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• A 71-year-old male, born in Paraguay, presented with
erythematous plaques on the face that developed along the last
two years. No systemic manifestations

Case 1

Consultation from Dr. Laura Nájera, Madrid
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• Granuloma faciale

Case 1. Diagnosis
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• 31 biopsies of GF obtained from 25 patients  
and 5 cases of EED 

• The dermal inflammatory infiltrate in GF 
contained eosinophils and plasma cells in 
variable proportions

• 7 of 31 biopsies (22.6%) from 6 GF patients 
fulfilled the criteria for IgG4-RD (IgG4/IgG 
ratio >40%, and absolute number of IgG4 per 
high-power field >50).

• None of the 5 EED cases fulfilled the criteria for 
IgG4-RD. 

• We suggest that GF might represent a localized 
form of IgG4-RD



• To elucidate whether granuloma faciale (GF) and 
erythema elevatum diutinum (EED) meet the consensus 
histopathologic diagnostic criteria for immunoglobulin 
G4–related disease (IgG4-RD)

• 32 patients (GF, 25; EED, 7)
• Histopathologic findings of small vessel vasculitis, 

dermal fibrosis, and plasma cell infiltrates were 
uniformly present, and eosinophilic inflammation was 
frequent

• No specimen met diagnostic criteria for IgG4-RD.
• Conclusions: Our results indicate that despite some 

histopathologic similarities between GF/EED and IgG4-
RD, the cases did not meet the consensus 
immunohistochemical diagnostic criteria for IgG4-RD
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Granuloma faciale



• A 62-year-old male, with history of cholestatic hepatopathy and 
hiperlipidemia, was receiving Dupilumab 300 mg/every 2 weeks
for severe atopic dermatitis during the last two years. He 
developed widespread erythematous plaques with yellowish
areas on the trunk and extremities

Case 2

Consultation from Dr. Laura Nájera, Madrid
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• Foamy histiocytes in a cutaneous eruption due to Dupilumab in 
a patien with cholestatic hepatopathy and hyperlipidemia

Case 2. Diagnosis



• 3 patients with cutaneous and hepatic GVHD 
that presented with severe hypercholesterolemia 
and hypertriglyceridemia

• Xanthomatous macular lesions, in which 
cutaneous biopsies revealed the presence of 
xanthomatous dermal histiocytes. 

• The presence of these xanthomatous cells in 
skin biopsies from patients with cutaneous 
GVHD could be a dermatopathological clue for 
the diagnosis of hepatic GVHD.



• A 38-year-old man with mononucleosis and 
amoxicillin-induced rash

• A blood lipid test uncovered marked 
hypercholesterolemia and hypertriglyceridemia.

• A skin biopsy revealed a superficial perivascular 
lymphohistiocytic infiltrate with interface dermatitis 
and many foamy macrophages in the papillary dermis 
and around the vessels of the superficial dermal 
plexus

• We believe that the incidental finding of foamy cells 
in graft-versus-host disease cases and in our case are 
likely related to the presence of severe liver disease 
with cholestatic hepatopathy and secondary 
hyperlipidemia in different background conditions



A 27-year-old male presented with asymptomatic 
papular lesions around the mouth that developed 
along the last two months

Case 3













AE1/AE3



SMA



MyoD1



Desmin



Vimentin



•Four months later…
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•Third biopsy...
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• Pseudomyogenic hemangioendothelioma
(epithelioid sarcoma-like hemangioendothelioma)

Case 3. Diagnossis







Pseudomyogenic hemangioendothelioma
Clinical features

• More frequent in young adults
• Male > Female (4:1)
• Age: 20-50 years (median: 31 years)

• Most common locations: lower limbs. Other locations: face,
trunk, upper extremities and abdominal wall

• Frequent multifocal presentation
• More than 50% of the patients show local recurrence after 

excision. One patient developed lymph node metastasis and 
other patient died with widespread metastatic disease



Pseudomyogenic hemangioendothelioma
Histopathologic features
• Poorly circumscribed lesion that involves the dermis and often

extends to subcutaneous tissue
• Fascicular pattern with myxoid areas and neutrophilic infiltrate

in the stroma
• Large cells with pleomorphic vesicular nuclei, prominent

nucleoli and abundant eosinophilic cytoplasm
(rhabdomyoblast-like cells)

• Sometimes. vascular invasion



Hemangioendotelioma pseudomiogénico:
Inmunohistoquímica
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Pseudomyogenic
hemangioendothelioma

Epithelioid
sarcoma

Epithelioid
hemangioendothelioma

Epithelioid
angiosarcoma

AE1/AE3 + + + focal + focal
CD 31 + - + +

FLI 1 + + + +

ERG + - + +

INI 1 + - + +

EMA - + - -

CD 34 - + + +

Podoplanin - - + +

Hemangioendotelioma pseudomiogénico:
Diagnóstico diferencial







• 50 pseudomyogenic hemangioendotheliomas, 
84 vascular tumors with epithelioid endothelial 
cells and 140 non-vascular tumors with 
epithelioid cells

