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INTRODUCTION 

The  term  ‘vasculitis’  refers  to  segmental  inflammation  of  the  

wall  of  a  blood vessel  or  lymph  vessel. Skin, being  the  largest  organ  

in  the  body, is  well supplied  by  blood vessels. Cutaneous  vasculitis  

refers  to the  inflammation  of these  cutaneous  blood  vessels, resulting  

in  blood  flow  alterations, ischemia  and damage[1]. The  disease  can  

involve  any  type  of  blood vessel, with  the post-capillary  venules  

being  the  most  frequently  affected[2]. Often, the  disease  is part  of  a  

generalised  disease  of  the  blood  vessel  wall, and  skin  manifestation  

is the  initial  presentation  of  the  generalised  disease  process. This  

makes  the  role  of  the  dermatologist  paramount  in  the  diagnosis  and  

further  management  of these  disorders. 

The  disease  is  extensively  discussed  in  dermatology  literature, 

but  is  often  the most  poorly  understood. Etiopathogenesis  of  many  

of  the  cutaneous  vasculitides are  not  known. Drug  intake  or  

infections  may  act  as  antigenic  triggers  in  many cases. (The  time  

interval  between  exposure  to  a  trigger  and  onset  of  vasculitis is  

usually  7-10  days.) Underlying  disorders  like  connective  tissue  
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diseases, inflammatory  bowel  diseases (IBD)  or  internal  malignancies  

may  be  the causative  factor  in  many  cases [3].   

According  to  Carlson  et  al, the  incidence  of  this  disease  entity  

ranges  from   15.4  to  29.7  cases  per  million  population  per  year. 

The  disease  affects  people  of  all  ages - is  more  common  in  adults  

than  in  children. In  children, 90%  of  cases  present  with  Henoch-

Schonlein  purpura. In  the  adult  population, the  mean age  of  onset  of  

disease  is  47  years. In  the  pediatric  population, the  mean  age  is 7  

years. Regarding  sex  predilection, the  disease  affects  females  more  

commonly by  a  narrow  margin[4] .  

There  are  multiple  classification  systems  described  in  literature  

for cutaneous vasculitis. Of  these, the  Chapel  Hill  Consensus  

conference (CHCC) classification and  the  American  College  of  

Rheumatology (ACR)  classification  are  the  most widely  used. The  

CHCC  classification  is  based  on  pathological  criteria. The  ACR  

classification  is  based  predominantly  on  clinical  findings [4].  

Clinically,  vasculitis   can  present  with  an  array  of  

manifestations  which  in  turn  depends  upon  the  size  of  vessel  

involved. The  most  common  cutaneous manifestation  is  palpable  

purpura. In  many  instances  this  remains  the  only manifestation. Other  
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cutaneous   manifestations  include  papules, nodules, vesicles, pustules  

and/or  vesiculo-bullous  lesions. Lesions  may  progress  to  ulcerative 

necrotic  lesions  which  heal  with  post-inflammatory  pigmentation. 

Livedo reticularis, a  manifestation  characterised  by  net-like  pattern  of  

mottled  red  or blue  discoloration, is  another  presenting  feature  of  

vasculitis.  This  lesion  is  seen typically  in  lower  legs (in  regions  

prone  to  stasis). Cutaneous  manifestations  may  be  accompanied  by  

systemic  symptoms  like  fever, anorexia, arthralgia and/or  myalgia[5]. 

The  clinical  features  seen  in  individual  vasculitis  is  discussed  in  

more detail  in  the  subsequent  sections.  

We  ventured  to  study  this  enigmatic  clinical  entity  in  a  

tertiary  care  hospital, with  a  goal  of  understanding  the  patterns  of  

disease  distribution  and  the  varied clinical  and  histopathological  

presentations. 
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REVIEW OF LITERATURE 

 

 Vasculitis  is  the  inflammation  of  the  vessel  wall. It can affect 

small, medium  and  large  vessels. The  trigger  for  vasculitis  may  be  

primary (no known cause or association),  secondary  to  infection,  drug  

intake,  connective  tissue diseases  or  incidental (traumatic  ulceration  

or  diffuse  neutrophilic  infiltrates). Clinically,  vasculitis  can  present  

with  an  array  of  manifestations  which  in  turn  depends  upon  the  

size  of  vessel  involved. The  most  common  of  them  are  cutaneous  

such  as  palpable  purpura,  haemorrhagic  vesicles,  ulcers,  urticaria,  

nodules,  livedo,  infarcts  or  digital  gangrene. Histology  of  the  lesions  

is  necessary  for  a  definitive  diagnosis  of  vasculitis.  Since  both  the 

clinical  manifestations  and  histology  may  overlap  between  diseases,  

it   is  challenging  to  arrive  at  a  diagnosis.  Therefore,  it  must  be  

correlated  with  clinical  history,  physical  and  laboratory  findings. 

HISTORY 

 The  Latin  word  ‘purpura’  may  have  originated  from  the  

Greek  ‘porphyra’,  a  colour   produced  by  several  species  of  sea  

snails  in  the  family  ‘muciridae’[6].  Purpura  was  first  used  in  

association  with  infectious  diseases  such  as  hemorrhagic  fevers.  
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Later,  the  English  dermatologist,  Robert  William  clearly  

differentiated  purpura  caused  by  systemic  infections  from   non  

infectious  cause [7,8]. He  wrote  elaborately  about  the  condition  on  his  

masterwork  on  cutaneous  diseases (1808)  in  which,  descriptions  of 

purpura  associated  with  Henoch- schonlein  can  be  recognised.  He  

also  explained  about  the  predilection  of  purpura  to  lower  

extremities,  its  occurrence  as  groups  of  lesions  and  association  with  

different  systemic  diseases.[8] 

  Johann  Lukas  Schönlein,  his  student  Eduard  Heinrich  Henoch,  

and  later  William  Osler,  explained   a  broad  spectrum  of  signs  and  

symptoms  that  were  associated  with  purpura  and  small-vessel  

vasculitis,  such  as  arthritis,  abdominal pain,  peripheral neuropathy,  

pulmonary  hemorrhage,  and  nephritis [9-12]. Osler  recognized  that  

these  manifestations  were  caused  by  necrotizing  inflammation  in  

small  vessels   of  the  body [2] . 

The  concept  of  purpura  was  related  to  leukocytoclastic  

vasculitis  by  Zeek et  al in  1948  and  1952.  They  called  this  form of 

vasculitis  affecting  the  small vessel  as  the  hypersensitivity 

angiitis.[13,14] 
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In  1893,  Henry  Radcliff  Crocker (1845-1909),  an English  

dermatologist  examined  a  six  year old   who presented  with  discrete,  

tender,  purplish  red  nodules  over  the  knees,  buttock,  fingers,  and  

elbows.  He  named  the  condition  erythema  elevatum  diutinum.[8] 

Later  in  1929,  Fred Weidman  and  John  Besancon  described  the  

condition  as  a  form  of  vasculitis. [15] 

Adolf  Kussmaul  and  Rudolf  Maier  in  1866,  reported  on  a  27 

year old patient  who  presented  with  fever,  cough,  weight  loss,  

abdominal pain,  paresthesias,  polyneuropathy  and  proteinuria. They  

called  the  condition  ‘periarteritis nodosa’, which  was  later  named  as 

polyarteritis nodosa. [16] 

Friedrich  Wohlwill  in  Germany,  first  described  microscopic  

polyangiitis   and  distinguished  it  from  polyarteritis  nosoda. [17]  

Wegener’s  granulomatosis,  which  is  a  vasculitis  of  both  small  and  

medium  vessels  was  first  described  by  a  medical  student,  Heinz  

Klinger. Later,  it  was  Friedrich Wegener, a  pathologist  who observed  

in  11  patients  array  of  manifestations  such  as   sniffles , destructive  

lesions  of  the  nose  and  throat,  respiratory  tract,  spleen,  and  kidneys. 

He  had  no difficulty in  identifying  the  pathologic  changes  as  a  

mixture  of  vasculitis  and  granuloma formation. [18,19] 



 
 

7 
 

CLASSIFICATION 

 Classification   of  vasculitis  has  been  one  of  the  greatest  

challenges  in  medicine. Attempts  to  classify  have  been  made  from  

the  mid  19 th century. In 1952,  the classification  put   forth  by  Zeek  

based  on  the  size  of  the  vessel  wall  and histopathology   has  served  

as  the  basis  for  current  understanding  of  vasculitis.[13,14] In  1952,  

Gilliam  and  Smiley  proposed  a  revision  of  this  classification. 

Thereafter a  number  of  other  systems  have  been  proposed.[20] 

 Currently,  the  most  widely  adopted  classification  system  is  the  

of  Chapel Hill Consensus  Conference (CHCC),  which  is  based  on  

pathological  criteria.[2] The  other  widely  used  system  is  the  

American  College  of  Rheumatology (ACR), which  is  based  

predominantly  on  clinical  findings.[21,22] 

 Classification  of  cutaneous  vasculitis  adapted  from  the  2012  

Chapel  Hill  Consensus nomenclature [ 23 ] 

Single organ  (skin)  small vessel  vasculitis 

 Cutaneous  small‐vessel  vasculitis  

 Urticarial  vasculitis  (excluding  immune  complex  disease) 

 Erythema  elevatum  diutinum  
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 Acute  haemorrhagic  oedema  of  infancy 

 Recurrent  cutaneous  necrotizing  eosinophilic   vasculitis 

 Granuloma  faciale  

Small  vessel  immune  complex associated  vasculitis 

• IgA  vasculitis (Henoch–Schönlein purpura)  

• Cryoglobulinemic  vasculitis 

• Hypocomplementemic  urticarial  vasculitis (HUV) 

• Anti Glomerular  basement  membrane  vasculitis (anti‐GBM/ 

Goodpasture  syndrome) 

Small  vessel  ANCA associated  vasculitis 

 Microscopic  polyangiitis (MPA) 

 Granulomatosis  with  polyangiitis  (GPA/Wegener’s 

granulomatosis- WG)  

 Eosinophilic  granulomatosis  with  polyangiitis  (EGPA/Churg–

Strauss  syndrome) 

Medium vessel  vasculitis 

• Polyarteritis  nodosa (PAN) 

• Kawasaki  disease 
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Large vessel  vasculitis 

• Giant cell  arteritis (GCA) 

• Takayasu  arteritis 

Cutaneous  vasculitis  associated  with  systemic  disease  or  variable  

vessel  size 

• Behçet  syndrome 

• Lupus  vasculitis 

• Sarcoid  vasculitis 

• Rheumatoid  vasculitis 

HISTOLOGY  OF  CUTANEOUS   VASCULATURE 

 Arteries  entering  the  skin  form  a  ‘deep  plexus’  between  the  

subcutaneous  tissue  and  the  dermis. From  this  plexus,  arises  multiple  

vertically  oriented  reticular  dermal  vessels  which unite  to  form  the  

‘superficial  vascular  plexus’  between  the  papillary  and  reticular  

dermis. This  forms  a  layer  of  anastomosing  arterioles  and  venules  

from  which  capillary  loops  emanate  and  extend  into  each  dermal  

papilla  with  an  ascending  and  descending  limb  and  adnexal  

structure [24,25]. The  epidermis  is  avascular. 
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 The  small  arteries  of  deep  plexus  and  arterioles  of  the  dermis  

consists  of  three  layers: an  intima, composed  of  a  single  layer  of  

endothelial  cells  and  an internal  elastic  lamina, media which  contains  

variable  number  of  muscle  layers  and  an  adventitia  made  of  

connective tissue. The  capillaries  are  composed  of  a  layer  of  

endothelial  cells  and  incomplete  layer  of  pericytes. A  basement  

membrane  is  present  peripheral  to  the   endothelial  cells  and  

surrounds  the  pericytes. The  veins  have  thinner  walls  and  the  above  

layers  are  less  clearly  defined. The  postcapillary  venules  resemble  

capillaries  but  the  former  have  more  than  one  layer  of  pericyte.[26] 

 Arterioles  and  venous   segments  can  be  differentiated  on  the   

basis  of  basement  membrane. The  veins  have  multi laminated  

basement  membrane  whereas,  the  arterioles  possess  a  homogenous  

appearance. Another  feature  is  the  presence  of  elastin   and  smooth  

muscle  cells  in  the  walls  of  arterioles  which  is  absent  in  the  

venules. 

 Ultrastructurally, endothelial  cells  possess  many  cellular  

organelles,  including  smooth  and  rough  endoplasmic  reticulum, 

mitochondria,  lysosomes  and  many  pinocytic  vesicles. Weibel-palade  

bodies  are  endothelium-specific  inclusions,  which  are  electron  dense, 
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rod  shaped  cytoplasmic  organelles  containing  factor  XIII-related  

antigen, von  willebrand factor  and  GMP-140. 

 A  number  of  endothelial-specific  antigens  have  been  

recognised. Endothelial  cells  are  major  source  of  angiotensin  

converting  enzyme, various  cytokines, adhesion  molecules  and  

enzymes  involved  in  processes  like  endocytosis  and  vesicular  

transport. Acid  phosphatase  has  been  localised  to  the  endothelium  

and  staining  for  the  same  demonstrates  the  capillary  loop  in  each  

dermal  papillae.  

HISTOPATHOLOGICAL FEATURES OF VASCULITIS 

Inflammation  of  the  vessel  wall  leads  to  some  characteristic  

changes  which  are  essential   for  the  diagnosis  of  vasculitis: 

a) Inflammatory  cell  infiltrate  

b) Evidence  of  vascular  injury.  

The  density  of  cells  and  type  of  inflammatory  cells  present  

depends  upon  the  stage  and  nature  of  disease  process.  

The  cellular  infiltrate  predominates  within  the  dermal  vessels, 

blurring  the  vascular  outlines. Karyorrhectic  nuclear  debris, or  nuclear 
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dust  gives  the  infiltrates  a  dirty  appearance. In  the  early  stages, 

neutrophils/ eosinophils  predominate  and  in  the  late  stages, there  is  

an  excess  of  lymphocytes  and  macrophages. Inflammatory  cells  may  

also  be  scattered  throughout  the  upper  dermis  within  and  around  

the  collagen  bundles. [27]  

Evidence  of  vessel  destruction  include  endothelial  necrosis  and  

deposition  of  fibrinoid  material  in  the  lumen  or  vessel  wall. The  

fibrinoid  material  is  due  to  the  accumulation  of  plasma  proteins  

including  coagulation  factors  in  the  vessel  wall  that  are  later  

converted  to  fibrin. These  changes  commonly  coexist  with  other  

evidences  of  vascular  injury  such  as  edema  and  extravasation  of  

erythrocytes.They  are  not  specific  for  vasculitis  and  are  also  seen  in  

vaso occlusive  disorders. Edema  together  with  fibrinoid  necrosis  

gives  an  ‘smudgy appearance’ to  the  vessel wall. 

