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fest characteristic features of dermatosis and for there to be
evidence of transepidermal elimination of collagen.5 Calci-
phylaxis, another entity that can be found in this group of
patients, is  clinically different due to the presence of pain
that precedes the appearance of livid or violet plaques, which
evolve to ulceration and necrosis, and can be found in cen-
tral areas (abdomen and thighs) and peripheral areas (fingers
and even the penis). The biopsy reveals calcification of the
arterioles and the small-medium sized arteries, fibroblastic
proliferation of the intimal layer and narrowing of the lumen.6

The cornerstone of treatment is to avoid trauma; this mea-
sure leads to reduction of new lesions, which are generally
self-limiting in six  to  eight weeks; due to the substrate of
chronic pruritus, the use of antihistamines is recommended.
Due to the low frequency of this disease, the  use of topi-
cal and oral retinoids, topical corticosteroids, emollients and
narrow-band UVB radiation have been tried in case reports
with moderate response7; allopurinol has been used in a  series
of 12 patients at doses of 100–300 mg/day, under the premise of
reducing cross-linking of collagen fibres by inhibiting xanthine
oxidase, with the consequent reduction in the production of
free radicals and RAGE, with improvement in seven patients
after four weeks and the rest with improvement in the  subse-
quent four months.8

The importance of presenting this case lies in showing
another variety of dermatosis that may  occur in patients with
chronic kidney disease, to alert the treating physician to its
presence, and to carry out the appropriate diagnosis and treat-
ment due to the impact that it has  on the quality of life of this
patient population.
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Letter to  the Editor

Relapsing  polychondritis and  focal segmental

glomerulosclerosis: Coincidence  or causality�

Policondritis  recidivante  y glomeruloesclerosis  segmentaria  y  focal:
coincidencia  o causalidad

Dear Editor,

Relapsing polychondritis (RP) is a rare autoimmune condi-
tion of unknown aetiology which is characterised by recurrent
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inflammatory flare-ups of cartilage structures mainly affect-
ing the nasal, auricular and laryngotracheal cartilage. Renal
involvement is unusual and, when it does present, it  is asso-
ciated with poorer survival.1 Below we describe a  case of a
patient with RP and associated glomerular disease.
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Fig. 1 – The image shows a glomerulus with a segmental sclerosing lesion (from left to  right and from top to bottom, HE,

Masson, PAS, silver; 40×).

A 39-year-old male, who  was  admitted to hospital in June
1986 due to fever and symmetric migratory polyarthritis of
large and small joints, conductive hearing loss secondary
to seromucinous otitis media and conjunctivitis. During the
admission, he presented with bilateral auricular chondritis
with erythema and pain on palpitation. Biopsy of the  auric-
ular cartilage was  performed, which confirmed the diagnosis
of RP.

In the laboratory tests, the patient presented mild nor-
mocytic anaemia, leucocytosis, thrombocytosis and elevation
of acute-phase reactants (C-reactive protein 22 mg/dl), with
sterile blood cultures and urine culture. Kidney function
was normal, with proteinuria of 0.5 g/24 h and microscopic
haematuria. Antinuclear antibodies and anti-DNA and the
rheumatoid factor were negative, complement (C3 and C4)
values were in the normal range on several occasions. Kid-
ney function was  maintained within normal limits, but the
patient presented proteinuria of 2.9 g/24 h and abnormalities
in the urinary sediment which included microscopic haema-
turia and leucocyturia. This is why a kidney biopsy was
performed. Optical microscopy showed findings compatible
with focal segmental hyalinosis with periglomerular sclero-
sis (Fig. 1). Segmental IgM deposits were revealed using the
immunofluorescence technique, and an  irregular podocyte
effacement was  observed using electron microscopy (Fig. 2).
Treatment was started with prednisone at 1  mg/kg weight
and captopril at maximum doses, with a favourable clini-
cal course of the  patient’s polychondritis and renal response
with reduction of proteinuria to  0.4 g/24 h and disappearance
of microscopic haematuria. After discharge from Nephrol-

Fig. 2 – The electron microscopy study shows irregular

pedicle fusion which affects approximately 30% of the

capillary surface (arrow).

ogy, steroids were maintained for six  months due to his RP
and steroid treatment was subsequently received on request
for short periods, according to the joint inflammation symp-
toms. During his clinical course, at points the patient tested
positive for cytoplasmic antineutrophil cytoplasmic antibod-
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ies (c-ANCA) against serine proteinase-3 (PR3) at low titres,
but without presenting clinical data of vasculitis or other
extrarenal manifestations. Anti-myeloperoxidase (MPO) anti-
bodies and cryoglobulins were negative. After 32  years of
evolution of his condition, the  patient has presented accept-
able progress of his kidney function (serum creatinine of
1.4 mg/dl and proteinuria of 0.6 g/24 h) on treatment with
renin–angiotensin axis blocking drugs.

