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granulomatous sialadenitis. The histological examination of the 
subcutaneous nodule (Figure 4) noted tuberculoid inflammation 
with a focal pyoepithelioid appearance. The respiratory functional 
explorations were normal. At the broncho-alveolar lavage, we noted 
an inflammatory cytology. The diagnosis of sarcoidosis revealed by 
Mikulicz syndrome was retained. General corticosteroid therapy (0.5 
mg/kg/day) was indicated. The clinical course was favourable with 
regression of glandular hypertrophy.

Case report 2
A 20-year-old patient was referred for bilateral palpebral edema 

associated with parotid gland enlargement. She complained 
about intense headache at the base of the skull exaggerated by 
head movements associated with anosmia, nasal obstruction, 
palpebral oedema, hypertrophy of the parotid glands without 
fever. ENT examination noted the presence of nasal muco-
purulent secretions in both nasal fossae with left obstruction and 
highly inflammatory petechial mucosa on the right side. At the 
routine blood examination, we noted hyper-gammaglobulinemia 
with a polyclonal appearance at 14.4 g/l. Phosphocalcic and liver 
function tests were normal. The tuberculosis balance sheet was 
negative. Serologies of toxoplasmosis were negative. The level 
of IgG4 was normal. The thoracic CT scan showed the presence 
of micronodular parenchymal lesions opposite the large right 
apico-dorsal, middle lobar, subpleural and culminal scars. 
Histopathological examination of the nasal mucosa and accessory 
salivary glands showed granulomatous lesions. Broncho-alveolar 
lavage: a lymphocytic alveolitis (58.3%). The diagnosis of 
sarcoidosis revealed by Mikulicz syndrome was retained. Systemic 
corticosteroid therapy (0.5 mg/kg/day) was indicated for respiratory 
compromise. The clinical course was favourable with regression of 
glandular hypertrophy after 25 days.
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Abstract 

Mikulicz Syndrome is a rare chronic condition characterized by inflammatory process of lacrimal, parotid and sub-mandibular glands and lymphocytic 
infiltrations. We present an atypical diagnosis of sarcoidosis through a clinical presentation similar to Mikulicz syndrome in two patients aged respec-
tively of 48 and 20 years with a good response to corticosteroids.
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Background
Sarcoïdosis is a systemic granulomatosis that can affect lungs, 

ganglions, skin and eyes. Chest manifestations reveal frequently the 
sarcoidosis. Ophtalmologic features reveal the disease in 7 to 20% 
of the cases. Mikulicz’s syndrome is characterized by symmetric 
lacrimal, parotidian, and submandibular gland enlargement with 
associated lymphocytic infiltrations. Sarcoidosis, Sjogren’s syndrome, 
tuberculosis and hemopathies are most common disease that can 
include a mikulicz syndrome.

We report two cases of Mikulicz’s syndrome revealing sarcoïdosis.

Case report 1
A 48-year-old patient was referred for bilateral lacrimal and parotid 

gland enlargement without fever. Enlargement of the lacrimal (Figure 
1) and parotid (Figure 2) glands associated with nasal obstruction 
and sinus pain were the initial symptoms. ENT (Ear, Nose and 
Throat) examination showed an inflammatory nasal mucosa and 
the presence of 2 nodules in the oral mucosa. Skin examination 
showed a subcutaneous nodule on the inner side of the left arm. 
Routine blood examination showed hyper-gammaglobulinemia 
at 16.9 g/l polyclonal appearance and hypercalciuria at 7.3 
mmol/24h with a high level of the conversion enzyme at 101 
ECU. The calcemia and parathormone levels were normal. 
Serologies of toxoplasmosis were negative. The tuberculosis 
balance sheet was negative. The level of IgG4 was normal. The 
thoraco-abdominal CT scan showed interstitial pneumopathy 
with mediastinal adenopathies as well as moderate hepatomegaly 
and retroperitoneal adenopathies. Histopathological examination of 
nasal mucosa biopsies (Figure 3) showed non-necrotizing epithelioid 
and giganto-cellular granulomatous lesions of the nasal mucosa. At 
the examination of the biopsy of accessory salivary glands, we noted 
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Discussion
Sarcoidosis is a multisystemic granulomatosis affecting preferentially 

young, female subjects. It affects the eye in approximately 21% of 
cases [1]. Ophthalmologic manifestations are inaugural in 7 to 20% 
of cases depending on the series [1,2]. Anterior uveitis is the most 
frequent ocular manifestation and is noted in 21 to 70% of cases 
of ocular sarcoidosis depending on the series [2]. Patent orbital 
manifestations are rarer and are poorly described in the literature 
[3-5]. Among them, the lacrimal gland is the most frequent and 
is associated with systemic damage in the majority of cases. The 
lacrimal gland is affected bilaterally and asymptomatically in 60-
87% of cases [2]. Glandular enlargement is present in 8-32% of 
cases [2] and may be palpable as a painless bilateral superolateral 
mass. It is responsible for a dry syndrome in 5-42% of cases [2]. 
The simultaneous hypertrophy of the lacrimal and parotid glands 
observed in our two patients constitutes Mikulicz syndrome, 
mainly encountered in sarcoidosis, tuberculosis, Hodgkin’s disease 
and some leukemias. Anosmia is a symptom caused by various 
etiologies, whereas sinonasal disease is one possible reason. Patients 
with sinonasal disease almost always complain of nasal obstruction, 
rhinorrhea, and may be crusting, which also were identified to be 
strong indicators of sinonasal sarcoidosis such is the case of the first 
patient.

