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SIGNIFICANCE
Darier’s disease is a rare, autosomal dominantly inherited, 
debilitating disease, which can lead to stigmatization and 
social isolation. Its management and therapies remain diffi-
cult, as therapeutic options are limited. Aim of our research 
was to shed light on the in-depth patient’s perspective of 
the disease and medical care hereof, hopefully enhancing 
our overall understanding of DD and leading to an impro-
vement of patient management on the whole.
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The MDHHgermany registry was initiated to charac-
terize the “real-life” situation of affected individuals 
with Darier’s disease (DD; Morbus Darier, MD) and 
Hailey-Hailey disease (HH), including their treatment 
and healthcare. To gain deeper insights into medical 
care of patients with DD, various aspects such as de-
mographics, subjective symptoms, patient satisfaction 
with medical care, past and current therapies were 
explored. Patients with diagnosed DD were included. 
Subjective symptoms such as itch, pain and burning 
sensation were assessed. Individual therapy goals 
were recorded and patients assessed previous/current 
therapies along with satisfaction of medical care and 
treatment. A total of 55 patients were recruited; 47 pa-
tients were eligible for the analysis. Pruritus was rated 
the most bothersome symptom. Some 42.6% had not 
received systemic treatment so far or systemic thera-
pies were rated ineffective (32.6%). Most commonly 
oral retinoids were prescribed, followed by corticoste-
roids. Patient satisfaction with medical care and treat-
ment proved to be mediocre. This “real-life” data show 
an alarming unmet need regarding patients’ satisfac-
tion with medical care and treatment, evidenced by the 
reported lack of disease control. Further studies and 
interventions are needed to improve the spectrum of 
available therapies. MDHHgermany provides a founda-
tional platform for future clinical trials, epidemiologi-
cal studies, and pathophysiological analyses.
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Darier’s disease (DD) is a rare genetic disorder cha-
racterized by skin lesions and nail abnormalities. 

The condition follows an autosomal dominant inheritance 
pattern, caused by mutations in the ATP2A2 gene on 
chromosome 12q23-24.1, which encodes the sar-
coplasmic and endoplasmic reticulum calcium ATPase 
type 2 (SERCA2) protein (1–4).

The clinical presentation of DD varies in severity and 
may encompass various skin lesions such as keratotic 
papules and plaques, typically located on the trunk, scalp, 
and seborrheic areas. The lesions can coalesce to large 
papillomatous masses, often accompanied by pruritus 
and foul odour. In addition, nail abnormalities such as 
longitudinal striations, subungual hyperkeratosis, and 
V-shaped notches may be evident (5–7).

The characteristic skin lesions and nail abnormali-
ties associated with the disease can result in physical 
discomfort, emotional distress, and social stigma, all 
contributing to a negative impact on patients’ overall 
well-being (8). To date, 2 studies have demonstrated re-
duced health-related quality of life (HRQL) in 74 (8) and 
133 DD patients (9), respectively. However, the patients’ 
perspectives on satisfaction with the avail able medical 
care and treatments has not been described.

With initiation of the national registry for DD (Morbus 
Darier, MD) and Hailey-Hailey disease (HHD), MDHH-
germany, we aimed to collect data to evaluate the “real-
life” situation of healthcare for individuals affected by 
DD, along with its psychosocial impact (10). This study 
presents data obtained from an interim analysis on 47 
patients with DD included in the registry from June 2020 
to March 2023, emphasizing the baseline characteristics 
combined with the disease severity and the patients’ 
satisfaction with medical care and treatment. 