DIRECT  IMMUNOFLUORESCENCE  STUDIES : 

 The  type  and  pattern   of   deposits  in  immunofluorescence\nce  

is  of  diagnostic  help  in  evaluation  of  vasculitis. 
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1) Deposition  of   C3, IgM, IgA  and IgG  in  and  around  the  

vessels  is  the  feature  of  immune  complex  vasculitis - most  

cases  of  cutaneous  vasculitis  and  LCV. [27,28,29] 

2) Predominant IgA  deposition -  HSP vasculitis 

3) Basement  membrane  zone  and  keratinocyte  nuclear  

immunoreactants  with predominant  Ig G  - Connective  tissue  

disease  vasculitis, lupus  vasculitis 

4)  Clinical  picture  of  urticarial  vasculitis  with  a basement  zone  

immunoreactants - Hypocomplementemic  UV in  association  with  

CTD.  

ANTI-NEUTROPHIL CYTOPLASMIC  ANTIBODY  TESTING  : 

 ANCA  are  mostly  IgG  antibodies  directed  against  the   

components  of  primary  granules  of  neutrophils  and  lysosomes  of  

monocytes[30] .They translocate  to  the  cell’s  surface  on  activation  by  

cytokines  such  as  TNF  alpha. The  antibodies  bind  to  the  surface  

antigens  leading  to  enhanced  adhesion  of  neutrophils  to  the  vascular  

endothelium. The  release  of  inflammatory  mediators  lead  to  vascular  

damage  and  recruitment  of  additional  inflammatory  mediators. 
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 By immunofluorescent  staining, there  are  two  patterns  observed: 

 (1) cytoplasmic (c)-ANCA – antibodies  directed against the 

antigen proteinase 3 (PR3); and  

(2) perinuclear (p)-ANCA – antibodies  directed  against  the  

antigen myeloperoxidase (MPO)  and  some  other  antigens  such  as  

lactoferrin, cathepsin G and  elastase. 

ANCA  testing  is  a  useful  adjuvant  in  the  evaluation  of  vasculitis. 

ANCA-associated vasculitides  are   

1. Granulomatosis  with  polyangiitis  

2. Microscopic  polyangiitis  

3. Eosinophilic  Granulomatosis  with  polyangiitis. 

c ANCA  is  positive  in  90%  of  cases  of  GPA  and  30%  of  MPA. 

pANCA  is  positive  in  60%  of  patients  with  MPA  and  EGPA [31] . It  

is  also  found  to  be  positive  in  drug-induced  vasculitis, connective  

tissue  disorders, inflammatory  bowel  diseases, other  chronic  

inflammatory  states  and  certain  malignancies. In  order  to  increase  

the  specificity  of  ANCA  testing, the  indirect   immunofluorescence  
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testing  done  to  detect  the  pattern  of  ANCA  is  followed  by  ELISA  

that  specifically  detects  antibodies  against  MPO  and  PR3.  

INDIVIDUAL  VASCULITIS 

CUTANEOUS  SMALL  VESSEL  VASCULITIS (CSVV) 

 Cutaneous  small  vessel  vasculitis  affects  the  skin  by  

producing  leukocytoclastic  angiitis  of  cutaneous  vasculature. It  is  

also  termed  as  allergic  cutaneous   vasculitis  or  hypersensitivity  

vasculitis. It  is  a  disease  that  predominantly  localised  to  the  skin. 

Epidemiology 

 The  annual  incidence  of  CSVV  is  between  15  and  30  per  

million. The  mean  age  of  onset  is  between  36  and  56  years. [26]  

Criteria  for  diagnosis : 

 The  presence  of  three  of  the  following   five  criteria  have  

84%  specificity  for  CSVV:     

(i)  age  of  onset  greater  than  16  years  ;  

(ii)  history  of  drug  intake  prior  to  disease onset ;   

(iii)  the  presence  of  palpable  purpura;      
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(iv) the  presence  of  a  maculopapular  rash; and     

(v)  a  biopsy  demonstrating  granulocytes  around  an  arteriole  or  

venule [32] . 

Predisposing  factors : 

 There  are  many  causes  of  cutaneous  vasculitis, but  most  

CSVV  are  idiopathic[33] . Bacterial  cause  has  been implicated. There  

are  also multiple  other  factors  thought  to  contribute  to  CSVV, which  

are  listed  below. 

 Food allergies  

 Ant bite  

 Exercise 

 Solid organ malignancies  

Drugs : 

 Acenocoumarol 

 Propylthiouracil  

 Ibuprofen  

 Methotrexate  

 Warfarin, Coumarin  

 Procainamide  
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 Infliximab 

 Interferon 1B 

 Granulocyte colony‐stimulating factor  

 Omeprazole 

 Insulin  

 Imipenem‐cilastatin  

 Gabapentin,lamotrigine 

The  major  skin  manifestation  of  CSVV  is  palpable  purpura  

over the extremities. It is usually  asymptomatic. It  may  progress  to  

form  papules, pustules, nodules, vesicles  or  bullae  that  can  necrose, 

ulcerate and form post inflammatory pigmentation. The  lesions  occur  

in  crops  resulting  from  exposure  to  the  inciting  stimulus  and  the  

risk  factors  to  predict  relapse  are  not  known. The  lesions  resolve  

with  leave  hyperpigmentation  and  hemosiderosis  that  take  weeks  or  

a  few  months  to  resolve. It  is  a  diagnosis  of  exclusion  after  doing  

a  prompt  search  for  wide  array  of  diseases  that  present  in  a  

similar  way. 

Histology  shows  leukocytoclastic  vasculitis. In  superficial  

dermal  vessels, IgM / C3  get  deposited  in  up to  80%  of  fresh  

lesions[27] .  
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ERYTHEMA  ELEVATUM  DIUTINUM (EED) 

Erythema  elevatum  diutinum  is  rare  disease  occurring  in  

adults  in  the  fourth  to  seventh  decade. It  was  first  described  by  

Hutchinson  and  Burry. Few  diseases  seen  in  association  with  EED  

are  some  autoimmune  diseases like  rheumatoid arthritis, IBD, HIV, 

gammaglobulinemia, multiple  myeloma  and  type  1  diabetes [34,35] .  

Among  these, it  is  strongly  associated  with  hematological  

malignancies and  EED  lesions  precede  it  by  several  years [36] .  EED  

is  characterised  by  symmetrical violaceous  to  red  brown  papules,  

plaques  and  nodules  which  are  soft  in the  early  stages  and  

undergoes  fibrosis and  atrophy  in  late  stages. It  is  commonly  seen  

over  the  dorsa  of  the  hands, knees  and  buttock. 

Histology shows leukocytoclastic  vasculitis  with  little  fibrin  

deposition  with  or without  eosinophils  in  the  upper  and  mid  dermis. 

Late  lesions  demonstrate  angiocentric  eosinophilic   fibrosis  and  

endothelial  proliferation. Along  with  it,  cholesterol  deposits  in 

histiocytes  can  be  seen, termed  as  ‘cholesterolosis’. Histopathology  of 

dermal  nodules  show  spindle  cells  and  fibrosis [37,38] . Histological  

differentials  include  cutaneous  small  vessel  vasculitis, Sweet’s  

syndrome  and  granuloma  faciale. 
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Serum  levels  of  Ig A  is  increased  and  Ig A ANCA  can  be  

positive  in  60%  of  cases [39]  . 

 GRANULOMA  FACIALE : 

Granuloma  faciale, also  called  ‘Eosinophilic  granuloma’, is  an  

uncommon  condition  occurring  between  40  and  60  years  of  age. It  

is  localised  vasculitis  confined  to  the  skin. It  is  characterised  by  

asymptomatic  soft  reddish  brown  cutaneous  nodules  over  the  face,  

associated  with  telangiectasia[40] . The  surface  is  smooth  and  shows  

prominent  follicular  orifices  and  mild  scaling. The  lesions  do  not  

ulcerate.  

Histology  shows  rich  eosinophilic  and  plasma  cell  infiltrate  in  

the  upper  dermis  along  with  LCV [41] . There  is  never  a  granuloma 

found[42] . A  band  of  normal  collagen  free  of  infiltrate  separates  the  

epidermis  from  the  infiltrates  of  dermis  called  the   ‘Grenz  zone’. 

Clinical  variants  are  extra  facial  granuloma  faciale  and  

eosinophilic  angiocentric  fibrosis. The  latter  is  considered  a  mucosal  

variant  of  granuloma  faciale. It  occurs  in  the  nasal  passages  and  

upper  airways  along  with  the  skin  lesions  of  granuloma  faciale. 
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Ig A  VASCULITIS / HENOCH- SCHONLEIN  PURPURA (HSP) 

Ig A vasculitis  is  an  immune  complex  vasculitis  with  

predominant  Ig A1  immune   deposits  in  the  small  vessels. It  affects  

both  children  and adults, with  a  peak  incidence  of  4-6  years  in  

children. Incidence  appears  to  be  more  in  winter, spring  and  autumn. 

Respiratory  infections,  commonly  with  streptococcus, may  be  a  

precursor  in  a small  number  of  cases[43,44] . The  other  bacteria  that  

are  implicated  are  Bartonella  and  Hemophilus.  

The  characteristic  feature  of  HSP  is  the  increased  serum  

levels  of  of  IgA  and  immune  complexes  containing  IgA. There  are  

2  subclasses  of  IgA  -  IgA1  and  IgA2. The  hinge  region  of  IgA1  is  

highly  glycosylated  in  normal  individuals [45] . This  is  highly  

essential  for  the  normal  clearing  of  these  molecules. Defective  

glycosylation  in  patients  with  HSP  results  in  decreased  elimination  

of  IgA1  molecules. It  also  exposes  certain  antigens (GalNAC  in  

terminal  glycan). As  a  result  of  this, exposure  to  certain  

microorganisms  that  also  express  GalNAC  containing  sugars  result in  

production  of  antibodies  that  cross  react  with  IgA1  molecules  

forming  immune  complexes. This  explains  the  possible  association   

with  respiratory  illness  precipitating  HSP. 
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The  classical  findings  include  purpura, arthritis  and   abdominal  

pain. The  purpura  typically  affects  extensor  aspects  of  limbs  and  

buttocks  in  a  symmetrical  fashion. Retiform  pattern  is  characteristic. 

Urticaria, vesicles, bullae  and  ulcers  can  also  occur.  Renal  

involvement  in   the  form  of  proteinuria  and  haematuria  occurs  in  

40-50%. It  is  less  common  in  children. Gastrointestinal (GI)  

involvement  occurs  in  65%, with frank GI  bleeding  in  30  percent. 

Arthritis, non erosive  type  occurs  in  75%  of  individuals[46] .  

Histology   shows  LCV  with   predominant   IgA  deposits  in  

direct  immunofluorescence. No  laboratory  test  is  specific  for  HSP. 

Prognosis - Relapse is  seen  in  25%  of  patients  and  it  is   

usually  mild. It  becomes  chronic  in  5%. End  stage  renal  failure 

occurs  in  1-3%.  

 Differential  diagnosis  includes  IgA  nephropathy, Idiopathic  

thrombocytopenic  purpura, septic  shock, SLE  etc,.  
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CRYOGLOBULINEMIC  VASCULITIS 

Cryoglobulinemic  vasculitis  is  a  small  vessel  vasculitis  

affecting  skin,  joints, nerves  and  kidneys. Cryoglobulins  are  

abnormal  immunoglobulins  that  precipitate  at  temperatures  lower  

than  the  body  temperature. The  vasculitis  is  due  to  the  

cryoglobulins  that  are  deposited  as  immune  complexes. There  are  

three  types  of  cryoglobulins: 

1. Monoclonal  Ig - either  Ig G / Ig M - seen  in  25%  of  cases.  

Associated  with  multiple  myeloma / Waldenstrom’s 

macroglobulinemia 

2. Monoclonal  IgM  +  mixed  polyclonal  IgG- seen  in  25% 

3. Polyclonal  IgM (with  rheumatoid  factor  activity)+ Polyclonal  

IgG - seen  in  50-60%  of  cases. 

 Type II  and  III   cryoglobulinemia  manifest  as  vasculitis. Most  

common  cause  of  Type  II  and  III cryoglobulinemia  is  Hepatitis  C  

virus (in  80%  of  cases) [47] . Not  all  patients  with  Hepatitis C  and 

cryoglobulins  develop  vasculitis. Therefore  there  may  be  a  different  

mechanism  responsible  for  the  development  of  disease  
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manifestations. There  is  a  significant  low  level  of  circulating  

regulatory  T cells  in  patients  with  manifestations  compared  to  those  

with  just  cryoglobulinemia. 

Other  causes  include  autoimmune  diseases  such  as  Sjogren's 

disease, lymphoproliferative  diseases and  other  viral  infections.   

The  classic  Meltzer’s  triad  of  arthralgia, purpura  and  weakness  

that  was  once  described  in  CV  is  found  to  be  present  only  in  30%  

of  cases [48] . Clinical manifestations  include  palpable  purpura, 

sensorimotor  neuropathy, mononeuritis multiplex, 

membranoproliferative  glomerulonephritis  with  nephrotic  range  

proteinuria [49] . In  associated  connective  tissue  disease, Raynaud's  

phenomenon  may  be  seen. Cold  and  immobility  can  precipitate  an  

acute episode. 

Histology  reveals  pandermal  LCV  which  may  extend  into  the  

subcutis. Immune  complex  deposits  are  seen  as  eosinophilic  PAS  

positive  deposits  in  the  vessel  wall. Chronic  lesions  show  

mononuclear  predominant  infiltrate. Vasculitic  changes  in  other  

organs  such  as  kidney, lung  and  vasa  nervosa  are  also  observed. 

There  is  a  low  complement C4  and  a  normal  C3   in  the  blood  in  

all  cases. The  gold  standard  for  diagnosis  is  the  demonstration  of  
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cryocrit. Care  should  be  taken  in  transporting  the  blood  to  the  

laboratory  at  37  degree  celsius. 

