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GROSS & MICROSCOPIC FINALISTS 
 

Facial flushing: the dermatologist reaches for the stethoscope 
 

A 55-year-old female presented with a long history of facial flushing and erythema, previously diagnosed as rosacea and 
eczema.  

 

On examination she had widespread fixed erythema and telangiectasiae involving the face, chest, abdomen and proximal 
limbs. The differential diagnoses for her extensive rash and episodic flushing were considered, including mycosis 
fungoides, telangiectasia macularis eruptiva perstans, medullary thyroid carcinoma, renal cell carcinoma and carcinoid 
syndrome. In view of the unusual nature of the rash and diagnostic uncertainty, a comprehensive physical examination 
was performed in clinic and a murmur present throughout the cardiac cycle and prominent JVP were identified. 

 

The patient declined a skin biopsy. However, in view of the findings on cardiac examination, an urgent echocardiogram 
was requested. This revealed tricuspid and pulmonary valve fibrosis with regurgitation and right-sided atrioventricular 
dilatation, consistent with carcinoid heart disease. 24 hour urinary 5-HIAA and serum chromogranin A and B were 
significantly raised. Subsequently, cross-sectional imaging revealed multiple liver lesions and octreotide scanning showed 
radiotracer accumulation in these areas. Liver biopsy showed a malignant, epithelioid neoplasm, arranged in cords and 
nests within a fibrotic stroma. Immunohistochemistry for chromogranin, synaptophysin and CD56 were positive confirming 
a diagnosis of metastatic carcinoid tumour. 

 

In this case, the diagnosis of metastatic carcinoid was expedited by investigation of cardiac findings identified at her initial 
dermatology consultation. This highlights the importance of physical examination in the presence of unusual cutaneous 
findings, particularly in the absence of skin histology, and that the stethoscope may be as useful as the dermatoscope for 
dermatologists! 
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It's a baby...with a tail! 
 

We present the case of a four-month-old male who presents with an asymptomatic congenital pink lesion present on his 
superior gluteal cleft. An excisional biopsy was performed and showed a papillomatous epidermis with surrounding 
fibrovascular core containing clusters of hyperplastic eccrine glands consistent with a coccygeal polypoid eccrine nevus. 
Coccygeal polypoid eccrine nevi (CPEN) are a rare finding and we discuss the gross pathological and microscopic findings 
of this lesion as well as review differential diagnoses for these types of lesions. 
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A Rare Case of Histiocytoid Sweet’s syndrome associated with Coxsackievirus 
 

A 75-year old male presented with fever, joint pain, and sudden onset of diffuse plaques and nodules. He endorsed 
generalized fatigue and recent exposure to children with viral symptoms. On exam the patient had multiple erythematous 
plaques and nodules to the trunk and extremities, several of which were pseudovesicular, in addition to tender papules on 
the palms and soles. Lower labial mucosal erosions were also noted. Biopsy revealed severe papillary edema and a 
bandlike infiltrate of neutrophils with a predominance of mononuclear cells. Direct immunofluorescence was negative. A 
complete blood count demonstrated a mild leukocytosis but was otherwise unremarkable. Coxsackie virus B1, B2 and B5 
antibodies were positive. CT chest/abdomen/pelvis and hematology work-up revealed no underlying malignancy. The 
patient responded rapidly to oral prednisone and was transitioned to dapsone without recurrence at six-month follow up.   

 
Our case is a rare example of histiocytoid Sweet’s syndrome. To our knowledge, this is the first case of histiocytoid 
Sweet’s syndrome associated with coxsackievirus. While the clinical presentation and treatment does not vary with this 
histopathological variant, its recognition is crucial given that up to 55% of cases have been associated with hematopoietic 
disease at the time of or within 6 months of the cutaneous eruption, typically myelogenous leukemia or myelodysplastic 
syndromes. It is therefore recommended that a complete hematological assessment be performed at diagnosis in addition 
to continued monitoring of blood cell counts for a minimum of 6 months. 
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Orf virus: A case of direct transmission from lamb to farmer 
 

A 41-year-old male farmer presented with an erythematous and friable nodule on the left forearm that had been rapidly 
growing over the past three weeks. He had recently noticed that one of his lambs had a red exophytic tumor located on its 
ear. Photos of the lamb were provided. A week prior to the appearance of his lesion, the patient had removed an overlying 
scab from the animal’s ear and cleaned its wound.  
 
Shave biopsy demonstrated an ulceration with adjacent epidermal hyperplasia. Within the epidermis, there were 
keratinocytes containing clear cytoplasm and focal intracytoplasmic inclusions. The dermis had a dense neutrophilic and 
lymphohistiocytic infiltrate. Special stains for fungi were negative.  
 
Orf, or ecthyma contagiosum, is a zoonotic disease caused by the orf virus, a member of the parapoxvirus genus. Infection 
is endemic in sheep and goats but has also been observed in cattle and deer. Usually the animal’s perioral area is 
affected. Transmission to humans occurs through contact with infected animals or fomites. Lesions progress through six 
clinical stages and typically resolve in six weeks with only rare complications reported. Treatment is supportive, although 
imiquimod has been shown to lead to more rapid resolution. This case emphasizes the importance of conducting a detailed 
history with particular attention to occupation and animal interaction when considering a diagnosis of orf. 
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Whole-body cryotherapy causing cold burn injury: Dangers of a new trend 
 

Whole-body cryotherapy (WBC) is a new treatment that has become popular for purported improvements in muscle 
recovery, back pain, muscle stiffness, energy, sleep, aging, and skin health among other benefits. This technique was 
originally employed by patients with multiple sclerosis or rheumatoid arthritis. It has now become more widely available 
through various medical spas, wellness centers, and cryotherapy facilities, especially for purposes of anti-aging and 
rejuvenation. Here, we present a case of a 71 year-old male who presented with a cold burn injury. One day prior, he was 
undergoing WBC at a cryotherapy facility for back pain and arthritis. However, a nozzle likely malfunctioned, and the liquid 
nitrogen sprayed directly on his back for a prolonged period. He experienced stinging and pain at the site, which 
subsequently turned red and blistered. He had previously completed four sessions without any adverse events. The patient 
was treated with topical and intramuscular steroids in addition to silver sulfadiazine. It is important to note that the evidence 
for WBC is limited. The FDA has yet to approve any WBC chambers and warns about potential harmful effects, such as 
asphyxiation, frostbite, burns, and eye injury. Additionally, a 2015 Cochrane review found insufficient evidence to 
determine whether it improved muscle recovery in active young adult males, while there was no data for females or elite 
athletes. The review also found a lack of evidence on adverse events. A recent evaluation found no evidence to support 
WBC's claims of being advertised as treatments for anti-aging, skin rejuvenation, and wrinkle reduction. Practitioners 
should be aware of this emerging trend, the evidence behind it, and any potential adverse events that they may encounter. 
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Eruptive Tufted Angioma after Chemoradiation 
 

History: A 44-year-old woman with a recent history of metastatic invasive ductal carcinoma of the left breast presented with 
an enlarging plaque after undergoing ionizing radiation to the left chest/neck/axilla. The plaque appeared similar to an 
asymptomatic vascular birthmark on her left neck, which previously lightened in color with PDL treatment. After being 
diagnosed with breast cancer, the patient underwent four cycles of dose-dense adriamycin-cytoxan during which the 
birthmark resolved completely. During subsequent radiation treatment, patchy streaks of painful erythema erupted and 
developed into an irregularly shaped, erythematous cobblestoned plaque extending in a serpiginous distribution beyond 
what had been present since birth. Palpation revealed no thrill or warmth.  
 
Biopsies: Specimen revealed a pan-dermal nodular proliferation of multiple well-formed lobules of vascular channels 
encircled by crescentic spaces lined with epithelial cells. 
 
Laboratory Data: CBC, fibrinogen, and INR were normal. D-dimer minimally elevated at 0.7 ug/ml 
 
Diagnosis: Tufted angioma 
 
Treatment: Tufted angioma is a benign vascular tumor that typically arises during infancy and shares several features with 
kaposiform hemangioendothelioma. Kasabach-Merritt phenomenon is a life-threatening consumptive coagulopathy that 
occurs in ten percent of tufted angiomas. Tufted angiomas can undergo spontaneous or treatment-induced regression, but 
never resolve completely. In immunosuppressed patients, a rare eruptive form of tufted angiomas has been described. 
Treatment is individualized based on extent of invasion, symptoms, and presence of Kasabach-Merritt syndrome. The 
patient was started on aspirin 81 mg daily and topical sirolimus 1 mg/ml solution twice daily, which produced marked 
improvement in the appearance of the eruption as well as the associated pain. 
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Cutaneous Mucinosis associated with Beckwith-Wiedemann syndrome 
 

Cutaneous mucinosis is the accumulation of mucin or glycosaminoglycans in the skin most commonly associated with 
connective tissue disorders. The abnormal deposits can be localized or widespread. The etiology of this condition is not 
well understood. There have been no reports of cutaneous mucinosis associated with genetic overgrowth disorders.  
Beckwith-Wiedemann syndrome is a rare congenital overgrowth disorder which may asymmetrically affect growth of 
different body parts. The most common features include macrosomia, macroglossia, midline abdominal wall defects such 
as omphaloceles, and ear creases or ear pits.  There is an increased risk of developing malignancies of the kidney and 
liver. The most common renal malignancy is Wilms tumor. The most common liver malignancy is hepatoblastoma. Gene 
defects are usually located on Chromosome 11 and include CDKN1C, H19, IGF2, and KCNQ1OT1.  There have been no 
reported cases of cutaneous mucinosis associated with genetic growth overgrowth disorders. We report a 37-year-old man 
presented with firm, skin-colored papules and nodules on his back and chest, which had been appearing during the past 7 
years. The patient denied any associated pruritus, pain, or ulcerations. Further history revealed he had a repaired 
omphalocele during childhood. Physical examination revealed an overall large body habitus, with asymmetric overgrowth 
of the right extremities when com¬pared to the left. In addition, the patient had bilateral anterior linear earlobe creases, 
preauricular pits, and posterior helical pits. There was no evidence of rheumatologic and endocrine disorders or 
paraproteinemia. 
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Subungual Tumor of Incontinentia Pigmenti 
 

A 30 year-old female presented with painful, thickened fingernails and toenails. She had a history of multiple prior tooth 
extractions, and a blistering lower leg rash at birth, which resulted in persistent (and unbeknownst to her), whorled 
hypopigmentation. Her mother has similar whorled hypopigmentation of her lower legs. 
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Physical exam revealed hyperkeratosis and yellowing of the nail plate with nail bed hypertrophy and swelling of the digital 
tips. Hypopigmented alopecic whorled, linear patches along Blashko lines on her posterior legs, conical shaped incisor 
teeth and fronto-temporal hair thinning were also present. 
A thumbnail bed and hyponychial wedge biopsy showed invaginated, verrucous epidermal hyperplasia with significant 
intraepithelial dyskeratosis and overlying grain-like parakeratosis diagnostic of the subungual tumor of incontinentia 
pigmenti.  
 
Incontinentia Pigmenti (IP), aka Bloch-Sulzberger Syndrome, is an X-linked dominant genodermatosis, due to 
IKBKG/NEMO gene mutation. Features include vesiculobullous and whorl-like pigmentary lesions, nail dystrophy, ocular 
and dental involvement, hair changes, risk of pregnancy loss, and occasional central nervous system involvement with 
seizures. Only 7-10% of IP patients present with the late subungual tumors. More common nail pathologies of IP include 
onychodystrophy or onycholysis. The diagnosis of IP is based on clinical presentation, genetic testing and skin biopsy.  
 
Prior to her IP diagnosis, treatments of her nails with clobetasol, grisofulvin, hydrocodone and gabapentin were 
unsuccessful. Acitretin, curettage/desiccation, local excision, or Mohs surgery for the subungual tumors are being 
considered. Following her consultation and diagnosis, she had an uncomplicated pregnancy and delivered a baby girl with 
similar skin findings. 
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Unmasking the Culprit: Thrombotic Vasculopathy due to Polymer Coating 
Embolism from an Intravascular Medical Device 
 

We present a unique case of an 81 year-old-man with a two-day history of painful violaceous, retiform, purpuric patches on 
the left foot and erythematous purpuric macules on the left proximal and distal leg, after recent repair of an abdominal 
aortic aneurysm two weeks prior to presentation. An arterial doppler revealed stenosis of the bilateral anterior and posterior 
tibial arteries and the left dorsalis pedis artery. Biopsy demonstrated serpiginous and amorphous basophilic material within 
dermal blood vessels, focally associated with multinucleated histiocytes and extravasated erythrocytes in the dermis, 
consistent with polymer coating emboli. The patient also was subsequently found to have new onset acute kidney injury, 
concerning for renal emboli. 
 
There has been a rise in the use of lubricious polymer-coated devices by interventional cardiologists and vascular 
surgeons for access to vasculature and for assistance in placement of endovascular devices over the past decade.(1) 
However, it has been noted that coating separation can result in adverse events. Hydrophilic polymer emboli are an 
underreported iatrogenic cause of ischemia and infarct.(2,3) Diagnosis may be challenging as the associated vasculitis 
may histologically mimic granulomatous vasculitis.(4) Additionally, this thrombotic vasculitis/vasculopathy may be an early 
presenting symptom and a cutaneous sign of embolization to other vital internal organs. Therefore we seek to characterize 
the salient clinical and histologic features of thrombotic vasculopathy due to polymer coating emboli to aid dermatologists 
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in timely diagnosis of this newly reported but potentially fatal adverse event related to use of endovascular devices. 
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Rapidly developing neutrophilic panniculitis in a child undergoing dual MEK-
BRAF inhibitor therapy for glioblastoma multiforme 
 

A 9-year-old girl presented for evaluation of new onset cutaneous nodules on her arms and legs. One month prior, she 
began therapy with dual MEK-BRAF inhibition with trametinib and dabrafenib for BRAF V600E mutated glioblastoma 
multiforme. The nodules waxed and waned with intermittent periods of resolution. Physical exam revealed multiple tender 
subcutaneous erythematous nodules on the proximal upper and lower extremities.  
 
A 4-mm punch biopsy from the left anterior thigh revealed a lobular predominantly neutrophilic infiltrate in addition to a 
perivascular and interstitial mixed-cell infiltrate with neutrophils and occasional eosinophils. The epidermis demonstrated 
subtle vacuolar alteration with necrotic keratinocytes. PAS-D and Gram stains were negative for microorganisms.  
 
Though a single case of suspected MEK inhibitor-induced panniculitis has been reported(1), this cutaneous adverse event 
is more commonly associated with BRAF inhibitors such as dabrafenib. Therefore, the findings were felt to be most 
consistent with a grade II BRAF inhibitor-induced neutrophilic panniculitis. The family declined systemic glucocorticoids 
and the patient was treated conservatively with NSAIDs with mild improvement. Panniculitis has been described in an 
adolescent receiving vemurafenib for brainstem glioma, but only after a prolonged course.(2) Our patient developed this 
reaction within weeks of initiating treatment, similar to cases seen in adults treated for melanoma.(3-5) We report the 
youngest known case of BRAF inhibitor-induced neutrophilic panniculitis and the first case of dabrafenib as the inciting 
drug in a child. As BRAF inhibitors are being increasingly utilized, clinicians should remain aware of the clinical spectrum of 
adverse cutaneous effects. 
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Blastic Plasmacytoid Dendritic Cell Neoplasm 
 

A 27-year-old male with no past medical history was admitted to the hospital for new-onset pancytopenia. Bone marrow 
evaluation revealed findings concerning for blastic plasmacytoid dendritic cell neoplasm (BPDCN). Dermatology was 
consulted for skin evaluation in the setting of this potential diagnosis. On exam, a subtle 1.5cm round violaceous nodule 
was noted on the left scalp. A 4-millimeter punch biopsy was taken from this lesion for further evaluation. On H&E, the 
dermis was noted to be diffusely involved by an interstitial and nodular bottom-heavy proliferation of atypical medium-sized 
blastoid cells. The cells of this infiltrate were found to be positive for CD4, CD56, and CD123 by immunohistochemistry. 
The cells were negative for CD, CD20, CD68, and CD163. Based on these findings, the lesion was determined to be 
cutaneous BPDCN. BPDCN, previously termed blastic NK cell lymphoma, is a rare aggressive hematologic malignancy. 
BPDCN makes up 0.7 percent of primary cutaneous skin lymphomas.1 Most patients with BPDCN present with cutaneous 
findings with or without systemic involvement.2 The most common cutaneous manifestations include brown or violaceous 
nodules, bruise-like patches, and disseminated/mixed lesions. Mucosal involvement may also be seen.3 The 
immunohistochemical features of BPDCN include positivity for CD4, CD56, CD123, and TCL1.4 Targeting CD123 with the 
toxin tagraxofusp will likely become the mainstay treatment for BPDCN, although other leukemia chemotherapy regimens 
are still commonly used. In a recent trial, treatment with tagraxofusp achieved survival rates of 59% and 52% at 18 and 24 
months, respectively.5 Outstanding clinical and histologic images will be presented. 
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Syringocystadenocarcinoma Papilliferum of the Scalp Arising from 
Syringocystadenoma Papilliferum and Nevus Sebaceous Successfully Treated 
with Mohs Micrographic Surgery 
 

Patient history: A 71-year old male presented with a rapidly changing birthmark. On left occipital scalp, there was a 4cm 
ulcerated erythematous tumor adjacent to grouped linear pink/tan papules. No palpable cervical lymph nodes were 
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appreciated. 
 
Biopsies and laboratory data: Biopsy showed poorly differentiated cutaneous carcinoma with spindle cells in contiguity with 
syringocystadenoma papilliferum (SCAP) and nevus sebaceous. Immunohistochemical staining was positive for 
cytokeratin 7(CK7), pancytokeratin MNF116, tumor protein P63, and carcinoembryonic antigen(CEA) (focal) indicating an 
adnexal neoplasm with squamous differentiation. Tumor cells stained negative for gross cystic disease fluid protein 
15(GCDFP-15), erythroblast transformation-specific [ETS]-related gene(ERG), and S100. Epithelial membrane 
antigen(EMA) highlighted glandular portions compatible with SCAP. Immunohistochemistry performed for adipophilin, 
androgen receptor, and EMA marked areas of sebaceous differentiation. 
 
Diagnosis: The immunoprofile and histologic appearance confirmed the diagnosis of syringocystadenocarcinoma 
papilliferum (SCACP) in association with SCAP and nevus sebaceous.1,2 SCACP is an extremely rare cutaneous adnexal 
neoplasm that is clinically characterized by nodules on scalp, head, neck, trunk, genitalia and perianal region in elderly 
patients.3 In the literature, approximately 50 cases of SCACP have been reported.4 Malignant transformation of nevus 
sebaceous and SCAP to SCASP is very rare.5  
 
Treatment: Mohs micrographic surgery was performed. The debulk specimen was sent to pathology to confirm diagnosis 
and clear margin. Sentinel lymph nodes were negative. He has been closely monitored for 16 months, and has not 
presented with any evidence of recurrence. This report presents a rare case of SCACP arising from SCAP and nevus 
sebaceous successfully treated with Mohs micrographic surgery. 
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A case of tungiasis diagnosed in the deployment setting 
 

A 34-year-old active duty female on deployment in Guyana presented to the dermatology clinic with 1 week of a tender 
lesion on the left plantar foot. The patient admitted to yoga with bare feet several days prior to symptom onset. Physical 
exam revealed a 5 millimeter erythematous, subcutaneous papule with central black punctum on the left medial plantar 
foot. Differential diagnosis included tungiasis, myiasis, arthropod assault, and verruca. Punch biopsy of the lesion yielded a 
diagnosis of tungiasis. Tungiasis results from cutaneous infestation by the gravid female sand flea, Tunga penetrans, often 
acquired while walking barefoot in sandy areas. Most commonly seen in Africa, India, and Central and South America, the 
condition is also more prevalent in children 5 to 10 years of age. The typical lesion manifests as a tender papulonodule on 
the foot within about 1 day of exposure and subsequently enlarges up to a centimeter in size over a week as the flea swells 
with ova. If left untreated, the lesion will eventually rupture and form a scar, but the course can be complicated by bacterial 
superinfection and tetanus. Diagnosis is usually clinical, and treatment consists of removal of the flea via needle or punch 
biopsy followed by application of topical antibiotics and tetanus prophylaxis. Wear of closed-toed shoes and use of plant-
based repellants are helpful preventive measures in endemic areas. In this case, the patient’s biopsy site healed well 
without complications, and she developed no additional lesions. Outstanding clinical and histologic images will be 
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presented. 
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Widespread Lobomycosis 
 

This case is a 55 y/o Fitzpatrick skin type 5 patient presented to dermatology humanitarian clinic in Guyana complaining of 
19 year history of worsening growths on his bilateral legs and left arm. Patient reported that his first growth appeared on 
his right knee while working as a prospector in the Guyanese interior jungle and slowly progressed over subsequent years 
to involve the majority of his bilateral legs. More recently, patient noted a new subcutaneous enlarging nodule on the left 
lateral forearm despite no recent travel back to the interior. Clinical exam revealed diffuse scattered papules, with larger 
keloidal, multinodular, and verrucous papules and plaques over the bilateral legs and a single large subcutaneous nodule 
on left forearm. Punch biopsies of the left knee and left forearm lesions were obtained. Culture showed no growth (typical 
for Lobomycosis) but histology revealed numerous large semi-refractile fungal organisms within a sclerotic stroma, some 
forming “pop-bead” chains. A diagnosis of widespread, progressive lobomycosis was made. Lobomycosis, also known as 
keloidal blastomycosis, is a chronic progressive fungal infection caused by Lacazia Loboi endemic to the subtropical 
regions of Central and South America. Standard treatment is surgery or cryotherapy with adjunctive systemic antifungals.  
Surgery is not feasible for extensive disease and response to antifungals is variable, making treatment challenging. 
Several case reports describe best clinical improvement with posoconazole or combination clofazimine and itraconazole, 
though typical regimens require months to years of treatment to achieve clinical and histologic cure. Outstanding clinical 
and histologic images will be presented. 
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Annular acquired epidermodysplasia verruciformis mimicking porokeratosis in 
an African American transplant patient 
 

Introduction: Epidermodysplasia verruciformis (EV) is characterized by susceptibility to HPV infections via defect in cellular 
immunity.1 EV was first described as an autosomal recessive genodermatosis, but can be acquired in immunosuppressed 
patients where it may have an atypical clinical appearance.2,3 
 
Case: A 50-year-old African American female with systemic lupus erythematosus and a 15-year history of renal transplant 
for lupus nephritis presented for evaluation of a 1-year history of a non-pruritic rash on the abdomen. Her 
immunosuppressive regimen consisted of tacrolimus, azathioprine, and prednisone. On examination, numerous 
monomorphic annular hyperpigmented thin papules with central clearing were present on the abdomen, extending to the 
flanks and groin. Patient denied family history of similar lesions. The clinical differential diagnosis included porokeratosis, 
tinea versicolor, and lupus erythematosus. A 4mm punch biopsy of a lesion on the abdomen revealed mild acanthosis with 
prominent hypergranulosis and enlarged keratinocytes with blue-gray cytoplasm. A diagnosis of acquired 
epidermodysplasia verruciformis was rendered. The patient was treated with photodynamic therapy (PDT) utilizing 5-
Aminoluvielinic acid. 
 
Discussion: Acquired EV affects patients with immunodeficiencies that are susceptible to EV-causing HPVs via a similar 
mechanism found in inherited EV.3 Length of immunosuppression was found to be positively correlated with risk of EV 
development, with majority of patients developing their lesions after 5 years of immunosuppression.4 Malignant 
transformation of EV lesions into NMSC carries a risk as high as 60%.3  
Treatment options for EV are anecdotal and range from topicals including 5-flurouracil and imiquimod, to systemic 
medications including acitretin and interferon.4 
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Granulomatous Drug Eruption Secondary to Dupilumab 
 

Case: A 58 year-old African American male with a history of atopic dermatitis and allergic contact dermatitis (4-tert 
buthylphenol formaldehyde resin and nickel sulfate hexahydrate) presents to clinic with eight months of a worsening whole 
body rash. He initially presented with erythroderma eight years ago with work up negative for cutaneous T-cell lymphoma. 
He initially improved on methotrexate and topical triamcinolone ointment, but was lost to follow-up.  
 
Upon re-presentation, the patient reported he is under the care of an outside dermatologist and has been taking dupilumab 
for the past 14 months in addition to intermittent use of cetirizine and hydroxyzine. Exam showed diffuse scaly lichenified 
plaques with focal depigmented patches of lower legs and few puritic papulonodules of arms. Two punch biopsies showed 
chronic spongiotic dermatitis with dense superficial and mid-dermal perivascular lymphohistiocytic infiltrate, prominent 
multinucleated giant cells, and scattered eosinophils. Labs were notable for mildly elevated absolute lymphocyte and 
eosinophil counts. He was diagnosed with a granulomatous drug eruption and instructed to stop dupilumab. Treatment with 
topical triamcinolone 0.1% ointment and weekly methotrexate was initiated.  
 
Discussion: Granulomatous drug eruptions are marked by distinct histologic findings1. Various clinical manifestations, 
including erythroderma, have been reported2. Common culprit medications include calcium channel blockers, HMG-CoA 
reductase inhibitors, and TNF-α inhibitors3. To our knowledge, this is the first report of a granulomatous drug eruption 
secondary to dupilumab. Reported cutaneous adverse events to dupilumab include injection site reaction, drug-induced 
hypersensitivity syndrome, eosinophilic granulomatosis with polyangiitis, serum sickness-like reaction, urticaria, and 
erythema nodosum4. 
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Cytophagic histiocytosis as a histological finding in a child with IgA vasculitis 
 

A 7-year-old male presented three weeks post-upper respiratory infection with an urticarial eruption that spread diffusely 
from his lower extremities over 5 days. He had hand, pedal, and facial edema, fever, vomiting, and foot pain. Examination 
revealed widespread polymorphous, erythematous, edematous plaques and dusky purpuric patches on multiple fingers 
and plantar feet. Labs were significant for neutrophilia and trace proteinuria. Punch biopsy of a purpuric patch revealed 
perivascular and interstitial neutrophilic infiltrate with cytophagic histiocytes containing hematopoietic elements, concerning 
for hematophagocytic lymphohistiocytosis (HLH). However, concurrent direct immunofluorescence (DIF) demonstrated 
perivascular IgA deposition consistent with IgA vasculitis. 
 
Days later, the patient developed worsening abdominal pain, vomiting, and joint pain. Skin examination demonstrated 
minimally raised purpuric plaques on his bilateral shins. Labs including complete blood count, hepatic panel, coagulation 
studies, and inflammatory markers were inconsistent with HLH. Hematuria and moderate proteinuria were noted. The 
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patient’s gastrointestinal symptoms, renal inflammation, arthritis/arthralgia, and palpable purpura were consistent with IgA 
vasculitis. He was treated with topical and systemic corticosteroids, and repeat punch biopsy demonstrated 
leukocytoclastic vasculitis (LCV). A week later, in the setting of worsening proteinuria, a renal biopsy revealed severe 
crescentic IgA nephropathy. He was treated with IV prednisolone and cyclophosphamide.  
 
Previous reports have attributed the finding of cytophagic histiocytes to biopsying later LCV lesions[1]. This is the first 
reported case of this finding in a pediatric patient with DIF-confirmed IgA vasculitis and severe crescentic IgA nephropathy. 
The patient’s subsequent kidney disease suggests cytophagic histiocytes may be indicative of a more aggressive disease 
course[2]. 
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A Challenging Diagnosis of Penile Sarcomatoid Squamous Cell Carcinoma 
 

Sarcomatoid  squamous cell carcinoma (SCC) is a rare, aggressive, biphasic cancer that often presents a diagnostic 
challenge and carries a poor prognosis, especially with a delay in diagnosis. We report the case of a 79 year-old male who 
presented with tender, bleeding nodules on his corona and glans penis that were previously biopsied by the patient’s 
urologist twice within a two year period and initially misdiagnosed as condyloma acuminatum. On examination, the patient 
had two 3x3 cm fungating, friable, bleeding nodules on the corona penis that were removed in office and sent to pathology.  
On histopathologic evaluation, the nodules were consistent with a malignant spindle cell proliferation that was focally 
positive for pancytokeratin, p63, CK5/6, 34BE12, CD1138, CAM 5.2, and calponin. The patient was admitted for further 
workup with plan for partial penectomy and perineal urethrostomy but developed shortness of breath and fatigue. A CT 
angiogram of the chest revealed innumerable pulmonary metastases and effusions requiring thoracentesis, and the patient 
passed shortly after deciding to focus on comfort care. While sarcomatoid SCC may exhibit a broad range of clinical 
features, the expression of p63 and keratin 34βE12 is a common finding. Importantly, previous studies have documented 
considerable difficulty by pathologists in differentiating the morphology of human papillomavirus-infected epithelia and 
various penile carcinomas. Therefore, it is critical for Dermatologists, Urologists, and other healthcare professionals who 
may encounter this aggressive subtype of SCC to quickly reach an accurate diagnosis through comprehensive 
clinicopathological correlation. 

 

References: 

1. Bachurska SY, Antonov PA, Staykov DG, Dechev IY. Sarcomatoid Squamous Cell Carcinoma of the Penis - a Report 
of Two Cases. Folia Med (Plovdiv). 2017;59(2):232-237. 

2. Shankar K, Kumar MV, Srinivas C, Nayak S, Suma MN. Sarcomatoid Carcinoma of the Penis. Indian J Surg Oncol. 
2017;8(1):85-87. 

