEq/l, chlo-
ride of 114mEq/l, calcium of 8.8mg/dl,
phosphorus of 3.5mg/dl, magnesium of
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2.2mEq/l1, bicarbonate of 19mEq/1, pCO,
of 30mmHg, venous pH of 7.36, lactate
of 0.8mEq/l, serum albumin of 4.1g/dl,
urine with a pH of 6.5 without glucosu-
ria and urinary sediment with minimal
erythrocyturia and leukocyturia, without
nitrites or bacteria apparent in the micro-
scope and proteinuria of 550mg/24 hours.
We obtained a urine culture; normal
complement levels, negative viral profile
for human immunodeficiency virus and
hepatitis B and C. A renal ultrasound was
performed and there were hyperechogen-
ic images suggestive of medullary calcifi-
cation (Figure 1), calciuria of 4.2mg/kg/
day, positive urinary anion gap (sodium
of 58mEq/l1, potassium of 16mEq/l, chlo-
ride of 23mEq/l), fractional excretion of
potassium of 12%, fractional excretion of
bicarbonate of 7%, but a urinary pH that
failed to decrease to <5.5 over a period
of more than 8 hours and reduction of the
urinary gap, but without becoming nega-
tive (sodium of 47mEq/l, potassium of
12mEq/1, chlorine of 43mEq/l) after oral
administration of ammonium chloride,
and as such it was classified as distal re-
nal tubular acidosis (DRTA) (type 1). The
urine culture was negative and as such
percutaneous renal biopsy was performed,
which reported chronic tubulointerstitial
nephritis with interstitial and intratubu-
lar nephrocalcinosis (Figure 2). The pa-
tient was therefore treated with 1mg/kg/
day of prednisone and 1mEq/kg/day of
potassium citrate. A week later, given a
reduction in leukocyturia, immunological
studies reported positive anti-nuclear an-
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Figure 1. Renal ultrasound with
medullary hyperechogenicity
suggestive of calcifications.

tibodies, with a titre of 1:2560, positive
anti-SSA and anti-SSB. We performed
Schirmer’s test, which was positive, cu-
riously without dry eye symptoms. In the
outpatient follow-up after 16 weeks on
Smg/day of prednisone, the patient had
creatinine of 0.88mg/dl and a decreased
potassium salt requirement, maintaining
normal levels of potassium, urinary pH
at around 5, calciuria of 3.9mg/kg/day,
negative urinary anion gap (sodium of
21mEq/1, potassium of 8mEq/l, chlorine
of 47mEq/1), with the absence of leuko-
cyturia, erythrocyturia and proteinuria.

Renal manifestations classified as renal
tubular acidosis usually occur with a vari-
able proportion between 3.6% and 73.1%
in the series of patients with Sjogren’s syn-
drome (SS) studied.! Acute and/or chronic
tubulointerstitial nephritis is the most com-
mon histopathological form in 54%-80%
of cases."
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Figura 2. Renal histopathology showing tubulointerstitial lymphoplasmacytic
infiltrate (A) and intratubular and interstitial nephrocalcinosis with Von Kossa

stain (B). Images at 40X.

In DRTA, or type 1, hypercalciuria is usu-
ally multifactorial (release of bone calcium,
suppression of the calcium-sensing receptor
[CaSR], increased distal sodium load and ac-
idosis), which along with alkaline urine and
hypocitraturia favours calculi and nephro-
calcinosis. Initially normal GF may decrease
over time due to dehydration, nephrocalcino-
sis, obstructive calculi and/or infection.*

The objective of its treatment should be to
normalise calciuria and citraturia to prevent
nephrocalcinosis and progressive renal dam-
age. As such, the underlying acidosis must
be corrected.’ Nevertheless, this treatment is a
palliative measure when its cause is secondary,
such as in SS, where corticosteroids and cyclo-
phosphamide have been used in accordance
with the severity of renal involvement, with
reports of stabilised renal function, a reduc-
tion in proteinuria and reversibility of various
clinical manifestations deriving from renal tu-
bular acidosis, therefore preventing the exten-
sion of nephrocalcinosis and reducing the risk
of progression to end-stage chronic kidney
disease.'”. In our case, we used prednisone,
which was gradually reduced, with a remis-
sion of clinical manifestations being achieved
when the autoimmune tubulointerstitial ne-
phritis deriving from SS was controlled.
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Kaposi’s sarcoma in the
early post-transplant
period in a kidney
transplant recipient
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letters to the editor

To the Editor:

The chronic use of immunosuppressive
agents is associated with the long-term
risk of a wide variety of malignancies, in-
cluding Kaposi’s sarcoma (KS), in renal
transplant recipients compared with those
of the general population. KS occurs after
transplantation of 5 to 21 months and more
commonly in males. The dose reduction or
cessation of immunosuppresive drugs is the
mainly approach for the treatment of KS in
renal transplant patients, and switching cal-
cineurin inhibitors to mammalian target of
rapamycin inhibitors should be considered.
Herein, we aimed to announce a 30-year-
old male kidney transplant patient who had
developed KS despite use of sirolimus after
transplantation of 4 month and to the best of
our knowledge this is the earliest onset case
of KS after kidney transplantation.

CASE REPORT

A 30-year-old male patient with end
stage kidney disease received a cadav-
eric kidney transplant and discharged
with a maintenance immunusuppresive
therapy consist of the combination of
prednisolone, tacrolimus and mycopheno-
lic acide. The patient was hospitalized after
transplantation of 10 week because of 2-fold
increase in plasma levels of creatinine and
diagnosed with calcineurin inhibitor neph-
rotoxicity based on renal allograft biopsy
findings (Presence of nodular hyaline scle-
rosis in the arteriolar walls of kidney in
biopsy and high blood levels of tacrolimus
facilitate our ability to make diagnosis of
calcineurin inhibitor nephrotoxicity) (Fig-
ure 1). Tacrolimus therapy was switched to
sirolimus therapy. The patient had a purple
red lesion located on the pretibial area of
the left leg and diagnosed to be chronic
dermatitis by dermatology. In the fourth
month after transplantation the patient ad-
mitted to hospital because of progression
of the lesion and lympedema on the left leg
(Figure 2) and recent occurrence of bilateral
lymphadenopathy. Paraaortic, parailiac and
bilateral inguinal lymphadenopathies were
detected by computer tomography imagi-
nation. Excisional lymph node biopsy was
performed and reported as KS because
of presence of spindle cells consistently
stained for CD31 and CD34, and detection
of HHV-8 latent antigen within those cells
by immunohistochemical staining of bi-
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