URTICARIAL VASCULITIS (UV) : 

 Urticarial  vasculitis  also  called  MacDuffie  syndrome  is  

characterised  by  persistent  weals  with  histopathology  showing  

leukocytoclastic  vasculitis. Five  to  ten  percent  of  chronic  urticaria  

patients  were  found  to  have  urticarial  vasculitis[50] . There  are  two  

types  of  UV- Normocomplementemic  and  hypocomplementemic  UV. 

Normocomplementemic   type  accounts  for  70-80%  of  UV  and  runs  

a  benign  course. 

 Hypocomplementemic  UV  has  a chronic  relapsing  course  with  

urticaria, hypocomplementemia   and  anti-C1q  antibodies. The  peak  

incidence  is  between  third  and  fifth  decade  and  it  occurs  

exclusively  in  women[51]. It  is  often  idiopathic  but  it  can  be  

associated  with  connective  tissue  disease  such  as  SLE, sjogren’s  and  

sometimes  infections  and  haematological  malignancies[51]. Cutaneous  

lesions  of  both  the  forms  of  UV  are  weals  persisting  for  more  than  

24  hours.  They  tend  to  be  more  painful  than  pruritic  and  heal  with  

discolouration.  Angioedema  may  occur, as  may  purpura, livedo  

reticularis, bullae  and  nodules. It  is  also  associated  with  other  
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systemic  features  such  as  arthritis, glomerulonephritis, chronic  

obstructive  pulmonary  disease, ophthalmic  complications  and  

abdominal pain.  

The  sera  of  the  patients  have  polyclonal  IgG  directed  against  

collagen  like  region  of  C1q, leading  to  decrease  in  C1q , activation  

of  complement  pathway  and  formation  of  weals[52]. Skin  biopsy  

shows  minimum  of  leukocytoclasia  with  or  without  fibrinoid  

deposits. 

ANTI - GLOMERULAR BASEMENT MEMBRANE  VASCULITIS  

(Anti‐GBM  vasculitis): 

 Anti‐GBM  vasculitis,  also  called  the  Goodpasture  syndrome, 

involves  the  capillaries  of  glomeruli  and  lungs. Cutaneous  

involvement  with  vasculitic  changes  is  uncommon. Peak  incidence  

occurs  between  the  third  and  seventh  decade.  

 Autoantibodies  are  directed  against  NC1 domain  of  α  chain  of  

Type  IV  collagen [53]. This  molecule  is  found  in  the  lung  and  

kidney. The  immune  complexes  get  deposited  in  the  basement  

membrane  zone  of   lung, kidney  and  rarely  the  skin. [54] 



 
 

26 
 

 Clinical  features  include  cough, hemoptysis, fatigue  and  

breathlessness. These  symptoms  precede  renal  involvement. Skin  

involvement  includes  erythematous  macules  over  the  instep  of  the  

foot. The  survival  depends  on  the  early  renal  function. Death  occurs  

early  if  untreated. 

Small vessel  ANCA associated  vasculitis 

MICROSCOPIC  POLYANGIITIS (MPA) 

 Microscopic  polyangiitis  is  a  necrotising, non  granulomatous[23]  

inflammation  affecting  mainly  the  small  vessels. The  peak  age  of  

incidence  is  between  64  and  75  years  of  age.  

Anti  Neutrophilic  cytoplasmic  antibodies  causes  degranulation  

of TNF primed  neutrophils. The  degranulation  of  neutrophils  cause  

respiratory  burst  and  release  of  toxic  oxygen  radicals  and  ultimately  

to  vascular  inflammation [55] .  

MPA  initially  presents  with  constitutional  symptoms, such  as  

arthralgia, fever  and  weight loss  several  weeks  before  the  onset  of  

other  symptoms. Skin  lesions  as  an  initial  presentation  occurs  in  

about  40 percent  of  cases[56]. They  are  palpable  purpura, livedo  

reticularis, splinter  haemorrhages  and ulcers. Other  systems  involved  
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are  the  renal  and  lung  leading  to  necrotising  crescentic  

glomerulonephritis (without  immune  complex  deposition)  and  

pulmonary  hemorrhage  respectively. Neurologic  involvement  present  

as  peripheral  neuropathy  or  mononeuritis  multiplex  in  about  one  

third  of  patients. There  is  also  an  increased  risk  of  coronary  artery  

disease  and  hypertension  which  leads  to  raised  incidence  of  

myocardial  infarction  and  cerebrovascular  accidents [57] . 

Histopathology  shows  segmental  necrotising  vasculitis  around  

small  blood  vessels. There  is  no  granulomatous  inflammation. Blood  

investigations  show  anemia  of  chronic  disease  and  increases  levels  

of  acute  phase  reactants. There  is  also  hematuria  and  proteinuria  

present.   ANCA   against  MPO  or  PR3  is  present  in  almost  all   the  

patients. Imaging  helps  to  find  out  involvement  of  lungs. The  criteria  

to  diagnose  and  differentiate  from  other  ANCA  positive  vasculitis  is  

the  lack  of  biopsy  or  other  surrogate  markers  of  granulomatous  

inflammation. 

GRANULOMATOSIS  WITH  POLYANGIITIS / WEGENER’S 

GRANULOMATOSIS : 

Granulomatosis  with  polyangiitis  is  characterised  by  

necrotising  granulomatous  inflammation  of  small  and  medium  
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arteries, upper  and  lower  respiratory  tract. Friedrich  Wegener  first  

described  three  cases  who  presented  with  high  grade  fever  and  

negative  for  septic  screening, raises  ESR,  nasal  septal  involvement  

and  eventually  died. The  term  ‘Wegener’s granulomatosis’  was  first  

used  by  Sven Johnsson [58] . At  the  international  consensus,2013, the  

name  was  changed  to  Granulomatosis  with  polyangiitis. ANCA  

induced  neutrophil  degranulation  and  release  of  oxygen  radicals  

leads  to  vascular  inflammation. Bacteria  may  play  a  role  in  the  

pathogenesis. Staphylococcus  aureus  is  the  one  implicated. It  plays  a  

role  in  the  formation  of  granulomas  which  occurs  prior  to  the  onset  

of  vasculitis. The  granulomas  composed  predominantly  of  

granulocytes  act  as  the  source  of  proteinase 3 (PR3)  that  helps  to  

continue  the  inflammatory  process. 

The  peak  age  of  onset  is  45-65  years. It  is  also  common  in  

children,  the  median  age  of  onset  being  14 years [59,60]. They  

commonly  present  with  upper  and  lower  respiratory  tract  symptoms  

like  sinusitis, epistaxis, rhinorrhoea, otitis, hemoptysis  and  cavitating  

nodules  in the  lungs. Mucocutaneous  involvement  occurs  40%  of the  

cases. Skin  lesions  include  palpable  purpura, subcutaneous  nodules, 

vesicles  and  large  pyoderma  gangrenosum  like  ulcers. The  common  
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mucosal  lesion  is   oral  ulcers and strawberry  gingiva. Renal  

involvement  occurs  in  about  18%  and   eventually  leads  to  

glomerulonephritis  in  77%.  

  Biopsy  showing  LCV  and  granulomatous  inflammation  is  

found  in  50%  of  the  specimens. cANCA  is  positive  in   60-90%  of  

cases  and  pANCA  in  10 percent. 

Patients  when  untreated  have  a  1 year  mortality  rate  of  

80%[61]. Cancer  risk  is  increased  two  fold (acute  myeloid  leukemia  

and  bladder  cancer) [62,63]   

EOSINOPHILIC  GRANULOMATOSIS  WITH  POLYANGIITIS 

(EGPA) 

 Eosinophilic  granulomatosis  with polyangiitis  also  called  the  

Churg- strauss syndrome  is  characterised  by  eosinophil-rich  

necrotising  granulomatous  inflammation  vasculitis  and  respiratory  

involvement. The  peak  incidence  occurs  at  the  age  of  50. The  

clinical  presentation  is  divided  into  three  phases.  

1. The  first  phase  consists  of  adult  onset  asthma, allergic  rhinitis  

and nasal  polyps.  
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2. The  second  phase  is  that  of  peripheral  and  tissue  eosinophilia.  

3. The  third  phase  consists of  vasculitic  phase  involving  all  the  

organ systems. Cutaneous manifestations  are  most  common  in 

this  phase. 

Cardiomyopathy, mononeuritis  multiplex,  diffuse  alveolar  

hemorrhage, glomerulonephritis  can  occur. The  leading  cause  of  

death  is  due  to  the  cardiac  involvement  which  occurs  in  about  half  

of  the  patients.  

 Histology  shows  eosinophilic  infiltration  with  extravascular  

granulomas  and  necrotising  vasculitis  of  small  and  medium  sized  

arteries. Only  about  30%  of  patients  show  P-ANCA  or  C-ANCA 

positivity.[64] 

Medium vessel  vasculitis 

POLYARTERITIS  NODOSA  

 Polyarteritis  nodosa  also  called  the  kussmaul  Maeir  disease  is  

a  rare  necrotising  arteritis  of  medium  and  small  arteries  and  spares  

the  small  vessels. The  disease  that  is  limited  to  the  skin  is  called  

the  cutaneous  PAN[65]. The  peak  age  of  incidence  is  60  years. It  can  

be  associated  with  Hepatitis  B  infection[66], streptococcal  infections, 



 
 

31 
 

inflammatory  bowel  disorders  and  malignancies. Systemic  PAN  

presents  with  fever, arthralgia, weight loss, paresthesias, abdominal  

pain  and  shortness  of  breath. Bad  prognostic  factors  are  cardiac  

failure  and  mesenteric  ischemia[67]. Skin  involvement  in  systemic  

PAN  occurs  in  about  25 percent. Palpable  purpura, subcutaneous  

nodules, livedo  reticularis  and  gangrene  of  the  digits  are  some  of  

the  skin  manifestations. 

 Histology  findings  are  LCV  with  lymphocytic  infiltrates  of  

the  medium  sized  arteries   of  the  subcutaneous  tissue[68] . The  

vessels  show  target  like  appearance  caused  by  the  eosinophilic  ring  

of  fibrinoid  necrosis. Systemic  PAN  is  always  negative  for  ANCA. 

It  is  positive  in  around  10-25%  of  cutaneous  PAN. 

KAWASAKI DISEASE 

 Kawasaki  disease  also  called  the  mucocutaneous  lymph node  

syndrome  affects  medium  and  small  sized  arteries. It  is  most  

common  among  infants  and  young  children  less  than  five  years  of  

age. The  first  phase  is  an acute  febrile  illness  accompanied  by  acral  

edema, conjunctivitis, strawberry tongue  and  lymphadenopathy, lasting  

for  about  2 weeks. The  following  phase  lasts  for  about  3  weeks  and  

carries  the  highest  risk  for  coronary artery  involvement, leading  to  
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death  from  aneurysms  and  myocardial  infarctions. The  convalescent  

phase  is  characterised  by  returning  of  ESR  and  C- Reactive protein  

to  normal  levels. This  takes  a  period  of  about  3  weeks. 

LARGE VESSEL  VASCULITIS 

 Large  vessel  vasculitis  includes  Giant  cell  arteritis (GCA)  and  

Takayasu  arteritis. GCA  is  a granulomatous  arteritis  affecting  aorta  

and  its  major  branches and  commonly the  temporal  arteries, 

presenting  with  tender  palpable  arteries, headache, claudication  of  jaw  

muscles  and  loss  of  vision. Rarely, GCA  may  present  with  skin  

infarction. [69] 

 Takayasu  arteritis/ pulseless  disease  also   affects  the  aorta  and  

its  major  branches. Skin  manifestations  include  subcutaneous  

nodules, erythema  nodosum, erythema  induratum and  pyoderma  

gangrenosum  like  ulceration. [70] 

DRUG  INDUCED  VASCULITIS : 

 Drug induced  vasculitis, one  of  the  secondary  causes  of  

vasculitis  accounts  for  3%  of  vasculitis [71] . It  is  associated  with  

almost  every  class  of  drug. Small  vessel  vasculitis  with  cutaneous  

manifestations  occurs  in  the  majority  of  cases, although  medium  
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vessel  vasculitis  can  also  occur. Commonly  implicated  drugs  are  

antibacterials, analgesics, antiviral, anticonvulsants, antipsychotics, 

anticoagulants etc,.  

 Cell  mediated  and  humoral  mediated  immunity  are  both  

believed  to  play  important  role. The  most  probable  pathogenetic  

mechanism  is  the  activation  of  neutrophils, T cells  and  endothelial  

cells  by  antineutrophil cytoplasmic  antibodies (mostly pANCA) [72] . 

The  cause-effect  relationship  between  ANCA  and  drug  induced  

vasculitis  seems  to  be  most  applicable for  the  drugs  propylthiouracil  

and  hydralazine [73]. 

 The  clinical  manifestation  of  drug  induced  vasculitis  is  

indistinguishable  from  primary  vasculitis. It  occurs  after  a  mean  

period  of  1-3 weeks  after  drug  exposure [74] . Systemic  manifestation  

such  as  fever, arthralgia, renal  and  lung  involvement  can  also  occur.  

 No  specific  laboratory  or  histological  feature  is  specific  for  

the  diagnosis. Eosinophilia  is  seen  in  25%  of  cases  of  localised  

cutaneous  involvement  and  in  80%  of  cases  of systemic  

involvement. Biopsy  to   confirm  vasculitis, ANCA  levels,  arteriogram  

can  be  done. 
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CONNECTIVE  TISSUE  DISEASE  VASCULITIS: 

 Connective  tissue  disease (CTD) vasculitis  is  suspected  when  

patients  with  histology  proven  vasculitis  also  have  associated  

symptoms  such   as  dry  eyes  and  mouth, photosensitivity, arthritis, 

sclerosis  of  skin  and  serological  evidence  of  antibodies  such  as  

ANA, RF, APLA, anti - DNA and anti - Ro, La [27] . 

 The  presentation  is  usually  widespread  with  involvement  of  

multiple  organs  in  addition  to  the  small  and  medium  vessel  

vasculitis. Involvement  of  arterioles  and  postcapillary  venules  is  

characteristic.  The  diagnosis  is  supported  by  extravascular  

histological  features  of  skin, kidney etc,. 

INFECTIVE  VASCULITIS : 

 Infective  vasculitis  can  be  caused  by  all  types  of  infections  - 

viruses, bacteria, fungi, protozoa  and  helminths. The  term  ‘Septic 

vasculitis’ is  used to  describe  infective  vasculitis  caused by  

septicemia  and  infective  endocarditis [27] . 

