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Case Report

Linear Immunoglobulin a Bullous Dermatosis in a Child
Bir Cocukta Lineer immiinoglobulin Biill6z Dermatoz
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ABSTRACT

A 22-month-old male patient had extensive itchy and firm bullous lesions on his entire body, including his scalp. First of all, infectious bul-
lous diseases were considered, but infectious diseases were ruled out with tests. Skin biopsy was examined with immunofluorescence
tests for a definitive diagnosis. The patient was diagnosed with linear IgA bullous dermatosis disease, and treatment was started. Follow-
up was continued due to insufficient response to treatment. In pediatric patients, it is important to distinguish Linear IgA Bullous Derma-
tosis from other autoimmune bullous diseases and bullous infectious diseases. With the right treatment, the quality of life of the patient
can be improved in the early period. In this case, we examined the way the patient was diagnosed with Linear IgA Bullous Dermatosis and
reached the right treatment.
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OZET

Bu calismada 22 aylik erkek hastada kafa derisi de dahil olmak tizere tiim viicudunda yaygin kasintili ve siki biilléz lezyonlar goriildii. On-
celikle enfeksiy6z biilloz hastaliklar dustintldii fakat yapilan testlerle ekarte edildi. Kesin tani icin imminofloresan testleri ile cilt biyopsisi
incelendi. Hastaya lineer IgA biilloz dermatoz hastaligi tanisi konuldu ve tedavisine baslandi. Tedaviye yanitin yetersiz olmasi lizerine ta-
kiplerine devam edildi. Pediatrik hastalarda Lineer IgA Biill6z Dermatozun diger otoimmiin biilléz hastaliklardan ve biillii enfeksiyon has-
taliklarindan ayirt edilmesi 6nemlidir. Dogru tedavi ile erken donemde hastanin yasam kalitesi yiikseltilebilir. Bu vakada hastanin Lineer
IgA Biilloz Dermatoz tanisi almasina ve dogru tedaviye ulasmasina giden yolu inceledik.
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INTRODUCTION

Autoimmune bullous diseases are a disease group  the cause of mucosal and/or cutaneous bullae formati-
that is rarely seen in the pediatric group age. Common  on (1,2). Linear IgA Bullous Dermatosis (LABD) is a dise-
pathogenesis for these cases are autoantibodies that ase characterized by subepidermal tight bullae and Li-
target specific adhesion molecules of the skin that are  near IgA aggregation in the basal membrane zones(3).
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The disease has a bimodal age tendency, which is usu-
ally seen in children between the ages of six months
and 10 years and adults after the age of 60. The cause of
LABD cannot be identified for most patients. However,
in some cases, LABD has been reported to occur after
using antibiotics, antihypertensives or nonsteroidal
anti-inflammatory drugs (4,5). It has been reported that
LABD is associated with lymphoproliferative disorders,
infections, ulcerative colitis, and systemic lupus erythe-
matosus (4).

CASE REPORT

In this study, 22 month-old male patient with no
known illnesses applied to our clinic with scratchy and
sore tight bullous lesions filled with clear liquid, appro-
ximately half a centimeter in diameter, spread to the
body and scalp, which has first seen in genital and peri-
neal areas, then densely in bilateral lower limbs.

Vital findings of the patient were within the normal
range for his age (Heart rate: 100/min, respiratory rate:
20/min, blood pressure: 90/60mm-Hg). During the app-
liance, the patient was agitated, but his overall conditi-
on was good. Bullous lesions of different sizes and
widths were mostly found on the face, scalp and extre-
mities and are present throughout the body. Physical
examination of other systems was evaluated as normal.
The lesions were burst in some places due to the scratc-
hing (Figure 1). Lesions were not present in the pati-
ent’s oral mucosa, palms and soles. According to the
patient’s parents, the patient had no history of drug
use, no history of inflammatory disease, and no history
of drinking well water or raw milk. It was also ascerta-
ined that no other family members had any similar
symptoms and no allergic reaction to vaccines or foods.
On the 2nd and 3rd days after the appearance of the
first lesion, itchy lesions burst, new lesions appeared
and the patient was reluctant to urinate due to pain in
the perineal region.

Laboratory parameters checked during the pati-
ent's hospitalization, white blood cell count was 17400

*10%/L (N: 4.2-10.8*10°), C-reactive protein was 3 mg/L
(N: 0-5), and erythrocyte sedimentation rate was 10
mm/hour (N: 0-20). Transaminase levels and renal func-
tion tests were evaluated as normal. No evidence of he-
molysis or atypical cells was found in the peripheral
smear. Clindamycin treatment was initiated due to the
growth of Methicillin Resistant Staphylococcus Aureus
in the blood culture taken during hospitalization.
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Figure 1. Before Treatment

LABD, Herpes Simplex Virus (HSV) infection, hype-
reosinophilic syndrome, and bullous mastocytosis were
considered in the differential diagnosis of the patient.
Tzanck smear was performed to rule out HSV/Varicella
Zoster Virus (VZV) infections since the lesions of the pa-
tient on the trunk and scalp were scattered varioliform,
some dried and some vesicle-shaped, and no patho-
logy was found. No pathological result was found in the
Francisella Tularensis agglutination test, HSV, VZV and
Borrelia serologies, which were examined on the pati-
ent to investigate infectious causes. HSV PCR test per-
formed from the patient's tissue fluid was negative. A
punch biopsy sample was taken from one of the lesions
in the patient's leg.

