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ABSTRACT:  
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Acral pseudolymphomatous angiokeratoma of children or APACHE is a rare, benign cutaneous 

disease with unknown etiology, characterized by multiple, asymptomatic erythematous to violaceous 

papules and nodules, usually located unilaterally on the acral distribution, mostly affecting children. We 

reported a 12 year-old girl presented with 4 years history of multiple confluent non-blanchable 

erythematous papules and plaques on posterior aspect of right arm previously diagnosed as chronic eczema, 

followed by solitary mycosis fungoides after skin biopsy. The lesion did not respond to the one course of 

local NB-UVB. Repeat skin biopsy, immunohistochemistry, and also T-cell receptor gene rearrangement study 

were sent and the results were compatible with APACHE. Local UVA phototherapy combined with 

intralesional corticosteroid injection were treated with a good outcome after therapy. 
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Acral Pseudolymphomatous Angiokeratoma of 

Children or APACHE was first described in 1988 by 

Ramsay, et al1-3. It is a rare, benign cutaneous 

disease with unknown etiology, characterized by 

multiple, asymptomatic erythematous to 

violaceous papules and nodules, usually located 

unilaterally on the acral distribution, mostly 

affecting children aged between 2 to 13 years2-4. 

However, cases with non-acral areas, solitary or 

linear lesion, and also adulthood onset have 

been reported, leading to different terms of the 

disease such as papular angiolymphoid 

hyperplasia, acral angiokeratoma-like 

pseudolymphoma, pseudolymphomatous 

angiokeratoma3,4. Nowadays approximately 25 

cases has been reported in the literature.2 

 

 
 

Figure 1 A 12 year-old girl with 4 years history of 

multiple confluent non-blanchable erythematous 

papules and plaques on posterior aspect of right 

arm. 

We reported a 12 year-old girl presented with 

4 years history of multiple confluent non-

blanchable erythematous papules and plaques 

on posterior aspect of right arm, about 3 

centimeters above elbow, previously diagnosed 

as chronic eczema. But the lesion was not 

improved by topical corticosteroids. Skin biopsied 

was done and showed dense lichenoid infiltration 

of lymphocytes in the upper dermis with 

lymphocyte exocytosis in the epidermis. Solitary 

mycosis fungoides was suspected. So the tissue 

was sent to Immunohistochemistry staining and it 

showed positivity of CD4, CD8, CD3, CD7 at 

lymphocytes which was not a typical feature of 

mycosis fungoides, mostly predominance of CD4 

T-cell phenotype over CD8 and loss of CD7. 

However, T-cell receptor gene rearrangement 

study was sent and pending for the result. She 

was provisional diagnosed as solitary mycosis 

fungoides and treated with 29 sessions of local 

NBUVB phototherapy (starting dose at 200 

mJ/cm2, twice weekly, increment 20%, fixed dose 

at 1,600 mJ/cm2) and topical 0.25% 

desoximetasone. The lesion was but not 

complete disappear. Three months after 

discontinue phototherapy due to inconvenient of 

the patient, the rash was relapsed. 

 



Vol.35 No.3 Natpracha W et al 151 

     
 

Figure 2 Repeat skin biopsy showed dense diffuse inflammatory cells infiltration in the upper dermis 

composed of lymphocytes admixed with some plasma cells, prominent thick-walled blood vessels, and 

exocytosis of some lymphocytes. 

 

Skin biopsy was performed and showed dense 

diffuse inflammatory cells infiltration in the upper 

dermis composed of lymphocytes admixed with 

some plasma cells, prominent thick-walled blood 

vessels, and exocytosis of some lymphocytes 

within lower epidermis. The feature of 

proliferation of thick wall blood vessels is not 

compatible with mycosis fungoides. 

Immunohistochemistry staining was sent and 

revealed a positivity of CD4, CD8, CD3, CD7 at 

lymphocytes same as previous results. Moreover, 

it was positive for CD20 (marker of B-cell), CD34 

(marker of blood vessels), and D2-40 (marker of 

lymphatic channels) at vascular channels. T-cell 

receptor gene rearrangement revealed 

polyclonality. Acral Pseudolymphomatous 

Angiokeratoma of Children or APACHE was 

definitely diagnosed.  