3. Yamamoto T, Owari T, Toyoshima Y, et al. [A Case of Penile Squamous Cell Carcinoma, Sarcomatoid Subtype]. 
Hinyokika Kiyo. 2016;62(10):553-556. 

4. Velazquez EF, Melamed J, Barreto JE, Aguero F, Cubilla AL. Sarcomatoid carcinoma of the penis: a clinicopathologic 
study of 15 cases. Am J Surg Pathol. 2005;29(9):1152-1158. 

5. Challa VR, Swamyvelu K, Amirtham U, Shivappa P. Sarcomatoid carcinoma of penis with bilateral inguinal 
metastases-a case report and review of literature. Indian J Surg. 2014;76(4):316-318. 

6. Wanifuchi A, Taguchi K, Ikehata Y, Kurimura Y, Hiyama Y, Tomaru U. [A Case of Sarcomatoid Carcinoma of the 
Penis]. Hinyokika Kiyo. 2015;61(6):249-252. 



| 15 | AMERICAN ACADEMY OF DERMATOLOGY 

 

 

7. Lont AP, Gallee MP, Snijders P, Horenblas S. Sarcomatoid squamous cell carcinoma of the penis: a clinical and 
pathological study of 5 cases. J Urol. 2004;172(3):932-935. 

8. Nishino A, Nagai Y, Hanai T, Uejima S, Hoshida Y. [A Case of Autopsy of Sarcomatoid Carcinoma of the Penis with 
Metastasis to the Right Ventricle of the Heart]. Hinyokika Kiyo. 2018;64(11):455-458. 

9. Chaux A, Cubilla AL. Advances in the pathology of penile carcinomas. Hum Pathol. 2012;43(6):771-789. 

 

Primary Author(s): 

Hasan Khosravi, MD, University of Pittsburgh Medical Center 

 

Co-Author(s): 

Sophia Zhang, BS, University of Pittsburgh School of Medicine; Michael Cardis, MD, Medsar Washington Hospital 
Center/Georgetown University Hospital; Jaroslaw Jedrych, MD, Department of Dermatology, Johns Hopkins School of 
Medicine; Jonhan Ho, MD, MS; Yuri Bunimovich, MD, PhD, University of Pittsburgh Medical Center 

 

Congenital Leukemia Cutis 
 

A 12 day-old full-term female born at 39 weeks via C-section, was admitted for blue-red nodules present at birth. Her 
mother initially noted a bluish nodule on the patient’s anterior neck, and over the next few days, she developed numerous 
red-blue nodules on her abdomen, arms, and legs that seemed asymptomatic. Birth history was unremarkable and mother 
was otherwise healthy (standard prenatal screening non-contributory.) The rest of the history was unremarkable, and the 
patient was feeding well, 59th percentile for weight, and without fevers or GI symptoms. Vital signs were normal. Skin 
examination showed several subcutaneous, firm mildly erythematous 0.5-1.5cm nodules on the right lower abdomen, left 
thigh, anterior neck, right arm, and right axilla. Abdominal ultrasound was negative for organomegaly. Skin biopsy of the 
right arm showed a dense population of atypical mononuclear cells that stained positive for CD43, CD68, and CD4 and 
negative for c-kit, CD3, and CD20. There was partial and weak expression of myeloperoxidase. Staining for TdT was 
negative. These findings were consistent with leukemia cutis. FISH was positive for a MLL (KMT2A) gene rearrangement 
in 36.5% of cells. Cerebrospinal studies were negative. Bone marrow biopsy was negative by morphology and flow, but did 
show the MLL/ELL translocation in a small percentage of cells. Due to the small leukemic cell population identified in her 
marrow, accurate immunophenotyping (AML vs ALL) was not obtained. At a follow up hematology/oncology visit, 
peripheral smear was concerning for lymphoblasts. Repeat bone marrow biopsy and further workup are pending. 
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Dusky plaques and bullae of the face: an unusual case of eosinophilic-variant 
granulomatosis with polyangiitis 
 

A 43-year-old African-American woman was admitted with a 2-day history of painful facial lesions. She had a history of 
granulomatosis with polyangiitis (GPA) with renal involvement and sensorineural hearing loss. Previous treatments 
included various immunosuppressive agents, but on admission she was not taking any medications. History was negative 
for asthma and atopy. On exam she had tender, dusky dermal plaques with violaceous borders, which evolved into bullae 
and progressed to erosions over a few days. 
 
Skin biopsy was performed and sent for histology, tissue culture, and direct immunofluorescence (DIF). Fungal, bacterial, 
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viral, and mycobacterial cultures were negative. Histopathology revealed necrotizing vasculitis with characteristic nuclear 
dust, and numerous eosinophils. DIF was non-specific. Pertinent lab findings included positive ANCA against proteinase-3 
(PR3). There was no peripheral eosinophilia.  
 
Thus, based on history and histology, she was diagnosed with eosinophilic-variant GPA. There are multiple reports of 
eosinophilic-variant GPA with peripheral or tissue eosinophilia that do not meet criteria for eosinophilic granulomatosis with 
polyangiitis (Churg-Strauss).  
 
Treatment is the same as that for GPA. GPA has a high mortality rate, thus aggressive initial immunosuppressive therapy 
is indicated, which consists of glucocorticoids with cyclophosphamide or rituximab. Our patient was started on oral 
prednisone and rituximab, with symptomatic improvement.  
 
It is important to consider the ANCA-associated vasculitides in the differential of rapid onset of dermal plaques that 
progress to bullae. This case highlights an atypical presentation of cutaneous vasculitis consistent with eosinophilic-variant 
GPA and adds to the current literature on the clinicopathologic spectrum of GPA. 
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An Unusual Location: Pilar Cyst of the Lower Anterior Orbit Leading to 
Compromised Vision. 
 

Introduction: Pilar cysts, also known as trichilemmal cysts are identified as solitary or multiple intradermal or subcutaneous 
benign lesions with a propensity for localization to the scalp with a female predominance [2]. Involvement of the lower eyelid 
is quite rare. 
 
Case Presentation: A 58 year-old white male presented with complaint of decreased vision and diplopia. The patient 
reported progressive difficulty seeing secondary to bilateral ptosis and a lower left anterior orbit mass with interval 
enlargement over two years. No symptoms of pain, discharge, erythema, or infection. Physical examination the left lower 
eyelid mass measured 10 mm in diameter. The mass was non-tender, mobile, and firm. The patient was diagnosed with a 
neoplasm of the left lower anterior orbit of uncertain origin. The patient underwent surgical excision. Histopathological 
examination reported a diagnosis of a pilar cyst of the left lower anterior orbit. On follow-up the patient reported improved 
vision with no evidence of recurrence.  
 
Discussion/Conclusion: The differential diagnosis for anterior orbit and eyelid lesions is quite extensive. Including, but not 
limited to: hordeolum, chalazion, epidermal inclusion cyst, dermoid cyst, basal cell carcinoma, and squamous cell 
carcinoma. Our patient presented with a unique and rare pilar cyst within the anterior orbit. In rare cases, a pilar cyst may 
transition to the formation of a tumor known as a proliferating trichilemmal cyst. Even though anterior orbit and eyelid 
lesions are visible on physical examination this case highlights the importance of histopathological evaluation. More over, 
all eyelid lesions should be sent for pathologic evaluation after surgical removal. 
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An Unusual Location: Pilar Cyst of the Lower Anterior Orbit Leading to 
Compromised Vision. 
 

A 61-year-old man, with a past medical history of kidney transplant in 2015 and polycystic kidneys, presented to the 
dermatology clinic with multiple asymptomatic skin-colored papules on the face and some slightly pruritic pink papules on 
the extremities. The lesions appeared one year after kidney transplant and were slowly progressing for the past two years. 
His systemic immunosuppressive medication was composed of prednisone, mycophenolate mofetil (MMF) and tacrolimus.  
On clinical examination there were multiple millimetric folliculocentric hyperkeratotic skin-colored to pink papules on the 
face, ears and extremities. Some of the papules also had a white central spicule. Furthermore, alopecia was noted on the 
eyebrows and extremities.  
 
Histology of a 4 mm punch biopsy from a thigh lesion showed a dilated follicle with an expansion of the inner root sheaths 
cells and keratin debris replacing the hair shaft. Eosinophilic trichohyalin granules were also present. Unfortunately, our 
center could not provide electron microscopy, nor the real-time polymerase chain reaction (PCR) targeting the viral protein 
1 (VP1) gene, so the diagnosis of trichodysplasia spinulosa associated with immunosuppression was made on clinical and 
histological findings only. 
 
With the patient nephrologist consent, the MMF was reduced from 720 mg to 360 mg twice a day and a topical tretinoin gel 
0,1% was applied on the facial lesions. Six months later, only a few hyperkeratotic pink papules persisted on the 
extremities. 
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Primary cutanous TB of the penis Tumor like lupus vulgaris 
 

Introduction: Cutaneous tuberculosis constitutes a minor portion of extra pulmonary tuberculosis (2%) mainly caused by 
mycobacterium tuberculosis, from cutaneous tuberculosis the external genitalia is very rarely involved (0.2-2%), and the 
penis is extremely rare site of involvement and few cases described in the literature.  
 

Methods or and material: The case was analyzed by appropriate clinical examination and investigation and diagnosed 
according to the appropriate diagnostic criteria and varies internet data bases and case reports were reviewed in order to 
see similar or close presentations of cutaneous tuberculosis of the penis and also used as a references.  
 

Discussion/result: Physical examination revealed saxophone deformity of the penis with multiple firm skin colored to hyper 
pigmented nodules with various sizes and minimal purulent discharge over the shaft of the penis and with extension to the 
proximal part of the glans of the penis and a discrete nodule with scarred edge over the perineum, no lymphadenopathy.  
Investigations showed leukocytosis with raised ESR, FBS – normal, serology for syphilis and HIV non-reactive discharge 
analysis positive for AFB, FNAC – granuloma with caseous necrosis, culture and sensitivity – no growth seen, chest Xray 
and abdominal u/s – normal. 
 

Conclusion: With the above findings saxophone deformity 2ndary to primary cutaneous TB of the penis (tumor like lupus 
vulgaris) was entertained, patient was started on first line Anti TB and all family member were screened and appointed to 
plastic surgery side for reconstructive surgery and dermatology OPD for follow up. 
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Vitamin K deficiency in Bullous pemphigoid with extensive esophageal 
involvement 
 

Bullous pemphigoid is a common autoimmune blistering condition with limited mucosal involvement; if any. We describe a 
rare manifestation of bullous pemphigoid with esophageal involvement and gastrointestinal (GI) bleeding, associated with 
Vitamin K deficiency arising from dysphagia and resultant malnutrition. 
 
An 82-year-old lady was admitted for hemoptysis and dysphagia for which a nasoendoscopy was unremarkable apart from 
a ruptured left palate hemorrhagic blister. She had multiple comorbidities and was minimally communicative. Subsequent 
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skin examination revealed tense blisters over her genitalia and lower abdomen. Serum BP 180 and 230 were positive, and 
indirect immunofluorescence showed an epidermal pattern on salt split skin with basement membrane IgG titre of 1:640. 
Dsg 1 and 3 were negative. Skin punch biopsy from the abdomen showed sub-epidermal blistering with eosinophils and 
lymphocytes, consistent with bullous pemphigoid. Direct immunofluorescence (DIF) showed linear IgG and C3 deposition.  
 
She subsequently developed malena and urgent upper GI endoscopy showed extensive ulceration. Histology from an ulcer 
and DIF were similarly consistent with bullous pemphigoid without viral inclusions or malignancy. Serology revealed 
prolonged aPTT which was correctable on mixing studies and Factor VIII inhibitor was negative. In view of cachexia, 
Vitamin K deficiency from suboptimal nutrition was suspected and she was given intravenous Vitamin K with a marked 
improvement in aPTT. 
 
Our patient received topical clobetasol and doxycycline with nicotinamide as administration of systemic corticosteroids was 
limited by active gastrointestinal bleeding. Her lesions improved. This case highlights the importance of addressing 
nutritional deficiencies in the rare setting of esophageal bullous pemphigoid. 
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Greither’s Syndrome: A Novel Mutation 
 

Transgrediens et progrediens palmoplantar keratoderma, known as Greither’s syndrome, is a rare entity originally 
described in 1952 with approximately 40 reported cases in the literature. It is characterized by a transgrediens 
palmoplantar keratoderma (PPK) due to its extension beyond Wallace’s line, often involving the overlying skin of the 
Achilles tendon. In addition, hyperkeratotic plaques may develop on flexural surfaces, knees or elbows. We present a rare 
case of Greither’s syndrome with the discovery of a novel mutation in the keratin 1 gene (KRT1). In our case, a 16-year-old 
Caucasian male presented to the clinic with a reported past medical history of atopic dermatitis. Upon physical exam, 
transgrediens PPK was identified, as well as hyperkeratotic plaques on bilateral knees. Biopsy obtained for hematoxylin 
and eosin demonstrated epidermolytic hyperkeratosis. Subsequently, the patient underwent genetic testing which revealed 
a novel frameshift mutation within KRT1, predicted to produce an elongated tail domain. Reported cases of Greither’s 
syndrome demonstrate phenotypic variability, possibly due to variation in underlying gene defects, as demonstrated by this 
case. Our case highlights a previously unreported defect in KRT1 leading to Greither’s syndrome, as well as, underscores 
the importance of recognizing variability in genetic defects which can lead to variation in phenotype expression. 
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A Case of Scleromyxedema with Histologic Features of Granulomatous 
Dermatitis 
 

A 44-year old African American female with history of rheumatoid arthritis on methotrexate presented to clinic with 3-month 
history of worsening shortness of breath and of progressive erythematous, edematous, indurated papules coalescing into 
plaques on the face, neck, and bilateral upper extremities with itch, pain, and swelling. 
 
A biopsy from left upper arm showed a superficial perivascular lymphohistiocytic infiltrate with eosinophils and numerous 
histiocytes in between reticular collagen bundles. The findings are compatible with a form of granulomatous dermatitis and 
the differential diagnosis includes granuloma annulare and interstitial granulomatous dermatitis with arthritis (IGDA). 
Repeat biopsies from the upper arm and face revealed similar histologic findings.  
 
Although the histologic features were not classic, Serum protein electrophoresis (SPEP) was performed given clinical 
concern for scleromyxedema and was positive for IgG lambda paraprotein. She was initiated on 1mg/kg prednisone daily 
which was tapered and IVIG 2g/kg monthly. 
 
This case highlights a distinct histologic pattern of scleromyxedema with an interstitial granuloma annulare-like pattern. 
Histology in a recent series showed six cases with interstitial infiltrate of histiocytes highlighted by CD68 mimicking 
interstitial granuloma annulare along with findings of IgG monoclonal gammopathy on SPEP. Given these findings and 
clinical picture, diagnoses of scleromyxedema were made. Dermatopathologists need to be aware of this atypical histologic 
variant of scleromyxedema. 
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A Case of Pemetrexed-Induced Sclerodermoid Reaction on the Trunk 
 

A 61-year-old male with stage IV adenocarcinoma of the lung presented with a four-week history of asymptomatic 
indurated plaques on the lower abdomen and back. History revealed a chemotherapy regimen including pemetrexed, 
bevacizumab, and zoledronic acid, started about 10 months prior to onset of skin findings. On examination, there was a 
tan-brown linear indurated plaque extending from the umbilicus to the lower abdomen, and a similar ill-defined indurated 
plaque on the lower back. Punch biopsy revealed subcutaneous septal sclerosis with increased elongated and stellate 
fibroblasts and a disorganized elastic fiber network. Dermatopathology was felt to be inconsistent with the classical 
presentation of morphea or lipodermatosclerosis and to more likely represent a medication-induced sclerodermoid 
reaction.   
 
Pemetrexed-associated sclerodermoid reactions have been reported to be associated with patient folate status and with 
lower extremity edema, with sclerosis often occurring on the lower legs. This patient did have lower extremity edema, 
although his skin changes were localized to the trunk. Folate and B12 supplementation had already been started by 
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another physician and the patient was encouraged to continue these. At follow up two months later, he had developed new 
indurated plaques on the bilateral hips, despite the interim completion and discontinuation of chemotherapy. Progression of 
pemetrexed-associated cutaneous sclerosis has been noted to continue for 3-4 months after discontinuing treatment in a 
few cases in the literature. Topical calcipotriene was prescribed at the most recent visit, as it has thought to be helpful in 
similar sclerosing conditions such as localized morphea. 
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Clinicopathologic and genetic characteristics of Pythium insidiosum in a middle-
aged male – our experience with a rare Mucor mimic 
 

A 58 year-old immunocompetent male with a past medical history of asthma presented to the emergency room for a slowly 
progressive, tender, ulcerated crust with an area of central necrosis on the medial right lower leg of four weeks’ duration. 
The lesion developed one week after vacationing at a hot spring in New Mexico. He did not recall an injury or pre-existing 
wound to the skin. An ultrasound showed severe subcutaneous edema. He was evaluated emergently by dermatology 
where a 4 mm punch biopsy of the lesion was obtained. On hematoxylin and eosin, and confirmed on Grocott’s 
methenamine silver, the stained sections were positive for presumed fungal elements concerning for cutaneous 
mucormycosis. Treatment was initiated with amphotericin B and posaconazole. However, the rash continued to worsen. 
Due to concern for necrotizing fasciitis, debridement was performed. Tissue samples were sent to an outside laboratory for 
culture and genetic analysis. On Sabouraud-dextrose agar, a white filamentous organism was grown without the 
characteristic “lid-lifter” growth pattern seen with agents of mucormycosis. Analysis of the cultured species’ ribosomal RNA 
sequence identified Pyithium insidiosum as the causative species. Pithiosis is an exceedingly rare infection that can mimic 
mucormycosis both clinically and on initial histology. Many cases of pythiosis are initially misdiagnosed as mucormycosis, 
which is more frequently encountered. Differentiating between the two infections is important because the efficacy of 
antimicrobial agents against P. insidiosum is unclear, recommended agents are different from those used to treat 
mucormycosis, and there is an experimental vaccine available which has been used for treatment of pythiosis in humans. 
We present a case of pythiosis with poor response to medical therapy and ultimately requiring surgical amputation to treat. 
We discuss clinical course, diagnosis and bring awareness to this rare infection. 
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Eosinophilic Annular Erythema: A Case of Metastatic Carcinoma Presenting as a 
Rare Figurate Erythema 
 

History: An 88 year-old female with a history of Stage IA endometrial carcinoma status post resection three years prior 
presented to our hospital with three months of diffuse pruritic rash.  
 
The patient had been admitted following the onset of the rash for management of uremia with sepsis in the setting of 
weakness and fatigue. She was treated with IV antibiotics but was readmitted when repeat labs drawn in her rehab facility 
showed a persistent leukocytosis.  
 
At current presentation, the rash continued to spread with no relief from hydrocortisone 1% cream or over-the-counter 
emollients. She endorsed diarrhea and continued to feel fatigued above her baseline, but review of systems was otherwise 
negative. Physical exam on admission was notable for large well-demarcated figurate edematous and erythematous 
plaques, many with hyperpigmented and atrophic centers, on her abdomen, back, and upper and lower extremities. 
 
Pathology: Biopsy of a representative clinical lesion demonstrated eosinophilic spongiosis and a superficial and deep 
predominantly perivascular infiltrate of eosinophils with admixed neutrophils and lymphocytes. Alcian blue and colloidal 
iron stains did not reveal increased dermal mucin deposition. No flame figures were observed.   
 
Laboratory: Laboratory testing was notable for leukocytosis of 38.4 with 13.2% eosinophils. CT showed a 9cm centrally 
necrotic pelvis mass, and fine needle biopsy of the lesion was consistent with poorly differentiated carcinoma. 
 
Diagnosis: Eosinophilic annular erythema in the setting of metastatic uterine carcinoma.  
 
Treatment: Triamcinolone 0.1% ointment for two weeks with marked improvement of her symptoms, and tumor-directed 
therapy which was ultimately stopped due to patient preference. 

 

References: 

1. González-López MA, López-Escobar M, Fernández-Llaca H, González-Vela MC, López-Brea M. Eosinophilic annular 
erythema in a patient with metastatic prostate adenocarcinoma. Int J Dermatol. 2015 Mar;54(3):e80-2. 

2. El-Khalawany M, Al-Mutairi N, Sultan M, Shaaban D. Eosinophilic annular erythema is a peculiar subtype in the 
spectrum of Wells syndrome: a multicentre long-term follow-up study. J Eur Acad Dermatol Venereol. 2013 
Aug;27(8):973-9. 

3. Rongioletti F, Fausti V, Kempf W, Rebora A, Parodi A. Eosinophilic annular erythema: an expression of the clinical and 
pathological polymorphism of Wells syndrome. J Am Acad Dermatol. 2011 Oct;65(4):e135-7. 

 



| 23 | AMERICAN ACADEMY OF DERMATOLOGY 

 

 

 

Primary Author(s): 

Tyler Menge, MD, Harvard Combined Dermatology Residency Training Program 

 

Co-Author(s): 

Ehsan Azimi, MD, Harvard combined dermatology residency program; Christina Luffman, MD, Beth Israel Deaconess 
Medical Center; Beverly Faulkner-Jones, MD, BIDMC; Philip Song, MD, Palo Alto Medical Foundation 

 

Photo-exacerbated Bullous Erythema Multiforme 
 

A 28-year-old previously-healthy woman presented with four days of diffuse rash associated with oral pain. Rash started 
on her back with subsequent involvement of trunk, extremities, lips, and mouth. She was sitting on the beach the day 
before, noting significant sun exposure. Review of systems was negative with no history of autoimmune disease. Current 
medications were turmeric, probiotic, oral contraceptive, and occasional NSAIDs. 
Exam revealed two large, well-demarcated, erythematous, edematous plaques with few superimposed vesicles on her 
back, sparing swimsuit-line. Abdomen, chest, forehead, bilateral arms, legs, palms, and soles had multiple erythematous 
edematous papules and small plaques, some with central vesicle or bulla formation. Some acral lesions appeared as 
raised atypical targets. No skin tenderness, Nikolsky negative, and conjunctivae were clear. The vermilion lip, soft palate, 
and bilateral buccal mucosae had edema, vesicles and erosions. Two days later, rash evolved to include typical and raised 
atypical targets on extremities.(1,2) Patient was started on oral prednisone, famciclovir and advised to avoid NSAIDs and 
supplements. Punch biopsies showed acute vacuolar interface dermatitis with subepidermal bullae, consistent with bullous 
erythema multiforme (EM). Perilesional DIF was negative. HSV 1/2 antibodies initially negative. M. pneumoniae IgG 
positive and IgM negative, possibly due to prior infection.(3) 
Given morphology and histology consistent with bullous EM, and photo-distribution with more striking eruption over sun-
exposed skin, she was diagnosed with photo-exacerbated bullous EM. Photo-exacerbated bullous EM has been described 
previously in few patients and this case is an additional example of this unusual condition.(4,5) 
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Diffuse dermal angiomatosis: a rare presentation in a patient with non-uraemic 
calciphylaxis 
 

Patient history: A 36-year-old woman with a background of alcoholic liver disease (ALD) presented with a 4-week history of 
painful purplish patches on both thighs. On examination, there were large stellate purpuric patches with central necrosis on 
bilateral thighs and hips.  
 
Biopsies: Skin biopsy demonstrated necrotic epidermis and calcification of arterioles in the subcutaneous fat, suggesting 
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calciphylaxis. Within the dermis, a patchy infiltrate of pale epithelioid cells was seen with abundant small blood filled 
lumina, suggesting a diffuse endothelial proliferation corresponding to diffuse dermal angiomatosis (DDA). 
 
Laboratory data: Blood tests showed stable liver function, normal renal function, hypercalcemia of 2.99 mmol/l (adjusted), 
normal coagulation, but low protein C levels. No cause for hypercalcaemia was identified.  
 
Diagnosis: DDA is a rare, acquired, reactive proliferation of vascular channels between collagen bundles within the dermis, 
often considered a variant of reactive angioendotheliomatosis¹. Calciphylaxis is rare but well-described in end-stage kidney 
disease. Non-uraemic calciphylaxis (NUC) is rarer and can occur in association with ALD, obesity, female gender and 
protein C deficiency², as in our patient. Mortality remains high (50%), primarily from sepsis³, therefore early recognition is 
vital. Only 11 cases of DDA in association with calciphylaxis have been reported, and none of DDA in the setting of NUC, 
as in our case. It is important to consider the diagnosis even in a young patient with normal renal function.  
 
Treatment: Normocalcaemia was restored and sodium thiosulphate infusions were commenced. Our patient had a 
prolonged admission with sepsis, underwent surgical debridement, recovered and was discharged home. 
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A Case of Statin-induced Anti-HMGCR Immune-mediated Necrotizing Myopathy 
with Dermatomyositis-like Features 
 

Introduction: Anti-HMGCR immune-mediated necrotizing myopathy (IMNM) is a rare complication of statins[1]. We report a 
case of anti-HMGCR IMNM with dermatomyositis(DM)-like features.  
 
Case report: A 54-year-old woman taking atorvastatin presented with acute and severe proximal muscle weakness (MRC-
5 scale:2), dysphagia, dyspnea and a rash on photoexposed areas. Erythemato-violaceous plaques with poikiloderma 
were noted on peri-orbital regions, anterior chest, upper back, extensor arms and dorsal fingers’ joints.  
Creatine kinase(CK) level was elevated at 20,305 IU/L. ANA, ENA, anti-dsDNA, and the panel for myositis-specific and 
myositis-associated autoantibodies (Euroimmun) were negative. Anti-HMGCR autoantibodies (INOVA) were positive. The 
patient had respiratory muscle weakness and a myopathic electromyogram. Cancer screening was negative. Skin biopsy 
demonstrated a discrete vacuolar interface dermatitis, dermal interstitial mucin and perivascular and periadnexial 
lymphocytic infiltrates. Muscle biopsy showed scattered necrotic or regenerative fibers with no inflammatory infiltrates, 
perifascicular atrophy or vasculopathy. 

 
A diagnosis of statin-induced anti-HMGCR IMNM with DM-like cutaneous features was made. Statin was discontinued and 
the patient was treated with high-dose corticosteroids, intravenous immunoglobulins(IVIg), methotrexate and 
hydroxychloroquine. She fully recovered after 6 months of treatment.  
 
Discussion: Statin-induced anti-HMGCR IMNM is a rare entity characterized by severe proximal weakness, marked CK 
elevation and typically no extramuscular involvement[2]. IVIg in combination with immunosuppressants are often 
necessary as statin withdrawal and corticosteroids are often not sufficient[3]. The case reported herein is the fourth anti-
HMGCR IMNM case associated with DM-like features[4,5,6]. Recognizing DM-like features as a rarely encountered 
presentation in anti-HMGCR IMNM highlights the importance of autoantibody testing and has significant therapeutic 
implications. 
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Erythema Elevatum Diutinum in a Young Female with Crohn’s Disease 
 

Patient History: A 25-year-old female with well-controlled Crohn's disease and biopsy-proven cutaneous IgA vasculitis 
presented with a one-month history of raised, firm lesions on her extensor joints and extremities, with associated 
arthralgias.  
 
Her physical exam revealed deeply erythematous and firm papulonodules and plaques on both knees, elbows, anterior 
thighs, and plantar feet.  
 
Biopsies: A punch biopsy from the thigh revealed a densely interstitial, predominantly neutrophilic infiltrate with prominent 
leukocytoclasia, but lacking fibrin deposition, and set within a stroma of lamellar and concentric collagen. Gram, PAS-D, 
and acid fast bacilli stains were negative.  
 
Laboratory Data: Both the erythrocyte sedimentation rate and C-reactive protein level were elevated. Antinuclear antibody 
was positive, with a titer of 1:640 and a diffuse pattern. Comprehensive blood count, metabolic, and autoimmune testing 
were negative, as were viral hepatitis serologies, HIV, cryoglobulins, rheumatoid factor, Quantiferon-Gold, and urine 
histoplasma galactomannan antigen tests. Serum IgA levels were elevated at 1107 mg/dL (reference range: 81-463 
mg/dL). 
 