 Histology  reveals  the  following  features -  

● small  vessel neutrophilic  vasculitis 

● scaty  perivascular  fibrin / fibrin  thrombi 
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● less  eosinophils  and  lymphocytes  compared  to  primary  

vasculitis  or  drug  induced  vasculitis.  

 There  may be  associated  subcorneal, intraepidermal  or  

subepidermal  neutrophilic  collection  along  with  tissue  eosinophilia  to  

support  the  diagnosis. 

MIMICKERS OF CUTANEOUS VASCULITIS 

(PSEUDOVASCULITIS)   

1) Haemorrhage   

  Pigmented  purpuric  dermatitis   

Idiopathic  thrombocytopenic  purpura   

2) Embolism  

Atrial  myxoma  

Cholesterol  embolus   

3) Thrombosis  

Antiphospholipid  antibody  syndrome (APS)  

Thrombotic  thrombocytopenic  purpura  

Purpura  fulminans   

4) Vessel  wall  defect 

Calciphylaxis 

Amyloidosis  
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AIMS  AND  OBJECTIVES 

 

To  study  the  epidemiological  spectrum  of  cutaneous  

vasculitides  as  seen  in  a dermatologic  clinic  and  to  determine  the  

clinico-pathological  correlation. 
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MATERIALS  AND  METHODS 

 

STUDY  DESIGN 

Cross-sectional  observational  study. 

STUDY  AREA 

Coimbatore  Medical  College  and  Hospital, Coimbatore -  Department  

of  Dermatology, Venereology  and  Leprosy 

STUDY  POPULATION 

Patients  attending  outpatient  clinic  of  Department  of  Dermatology, 

CMCH, Coimbatore. 

STUDY  PERIOD 

Twelve  months  -  June  2016  to  May  2017 

SAMPLE  SIZE : 

Forty (40)  consecutive  patients who  presented  with  palpable  

purpura, papules, plaques, nodules, vesicles, bullae, weals  or  other  

features  suggestive  of  vasculitis  were  included  in  the  study. All  the  

patients  were  explained  about  the  study   and  an   informed  consent  

was  obtained  from  all  the  patients  in  the  language  of  their  

convenience - Tamil / English. 
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SAMPLE  DESIGN : 

The  sample  was  designed  according  to  the  below  mentioned  

inclusion  and  exclusion  criteria.  

INCLUSION  CRITERIA: 

All  patients  with  clinical  evidence  of  cutaneous  vasculitis 

a. simultaneous  crops  of  palpable  purpura,  

b. papules, plaques, nodules, vesicles, bullae, pustules, ulcers  

and 

c. other  cutaneous  findings  like  urticaria, livedo reticularis  or  

edema  

EXCLUSION CRITERIA: 

a) patients with thrombocytopenia (<50, 000/mm3 )  

b) disorders of coagulation;  

c) patients on warfarin/heparin  

STUDY  DESIGN : 

In  all  patients  presenting  with  features  suggestive  of  

vasculitis, a  thorough  clinical history  regarding  age, sex,  duration  of  

the  disease, presence  of  other  associated  symptoms,  history  of  intake  
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of  any  medications  was  taken. Any  significant  past  illnesses  and  

comorbid  conditions  was  recorded.  

Clinical  examination  to  rule  out  systemic  involvement  was  

done. Blood  counts, bleeding  and  clotting  time, renal  and  liver  

functions  tests, chest  radiographs, urine  examination, ASO, CRP, RF, 

screening  for  infections  such  as  hepatitis  C & B  and  relevant  

autoantibodies  such  as  ANA  and  ANCA were  done  depending  on  

history  and  examination  findings . Patients  were  then  selected  for  

study  based  on  the  inclusion  and  exclusion  criteria. An  attempt  was  

made  to  give  a  diagnosis  based  on  the  clinical  findings. 

Biopsy  from  the  lesion  that  is  less  than  48  hours  duration  

was  taken  from  all  the patients. A  standard  4mm  disposable   punch  

was  used  to  take  biopsy  from  the  suspected  lesion. The  biopsy  

specimen  was  sent  for   both  routine  histopathological  examination 

(Hematoxylin  and  eosin) and  direct  immunofluorescence. The  results  

were  first  interpreted  by  senior  pathologists. In  every  case  the  

pathologic  diagnosis was  reconfirmed  by  the  investigator.  All  of  the  

above  investigations  were  done  on  the  first  visit or  in the   

subsequent  visits  to  the  hospital. 
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 The  histopathological  findings  observed  were  broadly  

classified  into  3  main  types. 

● Leukocytoclastic   vasculitis : 

  Characterised  by  fibrin  deposition  in  the  vessel  wall  

along  with  neutrophilic  infiltration. In   addition  to  the  above, there  

may  associated  endothelial  swelling / disruption  and  extravasation  of  

RBC’s. 

● Lymphocytic  vasculitis : 

  Presence  of  lymphocytic  cuff   around  the  blood  vessels. 

● Granulomatous  vasculitis : 

  Characterised  by  palisading  neutrophilic  granulomas  

around  blood  vessels. 

 The  clinical  presentations  were  correlated  with  a  

relevant  work  up  and  a  diagnosis   was  arrived  at  based  on  the  

Chapel  Hill  consensus  nomenclature  for  cutaneous vasculitis- 2012. 
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OBSERVATION   AND  RESULTS 

40  patients  were  enrolled  into  the  study.   

1.Age  Distribution 

A  total  of  40  patients  were  included  in  the  study. 

The  mean  age  was  33  years (range - 11  to  68  years).  

Table 1: Distribution of patients according to age 

Age n=40 Percentage 

≤21 years 10 25% 

>21 years 30 75% 

 

Chart 1: Age  distribution  of  patients. 
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2. Gender  distribution  

Males 

Number  of  patients = 24  (60%) 

Mean  age = 34.95 

Range = 15 to 68  

Females  

Number  of  patients = 16 (40%) 

Mean  age = 30.06 

Range = 11 to 50 

 

Table  2: Gender  distribution  of  the  patients 

Sex n=40 Percentage 

Males 24 60% 

Females 16 40% 
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Chart 2: Gender distribution  of  the  patients 

 

 
3. Age and Sex distribution 

The  age  and  sex  distribution  of  patients  is  depicted  below. 

 

Table 3: Distribution  of  males  and  females  between  the  two  age  

groups  (≤21  and  >21 years) 

Age Male Female 

≤30 years 5 (12.5%) 5 (12.5%) 

>30 years 18 (45%) 12 (30%) 
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Chart 3: Distribution  of  males  and  females  between  the  two  age  

groups  (≤21  and  >21 years) 

 

 

4. Types  of  skin  lesions 

The  various  skin  lesions  observed  in  the  40  patients  were  

palpable  purpura, weals, confluent  purpura, hemorrhagic  vesicles  and  

ulcers. Many  patients  had  more  than one  skin  lesions. 
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Table 4: Frequency  of  various  cutaneous  lesions 

Lesion n=40 Percentage 

Palpable purpura 38 95% 

Weals 2 5% 

Hemorrhagic vesicles 12 30% 

Ulcers 12 30% 

confluent purpura 5 12.5% 

Plaques  1 2.5% 

EMF like lesion 1 2.5% 

 

Chart 4 : Frequency  of  various  cutaneous  lesions. 
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5. Systemic manifestations 

 
Few  of  the  patients  presented  along  with  systemic  symptoms  

such  as  fever, arthralgia, abdominal pain, etc. 

 
 

Table 5 : Frequency  of  systemic  manifestations 

Systemic  symptoms n= 40 Percentage 

Present 19 47.5% 

Absent 21 52.5% 

 

The  various  systemic  manifestations  that  were  seen  in  our  

study  were  fever,  arthralgia, abdominal  pain  etc.  
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Table 6 : Frequency of  systemic  symptoms . 

Symptoms Frequency, n=40 Percentage % 

Abdominal pain 8 20 

Fever 3 7.5 

Joint pain 12 30 

vomiting  1 2.5 

Diarrhoea 1 2.5 

Loss of consciousness 1 2.5 

chest pain with breathlessness 1 2.5 

Loss of weight 1 2.5 

 

Chart 5 : Frequency of  systemic  symptoms . 
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The  most  common  systemic  symptom  associated  was  

arthralgia (30%)  followed  by  abdominal  pain (20%). Knee  joint  was  

the  most  common  joint  involved (8  out  of  12  patients). Vomiting, 

diarrhoea, loss  of  consciousness  and  chest  pain  with  breathlessness  

was  found  in  one  patient  each. The  patient  with  chest  pain  and  

breathlessness  had  associated  significant  loss  of  weight. 

 

6. Drug history 

Sixteen  (16)  patients  gave  history  of  intake  of  drugs  for  

illnesses  that  had  occurred  prior  to  the  onset  of  vasculitic  lesions. 

Few  patients  had  consumed  more  than  one  drug.  

Table 7 : Drug  intake  prior  to  the  onset  the  skin  lesions 

Drugs n=16 out of 40 

Antibiotics  5 

Analgesic 3 

steroids  2 

oral hypoglycemics 3 

others 4 

Unknown 2 
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The commonly  consumed  drugs  were  antibiotics  in  five, 

analgesics  in  three  and  oral hypoglycemics  in  three  patients. 

Antihistamines, Tamoxifen, ATT  and  Thyroxine  in  one  patient  each. 

Two  patients  were  taking  drugs, the  details  of  which  were  unknown. 

One  of  them  was  taking  drugs  for  the  treatment  of  infertility. 

 

 

Chart 6 : Drugs  taken  prior  to  the  onset  the  skin  lesions 
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Table 8 : The  details  of  the  individual  drugs  consumed 

Group Drug Number of cases 

Antibiotics 

cephalosporins 2 

Azithromycin 1 

Amoxicillin 1 

Ofloxicilin 1 

Analgesics 
Paracetamol 2 

Ibuprofen 1 

Oral hypoglycemics 
Metformin 2 

Glimepiride 1 

 

The  most  common  antibiotic  consumed  was  cephalosporins. 

Azithromycin, amoxicillin  and  ofloxacin  were  consumed  by  one  

patient  each. The  most  common  analgesic  consumed  was  

paracetamol  and  the  most  common  oral  hypoglycemic  was  

metformin. 
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7. History  of  recent  illness 

History  of  infectious  illness  in  the  recent  past  (within  a  

period  of  one  month) was  seen in  5  patients. 

 
Table 9 : Frequency  of  recent  infections 

Infection n=5 out of 40 Percentage 

Pharyngitis 2 4% 

Otitis externa 1 2.5% 

Herpes labialis 1 2.5% 

Bilateral CSOM 1 2.5% 

 

Chart 7 : Frequency  of  recent  infections 
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Two  individuals  suffered  from  pharyngitis  just  a  few  days  

prior  to  the  onset  of  vasculitis. One  patient  presented  with  bilateral  

chronic  suppurative  otitis  media (CSOM)  along  with  bilateral  facial  

palsy. All the  above  mentioned  patients  had  also  consumed  drugs  as  

a  treatment  of  the  infection  except  the  one  with  herpes  labialis. 

 
 

8. Recurrence 

Of  the  40  patients, nine (9)  patients  had  past  history  of  similar  

illness. 

Chart 8 : Rate  of  recurrence 

 



 
 

53 
 

9. Associations 

 

Eight (8) out  of  forty  patients  had  an  associated  non infectious  

medical  illness. The  relevance  of  the  illness  to  the  vasculitic  lesions  

were  not  known  except  for  one  patient  with  bilateral  CSOM  who  

was  later  diagnosed  as  a  case  of  Wegener’s  granulomatosis   

1. Bullous  pemphigoid 

2. Hypothyroidism 

3. Carcinoma  of  Breast 

4. Polycystic  ovarian  disease 

5. Atopy 

6. Peripheral  sensory  neuropathy 

7. Hiatus  hernia 

8. Bilateral facial palsy 

The  above  illnesses  had  occurred  in  one  patient  each. All  the seven  

patients  were  also  on  medications  for  their  respective  illnesses. 
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10. Laboratory  parameters 

 

The  following  blood   investigations  were  done  in  all  the   

40  patients. 

1. Complete  blood  count (CBC) 

2. Renal  function  test (RFT)  

3. Liver  function  test (LFT) 

4. Urine  routine 

5. CRP 

6. Infection  screen (ASO titre, Hepatitis B & C  and  HIV) 

Autoantibodies (RF, ANA, pANCA, c ANCA  and  Complement levels)  

were  tested  in  only  a  few  relevant  patients. 

7. Imaging – Chest X-ray  and  USG  abdomen  was  done  in  all  

patients. 

8. Other  additional  relevant  investigations  were  done  on  

individual  patients. 



 
 

55 
 

Table 10 : Hematological  workup  and imaging 

Abnormality n=40 Percentage % 

Leukocytosis 5 12.5 

Increased  renal  parameters- urea & 
creatinine 

1 2.5 

Hyperkalemia 1  2.5 

Raised  Bilirubin 1 2.5 

Raised LDH 1 2.5 

Hyperglycemia 5 12.5 

Hypothyroidism 1 2.5 

Raised ASO titres 3 7.5 

Proteinuria 2 5 

Hematuria 1 2.5 

Raised CRP 5 12.5 

RF 1 2.5 

ANA 1 2.5 

ANCA 2 5 

Hypocomplementemia 1 2.5 

Abnormal chest X-ray   2 5 

USG abdomen- PCOS 1 2.5 

Abnormality in OGD scopy 1 2.5 
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The  most  common  abnormality  observed  was  leukocytosis, 

hyperglycemia  and  raised  ESR, each  in  5  patients. ASO  titre  was  

raised  in  3  patients. Proteinuria  was  seen  in  2  patients  and  

hematuria  in  1  patient. Autoantibodies  such  as  ANA  and  

Rheumatoid factor  were  each  positive  in  one  patient. ANCA  was  

positive  in  2  patients, cANCA  was  positive  in  one  patient  and  

pANCA  was  positive  in  the  other  patient. Increased  renal  

parameters, hyperkalemia,  raised  Bilirubin, raised LDH, 

hypothyroidism, hematuria  and  hypocomplementemia  were  positive  in  

one  patient  each.  

