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Abstract

Introduction: The vasculitides are a heterogeneous group of disorders characterized by inflammation of blood vessels with 
reactive damage to mural structures that have the potential to cause ischemia and organ damage. There is a wide spectrum of 
involvement and severity. We described a series of patients diagnosed as vasculitdes. Diverse & severe manifestation of these 
diseases is a big diagnostic and management challenge. Studying these cases may help to develop insight into vasculitides.
Methods: Examination & follow up of patients who had a definite diagnosis of vasculitis, with review of reports, clinical 
examination and  evaluation of   treatment outcome, in Rheumatology and  Vasculitis Clinic,  department of  rheumatology  of 
BSM Medical University, Dhaka, during May 16 to July 15, 2013. Results: A total of 29 patients were enrolled with a definite 
diagnosis of vasculitis. Takayasu’s arteritis (TA)- 6, giant cell arteritis (GCA)- 2, polyarteritis nodosa (PAN)- 2, granulomatosis with 
polyangiitis (GPA)-10, eosinophilic granulomatosis with polyangiitis (EGPA)- 3, rheumatoid vasculitis (RV)- 5, lupus vasculitis (LV)-
1. High dose glucocorticoid (HDGC) and glucocorticoid sparing agents (GSAs) like cyclophosphamide, azathioprine and 
methotrexate (MTX) were employed in appropriately indicated patients. Infection was a concern in many of those patients 
(44.82% in our series).Limb claudication of TA patients did not respond to immunosuppressives(n=4) . Conclusions: A bigger and 
a more structured study with administration of  newer biologics(e.g., in TA patients to help claudication), a  more structured 
follow up and better strategies to bring down the infection rate and minimize the adverse effects of drugs might improve 
patient compliance and disease outcome. 



An Introduction to Vascultis…



Vascultides: Definition & Perspectives
• Disorders characterizes by the presence of inflam. leukocytes in vessel walls 

with reactive damage to mural structures

• Loss of vessel integrity may lead to bleeding, and compromised lumen lead  to 
downstream tissue ischemia and necrosis 

• Vasculitis should be considered in patients who present with systemic 
symptoms (e.g., fatigue, weakness, fever, arthralgias) in combination with 
evidence of single &/or multiorgan dysfunction &/or neurologic 
manifestations.



Distribution of vessel involvement by  vasculitis



2012 Revised International Chapel Hill  Consensus 
Conference(CHCC) Nomenclature of Vasculitides….



• Large vessel vasculitis (LVV)

Takayasu arteritis (TAK)
Giant cell arteritis (GCA)

• Medium vessel vasculitis (MVV)

Polyarteritis nodosa (PAN)

Kawasaki disease (KD)
• Small vessel vasculitis (SVV)

ANCA–associated    vasculitis (AAV)

Microscopic polyangiitis (MPA)

Granulomatosis with polyangiitis (Wegener’s) (GPA)
Eosinophilic granulomatosis with polyangiitis (CSS) 

 Immune complex SVV

Anti-glomerular basement membrane (anti-GBM) disease

Cryoglobulinemic vasculitis (CV)
IgA vasculitis (Henoch-Schönlein) (IgAV)

Hypocomplementemic urticarial vasculitis (HUV) (anti-
C1q )

• Variable vessel vasculitis (VVV)
Behcet’s disease (BD) 
Cogan’s syndrome (CS)

• Single-organ vasculitis (SOV)
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary CNS vasculitis Isolated aortitis
Others

• Vasculitis associated with systemic disease
Lupus vasculitis

Rheumatoid vasculitis
Sarcoid vasculitis
Others

• Vasculitis associated with probable etiology
Hepatitis C virus–assoc. cryoglobulinemic vasculitis
Hepatitis B virus–associated vasculitis
Syphilis-associated aortitis
Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Cancer-associated vasculitis
Others

2012 Revised International Chapel Hill  Consensus Conference Nomenclature of 
Vasculitides



Large vessel vasculitis (LVV)

Medium vessel vasculitis (MVV)

Small vessel vasculitis (SVV)

Variable vessel vasculitis (VVV)

Single organ vasculitis (SOV)

Vascultis associated with systemic disease

Vascultis associated with probable etiology

CHCC 2012 Classification, simplified….



