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Fatal pulmonary hypertension
in primary §@agren’s syndrome

Sirs,

Pulmonary hypertension (PH) isararefind-
ing in §agren’s syndrome (SS) (1, 2). One
year after primary SS was diagnosed in a
55-year-old woman (keratoconjuctivitis
sicca, wrist/finger arthralgias, leukocytope-
nia (2.2 x 10°/), polyclona increased im-
munoglobulins, high ESR (83 mm/hr), RF
Latex-test 62 IU/ml and negative ANA), the
patient developed intermittent, non-radiat-
ing chest pain unrelated to exercise with
normal treadmill testing. Two years later
(after an ineffective trial with hydroxy-
chloroquin 400 mg daily), dyspnoea devel-
oped gradually with normal chest X-ray fin-
dings. Again 2 years later she was referred
because of increasing dyspnoea. There was
central cyanosis, increased jugular venous
pressure, slight non-tender hepatomegaly
without ascites or peripheral oedema, bilat-
eral basa crackles, regular tachycardia
(104/min) and fixed splitting of the second
heart sound, drumstick fingers with normal
skin and joint findings (no Raynaud’s phe-
nomenon).

Other findings: Schirmer <10 mm, sialom-
etry 0.1 ml (15 min), labial biopsy focus
score 4.5 (27 infiltrates in a 24 mm? speci-
men), hypergammaglobulinemia (1gG 18.7
g/l 1gM 2.75 g/l and IgA1.73 g/l), negative
results for ANA (ELISA-screen), anti-SSA
and -SSB (ELISA), RF and anticardiolipin
antibodies and lupus anticoagulant and nor-
mal TSH/T4. Transthoracic ultrasound re-
vealed a hypertrophied right ventricle, dis-
placement of theinterventricular septum in-
to the left ventricle, normal pericardium and
estimated systolic pulmonary artery pres-

sure 90 mm Hg. Perfusion scan, spiral- and
high resolution CT were normal, with FVC
and FEV1 80% and 79% of predicted and
DLCO 73%. At catheterisation, the right
atrial pressure was 15 mm Hg, systolic pul -
monary artery pressure 100 mm Hg (in-
creasing to 115 mm Hg with static exertion)
and capillary wedge pressure 11 mm Hg.
The procedure had to be terminated prema
turely due to hypotension. Despite treat-
ment with oxygen (2—4 I/min), calcium
antagonists, ACE-inhibitors, diuretics and
low weight molecular weight heparin, peri-
ods of hypotensive syncope became increas-
ingly frequent and within days led to refrac-
tory circulatory shock. Autopsy confirmed
theright ventricular hypertrophy (right ven-
tricle weight 117 gr, left ventricle 142 gr)
but no other structural heart disease. There
was no evidence of interstitial or thrombo-
embolic lung disease and pulmonary paren-
chyma was normal, essentially with mark-
edly thickened arterioles and severe prolif-
eration of smooth muscle (Fig. 1), without
evidence for vasculitis or 1gG, IgM or C3
deposition.

Pulmonary hypertension (PH) is known to
complicate a number of connective tissue
diseases (2). As there was no evidence of
scleroderma, SLE or mixed connective tis-
sue disease and as she fulfilled European
classification criteria (3), we consider pSS
the most likely cause for the fatal PH in this
patient.

The English literature contains nine cases
of PH in SS patients. Thromboembolic pul -
monary occlusion associated with antiphos-
pholipid antibodies and a pulmonary form
of Raynaud' s phenomenawere described as
causes for PH, but both were absent in this
patient (4). The main symptom of PH isdys-
pnoea, but thisis arather unspecific finding
in pSS patients (5). Unresolved chest pains
were also considered to be a non-specific
pSS symptom in this case, but proved to be
early signs of PH, where chest pain is the

Fig. 1. Haematoxylin-eosin staining of pulmo-
nary tissue showing largely intact lung parenchy-
mawith spreaded lymphocyte infiltration, severe
smooth muscle hypertrophy obliterating the vas-
culature without signs of vasculitis or trombi
(arrow). (Courtesy of Dr. Tor Arne Hanssen, Dept.
of Pathology, University Hospital North Norway).
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next most common symptom (6).