Diagnosis: Erythema elevatum diutinum 
 
Treatment: The patient was initially started on a prednisone taper for management of her concomitant IgA vasculitis. She 
transitioned to oral dapsone, which was discontinued due to severe hemolytic anemia. Despite trials of doxycycline, 
colchicine, and intralesional triamcinolone, new papulonodules appeared and her older lesions failed to resolve. Ultimately, 
she pursued surgical shave excisions of the larger lesions, coupled with oral sulfasalazine to prevent lesion recurrence. 
This regimen abated the development of new lesions. 
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Refractory cutaneous-limited facial Rosai Dorfman disease 
 

Rosai-Dorfman disease (RDD) is a rare, benign, non-Langerhans cell histiocytosis characterized by multi-organ 
involvement that usually presents with fever, painless lymphadenopathy, elevated inflammatory markers, and polyclonal 
hypergammaglobulinemia.¹⁻² Cutaneous-limited RDD is rare, occurring in 3% of cases.³ We present a healthy 36-year-old 
woman with a two-and-a-half year history of multiple painless pink to yellowish papules involving her malar and 
superomedial right cheek. The patient was otherwise asymptomatic and physical exam did not demonstrate 
lymphadenopathy. Multiple skin biopsies revealed diffuse dermal infiltrates of plasma cells and pale S100+/CD68+/CD1a- 
histiocytes with notable emperipolesis, confirming a diagnosis of RDD. Thorough laboratory and radiologic workup with 
positron emission tomography did not show evidence of malignancy or nodal/extra-nodal involvement. She failed to 
respond to topical or systemic corticosteroids, topical calcineurin inhibitors, topical metronidazole, topical or oral dapsone, 
or minocycline. Two rounds of pulsed dye laser treatment and a course of low-dose, 1000 cGy localized radiotherapy was 
unsuccessful. Shave removal of select lesions resulted in localized clearance. Serial intralesional steroid injections led to 
temporary improvement in the appearance of her papules, but progression continued. She started 15 mg oral methotrexate 
weekly and preliminary results are promising.⁴ Gold standard treatments have not been established in RDD, and the 
cumulative cure rate for all reported treatments is approximately 29%.³ Excision remains the most effective intervention, 
though challenging to implement in cosmetically sensitive areas.³ This case demonstrates a rare cutaneous variant of RDD 
and highlights the various treatment modalities used for this chronic, often refractory disease. 
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A rare cause of nail dystrophy in a manual worker 
 

A 72-year-old builder presented with a 1-year history of right middle fingernail dystrophy. It started as a midline vertical split 
which bled and was initially treated with an anti-fungal. The split continued to widen and was associated with loss of his 
distal nail. An initial biopsy of the nail bed showed a basosquamous proliferation, suspicious of squamous cell carcinoma. 
An excision of the nail complex down to periosteum with full thickness skin graft repair was performed. Histological 
examination of the nail unit revealed acanthosis, hyperkeratosis and lichenoid inflammation with replacement of the 
epidermis by atypical cells with scanty cytoplasm and large hyperchromatic nuclei. Immunohistochemistry was positive for 
cytokeratin 20 and focal positivity for synaptophysin and chromogranin. Histological features were consistent with a merkel 
cell carcinoma in situ (MCCIS) and a possible area of early invasion. Adjuvant treatment with radiotherapy was considered 
but felt unsuitable owing to difficulty in irradiating the finger in isolation. Further investigations with CT scanning showed no 
evidence of metastatic disease.  
 
To date, MCCIS are rare with only a handful of cases in the literature. They are most commonly located within the head 
and neck region followed by the extremities(1). MCCIS arising from within the nail complex has not previously been 
reported and we believe our patient to be the first case of this. As merkel cell carcinomas are aggressive tumours, with 
high recurrence rates of other MCCIS in literature reports, active monitoring and long term follow up will be required in our 
patient. 
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Dermatofibrosarcoma proberans masquerading as an atropic scar in a pediatric 
patient 
 

An otherwise healthy 10-year-old female presented to the dermatology clinic with a 1.3 x 1.1 cm firm, atrophic, scar-like red 
brown plaque on the right chest that had been present for 1 year without clinical symptoms. A biopsy was offered initially, 
however the decision was made to monitor clinically. She was lost to follow-up for over a year but re-presented to the 
dermatology clinic 2 years later with an appreciable change in the size and appearance of the lesion. The lesion then 
measured 2.2 x 1.1 cm and was a red-yellow soft plaque with more prominent atrophy and visible vasculature. Excisional 
biopsy was preformed and pathology showed a cellular and spindled cell dermal proliferation in a storiform pattern with 
deep extension and infiltration of the subcutaneous adipose tissue. CD34 was strongly and diffusely positive and S-100, 
AE1-AE3, and CD68 staining were negative. Peripheral and deep margins were positive. All findings were consistent with 
a diagnosis of dermatofibrosarcoma protuberans. Mohs surgery under local anesthesia was pursued for complete 
treatment, with intraoperative tumor extension to the musculature and deep subcutaneous fat. The wound was then 
repaired with a complex linear closure following complete tumor clearance. The patient was last seen 7 months post-
surgical treatment and is doing well. 

 
Dermatofibrosarcome protuberans (DFSP) is a rare tumor primarily occurring in adults. Pediatric cases are even rarer and 
few reports have been published. DFSP Sis typically asymptomatic and slow growing, but can become destructive to local 
deep tissues if not treated early, as seen in our patient’s case. This entity is important to diagnose and treat early, as 
untreated or recurrent lesions may develop fibrosarcomatous change and rarely metastasize. As this malignancy has a 
tendency to invade deeper structures and commonly recur after standard excision, treatment with Mohs micrographic 
surgery has become the gold standard. 
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Sterile Neutrophilic Folliculitis with Vasculopathy 
 

A 34-year-old male with past medical history of hepatitis C and intravenous drug abuse was admitted with methicillin 
sensitive Staphylococcus aureus infective endocarditis complicated by septic pulmonary emboli and bacteremia. On 
hospital day four, the patient developed a folliculitis-like rash on bilateral upper extremities with pink to purple papules, 
some of which were eroded. Distal lower extremities revealed bright pink macules. Three days later, the lesions on the 
bilateral upper extremities had evolved into larger, inflamed, firm, pink, centrally umbilicated, semi-translucent papules,  
with few newly developed scattered similarly appearing lesions on the bilateral lower extremities. Seven days after initial 
presentation, the lesions began to spontaneously involute, leaving pink, crusted papules and macules without scars. 
Hematoxylin and eosin stains of punch biopsies demonstrated folliculocentric neutrophilic dermatitis with perifollicular 
vasculitic changes. Tissue culture was negative. The histopathologic findings and negative cultures led to the final 
diagnosis of sterile neutrophilic folliculitis with perifollicular vasculopathy. This is a rare entity histopathologically 
characterized by neutrophilic or suppurative and granulomatous folliculitis accompanied by a folliculocentric vasculopathy. 
It is described as a cutaneous manifestation of a systemic illness or infectious trigger, and its clinical features vary 
independently from the underlying medical illness. The exact etiology remains unclear. The leading theory describes an 
aberrant humoral or cell-mediated immune response to various endogenous or exogenous triggers in a predisposed host. 
Prompt identification may uncover an underlying systemic disease. Due to the rarity of this clinical entity, there is a paucity 
of evidence regarding its etiology, diagnosis, and treatment recommendations. 
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Telangiectasia Macularis Eruptiva Perstans (TMEP) in an Adult Male with History 
of Myelofibrosis and Systemic Mastocytosis 
 

A 63-year-old male with 3-year history of primary myelofibrosis was referred to Dermatology clinic for evaluation of a 
progressive asymptomatic rash on his trunk and arms. A recent, repeat bone marrow biopsy for myelofibrosis disease 
activity revealed an increase in mast cell aggregates that met diagnostic criteria for systemic mastocytosis. On physical 
exam, the patient had multiple red-brown macules and patches with a background of prominent telangiectasias 
symmetrically distributed on his bilateral flanks and proximal medial arms. Darier’s sign was negative. A 4 mm punch 
biopsy was performed and revealed an increased perivascular infiltrate of pale blue cells with granular cytoplasm that were 
positive for CD117 and tryptase. Given the clinical presentation and biopsy results consistent with increased cutaneous 
mast cells, a diagnosis of TMEP was made. Unlike other forms of cutaneous mastocytosis, Darier’s sign is typically 
negative. Although TMEP is not considered a separate entity in the World Health Organization (WHO) classification of 
cutaneous mastocytosis, it remains an important clinical and pathologic entity given that approximately 50% of patients will 
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have systemic involvement. Systemic involvement may manifest as an underlying systemic mastocytosis or less commonly 
as an associated non-mast cell hematologic disorder, both of which were seen in our patient. There is no gold standard 
therapy for cutaneous mastocytosis, therefore treatment is tailored toward symptom management. Our patient was started 
on fexofenadine and cromolyn sodium, and he continues to see Hematology-Oncology for treatment of his underlying 
myelofibrosis and systemic mastocytosis. Outstanding clinical and histologic images will be presented. 
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Novel ABCA12 Mutations Resulting in an Overlapping ARCI Phenotype 
 

Mutations in the keratinocyte lipid transporter ABCA12 are known to cause autosomal recessive congenital ichthyoses 
(ARCI), including harlequin ichthyosis (HI), lamellar ichthyosis (LI) and congenital ichthyosiform erythroderma (CIE). Our 
patient was born at 33 weeks via spontaneous vaginal delivery after an uncomplicated pregnancy. At birth he was noted to 
have impressive, thick hyperkeratosis with armor-like scales over the face and scalp. Additional findings included mild 
bilateral ectropion, collodion membrane of the limbs with digital contractures, keratotic plugging obscuring the external 
auditory canals and congenital hydronephrosis. Cutaneous biopsy was not pursued. Ichthyosis panel revealed two 
heterozygous mutations in ABCA12. The first mutation consisted of a previously unreported, stop gain (nonsense) change 
of the wild type lysine at codon 298 in exon 8 resulting in premature truncation and representing a likely pathogenic 
abnormality. The second mutation predicted a single amino acid substitution (missense) of proline to leucine in exon 49 of 
unknown significance. A heterozygous mutation in FLG with unknown significance was also detected. A diagnosis of ARCI 
was made with overlapping features of HI and CIE. The patient did well in the NICU, requiring placement in a humidified 
isolette, daily emollient application and gavage feeding. Tazarotene was initiated for mild lagophthalmos and daily lubricant 
eye drops for exposure keratopathy. ENT was consulted to assist with management of impacted debris within ear canals. 
No difficulties with urination or episodes of febrile UTIs to date. This case illustrates the genotypic and phenotypic 
correlations between ARCIs. 
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Keratoacanthoma Mimicker as Harbinger to Worsening EBV Post-Transplant 
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Lymphoproliferative Disease 
 

A 64-year-old female with acute myelomonocytic leukemia status-post peripheral blood stem cell transplantation, 
complicated by cutaneous and gastrointestinal GVHD and EBV viremia, was admitted for failure to thrive. She had cheek 
swelling and neck CT showed a multi-compartmental necrotic mass. Tonsillar biopsy showed atypical medium-to-large 
lymphoid cells with irregular nuclei, coarse chromatin, prominent nucleoli with apoptotic bodies and mitotic figures. 
Immunohistochemistry showed the neoplastic cells express PAX-5/CD79a/MUM1/BLC2/CD30, but negative for 
CD3/CD10/BCL6/CMYC/CD21/CD138. EBER in situ hybridization and EBV LMP1 were positive, consistent with EBV-
positive post-transplant lymphoproliferative disorder (EBV-PTLD). She was treated with rituximab, daratumumab, 
brentuximab, and palliative radiotherapy, with improving EBV viremia, but subsequently developed a rapidly expanding 
2.5-centimeter dome-shaped, pink ulcerated nodule on the shoulder resembling a keratoacanthoma. Punch biopsy showed 
diffuse infiltration by atypical mononuclear cells with brisk apoptotic and mitotic activity. Immunohistochemistry was positive 
for PAX-5/CD20/CD79a/lambda immunostain. The cells were negative for CD138/CD34/kappa immunostain/CD33, 
lysozyme/MPO. EBER in situ hybridization, EBV LMP1 & EBNA2 were positive, confirming the diagnosis of cutaneous 
EBV-PTLD. She developed new crateriform nodules on the cheek, forearm, and abdomen and irregular opacities in the 
lungs concerning for EBV-PTLD progression. EBV-PTLD is a known complication of solid organ and stem cell 
transplantation, with variable clinical presentations, but rarely found in the skin. Treatment includes reduction of 
immunosuppression to restore EBV-specific cellular immunity. Other treatments include chemotherapy, anti-CD20 
monoclonal antibodies, surgical excision for localized disease, and EBV cytotoxic T-lymphocytes. Despite downtrending 
EBV-DNA level, disease progression may be diagnosed by a dermatologist. 
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A1AT panniculitis 
 

Several therapies for α1-antitrypsin deficiency-associated panniculitis have been tried over the years, with the most 
successful being intravenous Prolastin (α1-antitrypsin) infusions. The treatment is given in doses of 60–120 mg/kg once a 
week, the higher doses being used for patients with pulmonary or hepatic disease. However, this therapy is off-label use 
for treatment of cutaneous symptoms in most countries. Prolastin treatment is extremely expensive, costing $143 per 1 g 
vial. Dapsone has been effectively used in numerous cases; most often using doses of 50–150 mg daily.The drug 
interferes with the action of myeloperoxidase and thus preserves the already limited amount of α1-antitrypsin available to 
modulate the reactivity of inflammatory cells. A1AT-related panniculitis can be refractory to therapy and require commercial 
purified a1-antitrypsin infusions. Early identification of A1AT deficiency especially of the homozygous ZZ type may help 
prevent development. 
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Cutaneous Langerhans Cell Histiocytosis associated with previously 
undiscovered systemic histiocytosis 
 

A 64-year-old woman presented for a second opinion of a scalp and intertriginous eruption. Nine months prior she 
presented to another facility with itchy brown spots on the scalp and weepy, itchy and painful eruption in the 
inframammary, groin and perianal area. Initial biopsy from the trunk had shown “psoriasiform dermatitis.” She was treated 
as inverse psoriasis and seborrheic dermatitis with topical treatments and eventually apremilast without improvement. 
Repeat biopsy, from the inframammary area had shown a necrotic ulcer with suppurative and mixed inflammation with 
some increased Langerhans cells that were thought to be reactive. Her past medical history was significant for diabetes 
insipidus (DI) which was diagnosed 10 years prior with empty sella on MRI. She had been treated with desmopressin.  

 
Physical exam showed numerous 4-5 mm flat dark red-brown papules on scalp. Inframammary, infrapannicular, inguinal 
folds and perianal area exam revealed purpuric purple papules and exquisitely tender erosions and slit-like fissures. 
Brain MRI at the time of DI diagnosis had shown abnormal thickening of pituitary infundibulum thought to be due to small 
pituicytoma vs. lymphocytic hypophysitis vs. granulomatous disease. Several follow-up brain MRIs showed similar findings.  
The brain MRI at the time of referral showed significant interval increase in the size of an enhancing soft tissue mass 
involving the hypothalamus and mammillary bodies measuring 18 x 13 x 8 mm concerning for neoplasia. 
Scalp and abdominal punch biopsies showed epidermotropism of mononuclear cells (positive for S100, CD1a, CD68), 
fibroplasia, abundant eosinophils and Langerhans cells in the deep dermis. Diagnosis of Langerhans cell histiocytosis 
(LCH) was made. Bone marrow biopsy and PET scan were negative for LCH involvement. The patient received systemic 
chemotherapy for cutaneous and presumed CNS disease. Repeat brain MRIs showed interval decrease in hypothalamus 
soft tissue mass. Her painful and purpuric skin lesions improved as well. 
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Connexin 26 missense mutation resulting in syndromic hearing loss with 
palmoplantar keratoderma 
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A 34-year-old lady originally from Nigeria presented with a painful left fifth toe for two years. This was treated as tinea 
pedis with topical agents and analgesics without improvement. She had bilateral hyperkeratosis on the palms and soles, 
and sensorineural hearing loss from the age of 14. Three siblings also has palmoplantar hyperkeratosis, one sister with 
hearing loss; the suspected diagnosis was of Vohwinkel’s syndrome. 
 
Examination revealed a band of fibrous tissue around the interphalangeal joint of the left fifth toe causing a strangulated 
appearance consistent with a pseudoainhum. She also has ‘star fish’ hyperkeratosis on her knuckles. Due to the pain she 
was referred to have her affected toe amputated. 
 
Further genetic studies identified p.Gly59Ala, where a heterozygous single nucleotide change, c176G>C in GJB2 
(encoding connexion 26) leading to a glycine substitution by alanine. This is not true Vohwinkels syndrome but with 
phenotypic overlap. The skin and hearing abnormalities were likely caused by the missense mutation in connexion 26.  
 
Various mutations in the GJB2 gene results in different disease severity - syndromic/non-syndromic deafness with 
accompanying skin disease. The inheritance pattern can be autosomal dominant or recessive.1 However, the 
pathophysiology in CX26 mutation causing skin pathology remains unclear.1 
 
We describe a case of syndromic hearing loss of autosomal dominant inheritance with palmoplantar keratoderma caused 
by a p.Gly59Ala mutation in the GJB2 gene, this is only the second case reported.2 This case highlights the importance of 
recognising cutaneous manifestations in genetic diseases and appropriate genetic testing in the patient and family. 
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Neutrophils in Cutaneous Kikuchi-Fujimoto disease: a potential pitfall for a 
misdiagnosis of histiocytoid Sweet syndrome 
 

Kikuchi-Fujimoto disease (KFD) is a benign self-limiting disease with up to 40% of patients presenting with cutaneous 
manifestations, most commonly with erythematous papules and patches1. Histopathological findings typically include a 
dermal infiltrate of myeloperoxidase-positive histiocytes with prominent nuclear dust in the absence of neutrophils2,3. We 
present a case of KFD with neutrophils in the skin biopsy, highlighting a potential pitfall for a misdiagnosis of histiocytoid 
Sweet syndrome. 
 
A 68-year-old Chinese man presented with a 2-week history of itchy rashes on the chest and limbs associated with fever, 
chills, arthralgia, conjunctivitis, weight loss and cervical lymphadenopathy. His background medical problems include 
Hashimoto’s thyroiditis and hyperlipidaemia. 
 
On examination, there were multiple urticated papules on his chest, upper limbs and thighs. There were no pustules or 
blisters. Few non-tender sub-centimeter level 2 cervical lymph nodes were palpable.  
 
Skin biopsy from a forearm papule revealed a dense superficial and deep perivascular and interstitial infiltrate of 
myeloperoxidase-positive, CD163-positive crescenteric histiocytes with leukocytoclasis and some lymphocytes. Mature 
neutrophils were also seen within the infiltrate. CD123-positive plasmacytoid dendritic cells were few. In view of the 
presence of neutrophils, a diagnosis of histiocytoid Sweet syndrome was initially preferred over KFD. However, the latter 
diagnosis proved to be the accurate one after cervical lymph node biopsy showed acute necrotizing lymphadenitis. 
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Apart from a raised erythrocyte sedimentation rate of 135mm/hr, further autoimmune, infective and malignancy work-up 
including a bone marrow trephine and aspirate were unremarkable. The patient was treated with oral prednisolone at 
0.5mg/kg/day with good clinical response. 
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Acute Syndrome of Apoptotic Pan-epidermolysis 
 

Patient history: 63 y/o white female w/ 10-year history of stable, untreated chronic cutaneous lupus. A systemic lupus 
workup in 2013 was negative. She flared ~1 month prior to presenting to us and was started on hydroxychloroquine. Four 
days after starting treatment she acutely worsened with increased skin / mucosal involvement, odynophagia, and systemic 
symptoms (fever, malaise). She continued to worsen over the next week and was transferred to our hospital for further 
evaluation. Other than hydroxychloroquine she had not started any other new medications or supplements in over 2 years.  
Physical exam showed pink plaques, some of which were polycyclic, with erosions and desquamating scale on upper 
extremities, trunk, and face; hints of denuded bullae were also noted. Additionally, she had erosions of her hard palate, 
lips, and eyelid mucosa.   
 
Biopsies: Punch biopsy showed a pauci-inflammatory sub-epidermal split with lymphohistiocytic perivascular and 
periadnexal inflammation in addition to full-thickness epidermal necrosis. DIF showed linear granular BMZ deposition of 
IgA, IgM, and C3.     
 
Laboratory data: Positive: SS-A, anti-histone, anti-smith, anti-RNP antibodies; low CH50 
Negative: ANA, anti-chromatin, anti-dsDNA, SS-B antibodies 
Normal ESR, CRP, C3, C4, CBC, BMP 
 
Diagnosis: TEN-like presentation of sub-acute cutaneous lupus (spectrum of acute syndrome of apoptotic pan-
epidermolysis).   
 
Treatment: Stopped hydroxychloroquine. Started PO and topical steroids. Eventually transitioned to myophenolate mofetil. 
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Atypical presentations of deep cutaneous mycotic infections 
 

Isolated deep cutaneous mycotic infections are uncommon in immunocompetent patients[1]. We present three patients who 
were found to have atypical, deep cutaneous mycotic infections. The first patient was a 64-year-old, immunocompetent 
woman who presented with a bright red, indurated plaque on the left axilla, thought to be cellulitis. Histopathology revealed 
a necrotizing panniculitis with granulomatous inflammation and fungal elements, which were identified as Histoplasma 
capsulatum on fungal polymerase chain reaction (PCR). The second patient was a 79-year-old man without known risk 
factors who presented with a hyperkeratotic papule on the left dorsal hand, suspicious for a keratinocyte malignancy. A 
biopsy demonstrated marked granulomatous inflammation and Grocott methenamine silver-positive organisms. Fungal 
culture grew Penicillium. The third patient was a 64-year-old immunocompetent man who presented with an erythematous 
papule on the left dorsal forearm, again thought to be a keratinocyte malignancy. A biopsy revealed granulomatous 
inflammation with fungal organisms on periodic acid-Schiff stain, and fungal PCR revealed Cryptococcus neoformans. With 
the emergence of novel immunomodulatory therapies, increased prevalence for atypical mycotic infections can be 
expected. Improved characterization of deep cutaneous mycotic infections, especially without evidence of high-dose 
immunosuppression or other recognized risk factors, will prepare physicians for prompt clinical and histological recognition 
and treatment to decrease the risk for systemic dissemination or cutaneous extension. 
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A rare case of porokeratosis ptychotropica in a 19-year-old female 
 

A 19-year-old female presented with a pruritic perianal rash present for about 2 years. The rash failed to improve with 
terbinafine 1% cream, pimecrolimus 1% cream, and hydrocortisone 2.5% cream. Physical exam revealed an erythematous 
annular plaque on the right inter-gluteal cleft. Punch biopsy of the right inter-gluteal cleft revealed foci of cornoid lamella 
with underlying loss of granular cell layer and microfoci of dyskeratotic cells. Diagnosis was consistent with porokeratosis 
ptychotropica (PP). PP is a rare variant of porokeratosis classically described as a symmetrical pruritic eruption of 
erythematous papules and plaques localized to the gluteal cleft and extending to the buttocks. The lesions may coalesce 
centrally and form satellite lesions. On histopathology, PP demonstrates epidermal hyperkeratosis, multiple cornoid 
lamellae in the stratum corneum, focal hypogranulosis, and dyskeratotic cells underlying the column of parakeratosis. The 
key distinguishing feature on histopathology is that multiple cornoid lamellae can be seen throughout the PP lesion, as 
opposed to in the periphery as seen in other porokeratosis variants. The etiology of PP has not been clearly defined, but 
most cases seem to appear sporadically. PP is frequently misdiagnosed as other entities. Treatment options are optimized 
toward symptom management as topical therapies such as corticosteroids, immunomodulators and topical and oral 
retinoids have only yielded partial response with little effect on the lesion itself. It is important to monitor PP lesions as 
there is a chance they may progress to malignancy, as reported in other types of porokeratosis and in one case of PP. 
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Malignant Angiosarcoma Masquerading as Benign Epithelioid Hemangioma 
 

A healthy 67-year-old female presented with rapidly growing, dark red nodules on the scalp. Three months prior she noted 
a single red, non-painful, nodule that was excised and diagnosed as a benign hemangioma. A punch biopsy was 
performed and independently evaluated at four academic centers. The epidermis was unremarkable, and the dermis 
showed multinodular proliferation of immature vessels in myxoid stroma lined by epithelioid and spindled endothelial cells 
with increased cellularity, mitoses, and vacuolization. Occasional eosinophils and lymphocytes were noted. 
Immunohistochemistry was positive for factor VIII, CD34, ERG, and SMA. Frank atypia was not identified. These findings 
suggested a benign vascular neoplasm consistent with epithelioid hemangioma (EH). Over two months the scalp lesions 
showed explosive growth. PET-CT revealed calvarium invasion, metastatic lymphadenopathy, and innumerable soft tissue 
masses. Lymph node FNA mirrored skin histopathology. Clinically, despite benign pathology, these findings were more 
consistent with aggressive angiosarcoma. The patient has continued to show progression of disease with poor prognosis 
despite therapy with radiation, paclitaxel, doxorubicin, and docetaxel/gemcitabine. EH is a rare, slow-growing, dermal, 
vascular proliferation treated with curative surgical excision, while angiosarcoma is a highly aggressive, metastatic, 
endothelial malignancy with high mortality. Differential diagnosis of vascular neoplasms is challenging given overlapping 
pathologic features, and clinical correlation is critical. EH is at the low-grade end of a spectrum occupied by the 
intermediate-grade malignant epithelioid hemangioendothelioma and the high-grade angiosarcoma, which shows atypia on 
pathology. An aggressive vascular entity with clinical features of angiosarcoma and pathologic features of EH has not been 
previously reported. 
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A Case of Amyloidosis Cutis Dyschromia treated with Acitretin 
 

Amyloidosis cutis dyschromia (ACD) is a rare subtype of primary cutaneous amyloidosis. Originally presented by 
Morishima in 1970, it is characterized by four diagnostic criteria: hyperpigmented patches, little to no itch, onset prior to 
puberty and focal papillary amyloid deposition(1). To our knowledge, less than 50 cases have been reported. Herein, we 
discuss a case of a 34-year-old male presenting with a lifelong history of diffuse, pruritic dyspigmentation.  
 
On presentation, hyperpigmented reticulated patches with scattered open comedones were present over the neck, 
posterior trunk, axillae, and groin. Laboratory studies revealed mild transaminitis but were otherwise within normal limits.  
 
Biopsies demonstrated  aggregates of pink globular material positive for Congo Red within the papillary epidermis. A 
superficial perivascular lymphocytic infiltrate was noted along with cystically dilated follicles. A diagnosis of amyloidosis 
cutis dyschromia was confirmed. The patient was treated with acitretin starting at 10 mg and slowly progressing to 25 mg 
daily given his elevated liver enzymes. After one month of treatment there was resolution of pruritus, and after three 
months there was significant improvement in the skin dyspigmentation. 
 
Differential diagnosis for ACD includes Dowling Degos, poikiloderma-like amyloidosis, xeroderma pigmnentosum, and 
dyschromatosis universalis hereditaria(2,3,4,5,6). Treatment options are primarily based on case reports. They include topical 
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retinoids, topical steroids, keratolytics, capsaicin, CO2 laser(3,4,7). Routine use of sunscreen is recommended by consensus 
(8). Acitretin has produced promising results in a few cases(9,10), hence our treatment choice. We believe our case adds to 
the literature of ACD and may help guide clinicians to appropriate treatment choices. 
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Recurrent fungating tumor and a chronic rash in an immunosuppressed 
transgender patient: A case of Buschke-Lowenstein Condyloma and 
Epidermodysplasia Verruciformis 
 

A 46-year old transgender female with history of HIV (most recent CD4 count of 719, 25%) and distant history of testicular 
cancer status post radiation therapy presented for evaluation of a previously resected anal condyloma and a diffuse 
asymptomatic rash on the trunk and extremities. Physical examination of the perianal region revealed a bulky, verrucous 
mass protruding outward from the anus and involving the medial buttocks. Examination of the chest and arms showed 
numerous guttate, pink, flat-topped papules coalescing into plaques. Incisional biopsy of the perianal mass showed a 
verrucous squamous neoplasm with koilocytic perinuclear vacuoles consistent with verrucous carcinoma, Buschke- 
Lowenstein type. In-situ hybridization (ISH) for low risk (6 total) and high risk (18 total) HPV was negative. Shave biopsy of 
the chest revealed epidermal acanthosis with coarse hypergranulosis and abundant lavender cytoplasm wihin 
keratinocytes. These changes were diagnostic of Epidermodysplasia verruciformis (EDV). While this patient’s verrucous 
carcinoma had negative ISH of multiple HPV serotypes, the patient has EDV, which has a well-known HPV association. 
Given her history of immunosuppression, known EDV, and radiation to the site, we postulate that HPV infection from 
serotypes that induce EDV may be the cause of this patient’s verrucous carcinoma. Alternatively, a less common 
pathogenic subtype may be playing a role. The patient will undergo definitive treatment for the tumor with 
abdominoperineal resection. There is no treatment for EDV, but patients require strict observation and preventive therapy 
given increased risk of squamous cell carcinoma. 
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Nevus anelasticus, an unusual variant of a rare cutaneous entity 
 

A 34-year old male with no significant dermatological history presented for evaluation of asymptomatic lesions on his right 
flank present for greater than ten years. Physical exam revealed multiple grouped, non-tender, 2-3 mm, skin-colored 
papules on the right flank. A 3 mm punch biopsy revealed an exophytic papule composed of increased collagen and 
increased mucin seen on hematoxylin & eosin and Alcian blue stained sections. Weigert stain showed the complete 
absence of elastic tissue in the papillary and upper reticular dermis, and marked decreased elastic tissue throughout the 
deep dermis consistent with the diagnosis of nevus anelasticus with mucinous change. Nevus anelasticus is a rare 
cutaneous condition first described in 1921, and as its name implies, is characterized by the fragmentation or absence of 
elastic tissue in the dermis.[1,2] Debate has challenged the exact classification of this condition: whether it represents its 
own entity, is a subtype of connective tissue nevus, or falls on a spectrum of conditions along with eruptive collagenoma 
and papular elastorrhexis.[2,3] Clinically and histologically, characteristics that distinguish nevus anelasticus from other 
entities include the unilateral and perifollicular distribution of the papules, the lack of elastic fibers in the upper and mid 
dermis, and typically the lack of change in arrangement or size of the collagen bundles (although collagen is increased in 
the presented case).[4] No specific treatment is described in the literature for nevus anelasticus; however, intralesional 
triamcinolone injections and cryotherapy have been used to treat similar conditions such as papular elastorrhesis. [5] 
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Ulcers in a patient with recent travel to the Dominican Republic, wildlife 
exposure, and high-risk sexual behavior 
 

Patient History: A 61-year-old male with chronic untreated Hepatitis C presented with one month of painless cutaneous 
ulcers on his genitalia, buttocks, and lower extremities. He reported recent three-month vacation in the Dominican Republic 
where he was exposed to wildlife, contaminated water, and unprotected high-risk sexual behavior with numerous sex 
workers. Skin exam revealed well-circumscribed, symmetrical, non-tender, purulent, round, superficial ulcers with a 
depressed base, raised edge, and surrounding erythema.  
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Laboratory Data: Initial laboratory evaluation was notable for an elevated glucose but was otherwise unremarkable. Wound 
culture grew staphylococcus aureus and streptococcus pyogenes. Comprehensive infectious work up was negative for 
HSV, HIV, syphilis, chlamydia trachomatis, and neisseria gonorrhoeae.  
 
