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CLOSE ENCOUNTERS WITH THE ENVIRONMENTPHOTO CHALLENGE

A 56-year-old woman with a history of bone marrow 
transplant presented for evaluation of a nonpruritic 
rash of 3 months’ duration. Physical examination 
revealed confluent purple-colored and hyperpig-
mented papules localized to the back and right arm 
in a curvilinear pattern. Laboratory results were nota-
ble for mildly elevated aspartate transaminase and 
alanine transaminase levels.

What’s the diagnosis? 

a. blaschkoid graft-vs-host disease
b. herpes zoster 
c. incontinentia pigmenti
d. inflammatory linear verrucous epidermal nevus
e. lichen striatus
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The Diagnosis: Blaschkoid Graft-vs-host Disease

The patient had a history of myelodysplastic 
syndrome and underwent a bone marrow 
transplant 1 year prior to presentation. She 

had acute graft-vs-host disease (GVHD) 6 weeks 
following the transplant, which resolved with high-
dose prednisone followed by UVB phototherapy. 
Skin biopsy demonstrated lichenoid dermatitis  
with vacuolar degeneration, dyskeratosis, and promi-
nent pigment incontinence (Figure). Based on these 
findings and her clinical presentation, a diagnosis of 
blaschkoid GVHD was made.

Although acute GVHD is the result of immu-
nocompetent donor T cells recognizing host tis-
sues as foreign and initiating an immune response, 
the pathophysiology of chronic GVHD is not well 
understood.1,2 Theories for disease pathogenesis in 
chronic GVHD suggest an underlying autoimmune 
and/or alloreactive process.2-5 The skin often is the 
first organ affected in acute GVHD, and patients 
generally present with a pruritic morbilliform erup-
tion that begins on the trunk and spreads to the rest 
of the body.1,2 Cutaneous manifestations of chronic 
GVHD may be protean. Lesions can resemble sys-
temic sclerosis or morphea, lichen planus, psoriasis, 
ichthyosis, and many other conditions.2

The differential diagnosis of linear dermatoses 
includes herpes zoster, contact dermatitis, lichen 

striatus (blaschkitis), nevus unius lateris, inflamma-
tory linear verrucous epidermal nevus, and incon-
tinentia pigmenti.6,7 Lichen planus–like chronic 
GVHD occurring in a linear distribution has been 
described.6-14 Distinction between dermatomal and 
blaschkoid processes is diagnostically important. 
In the case of GVHD, dermatomal distribution 
may suggest an association between GVHD and 
prior herpes simplex virus or varicella-zoster virus 
infection.6,8 Herpesvirus may alter surface anti-
gens of keratinocytes, rendering them targets of 
donor lymphocytes, and antibodies to viral particles 
may cross-react with host keratinocyte HLA anti-
gens. It also is possible that dermatomal GVHD  
may simply be a type of isomorphic response  
(Köbner phenomenon).8

When cutaneous GVHD follows Blaschko lines, 
other mechanisms appear to be at play.9-14 It is plau-
sible that these patients have an underlying genetic 
mosaicism, perhaps the result of a postzygotic muta-
tion, that results in a daughter cell population 
that expresses surface antigens different from those 
of the primary cell population found elsewhere 
in the skin. Donor lymphocytes may selectively  
react to this mosaic population, leading to the 
clinical picture of chronic GVHD oriented along 
Blaschko lines.10,11,13,14 

In conclusion, lichenoid linear GVHD follow-
ing Blaschko lines is an uncommon presentation of 
chronic GVHD that highlights the heterogeneity of 
this disease and should be considered in the appro-
priate clinical setting. 
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