MATERIAL AND METHODS

MDHHgermany registry

MDHHgermany is a nationwide clinical registry, including patients 
with DD and HHD from dermatology clinics and office-based 
dermatologists in Germany (10,11). For objectives see Table SI.

https://creativecommons.org/licenses/by-nc/4.0/
mailto:daniellefranziska.rogner@mri.tum.de
mailto:daniellefranziska.rogner@mri.tum.de
https://doi.org/10.2340/actadv.v104.19663


A
ct

aD
V

A
ct

aD
V

A
d
v
a
n

c
e
s 

in
 d

e
rm

a
to

lo
g
y
 a

n
d
 v

e
n

e
re

o
lo

g
y

A
c
ta

 D
e
rm

a
to

-V
e
n

e
re

o
lo

g
ic

a

D. Rogner et al. “Unmet needs in Darier’s disease”2/8

Acta Derm Venereol 2024

Inclusion criteria for Darier’s disease patients

Individuals who had been clinically and preferably histologically 
diagnosed with DD and who were either inpatients or outpatients 
at the selected centres were eligible to participate in the study, 
provided they were able to understand the German version of the 
questionnaire. Additionally, we incorporated patients from the self-
help platform, as there are several individuals with DD who lack 
a physician managing their condition. Within the questionnaire, 
all patients were required to indicate how the diagnosis was made.

Schedule of assessments and study instruments for Darier’s disease 
patients

Enrolled patients in the registry were followed up prospectively 
for a minimum of 24 months, throughout which paper-based 
questionnaires were filled out by both doctors and patients, or 
alternatively online using REDCap (Research Electronic Data 
Capture; REDCap 12.2.2, © 2022 Vanderbilt University) (12). 
For paper-based questionnaires, the data were manually entered 
into the REDCap system by the dermatology department of the 
Technical University of Munich.

Patient registry questionnaires were completed at inclusion (ba-
seline visit; V1) and then ideally every 6 months using REDCap. 
Unscheduled visits were possible if required due to flare-ups or 
if desired by the patient for other reasons. 

To achieve high acceptance and unbiased free-text answers, we 
incorporated innovative questionnaires in addition to validated 
questionnaires including the numeric rating scale (NRS) (13) 
and DLQI (see Table SII) (8). At baseline (V1), the patient was 
requested to complete a questionnaire encompassing 5 sections, 
covering basic demographic details, familial and personal medical 
history, the overall severity of the disease, specific symptoms, and 
recent therapies and treatment objectives, as well as questions 
regarding the psychosocial impact (Table SII). 

To record clinical data in addition to subjective data and improve 
patient satisfaction, physician study visits were conducted at pa-
tient inclusion (V1) and ideally once a year or after any changes 
in treatment. These visits were not performed for patients who 
had participated via the self-help platform and include informa-
tion on current and past therapies, reasons for treatment decisions 
made by the physician, as well as an assessment of the severity 
of DD (using the proposed “DD score” by Amar et al. in a recent 
publication) (14).

Data management and statistical analysis

All assessments were electronically documented using CE-cer-
tified software solutions (ESPRIO, Seracom Software Solutions 
GmbH, Stuttgart, Germany and REDCap, Research Electronic 
Data Capture; REDCap 8.5.28, ©2019 Vanderbilt University, 
Nashville, TN, USA). For this interim analysis, only baseline data 
included in the registry between 10 June 2020 and 15 March 2023 
were considered. Prior to analysis, data were checked for plausi-
bility and completeness. Incomplete questionnaires, in which less 
than 75% of all questions were answered, were deemed ineligible 
and excluded from the study. In cases where the disease was not 
explicitly specified in the questionnaire, all responses provided by 
that particular patient were disregarded. When calculating a score, 
the presence of a single missing value in any question resulted 
in the exclusion of all answers for the purpose of score calcula-
tion. However, when analysing individual questions within an 
assessment, the patient’s response was still considered. The entire 
analysis was based on descriptive statistics performed in R studio 
version 2023.3.0.386 (R Foundation for Statistical Computing, 
Vienna, Austria).

RESULTS

Demographics and general patient characteristics
In total 55 patients with DD were enrolled in the registry, 
and 47 patients were analysed in this first data interim 
analysis. The remaining (n = 8) participants were exclu-
ded due to missing and/or implausible data. The patients’ 
demographic data including family history, education, 
and working capability is described in Table I. At inclu-
sion, the mean age of the study population was 49.4 ± 14.4 
years, with females accounting for 67.4% of the cohort. 

The majority (80.9%) of the study population were em-
ployed. Interestingly, 25.5% of all patients were on sick 
leave for 1–10 days throughout the past year due to DD. 

