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Post-transplant
Henoch-Schonlein
purpura de novo:
Clinical/histological

discordance
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To the Editors:

The appearance of Henoch-Schonlein
purpura (HSP) following kidney trans-
plantation is an uncommon occurrence
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that has mostly been described as a recur-
rence of a previous condition.? Very few
cases of de novo post-transplant HSP
have been described.® Relapse of
glomerulopathy is the third-leading cause
of graft loss 10 years after transplanta-
tion.* We report the case of a patient with
a history of macrohaematuria and
glomerulopathy, who developed vascular
purpura, abdominal pain, and urinary al-
terations 2 years after receiving a kidney
transplant. We discuss the indications for
a renal biopsy, its results, treatment, and
patient evolution.

CASE REPORT

Our patient was a 61-year old white male
with a history of macrohaematuria and ar-
terial hypertension after an oropharyngeal
infection at 21 years of age. A renal biop-
sy (RB) was taken at 31 years of age in
Australia (unknown result). In December
2006, at 57 years of age, the patient was
started on peritoneal dialysis.

In April 2008, the patient received a kid-
ney transplant from a cadaveric donor.
The patient’s creatininaemia upon dis-
charge was 0.8mg/dl, with no proteinuria.
Immunosuppression therapy included cy-
closporine, mycophenolate = mofetil
(MMF), and prednisone. 26 months after
transplantation, the patient showed dry
cough, feverish symptoms, abdominal
distension, and pain. Prior to hospitalisa-
tion, we observed violate erythematous
papullae on the legs and buttocks. An ex-
amination revealed a congestive pharynx.
The violet coloured erythematous papul-
lae were 1-3mm in size, and did not dis-
appear with compression of the thighs,
buttocks, or feet (Figure 1 A). Palpation
of the epigastric area produced pain. The
transplanted kidney was without pain or
increased size.

Laboratory results are summarised
in Table 1. Serology tests were neg-
ative for hepatitis B and C viruses,
human immunodeficiency virus,
anti-nuclear antibodies, and anti-
neutrophil cytoplasmic antibodies.
Complement was normal, and blood
was found in the faeces using im-
munological methods.

The clinical presentation of signs and
symptoms suggested HSP. We performed
a skin biopsy (Figure 1 B), with negative
immunofluorescence results. We ob-
served a progressive increase in protein-
uria, which led us to take a renal biopsy
that revealed intra- and extra-capillary
proliferative glomerulonephritis with cel-
lular and fibrocellular crescents, mostly
segmental in nature (Figure 1 C), with 14
of 25 glomeruli affected. We also ob-
served foci of necrosis and leukocytocla-
sia (Figure 1 D). Mesangial and pericap-
illary deposits were primarily IgA.

In accordance with nationally recommend-
ed treatment protocols (www.nefropreven-
cion.org.uy), we started treatment with bo-
luses of methylprednisolone at 1g/d for three
days and cyclophosphamide at 15mg/k for 6
months, continuing with prednisone at
Img/k. We maintained cyclosporine treat-
ment at 2mg/k/d and suspended treatment
with MME The patient’s evolution is sum-
marised in Table 1.

Approximately 22 months after the ap-
pearance of HSP, creatininaemia was
1.21mg%, proteinuria was 0.32g/d, and
red blood cells were observed in urine
samples.

Moroni et al."' and Han et al.? described a
risk of recurrence of HSP that varies be-
tween 0% and 61%, with a greater rate of
recurrence in the case of living donors re-
lated to the recipient.

Thervet et al.> described histological re-
currence (IgA deposits) of immunoglob-
ulin A nephropathy (IgAN) one year after
transplantation in 69% of individuals.

Shimizu et al.’ described a case of post-
transplant extra-capillary IgA glomeru-
lonephritis. The presence of abdominal
pain suggested atypical HSP. With the ex-
ception of this doubtful diagnosis, there
have been no cases described of post-
transplant de novo appearance of HSP. In
the case described, the absence of purpu-
ra prior to transplantation suggests that
this is indeed a case of de novo HSP.

In 1995, Araque et al.° published the first
case describing the appearance of HSP
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Figure 1. Skin and kidney histology.
A) Gluteal skin image showing violet erythematous papules. B) Skin biopsy revealing
superficial dermis with nuclear fragmentation, red blood cell extravasation, and
fibrinoid necrosis of the vascular wall with polymorphonuclear infiltrates (H and E,
20x). C) Renal biopsy revealing intra- and extra-capillary glomerulonephritis with
floccular necrosis and segmental cellular crescents (Mason's trichrome, 200x). D)
Immunofluorescence with mesangial and pericapillary IgA deposits.

in a patient who had not received a trans-
plant, years after being diagnosed with
IgAN. In our case, the patient’s previous
medical history also suggests IgAN, and
the patient currently has HSP.

The recurrence of HSP has a worse
prognosis: 50% of patients lose their
transplants within 30 months of recur-
rence, as opposed to 11% in the case of
recurrent IgAN.?

Table 1. Laboratory results and treatment provided.