Diagnosis: Ecthyma, based on clinical suspicion. 
 
Treatment: He was initially treated with intramuscular penicillin G benzathine given concern of primary syphilis. Then, he 
was empirically started on vancomycin and ceftriaxone, with transition to a ten-day course of oral clindamycin given culture 
sensitivities consistent with MRSA. At clinic follow-up one week later, he showed significant improvement of the ulcerative 
lesions.  
 
Conclusion: The broad differential for cutaneous ulcerations in a patient with recent travel, unsanitary environmental 
exposure, and high-risk sexual behavior will be reviewed. This case is a presentation of a relatively common skin infection 
that had delayed initiation of treatment given high concern for sexually-transmitted infection. Accordingly, ecthyma should 
be included in the differential of a patient with genital ulcers even when accompanied by high risk sexual behavior. 
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Brachytherapy Treatment of Primary Cutaneous Anaplastic Large Cell 
Lymphoma in a 6-year-old Girl 
 

A 6-year-old female presented to our institution for an asymptomatic violaceous nodule on the right ventral forearm of one-
month duration. Beginning as a small red bump that looked “like a bug bite,” It grew quickly over the next few weeks and 
evolved a purple center.  
 
Skin biopsy was obtained showing dense infiltration of atypical CD30+ lymphocytes in the dermis. Anaplastic lymphoma 
kinase (ALK) staining was negative. PET CT was negative for lymph node or visceral involvement. Clinical, histologic, and 
radiologic data were most consistent with the diagnosis of primary cutaneous anaplastic large cell lymphoma. 
 
She received definitive high dose rate iridium 192 surface applicator brachytherapy to the gross lesion and a clinical target 
area of 2cms with 20 Gy divided into 8 daily fractions. This modern technology has greater conformality than standard 
electron therapy when the clinical target is significantly curved, allowing non-involved normal tissue to be spared. The 
patient had complete resolution of the lesion. She had no functional deficit throughout. She developed mild radiation 
dermatitis and associated hyperpigmentation that resolved within 2-3 months. 8 months since completion of therapy, there 
has been no evidence of recurrent disease. We report conformal modern high dose rate surface brachytherapy as a well-
tolerated therapy with low toxicity for indolent cutaneous lymphoma in children. The literature surrounding treatment of 
primary cutaneous anaplastic large cell lymphoma in children is sparse. We believe this case would be a valuable 
contribution to this literature and that this modality be preferred for this rare cancer population. 
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Multiple melanomas in LEOPARD syndrome 
 

62 year old Fitz 2 male with a history of LEOPARD syndrome with a PTPN 11 missense mutation presented initially for a 
skin check with a remote history of melanoma (0.5mm Breslow). He demonstrated numerous lentigines and ocular 
hypertelorism. He had known mitral valve prolapse and a right bundle branch block. He denied any history of pulmonic 
stenosis, abnormal genitalia, mental retardation, or deafness. On exam, he had a darkly pigmented macule on his right 
upper back with irregular borders, and irregular pigment network. He also had three thin pink macules with distinctive lack 
of pigment network and thin white lines on dermoscopy on the right middle back, right lower back, and his left thigh. His 
biopsies demonstrated a melanoma (Breslow 1.1mm) on his upper right back, a melanoma-in -situ on his mid right back, a 
severely atypical nevi on his right lower back, and a melanoma in situ on his left thigh. He underwent wide local excisions 
and a sentinel lymph node biopsy which was negative. In the last six months, he additionally has been diagnosed with a 
melanoma (Breslow 0.7mm) on his left calf and three melanoma-in-situs on his abdomen, right thigh, left flank. LEOPARD 
syndrome, more recently called Noonan syndrome with multiple lentigines, is ‘Rasopathy’ with only three prior case reports 
demonstrating melanoma in this condition. All three case reports demonstrate this characteristic lack of pigmentation in the 
melanomas with ‘thin white lines’ on dermoscopy. The patient is following up every 3 months for full body skin. 
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Treatment emergent cutaneous sarcoidosis in a patient on anti-PD-L1 therapy 
 

Immune checkpoint inhibitors are known to cause immune-related adverse events(1), including reported cases of 
sarcoidosis or sarcoidosis-like granulomatous reactions(2). We have identified a case of cutaneous sarcoidosis in a patient 
receiving an anti-programmed death ligand 1 (PD-L1) monoclonal antibody. The patient is a 56-year-old African American 
woman with metastatic colon cancer that had progressed after treatment with chemotherapy and radiation. She was 
started on anti-PD-L1 treatment at the National Institutes of Health (NIH). Approximately 11 months after drug initiation, the 
patient developed a papule with surrounding hyperpigmentation on her left chin. Biopsy of the lesion demonstrated chronic 
granulomatous inflammation in the dermis with multinucleated giant cells. Eight months later, the patient developed a 
second papule on her left upper arm. Biopsy again revealed granulomas with multinucleated giant cells containing asteroid 
bodies, consistent with cutaneous sarcoidosis. The patient’s serum angiotensin-converting enzyme levels were within 
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normal limits and she had no respiratory symptoms or pulmonary lesions diagnostic for sarcoidosis. The patient’s skin 
lesions responded well to treatment with topical corticosteroids. The patient’s colon cancer has remained stable. 
Physicians should be aware of sarcoidosis as a rare adverse effect of immune checkpoint inhibitor therapy, as sarcoidal 
lesions can be confounded with metastatic disease on clinical exam and in medical imaging. The mechanism of 
sarcoidosis from immune checkpoint inhibitors is still under investigation, and future studies can explore the 
pathophysiology of this rare adverse event. 
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Erythema multiforme-like allergic contact dermatitis to Nigella sativa oil 
 

Introduction: Erythema multiforme-like (EM) allergic contact dermatitis (ACD) is rare and has variable presentation. We 
report a case of EM-like ACD to topical application of Nigella sativa oil (NSO).  
 
History: A 48-year-old African American male with HIV presented with Nikolsky positive dusky atypical targets and bullae 
on the head, neck, abdomen, scrotum, and legs involving 20% BSA. He had no mucosal involvement. His medications 
included efavirenz/emtricitabine/tenofovir and hydrochlorothiazide, none of which were new. 
 
Laboratory Data: The patient was afebrile with normal vital signs. CBC, BMP, PT, PTT, UA, mycoplasma titers, 
immunoglobin A, and skin/blood cultures were unremarkable. Eosinophil count was 5.0%. Serum HSV 1 IgG was positive. 
ESR and CRP were 20 and 161.8, respectively.  
 
Biopsies: Punch biopsy of the left chest showed complete epidermal-dermal detachment with a devitalized epidermis and 
apoptotic keratinocytes. The dermis contained a dense perivascular and band-like lymphocytic infiltrate with superficial 
melanophages. DIF was negative.  
 
Diagnosis/Discussion: The patient applied topical NSO, marketed as a skin care product, prior to the eruption. While EM-
like ACD is rare, the history and clinical findings were consistent with EM-like ACD to NSO. Although the patient’s 
histopathology was consistent with true EM or Stevens Johnson Syndrome (SJS)/Toxic Epidermal Necrolysis (TEN), it is 
likely that necrosis of severe ACD obscured features of spongiosis. The patient denied ingesting the oil and SJS/TEN due 
to topical medications is rare.  
 
Treatment: The patient’s eruption resolved with oral prednisone and avoidance of NSO. He declined patch testing with 
NSO. 
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Mammalian Meat Allergy – A Novel Presentation and a Review of the Literature 
 

Mammalian meat allergy (MMA) is an emerging IgE-mediated allergic reaction against the oligosaccharide galactose-α-
1,3-galactose (α-gal) found in red meat. Most commonly, individuals become sensitized to α-gal following a tick bite. 
Patients typically present with delayed anaphylaxis, angioedema, and urticaria following meat ingestion. Severe 
anaphylaxis has also been seen following cetuximab treatment, as α-gal residues are present on the Fab segments of the 
monoclonal antibody. We present the case of a patient with a history of metastatic squamous cell carcinoma of the head 
and neck who presented to our clinic with exfoliative erythroderma. Biopsy demonstrated a spongiotic dermatitis with an 
abundance of eosinophils. However, the patient failed to respond to standard therapy, and after a history of anaphylaxis 
following cetuximab therapy for his metastatic SCC was elicited, IgE panel against beef, lamb, and pork was found to be 
markedly elevated. Elimination of red meat from his diet led to the gradual resolution of his erythroderma within 2-3 weeks. 
To our knowledge, this is the first reported case of MMA presenting as exfoliative erythroderma. We review the relevant 
literature and the postulated pathogenesis behind this presentation. 

 

References: 

1. Commins, Scott P., et al. "Delayed anaphylaxis, angioedema, or urticaria after consumption of red meat in patients 
with IgE antibodies specific for galactose-α-1, 3-galactose." Journal of Allergy and Clinical Immunology 123.2 (2009): 
426-433. 

2. Chung, CH, Mirakhur, B, Chan, E, et al. Cetuximab‐induced anaphylaxis and IgE specific for galactose‐α‐1, 3‐
galactose. N Engl J Med 2008; 358: 1109– 1117 

3. Aquino, M., & Rosner, G. (2019). Systemic Contact Dermatitis. Clinical Reviews in Allergy & Immunology, 56(1), 9–18. 
https://doi.org/10.1007/s12016-018-8686-z 

4. Fabbro SK, Zirwas MJ (2014) Systemic contact dermatitis to foods: nickel, BOP, and more. Curr Allergy Asthma Rep 
14:463 

5. Van Nunen SA, et al. An association between tick bite reactions and red meat allergy in humans. Med J Aust 2009; 
190: 510-511. 

https://doi.org/10.1007/s12016-018-8686-z


| | 2020 AAD ABSTRACTS • GROSS & MICROSCOPIC 42 

 

 

6. Chinuki, Yuko, and Eishin Morita. "Alpha-Gal-containing biologics and anaphylaxis." Allergology International (2019). 

 

Primary Author(s): 

Bilal Fawaz, MD, Cooper Medical School of Rowan University 

 

Co-Author(s): 

Joshua W. Schimmel, Cooper University Hospital; Michael Renzi, MD, Cooper University Hospital; Warren R. Heymann, 
MD; Steven Manders, MD, Cooper Medical School of Rowan University 

 

Remission of Febrile Ulceronecrotic Mucha-Habermann Disease (FUHMD) 
Observed in Adult Female Following Methotrexate Therapy 
 

We present the case of a previously healthy 43-year-old female who experienced a one-month history of generalized rash 
and intermittent fevers. She reported receiving elective intravenous vitamin infusions at a medi-spa one month prior.  At the 
onset of the eruption, initial histopathology showed focal ulcer and then subsequently pustular psoriasis. However, the 
patient was nonresponsive to topical and systemic steroids and her rash rapidly evolved into nearly confluent pustulo-
vesicles, ulceronecrotic erosions, and hemorrhagic bullae that encompassed approximately 90% of her body surface area.  
A repeat biopsy revealed interface vesicular dermatitis with epidermal necrosis, consistent with pityriasis lichenoides et 
varioliformis acuta (PLEVA). In the context of her systemic symptoms (high fevers and acute onset of ulceronecrotic 
lesions), her clinical presentation was also consistent with febrile ulceronecrotic Mucha Habermann Disease (FUMHD).  
 
FUMHD is a rare and potentially fatal variant of PLEVA that typically presents with intermittent high fevers and acute onset 
of generalized ulceronecrotic papules and plaques with hemorrhagic crusts. FUMHD disproportionally affects males and 
children with better prognoses observed in younger patients with early treatment intervention. The pathogenesis is still 
unknown with various potential etiologies postulated including infection and medication exposure. Given its rarity, there are 
no established evidence-based regimens for FUMHD and current treatment strategies have been largely based on 
anecdotal evidence from case reports. Some explored treatments include immunosuppressants, antibiotics, antivirals and 
phototherapy, with methotrexate therapy being one of the most popular and effective treatments. Our patient failed 
systemic steroids and responded minimally to cyclosporine. She attained disease remission within weeks on methotrexate 
20 mg dosed weekly but with residual scarring. 
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Late onset gadolinium-induced systemic fibrosis 
 

A 51-year-old woman with chronic kidney disease on hemodialysis presented with rapidly progressive “skin thickening” 
associated with pain and joint contracture for four months. Thirteen years prior, patient underwent two magnetic resonance 
imaging with gadolinium contrast. At the time, patient’s eGFR was 33 mL/min/1.73m². Physical exam demonstrated 
thickened, brawny hyperpigmentation of the chest, forearms and legs with cobblestoning over the arms and trunk. Yellow 
plaques were noted on eye sclera. There was no sclerodactyly or facial involvement. 
  
Punch biopsy from her left arm showed superficial and deep dermal perivascular and interstitial lymphocytic infiltrate with 
thick and thin collagen bundles. Immunohistochemical stains found increased CD34+ cells in the deep dermis, equivocal(1) 
for gadolinium-induced systemic fibrosis (GISF).(2)  
 
Incisional biopsy from her flank showed thickened collagen bundles in the deep dermis with sharp demarcation from the 
overlying dermis, widening and fibrosis of the septae, and inflammation of the underlying fascia with scattered eosinophils, 
concerning for eosinophilic fasciitis (EF) or scleroderma. 
 
Laboratory evaluations were notable for creatinine of 6.81 mg/dL and eGFR of 6 mL/min/1.73m². Serology was positive for 
ANA with titers of 1:160 with homogeneous immunofluorescence pattern and negative Scl-70 antibodies.  
 
EF was initially favored, but skin thickening progressed despite first line EF treatment, e.g., prednisone 40mg daily and 
mycophenolate mofetil 500mg twice daily for 2 months. Patient was then initiated on nilotinib 200mg daily.(3) Within one 
month, the patient demonstrated significant improvement as measured by the modified Rodnan skin score and has 
continued with current treatment. 
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Segmental stiff skin syndrome in two siblings with negative family history 
 

A 12-year-old girl presented with an enlarging plaque on the right axilla, first noted at age 3. Exam revealed a 12cm x 
13cm firm-to-hard subcutaneous skin-colored to reddish plaque over both axillary folds and adjacent chest wall, and a 
small, firm subcutaneous plaque on the right lateral thigh. Her brother developed a similar 5cm x 3cm plaque on his right 
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hip and upper thigh starting at age 7. There was no family history of similar lesions. Punch biopsies of both patients 
revealed fascicles of fibrosis in the deep dermis, and superficial subcutaneous fat oriented parallel to the epidermis in a 
lattice-like arrangement. Single adipocytes were present within the areas of fibrosis. Alcian blue stain highlighted mildly 
increased pan-dermal mucin, and elastic tissue stain showed mildly decreased elastic tissue. Findings were consistent with 
stiff skin syndrome. No treatments have been initiated. 
 
Stiff skin syndrome is characterized by stony-hard skin bound to underlying tissues that presents in infancy or early 
childhood. Patients can develop contractures of large joints, limiting mobility. Areas with abundant fascia, such as the 
buttocks and thighs, are most commonly involved. The generalized form is due to a fibrilin-1 mutation which causes a 
buildup of giant fibrils, disrupting the organization of collagen and glycosaminoglycans within the extracellular matrix. 
Inheritance is typically autosomal dominant, but a segmental variant has been described with a later onset and milder 
symptoms. Our cases suggest a pathogenic sporadic germline mutation, rather than postzygotic somatic mosaicism, as 
both siblings but neither parent were affected. 
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Zosteriform coccidioidomycosis 
 

A 63 year-old female with a history of shingles developed a facial rash of two months duration. It started on her occipital 
scalp and spread to the parietal scalp, right cheek, temple, and forehead. The rash was initially pruritic with subsequent 
development of painful, erythematous pustules. Exam showed vesicles and erosions in various stages of healing. She was 
diagnosed with herpes zoster in right V1 distribution with concomitant herpes simplex infection of the posterior scalp. Given 
this unusual presentation bacterial and viral cultures, as well as VZV serologies, were obtained, and the patient was 
prescribed valacyclovir 1g PO three times daily for seven days. Varicella zoster IgG; lesional cultures were positive for 
Coccidiodes identified by nucleic acid hybridization. There was initial improvement on valacyclovir, but histopathology 
showed cutaneous coccidioidomycosis. The patient was started on fluconazole 400mg PO daily. Coccidioides serologies 
showed positive immunodiffusion (IMDF) of IgG with a titer of 1:64, chest x-ray showed asymmetric biapical pleural 
parenchymal nodular scarring – ongoing disease activity could not be excluded. Skin findings were noted to be improving 
on treatment at follow up exam.  
 
There were 14,364 cases of Valley fever reported in 2017 – this is likely a significant underestimate as reported cases are 
thought to represent only a small proportion of all infections.1,4 It is estimated that 70% of all cases of coccidioidomycosis 
occur in Arizona.3 Cutaneous coccidioidomycosis has a wide variety of clinical presentations. They are typically 
categorized as organism -specific (such as those resulting from hematogenous dissemination to skin or primary cutaneous 
infection) or reactive (such as erythema nodosum, generalized exanthema, erythema multiforme, Sweet’s syndromes, and 
others).2 We found only one case of  coccidioidomycosis presenting in a zosteriform distribution. We present this case to 
alert physicians about coccidioidomycosis, the new great imitator.5 
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Bad to the bone: sarcoidosis presenting with subcutaneous nodules and bone 
involvement 
 

A 51-year-old male with a history of vertigo developed painless soft tissue masses on the right dorsal fingers. Over several 
years these lesions enlarged and became tender. He subsequently developed new lesions of the right elbow, dorsal 
hands, lower legs, and dorsal feet. An MRI of the right hand revealed subcutaneous soft tissue masses overlying the digits 
compatible with hemangiomatosis. However, biopsy of a right elbow lesion by plastic surgery revealed granulomatous 
disease consistent with sarcoidosis. Whole body MRI showed scattered pulmonary nodules with probable bilateral upper 
lung scarring, axillary, abdominal, and iliac chain lymphadenopathy, splenomegaly, as well as multiple enhancing osseous 
lesions throughout the axial skeleton and bony pelvis. Bone scan revealed bilateral, asymmetric uptake of radiotracer in 
the iliac crest. Dermatology performed an additional biopsy of the right dorsal fifth digit of the hand, revealing well-formed 
granulomas with minimal peripheral lymphocytic inflammation consistent with sarcoidosis. Standard bloodwork was 
unremarkable aside from mild lymphopenia. Calcium and alkaline phosphatase were normal.  
 
Bone involvement of sarcoidosis occurs in 1-15% of patients.1 Osseous sarcoid is often asymptomatic and found 
incidentally on imaging. Unlike other diseases affecting bone, such as Paget’s or malignancy, calcium and alkaline 
phosphatase levels are typically normal in osseous sarcoid.1 In one study, all but one of 20 cases of osseous sarcoid had 
other manifestations of sarcoidosis. The most common concomitant findings were lymphadenopathy and pulmonary 
disease.2 Treatment is based on overall disease burden. Systemic agents for sarcoidosis include oral corticosteroids, 
hydroxychloroquine, methotrexate, and tumor necrosis factor (TNF)-alpha inhibitors. 
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Sarcoidosis mimicking lymphoma with histopathologic features of necrobiosis 
lipoidica 
 

A 36-year-old man with newly diagnosed chronic kidney disease, leukopenia and normocytic anemia presented with a  
6-month history of asymptomatic, generalized skin lesions. He had associated unintentional weight loss, fatigue, night 
sweats and dyspnea on exertion. On examination, he appeared cachectic with numerous skin-colored, round plaques with 
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surrounding hyperpigmentation on his forehead, eyelids, medial canthi, neck, torso and extremities. Cervical, axillary and 
inguinal lymphadenopathy were present. Elevated LDH, CRP and ACE levels were noted in addition to lab abnormalities 
consistent with leukopenia and anemia. Skin biopsy demonstrated prominent necrobiosis; AFB, GMS and PAS stains were 
negative. A PET scan and lymph node biopsy showed lymphadenopathy of chest, abdomen, pelvis with increased 
metabolic activity in marrow spaces of spine and bony pelvis and non-caseating granulomatous lymphadenitis, 
respectively. Given the constellation of findings, a diagnosis of sarcoidosis was made. 
 
Although necrobiosis is not typically associated with sarcoidosis, these entities may be related or represent different stages 
of the same granulomatous process. Other published reports describe non-diabetic patients with both types of lesions on 
histopathology.  

 
Since the 1960s, a relationship between sarcoidosis and lymphoma has been suggested. A higher risk of lymphoma and 
lung cancer has been confirmed in prospective studies. The term sarcoidosis-lymphoma syndrome was later devised with 
Hodgkin lymphoma as the most common lymphoma linked to sarcoid. However, other studies have not been able to 
replicate these findings. Currently, there are no recommendations to screen sarcoid patients for cancer. Furthermore, 18-
fluoro-2-deoxyglucose PET scan of sarcoidosis can mimic malignancy and metastases; a thorough evaluation should be 
performed to rule out other causes of PET-avid lesions. 
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Not a simple line: the diagnostic difficulty with blashkolinear graft versus host 
disease 
 

Chronic cutaneous graft versus host disease (GVHD) can be a challenging disease to diagnose and manage due to its 
wide variety of clinical presentations. A 47-year-old man with history of myelofibrosis status post peripheral blood stem cell 
transplant 6 months prior presented with a blaschkolinear, violaceous, scaly plaque on his right upper extremity. The rash 
started as a small plaque near his shoulder and spread towards his hand over several weeks. He also noted progressive 
hyperpigmentation and firmness to his skin since transplant on his face, neck, and trunk. Review of systems was otherwise 
negative, and labs were significant for a stable pancytopenia. Biopsy revealed lichenoid dermatitis with epidermal 
hyperplasia and focal hypergranulosis, which with the clinical picture was consistent with linear chronic GVHD. Patient was 
subsequently started on narrow band ultraviolet B radiation and betamethasone 0.05% spray with significant improvement 
of his pruritus. The incidence of chronic GVHD in allogenic stem cell transplants is estimated to be about 60-70% with 
cutaneous findings present in almost all cases. Linear GVHD is among the more uncommon presentations of chronic 
GVHD, and it can be quite protean, appearing psoriasiform, lichenoid, or even sclerotic. Furthermore, blashkolinear GVHD 
can be mistaken for dermatomal GVHD, which seems to represent an exacerbation or provocation by previous infection 
with varicella zoster virus. Care must be taken to distinguish this from other linear conditions such as linear lichen planus 
or linear morphea. This case highlights a rare presentation of chronic GVHD, which can mimic other linear lesions. 
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Mycobacterium Chelonae infection in a retained surgical gauze following heart 
transplant 
 

A 59-year-old man with a history of LVAD 2015, sleeve gastrectomy 2017, and recent open heart transplant 2019, 
presented with persistent drainage from his abdominal surgical wound. The recent heart transplant was complicated by 
retained iodoform gauze requiring abdominal incision and removal, followed by wound vac. He was maintained on 
immunosuppressive therapy and had finished a course of doxycycline and cefpodoxime without resolution. Exam of the 
chest and abdomen revealed multiple red to brown papules and crusted plaques bordering the linear scars. A biopsy of the 
skin adjacent to the abdominal scar demonstrated suppurative and granulomatous inflammation with filamentous 
organisms seen on Fite stain. Both tissue culture and wound culture speciated Mycobacterium chelonae. Biopsy of the 
chest wound lesion showed granulomatous dermatitis with fibrosis, but without growth of microbial organisms to date. 
 
Mycobacterium fortuitum, M. abscessus, and M. chelonae are the most common clinically relevant species of the rapidly 
growing mycobacterial infections. M. chelonae primarily affects humans in immunosuppressed patients causing surgical 
wound infections and hematogenously disseminated disease that can manifest as multiple subcutaneous nodules or 
abscesses. Skin and soft tissue infections have been reported with pedicure footbaths, tattooing, prosthetic devices, 
LASIK, and soft tissue augmentation. We suspect the source of the infection in our patient to be the retained iodoform 
gauze, which was retrieved through an abdominal incision. 
 
No controlled trials exist for rapidly growing mycobacteria, and treatment guidelines rely on susceptibility testing and 
previous case series. Our patient was started on a regimen of ciprofloxacin, azithromycin, and linezolid with slow 
improvement. 
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Stage IV diffuse large B-cell lymphoma in a patient with bilateral renal cell 
carcinoma 
 

A 57 yo man with a history of bilateral renal cell carcinoma (RCC) presented with several weeks of progressive right leg 
swelling associated with the appearance “itchy red bumps.” Physical exam revealed a markedly edematous right leg with 
diffuse peau d’orange changes and scattered foci of serous exudate. There were around 10 erythematous, indurated 
plaques that were variously flat topped or dome shaped with central ulceration, as well as two firm, ill-defined deep seated 
nodules that were appreciable only on palpation.  
 
Histopathologic examination of punch biopsy specimens revealed a dense atypical lymphoid infiltrate composed of large 
cells with vesicular chromatin, prominent nucleoli, and deeply staining cytoplasm. Immunohistochemistry was positive for 
CD20, CD10, MUM1, Bcl-6, Ki-67, and c-MYC. FISH was positive for MYC translocation. These findings were consistent 
with high grade diffuse large B-cell lymphoma (DLBCL), germinal center B-type, with MYC translocation.  
 
The patient completed 6 cycles of EPOCH-R (etoposide, prednisone, vincristine, cyclophosphamide, doxorubicin, 
rituximab), as well as 2 cycles of intrathecal methotrexate. Though the DLBCL demonstrated an excellent response to 
therapy, the residual left-sided RCC has continued to progress. 
 
DLBCL, an aggressive malignancy of mature B lymphocytes, is the most common subtype of non-Hodgkin’s lymphoma 
(NHL).(1) MYC translocations are seen in 3-17% of all DLBCL and are associated with a worse prognosis.(2,3,4) Of note, 
there is an up to 2.67 times higher incidence of RCC and NHL occurring in the same patient, that has only been rarely 
reported.(5) The cause for this association has not been fully elucidated. 
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Reactive granulomatous dermatitis in a patient with lacrimal IgG4-related disease 
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A 74-year-old male presented with bilateral axillary lymphadenopathy and a pruritic rash involving the trunk and extremities 
of 10 months duration. He has history of IgG4-related disease limited to the lacrimal glands, which was diagnosed in 2009 
with lacrimal gland biopsy for symptoms of diplopia. Serum IgG4 was elevated at 139 mg/dL (normal <121 mg/dL). He was 
treated with oral corticosteroids and rituximab in 2009, which improved his ocular symptoms. Though he was thought to be 
in remission for 7 years, serial monitoring CT scans have shown progressive lacrimal gland enlargement.  
 
On dermatologic examination, multiple large red-brown large confluent patches without overlying scale are present on the 
back, upper extremities, and distal lower extremities. The palms, soles, and face are spared. 
 
Biopsies obtained from the arm and leg showed interstitial dermal granulomatous inflammation with scattered eosinophils, 
consistent with reactive granulomatous dermatitis, interstitial granulomatous dermatitis type. IgG and IgG4 stains highlight 
rare scattered plasma cells. Microscopic criteria for IgG4-RD was not met. Serum IgG4 was 945 mg/dL.  
 