RP is a rare autoimmune disease which, in  addition to
compromising cartilage structures, also affects non-cartilage
structures with a  high content of glycosaminoglycans, such as
the lungs, heart, eyes and blood vessels. Renal involvement in
the clinical course of RP is very rare and it was Neil et al.,  in
1978, who  reported the first cases of glomerular disease asso-
ciated with RP.2 In the literature review, the prevalence of renal
involvement in RP is  highly variable. It  is  possible to  find his-
torical series such as that of the Mayo Clinic, with a  prevalence
of 22% renal involvement according to clinical criteria (pres-
ence of haematuria or proteinuria) or histological criteria (with
the most prevalent lesions being mesangial nephropathy and
segmental necrotising and crescentic glomerulonephritis).1

However, more recent studies report a significantly lower per-
centage than that reported previously. In a German series,
which included 62  patients with RP, only 6.5% had associated
renal damage,3 and in  another large Asian study which evalu-
ated the clinical and prognostic characteristics of 158 patients
with RP, the prevalence of renal involvement was  only 3%.4 In
a recent review, Dion et  al. analysed 142 patients with RP and
no patient presented renal involvement.5

Although most of the wide range of histological lesions
associated with RP which have been reported up  to
now correspond with segmental necrotising and crescentic
glomerulonephritis,6–8 other types of lesions have also been
reported, such as mesangial IgA nephropathy, minimal change
disease and membranous glomerulonephritis.6,9 There is
considerable lack of knowledge with regard to  the  aetiopatho-
genesis of renal damage associated with RP, with a possible
autoimmune mechanism gaining increasing importance. For
this reason, treatment is  empirical and is based on the use
of corticosteroids or other immunosuppressants, according to
the severity of the disease. In cases of greater renal aggres-
siveness (necrotising and crescentic glomerulonephritis), the
use of cyclophosphamide and plasmapheresis, in addition to
corticosteroids, has been reported.7,10

The presence of ANCA has been reported in a  percent-
age of cases of RP; however, there is diverging information
with regard to the aetiopathogenic role of these in the
association with vasculitis. Papo et al., in a series of 23
patients with RP, reported ANCA positivity by immunoflu-
orescence in  30% of the cases (three cases were c-ANCA
and five were p-ANCA); however, when analysing these
same patients with another more  specific technique (ELISA),
none of those who  had c-ANCA were PR3-positive and four
of the five p-ANCA patients were MPO-positive.11 There-
fore, although ANCA can be  detected in RP, its relevance
requires an additional analysis in the clinical context of each
patient.

Unlike other reported cases, the clinical course of the kid-
ney disease in our patient has been very favourable, with the
administration of corticosteroids and renin–angiotensin axis
blocking drugs also coinciding with long periods of remission
of his RP.

r  e  f  e  r  e n c e  s

1. Chang-Miller A, Okamura M, Torres VE,  Michet CJ, Wagoner
RD, Donadio JV, et al. Renal involvement in relapsing
polychondritis. Medicine (Baltimore). 1987;66:202–17.

2. Neil GN, Cameron JS, Lessof MH, Ogg CS, Turner DR. Relapsing
polychondritis with crescentic glomerulonephritis. Br Med  J.
1978;1:743–5.

3. Zeuner M, Straub RH, Rauh G, Albert ED, Schölmerich J, Lang
B.  Relapsing polychondritis: clinical and immunogenetic
analysis of 62  patients. J Rheumatol. 1997;24:96–101.

4. Lin DF,  Yang WQ,  Zhang PP, Lv Q,  Jin O, Gu JR. Clinical and
prognostic characteristics of 158 cases of relapsing
polychondritis in China and review of the  literature.
Rheumatol Int. 2016;36:1003–9.

5. Dion J, Costedoat-Chalumeau N, Sène D, Cohen-Bittan J,
Leroux G, Dion C, et al. Relapsing polychondritis can be
characterized by  3 different clinical phenotypes: analysis of a
recent  series of 142 patients. Arthritis Rheumatol.
2016;68:2992–3001.

6. Dalal BI, Wallace AC, Slinger RP. IgA nephropathy in relapsing
polychondritis. Pathology. 1988;20:85–9.

7. Botey A,  Navasa M, del Olmo A, Montoliu J,  Ferrer O, Cardesa
A, et al. Relapsing polychondritis with segmental necrotizing
glomerulonephritis. Am J  Nephrol. 1984;4:375–8.

8. Daniel L,  Granel B, Dussol B, Weiller PJ, Pellissier JF. Recurrent
glomerulonephritis in relapsing polychondritis. Nephron.
2001;87:190–1.

9. Lee JE,  Lee EK. A case of membranous nephropathy
associated with relapsing polychondritis. Kidney Res Clin
Pract. 2012;31:253–6.

10. Ruhlen JL, Huston KA, Wood WG.  Relapsing polychondritis
with glomerulonephritis improvement with prednisone and
cyclophosphamide. JAMA. 1981;245:847–8.

11. Papo T, Piette JC, Le Thi Huong Du, Godeau P, Meyer O,  Kahn
MF, et al. Antineutrophil cytoplasmic antibodies in
polychondritis. Ann Rheum Dis. 1993;52:384–5.

Elizabeth Canllavi a, Marina Alonso b, Maria Fernández a,
Eduardo Gutiérrez a,  Enrique Morales a,∗

a Servicio de Nefrología, Hospital Universitario 12  de Octubre,

Madrid, Spain
b Servicio de Anatomía Patológica, Hospital Universitario 12 de

Octubre, Madrid, Spain

∗ Corresponding author.
E-mail address: emoralesr@senefro.org (E. Morales).

2013-2514/© 2020 Published by Elsevier España, S.L.U. on
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