D1 D10 M1 M2 M6 M12 M18 M22
RB

Cr (mg/dl) 0.69 09 1.68 1.1 1.26 1.29 1.21
MDRD GFR 123 912 44 72 63 60 64.6
Albumin p (g/dl) 3 2.3 3.2 4.7/25 4.1
Pru (g/day) 0.3 2.4 4 3.6 2 2 0.5 0.36
Haematuria ++ ++ +
Pd (mg/k) 1 1 1 0.5 0.15 0.1 0.1 0.05
MP (mg/d) 500 x 3
CyP (g)i.v. 1 1 1 1
CyA (mg/d) 150 150 150 150 150 150 150 150
AZA (mg/d) 75 75 75

Enalapril (mg/d) 20 20 20

40 40 40 40 40

Losartan (mg/d)

50 50 50 100 100

AZA: azathioprine; Cr: creatinine; CyA: cyclosporine; CyP: cyclophosphamide; GFR:
glomerular filtration rate; MP: methyl-prednisolone; RB: renal biopsy; Pd: prednisone.
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HSP in adults is more severe and in-
volves a worse prognosis than in chil-
dren. The study by Pillebout et al.” (250
cases) reported a 25% rate of extreme re-
nal failure in adult patients. Initial renal
function and level of proteinuria are both
markers for poor prognosis, as well as
glomerular necrosis, and chronicity ele-
ments. Our case showed an important in-
flammatory component, cellular cres-
cents, and necrosis in more than 50% of
glomeruli. Soler et al.® reported that the
renal prognosis worsened in the pres-
ence of cellular crescents.

The discordance between clinical and
histological results suggests the need for
performing a renal biopsy on all adult
patients with compromised renal func-
tion in the context of HSP.

As regards treatment, immunosuppres-
sion following transplantation did not
prevent the appearance of HSP. This has
been reported in other studies as well.>**

While the treatment strategy for HSP is a
source of controversy, small studies have
demonstrated a benefit from aggressive
treatment protocols in these patients. How-
ever, the study published by Pillebout in
September 2010," after our patient was
treated, showed that cyclophosphamide
provides no additional benefits. In this
study, extra-capillary proliferation ranged
between 27% and 37% of patients in each
treatment group. Our patient had more se-
vere active lesions. Maintenance therapy
was carried out using azathioprine, given
the reports of scarce usefulness of MMF in
treating IgAN from the medical litera-
ture.'*"* We observed a progressive reduc-
tion in proteinuria, which currently is be-
low 0.5g/d, with stable renal function.

The notable conclusions from this case

report are:

1. The de novo appearance of post-trans-
plant HSP despite the use of immuno-
suppression therapy.

2. The need for an early histological analy-
sis given the discordance between clini-
cal and pathological findings.

3. The controversy regarding how to
treat this condition, taking into ac-
count that the evolution of HSP is

851



letters to the editor

quite severe in adults, and the fact
that more aggressive treatment
strategies were recently questioned
by the Pillebout group.
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Development of Focal
Segmental
Glomerulosclerosis in a
Patient with
Polycythemia Vera: can
Polycythemia Vera be a
cause of Focal
Segmental

Glomerulosclerosis?
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Dear Editor,

Polycythemia vera (PV) is a myelopro-
liferative disorder of unknown etiology.
This condition is characterized by the
abnormal proliferation of erythroid and
myeloid series cells in the bone mar-
row.! Focal segmental glomerulosclero-
sis (FSGS) is a glomerular disease char-
acterized by the presence of nephrotic
syndrome, hypertension, and the pro-
gressive deterioration of the renal func-
tion. Etiology is usually unknown, but
it may be seen in secondary condi-
tions.”’ PV in association with FSGS is
rare.* As far as we know, only eight cas-
es have been reported in the literature.*
' In the report, we have presented a pa-
tient who development of FSGS
associated with PV.

A 46-year-old male patient diagnosed
with PV six years earlier was referred to
the nephrology clinic due to the detec-
tion of proteinuria on routine controls.
No important features were found on his
history except for his use of the azathio-
prine for a month. Through a 24-hour
urine analysis, 4g/day proteinuria was
detected in the patient. The patient was
admitted to the clinic. In physical exam-
ination is normal without arterial blood
pressure of 140/90 and the spleen was
Scm palpable. Renal size and parenchy-
ma were normal in abdominal ultra-
sonography. Laboratory tests results and
examinations of glomerular disease
have been showed at Table 1. Hence,
causes of nephrotic syndrome were ex-
cluded. Renal biopsy was performed. In
light microscope were shown 29
glomeruli. Global sclerosis and hyalin-
ization were shown in five glomerule.
There was intensive segmental sclerosis
in more small segments of the other two
to three glomeruli. The also remaining
some glomeruli have mesengial cell
proliferation and expansion. In Bow-
mans capsule of one to two glomeruli
presence of synechiae noted. Tubuloint-
erstitial area has been examined, focal
interstitial mononuclear cell infiltration
has been observed. In particular areas of
inflammation have attenuation of some
tubules epithelium and in the presence
of eosinophilic material in the lumen
characterized by atrophic changes were
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