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Abstract

has rarely been described in the early stages (stage ).

ance of skin lesions, and recovery of muscle strength.

Context: Dermatomyositis is a rare autoimmune disease characterized by noninfectious inflammatory damage of
skin and predominant muscles in the belts. It is believed to be associated with about 1 in 1000 cases of nasopharyn-
geal carcinoma. This association has been described for locally advanced stages Il and lll nasopharyngeal carcinoma. It

Case presentation: A 65-year-old Moroccan patient residing in Casablanca, with no particular history was referred to
the Mohamed VI Center for the treatment of cancers of the University Hospital Center IBN ROCHD in Casablanca, for
treatment of nasopharyngeal cancer. He was admitted in poor general condition, performance status 3, with ery-
thema on the face, neck, and extremities. The diagnosis of paraneoplastic dermatomyositis was made owing to pro-
gressive muscle weakness and elevation of muscle enzymes associated with the typical rash of the face and hands.
He received corticosteroid therapy and then radiotherapy to the nasopharynx with good clinical outcome, disappear-

Conclusions: We report this case of dermatomyositis in early-stage nasopharyngeal carcinoma, which is a rarely
described entity. Rapid treatment of dermatomyositis improved the patient’s quality of life and enabled him to sup-
port specific cancer treatments. This can be used as an element of early diagnosis and monitoring after treatment.
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Introduction

Dermatomyositis (DM) is a rare autoimmune disease
characterized by noninfectious inflammatory damage of
skin and predominant muscles in the belts [1]. It is asso-
ciated with a malignant tumor in 18-32% of cases, and
may be indicative of cancer, including ovarian, bronchial,
breast, and head and neck cancers, as well as lymphomas
more rarely. It can appear simultaneously or after diagno-
sis [2]. The incidence of dermatomyositis associated with
nasopharyngeal carcinoma (NPC) is 1 in 1000 cases [3].
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This association has been described for locally advanced
stages II [3] and III [4].

The objective of this study is to report a case of undif-
ferentiated carcinoma of the nasopharynx (UCNT) at an
early stage (stage I). We describe the diagnostic, thera-
peutic, and prognostic aspects of this entity, although
rare. Thus, clinicians will be able to make the diagnosis at
early stages.

Case presentation

A 65-year-old Moroccan origin patient with no par-
ticular history was referred to the Mohamed VI Center
for the Treatment of Cancers of the University Hospital
Center (CHU) IBN ROCHD, Casablanca. The onset of
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his symptomatology dates back 3 months to the onset of
intermittent solid dysphagia (a symptom of dermatomy-
ositis because muscle damage can lead to swallowing dis-
orders), which became total, motivating establishment of
a nasogastric feeding tube, and associated with a rash on
the face and hands, with intense fatigue and nonquanti-
fied significant weight loss. On clinical examination, the
patient was found to be highly impaired, with a perfor-
mance status (PS) of 3 and a rash on the face, neck, and
extremities with a Cutaneous Dermatomyositis Disease
Area and Severity Index (CDASI) score of 15 (Figs. 1, 2
and 3). The examination also revealed a muscle deficit
in the axial muscles rated at eight, according to manual
muscle testing (MMT), proximal and distal muscles
rated at 32 and 8, respectively, with an overall MMT
score of 48 out of 260 [1]. In the paraclinical check-up
for cancer diagnosis, panendoscopy showed a tumor pro-
cess in the posterior wall of the nasopharynx. The biopsy
found an undifferentiated carcinoma of the nasopharynx
(UCNT), with immunohistochemical expression of p63.
p63 is not a specific marker for the nasopharynx, but it is
a general marker for squamous cell carcinomas. We have
other markers such as p40 and LMP1, but only p63 was
tested due to availability. Magnetic resonance imaging
(MRI) of the nasopharynx and positron emission tomog-
raphy (PET) also showed the tumor process at the poste-
rior nasopharyngeal wall of the nasopharynx classified as
stage I (TINOMO).

Owing to clinical signs suggestive of dermatomyosi-
tis, a requested biological assessment showed increased
lactate dehydrogenase (LDH) 301 IU/L, with normal
creatine phosphokinase (CPK) 148 IU/L and antinuclear
antibodies positive to 1/640 of homogeneous types. The
final diagnosis of paraneoplastic dermatomyositis with
an overall assessment of disease activity by the physi-
cian (IMACS) assessed on a four-point Likert scale cor-
responding to a very severe active disease associated with

Fig. 1 Erythematous rash on the hands
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Fig. 2 Erythematous rash on front of neck

stage I nasopharynx UCNT. In view of the severity of the
dermatomyositis, it was necessary to start rapid treat-
ment because of its extreme activity [1].

