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CASE PRESENTATION 

• a 46-year-old male admitted to another hospital for haemoptysis

• medical history was not otherwise significant

• familial history of diabetes

• the father died for MI at 50 year



Causes of haemoptysis

• haemoptysis may reflect a local or 
diffuse lung pathology

• as the differential diagnosis is 
broad, the consequences of 
accurate diagnosis are significant

• pulmonary embolus is usually high 
on the list of diagnostic possibilities

From Kevin O.Leslie, Mark R.Wick (2018). Practical Pulmonary Pathology: A diagnostic Approch, Third Edition. China: Elsevier



CASE PRESENTATION 

• thoracic CT scan showed a nodule in the upper right lobe (18 mm) 

suspicious for a neoplasm

• wedge resection was performed 

• histologic examination was consistent with a nonspecific chronic 

inflammation with a possible ischemic origin



CLINICAL FOLLOW-UP

• D-dimer and fibrinogen elevation imposed a
thrombophilic screening

• triple aPL-positivity (LA, IgM aβ2GP1 and IgM aCL)
suggested the diagnosis of primary antiphospholipid
syndrome (APS)

• a second opinion at Sapienza Pathology Unit was
required to plan the therapeutic strategy
(antiaggregant alone or plus anticoagulant in the case
of a pulmonary infarct)

MG Tektonidou et al.(2019).EULAR recommendations for the management of 
antiphospholipid syndrome in adults.78-10:1296-1304.

Common pulmonary manifestations
• Pulmonary emboli and infarctions
• Pulmonary hypertension
• Adult respiratory distress syndrome

(ARDS) 
• Postpartum syndrome

Rare pulmonary manifestations
• Major pulmonary arterial thrombosis
• Fibrosing alveolitis
• Intra-alveolar pulmonary hemorrhage



Histhological examination 











Immunoglobulin G4-predominant lymphoplasmacytic lesions ?

Inflammatory myofibroblastic tumour ?

Diagnostic hypotheses

Smooth muscle proliferations in the lung ?



SMA



CD 68

Immunohistochemistry for CKAE/AE3, S100, CD34, desmin, CD1a, langerin, IgG4 
were negative



ALK (clone D5F3)

ALK (clone 5A4)



Inflammatory 
Myofibroblastic Tumor 

Inflammatory myofibroblastic tumour (IMT) is a distinctive, rarely metastasizing neoplasm composed of 
myofibroblastic and fibroblastic spindle cells, usually accompanied by a stromal inflammatory infiltrate of 

plasma cells and lymphocytes



molecular CONFIRMATION

• In addition to immunohistochemical detection of ALK protein,
molecular assays for ALK may be used to confirm the diagnosis

• In 50–60% of cases of IMT, the tumours harbour clonal cytogenetic
rearrangements, involving chromosome band 2p23, that fuse the 3′
kinase region of the ALK gene with various partner genes

REARR.



TAKE HOME MESSAGES 

• unique case of  pulmonary IMT in primary APS

• histologic pattern of lung lesions can be very challenging

• integration of morphological, immunohistochemical and molecular features is the 

tool for the precise diagnosis and the proper classification of pathologic entities

LymphoplasmacYtic infiltrATE
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