Without identification of any other new medical problems, the patient was diagnosed with a reactive granulomatous 
dermatitis (RGD) secondary to his IgG4-related disease. Granulomatous skin disorders are more often seen in patients 
with IgG4-related diseases than would be expected in the general population, as shown in a retrospective analysis of 118 
patients with IgG4-related pancreatitis.1. The next step in his care is lymph node biopsy which will help direct treatment of 
his IgG4-related disease and possibly the RGD. 
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Lupoid leishmaniasis in a New Yorker: a decade-long diagnostic delay 
 

An 82-year-old man was referred for a ten-year history of waxing and waning pink firm plaques on his nose and central 
face. Two prior biopsies from the forehead and left cheek showed tuberculoid granulomas. As pulmonary findings were 
absent, the patient had been diagnosed with cutaneous sarcoidosis; treatment included doxycycline, monthly intralesional 
steroids, and methotrexate without relief. On our initial evaluation, the differential diagnosis included sarcoidosis, rosacea, 
and leprosy given the patient’s extensive travel history. Treatment with topical tacrolimus led to improvement followed by 
rapid flaring and facial swelling. Repeat biopsy was virtually identical to the priors. Stains for AFB, PAS, GMS, and Fite 
were negative for organisms; sterile tissue cultures were unrevealing. Isotretinoin (150 mg/kg) + prednisone taper was 
initiated for abruptly worsening facial edema. After isotretinoin, hydroxychloroquine 200 mg BID was started as facial 
lesions worsened. Nearly one year after his initial referral, he developed an enlarging, edematous pink plaque with 
induration, erosion, and crusting on the left side of the nose. Biopsy revealed a diffuse mixed infiltrate of histiocytes, 
lymphocytes, and plasma cells; many histiocytes were filled with small blue circular structures positive with CD1a staining. 
PCR genotyping done by the CDC identified Leishmania braziliensis, consistent with New World cutaneous leishmaniasis 
(CL). Rarely, CL can be lupoid with edematous, firm pink-red plaques extending on the cheeks and nose and arising from 
a contiguous crusted or ulcerated lesion. Treatment with amphotericin B was indicated, and the patient has completed one 
course with signs of refractory disease. 
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Neutrophilic eccrine hidradenitis as a result of nucleoside reverse transcriptase 
inhibitor 
 

A 65-year-old male with history of HIV (CD4 count 249, viral load undetectable) presented with a one-month history of 
painful papules over the scalp, ears, trunk, and arms. Examination revealed tender, violaceous papules and nodules 
overlying the scalp, nose, ears, trunk and arms. Biopsy of nodules showed predominately neutrophilic infiltrates 
aggregating around the eccrine coils. Tissue cultures were negative for bacterial or fungal infection. Laboratory testing 
revealed negative antinuclear antibody and rapid plasma reagin. Based on histopathologic findings, a diagnosis of 
neutrophilic eccrine hidradenitis (NEH) was confirmed. The patient was started on triamcinolone 0.1% ointment with 
complete resolution. NEH is a rare neutrophilic dermatosis that primarily occurs in patients with acute myeloid leukemia 
undergoing chemotherapy, most commonly with cytarabine.(1,2) Rarely, it has been reported as a paraneoplastic 
phenomenon.(2) Additionally, there are few reported cases of NEH in patients with HIV receiving nucleoside reverse 
transcriptase inhibitors (NRTI) and one case of a patient with HIV receiving both integrase and protease inhibitors.(3-5) NEH 
has also been reported in one patient with HIV not receiving antiretroviral therapy.(6) In our patient, evaluation for 
underlying malignancy was negative, however, a medication review revealed that he was treated with a combination 
antiretroviral agent of rilpivirine, tenofovir, and the NRTI emtricitabine for at least one year prior to onset of NEH, which we 
attribute as the cause of his NEH. Thus, while the pathogenesis of NEH remains unclear, it is important for clinicians to 
consider this neutrophilic dermatosis in HIV patients treated with NRTIs. 
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Atypical hand, foot, and mouth disease presenting as purpuric bullae in an 
elderly patient 
 

A 73 year old male presented with a five day history of worsening painful rash on the hands and feet which progressed into 
large blisters. He had been visiting his grandson who was sick with hand, foot, and mouth disease two weeks prior to rash 
onset. The patient denied any new medications, fevers, malaise, sore throat, or cough.     
 
Examination revealed numerous petechial red papules on the dorsal and palmar hands with large flaccid bullae and 
sloughing of dorsal and plantar feet on a background of dusky purpura. Oral mucosa was clear. Differential diagnosis 
initially included vasculitis versus viral rash. A biopsy was obtained, and the patient was admitted to the hospital for close 
monitoring and broad antibiotic coverage for superimposed infection. Histology demonstrated epidermal necrosis with 
dyskeratotic keratinocytes, papillary dermal edema, hemorrhage, and focal lichenoid inflammation, consistent with a viral 
process. Viral respiratory studies were positive for enterovirus, which in combination with the clinical presentation, was 
suggestive of Coxsackie infection. This patient was diagnosed with atypical hand, foot and mouth disease, and treated with 
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Triamcinolone ointment with compression stockings. On follow up he had moderate desquamation of the distal fingertips, 
but otherwise excellent improvement of his bullous and purpuric lesions.  
 
Review of the literature suggests an increased incidence of atypical hand, foot, and mouth disease with Coxsackie A6 
virus, though these lesions have previously been noted to be vesicular or varioliform. We anticipate the striking clinical 
images of the unique presentation in this elderly patient will prove valuable for learning. 
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Refractory Pityriasis Rubra Pilaris Treated with Ustekinumab 
 

Pityriasis rubra pilaris (PRP) is a papulosquamous dermatosis characterized by follicular papules with an erythematous 
base, a coalescence of orange to erythematous plaques, and orange to erythematous waxy keratoderma of the palms and 
soles. Management can be difficult as topical therapies are usually not effective and there is no standardization for 
systemic therapies. We present a case of a 64-year-old male who presented for a third opinion of a worsening exfoliative 
dermatitis. Skin biopsies demonstrated psoriasiform dermatitis with mild to moderate hyperparakeratosis, consistent with a 
diagnosis of PRP. The patient was started on acitretin 25 mg daily, which was titrated up to acitretin 35 mg daily after 2 
weeks. The patient had moderate improvement on acetretin but still complained of severe itching, shedding, erythema, and 
ectropion. After 5 months of monotherapy with acetretin, patient was started on ustekinumab 45 mg subcutaneous injection 
every 4 weeks and continued acetretin 25 mg daily four times a week. After 1 month of ustekinumab, patient noted much 
improvement and was titrated off of the acetretin. After 3 months of treatment with ustekinumab, the patient’s skin was 
95% clear and symptoms had resolved. Ustekinumab is an IL-12 and -23 inhibitor that is FDA approved for the treatment 
of moderate-to-severe plaque psoriasis. There appears to be a common IL-23-Th17-axis that PRP and psoriasis share, 
which provides a rationale for treating PRP with ustekinumab. This case illustrates the need for further studies to evaluate 
the safety and efficacy of biologics, specifically ustekinumab, for the treatment of PRP. 
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Tranexamic Acid for Melasma Treatment: a split Face study 
 

Melasma manifests as symmetric hyper-pigmented macules and patches on the face. Tranexamic acid (TXA) inhibits 
plasmin synthesis induced by ultraviolet rays through interfering with plasminogen-plasmin pathway. Objective Was to 
verify the therapeutic effect and safety of intradermal injection of TA versus TA microneedling in melasma treatment.  
 

Methods: Fifty-six female patients who had bilateral symmetrical melasma on both hemi faces were enrolled in a split face 
study. All patients received 6 sessions of intradermal injections of TXA on one side of the face and other side with TXA  
microneedling with 2 weeks interval. Patients were followed up for 3 months. Clinical response was assessed by two 
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blinded dermatologists evaluated serial photography before and after treatment using modified Melasma Area Severity 
Index (mMASI) score.Patients' self-assessment and patients' satisfaction questionnaire were performed.  
 

Results: There was significant reduction in mean mMASI score from the baseline to the end of treatment in both treated 
sides P< 0.001. There wasn't statistically significant difference between both treatment modalities. Patient's satisfaction 
was higher in TXA microneedling ( p< 0.001) than intradermal injection. 
 

Conclusions: Intradermal injection and microneedling of TXA could be safe and effective therapy for treatment of melasma 
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Condyloma Lata as the Presenting Sign of Syphilis Diagnosis in the Setting of 
Methamphetamine Abuse 
 

Introduction: Syphilis is increasing in prevalence worldwide in parallel with an epidemic of methamphetamine abuse. We 
describe a case series of 9 patients who were diagnosed with condyloma lata (CL) lesions, an infrequent manifestation of 
secondary syphilis, in the setting of methamphetamine abuse. 
 
Materials and methods: This was a retrospective chart review of all the cases of CL seen on our inpatient dermatology 
service. 
 
Results: Between 2016-2018, our inpatient dermatology service diagnosed a total 9 patients with CL, 6 of which were 
diagnosed in a 10 month period. 7/8 patients with CL were found to use methamphetamine. All patients had reactive RPRs 
and positive syphilis IgG antibodies. 6 patients had biopsy proven syphilis using a T. Pallidum immunohistochemistry stain. 
Patients were treated with Benzathine penicillin G. 
 
Discussion: Condyloma lata are reported in a small percentage of patients with secondary syphilis. A specific strain of T. 
Pallidum may be the cause of an unusually high presentation of CL. The direct effects of methamphetamines on the skin’s 
microbiome or metabolites are not known but methamphetamines have been detected in sweat glands up to 1 week after 
multiple uses. 
 
Conclusion: A predisposition toward CL formation during the secondary syphilis stage may be associated with a disease 
specific strain of T. Pallidum or alterations in immunity. The effects of methamphetamine on immunity and syphilis 
pathophysiology also remain to be determined. It is important to consider syphilis in the differential diagnosis of cutaneous 
pathology to facilitate prompt treatment and prevent disease transmission in communities. 
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Transformation of sporadic neurofibroma with degenerative atypia into malignant 
peripheral nerve sheath tumor 
 

A 92-year-old female presented with a 4-month history of an asymptomatic mass on the back. Physical exam revealed a 3-
centimeter pink to violaceous, firm subcutaneous nodule with an overlying pedunculated skin-colored papule. No other 
lesions were noted on exam. Initial punch biopsy revealed a dermal proliferation of thin, elongated wavy spindle cells. 
Scattered enlarged, atypical nuclei were present without mitotic figures or hypercellularity. Findings were consistent with a 
neurofibroma with degenerative atypia. The patient was referred for excision but declined.  
 
One year later the patient returned with an enlarging 7-centimeter necrotic fungating tumor with serosanguinous drainage. 
Repeat biopsy revealed pan-dermal pleomorphic spindle cells with hyperchromatic nuclei embedded in a dense fibrous 
stroma. The spindle cells were positive with S100 stain, focally positive with SOX10, and negative with HMB45 stain. There 
was no evidence of an atypical intraepidermal melanocytic proliferation.  
 
Malignant peripheral nerve sheath tumor (MPNST) is an uncommon sarcoma that originates from peripheral nerves. While 
deep MPNST often arise from plexiform neurofibromas in neurofibromatosis type 1 (NF1), cutaneous MPNST can arise 
sporadically from normal nerves or other benign neural tumors. They are characterized by rapid change in size, pain, or 
neurologic deficit within a pre-existing benign tumor. Histologically, MPNST are hypercellular, spindled or epithelioid 
neoplasms with pleomorphism and S100 positivity. Histologic diversity can present a challenge in distinguishing MPNST 
from desmoplastic melanoma or neurofibroma with degenerative atypia. This report highlights the rapid transformation of a 
sporadic neurofibroma with degenerative atypia into a MPNST in an elderly patient without NF1. 
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Pleomorphic Fibroma: An Unusual Finding 
 

A 54-year-old Caucasian female with a history of breast cancer status post mastectomy presented to the dermatology 
clinic with complaints of an irritated “mole” on her right flank. The lesion was bothersome as it was pruritic and had been 
rubbing against clothes and other objects, sometimes causing inflammation and bleeding. Examination of the lesion 
showed a 4 mm x 3 mm solitary, polypoid, skin colored papule on the right flank. There were no obvious signs of 
inflammation during this visit.   
 
Given the history, a shave biopsy was performed. Histopathology showed a hypocellular dermal spindle cell proliferation 
with focally hyperchromatic nuclei admixed with hyalinized and mucinous stroma staining positive for smooth muscle actin 
(SMA) and CD34 but negative for S-100, consistent with pleomorphic fibroma.  
 
Pleomorphic fibroma is an extremely rare benign fibrous lesion that typically occurs in adults with a peak incidence in the 
fifth decade of life and slight increased incidence in females. Histologic examination of the lesion shows multinucleated 
giant cells as well as spindle shaped or stellate cells with significant nuclear atypia which is characterized by large 
pleomorphic and hyperchromatic nuclei and small nucleoli. Cells are always positive for vimentin and negative for S-100 
and cytokeratin. The histological differential diagnosis includes dermatofibroma with monster cells, atypical fibroxanthoma, 
giant cell fibroblastoma, desmoplastic Spitz nevus, pleomorphic lipoma and desmoplastic melanoma. Recognition of this 
benign lesion with striking cytologic atypia is important to avoid unnecessary treatment. 
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Medallion-like dermal dendrocyte hamartoma in a patient with Peutz-Jeghers 
syndrome 
 

A 10-year-old male with a history of Peutz-Jeghers syndrome and DYRK1A-related intellectual disability syndrome 
presented to the pediatric dermatology clinic with an asymptomatic 1.0 x 1.5 cm firm nummular hyperpigmented plaque on 
the right posterior neck. Punch biopsy demonstrated a band-like proliferation of spindle cells throughout the mid to upper 
reticular dermis with sparing of the papillary dermis. The proliferation extended to the fibrous septa without infiltrating into 
the subcutaneous fat. The spindle cells were diffusely and strongly positive for CD34 but negative for factor XIIIa, actin, 
and desmin. The cells displayed minimal cytologic atypia or mitotic activity. These findings were most consistent with 
medallion-like dermal dendrocyte hamartoma (MLDDH), an exceedingly rare CD34+ spindle cell neoplasm that 
preferentially involves the upper trunk and neck of young children [1,2,3,4]. MLDDH is a benign entity that displays significant 
clinical and histological overlap with congenital atrophic dermatofibrosarcoma protuberans (DFSP). In diagnostically 
hallenging cases, molecular studies for the COL1A-PDGFB gene rearrangement may confirm the diagnosis of DFSP [5,6]. 
To our knowledge, this is the first reported case of MLDDH in a patient with Peutz-Jeghers syndrome. Unlike PTEN 
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hamartoma tumor syndromes (e.g. Cowden disease), patients with Peutz-Jeghers syndrome typically do not develop 
hamartomas outside of the gastrointestinal tract. It is uncertain if the patient’s underlying genetic syndrome may have 
contributed to the development of this cutaneous neoplasm. After a thorough discussion with the family regarding the 
benign nature of this lesion, it was decided to pursue clinical observation rather than surgical intervention. 
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Agminated Spitz nevi arising within a nevus spilus 
 

History: A healthy 8-year-old female presented with a large tan patch with hyperpigmented papules on the right leg 
consistent with nevus spilus. Numerous amelanotic-appearing pink nodules developed within the lesion and were excised 
showing Spitz nevi (wedge-shaped intradermal proliferation of large, epithelioid melanocytes with pale grayish cytoplasm, 
superficially seen in nests, dispersing as single cells towards their base). Due to growing literature regarding the genetics 
of melanocytic neoplasms, next generation sequencing was performed showing a HRAS Q16K c.181C>A missense 
mutation. 
 
Diagnosis: Agminated Spitz nevi arising within a nevus spilus 
 
Discussion: Nevus spilus occurs in 1-2% of the general population. It is well documented that melanocytic proliferations 
may develop within nevus spilus, including blue nevi, Spitz nevi, and rarely melanoma.1,2  Nevus spilus may occur due to 
HRAS mutations which are the most commonly identified mutation in Spitzoid neoplasms, but rare in melanoma.3 There 
are very few cases documenting agminated Spitz nevi arising within a nevus spilus.4 Considering that melanoma (and 
even multiple melanomas) may rarely develop within a nevus spilus, it is important to note that melanoma (which 
commonly harbors BRAF and NRAS mutations) has not been documented in association with agminated Spitz nevi.5,6 
Additionally, no HRAS mutations have been described in Spitzoid melanoma.7 Interestingly, an HRAS mutation has 
previously been identified in a patient with nevus spilus, agminated Spitz nevus and parametrial uterine 
rhabdomyosarcoma.8 In our patient, we are working with genetics to better understand whether somatic mosaicism is 
present necessitating further monitoring for malignancy. 
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An ESRD patient on dialysis develops multiple firm subcutaneous nodules. What 
is going on? 
 

Patient history: 61 year-old female with end-stage renal disease on dialysis who presented with a 3 month history of firm, 
painful bumps in her breasts and lower extremities. She was referred to UNC Dermatology by her nephrologist to rule-out 
calciphylaxis. Recently had a mammogram that showed abnormal calcifications, thus this was followed by core-needle 
biopsy that showed fat necrosis with microcalcifications. 
 
Physical exam: There were multiple firm indurated dermal-subcutaneous nodules involving her bilateral lower extremities, 
buttocks, and breasts. These nodules were significant to the point where we were able to appreciate the contours of the 
dermal nodules in the above, intact epidermis.  There were similar dermal nodules in her breast and a poor healing 1cm 
ulcer with a necrotic base and surrounding erythema.  
 
Biopsies: Subcutaneous fat necrosis with interstitial calcification 
 
Laboratory data: 
Parathyroid hormone: 167.9 (range: 12.0-72.0 pg/mL) 
Calcium: 8.7 (range: 8.5-10.2mg/dL) 
Phosphorus: 10.0 (range: 2.9-4.7mg/dL) 
Albumin: 3.8 (range: 3.5-5.0g/dL) 
 
Diagnosis: Metastatic calcification 
 
Treatment: Intravenous sodium thiosulfate, considering transition to intralesional sodium thiosulfate 
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Long-Lasting Azathioprine Hypersensitivity Syndrome in a Young Woman with 
Mutant NUDT15 R139C and Wild-Type TPMT*1/*1 Genotypes 
 

Azathioprine (AZA) hypersensitivity syndrome is a rare dose-independent allergic reaction occurring within during first four 
weeks of therapy and improving within five days of discontinuing AZA. Different from its usual clinical course, we herein 
present a case of long-lasting AZA hypersensitivity syndrome with a mutant nucleoside diphosphate linked moiety X type 
motif 15 (NUDT15) and a wild-type thiopurine S-methyltransferase (TPMT) genotypes. A 28-year-old afebrile female with a 
two year-history of vitiligo presented with cutaneous eruption and arthralgias of finger joints 19 days after starting low-dose 
AZA therapy (50 mg daily) by a rheumatologist. Physical examination revealed generalized itching targetoid reddish 
patches with central dusty discoloration affecting her face, trunk, and upper limbs. Besides, annular scales and tiny 
marginal pustulosis were noted. Lesion spared the palms and soles and there was no mucosal involvement. Her white 
blood cell count was elevated at 15,350 (4.5-11.0 x 103) with 83.5% neutrophils (40%-74%). Skin biopsy showed mild 
acanthosis with focal spongiosis and intra-/subcorneal abscess. Superficial perivascular infiltration by mixed lymphocytes 
and neutrophils was observed. Clinicopathological data supported the diagnosis of AZA hypersensitivity syndrome. We 
subsequently prescribed intravenous betamethasone therapy and the patient showed complete remission after one month. 
Further genotyping revealed heterozygous NUDT15 R139C (C/T) and homozygous wild-type TPMT *1/*1. Current 
literature suggests that AZA hypersensitivity syndrome occurs regardless of TPMT levels, but the influence of NUDT15 
polymorphism on its clinical presentation needs further investigation. As a potential predisposing factor, NUDT15 
polymorphism should be considered before commencing patients on AZA. 
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Pulsed Dye Laser Treatment of Jessner's Lymphocytic Infiltrate 
 

We present the case of a 66 year old female with a 12 year history of mildly pruritic erythematous papules and plaques on 
the face, neck, and scalp. She had previously attempted treatment with tacrolimus 0.1% ointment on the face and 
clobetasol 0.05% foam on the scalp and neck. Although these therapies reduced the pruritus, they did not promote 
clearance of her skin lesions. Punch biopsy was performed, revealing a superficial and deep perivascular and periadnexal 
lymphocytic infiltrate comprised of a mixture of B- and T-cells with slight increase in dermal mucin, consistent with a 
differential diagnosis of Jessner's lymphocytic infiltrate (JLI) or tumid lupus erythematosus. The patient was treated with 
pulsed-dye laser (PDL), resulting in clearance of her skin lesions. The patient subsequently had 8 additional PDL sessions 
over the course of 3 years to treat new skin lesions, all of which were effective in achieving clearance.  
 
JLI is a rare, benign dermatosis which presents as erythematous papules or plaques in sun-exposed areas. Patients may 
require treatment for cosmetic reasons or, less commonly, for symptoms of burning or pruritus. Multiple therapies for JLI 
have been documented in the literature, but given the low prevalence of the disease, efficacy data are lacking. There are 
only 6 previously documented cases in the literature involving the use of PDL to treat JLI across two European studies. 
Our case demonstrates that PDL can be used as a highly effective treatment for maintaining clearance in JLI. 
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Intractable generalized pruritus developing after laser tattoo removal 
 

A 49-year old otherwise healthy female presented for treatment of a rash that developed after her first laser tattoo removal 
session for a professionally placed black and green tattoo on her left ankle that had been asymptomatic for 20 years prior 
to lasing. Following treatment, a pruritic rash developed around the tattoo followed by development of intractable 
generalized pruritus. On exam, the patient had bright red, ulcerated dermal nodules with surrounding erythema engulfing 
the tattoo and excoriations covering the remainder of her body except for her acnestis. Biopsy of a dermal nodule within 
her tattoo demonstrated ulceration overlying a superficial and mid predominately lymphocytic infiltrate with interspersed 
eosinophils and tattoo pigment. She was treated with topical and intralesional corticosteroids followed by oral methotrexate 
without improvement. The patient subsequently underwent tattoo excision. One month post-operatively the patient reported 
complete resolution of itching and rash.   
 
Development of a generalized hypersensitivity reaction to tattoo ink after initiation of laser tattoo removal occurs because 
lasing causes extracellular displacement of tattoo pigment allowing for antigen recognition. Antigen removal either via 
excision or laser ablation is often required for resolution of the hypersensitivity reaction as seen herein. To our knowledge, 
this is the first case of tattoo hypersensitivity presenting as a biliary pruritus-like picture with generalized pruritus resulting 
in whole-body excoriations in the absence of primary lesions. The absence of primary lesions caused the patient to be 
misdiagnosed for over one year and may be an underrecognized presentation of tattoo hypersensitivity. 
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Porphyria cutanea tarda unmasked by supratherapeutic estrogen during gender-
affirming hormone therapy 
 

A 55-year-old woman (transgender male-to-female) presented with a 3-month history of burning pain, pruritus and 
recurrent blisters on her forearms and hands following exposure to sunlight. One month prior to onset, the patient reported 
a supratherapeutic estradiol level that corresponded with a trial of micronized progesterone. Current medications included 
lisinopril, estradiol, medroxyprogesterone, spironolactone, and ibuprofen. She denied personal or family history of liver 
disease, hepatitis, iron abnormalities, or blistering eruptions. She consumed 2 beers daily and had a 30 pack-year smoking 
history. Physical examination confirmed the presence of vesicles and bullae on erythematous bases with scattered milia 
over the bilateral dorsal forearms, hands, and ears. Punch biopsy demonstrated a subepidermal blister overlying 
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festooning of the dermal papillae with minimal superficial perivascular lymphohistiocytic infiltrate and a negative 
immunofluorescence exam. A PAS stain was negative. Labs revealed mild hepatic transaminitis, unremarkable iron 
studies, elevated total serum porphyrins, urine uroporphyrin and heptaporphyrin, and HFE C282Y heterozygosity.  
Treatment of porphyria cutanea tarda (PCT) with photoprotection, withdrawal of estrogen, and initiation of 
hydroxychloroquine 100 mg twice weekly reduced the appearance of new bullae [1].  
 
PCT arising in a male-to-female transgender patient on gender-affirming estrogen therapy has not been reported. Cost, 
drug shortages, and lack of clear standards leads to therapeutic inconsistency and variable hormone levels, which may 
unmask PCT in predisposed individuals [2,3,4]. It is important to recognize the potential risk for PCT in this growing 
demographic and consider hormone therapy adjustment as a therapeutic option, while being mindful of its important role in 
affirming gender identity [5]. 
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Sarcoidosis with Small Syringotropic Granulomas Presenting Clinically as a 
Pigmented Purpuric Dermatosis: Inconspicuous Clinical and Histopathologic 
Clues to Systemic Illness 
 

Sarcoidosis is a multisystem granulomatous disease with a myriad of clinical manifestations and a predilection to involve 
the lungs, lymph nodes and skin. A 38 year old man presented to dermatology with a history of progressive dyspnea, 
pulmonary consolidation on chest x-ray, and hilar adenopathy on CT scan. Skin exam revealed asymptomatic, yellow to 
brown macules on the right lower extremity. Biopsy of a lesion showed diminutive syringotropic granulomas and 
perivascular hemosiderin; stains for bacteria, mycobacteria and fungi were negative. Subsequent fine needle aspiration of 
a hilar mass revealed non-necrotizing epithelioid granulomas further supporting a diagnosis of sarcoidosis. The patient was 
placed on systemic steroids and had improvement of his pulmonary symptoms and stabilization of his hilar 
lymphadenopathy. Only three prior cases of syringotropic sarcoidosis have been reported; however, the biopsies had 
revealed conspicuously large granulomas in contrast with the small granulomas in our case, and none of the prior patients 
had clinical examination findings that mimicked pigmented purpuric dermatosis (PPD). Recognition of rare dermatologic 
and histologic appearances of sarcoid is paramount as cutaneous sarcoidosis may be a harbinger of a systemic illness, 
which requires a timely diagnosis. 
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Cryptoccocus albidus cutaneous infection simulating squamous cell carcinoma 
 

Crytococcus albidus, also known as Naganishia albida, is a very rare cause of cutaneous infection in both 
immunocompromised and immunocompetent individuals.   
 
A 52-year-old male with diabetes mellitus, retinopathy, neuropathy, and chronic kidney disease presented to dermatology 
clinic with a verrucous and erosive plaque on the right dorsal foot for 9 months’ duration. The lesion started as a 
hyperpigmented papule but spread gradually to involve the majority of his foot. He had previously been admitted and 
treated with broad spectrum antibiotics with minimal improvement. He had a skin biopsy which showed epitheliomatous 
hyperplasia with perivascular lymphohistiocytic inflammation. Following hospitalization, he was seen by a podiatrist and a 
general surgeon, both of whom recommended excision with skin grafting given the concern for squamous cell carcinoma.   
 
Biopsy was repeated with tissue culture in the dermatology clinic, and Crytococcus albidus was isolated from culture four 
days later. The patient was treated with itraconazole for 12 weeks and the plaque completely resolved. 
 
Crytoccus albidus infection has been reported in 24 patients, four of whom presented with primary cutaneous infection.  
The most common cutaneous presentation appears to be an exophytic and verrucous plaque that can resemble squamous 
cell carcinoma. This would be the second reported case of cutaneous infection in a patient without significant 
immunosuppression. In other reported cases, the organism has also been implicated in meningitits, peritonitis, keratitis, 
and sepsis. Clinicians should be aware of this rare organism, and tissue cultures should be obtained prior to complete 
excision in patients with a similar presentation. 
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TNF alpha inhibitor-induced folliculotropic granulomatous inflammation 
 

TNF-alpha inhibitors have been associated with paradoxical dermatologic reactions, which can rarely manifest as 
granulomatous inflammation. Here we present a case of an Adalimumab-associated follicular eruption. 
 
Patient History: A 51-year-old woman with a history of rheumatoid arthritis on multiple immunosuppressive therapies, 
including low-dose prednisone, methotrexate, sulfasalazine, and hydroxychloroquine developed an atypical folliculocentric 
papular eruption with hyperkeratotic spicules on the bilateral lateral trunk and breasts approximately two months after the 
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initiation of adalimumab.  
 
Biopsies: A punch biopsy of the rash demonstrated a band-like distribution of loosely formed dermal granulomas 
containing multinucleated giant cells with associated dilated follicles containing columns of hyperkeratotic material. PAS 
stains and stains for acid-fast bacilli were negative 
 
Laboratory Data: Studies demonstrated an unremarkable complete blood count and non-elevated erythrocyte 
sedimentation rate and C-reactive protein levels 
 
Diagnosis: TNF-alpha inhibitor-induced folliculotropic granulomatous inflammation 
 
Treatment: The patient was initially treated with topical betamethasone and a course of oral prednisone with minimal 
improvement. Following biopsy results, adalimumab was discontinued, however the rash has persisted. 
 
Granulomatous skin eruptions are a rare complication of TNF-alpha inhibitor therapy and should be considered in patients 
who develop inflammatory eruptions after starting this class of medication. 
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Acquired ichthyosis as a paraneoplastic presentation of peripheral T-cell 
lymphoma 
 

A 75-year-old Caucasian man presented to the hospital with six months of worsening xeroderma in the setting of chronic 
fatigue and 30-lbs unintentional weight loss. Physical exam revealed an extensive ichthyosiform eruption with large brown 
polygonal scales and underlying pink erythema primarily on the extensor surfaces. Additional findings included perioral 
fissures, decreased facial wrinkling, and bilateral ectropion. 
 
Skin punch biopsy from the chest wall showed diffuse parakeratosis with hypogranulosis, spongiosis, dyskeratosis, and 
dermal perivascular/periadnexal lymphoid infiltrates. Peripheral blood analysis showed significant leukocytosis, normocytic 
anemia, and elevated erythrocyte sediment rate and lactate dehydrogenase. Serum protein electrophoresis revealed 
increased kappa/lambda light chains but no M-band; flow cytometry revealed no monoclonal B or T-cell populations. Chest 
positron emission tomography-computed tomography detected paratracheal, subcarinal, and supraclavicular 
lymphadenopathy with associated fluorodeoxyglucose uptake. Endobronchial ultrasound-guided biopsy of mediastinal 
nodes revealed CD30+; CD4+; ALK- large pleomorphic lymphocytes. Based on the clinical and histopathologic findings, a 
diagnosed of CD30+ peripheral T-cell lymphoma with a paraneoplastic acquired ichthyosis was made. Frequent 
applications of petrolatum improved the patient’s skin laxity and decreased scaling; however, definitive resolution requires 
treatment of the underlying malignancy. Systemic chemotherapy with brentuximab-vedotin, cyclophosphamide, 
doxorubicin, and prednisone was initiated. 
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Acquired ichthyosis is a rare presentation observed primarily in association with lymphoproliferative disorders. This case 
highlights the importance of recognizing acquired ichthyosis as a paraneoplastic dermatosis that could lead to the 
diagnosis of underlying malignancies. The discussion will focus on the clinical and histopathologic findings of acquired 
ichthyosis, its disease associations, work-up, management, and review of current literature. 
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Metastatic Crohn Disease: An Unusual Presentation of a Rare Condition 
 

A 16-year-old female presented with a nodule on her medial left lower extremity that progressed to a painful ulceration 
after swimming in brackish waters in South Carolina. After numerous courses of antibiotics, based on cultures suggesting 
superinfection with S. aureus and P. aeruginosa, the wound was debrided and healed over the course of 6 months. She 
subsequently developed an indurated pink nodule with superficial ulceration on her left pretibial area. Punch biopsy 
showed granulomatous panniculitis with caseating necrosis and superficial and deep perivascular and interstitial mixed 
infiltrate. Special stains and tissue cultures were negative for fungi and mycobacteria and PCR was negative for atypical 
mycobacteria. Multiple subsequent biopsies showed similar histopathologic features and negative microbiologic studies of 
tissue. One year after the initial nodule presented, the patient experienced abdominal pain, decreased appetite and 
unintentional 10-pound weight loss over a month. Colonoscopy revealed extensive colitis and terminal ileitis consistent with 
Crohn disease, confirmed by biopsy. She was treated with infliximab and methotrexate and her skin lesions gradually 
resolved over three months. 

