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Abstract Wegener’s granulomatosis, Sarcoidosis, Sjög-

ren’s Syndrome, Behçet disease, Systemic lupus erythe-

matosus, relapsing polychondritis, Churg–Strauss syndrome

and Cogan syndromes are rheumatic diseases commonly

encountered by otolaryngologists. The present study was

designed to assess the understanding and practice about

various ENT problems of rheumatic diseases amongst oto-

laryngologists. A group of 29 otolaryngologists was asked to

fill questionnaire which was based on knowledge and

practice of otolaryngologists about various otolaryngologic

manifestations of rheumatic diseases. Chronic sinusitis was

most frequently seen followed by recurrent oral ulcers while

spontaneous septal perforation was most infrequently seen

symptom by participants. Otolaryngologists showed high

index of suspicion and confidence for Wegener’s granulo-

matosis in comparison to other rheumatic diseases. There

was no difference noted in practice of otolaryngologists of

tertiary care centers and other practitioners. Eighty two

percent of participants felt, they were not adequately trained

about these diseases. Most of them (93 %) felt that knowl-

edge of such diseases is also necessary for post graduate

training in Otolaryngology. Though otolaryngologists are

aware of otolaryngologic manifestations of Rheumatic dis-

eases but their index of suspicion, practical implication of

knowledge and confidence for evaluation of such diseases is

low. Educational sector should define a better medical cur-

riculum for training in Otorhinolaryngology, head and neck

surgery.
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Introduction

Rheumatic diseases are systemic problems and involve al-

most all organs at various stages of the disease. Wegener’s

granulomatosis now known as granulomatosis with

polyangiitis (GPA), Sarcoidosis, Sjögren’s Syndrome, Behçet

disease, Systemic lupus erythematosus (SLE), Relapsing

polychondritis (RP), Churg–Strauss syndrome (Eosinophilic

granulomatosis with polyangiitis) and Cogan syndromes are

rheumatic diseases observed in clinical practice. These

rheumatological disorders can have varied systemic and head

and neck related manifestations. Common ear, nose, throat

(ENT) manifestations of these disorders include bilateral

parotid enlargement, excessive dryness of oral cavity, in-

flammation of cartilage of pinna & nose, recurrent sinusitis,

sensorineural hearing loss, recurrent oral ulcers, spontaneous

septal and palatal perforations. Rheumatologic patients often

visit an otolaryngologist even before any specialist because of

various ENT related problems. ENT symptoms may represent

an early sign of an undiagnosed autoimmune disorder that

often requires an immediate and aggressive immunosup-

pressive treatment [1]. An Otolaryngologist should maintain a

high index of suspicion to identify the underlying disease as

these may be the only manifestations of the systemic disease

in early stages. Although otolaryngologic manifestations of

various rheumatic diseases have been well described,

awareness among otolaryngologists regarding these

manifestations is negligible. [2–9] Early and accurate diag-

nosis with prompt treatment or referral to specialists may

prevent morbidity and mortality related to these diseases. The
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present study was designed to assess the understanding and

practice about various ENT problems of rheumatic diseases

amongst otolaryngologists.

Materials and Methods

A descriptive cross sectional study was conducted among

otolaryngologists practicing in North India. Otolaryn-

gologists working in private clinics as well as teaching

institutions were included. The otolaryngologists were

contacted personally by the authors or via email. A ques-

tionnaire based on knowledge and practice of otolaryn-

gologists about various rheumatic diseases was used to

obtain information. Demographic data such as age, gender,

education, place and duration of practice was also record-

ed. The questionnaire was based on seven diseases namely

Wegener’s granulomatosis (GPA), Sarcoidosis, Sjögren’s

syndrome, Relapsing polychondritis, SLE, Behçet disease,

and Cogan syndrome. The questions related to otolaryn-

gologist’s awareness about these diseases, the ENT

manifestations and their approach toward these diseases.

Their knowledge, practice and confidence in evaluation and

investigation of these diseases were recorded and analyzed.