Chest x-ray  in  one  patient  showed  multiple  rib  fractures  with  

lung  contusion  on  the  right  side  and  in  another  showed  multiple  

lung  cavities. In  the  latter  patient, diagnosis  of  tuberculosis  was  

made. Sputum  for  acid  fast  bacilli  was  negative. Later  she  was  

found  to  have  elevated  cANCA  and  diagnosed  with  GPA. One  

female  patient  who  was  on  treatment  for  infertility  had  polycystic  

ovaries  on  abdominal  ultrasonography. A  12  year  old  girl  who  

presented  with  purpura  followed  by  severe  epigastric   pain  

underwent  oesophago-gastro duodenoscopy (OGD scopy)  and  was  

diagnosed  with  a  large  hiatus  hernia. Renal  biopsy  was  performed  in  

one  patient  with  raised  renal  parameters  which  showed  minimal  
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mesangial  proliferation  with  two  glomeruli  showed  crescent  

formation. Immunofluorescence  report  showed  intense  positivity  for  

IgA  and  negative  for  IgG, IgM. Weak  positivity  for  fibrinogen  and  

C3   - Picture  suggestive  of  HSP nephritis.  

 
11. Etiological  diagnosis 

 An  attempt  was  made  to  give  an  etiological  diagnosis  to  the  

patients  based  on  the  clinical  history, examination  and  investigations. 

16  cases (40%)  occurred  following  drug  intake  and  in  5 cases (13%), 

an  infectious  etiology  was  considered. Collagen  workup  was  positive  

in  2  cases (5%)  although  none  of  them  showed  overt  signs  of  

collagen  vascular  disease. ANCA  positive  vasculitis   was  detected  in  

2 patients (5%). Malignancy  was  not  detected  in  any  patients  and   15  

cases (37%) of  cases  were  found  to  be  idiopathic. 
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Table 11 : Etiological  association 

Etiology No of cases Percentage % 

Drug  16 40 

Infection 5 13 

Collagen vascular disease 2 5 

ANCA vasculitis 2 5 

Idiopathic 15 37 

 

Chart 9 : Etiological  association 
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12. Clinical diagnosis 

 Of  the  40  patients,  a  clinical  diagnosis  of  CSVV  was  made  

in  29  patients. HSP  was  considered  in  six  patients. Two  patients  had  

weals  lasting  for  more  than  24  hours  and  another  presented  with  

erythema  multiforme   like  lesions. One  patient  had  erythematous  

plaques  over  the  hands  and  foot  in  whom  a  diagnosis  of  erythema  

elevatum  diutinum  was  considered.  Severe  systemic  manifestations  

with  involvement  of  lung  was  present  in  one  patient  in  whom 

medium  vessel  vasculitis  was  suspected.  

 

Table 12 : Clinical diagnosis 

Clinical  diagnosis n=40 Percentage % 

CSVV 29 72.5 

HSP 6 15 

UV 2 5 

EMF 1 2.5 

Erythema elevatum diutinum 1 2.5 

Medium   vessel  vasculitis 1 2.5 
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Chart 10: Clinical  diagnosis 

 

 

13. Histopathological diagnosis 

 Based  on  the  histopathological  findings,  36  patients  were  

offered  a  diagnosis  of  leukocytoclastic  vasculitis, 3  patients  showed  

lymphocytic  vasculitis.  Necrotising  vasculitis  of  medium  vessels  in  

subcutis  were  noticed  in  one  patient. 
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Table 13. Histopathological  diagnosis 

HPE  diagnosis n=40 Percentage 

LCV 36 90 

Lymphocytic vasculitis 3 7.5 

Necrotising  vasculitis  of medium  vessels 1 2.5 

 

Chart 11: Histopathological  diagnosis 
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14. Clinicopathological  correlation 

Of  the  29  patients  diagnosed  clinically  as  CSVV, 27  patients  

showed  leukocytoclastic  vasculitis  in  biopsy. The  other  two  patients  

showed  lymphocytic  vasculitis.  

 
Out  of  6  patients  who  were  diagnosed  with  HSP  clinically, all  

of  them showed  features  of  LCV. One  of  them  had  raised  urea, 

creatinine  with  positive  pANCA  suggestive  of Microscopic  

polyangiitis (MPA).  The  patient  who  was  diagnosed  with  medium  

vessel  vasculitis  showed  necrotising  vasculitis  of  medium  arteries  of  

deep dermis  and  subcutis. 

Table 14 :  Clinicopathological  correlation 

Clinical  diagnosis  

(number of cases)   

Histopathological diagnosis 

 (number of cases)   

CSVV (29) LCV (27) + LV (2) 

HSP (6) LCV (6) 

Medium vessel vasculitis(1) Necrotising vasculitis (1) 

Urticarial vasculitis (2)   LCV (1), LV (1) 

Erythema elevatum diutinum (1) LCV (1) 

Erythema  multiforme (1) LCV (1) 
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 As  shown  above, of  the  two  patients  who  were  diagnosed  as  

urticarial  vasculitis, one  had  lymphocytic  vasculitis  and  the  other  

showed  LCV.  Both  of  them  had  normal  levels  of  complement.  

Patients  who  were  diagnosed  showed  plaques  lesions (EED)  and  

EMF-like  lesions  also  had  LCV  in  histology. 

15.Direct  immunofluorescence  findings 

DIF  was  done  in  all  the  patients  from  the  lesional  skin . The  

type  of  skin  lesion  from  which  DIF  was  taken  varied  according  to  

the  presentation. It  was  taken  from  the  primary  lesion. Palpable  

purpura  was  chosen  in  the  majority  of  patients  who  presented  with  

it. In  others -  urticarial  lesions, plaque  lesion  and  EMF  like  lesion  

were  chosen  in  the  remaining  patients. 

 
 Out  of  40  patients, 25  were  positive  (62.5%)  for  blood  vessel  

immunoreactive  staining  in  our  study. The  following  table  depicts  

the  nature  of  deposits  among  the  25  patients. 
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Table 15 : Distribution  of  Direct  immunofluorescence  patterns  

among  the  various  vasculitis 

 

Diagnosis 
Total no of 

patients 

DIF 

positive 
C3 IgM IgA IgG 

CSVV 30 20 20 11 1 1 

UV 2 1 1 1 - - 

HSP 5 4 1 2 4 - 

MPA 1 - - - - - 

EED 1 - - - - - 

GPA 1 - - - - - 

TOTAL 40 25 22 14 5 1 
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FINAL  DIAGNOSIS 

The  final  diagnosis  was  arrived  from  correlating  clinical, histological  

and  laboratory  investigations. 

Table 16 : Clinical, pathological  and laboratory correlation 

Clinical  diagnosis 

(number of cases) 

HPE diagnosis 

(number of 

cases) 

Supportive  

investigation  

(number of cases) 

Final  diagnosis 

(number of 

cases) 

CSVV (29) 
LCV (27),  

LV (2) 
DIF positive  (20) CSVV (29) 

HSP (5) LCV (5) 
DIF  with  IgA  

deposits  (4) 
HSP (5) 

HSP(1) LCV (1) pANCA positive (1) MPA 

Medium vessel 

vasculitis(1) 

necrotising 

vasculitis (1) 

cANCA  positive 

cavities  lung (1) 
GPA 

Urticarial vasculitis 

(2) 

LV (1) 

LCV (1) 

Normal complement 

levels (2) 

Urticarial 

vasculitis(2) 

Erythema elevatum 

diutinum (1) 
LCV (1) - EED (1) 

Erythema  

multiforme (1) 
LCV (1) positive  DIF (1) CSVV (1) 
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Chart 12 : Final  diagnosis 
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COLOUR PLATES 
 

Fig 1 : Palpable purpura 

 

 

Fig 2 : Palpable purpura 
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Figure 3 : Palpable purpura extending on to the thigh 

 

 

Fig 4 : Purpura with hemorrhagic vesicles 
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Fig 5: Ulceration  on a backgroung of purpura 

 

 

Fig 6: Patient with multiple large ulcers 
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Fig 7 : Patient with urticarial vasculitis over the gluteal region and 

thigh 

   

 

 

Fig 8a: Chronic plaques of Erythema elevatum diutinum 
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Fig 8b : EED 

 

 

Fig 8c: EED 
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Fig 9 : Leukocytoclastic vasculitis 

 

 

Fig 10 : LCV with neutrophilic debris 
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Fig 11 : LCV with fibrinoid necrosis and infiltration 

 

 
Fig14 : Lymphocytic vasculitis 
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Fig 12: Granulomatosis with polyangiitis (GPA) 

 

 

Fig13 : Necrotising vasculitis of GPA 
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DISCUSSION 

Vasculitis  is  a  heterogenous  group  of  inflammatory  disorder  

characterised  by  a  wide  array  of  clinical  manifestations ranging  from  

benign, single  episode  vasculitis  to  severe, recurrent  and  life  

threatening  disease. It can  occur  as  a primary  phenomenon  or  

secondary  to  disorders  such  as  drug  intake, connective  tissue  

disorders, infections  and  malignancies. The  identification  of  systemic  

involvement  and  underlying  precipitating  factors,  if  any,  becomes  

essential  with  the  help  of  appropriate  investigations. The  presence  of  

more  than  one  proposed  precipitating  factor  in  the  same  patient  

makes  it  hard  to  attribute  the  presentation  to  one  factor  as  the  

cause. 

In  our  study,  we  have  analysed  the  clinical  features, relevant  

past  history  and  various  laboratory  tests  to  arrive  at  a  diagnosis. 

This  was  approached  further  with  skin  biopsy  and  the  results  

correlated  with  clinical  diagnosis. Our  study  throws  light  over  few  

newer  concepts  and  confirms  the  established  facts  of  vasculitis. 
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The   age  of  presentation  in  our  study  varied  from  11  to  68  

years (Mean - 33  years). In  the  study  by  Sais  et  al [75] , the  age  was  

in the  range-14- 89 (mean-51  years)  and  in  the  study  by  Ekenstam  

et  al [76] , it  was  1- 86 years (mean- 44.8 years). Gupta  et  al[77] reported  

a  age  range  of  5- 67  years.  

Table 17 : Comparison  of  gender  distribution  with  other  studies 

Studies Male Female 

Our  study 24 (60%) 16 (40%) 

Sais  et  al 71 (44.4%) 89 (55.6%) 

Gupta  et  al 20 (40%) 30 (60%) 

Ekenstam  et  al 31 (37.8%) 51 (62.2%) 

The  age  and  sex  distribution  pattern  in  our  study  and  in  the  

previous  mentioned  studies  reveals  that  the  initial  presentation  of  

vasculitis  shows  no  predilection  for  any  particular  age  or  sex  group.  

The  most  common  skin  lesion  in  our  study  was  palpable  

purpura  which  was  seen  in  95%  of  cases. Palpable  purpura  was  also  

the  most  common  presentation  observed  by  others. The  most  

common  site  involved  was  lower  limbs  extending  upto  thigh  and  
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buttock. Spreading  of  purpura  to  abdomen  also  involved  the  upper  

limbs  and  it  occurred  in  11 patients  in  our  study.  

The  second  most  common  primary  lesion  was  hemorrhagic  

vesicles  seen  in 30%  of  patients. This  was  followed  by  confluent 

purpura  in  12.5%, urticarial-like  plaques  in  5%, erythematous  plaques  

over  the  extremities  and  EMF-like  lesions  in  2.5%  each. Necrosis  

and  ulceration  which  were  considered  as  secondary  lesions  were  

seen  in  30%  of  cases. All  the  above  lesions  were  most  commonly  

observed  in  lower  limbs  especially  in  lower  two-thirds  of  legs. Most  

of  the  patients  had  only  one  type  of  skin  lesion (60%)   but  in  16  

patients (40%)  more  than  one  type  of  lesion  was  observed. 

Table 18 : Incidence  of  skin  lesions  in  various  studies  compared  

to  our  study 

 Our  study Sais  et  al Ekenstam  et  al 

Purpura 95% 89.2% 62.1% 

Urticaria like 5% 8.2% 20.1% 

Confluent purpura 12.5% 44.6% - 

Ulcers 30% 20.3% - 

Plaques 2.5% 6.09% - 
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 Systemic  manifestations  were  seen  in  19  patients (47.5%)  in  

our  study.  The  most  common  systemic  involvement  was  found  to  

be  arthralgia  found  in  30%  of  cases. Knee  joint  was  the  most  

commonest  joint  involved in  8  out  of  12  patients. It  was  of  acute  

onset  and  associated  with  skin  lesions. It  was  neither   associated  

with  any  other  previous  illness  nor  with  age  related  changes. The  

second  most  common  systemic  involvement  was  abdominal  pain  

seen  in  20%  of  patients. Vomiting, diarrhoea, loss  of  consciousness  

and  chest  pain  with  breathlessness  was  found  in  one  patient  each.  

Table 19: Comparison  of  systemic  symptoms  with  other  studies 

 Our  study Sais  et  al Ekenstam  et  al 

Fever 7.5% 31.6% 15.8% 

Arthralgia 30% 36.7% 42.6% 

Abdominal pain 20% 9.5% 9.7% 

Dysnoea 2.5% 7% 3.6% 

Additional  symptoms  seen  in  our  study  are  vomiting,  

diarrhoea, loss  of  consciousness  and  loss  of  weight. They  were  all  

reported  in  one  patient  each. Four  patients  had  both  abdominal  pain  

and  arthralgia  in  whom  a  clinical  diagnosis  of  HSP  was  made.   
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 In  our  study, sixteen (16)  patients  had  given  history  of  intake  

of  drugs  for  illnesses  that  had  occurred  prior  to  the  onset  of  

vasculitic  lesions. The  commonly  consumed  drug  in  our  study  was  

antibiotics  seen in  four  patients (12.5%) . This  is  comparable  with  

study  done  by  Ekenstam  et  al  in  which  the  incidence  of  drug  

intake  was  9.7%  and  the  most  commonly  consumed  drug  was  

antibiotics.  The  second  common  in  our  study  was  analgesics  and  

oral hypoglycemics agents in  three  patients  each. Antihistamines, 

Tamoxifen, ATT and  Thyroxine  in  one  patient  each. Two  patients  

were  taking  drugs,  details  of  which  were  unknown. One  of  them  

was  taking  drugs  for  the  treatment  of  infertility.  