• Strong nuclear positivity for FOSB in 48 of 50 
(96%) cases of pseudomyogenic
hemangioendothelioma and in 13 of 24 (54%) 
cases of epithelioid hemangioma (ALHE) 

• Only 7 other tumors showed nuclear positivity 
for FOSB: 2 proliferative fasciitis, 2 nodular 
fasciitis, 1 epithelioid angiosarcoma, 1 spindle 
cell angiosarcoma and 1 epithelioid  
hemangioendothelioma 

• FOSB is a very sensitive and specific marker for 
pseudomyogenic hemangioendothelioma 
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• A 62-year-old woman with history of depression presented 
with yellowish, scaly, waxy plaques on her forehead, nose and 
cheeks. Physical examination also revealed slight peeling and 
perifollicular erythema on her lower limbs 

Case 4

















• Phrynoderma + Scurvy 

Case 4. Diagnosis



• Folic acid: 0.9 ng/mL (normal 2.7 -17.0 ng/mL)
• Vitamin C : 0.4 mg/dL (normal 0,8-0,9 mg/dL)
• Vitamin D: 10 ng/mL  (normal  30-40 ng/mL)
• Zinc: 35 μg/dL (normal 70-150 μg/dL)
• Vitamin A: 30 mcg/dL ( normal 20-60 mcg/dL)
• Vitamin E:  20 mol -tocopherol/L (normal 12 -46 mol -tocopherol/L)
• Vitamin B12: 200 pg/mL (normal 200 a 900 pg/mL) 
• Proteins: 6,3 gr /dL (normal 6.0 a 8.3 g/dL)
• Albumin: 4,1 g/dL (normal 3.4-5.4 g/dL)

Case 4. Laboratory findings



Phrynoderma
Clinical features
• Hyperkeratotic follicular papules and plaques with keratotic plugs
• Most common involved areas: the extensor surfaces of extremities and 

buttocks, although they can appear elsewhere or spread over the entire 
body

• Originally thought to be a cutaneous manifestation of vitamin A 
deficiency, but general malnutrition seems to be the strongest 
association, as it is not necessarily accompanied by low vitamin A 
levels

• Several studies have demonstrated association of phrynoderma with 
vitamin E, vitamin B complex and essential fatty acids deficiency, and 
improvement or resolution of the lesions following the correct 
replacement of the deficiency 



Phrynoderma
Histopathologic features

• Prominent parakeratotic follicular plugging
• Lamellated hyperkeratosis next to hair follicles
• Atrophy of sebaceous glands
• Squamous metaplasia of eccrine and sebaceous ducts



Scurvy
Clinical features

• Nutritional disorder resulting from severe vitamin C deficiency, which results 
in capillary and tissue fragility and hemorrhage 

• Cutaneous manifestations include dryness and roughness with hyperkeratotic
follicular papules, corkscrew hairs, and perifollicular erythema, particularly on
the legs and buttocks

• Gums may become friable, with swelling and bleeding
• Poor wound healing and blood vessel fragility manifested by petechiae and 

ecchymoses
• In more severe cases, bleeding can also occur into the gastrointestinal tract,

muscles, joints and beneath the periosteum



Scurvy
Histopathologic features

• Thickened stratum corneum 
• Twisted hair follicles with perifollicular fibrosis
• Extravasated red blood cells in the upper dermis and around hair follicles and 

other adnexal structures





• A 63-year-old female with history of type Bence-Jones 
multiple myeloma treated with Bortezomib + Dexamethasone 
+ Bone marrow autotransplant + Melphalan (2012); 
Bortezomib + Cyclophosphamide + Dexamethasone (2014);  
Lenalidomidae + Dexamethasone (2015).

• Myocardial and mesenteric involvement by AL amyloid.

• Bilateral carpal tunnel syndrome

• Dermatologic consultation: macroglossia and indurated skin 
on the anterior chest and back

Case 5
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• Scleroderma amyloidosum

Case 5. Diagnosis





Scleroderma amyloidosum
• Described by Gottron en 1932

• Primary systemic amyloidosis

• Clínically: sclerodermiform involvement of the skin, with +/- 
classic sign of systemic amyloidosis

• Histopathology: amyloid AL deposits on the dermis, subcutis 
and perivascular deposition

• Infrequent presentation of AL amyloidosis and even more 
uncommon associated with multiple myeloma
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36 types of amyloid substance
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Br J Dermatol. 1999;140:1172-4.



A 63-year-old male presented with an erythematous plaque on 
the lateral aspect of the right thigh.

Case 6
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• Poikilodermatous plaque-like hemangioma

Case 6. Diagnosis





• Background: We present a distinctive type of acquired 
vascular proliferation, for which we propose the name 
of poikilodermatous plaque-like hemangioma.