Descriptive statistics was used to analyze the responses.

Results

A total of 36 otolaryngologists of North India were asked

to fill this questionnaire. A total of 29 otolaryngologists

agreed and returned the completed questionnaires, repre-

senting a response rate of 82 %. Mean age was

41 ± 9 years. Half of the participants were working in

tertiary care facilities (medical colleges). The demographic

characteristics of the participants are presented in Table 1.

The frequency of visits to an ENT clinic with rheumatic

disease related manifestations is displayed in Fig. 1.

Chronic sinusitis was most frequently seen followed by

recurrent oral ulcers while spontaneous septal perforation

was most infrequently seen symptom by participants. All of

them except one were familiar with Sjögren’s syndrome

and Wegener’s granulomatosis/GPA. Few of them were

unfamiliar to Relapsing polychondritis, Cogan and Behçet

(Table 2). More than 85 % of them answered correctly

regarding characteristic clinical feature of Wegener’s

granulomatosis/GPA, Sjögren’s syndrome and Relapsing

polychondritis while significant incorrect responses were

noted about other diseases (Table 2). Index of suspicion

was seen maximum (59 %) for Wegener’s granulomatosis/

GPA and minimum (17 %) for Cogan syndrome. Similar

index of suspicion was noted among tertiary care and non-

tertiary care practitioners (Table 3: p value range for var-

ious diseases 0.13–1.0). Many of them (55–83 %) were

referring their patients to a specialist in case of suspicion.

Highest confidence was seen for investigating Wegener’s

granulomatosis/GPA whereas the least for SLE (Table 2).

One participant did not answer, four opined that they

were adequately taught and 24 (82 %) felt that their post

graduate training was not adequate about rheumatic dis-

eases. Otolaryngologists experienced various difficulties in

care of rheumatic disease patients (Fig. 2). Most of them

(93 %) felt that knowledge of such diseases is also nec-

essary for post graduate training in Otolaryngology.

Discussion

Patients suffering with rheumatic diseases need to visit

various specialists apart from rheumatologists/physician

because of multiple organs involved. Early recognition and

best management of these patients depends on awareness

Table 1 Demographic data (n = 29)

Sex distribution n (%)

Male 27 (93 %)

Female 2 (7 %)

Duration of practice

0–5 years 8 (28 %)

6–10 years 6 (20 %)

10–20 years 11 (38 %)

21[ 4 (14 %)

Place of work

Private clinic & nursing home 8 (28 %)

Primary health care facility 3 (10 %)

Secondary care facility 3 (10 %)

Tertiary care facility 15 (52 %)
Fig. 1 Frequency of ENT manifestations seen by otolaryngologists
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of these diseases among other specialists. In present study

we tried to assess knowledge and practice about ENT

manifestations of rheumatic diseases among a group of

otolaryngologists. Half of the otolaryngologists were

working in tertiary care centers (medical colleges).Oto-

laryngologists were well aware about clinical features of

Wegener’s granulomatosis/GPA and approximately 60 %

had suspected and evaluated their patients for Wegener’s

granulomatosis/GPA sometime in their practice. Oto-

laryngologists showed maximum confidence in investigat-

ing Wegener’s granulomatosis/GPA in comparison to other

rheumatic diseases.

Dryness of oral cavity and salivary gland enlargement

are two clinical features for which these Sjögren’s patients

often visit to an otolaryngologist. Minor salivary gland

biopsy is one of the criteria for diagnosing Sjögren’s syn-

drome and it is the domain of an Otolaryngologist [10].

Interestingly almost 80 % of the participants were seeing

sicca symptoms every month but 60 % had never suspected

this disease in their patients and only 30 % showed con-

fidence in evaluation of Sjögren’s syndrome.

Relapsing polychondritis, a rare disorder with frequent

delay in diagnosis [11] is another rheumatic disease with

predominant ENT related manifestations. Though a large

number (almost 80 %) in our study was familiar to this

disease and chose correct answer regarding its clinical

feature but only half of them had ever thought of this

disease in clinical practice.

