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Abstract

In patients presenting with nasal septum perforation, the differential diagnosis between ANCA-associated vasculitis and
cocaine-induced midline destruction (CIMD) can be challenging. We describe the case of a 28-year old man who presented
with a nasal septum perforation. He admitted the use of cocaine and showed no other symptoms of systemic inflammation.
Perinuclear anti-neutrophilic cytoplasmatic antibodies (p-ANCAs) came back positive, as did anti-proteinase 3-antibodies.
Further testing revealed antibodies to human neutrophil elastase (HNE), typically found in CIMD but rarely in
ANCA-associated vasculitis. The combination of an atypical ANCA-pattern and the detection of HNE-antibodies led to the
diagnosis of CIMD. In conclusion, HNE antibodies can be used to distinguish between CIMD and ANCA-associated vasculitis.

MANUSCRIPT

A 28-year old man was admitted to the hospital with complaints
of pain in the nose, nasal obstruction, rhinorrhea and headache
since 3 months. He already received a 3-week course of
antibiotics (Amoxicillin–clavulanate) without improvement.
Laboratory analysis demonstrated inflammation with a C-
reactive protein of 77 mg/L and mild leukocytosis (11.7 × 109/L)
with eosinophilia. Rhinoscopy showed a large nasal septum
perforation. Nasal endoscopy revealed extensive necrosis and
scabs. A computed tomography sinuses confirmed the presence
of a nasal septum perforation (Fig. 1). When asked about it,
the patient admitted the use of cocaine, and also the urinary
toxicology test was strongly positive for this drug. The diagnosis
of a cocaine-induced midline destruction (CIMD) was made.

As a nasal septum perforation can also be the presenting
symptom of an ANCA-associated vasculitis, such as (limited)
granulomatosis with polyangiitis (GPA), anti-neutrophilic
cytoplasmatic antibodies (ANCAs) were measured. Perinuclear
ANCAs (p-ANCAs) came back positive (titer 1/80), as did

anti-proteinase 3 (anti-PR3) antibodies (9.7 U/mL, considered
positive if >3 U/mL). Myeloperoxidase antibodies were negative.
Further testing revealed antibodies to human neutrophil
elastase (HNE).

Literature data show that patients with CIMD often have
positive ANCAs, which makes it difficult to differentiate between
CIMD and ANCA-associated vasculitis [1, 2]. However, positive
ANCAs in CIMD are often seen in atypical patterns, for example
p-ANCAs in combination with anti-PR3-antibodies (whereas
with GPA, one would expect c-ANCAs directed against PR3).
Furthermore, ANCAs in CIMD are often targeted against atypical
antigens such as HNE whereas HNE-antibodies are rarely
found in patients with ANCA-associated vasculitis [2–4]. HNE
antibodies can thus be used to distinguish between ANCA-
associated vasculitis and CIMD, preventing the unnecessary
use of immunosuppressive agents [2, 4]. Treatment of CIMD
focuses mainly on symptom relief. Stop of cocaine use is of
primary importance to prevent further damage [4]. Psychological
counseling is recommended given the addictive features of
cocaine.
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Figure 1: Sagittal and transverse computed tomography section through the nasal septum showing a nasal septum perforation.
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