Some 57.9% of DD patients knew of affected family 
members (on mean 2.5 ± 1.2 affected family members). 
It was assumed by the patients that the severity of the 
family members’ disease ranged from moderate to severe 
for 39.3%.

Disease history, activity, and doctor’s consultation 
before inclusion in the registry
The mean age at first diagnosis was 24.1 ± 12.1 with 
21 being diagnosed before the age of 20 (Fig. 1), as 
commonly stated in the literature (1). The mean disease 
duration before registry inclusion was 25.1 ± 17.3 years 
(Table II). 

When evaluating the intensity of their own condition 
(mild, moderate, or severe), 86.4% opted for the clas-
sifications of “moderate” or “severe” (Fig. 2) and the 
majority (58.7%) noted the presence of persistent DD 
lesions over the past year (see Table II).

In considering the requirement for healthcare of DD 
patients, it is noteworthy that, on average, the patients had 
1.4 ± 2.4 inpatient stays in the past 5 years and 4.9 ± 4.4 
outpatient stays in the past 12 months. Interestingly, 
45.5% reported a slight improvement in the skin condi-
tion upon an inpatient stay, while 18.2% noted that the 
skin condition had worsened. 

As expected, the most consulted specialist was a der-
matologist (93.0%), followed by general practitioner 
(34.9%); 14.9% of the patients had seen a naturopath in 
the past 5 years. 

The predominant reasons for consultations were the 
deterioration of DD (83.7%), prescription of medication 
(48.8%), and routine check-ups regarding DD (41.9%). 
Overall, patients stated having spent €49.7 ± 50.7 on their 
disease per month for non-healthcare plan medication 
(see Table II).

Subjective symptoms and disease burden regarding 
Darier’s disease
Participants assessed pain, itch, burning sensation, and 
sleeplessness over the past 3 days on a numeric rating 
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scale ranging from 0–10, whereby 0 reflects not being 
troubled at all and 10 indicates being very troubled (13). 
Pruritus was rated with the highest value (5.6 ± 2.7), fol-
lowed by burning sensation (3.9 ± 2.7), pain (3.6 ± 3.0), 
and sleep disorder (3.2 ± 3.2) (Table III, Figs 3 and 4).  
Accordingly, when patients were asked to select from a 
variety of aspects which pose the highest burden on them, 
pruritus was chosen by most patients (n = 37), followed 
by lower self-esteem and pain (Fig. 5).

Frequency and effectiveness of available therapies
Almost all included patients (n = 44) received topical 
therapy, while only 27 patients received systemic medi-

Fig. 1. Age at first diagnosis (n = 47) (min: 6 years, max: 53 years). 
x-axis: age in numbers.

Table I. Baseline patient characteristics

Age, years, mean ± SD; range 49.4 ± 14.4; 26–87
Gender, n (%) n = 46, NA = 1
  Female 31 (67.4)
  Male 15 (32.6)
Level of education, n (%) n = 45, NA = 2
  Without graduation 0 (0)
  Certificate of secondary education 16 (35.6)
  General certificate of secondary education 10 (22.2)
  General qualification for university entrance 14 (31.1)
  University degree 5 (11.1)
Marital status, n (%) n = 47, NA = 0
  In a relationship 7 (14.9)
  Married 26 (55.3)
  Divorced 6 (12.8)
  Widowed 1 (2.1)
  Unmarried 7 (14.9)
Working, n (%) n = 47, NA = 0
  Yes 38 (80.9)
  No 9 (19.1)
Of those who are working, these are: n = 38
  Working full time, n (%) 22 (57.9)
  Working part time, n (%) 15 (39.5)
  Currently on leave, n (%) 1 (2.6)
Of those who are currently not working, these are: n = 9
  Pensioners, n (%) 5 (55.6)
  Invalidity pensioner, n (%) 1 (11.1)
  Currently on sick leave, n (%) 1 (11.1)
  Housewife, n (%) 0 (0.0)
  Unemployed, n (%) 2 (22.2)
  Scholars/students, n (%) 0 (0.0)
On how many days of the past 12 months were you not 
able to work due to your skin condition? n (%)