 
The term, “metastatic Crohn disease” (cutaneous Crohn disease), was coined in 1965 to refer to cutaneous lesions seen in 
tissue non-contiguous to the gastrointestinal tract.1,2 This case is unusual in that granulomatous panniculitis and leg 
ulceration antedated clinical symptoms of Crohn disease by nearly one year. Granulomatous panniculitis with negative 
special stains, tissue cultures and molecular studies for infectious organisms should prompt workup for Crohn disease. 
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Rowell’s Syndrome in a 52-year-old Woman 
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A 52-year-old woman with a reported history of seronegative lupus and mixed connective tissue disease managed with 
hydroxychloroquine presented with a widespread, painful, blistering rash of one week’s duration. She reported several 
similar, less severe episodes over the past nine years that resolved with steroids. Physical examination revealed well-
demarcated periorificial erosions with cornflake-like scale on the forehead, glabella, nasolabial, and periorificial skin; 
impressive geometric plaques and erosions on the tongue; edematous and eroded lips, buccal mucosa, palate, and 
diffusely eroded anogenital mucosa; erythematous bullae with atypical targetoid appearance at  her palms; and flaccid 
bullae and erosions of the dorsal hands, trunk, and extremities. Two 4-mm punch biopsies of the left shin showed 
orthokeratosis, full-thickness epidermal necrosis, a subepidermal split with focal perifollicular re-epithelialization, and a 
superficial predominantly lymphocytic infiltrate suggestive of a brisk interface process. Direct immunofluorescence 
demonstrated deposition of IgA, IgM, IgG, and C3 within the superficial dermis consistent with colloid bodies. An outside 
biopsy showed focal acantholysis and dyskeratosis with a lymphohistiocytic infiltrate in the papillary dermis. A complete 
blood count, C3, C4, ESR, and CRP were unremarkable. Anti-dsDNA antibodies were negative. A working diagnosis of 
Rowell’s syndrome with possible concurrent pemphigus erythematosus was made, and the patient was started on a 
prednisone taper as a bridge to mycophenolate mofetil therapy. However, after initial improvement on prednisone for one 
week, she discontinued therapy and resumed follow-up with rheumatology. 
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A Three-Year-Old Female with Conical Teeth, Hypohidrosis, and Xerotic Patches 
 

A 3-year-old female accompanied by her parents presented to dermatology with complaints of dry patches of skin since 
birth affecting the trunk and extremities. The patient was born full term and all milestones were met on schedule. The 
mother identified conical teeth and sought further care. The family reported hypohidrosis during exertion. The patient had 
two unaffected siblings and parents. On physical exam, the patient was found to have conical teeth, sparse, short blonde 
hair, onychorrhexis, and hypermobile joints. A skin biopsy was not performed due to a pre-identified mutation in WNT10A 
gene. The Wnt genes are involved in cell-cell interactions during embryogenesis and are important in the development of 
hair, skin, and teeth.1 A diagnosis of odonto-onycho-dermal dysplasia was confirmed. Temperature control and external 
methods of cooling to avoid overheating were discussed. Regular use of moisturizers and avoidance of fragrances was 
recommended. Hydrocortisone 2.5% ointment twice daily was prescribed for eczematous patches. Referral for dental 
restoration was offered. 
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Cutaneous Presentation of ALK+ Anaplastic Large Cell Lymphoma in a 12-year-
old Male with Regional Nodal Involvement 
 

A 12-year-old male presented with a 5-month history of pink papules on the left upper back. They did not wax and wane or 
ulcerate. He had applied topical antibiotics, calamine lotion, and topical antifungals without improvement. He had seen an 
outside dermatologist and a biopsy showed T lymphocytes in the dermis with diffuse CD3, CD4, CD5, CD8, and CD30 
positivity, thought to be consistent with lymphomatoid papulosis (LyP). CBC with differential and CMP were reassuring. He 
was referred to our pediatric oncology and pediatric dermatology clinics. Examination revealed a cluster of 3-4 
erythematous, indurated, non-tender papules on the left upper back. One was atrophic. There was no adenopathy. Re-
evaluation of the original biopsy showed ALK positivity, favoring anaplastic large cell lymphoma (ALCL). Repeat labs 
including CBC with differential, CMP, LDH, and flow cytometry were normal. PET-MRI showed uptake in the affected skin 
and left axillary lymph nodes. Bone marrow biopsy and lumbar puncture were negative. He was diagnosed with stage II 
ALK+ ALCL and treated as low risk with multi-agent chemotherapy. Subsequent PET showed a substantial decrease in 
metabolic activity within the skin and resolution of uptake in the left axillary nodes.  
 
ALCL and LyP are on a spectrum of CD30+ lymphoproliferative disorders with overlapping clinical and histologic 
features.(1) While LyP follows an indolent course, ALCL must be distinguished between primary cutaneous (pcALCL) and 
systemic disease with cutaneous involvement.(1) Both pediatric pcALCL and systemic ALCL can be ALK+ and pcALCL 
can have regional nodal extension, making the diagnosis nuanced.(2) 
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In vivo ANA in Palisaded Neutrophilic and Granulomatous Dermatitis 
 

In vivo fluorescence staining of anti-nuclear antibodies (ANA) in keratinocytes is a useful adjuvant method in the diagnosis 
of connective tissue diseases (CTD). However, this is a relatively rare phenomenon with an incidence of 1-10% of skin 
biopsies taken from patients with known autoimmune disease.1 Palisaded neutrophilic and granulomatous dermatitis 
(PNGD) is part of a spectrum of so-called “reactive granulomatous dermatitis,” and represents a cutaneous reaction 
pattern that occurs secondary to a number of systemic triggers, including CTD.2 In vivo ANA has not been previously 
reported in PNGD. 

 
We present two patients with skin rashes: a 27 year old female with a long-standing history of systemic lupus 
erythematosus (SLE) with overlapping features of Sjogrens, Scleroderma, and Rheumatoid arthritis, and a 54 year old 
female with a new diagnosis of SLE. Biopsies demonstrated histopathological changes of PNGD on H+E evaluation of 
biopsy material, and in vivo ANA on direct immunofluorescence (DIF) studies. DIF showed keratinocytic nuclear 
homogeneous IgG pattern in one patient, and cytoplasmic particulate IgG pattern in the other patient. Serum auto-
antibodies correlated with DIF findings in the skin. Clinical examination and cutaneous response to treatment with 
corticosteroids substantiated the diagnosis of autoimmune CTD in both patients. In vivo ANA evaluation is an important 
tool in the diagnosis of PNGD in the setting of CTD. 
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Syringotropic and Folliculotropic Mycosis Fungoides Presenting as a 
Challenging Case of an Adult Onset, Recalcitrant Acneiform Eruption 
 

Folliculotropic Mycosis Fungoides (FMF) is a subtype of mycosis fungoides (MF) that differs histologically, clinically, and 
prognostically from classic MF. The histologic pattern may vary, and patients will often have multiple patterns found on 
different biopsies. This histologic variance often leads to delays in diagnosis of FMF, with common misdiagnoses of acne, 
epidermal inclusion cysts, comedos, or granulomatous dermatitis(1). We present a challenging case of a 53-year-old female 
with a five-year history of a widespread acneiform eruption. She was previously treated by multiple outside dermatologists 
with topical retinoids, topical and oral antibiotics, and a nine-month course of oral isotretinoin with minimal benefit. Due to 
the late-onset, severity, and recalcitrance of her condition, chloracne was considered but she had no related exposures. 
Over a period of two. years, the patient had multiple biopsies consistent with milia and ruptured follicular cysts. She then 
developed a new eruption on her left hand and bilateral feet that that differed morphologically from her acneiform eruption. 
Biopsy of this eruption showed a focal lichenoid infiltrate with focal epidermotropism and a positive T-cell receptor (TCR) 
gene rearrangement. Six further punch biopsies were obtained, all which showed a perifollicular and peri-eccrine 
population of atypical lymphocytes consistent with syringotropic and FMF. Syringotropic MF (STMF) is a histologic variant 
of FMF that exhibits atypical lymphocytes infiltrating eccrine structures. About 4 to 33% of biopsies of FMF have 
syringotropism on histology(1) and STMF has been shown in small case studies to have a more favorable prognosis than 
non syringotropic FMF(5). 
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Pyoderma gangrenosum and Cushing’s syndrome: A Pathophysiological 
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Paradox 
 

Pyoderma gangrenosum is a challenging, rare, ulcerating skin disease characterized by neutrophilic abundance absent of 
infection and is often associated with systemic diseases (1,2). We present a 25-year old female without prior medical history 
that presented with a 1.5-year history of pyoderma gangrenosum treated previously with oral prednisone with no known 
comorbid association. On exam, there were multiple underminable ulcerations on her right and left lower extremities and 
cribriform scarring. Macular purpura on the bilateral upper extremities, truncal striae, and plethora/moon facies were also 
observed. Treatment with Mycophenolate mofetil and local wound care was initiated, which resulted in limited improvement 
and preliminary laboratory testing revealed elevated cortisol and low ACTH levels, suggesting an ACTH-independent 
Cushing’s syndrome. A CT-scan revealed a 3-cm adrenal nodule, and an adrenalectomy was performed subsequently, 
demonstrating an adrenal adenoma on pathology. Following surgery, her symptoms rapidly resolved and systemic 
immunosuppressants were discontinued with continued remission to date. This is an unusual, complex case of pyoderma 
gangrenosum. Although systemic steroids are often first-line for active disease, few cases report an association between 
Cushing’s syndrome, a disorder caused by excess steroids, and pyoderma gangrenosum (3,4). In this case, given her age, 
gender, and history of previous oral prednisone, exogenous Cushing’s syndrome would usually be more common since 
only a few adrenal incidentalomas are cortisol-producing adenomas causing endogenous Cushing’s syndrome (5,6). This 
rare case highlights the importance of performing a complete workup of Cushing’s syndrome for someone with Cushing’s 
syndrome-like features and pyoderma gangrenosum even amidst the pathophysiologic paradox. 
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Fatal GNAQ-mutated CNS melanoma in an adolescent with nevus of Ota 
 

We present the case of an 18-year-old Caucasian male with a history significant only for left-sided nevus of Ota. He 
presented with a worsening headache, previously intermittent and associated with left eye ptosis for three years. 
Symptoms intensified four weeks prior to presentation, and he developed nausea and vomiting. 
 
Brain MRI showed a frontal mass, and a biopsy was performed. Pathology was consistent with melanoma, with 
immunohistochemistry positive MiTF, MART-1, and S100, and negative for BRAF V600E. DNA isolated from the excised 
specimen identified a GNAQ-R183Q mutation. Staging studies and a full-body skin exam revealed no evidence of 
metastatic disease or primary tumors outside the CNS. However, several small enhancing lesions were noted, consistent 
with leptomeningeal disease. Despite radiotherapy, ipilimumab/nivolumab, and temozolomide, his leptomeningeal disease 
progressed, causing hydrocephalus, seizures, altered mental status requiring intubation, and ultimately his death nine 
months after initial diagnosis. 
 
Development of CNS melanoma in patients with nevus of Ota is exceedingly rare, usually arising in the fifth decade.(1-4) 

Primary noncutaneous melanoma often involves distinct genetic mutations compared to cutaneous melanoma. Nevus of 
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Ota and uveal melanomas are known to harbor GNAQ mutations.(5) Most commonly, somatic mutations in the Q209 and 
R183 residues of GNAQ likely induce tumorigenesis through upregulation of the MAP kinase pathway.(6) This case 
underscores the importance of elucidating neurologic symptoms early in patients with nevus of Ota, as a delayed 
presentation could portend a devastating outcome. 
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p-ANCA Positive Neutrophilic Dermatosis in Setting of NSCLC 
 

A 55-year-old female with a history of rheumatoid arthritis (on chronic prednisone and hydroxychloroquine) and a 40-pack 
year smoking history presented with joint pains and skin lesions of 4 weeks duration. On bilateral malar cheeks, patient 
had erythematous cribriform hypertrophic plaques that were exquisitely tender to palpation and drained purulent material. 
In addition, on the right shin, was a large mottled, erythematous patch with atrophy. A biopsy of the left neck lesion was 
performed and demonstrated dense perifollicular and interstitial dermal mixed inflammation. At that time, a diagnosis of 
sweets/rheumatoid neutrophilic dermatosis was discussed. Initial lab work was performed, including RA, ANA, CCP. The 
ANA, RF and CCP were negative. Rheumatology considered a Sweets like arthritis. Methotrexate was started as a steroid 
sparing agent. Additional lab work was ordered including DS-DNA and an ANCA screen, p-ANCA was found to be positive. 
Despite therapy, lesions on cheeks continued to worsen with more drainage and erythema. Given worsening lesions, 
Dapsone 50 mg PO daily was started. During this time a chest x-ray was performed and demonstrated a lung nodule. 
Subsequent CT and biopsy were performed and demonstrated a lung adenocarcinoma. Patient continued to be managed 
with dapsone 200mg daily, MTX 20mg weekly, Topical hydrocortisone and betamethasone. We noticed significant 
improvement of the lesion on the right shin and moderate improvement on bilateral cheeks. The final diagnosis: p-ANCA 
positive neutrophilic dermatosis with components of sweets and pyoderma gangrenosum, likely paraneoplastic in setting of 
newly diagnosed Non-small cell lung cancer. 
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Acute generalized exanthematous pustulosis secondary to Loxosceles reclusa 
envenomation 
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A 16-year-old female with no significant past medical history presented to an academic medical center with fever and a 
widespread pustular eruption. The patient reported a spider bite 6 days prior at a home known to be infested with 
Loxosceles reclusa. Over the next 2 days she developed a total body eruption and fevers. Her labs were significant for 
white blood cells 13.8, eosinophils 9.9%, hemoglobin 10.2, total bilirubin 1.9, direct Coombs negative. The patient was 
admitted due to concern for staphylococcal scalded skin syndrome and systemic loxoscelism. Dermatology was consulted 
to further evaluate the patient’s erythroderma. 
 
Examination was significant for a large ulceration on the left shoulder with overlying black eschar and minimal surrounding 
erythema. On the neck, chest, abdomen, back and extremities (approximately 80% BSA) was confluent blanching 
erythema studded with 1-2mm pustules. 
 
Punch biopsy of the left shoulder ulceration showed epidermal necrosis with overlying diffuse dermal inflammation and 
fibroplasia consistent with an arthropod bite, including that of a brown recluse. Biopsy of the erythematous eruption on the 
left arm showed subcorneal pustules, spongiosis, and dermal eosinophils consistent with acute generalized 
exanthematous pustulosis (AGEP). 
 
The patient was started on oral prednisone 60mg daily with resolution of fever as well as marked improvement in skin. The 
patient was ultimately felt to have AGEP secondary to a brown recluse bite. Though rare, this has been described in a few 
case reports throughout the literature, and is something to consider as an additional cause of AGEP1-4. 
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Bubble trouble: hair fragility in the setting of bubble hair 
 

A 62-year-old female with history of hyperparathyroidism presented to dermatology clinic with 2 year history of increasing 
hair loss resulting in increased part-line width. The patient reported that her hair was more brittle and frequently broke into 
small fragments. Physical examination revealed numerous, approximately 9cm coarse hairs on the temporal, occipital, and 
parietal scalp, which were broken at the ends and easily broke with gentle palpation. Light microscopy of hair clippings 
demonstrated presence of ‘bubbles’ in nearly every hair shaft. Laboratory work-up including thyroid stimulating hormone, 
iron, ferritin, zinc, and complete blood count was unremarkable. 
Bubble hair is an acquired hair shaft abnormality, characterized by gas bubbles within the hair shaft. These ‘bubbles’ are 
most notably seen in the medullary region under light microscopy. They occur upon exposure of wet hair to excessive heat, 
which results in rapid evaporation that creates vacuoles of steam within the hair shaft. Hairs may become weak and brittle 
as the ‘bubbles’ destroy the integrity of the hair shaft. Examination may reveal diffuse hair thinning and increased fragility, 
with breakage being more common in the parietal and occipital regions. As this thermal injury most commonly results from 
the use of hair dryers, curling irons and straighteners, and can occur after just one minute of use, treatment includes 
avoidance of excessive heat on the hair. This case highlights a common, yet rarely diagnosed or reported entity, which 
should be considered in the differential diagnosis of patients presenting with a history of hair loss. 
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Metastatic squamous cell carcinoma mimicking Wells’ Syndrome 
 

A 66 year-old male with history of P16+ squamous cell carcinoma (SCC) of the tongue with right axillary metastases, 
presented with persistent pruritus and induration of his right breast of 8 weeks duration.  He had completed radiation to the 
right axilla 4 months earlier. Biopsy revealed a prominent dermal perivascular eosinophilic and lymphocytic infiltrate with 
multiple flame figures. Laboratory values were remarkable for peripheral eosinophilia. The findings were compatible with 
Wells’ Syndrome (Eosinophilic Cellulitis) and the patient was started on systemic steroids. One month later, the patient’s 
condition remained unchanged. Exam was notable for non-tender induration and extensive nodularity of the right breast 
extending toward the axilla. Repeat biopsy was remarkable for obvious metastatic SCC with extensive lymphatic 
involvement. This prompted further review of the original biopsy, revealing micro-metastases surrounded by the unusually 
dense eosinophilic infiltrate. The patient subsequently received another course of radiation to his right chest wall with no 
adverse reactions.  
 
Wells’ Syndrome is an uncommon inflammatory dermatosis characterized by distinct histopathologic features including 
dense dermal eosinophilic infiltrate, dermal edema, and “flame figures” (eosinophilic material deposited on collagen fibers). 
Clinically, lesions can appear as urticarial plaques, erythematous papules or nodules. Patients may report associated 
pruritus or burning. Wells’ syndrome has been associated with various hematologic diseases, solid tumors (SCC), and 
infections. Although micro-metastatic SCC was present on original biopsy, the dense eosinophilic infiltrate was extremely 
uncharacteristic for SCC. When considering a diagnosis of Wells’ Syndrome, clinicians should be aware of this unusual 
presentation of metastatic SCC. 
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Neutrophilic eccrine hidradenitis secondary to antipsychotic use 
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A 35 year old woman was admitted to hospital with hyponatraemia. She had a background of severe depression with 
catatonia. Whilst she was an inpatient, she developed a vesicular rash across her neck, chest and abdomen. 
 
A biopsy from the rash demonstrated a mild degree of perivascular and periadnexal inflammation. Most strikingly on 
histology, there was a moderately dense infiltrate around a group of eccrine glandular units in the deeper dermis tissue 
composed predominantly of neutrophils and some eosinophils. The histology was in keeping with a Neutrophilic Eccrine 
Hidradenitis (NEH) secondary to a drug eruption. In this case, the drug was Flupentixol. 
 
NEH is a rare entity, most often associated with the administration of chemotherapy related agents, (usually Cytarabine 
used in the treatment of acute myeloid leukaemia).1,2  In our case, the offending drug was Flupentixol (an antipsychotic 
drug), commenced two weeks prior to admission. This is a novel case of NEH, with typical histology findings caused 
atypically by an antipsychotic agent. Recently, Ticagrelor (an antiplatelet agent) has been reported as a causative agent for 
NEH.3 
 
Classically in NEH, painful erythematous papules and plaques are found on the trunk, although the presentation can be 
variable.1 The diagnosis is confirmed by the classical changes seen on histology with dense neutrophilic infiltrate around 
eccrine glands. The pathophysiology is not well understood but thought to be a cytotoxic process directed at sweat glands, 
initiated by administration of medication.1 Cessation of the offending drug most often leads to resolution of symptoms.1 
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Dermal pigment overlying an artificial joint 
 

A 74-year-old female presented to dermatology clinic with chief complaint of an itchy, swollen eruption on the left arm of 
two years’ duration. Exam revealed erythematous, somewhat indurated plaques studded with multiple foci of dull grey 
hyperpigmentation overlying the elbow, distal upper arm and proximal forearm.  
The patient sustained a fall in 2014 which caused a left humeral fracture necessitating open reduction and internal fixation 
with placement of plates and screws.  Due to chronic left elbow pain, swelling and rash, she underwent hardware removal 
and subsequent total arthroplasty in 2017. However, the skin eruption persisted. Infectious disease performed multiple joint 
aspirations which failed to reveal an infectious cause. Multiple courses of antibiotic therapy failed to alter the disease 
course.  

 
A punch biopsy revealed superficial and deep lymphohistiocytic inflammation with numerous well-formed granulomas. 
Inflammation extended to but did not involve the subcutaneous fat. Dark pigment granules were scattered throughout the 
superficial and deep dermis. AFB, Fite and PAS stains were noncontributory. Tissue culture was negative. 
The patient was subsequently diagnosed with cutaneous metallosis, a well-recognized, but rare sequela of metal device 
implantation which is usually associated with device failure1, 2. While well documented in the orthopedic literature, 
cutaneous metallosis is infrequently reported in the dermatology literature. Management is primarily surgical and usually 
involves debridement and replacement of hardware. However, the dermatologist and/or dermatopathologist may play a 
critical role in diagnosis and workup of these patients. 
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Kaposi Sarcoma misdiagnosed as Granuloma Annulare : a Case of Mistaken 
Identity 
 

A 47-year-old HIV-positive male on HAART therapy for 12 years, with virologic and immunologic control, presented with a 
5-year history of asymptomatic erythematous to purple, annular patches and plaques on the dorsal hands and feet. Initial 
evaluation yielded two skin biopsies interpreted as granuloma annulare (GA). Treatments included intralesional and topical 
corticosteroids, oral antibiotics and excimer laser with continued progression. On presentation, he had infiltrative brown to 
purple papules coalescing into plaques on the legs, thighs and torso, with associated lower extremity edema. Prior and 
additional lesional skin biopsies were consistent with patch and nodular stages of Kaposi’s sarcoma (KS) respectively.  
The vascular neoplasms demonstrated diffuse positivity for human herpes virus 8 (HHV-8).  
 
GA and KS are distinct clinical entities with different prognostic and treatment implications, however, the clinical and 
pathologic distinction is challenging particularly in patch stage KS and in the setting of HIV infection. An increased 
incidence of GA has been reported in HIV, and it commonly manifests in a generalized distribution. KS is one of the most 
common malignancies in patients with HIV although HAART therapy significantly reduces this risk. The microscopic 
features of patch stage KS and interstitial GA may be difficult to distinguish with both exhibiting increased numbers of 
spindled cells situated between collagen bundles in the reticular dermis. HHV-8 immunoreactivity is a sensitive and specific 
marker for KS. This case underscores the importance of maintaining a high suspicion for KS especially in progressive and 
treatment resistant skin lesions particularly in HIV infected individuals. 
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Severe nutritional deficiency clinically mimicking Stevens-Johnson syndrome 
 

We describe the case of a 56-year-old woman transferred to our facility for management of putative Steven-Johnson 
syndrome (SJS). Her past medical history was remarkable for legal blindness, Roux-en-Y gastric bypass, remote history of 
SJS to Bactrim, and recent exposure to clindamycin and cephalosporin 10 days prior to admission for a burning 
desquamative rash. On admission, she was found to have large epithelial defects in both eyes, perioral hyperpigmentation 
with angular cheilitis but lacking oral mucosal defects, “flaky paint” appearing hyperpigmentation and erosions on 
antecubital fossae, hands, thighs, shins, and external vulva but not affecting the vaginal mucosa. Most remarkable were 
beefy red exudative ulcers on her plantar feet without surrounding dusky erythema or inflammation. Timing of skin changes 
was obfuscated by patient blindness, but she had burning skin pain for two weeks prior to admission. She subsequently 
required intubation for altered mental status, renal failure, and respiratory distress associated with hyperammonemia and 
cerebral edema. Skin biopsy revealed epidermal atrophy with confluent parakeratosis, slightly diminished granular layer, 



| 73 | AMERICAN ACADEMY OF DERMATOLOGY 

 

 

focal clear cell changes in superficial epidermis and few basal vacuoles. The dermis showed scant inflammation and 
dilated capillaries. This pattern was most suggestive of a nutritional deficiency. Laboratory data revealed megaloblastic 
anemia with low total protein, albumin, zinc, vitamin C, copper, and several amino acids. Hyperammonemia and organ 
failure were attributable to L-carnitine deficiency. Her severe multi-nutritional deficiency was repleted with resolution of 
multi-organ failure over a 3-week period. This case highlights the vital role dermatology can play in inpatient diagnosis. 
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A fisherman and the sun: A novel application of dupilumab for chronic actinic 
dermatitis 
 

A 29 year-old fisherman with allergic rhinitis and asthma presented for evaluation of an itchy, painful, scaly dermatitis 
occurring with minimal sun exposure. He had no previous sun sensitivity until three years prior when the dermatitis began 
after a single episode of burning hogweed (a psoralen-containing Apiaceae). He was on no medications. Physical 
examination revealed eczematous excoriated and focally lichenified plaques on the ears, face, upper and lower 
extremities, with sparing of perioral, upper eyelid, postauricular, and submental areas. An extensive workup included 
negative antinuclear antibody panel and serum porphyrins. Skin biopsy demonstrated epidermal spongiosis and 
acanthosis, with focal epidermal necrosis consistent with excoriation. Phototesting revealed reduced minimal erythema 
dose to UVA of 6 J/cm2 and to UVB of 40 mJ/cm2. In addition to careful UV protection, he trialed topical steroids, oral 
prednisone, hydroxychloroquine, and mycophenolate mofetil, which were either intolerable due to adverse effects or 
ineffective in controlling his condition. Dupilumab was started, which resulted in rapid improvement and improved 
subjective quality of life. 
 
Chronic actinic dermatitis is a rare eczematous photodermatosis believed to represent a reaction to an endogenous 
photoinduced antigen, often developing after a particular photosensitizing exposure, but perpetuated long after exposure 
has ended. Dupilumab, by inhibiting IL-4 and IL-13, reduces the Th2-mediated inflammation that drives atopic and allergic 
disease, and was effective in treating this patient’s chronic actinic dermatitis. Dupilumab may be a useful addition to the 
armamentarium in treating this difficult condition. Additional larger studies and evaluating MED after dupilumab would be 
helpful additional studies. 
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Treatment-refractory cutaneous leishmaniasis in an 8-year-old migrant from 
central Afghanistan 
 

An 8 year old, otherwise healthy boy who moved from Herat, Afghanistan, to Virginia four months previously presented to 
Children's National Medical Center with a plaque on his right cheek which had enlarged over the past year. In Afghanistan, 
he was diagnosed with cutaneous leishmaniasis (CL) and had no improvement after intralesional meglumine antimoniate 
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and intramuscular sodium stibogluconate.  
 
On exam, he was afebrile and well-appearing. There was a 6x6 cm verrucous, dry keratotic, butterfly-shaped plaque with 
an erythematous rim and a similar papule inferiorly on his right cheek. He had no abdominal distension.  
 
PCR and culture media were received from the CDC. Two punch biopsies were obtained. H&E stained slides revealed a 
superficial mixed inflammatory infiltrate with parasitized histiocytes. After PCR was positive for Leishmania tropica, he was 
started on miltefosine by the Infectious Disease department at the National Institutes of Health. 
 