In the biopsy sample, moderate inflammation in-
volving neutrophils was shown in the superficial dermis
in the interstitial and perivascular areas. In the immu-
nofluorescence examination, a linear positive, strong
fluorescence was obtained with IgA along the basement
membrane. In the light of these findings, the biopsy
sample resulted in accordance with LABD. The patient
was consulted to the dermatology department. Sponta-
neous LABD was accepted as there was no history of
drug use and mucosal involvement stated before the
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lesions appeared in the patient's history. After the pati-
ent was diagnosed with LABD, intravenous methylpred-
nisolone was started at a dose of 1 mg/kg/day and oral
hydroxyzine dihydrochloride treatment was started to
prevent itching.

To investigate the relationship between LABD-IgA
nephritis described in the literature, a complete uri-
nalysis test was performed and the results were within
normal limits. No protein excretion was observed in the
spot urine in the complete urine test (6). Cases with inf-
lammatory bowel diseases and LABD have been repor-
ted (7), but the patient did not have symptoms, such as
chronic diarrhea, joint pain or conjunctivitis. The eye
examination performed to evaluate the eye findings of
LABD, such as vision loss, dry eye and irritation, was
normal.

After the treatment was started, the patient's agi-
tation decreased, his oral nutrition increased, and his
itching complaints disappeared. A significant reduction
in bullous eruptions was detected in the physical exa-
mination performed at the 48th hour of methylpredni-
solone treatment; it was observed that there were 1-2
bullous lesions in each region, bullous lesions regres-
sed, leaving areas that were hypopigmented.

On the 6th day of the treatment, blisters in the pa-
tient's body disappeared completely (Figure 2). Physi-
cal examination performed on the 14th day of treat-
ment revealed significant regression in the hypopig-
mented areas (Figure 3). The patient was discharged
with oral methylprednisolone treatment.

The patient continued his outpatient follow-ups
regularly for a while after discharge. During this period,
new lesions were seen on the scalp and trunk. Therefo-
re, oral prednisolone treatment was discontinued on
the 28th day. Oral dapsone and topical steroid treat-
ment were started. The patient stopped coming for fol-
low-ups after one month. Therefore, we did not know
our patient's response to oral dapsone and topical ste-
roid therapy. The consent from the patients’ parents
was obtained for this case study.

DISCUSSION

LABD is a rare immunobullous disease with an inci-
dence of 0.2-2.3/1,000,000 cases (9). On physical exami-
nation, erythematous or urticarial bullous lesions are
seen. These lesions are generally tense and differ in
size. Lesions are usually located in the lower abdomen,
perineal region, inner thigh and scalp in children. Invol-
vement of the face, hands and feet is rare. Bullae can be
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broken up and crusted due to intense itching and di-
sappear, leaving an erosive post-inflammatory depig-
mented area (4).

Figure 2. 61" Day of Treatment

Histopathological examination reveals an infiltrati-
on predominantly neutrophil in the superficial dermis
and predominantly in the dermoepidermal junction,
arranged in a characteristically linear array. The gold
standard method for diagnosing LABD is direct immu-
nofluorescence (DIF) examination of skin biopsy. Linear
IgA deposits are seen along the basement membrane at
the dermoepidermal junction with DIF. It can rarely be
seen in Ig G, Ig M and C3. The indirect immunofluores-
cence (IIF) method is used to detect circulating IgA anti-
bodies. Western immunoblot is a more sensitive met-
hod than IIF. The most common antigens detected in
LABD by Western immunoblot are BP 180, LABD-97 and
Ladinin-1(LAD-1). IgA accumulation under an immuno-
electron microscope; it can be seen in lamina lucida
and/or lamina densa/sublamina densa layers (9).

Our patients’ lesions were intense, especially in
the perineal region, inner thighs and scalp. Although
facial rashes are rarely reported in the literature, there
were also rashes on the patient's face.
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The factors determining LABD treatment are the
determination of the degree of involvement and trigge-
ring factors. If there is the use of triggering pharmacolo-
gical agents, such as vancomycin and aspirin, disconti-
nuation of these agents provides improvement of skin
findings gradually in a few weeks (7). The patient did
not have a history of using any drug. Clinical cases,
such as Steven Johnson Syndrome and Toxic Epidermal
Necrolysis (TEN), have been reported in the
literature(8), but clinical findings similar to these were
not observed in the patient. It has been reported that
mucous membranes are also affected in forms trigge-
red by drug use. In addition, it is stated that the drug-
triggered form is more severe than the spontaneous
form (10). From this point of view, the patient's history
and physical examination conform to the spontaneous
LABD form (9).