n = 47, NA = 0

  On no day 19 (40.4)
  0–10 days 12 (25.5)
  > 10 days 7 (14.9)
  I don’t work 9 (19.1)
Family history 
Number of siblings (average; n = 38, NA/Excluded = 9) 1.78 (1.44)
Number of affected family members, mean ± SD 2.5 ± 1.2
If a family member is affected, how severe would you say 
their disease is? n (%)

n = 28, NA = 19

  Currently not present 10 (35.7)
  Mild 7 (25.0)
  Moderate 7 (25.0)
  Severe 4 (14.3)

SD: standard deviation; NA: not answered.

Table II. Disease history and activity before inclusion in the registry

Age at first diagnosis, mean ± SD, (n = 47) 24.1 ± 12.1
Disease duration, in years since 2021, mean ± SD; range, 

(n = 44, NA = 3)
25.1 ± 17.3; 
0–66)

Assessment, n (%)
Looking back, how sure are you about the date of the first 

diagnosis? n (%)
n = 47, NA = 0

  Very sure 16 (34.0)
  Pretty sure 21 (44.7)
  Slightly sure 4 (8.5)
  Not sure 6 (12.8)
Looking back, would you say that your skin condition is 

worsening? (Question was added in 2021), n (%)
n = 20, NA = 27

  1. Yes, very 4 (20.0)
  2. Yes, a lot 10 (50.0)
  3. Yes, slightly 5 (25.0)
  4. No, not at all 1 (5.0)
How severe would you classify your disease as being, n (%) n = 47, NA = 0
  Currently not present 0 (0)
  Mild 6 (13.6)
  Moderate 26 (59.1)
  Severe 12 (27.3)
On how many months was skin affected in past 12 months? 

n (%)
(n = 46, NA = 1

  < 3 months 10 (21.7)
  3–6 months 6 (13.0)
  > 6 months 3 (6.5)
permanently 27 (58.70)
Doctor’s consultation due to DD
  Inpatient in last 5 years, n = 41, NA = 5, excluded = 1, 

mean ± SD: range
1.4 ± 2.4; 0–10

  Outpatient in last 12 months, n = 45, NA = 1, excluded = 1, 
mean ± SD; range

4.87 ± 4.4; 0–20

If you had an inpatient stay due to DD in the past 5 years, 
was the treatment successful? n (%)

n = 22)

  No, skin condition worsened 4 (18.2)
  No, skin condition was unchanged at discharge 2 (9.1)
  Yes, skin condition was slightly improved 10 (45.5)
  Yes, skin condition was markedly improved 6 (27.3)
Specialization of consulted doctor, n (%) n = 43, NA = 4
  Dermatologist 40 (93.0)
  General practitioner 15 (34.9)
  Internal medicine 1 (2.3)
  Other 1 (2.3)
For what reason was a doctor consulted? More than one 

answer possible, n (%)
n = 43, NA = 4

  Worsening of skin condition 36 (83.7)
  Prescription 21 (48.8)
  Routine checkup in regard to DD 18 (41.9)
  Consultation of possible therapies 5 (11.6)
  Distinct subjective symptoms (e.g., itch, sleeplessness, pain) 14 (32.6)
Has a naturopath been seen for the disease? n (%) n = 47, NA = 0
  Yes 7 (14.9)
  No 40 (85.1)
How much money is spent on average per month (in Euros) 

on medication not included in your health plan? (n = 33, 
NA = 14, mean ± SD; range

49.7 ± 50.7; 
0–250

SD: standard deviation; NA: not answered; DD: Darier’s disease.

http://medicaljournalssweden.se/actadv
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cation. Topical corticosteroids (97.7%) emerged as the 
primary prescribed topical medication, followed by 
topical retinoids (32.6%), whereas the most prescribed 
systemic medication was retinoids (66.7%), especially 
acitretin, followed by systemic corticosteroids (59.3%) 
(Table IV). Concerning effectiveness of topical therapy, 

44.2% of patients rated topical steroids as the most 
efficacious. However, 32.6% reported ineffectiveness of 
any topical treatment (Table IV). In accordance, 29.6% 
rated retinoids the most effective systemic therapy, and 
11 (40.7%) found no systemic therapy effective at all 
(Table IV). 