• Observant follow up ± symptomatic treatment in less severe form

• IgAV, mild hypersensitivity vasculitis

• Removal of inciting agents:

• Drugs: hydralazine, propylthiouracil

• Treatment of known cause: hepatitis B & C, syphilis

• Supportive treatment: cleaning, debridement, etc

• Immunosuppressive treatment

• Prophylactic treatment: Cotrimoxazole, Ca+D, etc

Overview of Management



• Treatment strategy:

• Induction of remission with HDGC

• Dose reduction to minimize toxicity followed by-

• Glucoroticoid sparing agents (GSAs):

Cyclophosphamide (Cyclo)

Methotrexate (MTX)

Azathioprine (AZT)

Immunosuppressive Treatment…





• Review of patients, who received treatment and came for follow up in vasculis
clinic of BSM Medical University, Dhaka, during May 16 to July 15, 2013:

• Detailed retaking of history

• Physical examination

• Study of documents including lab reports

Methods:



Results and Discussion:



• Takayasu’s arteritis (TAK) – 6

• Giant cell arteritis (GCA) – 2

• Polyarteritis nodosa (PAN) – 2

• Granulomatosis with polyangiitis (GPA) (WG)– 10

• Eosinophilic granulomatosis with polyangiitis (EGPA) (CSS) – 3

• Rheumatoid vasculitis – 5

• Lupus vasculitis –1 

Types Encountered(n=29)





Presence of 3 of 6:

• Age at onset ≤50 years

• Limb claudication

• Diminished pulse in brachial arteries

• SBP difference of >10 mmHg  between 2 arms

• Bruit over subclavian arteries or abdominal aorta

• Arteriographic narrowing

ACR Classification Criteria



Takayasu 
Arteritis…our 
patients( n= 6)

• All were female 

• Age around 20 yrs

• 4 had constitutional features

• Limb claudication didn’t respond well to any (immunosuppressives) 

Outcomes No

Relapse of constitutional features during tapering 1

Relapse of angina during tapering 1

Adverse drug effects: 

Cushing

Hypertension
3
1

Infections: 

UTI

Paronychia & gingivitis

1
1

Fusiform aneurysm and wall thickening in a patient 
with Takayasu arteritis( not from our series)





Presence of 3 of 5:

• Age ≥50 years at disease onset

• new onset localized headache 

• Tenderness or decreased pulse of the 
temporal artery

• ESR >50

• Biopsy: necrotizing arteritis ± granuloma  

ACR Classification 
Criteria • 64-yr-old woman, H/O rhinitis, rec. sinusitis, bilat. 

OM with hearing loss, (R) facial palsy 

• Later: sudden severe headache, eye ache, blurring

• Eye consult: acute ischemic optic neuritis (AION)

• Rx: HDGC. Rapid response. Was doing  well on LDGC

GCA: Case(1) Scenario 

Enlarged temporal artery in GCA
( not from our series)





Presence of 3 of 10:

• Weight loss >4 kg

• Myalgias, weakness

• Testicular pain or tenderness 

• Livedo reticularis

• Mononeuropathy or polyneuropathy

• New onset DBP>90 mmHg

ACR Classification Criteria…

• Elevated BUN or creatinine

• Evidence of HBV.

• Characteristic arteriographic abnormalities

• Biopsy of medium/small-sized artery 

containing PMNs



Case 1:  
• ♀, 45-year-old, HTN, T2DM

• Pointers to PAN:

• Myalgia

• Abdominal pain

• Presentation: digital gangrene in upper limbs

• Biopsy: Typical finding
Treatment:

• Debridement, antibiotics, amputation →Oral cyclo+HDGC

→ Infection → Withdrawal of immunnosuppressants,

antibiotics → Reinstitution(immunno.) →Low grade

infection persisted



CASE REPORT: JSMMAMC





Presence of at least 2 of 4:

• Painful or painless oral ulcers or purulent/ bloody nasal discharge

• Chest X-ray: nodules, fixed infiltrates, cavities

• Microscopic hematuria or red cell casts

• Granulomatous inflammation on biopsy of an artery or perivascular area

(PR-3 ANCA (cANCA) increases sensitivity & specificity)

ACR Classification Criteria



• F – 5, M – 5, age 14—65

• Presentation: typical – 8

• Digital gangrene –1, VC palsy and OM -1

• Biopsy not done in 5: typical CF with strong +ve PR3-ANCA

• Biopsy done in 5: vasculitis in all, granuloma in 3

• PR3-ANCA :

+ ve in 9

- ve in 1: granuloma in biopsy, destruction of hard palate

GPA: Patient Profile(Our Series N= 10)…..



Tr.: Initial: HDGC + Cyclo -8

HDGC+MTX  - 2

Initial response: good in 7 

No response in 3

• 1  switched to cyclo from MTX

• 1 Rituximab

• 1 IVIg, maintained on MMF

GPA: Outcome of Treatment…

GPA: Destruction of Hard Palate (of one patient)



 >4-year-FU– 4:

• 1 on 20-year-FU: 3 major flares, 
grumbles now on MTX

• 1 on 8-year-FU: 2 major flares now on 
AZT

• 1 on 11-yr-FU: in drug free 
remission for 9 yrs

• 1 on 4.5 yr FU: on MTX for 
grumbling activity

GPA: Outcome of Treatment…
Adverse Events No.