The patient received corticotherapy of methylpredni-
solone (1 mg/kg/d) injectable for 3 days, then oral relay
with 60 mg prednisolone for 4 months with a slow reduc-
tion of 2.5 mg/week.

A significant improvement occurred with corticoster-
oid therapy: the patient’s performance status improved
to 2, with removal of the nasogastric feeding tube and a
marked regression of skin lesions to a CDASI score of 11.
There was a decrease in motor deficit with an MMT of
208 and the muscle LDH reduced to 160 IU/L and CPK
to 40 IU/L. The treatment of his cancer was then initi-
ated, with exclusive radiotherapy at a rate of 70 grays
(GY) with a total dose on the tumor of 2 GY/fraction over
35 sessions with five sessions/week. At the end of the
etiological treatment, the patient was autonomous with
a performance status of 1, skin lesions had disappeared
(Fig. 4), and he had total recovery of muscle strength.

Discussion

Nasopharyngeal carcinomas (NPCs) account for less
than 1% of all malignant tumors and affect about 1 per-
son in 100,000 in North America and Western Europe.

Fig. 3 Erythematous rash on posterior side of neck
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Fig. 4 Disappearance of skin lesions

It is more common in Asia and North Africa, where it
affects 5-9 people per 100,000 [5]. The undifferenti-
ated pathological subtype is the most common, most
often associated with paraneoplastic syndromes such
as fever, leukemoid reactions, and osteoathropathy [6].
The combination of dermatomyositis and cancer is com-
mon, affecting 18—32% of patients [2]. However, its asso-
ciation with pharyngeal carcinoma is not well described.
Most often it is associated with the undifferentiated type,
somewhat less frequently associated with the differenti-
ated type, and never with well-differentiated cancer [7].
It may be more severe than the consequences of the pri-
mary tumor itself and may precede, follow, or be con-
comitant with the diagnosis of cancer. This is the finding
in our case where symptomatology was dominated by
dermatomyositis.

The pathogenesis of dermatomyositis is still poorly
known, and several mechanisms have been suggested.
Two theories have been developed: hormonal theory and
immunological theory. Hormonal theory hypothesizes
that it is the tumor that secretes biologically active hor-
monal polypeptides that are homeostatically inappropri-
ate. These polypeptides are thought to be responsible for
different clinical endocrine syndromes [7]. In the immu-
nological theory, paraneoplastic syndrome is the result
of cross-reactions of antibodies produced against tumor
antigens, with normal tissues having a similarity of struc-
tures [7].

The diagnosis of dermatomyositis is based on five cri-
teria according to Bohan and Peter [8]: progressive, sym-
metrical muscle weakness of the neck girdles and flexor
muscles; dermatological signs (heliotropic rash with peri-
orbital edema; Gottron’s papules (scaly dermatitis on the
joints of the fingers); dermatitis on the elbows, knees, and
feet; and a muscle biopsy in favor of myositis.

An increase in serum muscle enzymes is indicative of
muscle necrosis (especially CPK, aldolase, LDH). These
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are increased in 70-90% of patients, however a normal
rate should not rule out the diagnosis [1]. An electro-
myographic profile in favor of muscle damage. The pres-
ence of three or four of these criteria, in addition to the
rash, enables the diagnosis of dermatomyositis, and the
presence of two criteria associated with the rash is very
suggestive of dermatomyositis. Thus, faced with the pro-
gressive muscle weakness and elevation of LDH asso-
ciated with the typical rash, we made the diagnosis of
paraneoplastic dermatomyositis.

Dermatomyositis can be idiopathic, especially in chil-
dren. However, it is usually linked to a malignant tumor,
as shown in the epidemiological study by Hill et al, in
which 32% of dermatomyositis were associated with can-
cers of the ovary, lung, pancreas, breast, gastrointestinal
tract, or non-Hodgkin lymphoma [2]. Also, Chan pub-
lished a series of dermatomyositis cases in Singapore,
in which 41% were nasopharyngeal carcinomas [9]. In
addition,a statistical study carried out in China found an
association of dermatomyositis with cancer of 20.3%, of
which 78.5% concerned nasopharyngeal carcinoma [10].

