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GRANULOMATOSIS WITH POLYANGIITIS (WEGENER™S GRANULOMATOSIS),
DIAGNOSIS WITH KIDNEY BIOPSY AND INITIAL IMMUNOSUPPRESSIVE
TREATMENT

Ramov LECNITY

University Clinic for pulmonology and allergology, Skopje, Eepublic of North Macedonia.
Fdraveska MARIIA

University Clinic for pulmonolegy and allergology, Skopje, Republic of North Macedonia.
Severova Andreevika GALINA

Usiiversity Clinic for nephrology, Skopie, Republic of Mosth Macedonia.

Guchev FILTP

University Clinie for rheumatology, Skopie, Republic of North Macedona.

Dimitrievska DESKA

University Clinie for pulmonology and allergology, Skopje, Republic of North Macedonia,

Abstract

Introduction: Wegener's granulomatosis (WG) 15 a rare long-term systemic disorder that
involves the formation of granulomas and inflammation of blood vessels {(vasculitis). The aim
of this study was to present a case of (WG) that was diagnosed with kidney biopsy while the
lung infilirates were not reachable. Materials and methods: 60-year-old male patient who
underwent imitial  preparation  for invasive  diagnostic,  kidney  biopsy  and  initial
immunosuppression Results: The patient complained of nasal congestion, weight loss, prior
positive C-AMNCA, and a CT scan showing multiple bilateral lung infilirates and an
inconclusive result from a nasal mucosa biopsy, Initial lab results showed higher creatinine,
albuminuria, suggestive of kidney involvement. Being difficult to biopsy the lung infiltrate
due to their position and size and considering the risk of false negative yield. The kidney
invelvement enabled us to do a kidney biopsy previously discussed with a nephrologist, The
biopsy confirmed a vasculitis with positive C-ANCA confirming (WG A high dose of
Methylprednisolone (500mg for 3 day, then 250 for 3 day and finally 125mg for 3 days) A
cvclophosphamide and maimtenance dose steroids therapy was intated by a consulting
rheumatologist after discharge. A switch to rtuximab in the future i the initial treatment
failed was also considered. A complete remission of the lung involvement was seenona CT 2
maonths after. Discussion: The least imvasive site for biopsy being the nasal mucosa is always
the best site for biopsy, Having received an inconclusive result leaves the kidney and the lung
as secondary options in our case the kidney was considered due 1o a belter possible vield of
viable material Conclusion: Present kidney involvement is always a site for biopsy with a
high vield for confirming (WG despite the risk of bleeding complications who were absent in
LHUT CHSE,

Key words: Wegener's granulomatosis, lungs involvement, kKidney involvement.
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Introduction

Granulomatosis with polvangiitis (GPA). formerly known as Wegener's granulomatosis (WG
5 8 rare  longelerm svstemue  disorder  that  movelves  the  Tormiation
of granulomas and nflammation of Flood vessels {(vasculitis). {1,4)

Gramlomatosis with polvangiins 15 a distinet clinicopathologie entity characterized by
gramulomatous  vasoulitis of the upper and  lower respiratory  tracts  together  with
glomerulonephritis. In addition, vanable degrees of disseminated vasculitis involving both
small arteries and veins may oceur. (1,4)

Granulomatosis with polyangitis has an estimated prevalence of 3 per 1000000 1t 15
extremely rare in blacks compared with whites, the male-to-female ratio is 121, The discase
can be seen at any age; —15% of patients are <19 years of age, but only rarely does the disease
ooeur before adolescence; the mean age of onsel 15 40-60 years {1,4)

The histopathologic hallmarks of granulomatosis with polyangiitis are necrotizing vasculitis
of small arteries and veins together with granuloma formation, which may be either
intravascular or extravascular Lung involvement tvpically appears as multiple, bilateral,
nodular of cavitary infilivates which on biopsy can reveal pecrotizing  granulomanous
vasculitis, Upper sirway lesions, particularly those in the sinuses and nasopharyns, tvpically
reveal mflammation, necrosts, and granuloma formation, with or without vasculitis, In its
carliest form, renal involvement is characterized by a focal and segmental glomerulitis that
may evolve into a rapidly progressive crescentic glomertlonephritis, Granuloma formation is
only rarely seen on renal biopsy. In contrast o other forms of glomerulenephritis, immune
complex deposition 15 not found in the renal lesion of granulomatosis with polvangiitis { pauci-
immune glomerulonephrtis). In addition to the classic tnad of discase of the upper and lower
respiratory tracts and kidney, virmally any organ can be involved with vasculitis, gramiloma,

or both, {1,4)

(Figl) CTscan of a paticnt with granulomatosis with polyangiitis.
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diagnostics due to lung involvement previcusly seen om a CT scan

Materials and methods

A 57-year-old male patient who underwent full clinical evaluation end invasive diagnostics in
our clinic between 11.11.2024 and 26.11.2024 and the 1" year of militance therapy done by a
rheumatalogist.