This mode of presentation of sarcoidosis is rarely encountered 
in internal medicine; its exact frequency is unknown and probably 
underestimated by internal medicine studies since most cases are 

Figure 1: Enlargement of the lacrimal glands.

 
Figure 2: Enlargement of the parotid glands.

 
Figure 3: Histopathological examination of nasal mucosa biopsies 
showed non-necrotizing epithelioid and giganto-cellular granuloma-
tous lesions of the nasal mucosa.

 
Figure 4: The histological examination of the subcutaneous nodule 
noted tuberculoid inflammation with a focal pyoepithelioid appear-
ance.

diagnosed in ophthalmology or stomatology. Mikulicz disease is 
now considered part of the IgG4-related autoimmune disease 
spectrum, which can include inflammatory disorders of the 
pancreas, thyroid gland, pachymeninges, pituitary gland and 
infundibulum [6].

Among the differential diagnoses to consider when faced with 
bilateral tear gland enlargement, orbital lymphoma with involvement 
of the lacrimal glands should be mentioned; however, orbital 
lymphoma usually affects the older subject. It is most often unilateral. 
The biopsy of the lacrimal glands eliminates this diagnosis by 
identifying a giganto-epithelioid granuloma without caseous necrosis, 
especially since the association between systemic sarcoidosis and 
orbital lymphoma has already been described [7]. The other causes of 
Mikulicz syndrome were eliminated by the normality of the rest of the 
clinical examination and further investigations. If the lacrimal gland is 
affected, sarcoidosis is systemic in the majority of cases [8]. A positive 
diagnosis of sarcoidosis is obtained by histological examination of the 
biopsy of the lacrimal gland showing a giganto-epithelioid granuloma 
without caseous necrosis. Rapid regression is the rule under systemic 
corticosteroid treatment [9].
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Conclusion
Granumatosis of lacrymal and parotid glands can be encountred 

with lymphoma or tuberculosis. It rarely reveals the diagnosis of 
sarcoidosis. Our cases confirm the good response to corticosteroids.

References
1.	 Chretien J, Stanislas-Leguern G, Saltiel JC (1991) Sarcoïdose. In: Kahn 

MF, Peltier AP, Meyer O, Piette JC (eds) Les maladies systémiques. 3rd 
edition, Flammarion Médecine Sciences, Paris 857-889.

2.	 Obenauf CD, Shaw HE, Charles F, Sydnor CF, Klintworth GK (1978) 
Sarcoidosis and its ophthalmic manifestations. Am J Ophtalmol 86: 
648-655.

3.	 Bronson LJ, Fisher YL (1976) Sarcoidosis of the paranasal sinuses 
with orbital extension. Arch Ophthalmol 94: 243-244.

4.	 Imes RK, Reifschneider JS, O’Connor LE (1988) Systemic sarcoidosis 
presenting initially with bilateral orbital and upper lid masses. Ann 
Ophthalmol 20: 466-469.

5.	 Faller M, Purohit A, Kennel N, de Blay F, Sahel J, et al. (1995) Systemic 
sarcoidosis initially presenting as an orbital tumour. Eur Respir J 8: 
474-476.

6.	 Toyoda K, Oba H, Kutomi K, Furui S, Oohara A, et al. (2012) MR 
imaging of IgG4-related disease in the head and neck and brain. 
AJNR Am J Neuroradiol 33: 2136-2139.

7.	 Polito E, Leccisotti A (1995) Orbital lymphoma in systemic 
sarcoidosis. Br J Ophthalmol 79: 1057.

8.	 Collison JM, Miller NR, Green WR (1986) Involvement of orbital 
tissues by sarcoid. Am J Ophthalmol 102: 302-307.

9.	 Yee AMF (2016) Sarcoidosis: Rheumatology perspective. Best Pract 
Res Clin Rheumatol 30: 334-356.

https://pubmed.ncbi.nlm.nih.gov/568886/
https://pubmed.ncbi.nlm.nih.gov/568886/
https://pubmed.ncbi.nlm.nih.gov/568886/
https://pubmed.ncbi.nlm.nih.gov/1252176/
https://pubmed.ncbi.nlm.nih.gov/1252176/
https://pubmed.ncbi.nlm.nih.gov/3218815/
https://pubmed.ncbi.nlm.nih.gov/3218815/
https://pubmed.ncbi.nlm.nih.gov/3218815/
https://pubmed.ncbi.nlm.nih.gov/7789499/
https://pubmed.ncbi.nlm.nih.gov/7789499/
https://pubmed.ncbi.nlm.nih.gov/7789499/
http://www.ajnr.org/content/33/11/2136
http://www.ajnr.org/content/33/11/2136
http://www.ajnr.org/content/33/11/2136
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC505334/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC505334/
https://pubmed.ncbi.nlm.nih.gov/3752194/
https://pubmed.ncbi.nlm.nih.gov/3752194/
https://pubmed.ncbi.nlm.nih.gov/27886804/
https://pubmed.ncbi.nlm.nih.gov/27886804/

	Title
	Corresponding author
	Abstract
	Keywords
	Background
	Case report 1 
	Case report 2 

	Discussion
	Conclusion
	References
	Figure 1
	Figure 2
	Figure 3
	Figure 4

