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Dear Editor,

Celiac disease (CD) is a chronic autoimmune systemic dis-
ease triggered and maintained by gluten proteins. CD can begin 
at any age with a higher prevalence among the female gender 
(ratio 2:1/3:1) (1,2). Due to minor prevalence in male gender, 
CD has been less studied in this group (2).

Dermatitis herpetiformis (DH) is an autoimmune blistering 
cutaneous disease considered as the specific phenotypic expres-
sion of a gluten-sensitive enteropathy on the skin, immunohis-
tochemicaly indistinguishable from CD (3,4). DH is considered 
rare, (3) except in celiac patients, among whom it is present in 
15 to 25 % (5). Gender can influence the onset, clinical presen-
tation, progression, and outcome of some autoimmune diseases 
(6). Although controversial, clinical presentation of several au-
toimmune diseases in males can be more severe (7). 

The present study aims to report the clinical aspects of male Bra-
zilian patients with both CD and DH, also showing their laboratory 
and histological findings, treatment and follow-up information.

Patients and methods

This study with an observational, descriptive and retro-
spective design analyzed a series of consecutively diagnosed 

celiac patients; it was approved by the Institutional Ethic 
Committee. 

Of a total of eighty-seven men, all with European ascendan-
cy, diagnosed with CD and attended by a single physician in a 
private office between 1992 and 2012, fourteen (16.1 %) had a 
diagnosis of DH. All data were collected from patients’ charts. 
CD was diagnosed based on clinical, serological, and histolog-
ical findings (Marsh’s classification) (1). Diagnoses of DH was 
based on clinical and histological findings in skin biopsies. The 
follow-up of the patients consisted in interviews, clinical exam-
ination and serological tests. All the evaluations were conducted 
by the same physician at the moment of diagnosis, once a month 
up to the 6th month after diagnosis, and then every six months. 

Results 

Fourteen male patients, with a median age of 34 (rank 17 to 
55 years) were diagnosed with both CD and DH. Their gener-
al and gastrointestinal complaints are shown in table I. Demo-
graphical data of patients are shown in table II. 

All patients were diagnosed as having DH due to a typi-
cal skin lesion presentation. Despite the presence of classical 
features of DH, a delay in the diagnosis, ranging from 0 to 
240 months (median: 30 months) was documented. Immuno-
globulin A antiendomisial antibodies (IgA-EmA) were investi-
gated in 9 cases, being 5 (55.5 %) positive. Duodenal biopsies 
confirmed CD in all the patients, and the histological evaluation 
showed severe enteropathy in 11 cases (78.6 %), mild mucosal 
changes in 3 (21.4 %), who also exhibited normal intraepithelial 
lymphocytes counts (Table II).

Every patient was treated with a GFD; 7 (50 %) also received 
oral dapsone, and in one case, adding azathioprine was neces-
sary. One patient presented jaundice after being treated with 
dapsone and this drug was discontinued. 

Anemia was observed in 25 % (3/12) of patients. Nine pa-
tients were investigated for thyroid diseases, and 4 (44.4 %) 
presented hypothyroidism. One patient (7.1 %) presented 
lymphoma (54 years old) after 35 years of being diagnosed 
of CD. 
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diagnosis of CD (6) as observed in the present study (Table II). 
The mechanisms that trigger overt symptoms are not well un-
derstood. In Brazil, the only report on this subject is credited 
to Kotze, who referred DH in 11.5 % of the 157 studied CD 
patients of both genders (1). 

Although all DH patients presented gluten sensitivity, the 
great majority were asymptomatic regarding the digestive point 
of view. Alonso-Llamazares et al. (8), described that 13 % of 
patients with DH reported digestive complaints. In our study, 
bloating, chronic diarrhea and abdominal pain were the main 
digestive symptoms referred. General symptoms of patients 
mainly included weight loss, malnutrition, and peripheral ede-
ma (Table I).

Physical examination by itself may provide a suspicion of 
DH; however, additional testing is usually required. Some au-
thors related that small bowel biopsies are usually not necessary 
in a DH workup (3). Additionally, we recommend obtaining 
duodenal biopsies because this first evaluation of the intestinal 
mucosa is useful for the future, especially if a suspicion of ma-
lignancy (lymphoma) exists (1,3). Intestinal biopsies performed 
in patients with DH also reveal signs of gluten-related enterop-
athy in 60 % to 75 %, ranging from a normal-appearing epithe-
lium to a flat mucosa (Marsh I to III) (8). Bolotin and Petronic 
(10) reported that about 20 % of DH patients had an apparent-
ly normal small-bowel mucosal architecture, but patients can 
show findings consistent with a latent CD, as demonstrated in 
our study (Table II).