Satisfaction with medical care and therapeutic goals
To assess the patients’ perspectives on medical care, 
the questionnaire evaluated their inclusion in therapy 
decisions and satisfaction levels. Only 30.2% of patients 
described doctors having fully explained therapeutic 
recommendations, while 18.6% received no explana-
tion. Accordingly, 30.2% experienced full inclusion in 
decision-making, 16.3% mostly, 23.3% partly, and 23.3% 
slightly. The remaining patients did not feel involved.

Table III. Subjective symptoms, patient satisfaction, and treatment 
goals at baseline

Assessment
Consulted doctor explains reasons for therapy recommendation, 

n (%)
n = 43, 
NA = 4

  Doesn’t apply at all 8 (18.6)
  Applies slightly 4 (09.3)
  Applies partly 13 (30.2)
  Applies mostly 5 (11.6)
  Applies fully 13 (30.2)
Consulted doctor includes me and my therapeutic goals in 

decisions, n (%)
n = 43, 
NA = 4

  Doesn’t apply at all 3 (7.0)
  Applies slightly 10 (23.3)
  Applies partly 10 (23.3)
  Applies mostly 7 (16.3)
  Applies fully 13 (30.2)
Consulted doctor gives me a chance to participate in the decision 

with regard to the therapy, n (%)
n = 42, 
NA = 5

  Doesn’t apply at all 5 (11.9)
  Applies slightly 6 (14.3)
  Applies partly 5 (11.9)
  Applies mostly 13 (31.0)
  Applies fully 13 (31.0)
Assessment
How satisfied are you currently (last 3 months) with the medical 

care (caretaking by your physician etc.) of your skin disease?a 44, NA = 3
  Mean ± SD 4.1 ± 3.2
How satisfied are you currently (last 3 months) with the medical 

treatment (systemic and topical therapies) of your skin disease?a 43, NA = 4
  Mean ± SD 3.7 ± 3.1
Patient’s report on (in the past 3 days) 45, NA = 2
Pruritus (0- to 10-point scale)b, mean ± SD 5.6 ± 2.7
Pain (0- to 10-point scale)b, mean ± SD 3.6 ± 3.0
Sleep disorder (0- to 10-point scale)c, mean ± SD 3.2 ± 3.2
Burning sensation (0- to 10-point scale), mean ± SDd 3.9 ± 2.7

a0 = very dissatisfied, 10 = very satisfied; 0- to 10-point scale. b0 = no pain; 
10 = worst imaginable pain. c0 = no disturbance; 10 = worst disturbance. d0 = no 
burning sensation; 10 = worst imaginable burning sensation.
SD: standard deviation; NA: . [AQ3]

Fig. 2. Display of assessment of disease severity (n = 44). y-axis: 
number of patients.

Fig. 3. Display of the symptom “itch” (n = 45) on a 10-point-scale, 
0 = no itch, 10 = worst imaginable itch. x-axis: 0- to-10 point scale; 
y-axis: number of patients.

Fig. 4. Bar plot of subjective symptoms pain, itch, burning sensation, 
and sleep disturbance during the past 3 days (n = 45). y-axis: 0- to-
10 point scale.

http://medicaljournalssweden.se/actadv
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On a 0- to 10-point satisfaction scale (0 = dissatisfied, 
10 = very satisfied) for medical care and treatment in the 
last 3 months, the mean values were 4.1 ± 3.2 and 3.7 ± 3.1, 
respectively, indicating mild to moderate dissatisfaction 
(see Table IV).

Concerning therapy goals (Fig. 6), a vast majority 
(80.4%) priorixtized ending pruritus, followed by ac-
hieving a normal daily life (58.7%) and eliminating 
pain (54.3%). 

DISCUSSION

Darier’s disease (DD) frequently proves to be a debili-
tating condition that significantly affects the quality of 
life and, to date, remains difficult to treat (9). 