In the past, APACHE was described as a 

vascular malformation or tumor of vascular 

nature.3 In present, APACHE was described as one 

type of pseudolymphoma due to 

histopathological study, including 

immunohistochemistry which revealed a dense 

subepidermal lymphocytic infiltration admixed 

with numerous histiocytes, plasma cells and 

occasionally eosinophils5, prominent blood 

vessels with plump endothelium, included 

forming of lymphoid follicles in some cases1,3. The 

feature of dense lymphocytic infiltration was a 

sign of pseudolymphoma while other findings 

supported the lymphoid hyperplasia entity3. 
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Figure 3 Immunohistochemistry staining revealed a positivity of CD4, CD8, CD3, CD7, CD20, CD34 and D2-40 
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Figure 4 After 31 sessions of local UVA 

phototherapy and 3 treatments of intralesional 

corticosteroids the lesion was significantly flat. 

 

Immunohistochemistry demonstrated the 

admixture of B- (CD20+) and T- (CD3+) 

lymphocytes with variety in proportion1,3 as well 

as CD8+ and CD4+ T-cell, even equal in 

number3,5. Antibodies against kappa or lambda 

light chains of B cells did not showed any 

evidence of light chain restriction5,6. APACHE also 

showed a vascular component, the expression of 

CD34 and podoplanin (D2-40) in the 

immunohistochemistry suggested a vascular 

malformation in nature3,7. However, there was a 

literature reported the expression of Wilms 

tumor-1 (WT-1), which is found to be useful in 

distinguishing vascular malformations (which 

would be negative) from proliferative endothelial 

lesions (which would be positive), with lack of D2-

40 by the vascular component of the case 

explained a proliferative endothelial nature rather 

than malformation3. By the way, APACHE is 

classified as a distinct type of pseudolymphoma 

at present2,3,8. The exact nature of this disease 

remains undetermined.7  

The differentiation of cutaneous 

pseudolymphoma from malignant lymphoma is 

one of the most challenging problems in 

dermatopathology8. Further investigations should 

be performed to exclude malignant cell 

populations2,8. The band-like cell infiltration 

pattern in APACHE was similar to histopathologic 

feature of mycosis fungoides (MF), the lack of or 

minimal epidermotrophism could differentiate 

cutaneous lymphoma from MF8. However, there 

were some report of exocytosis of lymphocytes 

in APACHE6. So the immunohistochemical study 

and demonstration of clonal T-cell 

rearrangements and aberrant T-cell phenotype 

could be used to distinguish APACHE from MF and 

also from cutaneous lymphoma6,8,9.  

Many modalities were reported as a treatment 

of APACHE, included surgical excision, curettage, 

shave excision followed by electrocautery, 

intralesional triamcinolone injection, cryotherapy, 

and radiotherapy2,4. However, only surgical 

excision, curettage, and shave excision followed 

by electrocautery have been performed with 

resulting in disappearance of the lesion without 

recurrence4. To our knowledge, UVA 
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phototherapy, one of the first line therapy of 

pseudomycosis fungoides and as the effective 

treatment for solitary mycosis fungoides10, has 

ability to induce T-lymphocyte apoptosis and 

more depth of penetration than NB-UVB. It can 

reduce the inflammatory cells in the dermis 

leading to a curative of the lesion. In our case, 

because the lesion located near the elbow joint 

which excision may increase risk of scar and affect 

joint movement. Moreover, the lesion relapsed 

after NB-UVB phototherapy and side effects of 

psoralen limited its use in this patient. A local UVA 

phototherapy (Waldmann® UVA 700L, Germany) 

was started in combination with intralesional 

corticosteroid injection. After 31 sessions of local 

UVA phototherapy (starting dose 10 J/cm2, once 

weekly, increment 5 J/treatment, fixed dose at 50 

J/cm2) and 3 treatments of intralesional 

triamcinolone acetonide injection 10 mg/ml 

monthly the lesion was significantly flat. The 

phototherapy was continued alone. After 50 

sessions of local UVA phototherapy the papules 

and plaques were improved leaving post 

inflammatory erythema and hyperpigmented 

patches.  

In conclusion, acral pseudolymphomatous 

angiokeratoma of children or APACHE must be 

recognized in child presented with unilateral 

multiple, asymptomatic erythematous to 

violaceous papules and nodules on acral site. It is 

a benign disease which can be treated with UVA 

phototherapy. By the way, phototherapy once 

weekly was continued in this case and long-term 

follow-up for relapse after stopped the treatment 

was required to determine the efficacy of UVA 

phototherapy and also relapse rate in treatment 

of APACHE. 
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