Figure 3. 14™" Day of Treatment

Dapsone, used in leprosy treatment, is considered
the first-line pharmacological agent in the treatment of
LABD (4). Dapsone is recommended at a dose of 0.5-2
mg/kg/day (max: 100 mg/day) in children. Dapsone was
not preferred in the first-line treatment in the patient
because of its excessive side effects. However, it was
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preferred due to the lack of response to steroid use in
the future. The most common side effects of dapsone
are anemia, leukopenia, agranulocytosis, hemolysis,
hepatitis, cholestatic jaundice, peripheral neuropathy,
psychosis, and cutaneous hypersensitivity. Other treat-
ment options include topical and systemic corticostero-
ids, sulfonamides, immunosuppressants, intravenous
immunoglobulin (IVIG), plasmapheresis, and extracor-
poreal photopheresis (11).

Autoimmune bullous diseases are rare in children;
they are a group of diseases that should be kept in
mind in the differential diagnosis of these lesions, sho-
wing significant improvement with medical treatment.
In approaching the patient, it is important to first obta-
in a detailed anamnesis of the patient, learn about the
recent drug use, and question whether there are similar
diseases or accompanying symptoms in the family. The
location, type and appearance of the fluid in the skin
lesions are important in physical examination. Definiti-
ve diagnosis of these clinically similar diseases is pos-
sible with immune histochemical methods. Direct and
indirect immunofluorescence methods are the gold
standard for diagnosing this group of diseases.

Patient Consent Form / Hasta Onam Formu

The parents’ of this patient consent was obtained for this study.

Conflict of Interest / Cikar Catigmasi

The authors declared no conflicts of interest with respect to
authorship and/or publication of the article.

Financial Disclosure [ Finansal Destek

The authors received no financial support for the research and/or
publication of this article.

REFERENCES

Salman A, Tekin B, Yucelten D. Autoimmune Bullous Disease
in Childhood. Indian J Dermatol 2017; 62(4): 440.

Sansaricq F, Stein SL, Petronic-Rosic V. Autoimmune bullous
diseases in childhood. Clinics in Dermatology 2012; 30(1): 114-
27.

Cui YX, Yang BQ, Zhou GZ, Zhang FR. Childhood linear IgA bul-
lous dermatosis successfully treated with oral nicotinamide.
Clin Exp Dermatol 2016; 41(7): 816-8.

Chen S, Mattei P, Fischer M, Gay JD, Milner SM, Price LA. Linear
IgA bullous dermatosis. Eplasty 2013; 13:ic49.

Fortuna G, Salas-Alanis JC, Guidetti E, Marinkovich MP. A criti-
cal reappraisal of the current data on drug-induced linear im-
munoglobulin A bullous dermatosis: A real and separate noso-
logical entity? Journal of the American Academy of Dermato-
logy 2012; 66(6): 988-94.

Yegin F, Vahaboglu G, Eksioglu M, Duranay M, Arda N, Baydar
D, et al. Linear IgA bullous dermatosis associated with iga



Pediatr Acad Case Rep

nephropathy: Case report. Tirkiye Klinikleri Tip Bilimleri Der-
gisi 2007; 27: 124-7.

Yamada S, Makino T, Jinnin M, Sakai K, Fukushima S, Inoue Y,
et al. Association of Linear IgA Bullous Disease with Ulcerative
Colitis: A Case of Successful Treatment with Infliximab. Der-
matology. 2013; 227(4): 295-8.

Kakar R, Paugh H, Jaworsky C. Linear IgA Bullous Disease Pre-
senting as Toxic Epidermal Necrolysis: A Case Report and Re-
view of the Literature. Dermatology 2013; 227(3): 209-13.
Chanal J, Ingen-Housz-Oro S, Ortonne N, Duong TA, Thomas
M, Valeyrie-Allanore L, et al. Linear IgA bullous dermatosis:

20

10.

11.

A. A. Glingdr, T. Ozbilgic Demirdz, H. I. Yakut, et.al.

comparison between the drug-induced and spontaneous
forms. Br J Dermatol 2013; 169(5): 1041-8.

Garel B, Ingen-Housz-0ro S, Afriat D, Prost-Squarcioni C, Té-
tart F, Bensaid B, et al. Drug—induced linear immunoglobulin
A bullous dermatosis: A French retrospective pharmacovigi-
lance study of 69 cases. Br J Clin Pharmacol 2019; 85(3): 570-
9.

Weitz NA, Mintz EM, Morel KD. Autoimmune Bullous Diseases
of Childhood. In: Tom WL, ed. Severe Skin Diseases in Child-
ren. Springer Berlin Heidelberg 2014: 67-90.