Resulis

The patient was admitted with nasal congestion, weight loss, elevated C-ANCA, and o CT
scan showing multiple bilateral lung infilirates. Previous to the hospitalization the patient had
a non-conclusive nasal mucosa biopsy and broncho biopsy. During the hospitalization the
patient had reduction in creatinine clearance, loss of albumin, suggestive of Kidney
invalverment, A rheumatologist woas consulted, whe asked for other lung conditions 1o be
excluded, regardless of having the necessary crteria for the dwgnosis. To biopsy the
infiltrates in the lung was technically difficult due to their position and size and also with a
high risk of getting a false negative biopsy or complications invelving the bispsy process.
Having kidney invalvement, a kidney biopsy was scheduled, previously discussed with a
nephrologist, The biopsy conlirmed an early kidney invelving vasculitis {pauci-immune
glomerulonephritis)  with  posive  C-ANCA confirming (WG A high  does
Methylprednisolone was given afterwards with decrease in the doses every 3 davs as per
protocol, A rheumatologist was consulted again, who initiated therapy with eyclophosphamide
amd maintenanee dose steroids after discharge, with a consideration for a switch te ciluximahb
in the future. After 2 months of the imitial treatment a control CT of the lungs was performed
with no progression of the lung ivolvement. Afier the mitial treatment the patient s now
regularly followed by a rheumatologisi. The cyclophosphamide currently 730mg is
adminiztered once each month (with consideration o reduce it o once each 3 mounis],
together with a 300mg of v methyvlpredmsolone. The montenance therapy consists of
predmisolone 10mg daily (down from 60mg daily), Thl. Myvecophenolate mofetil o S00mg 2x3
and pain medication when needed. With the current regiment the last Lab analysis show mild
Zdvour prodeinuria od 0,23 1g/du (down from 1,150 and semim creatinine of TR (down from
1747 — with creatinine clearance caleulated by Cockeoft-Gault of 73 mlimin {Sage I CKID)
Adter the initiation of the treatment the patient developed oropharyngeal condidipsis which
was treated with regular antimycotic regiment and 2 times an upper-mid airway infection that

required short hospitalization.  Both cases are considered complications of the initiated
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treatment and no other complications involving the disease itself,

[Mscussion:

(W) being o systematic disense requires a systematic and multidisciplinary approach both
for diagnosis and the mitial and maintenance treatment. Having eypical clinical presentation
and increased c-AMNCA with lung and Kidney involvement iz enough o apply a work
diagnosis, The diagmosis meeds o be confirmed with a biopsy, The safeat site is the nazal
mucosa with the kidney and the lung being the other 2. 17 the lung infiltrates or the mucosal
edema 15 inconclusive or not available for viable biopsy due to any reason, a kidney bopsy
can always help for diagnosing (W), with C-ANCA being the scoond key criteria. The initial
treatment is done as soon as the biopsy is confirmed by the specialist who is doing it {in this
case a pulmanclogisth, The maintenance treatment 1% done by a rheumatologist (2,35, 109,
Conclusion

Lung nodules with decrease in kidney function and positve C-ANCA complete the diagnostic
criteria for (WG, biopsy of cither the kidney or the lung is not regularly performed unless for
exclusion of other conditions or 1o deal with inconclusiveness, The site for biopsy is usually
the nasal or upper airway mucosa being the site of least complications. Although being o rare
disease and previously fatal within few months of diagnosis, currently  there are well
catablizhed criteria for treatment and tast diagnoesis, Remission s achieved in 50-T0% of the
patients, however relapses are common and found in 43% of the patients withing 1 vear of
remission. The 2™ line treatment involving Rituximab, Avacopan and other biologic agenis
wis nod imitiated during the current follow-up of this patient.
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