
 

Episodes 8:  

 

 

Date 12th December ,2020 

 
Dr Amin Islam MBBS, MRCP UK, FRCP London, FRCPath UK 
Senior Consultant Haematologist and BMT 
Hon Clinical Senior Lecturer  
Queen Mary University, London, UK 
 



 22 years   

 Male 

 Seen in AE 

 Sudden onset SOB in the morning 

 Associated Chest pain 

 6 weeks history of  

non specific joint pain  

Generalised skin rash 

 

 



 NO PMH, never been in Hospital 

 Return home from Manchester University 

 NO Drugs history 

 NO recent foreign travel 

 NO FH of note 

 



 Hypoxic , Sats 78% Ambient air ( High flow oxygen started) 

 Pulse 120 SR, 

 Temperature 37.7 C 

 BP 90/55 

 ECG sinus tachy 

 BM 5 

 Urine dips: trace of protein and few WCC 

 MSU sent 



 Respiratory: wheezes and bilateral fine crackles 

 CVS: Sinus Tachy, No other abnormal sounds 

 GI: Mild generalised abdominal tenderness 

 SKIN:  



 Joints and locomotors: NAD 

 CNS: Grossly intact 

 

 Bloods sent 

 CXR -Done 

 Blood culture sent 

 Respiratory viral PCR sent 

 Admitted under medics 





 



  what next steps would you like to take 



 Allergic reactions 
 
 Adult onset Asthma 
 
 Pulmonary oedema 

 
 Atypical infections 

 
 Connective tissue disease/Autoimmune disease 

 
 Systemic vasculities  
 
 Hypereosinophilc syndromes 



                                     Or 

 Would you wait to complete other specialised test first 

 

 Would you Start steroid early and promptly arrange secondary tests 

 

 



 CT 
 PET CT 
 CTD serology/ DsDNA/ ENA/cryoglobulins 
 Virology 
 Atypical infection screen 
 Complement 
 IgS 
 Tryptase 
 Lupus, cardiolipin 
 Trop T 
 ECHO 

 
 



 CT 1 called Haematology SPR for advise 

 DW Consultant haematologist  

 Advised DO Bone marrow as urgent for HES 

  Molecular test from BM liquid 

 Start high dose steroid without delay 

 









 Results next day 

Karyotype 46 XY 

 

 Interphase FISH analysis showed  evidence of  

 
FIP1L1-PDGFRA (4q12), PDGFRB (5q32) 

 

T and B cell Clonality study: NAD 



 Myeloid neoplasm with eosinophilia  

Associated with 

Fusion gene mutation FIP1L1-PDGFRA (4q12), PDGFRB (5q32) 

 

 Rare entity  

 Timely diagnosis and intervention is life saving  



 Other test including  

 PET CT : CT component mild effusion and reticular shadowing 
bilaterally  

 Serum B12 >1500 

 Serum tryptase : slightly raised 12nm/ml 

 ECHO: mild pericardial effusion, good LVEF 60% 

 CT abdo: mild thickening of small bowel wall  



 STARTED IMATINIB 100 MG ( A TYROSINE KINASE INHIBITOR) 

 

 CURATIVE CONDITON 

 Very sensitive to Imatinib 



 42 years old 
 Joint pain and fever , unwell, confusion 

 
Evaluation revealed 
 HB104, WCC 15 , PLT 450, Eosinophils 3.4, CRP 34 
 Deteriorated rapidly 
 ITU , ventilated MOF 
 CT , PET, axillary nodes 
 ? Vasculitis 
 ?CTD 
 ?Infection 

 
 
 

 
 



 BM molecular test: NAD 

 Left axillary nodes: Reactive 

 Considered ECMO-  

 

 RIP 

 

 

 Case referred to Coroner 

 ? Diagnosis 









The first question to address with respect to treatment of HES is 

whether the patient requires urgent intervention (Figure 1).  

Patients presenting with potentially life-threatening complications, 
including cardiac, respiratory or neurologic involvement, and marked 
eosinophilia should be treated empirically with high-dose 
corticosteroids (eg, intravenous methylprednisolone at a dose of 1 
mg/kg per day) to prevent progression of end organ damage.  



 

 Although every effort should be made to obtain necessary 
diagnostic studies, including blood work, imaging studies, and 
biopsies of affected tissues before initiating corticosteroid therapy, 
treatment should not be delayed in the face of worsening signs and 
symptoms.  



 In patients with aggressive disease unresponsive to several days of high-dose 
corticosteroids, addition of a second agent should be guided by the clinical 
presentation.  
 

 Imatinib therapy should be 
considered early in a male patient presenting with new onset myocarditis, 
respiratory and neurological symptoms and marked eosinophilia;  
 whereas a female patient with a history of asthma and nasal polyps presenting 

with myocarditis and dramatic eosinophilia would be more likely to have 
Churg-Strauss vasculitis and to benefit from sustained corticosteroid therapy.  

Vincristine, rapidly lower eosinophil counts in patients with HES, should be 
reserved for patients with rapidly progressive, life-threatening disease 
unresponsive to high-dose steroids and imatinib therapy. 









                           

 

 

 

                                             Questions 


