OZENA AS A PART OF SYNDROMES
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Ozena may have become a less frequent disease than in earlier days, its
treatment however, remains a problem. It is generally accepted that different
factors may lead to the syndrome of the wide nose, which is mostly called
ozena when foetor and Klebsiella ozenae are found and in absence of these
two symptoms atrophic rhinitis.

Dependent on its etiology ozena can be divided into: 1. primary ozena when
no external causative factor seems to play a role and 2. secondary ozena when
the disease is a result of nasal or sinus surgery or due to chronic infection.

Primary ozena is most frequently found as a disease by itself and can then
be called ozena simplex. Two types of ozena simplex can be distinguished:
on the one side a type with internal nasal atrophy only, on the other side a
type with both internal and external nasal atrophy.

Not always however ozena is a disease by itself. Sometimes it is found to
be a part of a more general syndrome i.e. the ectodermal dysplasia syndrome
and Sjegren’s syndrome.

Consequently the following classification of the different manifestations of
Ozena can be made.

l. Primary ozena

. internal atrophy
A. ozena simplex = internal 4 external atrophy

B. ozena, part of. 1. ectodermal dysplasia syndrome
2. Sjegren’s syndrome

Il. Secondary ozena

We will now consider these different types separately.

From the Department of Oto—Hhino-Laryngology of the University of Leiden, the
Netherlands (Head: Prof. Dr. H. A. E. van Dishoeck).
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Fig. 1a and b: Shortness of the nose and small prominence of the dorsum in a girl
with ozena simplex. Blood protein pattern disturbed.

Fig. 2. Small short nose in a case of ozena simplex.
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1. Ozena simplex with and without external nasal atrophy.

In the greatest number of patients with ozena an internal nasal atrophy is found
only. Some of them however also present an underdevelopment or atrophy
of the external nose and sometimes of the face or even of the whole body as
well. Photographs 1a, b and 2 show patients with an ozena with both internal
and external nasal atrophy. The height of the nose in both cases is too short
in relation to the face and the prominence of the lobule and the cartilaginous
and bony nasal pyramid is too small. There seems to be no relationship
between the degree of the internal atrophy and the presence of an external
nasal and facial atrophy. The patients who show an external atrophy however
seem to have developed their ozena in early childhood. Therefore one is in-
clined to think more of an underdevelopment of the external nose and of the
face rather than of an atrophy. The two varieties of ozena, the first type with
internal atrophy only and the second type with both internal and external
atrophy are not only met in cases of ozena simplex, but also in patients in
which ozena is part of a syndrome, as will be discussed below.

2. Ozena as part of the ectodermal dysplasia syndrome.

Ectodermal dysplasia is a rare congenital syndrome consisting of hypo-
trichosis, anhidrosis, hypodontia and atrophic rhinitis/ozena. Other symptoms
that may be present are nail dystrophies, malformation of the external ear,
mental deficiency and diminished salivary and lacrimal secretions. This entity
is best known by dermatologists because of the hypotrichosis and by
pediatricians as to the inability of the patient to sweat which especially in
children may induce a disregulation of body temperature and consequently
high fever. The syndrome has also been described by rhinologists, e.g. by
Christ (1913) and by Nager (1920). lts heredity was shown among others by
Siemens (1937). Among the ozena patients who have been treated in
our Department during the last few years, we have observed 4 cases with a
complete or partial ectodermal dysplasia syndrome.

Patient A, a boy of 14 years of age presented the complete syndrome (fig.
3a-c). The hair of his scalp is scanty and non-pigmentated. The eyebrows and
the hairs on the remaining part of his body are completely lacking. His skin is
dry and pale and he is unable to sweat as was proven by different tests done
in the dermatological Department (Verstege 1955). Lacrimal secretion is ab-
sent. The boy showed an ozena with external nasal and facial underdevelop-
ment. Both the bony and cartilaginous vault are underdeveloped. The X-ray
of his skull shows the internal nasal atrophy and the hypodontia (fig. 3¢). Only
3 teeth in the lower jaw have developed.