 History  of  infectious  illness  in  the  recent  past  was  seen in  5 

(12.5%) patients  in  our  study. This  incidence  is  comparable  with  

Ekenstam  et  al  study  which  showed  an  incidence  of  9.7%. In  our  

study, two (5% ) patients  had  suffered  from  upper  respiratory  tract  

infection, one  had  otitis externa  and  another  had  bilateral  chronic  

otitis  media. All  the  above  mentioned  patients  had  taken  antibiotics  

as  treatment. Therefore  the  etiological  association  could  not  be  

ascertained  in  these  cases. 
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 Out  of  40  patients  in  our  study, 9  patients  had  similar  skin  

lesions  in  the  past.  Of  the  9  patients  with  recurrence, 7  had  the  

illness  for  less  than  6  months. Vasculitis  that  is  limited  to  a   period  

of  6 months  is  considered  to  be  acute  and  are  typically  associated  

with  a  drug  or  infectious  trigger  in  about  60%  of  cases[ CArlson] 

 Eight  out  of  forty  patients  in our  study  had  an  associated  non 

infectious  medical  illness. They  were : 

1. Bullous  pemphigoid 

2. Hypothyroidism 

3. Carcinoma  of  Breast 

4. Polycystic  ovarian  disease 

5. Atopy 

6. Peripheral  sensory  neuropathy 

7. Hiatus  hernia 
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8. Bilateral facial palsy 

The  associations  appear  to  be  incidental  and  their  significance  

is  not  known.  

 Etiological  association  was  suspected  in  63%  of  our  patients. 

This  is  comparable  to  studies  by  Gupta et al  in  which  etiological  

association  was  suspected  in  74%  of  patients  and  in  67.2%  by  Sais 

et al. The  most  common  cause  implicated  was  drug  intake (40%)  

followed  by  infection  in  13%  of  patients  in  our  study.  Gupta  et  al  

reported  drug-induced  vasculitis  in  50%  and  an  infectious  etiology  

in  10%. These  figures  are  also  comparable  to  our  study. 

Table 20 : Comparison  of  etiological spectrum  between studies 

Etiology our  study Gupta et al Sais et al Ekenstam et al 

Drug  intake 40% 50% 9.6% 9.75% 

Infection 13% 10% 28% 9.75% 

 The  most  common  blood  parameter abnormality  observed  in  

our  study  was  leukocytosis, hyperglycemia  and  raised  ESR, each of  

them  in  5  patients (12.5%)  indicating  an  ongoing  active  

inflammation. Sais  et  al  observed  a  raised  ESR  in  52.4%  and  

leukocytosis  in  18%. ASO  titre  was  raised  in  3  patients  in  our  
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study. Though  it  was  observed  in  patients  different  from  those  who  

had  suffered  from  pharyngitis.   

Abnormal  renal  function  in  the  form  of  proteinuria  was  seen  

in  2  patients (5%) and  hematuria  in  1  patient (2.5%). Increased  serum  

urea,   creatinine  and  electrolyte  abnormalities (hyperkalemia)  were  

observed  in  one  patient  each. The  patient  with  raised  RFT  was  later  

found  to   be  pANCA  positive  suggesting  an  ANCA  vasculitis. The  

incidence  of  renal  involvement  was  very  less  in  our  study  when  

compared  to  the  Sais  et  al  study  in  which  raised  urea  and  

creatinine  was  observed  in  26%  and  urine  abnormalities  in  21.1%.  

Collagen  vascular  disease  in  the  form  of   detection  of  

autoantibodies  such  as  ANA  and  Rheumatoid  factor  revealed   

positivity  in  one  patient  each (2.5%  each). None  of  the  patients  

showed  overt  features  of  collagen  vascular  diseases. ANA  and  RA  

were  positive  in  28.5%  and  26.4%   in  the  study  by  Sais  et  al  and  

were also  related  to  collagen  vascular  disease.  ANCA  was  positive  

in  2  patients  in  our  study, one  patient  was  cANCA  positive  and  the  

other  was  pANCA  positive. Abnormal  liver  parameters, 

hypothyroidism  and  hypocomplementemia  were  seen  in   one  patient  
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each - 2.5%. Decrease  in  complement  levels  was  seen  in   a  patient  

with  severe  HSP  nephritis. 

Chest x-ray  was  found  to  be  abnormal  in  2  patients. One  

patient  showed  multiple  rib  fractures  with  lung  contusion  on  the  

right  side  which  was  secondary  to  a road  traffic  accident  and  

another  showed  multiple  thin  walled  cavities  who  presented  with  

respiratory  failure. The  patient  was  diagnosed  of   tuberculosis  and 

started  on  ATT. Later  was  found  to  have  elevated  cANCA  and  

diagnosed  with  GPA.  

Renal  biopsy  was  performed  in  one  patient  with  raised  renal  

parameters  which  features suggestive  of  HSP nephritis. 

Table 21 : Investigations  -   compared  to  other  studies. 

Investigations 
Our  

study % 

Sais  

 et  al% 

Ekenstam  

 et  al% 

Leukocytosis 12.5 52.4 - 

Increased  renal  parameters- 

urea & creatinine 
2.5 10 83 

Raised  Bilirubin 2.5 - 5.8 

Raised ASO titres 7.5   

Proteinuria 5 19 - 
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Hematuria 2.5 - 7.3 

RF 2.5 26.4 28 

ANA 2.5 28.5 20.6 

ANCA 5 21 - 

Hypocomplementemia 2.5 25 3 

Abnormal chest X-ray 5 - 8.3 

Of  the  40  patients  in  our  study,  a  clinical  diagnosis  of  CSVV  

was  made  in  29  patients,  who  had  no  associated  systemic  

symptoms  and  abnormality  in  the  workup. HSP  was  considered  in  

six  patients  who  presented  with  palpable  purpura  and  associated  

systemic  features  such  as  joint  and  abdominal  pain  and  2  of  them  

had  abnormal  renal  parameters. One  patient  had  painful  urticarial-

like  lesions   over  the  trunk  and  lower  limbs  that  persisted  for  about  

3-5  days  to  leave  a  post  inflammatory  hyperpigmentation  in  whom  

a  diagnosis  of  urticarial  vasculitis  was  considered. Another  patient   

presented  with  erythema  multiforme-like  lesions  more  over   the  

extremities. EED  was  suspected  in  a  patient  with  few  erythematous  

plaques  and  many  fibrotic  nodules  over  the  palms, soles  and  few  

over  the  trunk. Severe  systemic  manifestations  were  present  in  one  

patient  along  with  purpura  and   large  ulcers,  in  whom  a  medium  

vessel  vasculitis  was  suspected. 
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Histology  showed  features  of  leukocytoclastic  vasculitis  in  36 

(90%)  patients. Lymphocytic  vasculitis  was  seen  in  3 (7.5%) patients. 

Gupta  et  al  observed  a  slightly  lower  incidence  of  LCV - 72% and  

lymphocytic  vasculitis  in 12%  of  cases. Necrotising vasculitis(GPA)  

involving  the  medium  vessels  of  the  deep  dermis   and  subcutaneous  

tissue  was  seen  in  one  patient . 

 In  our  study, DIF  was  positive  in   62.5%  of  patients  which  is  

comparable  to  study  by  Kulthanan et al[78]  with  76%   positive  DIF  

and  96%  in  studies  by  Grunwald  et  al [79] and  Mackel  et  al[80] . Of  

the  30  CSVV  patients,  around  66%  showed  positive  DIF. All  of  

them  had  C3  deposits  and  55% (11 out  of  20 patients ) of  them  had  

IgM  deposits. In  HSP  vasculitis, 4  out  of  5  patients  had  predominant  

IgA  deposits. DIF  was  positive  in  one  patient  out  of  2  patients  with  

urticarial  vasculitis. The  most  common  immunoreactive  deposit  in  all  

the  studies  was  C3. The  next  most  common  was  IgM  similar to   

other  studies.   

 In  cases  clinically  diagnosed  with  CSVV, the  diagnosis  was  

confirmed  by  absence  of   systemic  features  suggestive  of  other  

organ  involvement  and  absent  laboratory  or  imaging  abnormalities 

[81] . They  constituted  75%  of  cases  in  our  study.  Among  the  cases 
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of  CSVV, those  with  history  of  drug  intake / infection  are  also  

known  as  hypersensitivity  vasculitis  or  allergic vasculitis.   

The  diagnosis  of  HSP  was  based  on  the  presence  of  purpura  

predominantly  over  the  lower  limbs  and  presence  of  one  of  the  

following  4  features [82] . 

1. Abdominal  pain 

2. Arthritis / arthralgia 

3. Abnormal  renal  function  - hematuria, proteinuria etc 

4. LCV / Proliferative  glomerulonephritis  with  predominant  Ig A  

deposition  in  renal  biopsy 

 Of  the  six  cases  clinically  diagnosed (purpura, arthralgia / 

abdominal  pain)  as  HSP, all  6  showed  LCV  in  histology,  3 had  

abnormal  renal  parameters  and   4  patients  had  positive  DIF. One  of  

them  had  severe  renal  involvement  and  renal  biopsy  was  carried  

out  which  showed  predominant  deposits  of  Ig A and  mesangial  

proliferation  suggestive  of  HSP. One  patient  had  large  ulcers  on   a  

background  of  purpura,  showed  high  titres  of  pANCA  positivity  

with  raised  renal  parameters  suggestive  of  microscopic  polyangiitis. 
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Among  the  3  patients  with  histopathological  findings  of  

lymphocytic  vasculitis,  2  had  clinical  presentation  of  palpable  

purpura  and  1  had  a  clinical   picture  of  urticarial  vasculitis . The  

histological  picture  of  lymphocytic  vasculitis  has  been  commonly  

reported  in  collagen  vascular  disorders  followed  by  urticarial  

vasculitis [83] . In  other  2  patients who  presented  with  palpable  

purpura, this  picture  might  be  explained  delayed  timing  of   

presentation  and  biopsy (>48 hours) [84] .  

Two  other  patients  clinically diagnosed  as  UV  and  EED (1 

patient)  and  EMF (1 patient)  also  showed  leukocytoclasia  with  no  

other  abnormality  in  other  parameters. 

One  young  female  patient  who  presented  with  bilateral  

CSOM, facial  palsy  and  respiratory  failure  who  was  suspected  to  

have  medium  vessel  vasculitis  showed  multiple  cavities  in  the  lung, 

high  titres  of  cANCA  positivity  and  necrotizing  vasculitis  of  

medium  vessels. A  diagnosis  of  Wegener’s  granulomatosis  was  

made. The  patient  expired  within  a  few  days. 

On  correlating  the  clinical, laboratory  and  histopathological  features, 

5  different  diagnosis  was  arrived  at  in  our  study.  
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The  final  diagnosis  in  percentage  is  as  given  below 

 

Table 22 : Final diagnosis 

Final  diagnosis Percentage 

CSVV 75% 

HSP 12.5% 

UV 5% 

EED 2.5% 

MPA 2.5% 

GPA 2.5% 
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SUMMARY 

A  descriptive  study  on  the  clinicopathological  correlation  of  

cutaneous  vasculitis  was  done  from  June  2016  to  May  2017. 

Patients  who  presented  with  skin  lesions  and  systemic  symptoms  

suggestive  of  vasculitis  were  included  in  the  study. A  thorough  

history,  clinical  examination, blood  work  up, imaging  and  

histopathological  examination  was  done  and  a  final  diagnosis  was  

made. The  incidence  of  each  parameter  was  recorded,   analysed  and  

compared  with  other  studies. 

● Our  study  included  40  patients  with  skin  lesions  suggestive  of  

vasculitis. There  were  24  males  and  16  females. 

● Mean  age  of  patients  in  our  study  was  33 years 

●  Skin  only  involvement  was  seen  in  52.5%  of  patients.  

● The  most  common  cutaneous  manifestation  was  palpable  

purpura  followed  by  hemorrhagic  vesicles, ulcers and  weals. 

● Systemic  involvement  was  seen  in  47.5 %  of  patients. The  

common  systemic  manifestations  observed  were  fever,  

arthralgia  and  abdominal  pain. 
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● The  most  common  laboratory  abnormality  observed  was  

leukocytosis  and  raised  CRP  suggesting  an  ongoing  

inflammation. 

● Renal  involvement  was  seen  in  7.5%  patients  in  the  form  of  

raised  urea  and  creatinine, hematuria  and  proteinuria 

● Lung  involvement  in  the  form  of  multiple  cavitating  nodules  

with  respiratory  failure  was  seen  in  1  patient  with  

Granulomatosis  with  polyangiitis.  

● Cutaneous  small  vessel  vasculitis (without  systemic  

involvement)  constituted  the  majority  of  cases - 75% 

● HSP  vasculitis  was  the  second  most  common vasculitis  

observed  was 12.5%.  

● ANCA  positive  vasculitis  constituted  5%  of  cases  in our  

study. 

● Normocomplementemic  urticarial  vasculitis  comprised  of   5%  

of  cases 

● Erythema  elevatum  diutinum  was  diagnosed  in  1 patient   

(2.5%) 

● One  patient  who  was  diagnosed  with  Granulomatosis  with  

polyangiitis  succumbed  to  the  illness. 
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CONCLUSION 

Cutaneous  vasculitis  with  its  myriad  clinical  presentations  

remains  a  diagnostic and  therapeutic  challenge. Accurate  diagnosis  

depends  on  a  stepwise  and systematic  evaluation  of  the  patient. This  

begins  with  the  fundamentals  of history  and clinical  examination;  and  

progresses  to  histopathological  examinations  and  laboratory  studies. 

With  the  extent  of  scientific  progress  seen in  the  areas  of  

immunology  research, it  is  likely  that  vasculitis may enter  the realm  

of  personalised medicine (85) . Examples  towards  this  trend  is  the  

identification  of  a  number  of genes  which  are  strongly  associated  

with  specific  vasculitis (For example HLA DRB1*04  is  associated  

with  Giant  cell  arteritis)  and  development  of  targeted therapies.  

With  all  this  progress  comes  the  cost  of  expensive  

investigations  and  treatment. This  is  likely  to  place  strain  on  the  

finances  of  the  health  system. This precisely  was  one  of  the  

challenges  that  we  faced  in  our  study, as  mentioned subsequently  in  

the  study  limitations  section.  

The  experience  gained  from  this  study  helped  us  to  rely  more  

rationally  on clinical  and  histopathological  features  in  arriving  at  a  
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specific diagnosis. Special laboratory  investigations  were  diligently  

used  only  in  special  circumstances.   

Limitations  of  the  study: 

1.  As  the  study  was  a  cross-sectional  observational  study, 

follow-up  data was  not  available  in  a  few  cases.   

2. The  study  sample  size  was small 

3. Due  to  lack  of  certain  facilities,  expensive  investigations  (such  

as autoantibody  testing)  could  not  be  done  in  all  patients. 