Afghanistan has the largest foci of CL in the world, where anthroponotic CL due to L. tropica is widespread. Poor housing 
and human displacement are key factors. Children are at increased risk of CL and frequently have more resistant disease. 
CL due to L. tropica commonly occurs on the face and is often recalcitrant to topical treatments. Facial scarring after 
healing can place significant psychosocial burden on affected children. Early diagnosis and treatment is vital to minimize 
disfigurement. Given international large-scale migrations in recent years, it is critical to maintain awareness of cutaneous 
manifestations of infectious diseases endemic to other global regions. 
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Contrast-Induced Generalized Fixed Drug Eruption Mimicking Recurrent Stevens-
Johnson Syndrome 
 

Dermatology was consulted for a 63-year-old male with recurrent Stevens-Johnson Syndrome (SJS). His history was also 
significant for end-stage renal disease on hemodialysis and coronary artery disease. The patient initially presented to the 
emergency department with odontalgia for which he received hydromorphine and subsequently developed pulseless 
electrical activity. He recovered with naloxone and CPR and underwent a significant cardiac workup, including a CT 
angiogram (CTA). Twenty-four hours following his CTA, he was reported to have mucosal erosions and a rash on his body 
concerning for his fourth case of SJS. The first occurrence was 12 years prior following a coronary artery bypass 
procedure. The subsequent two cases also followed major cardiac procedures involving iodinated contrast. On physical 
exam, the patient was found to have round, violaceous plaques, many with an erythematous border, on the face, buttocks, 
hands and feet, as well as erosions on the oral and genital mucosa. A biopsy from a representative lesion showed normal 
basket-weave stratum corneum, interface and perivascular dermatitis with pigment incontinence, and rare eosinophils. 
This, in conjunction with patient’s history and physical exam, rendered a diagnosis of generalized fixed drug eruption 
(FDE). Thorough chart review identified iodinated contrast as the likely culprit. Our patient improved significantly with oral 
prednisone and hemodialysis. This is the first reported case of recurrent, generalized FDE secondary to iodinated contrast 
in the literature. Knowledge of this rare trigger of FDE can facilitate appropriate treatment, alleviate unnecessary patient 
anxiety, and reduce healthcare cost associated with a misdiagnosis of SJS. 
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A Rapidly Growing Chest Wall Mass in a Middle-Aged Gentleman 
 

A 62-year-old gentleman with a past medical history of untreated hepatitis C and chronic obstructive pulmonary disease 
presented to the emergency department with a 3-month history of a rapidly growing, painful left chest wall mass. He denied 
fevers, chills, sweats, nausea, and vomiting, but he did endorse loss of appetite and recent 20-pound weight loss. Physical 
exam was notable for multiple large, tender, red, lobulated tumors on the anterior left chest wall wrapping to the posterior 
aspect. Complete blood count was within normal limits. A four millimeter punch biopsy revealed dense dermal atypical 
lymphoid infiltrate composed of large, atypical lymphoid cells with open vesicular nuclear chromatin, inconspicuous 
nucleoli, and abundant clear to eosinophilic cytoplasm. Immunohistochemistry studies were positive for CD45, CD20, 
CD10, BCL-6, C-MYC and CD30 (subset) and negative for CD5, BCL-2, MUM-1 and ALK, consistent with diffuse large B 
cell lymphoma (DLBCL), germinal center immunophenotype.1  
 
Initial staging with PET CT and bone marrow biopsy showed no evidence of marrow involvement but did reveal bulky 
hypermetabolic lymphadenopathy throughout the left chest, axillary region, and anterosuperior mediastinum, as well as 
involved periportal lymph nodes, consistent with Ann Arbor Stage IV DLBCL and revised international prognostic index 
score of 3 suggesting a 53% four-year progression free survival rate.2 
 
He received four cycles of rituximab, cyclophosphamide, doxorubicin, vincristine, and prednisone chemotherapy with 
excellent tumor burden response, however, his course was complicated by acute gout, pancytopenia, persistent 
neutropenia, multiple episodes of herpes zoster, as well as prolonged hospitalizations for multifocal pneumonia, cellulitis, 
and colitis. 
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Neutrophilic dermatosis induced by FLT3 inhibitor midostaurin in the treatment 
of AML 
 

Neutrophilic dermatoses (ND) such as Sweet Syndrome in the setting of acute myeloid leukemia (AML) can be 
malignancy-related or drug-related. FMS-like tyrosine kinase 3 (FLT3), which regulates the differentiation of myeloid 
progenitors, is mutated in nearly 1/3 of AML. An internal tandem duplication (ITD) mutation, which causes higher relapse 
rates, is present in 70% of FLT3-AML patients; the remainder have a mutation in tyrosine kinase domain (TKD). The 
prognostic significance of FLT3-TKD mutations in AML is likely similar to wild-type FLT3 and better than FLT3-ITD 
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mutations.  
 
FLT3 inhibition in FLT3-mutated AML may cause terminal differentiation syndrome of FLT3-mutated myeloid blasts to 
neutrophils, and may relate similarly to ND from all-trans-retinoic acid for the treatment of acute promyelocytic leukemia. 
Prior literature of FLT3-inhibitor ND have been reported in FLT3-ITD mutations. To our knowledge, a ND secondary to 
FLT3 inhibition with a FLT3-TKD mutation has not been reported. 
 
A 50-year-old woman with FLT3-TKD AML was started on standard 7+3 induction. Midostaurin, a FLT3 inhibitor approved 
in 2017 for newly-diagnosed AML, was then initiated for 14 days. Three days prior to completing midostaurin, she 
developed fevers with pink, mildly painful, edematous-appearing papules and plaques. The rash continued to generalize in 
distribution and turned a dusky red. A biopsy performed on her last day of midostaurin revealed prominent perivascular 
neutrophilic infiltration with few ‘monocytoid’ appearing cells, which was consistent with a ND. When her biopsy result 
returned 2 days later, the patient’s fevers had stopped and her rash was resolving. 
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Cutaneous T-cell lymphoma transformation into cutaneous gamma-delta T-cell 
lymphoma with associated metastatic disease 
 

We present a rare case of a 57-year-old African American man with a longstanding history of patch stage cutaneous T-cell 
lymphoma that underwent transformation into cutaneous gamma-delta T-cell lymphoma with associated metastatic 
disease. 
 
He was diagnosed eleven years prior via skin biopsy and was initially managed on topical class I corticosteroids and 
narrowband UVB phototherapy. However, he discontinued phototherapy early on due to side effects of a burning sensation 
at treated sites. His subsequent treatment course involved intermittent monotherapy with topicals. Around eleven years 
after initial diagnosis, he was noted to have developed a hard two-centimeter nodule on his right buttock. The nodule 
developed an expanding ulceration within a several-month timespan, and the patient experienced associated weight loss, 
fevers, and night sweats. 
 
A punch biopsy revealed atypical lymphocytes positive for CD3 and CD7 and negative for CD4, CD5, and CD8. There was 
a positive stain pattern for TIA-1 of the deeper dermal lymphocytes and some epidermal lymphocytes. These findings were 
consistent with a gamma-delta phenotype.  
 
PET/CT imaging of the chest, abdomen, and pelvis revealed an increase in mediastinal and hilar adenopathy and 
innumerable ground-glass nodules. A lung wedge biopsy showed findings that were histologically and 
immunophenotypically similar to that observed in his cutaneous biopsy, which confirmed metastatic disease of gamma-
delta origin. 
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Clinical and pathological correlation supported a diagnosis of mycosis fungoides transformation into cutaneous gamma-
delta T-cell lymphoma. This is a very unusual and highly aggressive variant of disease progression that can clinically 
present with deep dermal or subcutaneous ulceronecrotic plaques or nodules.(1,2,3) Our case demonstrates involvement of 
systemic lymph nodes, which is also unusual for gamma-delta phenotypes.(2,3) Appropriate immunohistochemical staining 
selections for biopsy samples, imaging, and clinical findings lead to diagnosis confirmation. 
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Microscopic Polyangiitis with Iododerma Masquerading as Cryptococcosis 
 

A 67-year-old, African-American female with a history of hypertension, coronary artery disease, atrial fibrillation, congestive 
heart failure, and type II diabetes presented to the emergency department with eye pain, photophobia, and progressive 
facial rash for the past 48 hours. Review of systems was positive for 40 lbs of unintentional weight loss in the last 3 
months. The patient’s PCP had recently obtained a chest CT, which demonstrated a new sub-centimeter lung nodule.  
 
On exam, there were multiple umbilicated papules and nodules on the face. Punch biopsy was performed. Preliminary 
histopathology was suggestive of cryptococcosis with a neutrophilic dermal infiltrate and multiple acellular bodies 
surrounded by capsule-like vacuolated spaces, which resembled the yeast forms of Cryptococcus neoformans.  
Subsequent stains including GMS, PAS, Hucker-Twort, Fite, and spirochete immunostains were negative for 
microorganisms. The presumed fungal forms were degenerated human cells, rather than evidence of cryptococcosis. A 
subsequent work-up with HIV and Cryptococcus serum antigens was negative. The patient had no risk factors or additional 
evidence of infection. 
 
Labs were notable for elevated ESR and CRP with positive RF, ANA, MPO, and pANCA serologies. Patient also had 
evidence of nephritic-range protienuria. An EMG demonstrated mononeuritis multiplex and a sural nerve biopsy showed 
lymphocytic microvasculitis. 
 
Taken together, the patient was diagnosed with iododerma in the setting of severe microscopic polyangiitis. She was 
treated with stress dose steroids and rituximab with improvement prior to discharge. Given history of hydralazine use, 
drug-induced ANCA vasculitis was suspected. Patient continues to follow-up with rheumatology with quiescent disease. 
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Unusual variant of Rosai-Dorfman 
 

An 80 year old man presented with scattered firm violaceous papules and nodules on the right hip and flank of 5 year 
duration. He complained of brief tenderness upon palpation of the lesions. Histopathology revealed a pan-dermal sheet-
like proliferation of spindle cells and a diffuse mixed infiltrate that included plasma cells, histiocytes, lymphocytes, and 
neutrophils with sclerotic areas. Notably, there were numerous S100+, CD1a- histiocytes with clusters of IgG4+ plasma 
cells ranging from >10 to >100/high power field (total IgG4+ fraction <40%). SMA, Factor 13a, desmin, PAS, AFB, Fite, 
spirochete, and Giemsa stains were negative. Tissue culture for bacteria, mycobacteria and fungi was negative. The 
combined clinical and histopathologic findings were most consistent with Rosai-Dorfman with features of IgG4 related 
disease.  
 
Rosai-Dorfman (RD) is a rare non-Langerhans cell histiocytosis that is generally self-limiting but can affect almost any 
organ. The exact cause is unknown, however, there have been reports of lesional mutations in NRAS, KRAS, MAP2K1, 
and ARAF along with possible associations including lymphomas, systemic lupus, and IgG4 related diseases. The 
sclerosis seen on histopathology in this case raised the question of associated IgG4 disease. Some proposed diagnostic 
criteria include: >10 IgG4+ plasma cells/high power field, IgG4+ plasma cell ratio > 40%, or a combination of serum IgG4 < 
135 mg/dL with more than 40% IgG4+ and >10 IgG4+ plasma cells/high power field. More research needs to be done to 
further elucidate this unusual variant of Rosai-Dorfman to determine more definitive diagnostic criteria and treatment 
options. 
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Cutaneous Rosai-Dorfman disease 
 

A 29-year-old man with history of ulcerative colitis diagnosed one-year prior on prednisone 40mg and adalimumab 
presented to clinic with a six-month history of a nodule on his right dorsal forearm. The nodule appeared around the time 
he was started on adalimumab, was tender to the touch and occasionally pruritic. On physical exam there was a solitary 
pink-red dome shaped 1cm nodule with central erosion. An excisional biopsy was performed which showed a well-
circumscribed dense dermal infiltrate of histiocytes and mixed inflammatory cells; histiocytes exhibited emperipolesis and 
stained positively for S100, CD68 and CD163 and negatively for CD1a. No lymphadenopathy was appreciated on exam 
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and there was no evidence of systemic disease on CT imaging. Based on clinical presentation, histopathology and imaging 
studies, he was diagnosed with single-site, cutaneous Rosai-Dorfman disease (C-RDD). Rosai-Dorfman disease is a 
benign disorder of histiocyte proliferation of unknown etiology. In about 10% of cases it presents in association with 
immunologic disease although it is not known to be reported in association with ulcerative colitis. The systemic form of the 
disease generally affects children and young adults and presents with painless, massive cervical lymphadenopathy and 
systemic symptoms with or without other organ involvement. Purely C-RDD is rare and has a wide range of clinical 
manifestations and presents more commonly in middle-aged women. Treatment of C-RDD can include excision or 
observation as 20-50% with nodal and/or cutaneous disease have spontaneous resolution. 
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A 45 year old woman with a growing painful subungual tumor 
 

A 45 year old woman presented to the emergency department for evaluation of a lesion under her left thumbnail. This 
lesion had been slowly growing for many months but had lately become intolerably painful. 
 
On exam, the L1 finger had a firm, markedly tender, 6mm crusted pink subungual papule at the junction of the nail bed and 
hyponychium. X-ray of the digit revealed a radiolucent area of the distal phalanx underlying the tumor. MRI did not reveal 
frank osteomyelitis but was unable to further characterize the tumor. 
 
Biopsy of the lesion revealed an endophytic lesion comprised of eosinophilic, enlarged, dyskeratotic keratinocytes, 
consistent with a diagnosis of a subungual keratoacanthoma. This is histologically indistinguishable from the subungual 
tumors of incontinentia pigmenti, but the patient had no other findings to suggest this as an alternative diagnosis. 
 
The tumor was treated with Mohs surgery and cleared after 2 stages with the defect extending to the periosteum but not 
into bone. The defect was repaired with a full thickness skin graft. At 1 month follow up, the graft was fully healed with 
preservation of the digit and nail plate. The patient’s pain had completely resolved with full restoration of function. 
 
A key hallmark of subungual keratoacanthomas is local bone resorption without malignant bone invasion, possibly due to 
the pressure exerted by the growing tumor. It is essential to distinguish subungual keratoacanthoma from bone-invasive 
squamous cell carcinoma, as its treatment is substantially less morbid. Imaging findings can be helpful in guiding 
evaluation, but the diagnosis must be definitively rendered by combination of clinical and histopathologic findings. 
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A Diagnosis of Pediatric Spitz Melanoma That Defied Consensus Among Experts 
 

A 9-year-old girl presented with a growing rough papule of the left lower leg. Initially presumed to be a wart, the lesion 
failed to improve with three months of salicylic acid and cryotherapy, before biopsy of the 8 mm papule was pursued.  
Histopathology demonstrated a severely atypical compound spitzoid melanocytic proliferation with ulceration which was 
transected containing >30 mitoses/mm2, a Breslow depth of at least 3.8 mm (Clark’s level IV), adnexal extension and deep 
margin involvement. Immunohistochemical staining showed retained p16 and BAP1, and FISH testing showed clonal copy 
number gains in 6p25 in greater than 50% of enumerated cells.  
 
Pathology was reviewed by five major institutions, including two international experts on Spitz melanoma. Of the five 
reports, three classified the lesion as Spitz melanoma and two as indeterminate, with one of the latter two reports formally 
recommending lymph node biopsy. The patient underwent wide local excision and sentinel lymph node biopsy of which 
both lymph nodes sampled were positive. A subsequent PET-CT initially indicated increased uptake in a suspicious left 
external iliac lymph node, but needle biopsy was negative, and follow-up imaging at one year indicated uptake returned to 
physiologic levels. 
 
The diagnostic delineation within the spectrum of Spitz melanoma, atypical Spitz tumor, and Spitz nevus is often 
challenging, and can introduce disagreement even amongst experts. Ancillary testing can be helpful in cases of discrepant 
reports, and further research is needed to better inform the utilization of such testing in patients with disputed diagnoses. 
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Carcinoma Erysipeloides from Adenocarcinoma of the Esophagus 
 

A 55-year-old male with history of metastatic adenocarcinoma of the esophagus status post chemotherapy was admitted 
for lower extremity weakness and rash. The patient relayed a one-month history of a localized plaque on the right upper 
chest which subsequently expanded. The patient was hospitalized two weeks prior, at which time the erythema was 
thought to be due to cellulitis. As a result, the patient’s port was removed from the right upper chest, and he was given 
clindamycin. The patient reported itching of the skin, but no pain. There was no preceding history of radiation or trauma of 
the right shoulder or chest.  
 
Physical examination revealed a blanching erythematous to violaceous indurated plaque on the right upper chest, right 
shoulder, and right flank extending to the right thigh. A red, firm, smooth nodule was noted on the right upper chest. Two 



| 81 | AMERICAN ACADEMY OF DERMATOLOGY 

 

 

4mm punch biopsies were performed on the right chest and right shoulder, which showed sheets of atypical epithelioid 
cells with overt nuclear atypia and high-grade features as well as focal ductal differentiation. The diagnosis was consistent 
with carcinoma erysipeloides.  
 
Carcinoma erysipeloides is a rare presentation of cutaneous metastasis most frequently associated with breast cancer, but 
also uncommonly seen in other cancers.1 The pathogenesis is thought to be due to neoplastic cells obstructing the 
superficial and deep dermal lymphatics, leading to this inflammatory morphology.1 To date, only one other case of 
carcinoma erysipeloides due to esophageal carcinoma has been reported,2 demonstrating this unusual and likely under-
recognized manifestation of metastasis. 
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Puzzling Pathergy: A Case of Unilateral Subcorneal Pustular Dermatosis 
 

A 61 year old male with a history of well controlled subcorneal pustular dermatosis (SPD) on dapsone was hostpitalized for 
a left trimalleolar ankle fracture and underwent external fixation. Several days after admission, he developed numerous 
flaccid, fragile 2mm to 8mm pustules on the left lower extremity where his injury was, with only 4 to 5 pustules noted on the 
right lower extremity and a few grouped on the left abdomen and right flank. Of note, the patient had discontinued his 
dapsone one week prior to admission. SPD is a rare neutrophilic disease characterized by sterile superficial pus filled 
vesicles and bullae most often on the trunk and extremities. Interestingly, his recurrence was predominantly in the area of 
his injury, suggesting pathergy as one would expect with other neutrophilic dermatoses. There has only been one other 
case of pathergy associated with SPD reported in the literature, specifically a patient with Crohn’s disease who developed 
pustules around an unhealed incisional wound. Though the pathogenesis of SPD is not fully understood, if in fact SPD can 
be induced by pathergy, it gives insight into the which inflammatory mediators may be responsible, particularly neutrophil 
related cytokines such as interleukin (IL) 1, IL 6 and tumor necrosis factor-a, and highlights the potential for systemic 
associations given our understanding of other pathergy associated conditions. 
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Successful treatment of recalcitrant plaques and tumors in Cutaneous T Cell 
Lymphoma with combination intralesional 5-fluorouracil and topical imiquimod: a 
series of 8 patients 
 

Cutaneous T-cell lymphoma (CTCL) is generally regarded as an indolent form of cancer with treatments targeting 
management of symptoms and slowing progression rather than cure. While the majority of patients never develop 
extracutaneous disease, progression beyond the skin within 20 years of diagnosis can be up to 40%, depending on stage.6 
Cutaneous lesions manifest as patches, plaques and tumors and the morphology and distribution of lesions largely drives 
treatment selection. Many patients experience a partial response to therapy and present with low density recalcitrant 
plaques and tumors.   

 
Regarding the use of topical 5% imiquimod for recalcitrant plaques, there are several case series, ranging from one to six 
patients, demonstrating complete response rates ranging from 50-100% depending on study.1-5,7-11 Despite the well 
documented efficacy of intralesional 5-fluorouracil in nonmelanoma skin cancer, there are no reports of intralesional 5-
fluorouracil as a treatment for CTCL.   

 
We present a case series of 8 patients with CTCL with recalcitrant thick plaques and tumors treated with combination 
intralesional 5-fluorouracil and topical imiquimod. A broad range of disease stages and phenotypes, including post-stem 
cell transplant recurrence and large cell transformed lesions were represented. Patients received between 1-5 injections 2 
weeks apart of 5-fluorouracil with concomitant topical 5% imiquimod daily for a duration of 2 weeks to 3 months. Seven 
patients have achieved a complete response in index lesions, and one has had a good partial response after initial 
treatment with follow-up pending. This novel combination treatment is relatively inexpensive, well tolerated, and effective, 
warranting additional investigation. 
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A case of epithelioid angiosarcoma, a rare and unique morphologic variant of 
angiosarcoma 
 

Angiosarcoma is an aggressive vascular malignancy typically described on the head and neck of elderly patients, after 
radiotherapy, and in association with lymphedema. Epithelioid angiosarcoma (EAS) is a distinct subtype of angiosarcoma 
that occurs in deep soft tissues, but can occur as visceral or primary cutaneous lesions. Although limited, reports suggest 
that primary cutaneous angiosarcoma arising outside conventional settings tends to be epithelioid and may portend poor 
prognosis. A 43-year-old man without a history of prior radiation or lymphedema presented with a painful enlarging mass 
on the forearm. On exam, there was a 4 cm ulcerated nodule overlying the antecubital fossa. CT scan showed a 
hypodense mass in the superficial soft tissues, not arising from muscle. On histopathology, there were sheets of atypical 
epithelioid cells filling the dermis and extending to the subcutis. Lesional cells stained with CD31 and CAM5.2. Ki67 
staining was present in about 40% of the cells. The immunoprofile confirmed the diagnosis of EAS. He underwent surgical 
resection, taxane chemotherapy and radiation, and has remained disease-free after 10 months. EAS is characterized by 
sheets of epithelioid endothelial cells with abundant eosinophilic cytoplasms. Cells stain with vascular markers, with CD31 
most sensitive. EAS can mimic other epithelioid neoplasms that occur more commonly in the skin, such as melanoma, 
necessitating complete immunohistochemical profiling. Although several series suggest that EAS has 3-year mortality rates 
exceeding 55%, the rarity of reports limits definitive prognostication. Knowledge of the clinicopathologic and 
immunohistochemical features of this rare cutaneous tumor can help avoid diagnostic pitfalls. 
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A refractory hand cellulitis in an immunocompromised woman 
 

A 72-year-old Caucasian woman with rheumatoid arthritis on chronic immunosuppression with tofacitinib and prednisone 
was admitted to the hospital for right hand swelling. The swelling and pain began 8 weeks ago, and had been 
progressively worsening. Prior to hospitalization, she was treated with a 10-day course of cephalexin for suspected 
cellulitis, which did not improve the swelling. Several pustules developed over the dorsum of the hand, which revealed no 
bacterial growth after culture. Upon admission, she was started on vancomycin without any improvement. On examination, 
the right dorsal hand had a well-defined erythematous plaque extending from dorsal wrist to the PIP joints. Several 
pustules were noted. The chronicity of the symptoms, as well as the refractory nature despite antibacterial treatment raised 
the concern for atypical or opportunistic infection. 4mm punch biopsies of the hand were performed, which initially revealed 
dermal inflammation and fibroplasia with no visible microorganisms. Her antibiotic regimen was switched to linezolid while 
awaiting bacterial tissue cultures, which revealed no growth. She was initially discharged on no antimicrobial therapy; 
however, fungal tissue culture later revealed Mycobacterium chelonae, and patient was readmitted for targeted treatment. 



| | 2020 AAD ABSTRACTS • GROSS & MICROSCOPIC 84 

 

 

The patient was started on oral azithromycin, oral linezolid, and IV tigecycline. The patient’s hand swelling and erythema 
began to improve, and she was ultimately discharged on a two-month course of this regimen. We present this case to urge 
Dermatologists to consider atypical Mycobacteria infections when forming their differential diagnoses, especially in the 
setting of refractory, chronic skin and soft tissue infections in the immunocompromised patient population.(1,2,3) Early tissue 
culture to confirm the diagnosis is key in initiation of appropriate antimicrobials. 
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Eosinophilic fasciitis in an auto repair mechanic with prior exposure to organic 
solvents 
 

Patient History: A 19-year-old male auto mechanic with a past medical history of hypertension and obesity presented with 
an eight-month history of pain and stiffness of the hands, forearms, and legs. His occupational exposure included 
trimethylbenzene, benzene, naphthane, toluene, and xylene, some of which are chemical solvents. Dermatological 
examination revealed tightening of the skin and subcutaneous tissue from his elbows to fingers, and knees to feet 
bilaterally. Musculoskeletal examination revealed limited range of motion of the upper and lower extremities. Distal forearm 
musculature was extremely taut. MRI of the upper extremities was significant for diffuse fascial thickening and edema 
bilaterally. 
 
Biopsy: Deep excisional biopsy including fascia of the left forearm demonstrated subcutaneous fibrosis with perivascular 
and interstitial inflammation with lymphocytes and plasma cells spilling into sclerosed fascia with focal fibrinoid necrosis. 
Eosinophils were not identified. 
 
Laboratory Data: Labs were significant for an absolute eosinophil count of 1.09x10^9/L (reference range: 0-0.2x10^9/L). 
Complete blood count and erythrocyte sedimentation rates were normal. Rheumatoid factor, antinuclear antibody, and 
cyclic citrullinated peptide antibody were negative.  
 
Diagnosis: Eosinophilic fasciitis (EF).  
 
Treatment: Treatment included pulsed intravenous methylprednisolone, daily prednisone, weekly methotrexate, and 
exposure avoidance. At four week follow up, he reported decreased pain and increased range of motion. 
 
Discussion: EF is a fibrosing disorder that may mimic or overlap with localized scleroderma. EF is most commonly 
triggered by strenuous exercise, but some cases of fibrosing disorders have been linked to organic solvents and other 
chemicals. Thus, it is essential to gather a careful history of potential exposures. 
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A pigmented neurofibroma mimicking a giant congenital melanocytic nevus in a 
3-year-old female 
 

A 3 year-old female with genetically confirmed Neurofibromatosis type 1 (NF-1) presented for evaluation of a darkening, 
hairy, brown patch over her back. It was not congenital, but exact onset was unknown.  
 
On exam, she had a large brown hypertrichotic patch with uniform pigment on dermoscopy over her lumbosacral back and 
buttocks. Within the patch were several uniform brown macules with globular pigment on dermoscopy, as well as a single 
firm pink papule. Over twenty café-au-lait macules were noted on her trunk and extremities. The differential diagnosis of 
the lumbosacral lesion included a giant melanocytic nevus, a plexiform neurofibroma, or a combination thereof (1).  
 
MRI of the brain and spine showed optic and brainstem gliomas, a thoracic plexiform neurofibroma, and small 
neurofibromas at the right S1 and S2 neural foramina.  
 
Pathology of both the pink papule and encompassing brown patch showed dermal and subcutaneous proliferation of 
spindled mononuclear cells and scattered mast cells within a myxomatous stroma. These stained diffusely for SOX-10 and 
S100. Several pigmented dendritic cells were noted in the upper dermis. Melan-A highlighted a minority of scattered 
spindled cells.  
 
A diagnosis of pigmented (melanocytic) neurofibroma was made, a rare entity that accounts for less than 1% of all 
neurofibromas and may present with hypertrichosis (2).  It is important to establish this diagnosis and rule out giant 
congenital melanocytic nevi, which can occur more frequently in the setting of NF-1 and lead to increased risk of malignant 
melanoma (3,4,5). No treatment was necessary for the patient’s pigmented neurofibroma. 

 

References: 

1. Silfen R, Skoll PJ, Hudson DA. Congenital giant hairy nevi and neurofibromatosis: the significance of their common 
origin. Plast Reconstr Surg. 2002 Oct;110(5):1364-5. 

2. Fetsch JF, Michal M, Miettinen M. Pigmented (melanotic) neurofibroma: a clinicopathologic and immunohistochemical 
analysis of 19 lesions from 17 patients. Am J Surg Pathol 2000; 24: 331-43. 

3. Friedrich RE, Hagel C. Pigmented (melanotic) diffuse neurofibroma of the back in neurofibromatosis type 1. GMS 
Interdiscip Plast Reconstr Surg DGPW 2018; 7: Doc 04. 

4. Bin Amer Y, Al-Khenaizan S. Fatal malignant melanoma in a child with neurofibromatosis type 1. Int J Dermatol 2007; 
46: 967-70. 

5. Schaffer JV1, Chang MW, Kovich OI, Kamino H, Orlow SJ. Pigmented plexiform neurofibroma: Distinction from a large 
congenital melanocytic nevus. J Am Acad Dermatol. 2007 May;56(5):862-8. Epub 2007 Feb 5. 

 

Primary Author(s): 



| | 2020 AAD ABSTRACTS • GROSS & MICROSCOPIC 86 

 

 

Rachel Dunlap, Oregon Health & Science University 

 

Co-Author(s): 

Alison Small, Oregon Health and Science University; Kevin White, Oregon Health & Science University 

 

Unusual umbilicated papules: Langerhans cell histiocytosis masquerading as 
molluscum contagiosum in an adult 
 

A 20-year-old male presented with two years of asymptomatic umbilicated papules on the face, neck, chest, and back. 
Each lesion persisted for 2-4 weeks before spontaneously regressing. Some lesions healed with scarring. Clinical concern 
was raised for molluscum contagiosum and a biopsy was preformed of a lesion on the neck. Pathology revealed 
proliferation of cells in the papillary dermis that stained positive with S100, CD1a, and Langerin (CD207). He was 
diagnosed with Langerhans Cell histiocytosis (LCH) and referred to hematology-oncology. CT scan of the chest, abdomen, 
and pelvis was normal. Standard laboratory tests were unremarkable. He was diagnosed with skin-limited LCH and treated 
with topical steroids. 

 
LCH is a rare disorder characterized by clonal proliferation of immature myeloid precursor cells in one or more organs. 
LCH is most common in pediatric patients with peak incidence at 0 to 3 years.1 LCH most commonly affects the bone, skin, 
pituitary, liver, spleen. Multisystem LCH portrays up to a 20% mortality rate.1 Cutaneous lesions occur in approximately 
40% of patients with LCH and are often a part of multisystem disease.1 Isolated cutaneous involvement is only seen in 2% 
of cases of LCH.1 The morphology of cutaneous lesions in LCH is extremely variable. LCH cutaneous lesions mimicking 
molluscum have been reported in case reports in the literature.2,3,4 While pseudo-molluscum presentations of Langerhans 
cell histiocytosis are rare, inclusion of LCH in the differential for umbilicated papules is critical to the timely diagnosis and 
management of LCH. 
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A differential diagnosis for the congenital midline mass: striated muscle 
hamartoma 
 

Patient history: A 5-day old black male full-term neonate born via vacuum-assisted delivery for non-reassuring fetal heart 
rate presented with congenital presentation of two asymptomatic midline lesions. On the midline submental chin there was 
a soft, brown dome-shaped plaque measuring 0.8-centimeters with a circumferential ring of light brown pigmentation; on 
the midline upper chest there was a light brown 2-millimeter dome-shaped papule. There was no history of seizures, 
ophthalmologic findings, abnormalities in head circumference, height, weight or limb size. Newborn screening examination 
was unremarkable.  