The treatment of dermatomyositis in a cancer patient
involves treatment of both the dermatomyositis and the
tumor. Treatment is the same in patients with or without
associated cancer and aims to increase muscle strength
and improve extramuscular manifestations. First-line
treatment is based on high-dose corticosteroid therapy
with the usual hygienic-dietary measures of corticoster-
oid therapy [11]. Before the use of corticosteroids, the
prognosis of dermatomyositis was poor, with mortality of
50-60% [12].

Corticosteroids are prescribed at a dosage of 1 mg/
kg/d for 4-8 weeks on average, until the regression of
clinical signs and the reduction or normalization of
muscle enzymes. Then, a progressive reduction can be
initiated until the minimum effective dose is achieved
for 69 months without relapse [13]. For severe forms
of dermatomyositis, the use of intravenous bolus meth-
ylprednisolone at a dosage of 1 mg/kg/d for 3 d, then
oral relay is recommended [12]. This was the case for
our patient admitted in an altered state who received an
injectable bolus and then oral relay. However, in the case
of refractory or corticosteroids, other treatment options
are used such as methotrexate, azathioprine, intravenous
immunoglobulins, and rituximab [14].

In addition to corticosteroid therapy, treatment for
nasopharyngeal carcinoma should be carried out. In
stage I patients, treatment is exclusive radiotherapy of
70 GY at 2 GY/fraction over 35 sessions (5/week) as in
our case.

The prognosis of nasopharyngeal carcinoma with der-
matomyositis is the same as that of a nasopharyngeal
carcinoma in general [10]. In addition, many authors
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have reported that a complete remission after radiation
therapy on the tumor results in the disappearance or
improvement of the symptoms and physical signs of der-
matomyositis. Relapse of dermatomyositis was correlated
with locoregional recurrence or the detection of metas-
tases, therefore, a monitoring element after treatment of
nasopharyngeal carcinoma should be undertaken.

Conclusion

Nasopharyngeal carcinoma with paraneoplastic der-
matomyositis is a rare but specific entity. The diagnosis
of dermatomyositis is based on five clinical and para-
clinical criteria. It is sometimes indicative of some naso-
pharyngeal carcinomas, which is an element of both
early diagnosis and surveillance. Thus, in the face of
dermatomyositis in patients from endemic areas, naso-
pharyngeal carcinoma should be investigated as a prior-
ity. In addition, the association of dermatomyositis with
nasopharyngeal carcinoma does not appear to influence
the prognosis of cancer, hence the value of rapid manage-
ment of dermatomyositis to improve the patient’s qual-
ity of life and enable them to support specific cancer
treatments.

Abbreviations

DM: Dermatomyositis; NPC: Nasopharynx carcinoma; UCNT: Undifferentiated
carcinoma of the nasopharynx; CHU: University Hospital Center; PS: Perfor-
mance status; CDASI: Cutaneous Dermatomyositis Disease Area and Severity
Index; MMT: Manual muscle testing; PET: Positron emission tomography; MRI:
Magnetic resonance imaging; IMACS: Global assessment of disease activity;
LDH: Lactate dehydrogenase; CPK: Creatine phosphokinase; Gy: Grays; Fr:
Fraction.

Acknowledgements
Not applicable.

Authors’ contributions
All authors contributed to the writing and development of this article. They
also all read and approved the final version of the manuscript

Funding
Not applicable.

Availability of data and materials
No object.

Declarations

Ethics approval and consent to participate
Not applicable.

Consent for publication

Written informed consent has been obtained from the patient for publication
of this case report and accompanying images. A copy of the written consent is
available for review by the Editor-in-Chief of this journal.

Competing interests
Authors do not declare any conflict of interest

Received: 1 April 2021 Accepted: 18 October 2021
Published online: 04 January 2022

Page 4 of 4

References

1. Brigitte Bader-Meunier and Olivier Benveniste. National Diagnostic and
Care Protocol (PNDS) Child and Adult Dermatomyositis. July 2016. 10th
www.has-sante.fr.

2. HillCL, ZhangY, Sigurgeirsson B, Pukkala E, Mellemkjaer L, Airio A, Evans
SR, Felson DT. Frequency of specific cancer types in dermatomyositis
and polymyositis: a population-based study. Lancet (London, England).
2001;357(9250):96-100. https://doi.org/10.1016/50140-6736(00)03540-6.