Patient B, a man aged 32, showed the complete syndrome. He was seen in
the Department of Dermatology and afterwards by us. There is the same type
of hair, no development of teeth at all and an internal as well as an ex-
ternal atrophy of moderate degree (fi. 4a and b).
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Fig. 3a en b: Patient A - Ectoder-
mal dysplasia syndrome. Anhi-
drosis, hypotrichosis (note the
absence of the eyebrows), hy-
podentia and ozena with exter-
nal nasal and facial atrophy are
present.

Fig. 8c. Spacious internal nose
and hypodontia. Only two
front teeth and one mo-
lar have developed.



Fig. 4a en b.

Patient B - Anhidro-
sis, hypotrichosis

(scarce thin hair on
the scalp, no eye-
brows), adontia and
ozena with external
nasal and facial atro-

phy.

Patient C, a man 28 years old showed the hypotrichosis, the hypodontia
and an atrophic rhinitis. In his case too the hair of the scalp is very thin and
without pigment (fig. 5). There was a marked internal nasal atrophy whereas
the external nasal pyramid was normally developed. This patient only had two
front teeth and now has a dental prothesis.

Patient D is a feeble minded girl of 22 years (fig. 6). In her case the com-
bination existed of hypotrichosis, anhidrosis and atrophic rhinitis. The nasal
underdevelopment or atrophy concerned both the internal and external nose
and also the face to some extent.

In the ectodermal dysplasia syndrome all different combinations of hypo-
trichosis, anhidrosis, hypodontia, ozena with or without external nasal atrophy
and some more rare malformations can be present. The possibility has to be
considered whether a gradual transition from the complete ectodermal
dysplasia syndrome via different incomplete syndromes to ozena simplex may
exist.
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Fig. 5. Patient C - Incomplete ecto-  Fig. 6. Patient D - Girl with hypotrichosis, an-

dermal dysplasia syndrome: hidrosis, mental deficiency and atrophic
hypotrichosis (very few thin rhinitis with -moderate sagging of the
hairs on the scalp, no eye- cartilaginous dorsum. Normal develop-
brows), adontia and atrophic ment of teeth.

rhinitis. No growth distur-
bance of the external nose
and face.

3. Ozena as part of Sjegren’s syndrome.

Many of the symptoms of what now generally is called Sjegren’s syndrome
have been described long ago. In 1933 they were put together by Sjegren. In
order to diagnose Sjegren’s syndrome the presence is required of:

— kerato-conjunctivitis sicca,
— Xxerostomia, sometimes accompanied by parotid swelling.

Often rheumatoid arthritis is also present and the sicca syndrome may be
completed by atrophic rhinitis-ozena, atrophic pharyngolaryngitis, achlorhydria
and atrophic vaginitis.

Just as in the ectodermal dysplasia syndrome often only some of these symp-
toms are present. All different combinations have been described. And here
too, the question arises whether in relation to this syndrome ozena simplex
is a single manifestation of a more general disease. A similar sugges-
tion was put forward some years ago by Arslan c.s. (1960, 1963) and by Neuss
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(1961). They wanted to include ozena in the group of collagen diseases. The
argument of Arslan c.s. is the resemblance of the histopathology and of the
disturbance of the blood protein pattern that would exist in ozena and in the
collagen diseases. Some ltalian investigators among others Salis (1956) and
de Amicis and Corbetta (1960), have indeed reported a hypoalbuminemia and
a hyperglobulinemia in ozena patients. At present however the value of the
idea of grouping together different diseases as “collagen diseases” is questi-
oned. Nevertheless it is still interesting to pay attention to the blood protein
ratios as found recently by Bunim (1960) in different subgroups of Sjegren’s
syndrome in relation to ozena.

In all his patients with Sjegren’s syndrome Bunim observed a lowering of
the albumin fraction and an increase of the total globulin and of the gamma-
globulin fraction. This was also found in patients, who showed the “sicca”
symptoms (kerato-conjunctivitis, xerostomia, atrophic rhinitis etc.) only. These
findings are therefore essentially the same as those reported by de Amicis
and Corbetta in ozena patients.