The prognosis for PH patients in genera is
dismal with a median survival of 2.8 years
(2,7). While some beneficial effect of im-
munosuppressive treatment is described in
the literature (8), PH treatment with vasoac-
tive drugs (prostacyclin, endothelin-recep-
tor antagonist) (9, 10) shows promising re-
sults. With more effective therapy avail-
able, the early detection of PH with screen-
ing by non-invasive cardiac ultrasound be-
comes crucial, asillustrated also in pSS pa-
tients with unexplained dyspnoea and/or
chest pains.
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Myositis as a presenting feature
of polyarteritis nodosa

Sirs,

Polyarteritis (PAN) is a vasculitis affecting
predominantly the small and medium-size
arteries (1); lesscommonly it may affect the
muscles but thisis not afrequent nor amain
feature of the disease. We report a patient
admitted to our hospital with aclinical pic-
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Fig. 1. Weigert ef., 10X: quadriceps muscle
biopsy showing transmural infiltration of lym-
phocytes and neutrophils in a small-sized artery
with fibrinoid necrosis, partia destruction of the
internal lamina elastica and lumen occlusion.

ture of paraplegia secondary to severe myo-
pathy as the presenting and only manifesta-
tion of polyarteritis.

A 68-year-old man was referred to our de-
partment with a 2-month history of fever
and progressive weakness mainly in the
lower limbs, to the extent that he was una-
ble to rise from his bed or to walk. Apart
from chronic hepatitis due to HBV he had
no other illnesses and his past medical his-
tory was unrevealing. On examination he
was pyrexia (39.6°C), with no rashes or
palpable lymph nodes. His blood pressure
was 110/80 mmHg, he had normal heart
sounds and al peripheral pulses were pre-
sent. He presented generalised weakness
that was quite severe in the proximal mus-
cles of the lower limbs, with marked wast-
ing and tenderness of the thigh muscles. His
deep tendon reflexes were absent but sensi -
bility was preserved.

Tests revealed a erythrocyte sedimentation
rate (ESR) of >100 mm/hour, ferritin >
1000 ngr/L, creatin kinase (CK) at 890 1U
(n.v.< 200), and leucocytosis (22,970 cell/
mm3) with absolute neutrophilia (19,500
cells'/mm3). Antinuclear antibodies (ANA),
anti-neutrophil cytoplasmic antibodies
(ANCA), rheumatoid factor (RF), cryoglo-

bulin, HCV Ab were al negative, but Hb-
SAg was positive. Renal function was nor-
mal.

During his admission the patient underwent
an electromyography that showed a myo-
pathic pattern with polyphasic potentials of
short duration and low amplitude. A biopsy
of his quadriceps muscle biopsy revealed a
transmural infiltration of lymphocytes and
neutrophils in small size arteries with fibri-
noid necrosis, disruption of the lamina elas-
ticaand lumen occlusion (Fig 1).

A diagnosis of PAN was made and treat-
ment was started with prednisone 1 mg/kg/
diein divided doses. No other immunosup-
pressive drug was added because proteinur-
ia>1 gr/die, cardiomyopathy, gastrointesti-
nal and central nervous system involvement
were absent. Agradual recovery was observ-
ed, after 2 weeks the fever had subsided,
ESR was 40/hour and he was able to move
fully against gravity but not resistence and
he was discharged on the same therapy.

Our patient presented with severe muscle
atrophy, tenderness and weakness mimick-
ing a polymyositis (2). This presentation,
together with elevated levels of CK highly
suggested a myositis, but this diagnosis was
ruled out by the histopathology of the mus-
cle biopsy which were consistent with PAN.
This represents a rare case of PAN present-
ing as myositis. Forms of PAN limited to
muscle involvement without generalized
weakness and systemic features have been
reported, but were considered by someto be
adistinct variant of PAN (3). Cases of sys-
temic disease (fever, weight loss), and gen-
eralized myopathy are less frequently re-
ported and to best of our knowledge thisis
only the fourth case reported.

Fort et al. (4) reviewed 7 reported patient
series of PAN and found that muscular
symptoms were present in 51% of cases but
clinical myopathy as a presenting feature-
was uncommon. In the same paper the auth-
ors reported a patient with aclinical picture
of polymyositis and elevated CK but a nor-
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mal muscle biopsy. The diagnosis of PAN
was made by histopathology of the colonic
mucosa. Plumley et al. (5) and Sumer (6)
have reported one case each; in both pa
tients the diagnosis was made by muscle bi-
opsy and in the latter case with a normal
EMG.

In conclusion our case offers two interest-
ing observations: first, PAN can present asa
myopathy; second, in a patient with clinical
myopathy the diagnosis of PM requires a
muscle biopsy even in cases such asthe one
described here, where clinical, laboratory and
EMG findings suggest the diagnosis of PM.
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