 
 

93 
 

BIBLIOGRAPHY 

1. Decleva I, Marzano AV, Barbareschi M, Berti E. Cutaneous 

manifestations in systemic vasculitis. Clin Rev Allergy Immunol 

1997;15:5–20 

2. Jennette JC, Falk RJ, Andrassy K, Bacon PA, Churg J, Gross WL, 

et al. Nomenclatura of systemic vasculitides:proposal of an 

international consensus conference. Arthritis Rheum 1994; 37: 

187-192. 

3. Marzano AV, Vezzoli P, Berti E. Skin involvement in cutaneous 

and systemic vasculitis. Autoimmunity reviews. 2013 Feb 

28;12(4):467-76. 

4. Carlson JA. The histological assessment of cutaneous vasculitis. 

Histopathology. 2010 Jan 1;56(1):3-23. 

5. Hautmann G, Campanile G, Lotti TM. The many faces of 

cutaneous vasculitis. Clinics in dermatology. 1999 Oct 

31;17(5):515-31. 

6. Gamarra Iglesias A, Restrepo Suárez JF, Valle R, Osorio 

E,Bolaños A, Méndez O, Matteson E. Historia de las vasculitis.Rev 

colomb Reumato 2002; 9: 87-121.  . 

7. Willan R. On cutaneous diseases. Vol. 1. London: J. Jonson, 1808: 

452-471   

8. Jennette JC, Falk RJ. Small-Vessel Vasculitis. The New England 

Journal of Medicine. 1997; 337: 1512-1523   

9. Crissey JT, Parish LC. Vasculitis: The historical development of 

the concept. Clin Dermatol 1999; 17: 493-497. 



 
 

94 
 

10. Schönlein JL. Allgemeine und specielle Pathologie und Therapie. 

3rd ed. Vol. 2. Herisau, Switzerland: Literatur Comptoir, 1837: 48. 

11. Henoch E. Über den Zusammenhang von Purpura und Intestinal 

störungen. Berl Klin Wochenschr 1868; 5: 517-519. 

12. Henoch EH. Lectures on diseases of children: a handbook for 

physicians and students. New York: W. Wood, 1882. 

13. Zeek PM, Smith CC, Weeter JC. Studies on periarteritis nodosa III. 

The differentiation between the vascular lesions of periarteritis 

nodosa and of hypersensitivity. Am J Pathol 1984; 24: 889-917. 

14. Zeek PM, Periarteritis nodosa: a critical review. Am J Clin Pathol 

1952; 22: 777-790   

15. Weidman FD, Besancom JH. Erythema elevatum diutinum. Arch 

Dermatol 1929; 20: 593-620   

16. Iglesias Gamarra A, Matteson EL, Restrepo JF. Small vessel 

vasculitis History, classification, etiology, histopathology, clinic, 

diagnosis and treatment. Revista Colombiana de Reumatología. 

2007 Sep;14(3):187-205. 

17. Matteson EL. Historical perspective of vasculitis:Polyarteritis 

Nodosa and Microscopic Polyangiitis. Current Rheumatol Rep 

2002; 4: 67-74   

18. Groos WL, Schnabel A, Reinhold-Keller E. Wegener´s 

Granulomatosis: clinical Aspects In: Vasculitis edited by Gene V 

Ball S Louis Bridges Jr Chapter 25 Oxford.university Press, pp. 

357-365. 

19. Klinger H. Grenz formender Periarteritis nodosa. Franfurten 

Zeitschrift für Pathologie 1932; 42: 455-480   



 
 

95 
 

20. Gilliam, J.N. and Smiley, J.D. (1976) Cutaneous necrotizing 

vasculitis and related disorders. Annals of Allergy 1976;37:328-339  

21. Fries JF, Hunder GG, Bloch DA et al. The American College of 

Rheumatology 1990 criteria for the classification of vasculitis. 

Summary. Arthritis Rheum. 1990; 33; 1135–1136. 

22. Leavitt RY, Fauci AS, Bloch DA et al. The American College of 

Rheumatology 1990 criteria for the classification of Wegener's 

Granulomatosis. Arthritis Rheum. 1990; 33; 1101–1107. 

23. Jennette JC, Falk RJ, Bacon PA, et al. 2012 revised International 

Chapel Hill Consensus Conference Nomenclature of Vasculitides. 

Arthritis Rheum 2013;65(1):1–11. 

24. Ryan TJ. Cutaneous circulation. In: Goldsmith LA, ed. 

Biochemistry and Physiology of the Skin. New York: Oxford 

University Press, 1983: 817–77.  

25. Braverman IM, Yen A. Ultrastructure of the human dermal 

microcirculation. II. The capillary loops of the dermal papillae. J 

Invest Dermatol 1977;68:44–52 

26. Braverman IM, Yen A. Ultrastructure of the human dermal 

microcirculation. III. The vessels in the mid‐ and lower dermis and 

subcutaneous fat. J Invest Dermatol 1982;78:297–30 

27. Carlson JA, Ng BT, Chen KR. Cutaneous vasculitis update: 

diagnostic criteria, classification, epidemiology, etiology, 

pathogenesis, evaluation and prognosis. The American journal of 

dermatopathology. 2005 Dec 1;27(6):504-28.  

28. Chen KR, Carlson JA. Clinical approach to cutaneous vasculitis. 

Am. J. Clin. Dermatol. 2008; 9; 71–92. 



 
 

96 
 

29. Carlson JA, Chen KR. Cutaneous vasculitis update: small vessel 

neutrophilic vasculitis syndromes. Am. J. Dermatopathol. 2006; 

28; 486–506. 

30. Bosch X, Guilabert A, Espinosa G, Mirapeix E. Treatment of 

antineutrophil cytoplasmic antibody-associated vasculitis: a 

systematic review. JAMA. 2007;298:655–69 

31. Wiik AS. Clinical use of serological tests for antineutrophil 

cytoplasmic antibodies. What do the studies say? Rheum Dis Clin 

North Am. 2001;27:799– 813, vi–vii. 

32. Calabrese LH , Michel BA , Bloch DA , et al. The American 

College of Rheumatology 1990 criteria for the classification of 

hypersensitivity vasculitis . Arthritis Rheum 1990 ; 33 ( 8 ): 1108 – 

13 . 

33. Chua SH, Lim JT, Ang CB. Cutaneous vasculitis seen at a skin 

referral centre in Singapore. Singapore Med J 1999;40(3):147–50 

34. Collier PM, Neill SM, Branfoot AC, et al. Erythema elevatum 

diutinum – a solitary lesion in a patient with rheumatoid arthritis. 

Clin Exp Dermatol 1990;15:394–5. 

35. Buahene K, Hudson M, Mowat A, et al. Erythema elevatum 

diutinum – an unusual association with ulcerative colitis. Clin Exp 

Dermatol 1991;16:204–6. 

36. Yiannias JA, el‐Azhary RA, Gibson LE. Erythema elevatum 

diutinum: a clinical and histopathologic study of 13 patients. J Am 

Acad Dermatol 1992;26:38–44. 



 
 

97 
 

37. LeBoit PE, Yen TS, Wintroub B. The evolution of lesions in 

erythema elevatum diutinum. Am J Dermatopathol 1986;8:392–

402.  

38. Shanks JH, Banerjee SS, Bishop PW, et al. Nodular erythema 

elevatum diutinum mimicking cutaneous neoplasms. 

Histopathology 1997;31:91–6.  

39. Ayoub N, Charuel J‐L, Diemerte M‐C, et al. Antineutrophil 

cytoplasmic antibodies of IgA class in neutrophilic dermatoses 

with emphasis on erythema elevatum diutinum. Arch Dermatol 

2004;140:931–6 

40. Lallas A , Sidiropoulos T , Lefaki I , Tzellos T , Sotiriou E , Apalla 

Z . Photo Letter to the editor: Dermoscopy of granuloma faciale . J 

Dermatol Case Rep 2012; 6( 2): 59– 60 

41. Ortonne N, Wechsler J, Bagot M, Grosshans E, Cribier B. 

Granuloma faciale: a clinicopathologic study of 66 patients. J Am 

Acad Dermatol 2005;53(6):1002–9 

42. Ziemer M, Koehler MJ, Weyers W. Erythema elevatum diutinum – 

a chronic leukocytoclastic vasculitis microscopically 

indistinguishable from granuloma faciale? J Cutan Pathol 

2011;38(11):876–83 

43. Al‐Sheyyab M, el‐Shanti H, Ajlouni S, Batieha A, Daoud AS. 

Henoch‐Schonlein purpura: clinical experience and contemplations 

on a streptococcal association. J Trop Pediatr 1996;42(4):200–3.  

44. Al‐Sheyyab M, Batieha A, el‐Shanti H, Daoud A. Henoch‐Schonlein 

purpura and streptococcal infection: a prospective case‐control 

study. Ann Trop Paediatr 1999;19(3):253–5  



 
 

98 
 

45. Kerr MA. The structure and function of human IgA. Biochem. J. 

1990; 271: 285–96. 

46. Trapani S, Micheli A, Grisolia F et al. Henoch Schonlein purpura 

in childhood: epidemiological and clinical analysis of 150 cases 

over a 5-year period and review of literature. Semin. Arthritis 

Rheum. 2005; 35: 143–53  

47. Terrier B , Cacoub P . Cryoglobulinemia vasculitis: an update . 

Curr Opin Rheumatol 2013 ; 25 ( 1 ): 10 – 18  

48. Monti G, Galli M, Invernizzi F, et al. Cryoglobulinaemias: a 

multi‐centre study of the early clinical and laboratory manifestations 

of primary and secondary disease. GISC. Italian Group for the Study 

of Cryoglobulinaemias. QJM 1995;88(2):115–26. 

49. Barbiano di Belgiojoso G, Bertoli S, Tarantino A, et al. Renal 

lesions in essential mixed IgG‐IgM cryoglobulinemia. Study of 48 

cases. Boll Ist Sieroter Milan 1981;60(4):316–27 

50. Davis MD, Brewe JD Urticarial vasculitis and 

Hypocomplementemic urticarial vasculitis syndrome Immunol 

Allergy Clin North Am 2004;24:183–213, vi   

51.  Davis MD,Daoud MS,Kirby B,et al Clinicopathologic Correlation 

of hypocomplementemic and normocomplementemic urticarial 

vasculitis J Am Acad Dermatol 1998;38:899–905   

52.  Wisnieski JJ, Jones SM. IgG autoantibody to the collagen‐like 

region of Clq in hypocomplementemic urticarial vasculitis 

syndrome, systemic lupus erythematosus, and 6 other 

musculoskeletal or rheumatic diseases. J Rheumatol 

1992;19(6):884–8  



 
 

99 
 

53. Turner N, Mason PJ, Brown R, et al. Molecular cloning of the 

human Goodpasture antigen demonstrates it to be the alpha 3 chain 

of type IV collagen. J Clin Invest 1992;89(2):592–601. 

54. Ross JB, Cohen AD, Ghose T. Goodpasture’s syndrome associated 

with skin involvement. Arch Dermatol 1985;121(11):1442–4. 

55. Falk RJ, Terrell RS, Charles LA, Jennette JC. Anti‐neutrophil 

cytoplasmic autoantibodies induce neutrophils to degranulate and 

produce oxygen radicals in vitro. Proc Natl Acad Sci USA 

1990;87(11):4115–19. 

56. Guillevin L, Durand‐Gasselin B, Cevallos R, et al. Microscopic 

polyangiitis: clinical and laboratory findings in eighty‐five patients. 

Arthritis Rheum 1999;42(3):421–30  

57. Suppiah R, Judge A, Batra R,, et al. A model to predict 

cardiovascular events in patients with newly diagnosed Wegener’s 

granulomatosis and microscopic polyangiitis. Arthritis Care Res 

(Hoboken) 2011;63(4):588–96. 

58. Johnsson S. A case of Wegener’s granulomatosis. Acta Pathol 

Microbiol Scand 1948;25(5):573–84. 

59. Akikusa JD, Schneider R, Harvey EA, et al. Clinical features and 

outcome of pediatric Wegener’s granulomatosis. Arthritis Rheum 

2007;57(5):837–44.  

60. Cabral DA, Uribe AG, Benseler S, et al. Classification, 

presentation, and initial treatment of Wegener’s granulomatosis in 

childhood. Arthritis Rheum 2009;60(11):3413–24  

61. Mukhtyar C, Hellmich B, Jayne D, Flossmann O, Luqmani R. 

Remission in antineutrophil cytoplasmic antibody‐associated 



 
 

100 
 

systemic vasculitis. Clin Exp Rheumatol 2006;24(6 Suppl. 

43):S93–8. 

62. Faurschou M, Sorensen IJ, Mellemkjaer L, et al. Malignancies in 

Wegener’s granulomatosis: incidence and relation to 

cyclophosphamide therapy in a cohort of 293 patients. J Rheumatol 

2008;35(1):100–5.  

63. Knight A, Askling J, Ekbom A. Cancer incidence in a 

population‐based cohort of patients with Wegener’s 

granulomatosis. Int J Cancer 2002;100(1):82–5. 

64. Davis MD, Daoud MS, McEvoy MT, Su WP. Cutaneous 

manifestations of Churg‐ Strauss syndrome: a clinicopathologic 

correlation. J Am Acad Dermatol 1997;37(2 Pt 1):199–203 

65. Daoud MS, Hutton KP, Gibson LE. Cutaneous periarteritis nodosa: 

a clinicopathological study of 79 cases. Br J Dermatol 

1997;136(5):706–13 

66. Trepo C, Thivolet J. [Australia antigen, virus hepatitis and 

periarteritis nodosa.] Presse Med 1970;78(36):1575 

67. Guillevin L, Lhote F, Gayraud M, et al. Prognostic factors in 

polyarteritis nodosa and Churg‐Strauss syndrome. A prospective 

study in 342 patients. Medicine (Baltimore) 1996;75(1):17–28. 

68. Lever WF, Shaumberg-Lever G. Histopathology of the skin. 7th 

ed. Philadelphia: Lippincott; 1990. p. 185-206   

69. Baum EW, Sams WM, Jr, Payne RR. Giant cell arteritis: a 

systemic disease with rare cutaneous manifestations. J Am Acad 

Dermatol 1982;6(6):1081–8. 



 
 

101 
 

70. Frances C, Boisnic S, Bletry O, et al. Cutaneous manifestations of 

Takayasu arteritis. A retrospective study of 80 cases. 

