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Case-1

• 39 y, M

• Smoking history: 1 pack/day for 20 years, quit
2 years ago

• Occupation: Accountant

• Kept a budgerigar at home

• Medications: Lyrica

• Family history: Mother - breast cancer, father -
prostate cancer



• He referred to our outpatient clinic after detecting
pathology in the lungs on abdominal CT taken after
gunshot in 2021 

• No dyspnea, no cough

Physical examination

• TA: 120/80 mmHg, Temperature: 36.7 C, 

Pulse: 75/min, SpO2: %98

• Respiratory system examination is normal



10.02.2021



22.02.2021



Thorax CT: Bilateral peripheral fibrotic changes, honeycomb and 
ground-glass opacities (ILD?)



Pulmonary Function Test
FEV1 pred: %75, FVC pred: %84, FEV1/FVC: %82

Serologic markers are all negative



Bronchial lavage cytology: Lymphocyte-rich active chronic 
inflammatory reaction 



• Patient was diagnosed ILD (HP???) based on 
radiological and bronchoscopic findings, and 
the steroid therapy is planned 

• The patient did not want to use the drug
because of side-effect profile

• Follow-up is recommended



2th visit: October 2022

• Shortness of breath and cough for 1 week

Physical Examination

• Left middle-lower zone, right lower zone 
inspiratory crackles (+) 

• SpO2: %96

• Clubbing (-), pretibial edema (-)



14.10.2022



Pulmonary function test: 

FEV1 pred: %61, FVC pred: %68, FEV1/FVC: %80, 
DLCO pred: %47

• Lung biopsy is recommended



Lung Biopsy Pathology: Multinuclear giant cells in some 
macrophages, alveolar areas with bullous emphysematous 
changes, little inflammatory reaction with macrophages
Changes consistent with honeycomb lung



• Nintedanib prescribed to the patient with a 
diagnosis of IPF

• The patient, who did not want to use
nintedanib, re-applicated to our outpatient
clinic











Pathology consultation at different center 
Type 2 pneumocyte proliferation, 
Lymphoid proliferation thickening the 
alveolar septa
Macrophages in the alveolar spaces, fibrosis,
focus of smooth muscle metaplasia 

Re-evaluation of biopsy sample in a different hospital



The findings are compatible with fibrotic-type NSIP, evaluation
of the patient for collagen vascular diseases is recommended



• No pathology was detected after
Rheumatology consultation

• Steroids were prescribed



At the 6th month of treatment

• Worsening shortness of breath; dyspnea when 
climbing one flight of stairs or walking quickly

• PE: Bilateral middle and lower zone inspiratory 
crackles (+), HR: 103/min, SpO2: %91

• FEV1pred: %48, FVCpred: %45, FEV1/FVC: %84

• DLCO could not be performed



13.02.2024



Prominent peripheral reticulation in the middle and lower lobes 
of both lungs, areas of paramediastinal paraseptal emphysema, 
and traction bronchiectasis= Probable UIP





• MMF 500 mg 2x2 was added to the treatment
because of radiological, clinical and functional
impairment



September 2024

• Worsening symptoms

• PE: Bilateral middle and lower zone inspiratory 
crackles (+), clubbing (+), SpO2: %90

• FEV1pred: %42, FVCpred: %38, FEV1/FVC: %88

• DLCOpred: %23



24.09.202413.02.2024



The patient is considered to be progressing 
radiologically, functionally, and clinically 

PROGRESSIVE PULMONARY 
FIBROSIS





Rajan SK, et al. Eur Respir J Rev 2023











Pirfenidone was started after obtaining approval for off-label use
with the diagnosis of PPF



2nd year of Pirfenidone treatment
03.06.2026

• Dyspnea persists

• SpO2:%90

• FVC pred: % 37

• FEV1pred: %40  

• FEV1/ FVC: %87 

• DLCOpred: %24

• No drug side effect



03.06.2026







Case-2

• 34 y, F

• She applied to the Rhematology outpatient
clinic 5 years ago due to joint pain

• PE: Normal

• No laboratory tests performed



01.07.2019



• Anti-inflammatory treatment prescribed

• Re-applied to the Rhematology outpatient
clinic after 3 months because of persistant
joint pain



23.10.2019



Laboratory

 CBC

WBC: 8340/µL 

Hb:10.7 g/dL

Hct: % 32

 Plt: 435000/µL

 CRP: 200 mg/L (0-5)

 RF: 104IU/ml (0-15)

 Biochemistry

Urea: 29 mg/dl

 Creatinine: 0.58 mg/dl

 AST: 37 U/L

ALT: 76 U/L

Urinalysis

• +++ RBC/uL



MTX+Deltacortil prescribed with the diagnosis of Systemic
disorders of connective tissue 



• Two weeks later, the patient presented to the 
emergency department with shortness of 
breath and hemoptysis

• PE: General condition moderate, conscious, 
cooperative, oriented

• Bilateral diffuse inspiratory crackles (+),

• SpO2: %90 (room air), TA: 110/70 mmHg, HR: 
134/min, RR: 26/min, Temperature: 37.2 C



Laboratory

CBC

WBC: 9410/µL 

Hb: 8.5 g/dL

Hct: 26.6  %

Plt: 374000/µL

CRP: 145 mg/L (0-5)

Biochemistry

Urea: 52 mg/dl

Creatinine: 0.58 
mg/dl

AST: 37 U/L

ALT: 49 U/L

Urinalysis

• +++ RBC/uL



09.11.2019



12.11.2019



Thorax CT: Bilaterally widespread areas of patchy 
consolidation, "budding tree" appearances, and cavities 
(Tuberculosis? Vasculitis?)



