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Abstract

tissue with plasma cells and Mikulicz’s cells.

Rhinoscleroma (Scrofulous lupus, scleroma) is an infectious disease caused by a Gram negative bacillus
Klebsiella rhinoscleromatis. This is a chronic granulomatous disease which commonly involves the nose and upper
respiratory tract, but can involve the oral cavity and soft tissues of the lips. The present case was reported as the
presentation was with a mass lesion in the right upper lip and philtrum causing nasal obstruction in a 30 year old
man. The lesion clinically simulated a malignant lesion. The histopathological examination revealed granulation
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Introduction

Klebsiella rhinoscleromatis, the causative agent of rhinoscleroma, is
a Gram-negative, facultatively intracellular, non-motile, encapsulated
bacillus. The organism has a very low infectivity necessitating a chronic
exposure for infection. Central America, Africa and the Middle East
are endemic, but sporadic cases can also been encountered attributed
to immigration [1]. Prevalence is also high in developing countries like
India. The factors responsible for this are attributed to poor hygiene,
poor access to medications and overcrowded living conditions [2].
Though entire respiratory mucosa can be affected, the organism has an
affinity for nasal mucosa and thus nasal cavity is the most prevalent site
accounts for 95-100% of cases [3].In decreasing order of involvement
nasopharynx (18-43%), larynx (15-40%), trachea (12%) and bronchi
(2-7%) are the other sites [4]. Involvement of oral cavity and soft tissues
of upper lip and philtrum are uncommon.

The present case had a mass lesion that involved upper lip, nasal
cavity and palatal areas causing airway obstruction, raising clinical
suspicion of malignancy.

Case Report

A 30 year old Hindu male patient came to the ENT outpatient
department of MKCG Medical College and Hospital with chief
complaint of mass lesion involving the upper lip, philtrum and bilateral
nostrils leading to progressive nasal obstruction and impaired sense
of smell for past 2 years (Figure 1). He observed an ulcerated nodular
lesion in his palate causing difficulty in eating and swallowing since last
one year. To start with he noticed a small mass in the right nostril which
gradually progressed to fill not only bilateral nostrils but also extended
to involve the vestibule crossing the midline over the collumela and
adjacent part of the upper lip. The lesion was painful on touch with
occasional episodes of unprovoked bleeding. He is a day labourer by
profession, drank socially, but never smoked.

General examination findings were unremarkable except mild
pallor. There was no lymphadenopathy. He denied of any weight loss
or night sweats. On local examination, a pinkish nasal mass filling
both the nostrils extending beyond the midline over the collumela,

Figure 1: A reddish-grey nasal mass filling both the nostrils, extending
beyond the midline over the collumela and adjacent part of the philtrum.

adjacent part of the philtrum and disfiguring the shape of nose. It was
tender did not bleed on touch and was firm to hard in consistency. The
nasal lesions could not be probed nor evaluated endoscopically due to
extreme tenderness. Multiple painless, indurated pinkish erythematous
ulcers, covered with slough were observed in gingiva, hard palate and
extending upto soft palate (Figure 2).

Routine haematological and biochemical investigation findings
were within normal range except mild anemia (Hb-10.5 gm/dl). ESR
was 20 mm in first hour. Zn stains for tubercular bacilli were negative
from the nasal swabs and palatal ulcers. Culture sensitivity of the pus
showed growth of Staphylococcus aureus. Radiological evaluation of
chest and abdomen revealed no abnormality. From the above findings
a possible diagnosis of malignant mass lesion was suspected clinically.

A incisional biopsy for histopathological evaluation revealed
squamous epithelial lining with a subepithelial tissue showing a dense,
mixed inflammatory cell infiltrate containing plenty of plasma cells
with many showing Russell bodies- eosinophilic structures within the
cytoplasm of plasma cells and Mikulicz cells (large histiocytes with
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Figure 2: Oral cavity showing pinkish, erythematous ulcers involving the
gingiva, hard and soft palate.

Figure 3: Microscopy showing chronic inflammatory cells i.e. plasma
cells, lymphocytes and mikulicz cells i.e. large macrophages with clear
cytoplasm containing rod like structures (H&E, 40X).

Figure 4: Mikulicz’s cells contain PAS positive inclusion bodies,
corresponds to Klebsiella rhinoscleromatis (PAS, 40X).

numerous vacuoles containing viable or nonviable bacteria) (Figure
3). The Mikulicz cells were PAS positive (Figure 4) and Warthin-
Starry stain demonstrated that the PAS positive material were rod-
shaped bacilli within the vacuolated macrophages. The organisms were
characterized as Klebsiella based on morphology. The patient was then
treated with ciprofloxacin 500 mg twice daily for 12 weeks. On follow

up, his airway symptoms gradually improved over last 3 months of
treatment with complete remission of mass lesion. Given the significant
clinical improvement, the patient chose not to undergo further surgical
treatment.