Dermatologica 1990;181(4):266–72. 

71. Biasucci LM, Cardillo MT. Biomarkers of inflammation and 

endothelial function: the holy grail of experimental and clinical 

medicine? Vascular Pharmacology 2012; 56:26–28. 

72. Zhang J, Hanig JP, De Felice AF. Biomarkers of endothelial cell 

activation: candidate markers for drug-induced vasculitis in 

patients or drug-induced vascular injury in animals. Vascular 

Pharmacology 2012;56:14–25. 

73. Merkel PA. Drug-induced vasculitis. Rheumatic Disease Clinics of 

North America 2001;27:849–862. 

74. Haber MM, Marboe CC, Fenoglio JJ. Vasculitis in drug reactions 

and serum sickness. In: Churg A, Churg J (eds). Systemic 

Vasculitides. New York: Igaku-Shoin; 1991. pp. 305–311. 

75. Sais G, Vidaller A, Jucglà A, Servitje O, Condom E, Peyrí J. 

Prognostic factors in leukocytoclastic vasculitis: a 

clinicopathologic study of 160 patients. Archives of Dermatology. 

1998 Mar 1;134(3):309-15. 

76. af Ekenstam E, Callen JP. Cutaneous leukocytoclastic vasculitis: 

clinical and laboratory features of 82 patients seen in private 

practice. Archives of dermatology. 1984 Apr 1;120(4):484-9. 

77. Gupta S, Handa S, Kanwar AJ, Radotra BD, Minz RW. Cutaneous 

vasculitides: Clinico-pathological correlation. Indian Journal of 

Dermatology, Venereology, and Leprology. 2009 Jul 1;75(4):356. 



 
 

102 
 

78. Kulthanan K, Pinkaew S, Jiamton S, Mahaisavariya P, 

Suthipinittharm P. Cutaneous leukocytoclastic vasculitis: the yield 

of direct immunofluorescence study. JOURNAL-MEDICAL 

ASSOCIATION OF THAILAND. 2004 May 1;87(5):531-5. 

79. Grunwald MH, Avinoach I, Amichai B, et al. Leukocytoclastic 

vasculitis- correlation between different histologic stages and direct 

immunofluorescence results. Int J Dermatol 1997; 36:349-52. 

80. . Mackel SE, Jordan RE. Leukocytoclastic vasculitis. Arch 

Dermatol 1982; 118: 296-301. 

81. Tai YJ, Chong AH, Williams RA, Cumming S, Ke6  lly RI. 

Retrospective analysis of adult patients with cutaneous 

leukocytoclastic vasculitis. Australas. J. Dermatol. 2006; 47; 92–9 

82. Ozen S, Pistorio A, Iusan SM et al. EULAR/PRINTO/PRES 

criteria for Henoch-Schönlein purpura, childhood polyarteritis 

nodosa, childhood Wegener granulomatosis and childhood 

Takayasu arteritis: Ankara 2008. Part II.Final classification criteria. 

Ann. Rheum. Dis. 2010; 69: 798–806  

83. Carlson JW, Chen K. Cutaneous Vasculitis Update: Neutrophilic 

muscular vessel and eosinophilic, granulomatous, and lymphocytic 

vasculitis syndromes. Am J Dermatopathol 2007; 29: 32–43 

84. Kossard S. Defining lymphocytic vasculitis. Personal Review. 

Australasian Journal of Dermatology 2000; 41: 149–155 

85. Warrington et al. Int. J. Clin. Rheumatol. (2009) 4(2), 127–132 

 



 
 

103 
 

PROFORMA 

Name : 

Age/Gender:   

 PIN No: 

Address  

Phone number 

Occupation : 

Presentation 

Purpura  for 

………………………..DURATION 

Palpable-      /blanching-      /pain-      

 Site:  

Sparing of intertriginous areas-

yes/no 

 Ecchymosis      /Haemorrhagic 

vesicles 

 

Necrosis and Ulcer-  

Deep nodules  

Broken livedo reticularis/ urticaria  

Systemic :          

General Weight loss, fever, 

fatigue,Anorexia 

 

Musculoskeletal   Arthralgia, myalgia ,arthritis  
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Abdominal Abdominal pain 

Blood in stools 

 

Mucosal Dry eyes or mouth,   

 Oral or nasal ulcers  

CVS Chest pain/ dyspnoea/ cough 

with hemoptysis 

 

CNS Blackouts  

 Paraesthesias, numbness, 

psychiatric symptoms 

 

Renal Colour, quantity of urine 

RS  

Others: 

BLEEDING DIATHESIS  

DRUG INTAKE / INSULIN  

ALLERGIES FOOD/DRUGS 

ANT BITE / EXERCISE  

INFECTIONS OR ILLNESS  

HEPATITIS/JAUNDICE  

Suggestive of SLE / Behcet / RA 

Or Inflammatory Bowel disease 

 

Neutrophilic disorders- PG   

(as in EED) 
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Exposure to chemicals : 

Similar lesions in the past? Yes or No  

Pattern of recurrence 

Interval between episodes 

   Precipitating factors if any -    

Seasonal variation -  

 

Treatment history: 

 

Past history :  

DM/ HT / asthma / other allergies / TB / Epilepsy / connective 

tissue illness / HIV 

  Other skin disorders : 

  Others-  

Personal history:  Smoker   / Alcoholic / 

Family history :  

O/E:  

General- pallor, icterus       /   LN, PE 

CVS / RS / ABD 

Head to toe : eyes, nose, mouth and palate, UL, nails,  

Skin- 
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Investigations: 

CBC     RFT    LFT: 

 HB-     ,MCHC-  UREA-   BILIRUBIN 

 TC-    CR-    OT 

 DC-    Na-    PT 

 PLT-    K-    ALP 

 MCV-  

 BT      / CT 

 ESR    

 

ASO    URINE ROUTINE -   CXR 

CRP         USG ABD  

RF       

DIF 

HBsAg 

HCV 

ANA 

ANCA 

Peripheral smear 

Infection and malignancy screen 

Others: 

 

 

Biopsy – (HPE number - ……………………….) 
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CONSENT FORM 

 

 I  Mr/Mrs ______________________________  hereby volunteer to  

participate in the study "CLINICOPATHOLOGICAL  CORRELATION  

OF  CUTANEOUS  VASCULITIDES " . I was completely  explained  about  

the  nature  of  the study  by  the  doctor,  knowing  which I fully give my  consent to  

participate  in  this  study. I also give consent to take clinical photographs 

for the purpose of this study. 

 

 

 

 

Date:  

Place:                                               Signature  of  the  Patient/Guardian 
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xg;Gjy; gbtk; 
 
 

ngaH    :                              taJ  : 

ghypdk;  :  

Kfthp   : 

 

muR Nfhit kUj;Jtf; fy;Y}hpapy; Njhy; kUj;Jtj; 

Jiwapy; (gl;l Nkw;gbg;G gapYk; khztp kU. fpU#]zkPuh 

mth;fs; Nkw;nfhsSk; “,uj;jf; FHha;fspy; Vw;gLk; xt;thik” 

Ma;tpd; nra;Kiw njhlh;ghd midj;J tpguq;fisAk; Nfl;L   

VdJ re;Njfq;fisj; njspTgLj;jpf; nfhz;Nld; 

. 

     ehd; ,e;j Ma;tpy; vd;id / vd; Foe;ijia ghpNrhjid 

nra;a KO kdJlDk; Rarpe;NidAlDk; rk;kjpf;fpNwd;. vd;/ vd; 

Foe;ijapd; Neha; gw;wpa ,e;j Ma;tpy; vq;fsJ midj;J 

tpguq;fSk; ghJfhf;fg;gLJld; Neha; gFjpapd; Gifg;glk; 

kw;Wk;,jd;  KbTfs;  Ma;tpjopy;  ntspaplg;gLtjpy;  Ml;-

Nrgid ,y;iy vd;gijj; njhptpj;Jf;;nfhs;fpNwd;. ve;j  

Neuj;jpYk; ,e;j Ma;tpypUe;J ehd; tpyfpf;nfhs;s vdf;F chpik 

cz;L vd;gijAk; mwpNtd;. 

 

 

,lk;   :                   Nehahsp/ Foe;ijapd; n;gw;Nwhh; 

ehs;   :                   my;yJ ghJfhtyh; ifnahg;gk;. 
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KEY TO MASTER CHART 

 

PP  - Palpable purpura 

HV  - Hemorrhagic vesicles 

CP  - Confluent purpura 

MT  - Metformin 

GP  - Glimepiride 

BP  - Bullous pemphigoid 

CPS  - Cephalosporins 

B/L  - Bilateral 

PE  - Pedal edema 

BR  - Bilirubin 

ALP  - Alkaline phosphatase 

SGOT - Serum glutamic oxaloacetate transaminase 

SGPT  - Serum glutamate pyruvate transaminase 

LOC  - Loss of consciousness 

Cr  - Creatinine 

Al  - Albumin 

LC  - Leukocytosis 

HT  - Hypertension 

DM  - Diabetes 

AH  - Antihistamines 

AN  - Analgesics 

NP  - Neuropathy 
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Yrs  - Years 

Dia  - Diarrhoea 

Vom  - Vomiting 

Sx   - Surgery 

HH  - Hiatus hernia 

IF  - Infertility 

Rx  - Treatment 

Sen  - Sensory 

LOW  - Loss of weight 

D  - Days 

Mn  - Month 

NK  - Not known 

BL  - Bullous lesions 

Epi  - episodes 

APT  - Appendicectomy 

LC  - Lung cavities 

NV  - Necrotising vasculitis 

K  - Potassium 

HT  - Hypothyroid 

HG  - Hyperglycemia 
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1 15 M 11990  +  +  +  + LOC& vom 15 days _ N N N N N N N LCV  +  +  CSVV
2 22 M 432046  +  +  + 1 mn N N N N  + ASO N N LCV CSVV
3 25 F 479100  +  +  -  +  + 15 days  N N N N N N N LCV  +  +  + CSVV
4 55 M 408733   +  +  + 10 years 1 week BL - body steroids for BP BP N N N N N N N LCV EED
5 17 M 475371  +  +  -  +  + 6mns 4th epi atopy N N N N N N N LCV CSVV
6 11 F 519243  +  +  - 2 days similar lesions 6 mns N N N N N N N LCV  +  + CSVV
7 42 F 560550  +  +  -  +  +  + 15 days N N N trace alb  + CRP N N LCV  +  +  + HSP
8 19 M 579984  +  +  - 1 Week N N N N  + ASO + N N LCV CSVV
9 38 M 629021  +  +  -  +  + Dia 15 days N N N N N N N LCV    + CSVV

10 23 M 629737  +  +  -  +  + 1 mn T.MT and T.GP DM LC N N N  + CRP N N LCV CSVV
11 28 M 588116  +  +  -  +  +  + 15 days LC,PS- raised N N N pANCA  + N LCV MPA
12 25 M 641871  +  +  -  + 2 days N N N N CRP-  + RF- + N LCV  + CSVV
13 28 M 652164  +  +  -  + 10 days RTA one mn ago CPS and AN- N N N N N N lung contusion LCV  +  +  + CSVV
14 12 F 347890  +  +  - 2 days anemia N N N N N N LCV  +  + CSVV
15 17 M 710854  +  +  - 3 weeks N N N N N N N LCV CSVV
16 42 M 712921  +  +  +  +  + 20 days urine dribbling-  1day N N N N  + ASO N N LCV  + CSVV
17 38 M 57553  +  +  -  +  +  + 1 week  urine - pink AN DM LC & HG N BR - 3.3 N N N N LCV  +  + CSVV
18 42 M 762059  +  +  +  + 15 days ear infection- 20 days CPS N N N N N N N LCV CSVV
19 45 M 49914  -  - - +  + 10 days AH LC N N N N N LCV  +  +  + UV
20 35 M 794004  +  +  -  +  +  + vom 3 days one mn-3rd epi N N N N N N N LCV HSP
21 30 F 874983 +  +  +  +  +  +  + 2mns  +, once in 2 pharyngitis  past 3 days NT HG N N Sugar + N N N LCV CSVV
22 30 F 819530  +  +  +  + + PE 25 days Rx for IF NT N N N N N N PCOS LCV  +  + CSVV
23 20 M 603582  +  +  + b/l CSOM, DYSPNEA 2 days LOW Abs N N N N N CANCA B/L CSOM & LC NV GPA
24 50 M 48989  +  +  -  + 1 Week sen NP N K- 7.7 LDH- N N N N LCV  + CSVV
25 48 F 734883  +  +  -  +  + 3 mns  +, 25 , 2 Yrs TRX&OHAs HT N N N N N N N LCV  +  + CSVV
26 19 F 89438  +  +  -   +  vom 10 days  once in 6mns- HH N N N N N ANA-  + HH LCV  + HSP
27 40 M 737624  +  +  -  +  + 10 days N N N N N N N LV  +  + CSVV
28 31 F 738308  +  +  - N N N N CRP-  + N N LCV  + CSVV
29 55 M 67456  +  +  -  +  + PE 1mn T.MT 500mg N N N N N N N LCV  +  + CSVV
30 38 M 58340  +  +  -  +  + eczema 10 days DM raised ESR N N SUGAR - + N N N LCV  + CSVV
31 40 F 1005720  -  +  +  +  4 mns once in 20 d AHs and Abs N N N N N N N LV UV
32 25 M 880969  +  +  +   + 3mns  +, once a mn pharyngitis steriods N N N N CRP-  + N N LCV  +  + CSVV
33 50 F 919072  +  +  - 20 days Sx ca breast- 7 Yrs ago T.Tamoxifen DM N N N sugar - N N N LCV CSVV
34 54 M 1123890  +  +  - 10 days N N N N N N N LCV  + CSVV
35 68 M 85158 +  +  +  + 1 Week  DM N N N N N N N LCV CSVV
36 14 F  +  +  - 1 Week once a mn for 3 cola coloured urine high dose N N N Alb - +++, N LOW C4- N LCV  + HSP
37 38 F 1108152  +  +  -  + 10 days N N N N N N N LCV  + CSVV
38 40 F 1113456  -  +  +   + 8 Days 3 epi HSV - 1 yr N N N N N N N LV  + CSVV
39 38 F 993863  +  +  -  3 days N N N N N N N LCV CSVV
40 13 F 938290  +  +  +  +  + vom &dia 8 days APT CPS and AN- N N N N N N N LCV  +  + HSP
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