• The patient was hospitalized to the ICU with a 
diagnosis of alveolar hemorrhage

• Methylprednisolone 1 g for 3 days, followed 
by 1 mg/kg (IV)

• Cyclophosphamide 500 mg IV

• Plasmapheresis

• Rituximab prescribed after 2 weeks



13.11.2019 18.11.2019





Paranasal sinus CT: Mucosal thickening was observed in 
the right maxillary sinus and the left component of the 
sphenoid sinus; Inflammatory sinus disease?



Right nasal septal mucosa biopsy: Ulcer, inflammatory 
granulation tissue, active chronic inflamed mucosal tissue 



Our patient has;

• Bilaterally widespread areas of patchy 
consolidation, "budding tree" appearances, 
and cavities on Thorax CT

• Hematuria

• Inflammatory granulation tissue on nasal
septal mucosa

• c-ANCA (+)

VASCULITIS







Total score: 10









At 6th month of induction treatment

• No symptom

• PE: No pathological sign

• Lab: Hb: 13 gr/dl, Hct: %35

• Urine analysis: N

• Treatment with Rituximab every 6 months 
planned





Last visit 09.04.2026



Laboratory

CBC

WBC: 8300/µL 

Hb:13.8  g/dL

Hct: 41.2  %

Plt: 374000/µL

CRP: 4.5 mg/L

Biochemistry

Urea: 25 mg/dl

Creatinine: 0.58 
mg/dl

AST: 15 U/L

ALT: 18 U/L

Urinalysis

• +/- RBC/uL



• The case remains stable in the 7th year of 
maintenance therapy…



Case-3

• 50 y, F

• Complaints: Cough, sputum

• Receiving IVIG (30 g/month) for 1 year with a 
diagnosis of CVID

• Allergic rhinitis (+), Asthma (+)

• Skin lesions (-)

• Joint findings (-)







• Sputum ARB x3 (-), no growth in culture (-)

FOB

• Lavage ARB (-), no growth in culture (-)

• BAL: % 11 lymphocytes, % 54 macrophages, % 35 
neutrophils,CD4/CD8: 1.7

• Cytology: Marked neutrophil leukocyte increase, 
benign in nature, inflammatory BAL findings

• Tru-cut biopsy: Findings of fibrosis and
inflammation



• EBUS: 4R, 7, 11L, 11R lymph nodes were 
sampled 

• TBB applied

• Diagnosis: Granulomatous inflammation



• Lavage ARB (-)

• TB PCR (-)

• Mycobacterium Tuberculosis culture (-)

• TST: 4 mm

• IGRA: (-)

• Given the diagnosis of CVID,

• The patient was diagnosed with GLILD



Granulomatous and Lymphocytic Interstitial
Lung Disease

• GLILD is a severe non-infectious complication of CVID

• GLILD develops in 8-20% of CVID patients

• GLILD is a significant cause of morbidity and premature 
mortality among patients with CVID

• GLILD has been defined as “a distinct clinico-radio-
pathological ILD occurring in patients with CVID, 
associated with a lymphocytic infiltrate and/or 
granuloma in the lung, and in whom other conditions 
have been considered and where possible excluded”

Hurst JR, et al. British lung foundation/United Kingdom primary immunodeficiency Network consensus
statement on the definition, diagnosis, and management of granulomatous-lymphocytic interstitial lung

disease in common variable immunodeficiency disorders. J Allergy Clin Immunol Pract. 2017;5(4):938–945



Predictors for GLILD diagnosis

• Splenomegaly

• Autoimmune cytopenias

• Low IgG, IgM and IgA levels 

• Increased CD21lo B cells percentage

• Lower percentage of switched-memory B cells 
and marginal zone B cells

• Low TLC, FVC, and DLCO %pred



Clinical manifestation

• 20-50 years

• Higher prevalence among females

• 15% of patients may be asymptomatic

• Symptoms; exertional dyspnea and 
nonproductive cough

• Production of sputum, wheezing can be seen in 
patients with concomitant bronchiectasis

• PE: Inspiratory crackles, wheezing, splenomegaly, 
lymphadenopathy













Treatment

• IGRT should be optimized before the initiation 
of immunosuppressive therapy 

• Immunosuppressive treatment (steroid, MMF, 
AZA), rituximab

• Hematopoietic stem cell transplantation 
(HSCT) is a potential definitive therapy



Thank you for your attention...