In our Department blood protein determinations have been performed in a
number of our recent ozena patients and the results have appeared to be nor-
mal in most cases. In three patients (women of 18, 18 and 59 years old) how-
ever a rather severe disturbance of the normal ratio was found i.e. a decrease
of the albumin fraction and an increase of the globulin fraction. Serological
tests (Latex fixation test and Rose-Waaler test) have always been found nega-
tive.

Summarizing we may say that primary ozena can present itself in several
ways:

1. as internal nasal atrophy only;

2. as internal and external nasal atrophy;

3. as part of the ectodermal dysplasia syndrome;
4. as a symptom in Sjegren’s syndrome.

Different incomplete syndromes in between are possible. This suggests that
primary ozena ought not to be considered too much as an isolated nasal
disease and as a nosological entity. It possible is a manifestation of a more
general disease. The presence of a disturbance in the blood protein pattern
similar to that in Sjegren’s syndrome in some of the patients with ozena sim-
plex is in favour with this assumption.

SUMMARY

Ozena may be a disease by itself (ozena simplex) or a part of a syndrome.
Two types of ozena simplex can be distinguished: a. type with internal nasal
atrophy only and a type with atrophy of both the internal and external nose
and sometimes of the face too. Ozena/atrophic rhinitis can also present itself
also as a part of the ectodermal dysplasia syndrome (anhidrosis, hypotrichosis,
hypodontia and ozena) and of Sjegren’s syndrome (kerato-conjunctivitis sicca,
Xerostomia, rheumatoid arthritis, ozena e.0.) Four personal cases of ectoder-
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mal

dysplasia syndrome are discussed. In both the ectodermal and Sjegren’s

syndrome all different combinations of the symptoms appear to be possible.
The question is raised whether a gradual transition from ozena simplex to the

two

complete syndromes may exist. Consequently ozena has not to be

considered too much as an isolated nasal disease but as a more general
disease. This suggestion was made before by other authors because of cer-

tain

histologic observations and abnormalities of the blood protein pattern

found in ozena patients. The existence of a disturbed blood protein was con-
firmed in a few of our ozena simplex patients. The abnormalities were similar
to those in Sjegren’s syndrome. Serological tests however were negative.

1l

110

REFERENCES

. Amicis, E. de, and Corbetta, L.: Gli aspetti della disprotidemia concomitante alla

malattio ozenatosa. Arch. ital. Otol. 71, 146 (1960).

Arslan, M. and Ricci, V.: Documents histochimiques pour classer I'otospongiose
parmi les dysprotidoses osseuses. C. R. 58e Congrés Soc. frang. O.R.L. (1960).

Arslan, M.: Kollagenosen und regionale Mesenchymopathien. Chapter in: Handb.
Hals-Nas.-Ohrenheilk. Bd I, 312, (19683), George Thieme Verlag, Stuttgart.

Bunim, J. J.: A broader spectrum of Sjegren syndrome and its pathological impli-
cations. Ann. rheum. Dis. 20, 1 (1961).

Christ, J.: Nase und Ohre bei angeborenen Mangel der SchweiBdriisen. Ein Beitrag
zur Ozénafrage. Z. Laryng. Rhinol. 6, 391 (1913).

Lewin, M. L.: Nasal deformity in anhidrotic ectodermal dysplasia.

Arch. Otolaryng. 35, 210 (1942).

Nager, F. R.: Ueber das Vorkommen von Ozina bei angeborenen Haut- und
Zahnanomalien.
Arch. Laryng. Rhinol. 33, 426 (1920).

Neuss, O.: Die Ozaena, ein Krankheitsbild des rheumatischen Formenkreises.
Die Medizinische Welt 34, 1703 (1961).

Salis, B.: Sieroproteine, V.E.S. e titolo anti-o-streptolisine negli ozenatosi.
Minerva Otorinolaring. 4, 221 (1956).

Siemens, H. W.: Studien tber Vererbung von Hautkrankheiten XiI. Anhydrosis
hypothrichotica.
Arch. Derm. Syph., Berlin, 136, 69 (1937).

Verstege, G. A.: Anhidrosis polydysplastica.
Ned. T. Geneesk. 99, 2785 (1955).

Dr. E. H. Huizing, M.D.,

Department of Oto-Rhino-Laryngology,
University of Leiden, Netherlands.