Adverse drug effects: 
DM 
Osteoporosis 
Cushings
Hypertension
Azathioprine induced neutropenia
Azathioprine induced hepatitis 

2
1 
3
2
1
1

Infections: (total 5)
Pneumonia 
Enterocolitis
Pulmonary TB  
Superficial mycosis 

2

1
1
1

Unusual disease complication(CVST) left transverse 
& sigmoid sinus thrombosis 1

Death:  3 months after remission, reportedly 
preceded by fever & hypotension (?septic shock)

1





Presence of 4 or more of 6:

• Asthma

• Eosinophilia of >10%

• Mononeuropathy (MNM) or polyneuropathy

• Migratory or transient pulmonary opacities

• PNS abnormality

• Biopsy: eosinophils in extravascular areas

ACR Classification Criteria



Ca
se

S
e
x

Age 
ons
et

Presentat
ion

Other 
features

PB 
Eo

ANCAs Skin 
biopsy

FU 
mo

Initi
al
Rx

Respon
se

1 F 25 Joint pain, 
foot-drop,
purpura

Asthma, 
rhinitis, polyp 

since 01

32
%

-ve LCV
Eo+++

Granu -

72 HDG
C

Cycl
o

3 flares
Refr-
RTX

CT: AZT 
50 mg

2 M 35 Fever 1.5 
mo

Foot & 
wrist drop
purpura

Asthma 3 yr 58
%

-ve

Vasculi
tis, 

Eo+++
Granu -

30 HDG
C

Cycl
o

GR
none

3 M 50 Cough, 
dysp, ankle 

pain,
Foot & 

wrist drop

Purpura, 
max. 

sinusitis, 
CXR 

opacities

28
%

-ve

LCV
Eo-

Granu -

21 HDG
C

Cycl
o

GR
CT: 100  
mg AZT

Case-2 (presented with 
MNM)





• Long-standing destructive RA, with nodules, often male

• RF, ACPA +ve at high titers

• Constitutional: fatigue, myalgia, wt loss

• Ulcers, purpura, gangrene

• MNM, GPN

• Peripheral ulcerative keratitis, scleritis

• Pericarditis, arrhythmias, AR, MI

Clinical Features

Cutaneous ulceration in RV( not from our series)

Isolated nailfold infarct in RV
( not from our series)



• F-4, M -1

• All presented with digital gangrene

• 4 had long-standing RA, 1 six-months  

• 4 had neuropathies: 2 mild GPN, 2 MNM

• 1 had skin ulcers, 1 purpura,                          
1 scleromalacia with impending perforation

Rheumatoid Vasculitis… (Our Series No.= 5) 



RV: One Case with Digital Gangrene & Scleromalacia Perforans



• Treatment started with cleaning, debridement, antibiotics, and amputation
• Immunosuppression: (HDGC + Cyclo in 4); during treatment-

• Scleromalacia with impending perforation
• Advancing neuropthay
• Advancing ischemia in affected digits
• Infarcts in unaffected digits

• Wound infection complicated course, interfered treatment in 3

RV: Our Treatment Experience…



RV with Digital Gangrene (Before & After 
Amputation)

Clinical features and investigation of our 
RV cases (n= 4).



RV: CASE SERIES…..



Infection: Was a Concern Indeed!!!
• Documented in 13 of 29 patients (44.82%) ;rate was highest among PAN 

(100%), followed by GPA (60%), RV (60%). 

• One GPA pt. died of overwhelming sepsis 

• Immunosuppressive needed to be stopped temporarily in both the PAN pts. 

• Serious infection and ischaemic digits precluded
immunosuppressive  Rx.  in one RV

• The most commonly isolated organisms were
Enterobacter, Pseudornonas, and Staphylococcus





• Interesting journey with those patients with vasculatides

• Some cases were clinically florid, biopsy not required

• Granulomas was not found regularly at biopsy in granulomatous
vasculitides, eg, GPA, EGPA: We had to rely on other features

• PR3-ANCA: very helpful in GPA

• ANCA not helpful in EGPA; diagnosed on clinical grounds & 
eosinophilia

Conclusions:



• Managing infections,  very  important

• Infections sometimes preclude effective immuno-suppression, 
particularly in those with gangrene

• Lab/imaging marker of TAK activity laking; urgently needed

• Immunosuppressives did not help TAK claudication

• Standard Rx. guidelines couldn’t be followed always; affordability 
was a concern

• Despite some barriers, effective therapy possibly in the majority

Conclusions:
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