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ABSTRACT
A 36-year-old female with diffuse cuta -
neous systemic sclerosis (dcSSc) devel -
oped macro h e m at u ria due to ve s i c a l
telangiectasias that was responsive to
diathermocoagulation of the vasal le -
sions. This is the first report of a patient
with dcSSc and vesical telangiectasias
leading to severe macrohematuria that
was successfully treated with diather -
mocoagulation.

Introduction
Systemic sclerosis (SSc) is a multi-sys-
tem disorder characterised by vascular
damage and the overproduction of col-
lagen and other matrix constituents in
the skin, ga s t rointestinal tra c t , l u n g s ,
heart, kidneys, joints and muscles (1-
3). Clinically evident vascular manifes-
t ations mainly consist of Ray n a u d ’s
phenomenon and telangiectasias (4).
Te l a n giectasias invo l ve the skin, bu t
have been also detected at the mucosal
m e m b ra n e s , i . e. lips, t o n g u e, n o s e,
bl a dd e r, o e s o p h ag u s , s t o m a ch , s m a l l
intestine and colon-rectum (5-7), and
a re more prominent in patients with
limited SSc (the so-called CREST syn-
drome) (8). 
Here we report a patient with dcSSc
who developed macroscopic haema-
turia caused by widespread vesical tel-
angiectasias, in whom blood loss was
stopped by diat h e rm o c o ag u l ation of
the vasal lesions. 

Case report
A 35-year-old woman was admitted in
September 1996 to our clinic because
of Raynaud’s phenomenon with digital
u l c e rs , a n t i - S cl70 positivity and skin
thickening involving the arms, face and
trunk (Table I). 
The patient was administered D-peni-
c i l l a m i n e, calcium channel bl o cke rs
and cisapride. In February 1997 a rou-
tine urinalysis revealed the presence of
proteins (++). D-penicillamine was dis-

c o n t i nued and cy clophosphamide 50
mg/die x os was introduced. In July
1997 the patient developed microhema-
turia (5-10 red blood cells/high power
field) and in December 1997 macrohe-
maturia. She was treated with tranex-
amic acid and N-acetylcisteine.
C y clophosphamide was stopped and
never subsequently administered. The
hematuria disappeared. 
In April 1998 another episode of ma-
crohematuria occurred. A renal ultra-
s o n ograp hy was norm a l , but intra-
venous pyelogram showed left ureteral
kneeling and cystoscopy showed mu-
cosal inflammation of the bladder wall
with seve ral telangiectasias. In Ju ly
1998 the results of a routine urinalysis
s h owe d : no pro t e i n s , 7-15 red bl o o d
cells/high power field, no pyuria, no
b a c t e ri u ri a , and no cellular casts. A
routine urine culture was negative. 
In August 1998 the patient manifested
m a rked macro h e m at u ria poorly re-
sponsive to anti-fibrinolytic drugs. This
lasted 3 weeks, causing severe anaemia
and requiring a transfusion of 8 blood
units. Pelvic echography showed blad-
der wall thickening; cy s t o s c o py re-
vealed confluent telangectatic lesions;
and bl a dder wall biopsy showed tel-
angiectasias, small vascular thrombosis
in the right side wa l l , and glandular
cystitis in the left side wall (Figs. 1, 2).
In September 1998 the patient under-
went further biopsies and diathermoco-
ag u l ation of the vasal lesions. No
bleeding occurred during bladder emp-
t y i n g. Bimanual bl a dder ex a m i n at i o n
was negat ive. At present the micro-
haematuria persists.

Discussion
Mucosal telangiectasias in SSc have
been reported to cause bleeding rang-
ing from occult blood loss to acute
haemorrhages (9, 15). Bladder involve-
ment in SSc has been recently reviewed
by La Civita et al. (16), who described
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Table I. Clinical, serological and instrumental findings detected in our SSc patient.

Organ involvement
Age Sex Serological Clinical Peripheral Gastro-

subset subset vascular intestinal Heart Lung Kidney

37 F Anti Scl70 Diffuse +++ + - +++ -
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a case with bl a dder fi b rosis. Ve s i c a l
telangiectasias have been so far report-
ed in 4 SSc patients,all with the limited
subtype of SSc (lcSSc) (12-15), associ-
ated in 2 cases with micro h e m at u ri a
and in 2 with macrohematuria. In all of
these cases the cause of the blood loss,
the need for blood transfusions and the
local therapy used, if any, we re not
mentioned.
M a c ro h e m at u ria in SSc could ari s e
f rom a number of causes other than
vesical telangiectasias. Cystitis, kidney
s t o n e s , n ep h ri t i s , bl a dder carc i n o m a ,
and sickle cell anaemia were all ruled
out in our patient, however. Cyclophos-
phamide also could have been the cau-
sative factor. We initially ascribed our
patient’s macrohematuria to a toxic ef-
fect of the drug. However, the recur-
rence of hemat u ria after drug with-
drawal and the absence of findings con-
sistent with hemorr h agic cystitis at
biopsy allowed us to attribute the he-
maturia to the disease itself. 
The patient described here shows some
peculiarities compared to those report-
ed thus far in the literature. (1) This is
the first patient with dcSSc and vesical
telangiectasias, showing that mucosal
as well as cutaneous telangiectasias are
by no means confined to patients with

lcSSc. (2) The blood loss was so great
that the transfusion of 8 blood units
was required. Indeed serious anaemia
had developed (Hb 6 gr/dl). (3) This is
the first report of a patient in whom
d i at h e rm o c o ag u l at i o n , i . e. a topical
therapy, has been showed to stop sig-
nificant macrohematuria by vesical tel-
angiectasias, and confirms the already
rep o rted effe c t iveness in SSc of dia-
thermocoagulation on bleeding telang-
iectasias in other regions such as the
gastrointestinal tract (10).
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