Other rheumatic diseases of Otolaryngologist’s interest

are Behcets and Cogan’s syndrome. While defining feature

of Behçet’s disease is recurrent oral ulceration, Cogan

syndrome resembles Meniere’s disease [12, 13]. Though

three fourth of them were familiar about these disease only

one fifth had ever suspected and shown confidence in

evaluation of these disease.

It shows though they are aware of Otolaryngologic

manifestations of Rheumatic diseases but their index of

suspicion, practical implication of knowledge and the

Table 2 Positive responses regarding familiarity, clinical features, index of suspicion and level of confidence about rheumatic diseases

Disease Familiarity about

Rheumatic diseases

n (%)

Choose characteristic

clinical feature

(correct answer) n (%)

Rheumatic diseases

suspected or diagnosed

by participants (yes) n (%)

Confidence in

evaluation

(yes) n (%)

Wegeners granulomatosis/GPA 28 (100) 25 (86) 17 (59) 13 (45)

Sarcoidosis 29 (100) 16(55) 16 (55) 08 (28)

Sjogrens 28 (96) 25 (86) 12 (41) 09 (31)

Relapsing polychondritis 24 (82) 25 (86) 15 (52) 11 (38)

Systemic lupus erythmatosus 29 (100) 19 (65) 13 (45) 05 (17)

Bechet’s disease 23 (79) 17 (59) 07 (24) 06 (21)

Cogan’s syndrome 22 (75) 19 (65) 5 (17) 07 (24)

Table 3 Comparison of index of suspicion among tertiary care

practitioners and other practitioners

Disease Tertiary care

practitioner n: 15

(%)

Non tertiary care

practitioner n: 14 (%)

P

value

Wegeners

granulomatosis/

GPA

73 46 0.28

Sarcoidosis 66 53 0.49

Sjogrens 46 35 0.55

Relapsing

polychondritis

60 35 0.13

Systemic lupus

erythmatosus

42 42 1.0

Bechet’s disease 35 14 0.45

Cogan’s

syndrome

26 7.6 0.37

Fig. 2 Various difficulties in care of rheumatic patients
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confidence for evaluation of such diseases are not suffi-

cient. One very interesting finding in our study was that

there was no difference noted in practice of otolaryn-

gologists of tertiary care centers and other practitioners.

A large number (82 %) felt that such diseases were not

given adequate importance during their post graduate

training. Amongst the various limiting factors for detail

evaluation of such patients, 62 % rated incomplete

knowledge about these diseases, one third said unafford-

ability of patients and 27 % felt unavailability of Physician

or Rheumatologist as the major factors. Most of them

(93 %) felt that incorporation of this aspect in the post

graduate training in Otolaryngology is necessary.

Since lack of awareness may result in eligible patients

with rheumatic diseases not being referred for appropriate

evaluation and management, strategies to improve oto-

laryngologist’s awareness are critical to ensure proper

evaluation and appropriate referral of patients. This study

suggests that the educational sector should revamp the

medical curriculum for training in Otorhinolaryngology,

head and neck surgery. Based on this survey’s results,

educational strategies to improve otolaryngologists

awareness about rheumatic diseases is necessary for best

management of patients suffering with these diseases. The

two limitations of this study were the small sample size and

the lack of enough responses in the questionnaire which

would reflect the subject’s actual response. The result of

the study may differ from actual practice since responding

to a question is different from actual practice.
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Lahmer T, Thürmel K (2011) Rheumatic disorders affecting the

head and neck: underestimated diseases. Rheumatology (Oxford)

50(11):2029–2034

10. Cornec D, Saraux A, Cochener B, Pers JO, Jousse-Joulin S,

Renaudineau Y, Marhadour T, Devauchelle-Pensec V (2014)

Level of agreement between 2002 American-European Consen-

sus Group and 2012 American College of Rheumatology classi-
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