CHAPTER 27

LINEAR IgA DISEASE (L13.8)

Ozan YILDIRIM!
Zekayi KUTLUBAY?

REMEMBER

Linear IgA bullous dermatosis (LABD) (=linear IgA disease) is a rare immune-mediated disease
seen in both children and adults. The pediatric form is named as chronic bullous disease of child-
hood.

The overall incidence of linear IgA disease (LAD) in Western Europe is less than 0.5 per million,
and is slightly predominant in women. The global prevalence is not fully known.

LAD has a genetic autoimmune susceptibility and the disease has been associated with HLA DR2,
and DR3 loci.

It has been reported that LAD can be triggered by bacterial/viral diseases or drugs.

The disease is defined by the presence of a homogeneous accumulation of IgA in a linear band at
the dermal-epidermal junction (DEB). Target antigens may be LAD antigen 97/120, BP 230, BP
180 or type VII collagen.

There are three main types of LAD: drug-induced, pediatric and adult forms.

Localized, morbiliform, erythema multiforme-like, targetoid lesions and Stevens-Johnson-like

presentation have also been described.

Classically, in adults, LAD presents as diffuse tense vesicles that are aligned in arcuate or ring-
shaped (called strings of pearls, crowns of jewels, or rosette appearance).
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Otorhinolaryngology

» In cases of severe airway involvement, the
patient should be evaluated for the develop-
ment of airway obstruction, and strictures.

Gastroenterology

» In patients with linear IgA disease, esoph-
ageal involvement should be evaluated and
followed up for prevention stenosis.

» 'The relationship between inflammatory
bowel diseases, especially ulcerative colitis,
and LAD has been demonstrated. Accord-
ing to the patient’s history, if necessary, eval-
uations should be performed in this respect.

Dentistry

» Interms of desquamative gingivitis, patients
can be consulted with the dentist.

Medical Oncology

» Linear IgA disease may present as a parane-
oplastic dermatosis in adults. The relation-
ship between underlying malignancy and
LAD is not clear, but the relationship has
been reported in many cases in the litera-
ture.

» In case of suspicion of solid organ malig-
nancy, a medical oncologist should be eval-
uated in this regard (e.g., prostate, colon,
breast cancer, uterine carcinoma, esophage-
al cancer and renal cell carcinoma).

Hematology

» Associations with linear IgA dermatosis
and adult multiple myeloma, Hodgkin’s dis-
ease, non-Hodgkin lymphomas, and acute
and chronic leukemias have been reported
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in some cases. In case of doubt, the patient
should be evaluated by a hematologist.

Ophthalmology

» Ocular involvement may occur in approxi-
mately half of the cases, and the possibility
of involvement should be assessed in every
patient. Patients should be followed up for
ectropion, subconjunctival fibrosis, sym-
blepharon, and corneal damage/blindness.

REFERENCES

Zone CMH and JJ. Dermatitis Herpetiformis and Linear
IgA Bullous Dermatosis. In: Jean L. Bolognia, Julie V.
Schaffer LC, editor. Dermatology. 4th ed. China: Else-
vier; 2018. p. 533-7.

SV Guide MPM. Linear IgA bullous dermatosis. Clin Der-
matol . 2001;19(6):719-27.

Van Der Waal RIF, Van De Scheur MR, Pas HH, Jonkman
ME, Van Groeningen CJ, Nieboer C, et al. Linear IgA
bullous dermatosis in a patient with renal cell carci-
noma. Br ] Dermatol. 2001;144(4):870-3.

Mori E Saretta F, Liotti L, Giovannini M, Castagnoli R, Ar-
asi S, et al. Linear Immunoglobulin a Bullous Derma-
tosis in Children. Front Pediatr. 2022;10(July).

Shin L, Gardner JT, Dao H. Updates in the diagnosis and
management of linear iga disease: A systematic re-
view. Med. 2021;57(8):1-10.

Vargas T] de S, Fialho M, Santos LT dos, Rodrigues PA de
JB, Vargas ALBS], Sousa MAJ. Linear IgA dermatosis
associated with ulcerative colitis: complete and sus-
tained remission after total colectomy. An Bras Der-
matol. 2013;88(4):600-3.

Lammer J, Hein R, Roenneberg S, Biedermann T, Volz T.
Drug-induced linear IgA bullous dermatosis: A case
report and review of the literature. Acta Derm Ve-
nereol. 2019;99(6):508-15.

Ramos-Castellon C, Ortiz-Nieva G, Fresan F, Villalva-
zo L, Garfias Y, Navas A, et al. Ocular Involvement
and Blindness Secondary to Linear IgA Dermatosis. ]
Ophthalmol. 2010;2010(Figure 1):1-4.

Nicholas MW, Rao CL HIR. Linear immunoglobulin a
dermatosis and chronic bullous disease of childhood.
In: Kang S, Amagai M, Bruckner AL, Enk AH, Marg-
olis DJ, McMichael AJ OJ, ed. Fitzpatrick’s Dermatolo-
gy. 9th ed. McGraw-Hill Education; 2019.