Discussion

Rhinoscleroma (Scrofulous lupus, scleroma) is a chronic,
progressive, inflammatory disease of the upper respiratory tract
affecting mainly nasal passages [5]. The term rhinoscleroma was first
used in 1870 by Von Hebra and Kaposi while describing a lesion in
the nose which they labelled as sarcoma. The Polish surgeon Johann
von Mikulicz in 1877 described the histological features of this disease
in detail and established its non-neoplastic inflammatory nature. Von
Frisch identified the causative agent of this lesion in 1882 as a Gram-
negative coccobacillus, now known as Klebsiella rhinoscleromatis [6].
In 1932, Belinov proposed use of term scleroma respiratorium because
the pathological process in rhinosclerosis may involve not only upper
but also lower airways. In 1961, Steffen and Smith demonstrated that
K rhinoscleromatis conformed to Koch’s postulates and that it was an
etiologic factor in the inflammatory changes typical of scleroma [6].

Rhinoscleroma is more frequent in second or third decades of
life with a definite female preponderance. People living in crowded
rural areas with poor hygiene and nutritional conditions such as
iron deficiency anemia are more prone [7]. The tropical Africa, India,
Southeast Asia, Central and South America and Central Europe are
endemic regions [8]. Mere infection by K. rhinoscleromatis is not
enough for the development of the disease as established from the
fact that, close contact of the patient with an healthy individuals for
many years may not necessarily bring about infection in the latter. This
has led to the suggestion that susceptibility of the host is important
in development of the disease. Impaired cellular immunity has been
detected in these patients but humoral immunity was found to be
normal [7]. Rhinoscleroma usually affects the nasal cavity but lesions in
larynx, nasopharynx, oral cavity, paranasal sinuses, soft tissues of lips,
nose, trachea and bronchi are also seen. 95% of scleromas are located
in the nasal fossae involving the mucosa. Extension to the adjacent skin
has also been reported [5,8]. The most common complaint is nasal
obstruction followed by rhinorrhea, epistaxis, dysphagia, stridor and
dysphonia. The major deleterious effect of rhinoscleroma is the airway
obstruction which requires endoscopic treatment [7].

The disease has three distinct clinical and pathological stages
namely, catarrhal (inflammatory), proliferative (granulomatous), and
fibrotic (sclerotic). Catarrhal stage has no diagnostic histopathological
findings so in cases with strong clinical suspicion isolation and
identification of the organism from the nasal swab on Mac Conkey
agar established the diagnosis [9]. The pathognomonic finding in the
Proliferative (granulomatous) stage is the demonstration of Mikulicz
cells and plasma cells with Russell bodies in histological sections and
positive Warthin-Starry stain. So differentials that are to be kept in mind
include bacterial causes such as tuberculosis, actinomycosis and leprosy
which can produce granulomas in the upper airways. Fungal infections
including histoplasmosis, blastomycosis and sporotrichosis should also be
considered. Other differentials consist of mucocutaneous leishmaniasis,
malignancy such as basal cell carcinomas, lymphomas, inflammatory
lesions such as sarcoidosis and Wegener’s granulomatosis [10].

Clinical remission and relapse is a common finding in rhinoscleroma.
Treatment option depends on the stage of presentation. With recurrence
rate being high, a long duration of antibiotic treatment is advisable.
Recommended antibiotics are streptomycin, doxycycline, tetracycline
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and ciprofloxacin. Ciprofloxacin, a fluoroquinolones is an antibiotic with
excellent tissue penetration and a broad antibacterial spectrum of action. Its
usual dosage is 250-500 mg, twice daily for six weeks to six months shows
excellent clinical efficacy. It is not recommended in patients under 12 years
of age because of the risk of arthropathy [11]. Rhinoscleroma is usually not
fatal when diagnosed early and treated promptly. However patients may die
from respiratory obstruction or intracranial extension [12].

Conclusion

Rhinoscleroma is a chronic and indolent Klebsiella infection. It is a
long-standing disease that begins in the nasal mucosa, extends to other
respiratory tract organs producing airway obstruction and sometimes
threatens the patient’s life. A diagnosis of rhinoscleroma is made
based on histopathological findings. Although it mimics malignancy,
rhinoscleroma often responds to treatment with fluoroquinolones, if
diagnosis is made early and treated. Hence, communication between
the clinician and the pathologist as to the possibility of non-oncological
processes can aid in determining the diagnosis and early treatment.
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