
J Cutan Immunol Allergy. 2023;6:183–185.    | 183wileyonlinelibrary.com/journal/cia2

Received:27February2023  | Revised:6April2023  | Accepted:27May2023
DOI: 10.1002/cia2.12309  

C O R R E S P O N D E N C E

A case of IgG4- related skin disease with plaques on the lower 
legs

 A69-year-oldmanwasreferredtoourhospitalwitha10-yearhis-
toryofnonpruriticbrownplaquesonthelowerlegs.Skinexamina-
tionrevealedasoftbrownplaque(30 mmindiameter)ontheright
lower legandbrown-colored induratedplaquemeasuring100 mm
onthemajoraxisoftheleftone(Figure 1A,B).Pathologicalanaly-
sisrevealeddenseinfiltratinglymphocytesandplasmacellsaround
bloodvessels and fat septumandmarked fibrosis extending from
the superficial dermis to subcutaneous fatty tissue (Figure 1D,E).
More than 70% of Immunoglobulin G (IgG) + plasma cells were
foundtobeIgG4-producing(Figure 1F,G).Furthermore,obliterative
phlebitiswasobserved in thedermis (Figure 1H,I).No lymphfolli-
cleformationoreosinophiliawasobserved.Laboratorytestresults
showedelevatedlevelsofIgG4(186 mL/dL;normal,4.5–117 mg/dL).
Computedtomography(CT)revealedlow-densityareassurrounding
thethoracicspineandabdominalaorta(Figure 1J,K),withouthead
andnecklesions.ThepatientwasdiagnosedwithIgG4-relateddis-
ease (IgG4-RD)accordingtothecomprehensivediagnosticcriteria
proposedbyUmeharaetal.1Oraladministrationofcorticosteroids
(30 mg/day) was initiated and IgG4 level was normalized 1 month
after treatment (86.5 mg/dL). Along with decreasing IgG4 levels,
theplaquesgraduallyfadedandflattened(Figure 1C),andthelow-
density areas surrounding the thoracic spineandabdominal aorta
graduallydecreased.Prednisolonewastaperedandmaintainedata
doseof9 mg/day,withoutrecurrence.

IgG4-RDisasystemicinflammatorydiseasecharacterizedbyel-
evatedlevelsofserumIgG4andinfiltrationofIgG4-positiveplasma
cellsandtissuefibrosis.2Somepatientswith IgG4-RDexhibitskin
lesions, which Tokura et al. defined as IgG4-related skin disease
(IgG4-RSD).3 It commonly manifests as pruritic nodules, papules,
pustules,andplaques,whicharepredominantlylocatedonthehead
andneck.4InpatientswithIgG4-RSD,largeplaquesontheextrem-
ities have not been reported. Herein, we describe a rare case of
IgG4-RSDwitha largeplaqueof100 mmonthemajoraxisof the
lowerleg.SincetopicalsteroidshavelesseffectonIgG4-RSD,oral
administrationofcorticosteroidsisthecurrentfirst-linetherapy,for
otherorgansaswell.

ThehistologicalfeaturesofIgG4-RSDdifferslightlyfromthose
ofIgG4-RD.RegardingIgG4-RD,thenumberofIgG4+plasmacells
perhigh-powerfield(HPF)isoften≥50.However, inpatientswith

IgG4-RSD, these plasma cells rarely exceed 50. Fibrosis is often
milder in patients with IgG4-RSD than in those with IgG4-RD.
Additionally, obliterative phlebitis has rarely been reported in pa-
tientswith IgG4-RSD. Inourcase,wefoundmore than60 IgG4+ 
plasmacellsperHPFandobservedmarkedfibrosisandobliterative
phlebitis,which isararecasewithatypical features.Althoughthe
highleveloffibrosisinthispatientmayhavebeencausedbychronic
inflammationfor10 years, theprecisemechanismsremainunclear.
Weplannedtocarefullymonitorthispatientforrelapsewhiletaper-
ingprednisolone.
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F I G U R E  1 (A,B)Clinicalappearanceatthefirstvisit.Thereisasoftbrownplaqueof30 mmindiameterontherightlowerlegand
brown-coloredinduratedplaqueof100 mmonthemajoraxisoftheleftone.(C)Clinicalappearanceontheleftlowerleg7 monthsafter
startingtreatment.Plaquesarefadedandflattened.(D,E)Histopathologicalfindingsoftheleftlowerleg(hematoxylineosinstaining,×10 
(D)and×400(E)).Focalandmassiveinfiltrationsoflymphocytesandplasmacellsareobserved.(F,G)ImmunostainingforIgG(F)andIgG4
(G).(H,I)Obliterativephlebitisisseen(hematoxylineosinstaining(H)andelastca-vangiesonstaining(I)).(J,K)CTshowslowdensityareas
surroundingthethoracicspine(J)andabdominalaorta(K)(arrowhead).
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