As already anticipated when this registry was started, 
our initial interim analysis supported 2 main observa-
tions: (a) individuals impacted by DD are not receiving 
adequate treatment, as evidenced by their dissatisfaction 
with medical care, and (b) the disease activity remains 
high, contributing to a moderate to severe disease bur-
den, likely attributed to the reported lack of effective 
therapeutic options. 

One of the most important findings was that the 
majority of patients rated the general satisfaction with 
medical care and treatment below mediocre. A conside-
rable number of individuals reported ineffectiveness of 
both external and systemic therapies. In addition to the 
patients’ personal perspective, the insufficient efficacy 
was also evident by the amount of in- and outpatient 
stays, potentially imposing a considerable burden on 
the health system. 

The baseline characteristics could show that a special 
focus of future research should be brought to the burden 
inflicted by pruritus, which constantly emerged as the 
most distressing symptom across various tools. In ac-
cordance, its alleviation was ranked the primary thera-
peutic goal for patients in the MDHHregistry, indicating 
that available therapies are not sufficient to reduce itch. 
Unfortunately, despite a single successful case report in 

Fig. 5. Display of ranking of disease burden (n = 46). 
x-axis: number of patients.

Table IV. “Which topical and systemic therapy have you received 
so far among the following? Which of the therapies have you found 
most effective so far?” Display of the most commonly prescribed 
topical and systemic therapies and rating of effectiveness. Most 
commonly prescribed percentage was calculated as percentage of 
those who had received therapy

Topical therapy n = 46; NA = 1
No external therapy, n (%) 3 (6.5)
Topical corticosteroids (e.g. prednicarbate, Advantan, 
mometasone furoate), n (%)

42 (97.7)

Topical retinoids, n (%) 14 (32.6)
Topical calcineurin inhibitors (tacrolimus, pimecrolimus), n (%) 6 (14.0)
Cream containing urea 10%, n (%) 21 (48.8)
Shower gel with antiseptics (e.g., Octenisan), n (%) 20 (46.5)
Bath additions (e.g., potassium permanganate), n (%) 7 (16.3)
Which topical therapy is most effective? (44 had received one), 
n (%)
No topical treatment effective 14 (32.6)
Topical steroid 19 (44.2)
Topical steroid+antibiotic 0 (0.0)
Topical antibiotic 1 (2.3)
Topical antifungal agent 1 (2.3)
Topical steroid+antiseptics 1 (2.3)
Antiseptics 2 (4.7)
Cream containing urea 10% 3 (7.0)
Others (alphabetical order)
Calcineurin inhibitors 1 (2.3)
Crystal violet 1 (2.3)
Natrium phosphoricum D6 cream (Schuessler salt) 1 (2.3)
Retinoid topical 1 (2.3)
Rose hydrolat 1 (2.3)
Tannolact 1 (2.3)
Vitamin D/calcipotriol 1 (2.3)
Zinc cream 2 (4.7)

Systemic therapy, n (%) n = 46; NA = 1
Patients who received systemic treatment, n (%) 27 (58.7)
Patients who did not receive systemic treatment, n (%) 19 (41.3)
Substance most commonly prescribed, n (%)
Retinoid (acitretin [n = 17], isotretinoin [n = 1]), n (%) 18 (66.7)
Corticosteroids, n (%) 16 (59.3)
Low dose naltrexone, n (%) 5 (18.5)
Antibiotics (not closer defined), n (%) 0 (0.0)
Others (alphabetical order), n (%)
MTX, n (%) 2 (7.4)
Otezla, n (%) 1 (3.7)
Weight reduction, n (%) 1 (3.7)
Most effective systemic therapy, n (%)
Retinoid (mainly acitretin, n = 1 isotretinoin), n (%) 8 (29.6)
Low dose naltrexone, n (%) 2 (7.4)
Corticosteroids, n (%) 2 (7.4)
Antibiotics (not further defined), n (%) 0 (0.0)
Others (alphabetical order), n (%)
Weight reduction, n (%) 1 (3.7)
No systemic therapy effective 11 (40.7)

http://medicaljournalssweden.se/actadv
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the literature, conventional antihistamines do not demon-
strate a significant impact when used in the day-to-day 
clinical routine, altogether underlining the pressing need 
for efficient antipruritic treatments (15). 