 Screening of patients’ relatives must be recommended at the 
time of diagnosis, and, in the present study, the discovery of 
first-degree relatives having CD or DH in 5 patients reinforces 
our assertion, as the majority of them were asymptomatic or 
undiagnosed.

Hervonen et al. reported a 1.0 % prevalence of lymphoma 
in 1,104 CD cases from Finland (8). This malignancy can oc-
cur both in and outside the gastrointestinal tract as a nodal or 
extranodal disease. It is remarkable that among our 14 patients 
with DH, lymphoma was diagnosed in one patient with a long-
life CD plus DH, on a GFD. Whether GFD protects against 
the development of lymphoma in CD is controversial. In DH 
patients, the adherence of a GFD could be lenient and could 
increase the risk of cancer. On the other hand, survival rates 
in patients with DH do not appear to differ from those of the 
general population. 

Gastroenterologists treating patients with CD must be alert 
for skin manifestations of gluten sensitivity and other associated 
diseases. On the other hand, dermatologists may be aware of 
digestive implications of DH.
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Five patients had another first-degree relative with a glu-
ten-related disorder: DH was reported in one father and in one 
sister, CD was reported in one sister and one daughter, and one 
patient had twin daughters with both CD and DH. 

Discussion

Our study documented that DH is commonly associated to 
CD in Brazilian male patents in a similar way that reported from 
European and North American studies, suggesting that geo-
graphic differences are not influenced in these diseases (2,4). 
The same was observed regarding the mean age of occurrence 
(third or fourth decade), as well as with diagnostic delay (4,8) 
(Table II).

According to some authors, about 5 % of CD patients will 
present DH at any moment in their lives, before or after the 

Table I. General symptoms, gastrointestinal findings 
and physical examination of patients with dermatitis 

herpetiformis and celiac disease (n = 14)

Gastrointestinal symptoms
Percent
(n = 14)

Bloating 71 %

Chronic diarrhea 57 %

Heartburn 50 %

Abdominal pain 36 %

Aphthas 36 %

Epigastric pain 21 %

Vomit 14 %

Nausea 7 %

General symptoms

Weigh loss 50 %

Irritability 43 %

Depression 29 %

Headache 21 %

Tiredness 14 %

Sleep disorders 14 %

Decrease in appetite 7 %

Physical examination 

Distension 64 %

Increase HAN 57 %

Malnutrition 28 %

Edema 14 %

Hypoplasia 14 %

Desydration 7 %
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Table II. Clinical, laboratorial and demographical data of 14 patients with celiac disease and dermatitis herpetiformis

Patient
Age at 
diagnosis 
(years)

Diagnostic 
delay for DH 
(months) 

First disease 
presented 

EmA-IgA 
Endoscopic 
data

Duodenal 
biopsy* 

IEL
Skin 
biopsy 

GFD Dapsone Azatioprine Follow-up

1 46 0 CD and DH ND
Distal 
esofagitis 

IIIC NC ND X   Improved

2 55 5 DH POS 1/5
Gastritis, hp 
pos

IIIA > 50 % DH X X  Improved

3 47 24 CD ND Gastritis IIIB > 40 % ND X   Improved

4 47 108 DH POS 1/5 Gastritis II 16 % DH X X  Improved

5 35 24 CD Negative Gastritis IIIC > 40 % DH X X  Lymphoma

6 34 84 DH ND ND IIIB NC DH X   Improved

7 32 120 DH Negative Gastritis IIIA NC ND X   Improved

8 49 240 DH Negative
Gastritis hp 
pos

II 2 % DH X X  Improved

9 19 0 CD POS 1/80 NR IIIC > 40 % ND X   Improved

10 26 60 DH Negative Gastritis II > 20 % DH X X X Improved

11 48 84 CD POS 1/5
Gastritis hp 
pos

IIIA 50 % ND X   Improved

12 17 36 DH POS 1/40 Normal III B 35 % ND X X  Jaundice

13 33 12 DH ND ND IIIA 20 % DH X X  Improved

14 34 0 CD ND Normal IIIC > 40 % DH X   Improved

*Marsh classification; EmA: Antiendomisyal antibody; CD: Celiac disease; DH: Dermatitis herpetiformis; IEL: Intra-epithelial lymphocytes; GFD: Gluten-free diet; NC: Not counted; POS: Posi-
tive; Hp: Helicobacter pylori.
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