• Methods: Sixteen cases were identified 
• Results: The lesions were usually solitary 

erythematous-to-violaceous poikilodermatous plaques 
on the lower extremities and pelvic girdle, with an 
indolent clinical course. Mean age of affected patients 
was 72 (range 58-80) years, and there was a male 
predominance. 

• Histology comprised a distinctive band-like 
proliferation of vascular channels suggestive of 
postcapillary venules within the superficial dermis 
with a background of fibrosis, edema and loss of 
elastic fibers.

• Conclusion: Poikilodermatous plaque-like 
hemangioma is a distinctive and previously 
undescribed vascular proliferation defined by a 
constellation of consistent and reproducible clinical 
and histologic features. 



Case 7 (Vars 2020). A 79-year-old male presented with a pruriginous hyperpigmented plaque in the intergluteal fold.
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Senile gluteal dermatosis (prurigiform angiomatosis)

Case 7 (Vars 2020). Diagnosis



• 137 patients with SGD, with a mean 
age of 79.4 years. Male/female ratio 
was 130/7. 

• Brownish plaques on the gluteal cleft 
and each side of the buttocks. 

• Most patients spent most of the day 
sitting but reported no special way of 
sitting or lying. 

• SGD is a common dermatosis, mostly 
affecting the thinner elderly. Friction,  
pressures and long hours sitting 
seemed to be importan factors to 
trigger this dermatosis



• 38 patients, median age 76 years, mostly men, 
presented with asymptomatic patches or plaques, 
most commonly located on the buttocks

• Microscopically,  a prominent proliferation of 
dilated capillaries and postcapillary venules, 
underneath epidermal changes resembling lichen 
simplex chronicus

• Immunostaining with VEGF was positive in the 
upper 4/5 of the epidermis overlying the 
angioproliferation. Receptor VEGFR- 2 was 
expressed in the endothelia of neovessels.

• We propose the term prurigiform angiomatosis for 
the morphological picture of prurigo/lichen 
simplex chronicus-like epidermal hyperplasia with 
prominent dermal angioproliferation.

• Mechanical injury and inflammation are the likely 
triggers of this reactive angiogenesis pattern, 
driven by epidermal VEGF expression.



• Senile gluteal dermatosis, prurigiform angiomatosis 
and poikilodermatous plaque-like hemangioma are the 
same entity

• Probably this lesion is not a hemangioma, but a 
reactive process secondary to friction, pressure and 
long hours sitting in elderly patients

Personal opinion



• A 3-year-old girl presented with a papular lesion 
on the right cheek that have been present for 6 
months. Clinical diagnosis was wart vs. juvenile 
xanthogranuloma

Case 7



































• Intradermal melanocytic nevus with some 
spitzoid features

Case 7. Diagnosis
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• ???

Case 7. Diagnosis



AE1/AE3 



EMA 



p63



GFAP 



NKIC3 



CD163 



Ki67 



• ???
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• Primary cutaneous embryonal rhabdomyosarcoma

Case 7. Diagnosis











• Approximately,  60 cases of primary 
cutaneous rhabdomyosarcoma (PCR) 
have been described

• PCR shows a bimodal age distribution 
(children and elderly) and slight male 
predominance

• Three main subtypes of 
rhabdomyosarcoma: embryonal and 
alveolar (predominant in children)  and 
pleomorphic (predominant in adults)

• Immunoreactivity for desmin,
myogenin and MYOD1. In rare cases, 
cytokeratin immunoreactivity has been 
found in PCR.

• Follow-up of PCR showed aggressive 
behavior in both children and adults



• An 86-year-old male with mantle cell lymphoma, which 
progressed in spite of two previous different chemotherapy 
regimens, started treatment with loncastuximab and ibrutinib.
Three days later, cutaneous lesions appeared on the face,
anterior chest, forearms and hands

Case 8
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• Cutaneous eruption by Loncastuximab 

Case 8. Diagnosis



• Loncastuximab is an anti-CD19 
antibody for the treatment of 
relapsed or refractory large B-cell 
lymphoma after two or more lines of 
systemic therapy, including diffuse 
large B-cell lymphoma (DLBCL) not 
otherwise specified, DLBCL arising 
from low-grade lymphoma, and 
high-grade B-cell lymphoma.

• Severe cutaneous reactions occurred 
in some patients treated with 
Loncastuximab: Grade 3 cutaneous 
reactions occurred in 4% of the 
patients, and included 
photosensitivity reaction, rash 
(including exfoliative and maculo-
papular), and erythema.



Two cases with cutaneous
eruptions showing endothelial
atypia: 
• Case 1: A 52-year-old woman 

with acute myeloid leukemia 
treated with quizartinib.

• Case 2: A 71-year-old woman 
had recurrent nodal follicular 
lymphoma treated with 
loncastuximab and durvalumab
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