Apart from the relevance of pruritus and pain manage-
ment, the registry also revealed that altered body odour 
affected the life of DD patients. It is noteworthy that a 
potential therapeutic strategy could emerge from novel 
findings by Amar et al. (14). The authors highlighted 
the role of dysbiosis in odour changes and demonstrated 
potential management through microbiome transplanta-
tion or targeted enhancement of beneficial bacteria. In 
particular, S. hominis and C. acnes could improve the 
disease activity by mitigating inflammation and body 
odours linked to exacerbations. 

Our finding that most patients consistently expe-
rienced skin issues throughout the year, coupled with an 
alarming 86.4% who categorized their disease activity 
as “moderate” or “severe”, further supports the notion 
that DD still requires more efficient therapies due to a 
lack of adequate disease control. Overall, we show that 
despite our progress in understanding the underlying 
pathophysiology of DD (1, 16, 17), the development of 
new therapies has not succeeded during the last decades. 
Strikingly, we still rely on the same therapies that were 
already employed 20 years ago. To that end, retinoids re-
main the most effective and commonly prescribed, even 
though the side effects and the teratogenicity often leave 
us with hands tied (18, 19). While the literature descri-
bes numerous case reports on various therapies (2,20), 
none has yet achieved the required breakthrough (2). In 
contrast, registries like MDHHgermany can provide the 
first step to explore unconventional therapy options that 
have proved successful in several patients, forming the 
basis for broader clinical trials of new treatment regimens 
and the improvement of existing therapies.

Limitations
Our data analysis comes with several limitations, above 
all the size of the study cohort, as numerous centres 
did not have capacity to undergo the time-consuming 

ethics process. Therefore, the majority of patients were 
recruited in Bavaria. Nevertheless, DD is a rare disease 
and affected patients have never been assessed this ex-
tensively. Furthermore, the subjective symptoms burn, 
pruritus, sleep, and burning were assessed only for the 
past 3 days, introducing a potential bias as patients tend 
to consult a doctor when the disease activity is at its peak. 
Consequently, we also faced a potential selection bias for 
severely affected and already diagnosed patients, as indi-
viduals who regularly visit in- or outpatient departments 
or actively searched for health information regarding DD 
were more likely to participate in the registry. Lastly, the 
assessment of current and past therapies did not differen-
tiate between topical and systemic medication during a 
flare-up and medication when the skin is stable, which 
is, however, crucial in our everyday routine. 

It is important to note that our analysis relies primarily 
on the patients’ perspective, and assessments like disease 
severity were not validated by a direct comparison with a 
physician’s clinical assessment. Additionally, some par-
ticipants entered the registry without a physician (especi-
ally from the self-help platform), hence the diagnosis of 
DD is not entirely definite. However, the primary goal of 
this analysis was to assess the patients’ perspective rather 
than objective clinical data. The correlation of patients’ 
and physicians’ assessments within MDHHgermany will 
be examined in the future. 

Conclusion
In conclusion, these baseline characteristics offer valua-
ble insights into the current healthcare landscape and 
treatment approaches for patients with DD in Germany. 
Our “real-life” data could demonstrate an alarming bur-
den inflicted by the disease on the patients and reveal a 
critical shortage of efficient therapies, emphasizing the 
urgent need for additional agents to achieve a perceptible 
improvement of the disease activity in DD patients. We 
found that treatment strategies should aim at alleviating 
the most burdensome symptoms, especially pruritus, 
ideally tailored to the patient’s individual needs and 
preferences. 

Fig. 6. Display of therapeutic goals, more than one answer 
possible (n = 46). x-axis: number of patients.

http://medicaljournalssweden.se/actadv
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We hope that this “real-life” data collection will 
enhance physicians’ overall understanding of their DD 
patients, guide physicians’ decision-making regarding 
therapeutic goals and contribute to improved manage-
ment of these difficult-to-treat patients. 
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