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‘ ABSTRACT ’ Proteinase-3 (PR-3) antineutrophil cytoplasmic antibody (ANCA) is a diagnostic marker for Wegner's granulomatosis.

Presence of PR-3 ANCA is extremely rare in ulcerative colitis (UC). Herein we are reporting 2 cases of Ulcerative Colitis
which were positive for PR-3 ANCA. Two male patients aged 35 and 57 years presented with features with features of ulcerative colitis  with
blood and mucus in stool. There was no involvement of respiratory tract, nasal mucosa, skin or kidney in either patient. The laboratory
examination of one patient was negative for rheumatoid factor and anti dSSDNA antibody, but positive for antinuclear antibody (ANA) and PR-3
ANCA. In the second patient, only PR3 ANCA was positive while tests for ANA, anti ds DNA antibody and rheumatoid factor were negative.
Histopathologically both cases were diagnosed as Ulcerative Colitis. Hence we conclude that PR3-ANCA may cause ulcerative colitis
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INTRODUCTION

Ulcerative colitis (UC) is a chronic relapsing disorder characterized by
attacks of bloody diarrhoea mixed with stringy mucoid material, lower
abdominal pain and cramps that is temporarily relieved by defecation.
The disease may persist for days, weeks or months. Mostly patients
have mild disease but have at least one relapse in ten years.'
Pathogenesis of UC is not clear. Radiological tests and mucosal biopsy
are required to confirm the diagnosis. Drugs like 5-amino salicylic
acid, steroid and cyclosporine are used in the treatment.” Colectomy is
performed in refractory cases of UC which do not respond to above
drugs. Recently some workers have found proteinase3
antineutrophilic cytoplasmic antibody (PR3 ANCA) in serum of
refractory ulcerative colitis patients.” Herein we are reporting two
cases of UC who were positive for PR3 ANCA; the cases are being
documented because of rarity.

CASE HISTORY.

Two male patients aged 35 and 57 years referred from Gastroenterology
OPD of SS Hospital BHU, Varanasi, presented with features of
ulcerative colitis with blood and mucus instool. Diagnosis was done
by endoscopy along with Histopathological examination. The formalin
fixed paraffin embedded sections were stained with haematoxylin &
cosin stain. The section showed bits of colonic mucosa displaying
cryptitis, crypt abscess and crypt distortion. Lamina propria showed
dense mixed inflammatory infiltrate comprising of neutrophils,
lymphocytes, plasma cells and eosinophils. [Fig 1&2].
Histopathologically both cases were diagnosed as Ulcerative Colitis.
Both these patients were under treatment with drugs like 5-amino
salicylic acid, steroid and cyclosporine. Clinically there was no
involvement of respiratory tract, nasal mucosa, skin or kidney in either
patient. The laboratory examination of one patient was negative for
rheumatoid factor and anti dsDNA antibody, but positive for antinuclear
antibody (ANA) and PR-3 ANCA. In the second patient, only PR3
ANCA was positive while tests for ANA, anti ds DNA antibody and
rheumatoid factor were negative.

Antinuclear antibodies( ANA), Anti dsDNA, Myeloperoxidase and
PR3-ANCA was done by indirect ELISA kit of phadia Co supplied by
MS OSB Agencies, Geeta colony, New Delhi. [gM Rheumatoid factor
was done by ELISA Kit. supplied for ANA ratio of more than 1:4, for
dsDNA Ab value above 55 1U/ml , for PR3 value above 6 Units/ml
was taken as positive.

RS 8 =

1

DISCUSSION
ANCA is a group of antibodies directed against certain proteins in the
cytoplasm of neutrophils. There are 2 major categories of ANCA that
can be determined by immunofluorescence staining. Perinuclear
ANCA (pANCA) refers to the more localized perinuclear or nuclear
staining pattern; cytoplasmic ANCA (cANCA) refers to the diffuse,
granular staining pattern. It has been shown that ANCA is associated
with small-vessel vasculitis. MPO-ANCA is related to polyangitis or
allergic granulomatous angiitis, and PR3-ANCA is a specific and
sensitive marker of Wegener's granulomatosis™*

The detection of ANCA is an important test for diagnosis of vasculitis
specially Wegner's granulomatosis (WG) and microscopic
polyarteritis nodosa. This is also used in classification of crescentic
glomerulonephritis.” In WG, usually systemic necrotising
granulomatous vasculitis are seen. Lung and kidney are the common
sites of involvement. If disease involves intestine, patient may present
with bloody diarrhoea.

PR3 is a serine protease specific for IL-32 binding protein. Limited
cleavage of IL-32 by Pr3 enhances activity of cytokines." PR3
degrades extracellular matrix protein. A linkage of p-ANCA with UC
has been well described in the literature.”” This may be directed
against myeloperoxidase, lactoferrin , elastase , cathepsin G. Reports
of PR3 ANCA (C-ANCA) in UC are sparse in the literature. Earlier
reported studies have found PR3 ANCA positivity in refractory UC
cases, in which no respiratory or lung lesion was present. , however,
they could not find any correlation between PR3 ANCA with clinical
features * It can't be solved whether PR3 ANCA was cause or effect of
UC. In our study, both the cases were under treatment and not
refractory cases out of two cases, case 1 was positive for ANA,
although no symptoms related to any collagen vascular disease were
present.

Thus, we conclude from our study that PR3 ANCA leads to gastro-
intestinal specific vasculitis which produces necrosis of mucosa and
blood vessels causing UC- like picture. Presence of ANA along with
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ANCA in one of our case suggests autoimmune nature of UC.
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