Atypical clinical pictures and paucisymptomatic subjects:
pitfalls in diagnosing inflammatory myopathies

%
o3\ European

isi) Reference S Gallo Cassarino!, A Galvagni!, C Baronchelli¢, S Cotti Piccinellilt, M Marchesi?, F Carial, E Baldelli?,
S Rota', A Padovani', M Filosto*

1Center for Neuromuscular Diseases, Unit of Neurology, ASST “Spedali Civili” and University of Brescia,
Brescia, Italy
’Department of Pathological Anatomy, ASST Spedali Civili and University of Brescia, Brescia, Italy

OBJECTIVES: To describe a small cohort of patients with history and clinical picture not typical for an idiopathic
Inflammatory myopathy (I11M) but having muscle biopsy features that meet the criteria for pathological diagnosis.

PATIENTS AND METHODS: Diagnostic muscle biopsy was
performed In five patients. The first patient was a 67-year-old
male complaining of exercise intolerance and proximal lower limb
weakness since about ten years with no clinical progression. The
second patient was a 73-year-old female who complained of “food S R @ SR ‘
bolus block" in the pharynx/esophagus since 7 years. A 66-year-old o e e N SR LA
male patient complained of dysphagia, hypophonia and exercise- '  —— -

related dyspnea since two years without developing any significant . |

limb and face muscle weakness. The fourth patient was a 65-year- *"‘ e

old male who noted a progressive focal atrophy of the right thigh g -

In the past five years; In the last year, proximal lower limb N

weakness and difficulty In rising from a squatting position and

climbing stairs appeared. The fifth patient was a 72-year-old X

female which was submitted to muscle biopsy for the occasional D Te LIV G «.Qk i

evidence of increased levels of CK (2000 U/L). She did not A N N2

complain of neurological symptoms. A personal and family history P B - 12NN

of neuromuscular disease, endocrinopathy, rheumatological y O ’“ { S T \ [ ¢

diseases or exposure to myotoxic drugs or toxins was absent. WO A :‘- b - o J
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RESULTS: Muscle biopsy showed In all the patients pathological SN AL o P * A P > Ve e

signs supporting diagnosis of inflammatory myopathies i.e. L EE i IRadas T an

mononuclear cell infiltrates, muscle fiber necrosis, inflammatory L e o P e S el T THIRAA

cells surrounding, invading and destroying healthy muscle fibers e NN P T el W

and MHC class | antigen expression on fiber membranes.

subacute and insidious development (usually over a period of 3-6
months) of limb symmetrical muscle weakness, most prominent In
proximal muscles. A non-typical clinical picture may delay the
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diagnosis and the onset of proper therapy. Muscle tissue damage :

can be very severe despite the mildness of clinical picture and the e, et}
diagnostic delay may affect the therapeutic response. T ; | b 107

Our study warns that atypical clinical pictures can be easily found R G 120 O |
in patients with 1IM and muscle biopsy can be critical for B i VRS X 02, 0 R

obtaining diagnosis and ensuring the proper treatment.