Chanal ], Ortonne N, Duong T, Thomas M. Linear IgA bul-
lous dermatosis : comparison between the drug-in-
duced and spontaneous forms. Published online
2013:1041-1048. doi:10.1111/bjd.12488.



n2 Dermatology Remember-Consult

Colmant C, Camboni A, Dekeuleneer V, Marot L, Dachelet
C,Baeck M. Linear IgA dermatosis in association with
angioimmunoblastic T-cell ymphoma infiltrating the
skin : A case report with literature review. 2019;(Sep-
tember 2018):251-256. doi:10.1111/cup.13576.

Hali F Kerouach A, Alatawna H, Chiheb S, Lakhdar H.
Linear IgA bullous dermatosis following Oxford As-
traZeneca COVID-19 vaccine. Clin Exp Dermatol.
2022;47(3):611-613. doi:10.1111/ced.15007.

Wong CS, Arkwright PD, Rieux-Laucat E Cant A]J, Ste-
vens RE Judge MR. Childhood linear IgA disease
in association with autoimmune lymphoprolifera-
tive syndrome. Br ] Dermatol. 2004;150(3):578-580.
doi:10.1111/j.1365-2133.2004.05850.x.

Coto-Segura P, Fernandez-Prada M, Mir-Bonafé M, et
al. Vesiculobullous skin reactions induced by COV-
ID-19 mRNA vaccine: report of four cases and review
of the literature. Clin Exp Dermatol. 2022;47(1):141-
143. d0i:10.1111/ced.14835.



BOLUM 28

LINEER IgA DERMATOZU (L13.8)

Ozan YILDIRIM!
Zekayi KUTLUBAY?

HATIRLA

Lineer IgA biilloz dermatozu (LABD) (=Lineer IgA dermatozu) hem ¢ocuklarda hem de yetiskin-
lerde goriilen nadir bir immiin aracili biillii hastaliktir. Pediyatrik formu ¢ocukluk ¢aginin kronik
biilloz hastalig1 olarak isimlendirilir

Bat1 Avrupa’da genel lineer IgA dermatozunun (LAD) insidansi milyonda 0.5’ten azdir ve kadin-
larda goriilme olasilig1 hafif olarak daha yiiksektir. Global prevalans tam olarak bilinmemektedir.

LAD’nin genetik bir otoimmiin duyarlilig1 vardir ve hastalik HLA DR2 ve DR3 gen lokuslari ile
iliskilendirilmistir.
LAD’nin, bakteriyel/viral hastaliklar veya ilaglarla tetiklenebilecegi bildirilmistir.

Hastalik, dermal- epidermal bileskede (DEB) lineer bir bant seklinde homojen IgA birikiminin
varlig1 ile tanimlanir. Hedef antijenler LAD antigen 97/120, BP (biilloz pemfigoid) 230, BP 180
veya tip VII kollajen olabilir.

Ug ana LAD tiirii vardir: ilaca bagli, pediatrik ve yetiskin formlar.

Lokalize, morbiliform, eritema multiforme benzeri, targetoid (=hedef benzeri) lezyonlar ile Ste-
vens-Johnson benzeri durumlar da tarif edilmistir.
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Kulak Burun Bogaz Hastaliklari

» Agir hava yolu tutulumu olan vakalarda
hava yolu tikaniklig1 ve darliklar1 agisindan
hasta degerlendirmelidir.

Gastroenteroloji

» LAD’li hastalarda yemek borusu tutulumu
stenozun engellenmesi amaciyla degerlen-
dirilmeli ve takip edilmelidir.

» Ozellikle iilseratif kolit olmak iizere infla-
matuvar bagirsak hastaliklari ile lineer IgA
dermatozu arasindaki iligki ortaya konul-
mustur. Hasta hikayesine gore gerekirse bu
agidan degerlendirmeler yapilmalidir.

Dis Hastaliklari

» Deskuamatif jinjivit a¢isindan hastalar dis
hekimine danisilabilir.

Medikal Onkoloji

» Lineer IgA hastalig1 yetiskinlerde paraneop-
lastik bir dermatoz olarak karsimiza cikabi-
lir. Altta yatabilecek malignite ve LAD ara-
sindaki iligki net degildir ancak literatiirde
bir¢ok vakada iligki bildirilmistir.

» Solid organ malignitesi siiphesinde bu agi1-
sindan medikal onkoloji uzmaninca deger-
lendirme yapilmalidir (6r: prostat, kolon,
meme kanseri, uterus karsinomu, 6zofagus
kanseri ve renal hiicreli karsinom gibi)

Hematoloji

» Lineer IgA dermatozu ile yetiskin multiple
myelom, Hodgkin hastaligi, Hodgkin dist
lenfomalar ile akut ve kronik l6semiler ile
iliski baz1 vakalarda bildirilmistir. Stiphe
varliginda hematoloji uzmani tarafindan
degerlendirilme yapilmalidir.
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GOz Hastaliklari

» Okiiler tutulum vakalarin yaklasik yarisin-
da ortaya ¢ikabilir ve tutulum olasilig1 her
hastada mutlaka degerlendirilmelidir. Ekt-
ropion, subkonjuktival fibroz, simblefaron
ve kornea hasar1/korliigii agisindan hastalar
takip edilmelidir.
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