3. ZianiFZ, Brahmi SA, Najib R, Kanab R, Arifi S, Mernissi FZ, Mellas N. Para-
neoplastic dermatomyositis revealing an undifferentiated nasopharyn-
geal carcinoma: about a case. Pan Afr Med J. 2016,24:29. https://doi.org/
10.11604/pamj.2016.24.29.4822.

4. Chakroun A, Guigay J, Lusinchi A, Marandas P, Janot F, Hartl DM. Para-
neoplastic dermatomyositis accompanying nasopharyngeal carcinoma:
diagnosis, treatment and prognosis. Eur Ann Otorhinolaryngol Head
Neck Dis. 2011;128(3):127-31. https://doi.org/10.1016/j.anorl.2010.10.007.

5. Vasef MA, Ferlito A, Weiss LM. Nasopharyngeal carcinoma, with emphasis
on its relationship to Epstein-Barr virus. Ann Otol Rhinol Laryngol.
1997;106(4):348-56. https://doi.org/10.1177/000348949710600416.

6. Toro C, Rinaldo A, Silver CE, Politi M, Ferlito A. Paraneoplastic syn-
dromes in patients with nasopharyngeal cancer. Auris Nasus Larynx.
2009;36(5):513-20. https://doi.org/10.1016/j.anl.2008.10.006.

7. Maalej M, Ladgham A, Ennouri A, BenAttia A, Cammoun M, Ellouze R.
The paraneoplastic syndrome in nasopharynx cancer. 32 boxes. Presse
Medicale. 1985;14:471-4.

8. Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N
EnglJ Med. 1975;292:344-7. https://doi.org/10.1056/NEJM19750213292
0706.

9. Chan HL. Dermatomyositis and cancer in Singapore. Int J Dermatol.
1985;24(7):447-50. https://doi.org/10.1111/j.1365-4362.1985.tb05816 x.

10. HuW, Chen DL, Min HQ. Study of 45 cases of nasopharyngeal carcinoma
with dermatomyositis. Am J Clin Oncol. 1996;19:35-8. https://doi.org/10.
1097/00000421-199602000-00008.

11. Frikha F, Snoussi M, Salah RB, Saidi N, Kaddour N, Bahloul Z. Dermatomy-
ositis in the elderly: a study of 4 cases in southern Tunisia. Pan Afr Med J.
2012;13:26.

12. Mary I, Mouthon L. Therapy of polymyositis and dermatomyositis. Auto-
immun Rev. 2011;11(1):6-13. https://doi.org/10.1016/j.autrev.2011.06.007.

13. Chérin P. Current therapy for polymyositis and dermatomyositis. Internal
Med Rev. 2008;29:9-14.

14. Pautas E, Chérin P, Piette JC, Pelletier S, Wechsler B, Cabane J, Herson S.
Features of polymyositis and dermatomyositis in the elderly: a case—con-
trol study. Clin Exp Rheumatol. 2000;18(2):241-4.

Publisher’s Note
Springer Nature remains neutral with regard to jurisdictional claims in pub-
lished maps and institutional affiliations.

Ready to submit your research? Choose BMC and benefit from:

fast, convenient online submission

thorough peer review by experienced researchers in your field

rapid publication on acceptance

support for research data, including large and complex data types

gold Open Access which fosters wider collaboration and increased citations

maximum visibility for your research: over 100M website views per year

K BMC

At BMC, research is always in progress.

Learn more biomedcentral.com/submissions



http://www.has-sante.fr
https://doi.org/10.1016/S0140-6736(00)03540-6
https://doi.org/10.11604/pamj.2016.24.29.4822
https://doi.org/10.11604/pamj.2016.24.29.4822
https://doi.org/10.1016/j.anorl.2010.10.007
https://doi.org/10.1177/000348949710600416
https://doi.org/10.1016/j.anl.2008.10.006
https://doi.org/10.1056/NEJM197502132920706
https://doi.org/10.1056/NEJM197502132920706
https://doi.org/10.1111/j.1365-4362.1985.tb05816.x
https://doi.org/10.1097/00000421-199602000-00008
https://doi.org/10.1097/00000421-199602000-00008
https://doi.org/10.1016/j.autrev.2011.06.007

	Paraneoplastic dermatomyositis revealing undifferentiated nasopharyngeal carcinoma at early stage: a case report
	Abstract 
	Context: 
	Case presentation: 
	Conclusions: 

	Introduction
	Case presentation
	Discussion
	Conclusion
	Acknowledgements
	References