 
Biopsies: Punch biopsies of the submental chin and the midline upper chest revealed haphazardly arranged striated 
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muscle fibers in the dermis, some of which inserted directly into the epidermis. The muscle fibers were highlighted by 
Masson’s trichrome and myogenin. Alcian blue revealed increased dermal mucin.  
 

Laboratory data: Ultrasound of the submental chin lesion revealed a 0.5 x 0.8 x 0.4-centimeter heterogeneously 
hypoechoic structure with a peripheral soft tissue rind. 

 
Diagnosis: Striated muscle hamartoma (SMH) 

Treatment: Punch biopsy of the SMH on the midline upper chest was both diagnostic and excisional. Conservative 
management with clinical monitoring for the remaining SMH on the midline submental chin was preferred by the parents as 
recurrence after excision and spontaneous resolution has been reported. 
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Being KIND with appropriate monitoring of Kindler patients: a representative 
case 
 

Kindler syndrome (KS) is a very rare, autosomal recessive subtype of epidermolysis bullosa (EB) characterized by trauma-
induced blisters, progressive poikiloderma, variable photosensitivity, cutaneous atrophy, dyspigmentation and skin fragility 
and a propensity for cutaneous malignancies.1,2 We present a case of a 32-year-old female with a history of epidermolysis 
bullosa simplex diagnosed shortly after birth. As a child, she had a propensity to develop blisters secondary to even minor 
trauma. This was consistent throughout her childhood but decreased as she entered adulthood. From her adolescent years 
to present, her major symptoms included photosensitivity, skin atrophy, poikiloderma, and ectropion. On genetic testing, 
she was found to have a FERMT1 mutation. Kindler syndrome is difficult to diagnose at birth because of the overlap with 
other types of EB. The differential diagnosis for KS includes other inherited mechanobullous blistering disorders, Weary-
Kindler syndrome, and congenital poikilodermas. Clinical findings can be suggestive of KS, but identification of loss-of-
function mutations in the FERMT1 gene by gene sequencing confirms the diagnosis.3,4 With the identification of kindlin-1 
as a target protein in KS, labeling with anti-kindlin-1 antibody represents a new and useful diagnostic test when suspecting 
KS.2,3 Management is largely symptomatic. We present this case to highlight this rare disorder that should be considered in 
patients presenting with similar characteristics. It is important to have this on your differential due to the increased risk of 
cutaneous malignancies and morbidities associated. 
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Pigmented epithelioid melancytoma in a patient with Costello Syndrome 
 

A 17 year-old-male with Costello syndrome presented to the dermatology clinic with a 6-month history of a slow growing 
painful lesion on his lateral right ankle. The lesion was a 1cm verrucous brown nodule. There was no inguinal 
lymphadenopathy. A shave biopsy was performed which demonstrated proliferation of epithelioid and spindle-shaped 
melanocytes in the dermis without an apparent junctional component. The melanocytes appeared bland and homogenous 
with granulated melanin within and surrounding the cells. No mitotic figures were noted in the biopsied section and a 
reactive verrucous and pigmented epidermal surface was appreciated. The patient was diagnosed with a pigmented 
epithelioid melanocytoma (PEM), an intermediate-grade tumor with a predilection for young adults.1 Although, PEM is 
notorious for regional lymph node involvement, distant metastasis is rare, and a case series of 26 patients indicated 100% 
disease free 5-year-survival rate.2,3  

 
Costello syndrome (CS) is a rare genetic syndrome caused by activating germline mutations in HRAS. Children with CS 
have numerous nevi as part of their phenotype,4 however PEM has never been reported. Furthermore, PEM has been 
associated with mutations in PRKCA, GNAQ, MAP2K1, BRAF, and NF.1 Given the rarity of this tumor and the uncertain 
biologic behavior, the patient’s case was presented at tumor board and a complete excision and sentinel-lymph node 
biopsy was recommended. Currently, genetic testing of the patient’s PEM is pending, thus we are uncertain whether the 
PEM is a coincidental occurrence with CS or whether this is a genetic variant of PEM in association with CS. 
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Linear IgA Bullous Dermatosis Mimicking Stevens-Johnson Syndrome 
 

Background: There are few reported cases of Linear IgA Bullous Dermatosis (LABD) mimicking Steven Johnson 
Syndrome/Toxic Epidermal Necrolysis (SJS/TEN) in the literature. The classic presentation of the disease is annular 
plaques and papules with blistering around the edges. However, the presentation of LABD varies greatly among patients. 
LABD may also mimic other diseases, such as bullous pemphigoid, pemphigus vulgaris, dermatitis herpetiformis, erythema 
multiforme, or SJS/TEN.  
 
Observation: A 66-year-old woman presented to our hospital one day after she had developed erosions on her skin and in 
her mouth. Due to concern for SJS/TEN, the patient was admitted to the burn unit and was started on methylprednisolone 
40 mg IV every eight hours. On day four of the hospital admission, the primary team consulted dermatology. The patient 
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had large patches of denuded skin in the axillae, inframammary area, and inguinal folds. Two punch biopsies were taken 
from the left axilla, one for histopathology and one for direct immunofluorescence. Biopsy results showed a pauci-
inflammatory sub-epidermal blister. Direct immunofluorescence showed prominent (4+) linear IgA staining at the dermo-
epidermal junction, which confirmed the diagnosis of LABD. The patient’s records revealed she had received one dose of 
vancomycin ten days prior to the initial eruption of the erosions. The patient was started on dapsone 100 mg daily. After 
two weeks of dapsone treatment, significant improvement of the lesions was observed.  
 
Key Message: The objective of this report is to promote the importance of considering LABD in the differential diagnosis of 
suspected cases of SJS/TEN. It is crucial that providers perform a biopsy with direct immunofluorescence analysis to 
confirm the correct diagnosis, especially since it may impact management. 
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Mycosis fungoides palmaris et plantaris, a clinical challenge 
 

A 63 year-old man presented to the emergency department for a one-year history of pruritic, painful, pustular plaques that 
began acrally and then extended to the arms and legs. Two prior skin biopsies showed impetiginized eczematous 
dermatitis and psoriasis, respectively. He was treated in the Dominican Republic with intramuscular corticosteroids, 
methotrexate, and cyclosporine of unknown dose or duration without improvement. Examination revealed erythematous 
plaques with overlying yellow scale-crust on the palms, soles, dorsal hands, dorsal feet, and lower extremities as well as 
erythematous plaques with pinpoint pustules circumferentially on the left 4th finger and right 2nd toe associated with 
yellowing and hyperkeratosis of all nails. Labs were unremarkable and x-rays of the hands were negative for arthritis. He 
was treated empirically with intravenous antibiotics and systemic corticosteroids. Biopsy demonstrated a tumefactive 
atypical epitheliotropic CD4 positive, CD7 negative T-cell lymphocytic infiltrate with focal adnexal involvement consistent 
with tumor-stage mycosis fungoides without large cell transformation. T-cell gene rearrangement studies are pending. The 
patient was diagnosed with clinical stage IIB (T3N0M0B0) mycosis fungoides after whole body PET-CT scan and 
peripheral blood flow studies were performed. He is currently being treated with steroid taper and weekly methotrexate by 
oncology.  



| | 2020 AAD ABSTRACTS • GROSS & MICROSCOPIC 90 

 

 

 
Mycosis fungoides palmaris et plantaris (MFPP) is a rare variant of cutaneous T-cell lymphoma that is primarily localized to 
the palms and soles. The morphology is diverse and can mimic benign dermatoses such as palmoplantar pustulosis, 
dyshidrotic eczema, and keratoderma. This case highlights the importance of considering MFPP when presented with a 
recalcitrant palmoplantar dermatosis. 
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Cutaneous Gnathostomiasis Presenting as a Cyst 
 

A 60-year-old Vietnamese man with a history of diabetes and unexplained transaminitis for several years presented with a 
six month history of a pruritic nodule on the left flank. He frequently travels to Vietnam and regularly consumes sushi.  
Review of systems indicated recent onset of headaches. Physical exam revealed a firm, mobile subcutaneous nodule 
measuring 10 x 14 mm on the left flank, in addition to several smaller firm subcutaneous nodules scattered on the trunk.  
The lesion was conservatively excised. Histology revealed a parasite deep in the dermis with a head bulb covered in 
transverse rows of hooklet spines, an undulating cuticular layer, and intestinal and esophageal parts suspicious for 
gnathostoma larva. The parasite was accompanied by a granulomatous mixed inflammatory infiltrate, with eosinophils and 
neutrophils. The parasite was confirmed to be gnathostoma via morphologic analysis by the CDC. MRI imaging revealed 
no brain lesions. The patient was treated with oral albendazole. 
 
Gnathostomiasis is a parasitic infection associated with the ingestion of undercooked freshwater fish or certain types of 
animal meat. It is endemic to Southeast Asia but can be found in other parts of the world. Infection in the human host starts 
with ingestion of the parasite, with subsequent migration of the nematode to other organs including the skin, eyes and 
brain. Diagnosis is confirmatory with a skin biopsy if the elusive larva can be captured on histology, but larva may be 
absent given its migratory nature. Treatment consists of an oral anti-parasitic agent, such as albendazole or ivermectin. 
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Crospovidone Induced Vasculopathy of the Skin 
 

A 46-year-old man with history of hepatitis C presented with four days of tender left hand edema. On exam, violaceous 
macules and patches were appreciated on the left thenar eminence including the first and second digits. The asymmetric 
distribution along the distal radial artery was noted, raising concern for a thromboembolic etiology: the patient subsequently 
endorsed a history of IV drug use. Laboratory workup demonstrated negative rheumatoid factor, cryoglobulins and blood 
cultures. The patient underwent extensive consultation including infectious disease, general surgery and plastic surgery, all 
before biopsy demonstrated intravascular basophilic non-birefringent material within the vascular lumen of the deep dermis 
consistent with crospovidone.  
 
Opioid abuse continues to rise with over 4 million cases of non-medical use of prescriptions every year1. This case 
represents acute vasculopathy secondary to intra-arterial crushed opioid tablet injection, causing foreign body 
thromboembolism with crospovidine mimicking other forms of microvascular occlusion. Crospovidone is an insoluble 
disintegrant commonly found in pharmaceutical tablets. When introduced intravenously, the excipient’s cross-linked 
structure causes immediate absorption of surrounding fluid resulting in destruction of arterial wall and thrombosis. 
Crospovidone has been reported to cause angiothrombosis in lungs2 and found incidentally in gastrointestinal tract 
biopsies3, but to our knowledge is an unrecognized cause of vasculopathy of the skin. This unique case highlights the 
integral role of the dermatologist in recognizing the cutaneous manifestations of illicit substance abuse which not only 
provided an accurate diagnosis but directed the patient to appropriate therapy, sparing unnecessary procedures and 
avoiding further health care expenses. 
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A Case of Calciphylaxis Treated with Intralesional Sodium Thiosulfate 
 

A 56-year-old man with a history of recent liver and kidney transplants presented to our clinic for management of 
calciphylaxis. Previous treatment included debridement and IV sodium thiosulfate, but the course of treatment was not 
completed due to pain with infusions. On physical exam, there was an irregularly shaped ulcer with a craggy pink base and 
smooth violaceous to light purple border and associated fibrinous material over medial surface of the right leg measuring 
11.1 x 10.0 x 5.1 cm  Due to the pain the patient experienced while receiving IV sodium thiosulfate, treatment was started 
with intralesional sodium thiosulfate to the periphery of the ulcer on a weekly and then biweekly basis. Over 5 months, the 
ulcer dramatically decreased in size.  Calciphylaxis is a condition defined by calcium deposition in the media of small blood 
vessels resulting in downstream ischemic necrosis. Patients with end-stage renal disease and diabetes have the highest 
risk. Classically, this condition has been attributed to altered calcium metabolism and secondary hyperparathyroidism. 
Signs and symptoms begin with simple induration or retiform purpura that progresses to tissue necrosis. Treatment options 
are few. Abnormalities in serum calcium or phosphorous should be addressed. Intravenous sodium thiosulfate has been 
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successful in case reports. There are few case series of patients treated with intralesional sodium thiosulfate. Doses range 
from 1 to 20 ml once to three times weekly with some patients treated for up to 10 months. Results of these case reports 
are promising, though further research is needed. 
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Diffuse cutaneous acanthamoebiasis in an immunodeficient patient 
 

A 24-year-old Caucasian male with a history of immunodeficiency associated with an IL- 2 mutation and characterized by a 
IgG subclass 2 deficit, elevated IgM, and absolute lymphopenia was admitted for syncope. Two days prior, he developed 
scattered 0.5- 1.0 cm erythematous, indurated pseudovesicles and pustules on his face, trunk, and extremities. 
Examination revealed erythematous, indurated plaques with superficial ulcerations on bilateral lower extremities and 
reticulate hyperpigmentation and erythema on the trunk and proximal extremities. 
 
Biopsy of a representative lesion on the abdomen revealed a dermal infiltrate of amebic organisms in both cyst and 
trophozoite forms, with neutrophilic inflammation. GMS and PAS- F marked the cyst walls. Bacterial, fungal, mycobacterial, 
and viral tissue cultures were negative. Tissue sections demonstrated positive indirect immunofluorescence for 
acanthamoeba spp. Acanthamoeba CSF- PCR was negative. 
 
A diagnosis of cutaneous acanthamoebiasis was made. Acanthamoeba are ubiquitous, largely opportunistic organisms 
that exist in stable cyst and infective trophozoite forms.[1] Clinical manifestations include blinding keratitis and fatal 
granulomatous amoebic encephalitis (GAE).[1] Cutaneous involvement is rarely reported and includes papules, pustules, 
nodules, and ulcers.[2-5] Importantly, cutaneous findings can predate CNS disease.[1-3] Diagnosis via H&E is often 
challenging, and multi-drug therapy is employed but often futile. 
 
Over the next 48 hours, our patient’s neurologic status rapidly deteriorated despite miltefosine, voriconazole, Bactrim, 
azithromycin, and topical chlorhexidine and ketoconazole. MRI could not rule out GAE, but biopsy was deferred. The 
patient died shortly after diagnosis. Autopsy revealed disseminated acanthamoeba infection involving the skin, lungs and 
brain. 
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Subcutaneous panniculitis-like T-cell lymphoma presenting with hemophagocytic 
syndrome, parotitis, and nodal involvement 
 

A 59-year-old man with systemic lupus erythematosus (SLE), diagnosed 15 years prior based on skin biopsy of a 
photosensitive rash on his back and positive autoantibodies, presented with six weeks of fever, weight loss, dizziness, 
bilateral parotid enlargement, and dyspnea on exertion. He was initially hospitalized with concerns for lupus enteritis and 
received methylprednisolone, though biopsies were ultimately negative. After discharge, he continued to have fevers and 
developed an asymptomatic rash that started on his legs and spread to his trunk and arms.  
 
On exam, there were smooth, pink-red indurated papules on the dorsal arms, thighs, and shins, and blanching erythema 
on the trunk. Notable labs included pancytopenia, ferritin 12,053 ug/L, triglycerides 226 mg/dl, elevated liver enzymes, 
elevated soluble IL-2 receptor, and unremarkable rheumatologic and infectious workup. Deep skin biopsy showed lobular 
panniculitis with adipocyte spaces rimmed by atypical lymphocytes with a CD3+, CD8+, CD2+, perforin+ 
immunophenotype with dim expression of CD5 and T-cell receptor (TCR) beta chain, without TCR delta chain, consistent 
with subcutaneous panniculitis-like T-cell lymphoma (SPTCL). PET scan revealed inguinal and femoral lymph nodes 
suspicious for nodal disease, and bone marrow biopsy revealed hemophagocytosis.  
 
The patient was started on cyclophosphamide, doxorubicin, etoposide, vincristine, and prednisone. This case highlights a 
unique presentation of SPTCL with hemophagocytic syndrome, parotitis, and nodal involvement. SPTCL may be 
associated with SLE and the skin findings are often difficult to distinguish between lupus erythematosus panniculitis. 
SPTCL patients rarely develop hemophagocytic syndrome, and those that do have a poorer prognosis. 
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Subcutaneous Panniculitis Like T cell Lymphoma In Association with Lupus 
Panniculitis 
 

We present a case of a 28 year old hispanic female with a two year history of lipoatrophy and biopsy proven traumatic fat 
necrosis on right arm, who subsequently deep seated painful nodules in the same location. Biopsy confirmed lobular 
lymphocytic panniculitis. Further immunohistochemical stains were performed and demonstrated evidence of a clonal T 
cell population (CD 2+, CD 3+, CD 5+, CD 7+ T cell infiltrate with a predominance of CD8+ cells over CD4+ cells). 
Noteworthy, TCR-delta was also positive in a small percentage of lymphocytes. This constellation of findings was difficult 
to interpret as there were features of both lupus panniculitis and subcutaneous panniculitis like T cell lymphoma. TCR-
alpha/beta receptor immunohistochemistry is expected to be positive in cases of subcutaneous panniculitis like T cell 
lymphoma, however it is possible for expression to be lost. We did not favor a diagnosis of gamma-delta T cell lymphoma, 
given that there was a lack of diffuse TCR-delta and the morphology/clinical picture was inconsistent. 
 
Several cases of lobular panniculitis with overlapping histopathologic features of subcutaneous panniculitis like T cell 
lymphoma and lupus panniculitis have been reported in the literature. Clinical manifestations in these patients were similar, 
including morphologic evidence of lupus panniculitis with subcutaneous nodules healing with lipoatrophy. We suspect this 
patient developed subcutaneous panniculitis like T cell lymphoma within lesions of long standing lupus panniculitis. 
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Rapidly Growing Mycobacterial Infection Masquerading as a Keratoacanthoma—
An Often Delayed Diagnosis 
 

A 61-year-old Vietnamese female with a history of renal transplantation on immunosuppression presented with a 2-month 
history of an asymptomatic nodule on her right dorsal foot. Examination of the right dorsal foot showed a 1.5 centimeter 
exophytic erythematous-violaceous nodule with a friable appearance concerning for a keratoacanthoma.  
Shave biopsy revealed numerous fite and gram-positive bacilli compatible with mycobacterial infection with overlying 
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pseudocarcinomatous epithelial hyperplasia. GMS special stain was negative for any fungal elements. Repeat shave 
biopsy was performed for tissue culture, which was positive for Mycobacterium chelonae. X-ray of the right foot was 
negative for osteomyelitis. The patient was started on a multidrug regimen of clarithromycin plus moxifloxacin for a 4-
month course. Sensitives showed resistance to moxifloxacin and the patient was subsequently switched to Linezolid and 
continued to show clinical improvement.  

 
M. chelonae is rapidly growing mycobacterium (RGM) most commonly associated with skin, soft tissue, and 
lung infections, with the highest incidence in the Gulf Coast region of the US.1-4 Cutaneous infection is seen most 
commonly on the lower extremities and in immunocompromised patients (up to 60% of cases).5 Diagnosis is often 
delayed, with a median time between initial evaluation and diagnosis of 12 weeks.4-5 Management involves multidrug 
antibiotic treatment, and surgical therapy may be required in some cases.6-7 

 
This case emphasizes that a high index of suspicion is needed for RGM infections in patients presenting with eruptive 
nodules on the extremities, especially in patients with a history of immunosuppression, recent trauma, invasive procedures, 
or environmental exposure.4 
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Acitretin Therapy for Galli-Galli Disease 
 

A 75-year-old female presented with a 40-year history of intermittent eruptions of pruritic crusted and scaling pink papules 
that progressed to tan macules over the neck, trunk, flexor and extensor surfaces of the extremities. Flares cleared with 
topical corticosteroids. Histopathology revealed suprabasilar acantholysis, dyskeratosis, and elongated rete ridges. Direct 
DNA sequencing was negative for KRT5 mutations. Whole-exome sequencing demonstrated a heterozygous nonsense 
mutation in POGLUT1, p.Arg218*; c.652>T.[1] The same mutation was found in the patient’s symptomatic son. The 
constellation of findings supported a diagnosis of Galli-Galli Disease (GGD).  
 
Nine years later, the patient presented for follow-up after an acute, severely pruritic eruption. Exam demonstrated 
hundreds of excoriated and crusted pink to violet papules over the posterior neck, back, chest, abdomen, bilateral arms, 
and legs. Laboratory workup revealed mild eosinophilia (6.4%; 0.5 K/cu mm). Immunofluorescent staining was negative 
and lesional skin biopsy again showed suprabasilar acantholysis, dyskeratosis and lentiginous changes. The patient’s 
presentation was consistent with a severe flare of GGD. The eruption did not improve with oral and topical corticosteroids. 



| | 2020 AAD ABSTRACTS • GROSS & MICROSCOPIC 96 

 

 

She was started on acitretin. The patient’s skin improved significantly after two months, and cleared after eight months, 
with the exception of chronic pigmentary changes over the proximal bilateral upper and lower extremities, chest, and back.  
 
GGD is a rare genodermatosis that is considered an acantholytic variant of Dowling-Degos Disease.[2,3] Treatment is 
exceedingly difficult. There are no reports of successful medical treatment. We present a case of a severe flare of GGD 
that was successfully treated with acitretin. 
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Acquired Hemophilia A in the setting of Bullous Pemphigoid successfully treated 
with Rituximab 
 

A 76-year-old female presented with a new onset bullous eruption over her trunk, proximal arms, and legs that progressed 
over one month. A biopsy was performed showing a subepidermal split with numerous eosinophils and neutrophils and a 
direct immunofluorescence displayed linear IgG, C3, and fibrinogen along the basement membrane zone, consistent with 
bullous pemphigoid. She was started on prednisone, doxycycline, and niacinamide. Over the next several weeks, she 
continued to develop extensive cutaneous and oral bullae. In addition, she developed large ecchymotic patches over her 
right abdomen, right thigh, and anterior neck. Her condition continued to decline and she  experienced an episode of 
significant hematemesis. She was admitted and found to have hemoglobin of 5.8 g/dl, down from 14.1 g/dl one week prior. 
Hematology was consulted and extensive workup revealed a normal platelet count, INR, fibrinogen, D-dimer, haptoglobin, 
and prothrombin time. However, she had an elevated partial thromboplastin time (PTT) and diminished factor VIII function, 
consistent with acquired hemophilia A (AHA), which likely resulted secondary to her BP.  
 
AHA has rarely been associated with autoimmune conditions, including BP. It is hypothesized that the anti-BP180 
antibodies in BP bind to a homologous epitope on FVIII, leading to its destruction or inhibition. Reported treatments for 
AHA associated with BP include systemic steroids, azathioprine, mycophenolate mofetil, IVIg, and rituximab.  
 
Given her lack of response to prior therapies, she received two doses of rituximab, which led to resolution of her BP and 
AHA when seen in follow up three months after this therapy. 
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Borderline Lepromatous Leprosy, A Case Report and Discussion 
 

Hansen’s disease is a rare infectious disease caused by Mycobacterium leprae. Here, we report a 69-year-old male 
Caucasian rural Missourian without history of contact with armadillos who presented with a diffuse coalescing nodular rash, 
along with painful peripheral neuropathy of an indefinite time period. On exam, the lesions were palpable and 
hyperpigmented. The ulnar nerve was enlarged bilaterally at the medial epicondyle. Histopathology revealed numerous 
granulomas, globi, and Virchow cells. Fite staining demonstrated numerous acid fast organisms. Tissue PCR was positive 
for M. leprae. The findings were consistent with classical borderline lepromatous leprosy, rarely seen in the midwestern 
United States, especially in a US born and current US resident at this advanced disease state. The patient  travels to 
resorts in Mexico yearly, but does not venture off the resort. He has no knowledge of infectious contacts, both locally and 
internationally. He was started on a course of minocycline, dapsone, and levofloxacin. Leprosy occurs on a spectrum from 
lepromatous to tuberculoid, depending on the host’s immune response. After a lengthy incubation period, lepromatous 
leprosy arises due to an inappropriate Th2 T cell response to an intercellular infection, while tuberculoid leprosy is a Th1 T 
cell response. Under 200 cases are reported per year in the USA, the vast majority of which occur in immigrants. While a 
rare entity, maintaining a level of suspicion for Hansen’s disease is warranted when nodular lesions present along with 
nerve involvement. 
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Eosinophilic Granulomatosis with Polyangiitis (EGPA) with predominant skin 
manifestation: an unusual presentation 
 

64 year-old Chinese male was admitted for left ankle swelling with erythema. Discrete purpuric papules over toes, dorsum 
of foot, fingers and faint purpura over glabella were noted. One month prior, he was diagnosed with COPD and sinusitis. 
Clinically, he was non-toxic. There were no neurological, cardiac or gastrointestinal symptoms. Eosinophilia was 
6.38x109/L on admission. A clinical diagnosis of cutaneous vasculitis with possible etiology of EGPA was made. Other 
etiologies included Henoch-Schönlein purpura, other autoimmune vasculitis, septic emboli, paraneoplastic cause and 
hypereosinophilic syndrome. 
 
Biopsy of lower limbs purpuric papules showed foci of epidermal necrosis with extensive vasculitis involving capillary-sized 
blood vessels of superficial dermis. Dermal inflammation contained admixed eosinophils. Direct immunofluorescence 
showed positive C3, C1q and fibrin granular deposits within blood vessel walls.  
 
Progressive glabella vasculitic lesions and ear helix vasculitic papules were noted. Eosinophilia rose to 18.49x109/L. Blood 
cultures were clear. 2D-Echocardiography was normal. Anti-nuclear antibody was <1:80, C3 and C4 were normal. Lupus 
anticoagulant was positive. Bone marrow aspiration excluded primary hematological eosinophilic disorder. Nitrous oxide 
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measurement of lung function was significant, suggesting eosinophilic inflammation. CT scan of thorax, abdomen and 
pelvis showed no neoplasm but noted wedge-shaped hypodensities in kidneys.  
 
The Anti-Myeloperoxidase returned positive supporting the diagnosis of EGPA. Paraneoplastic vasculitis was excluded. As 
lupus anticoagulant was positive, he likely developed secondary anti-phospholipid syndrome from EGPA leading to kidney 
infarcts.  
 
The patient was commenced on systemic steroids of 60mg/day (1mg/kg/day) and warfarin, which led to rapid normalization 
of the eosinophil count. He also reported improvement of sinusitis and that skin lesions stabilized. 
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A Case of Congenital Pigmented Dermatofibrosarcoma Protuberans 
 

An otherwise healthy 18-year-old female with Fitzpatrick skin type V presented to dermatology clinic for evaluation of a skin 
lesion on her right low back. The patient and her mother noted that the lesion was present at birth and had been growing 
with her over time. However, over the past two years, it became more elevated and slightly larger in size. On examination 
of the right low back, there was an irregular 3.0 x 2.3 cm thin dark brown plaque with asymmetrical pigmentation and slight 
increased induration of the superior and lateral edges. Excisional biopsy of the lesion was performed, which revealed 
tightly packed spindled cells arranged in a storiform pattern extending through the dermis and into the subcutaneous septa 
with many scattered pigmented epithelioid cells. The spindled cells are positive for CD34 and largely negative for factor 
XIIIA. An immunostain for S100 is positive within pigmented but not spindled cells. Histologically, this is consistent with 
pigmented dermatofibrosarcoma protuberans (DFSP) or Bednar tumor. The patient was subsequently referred to Mohs 
surgery for resection. Dermatofibrosarcoma protuberans (DFSP) is a rare variant of a fibroblast-derived sarcoma and 
reports of pigmented and congenital DFSP are even more infrequent within the literature. This case ultimately highlights 
both a rare diagnosis with unique histopathological findings and also provides a reminder to the clinician on the potential 
congenital nature of DFSP. 
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Cutaneous B-cell post-transplantation lymphoproliferative disorder of the breast 
mimicking inflammatory breast carcinoma 
 

Introduction: Post-transplantation lymphoproliferative disorders (PTLD) is a known complication in solid organ and 
hematopoietic stem cell transplant recipients. Cutaneous PTLD is rare and may present as erythematous nodules and 
plaques on trunk and extremities.  
 
Case: A 61-year-old female with history of double lung transplantation and immunosuppression therapy presented with 
rash on the right breast for several weeks. The rash started as an erythematous patch and subsequently became more 
red, indurated and tender. The patient noticed the areola begin to ulcerate, but denied any nipple discharge or bleeding. 
Physical examination revealed a moderately demarcated, irregularly shaped erythematous plaque on the inferolateral right 
breast with dark brown crusty changes of the areola. Right breast ultrasound revealed an enlarged breast with diffuse skin 
thickening and edema with enlarged lymph nodes in right axilla, concerning for inflammatory breast cancer. Skin biopsy 
showed a dense infiltrate composed predominantly of B-cells, expressing CD20, PAX5, BCL6, MYC and MUM1 markers. 
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CD3 and BCL2 stained scattered background T-cells; kappa and lambda light chain stains, CD30 and CD138 were 
negative within the lymphoid cells. EBER (EBV in-situ) stain was negative. Similar features were identified in right axillary 
lymph node biopsy. These findings are consistent with EBV-negative, monomorphic B-cell PTLD. Whole-body imaging 
studies did not identify systemic involvement. The patient was treated with rituximab. The erythematous plaque completely 
regressed after four weekly rituximab infusions. Repeat full-body PET scan three weeks after treatment showed no right 
axillary adenopathy. This case demonstrates PTLD of the breast may present like inflammatory breast carcinoma. 
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Cutaneous Legionellosis After Well Water Exposure in an Allogeneic 
Hematopoietic Cell Transplantation Recipient 
 

Patient History: A 50-year-old woman with acute myeloid leukemia developed fever, dry cough, and painful erythematous 
nodules with turbid drainage and surrounding erythema on bilateral lower extremities on day+78 following peripheral blood 
stem cell transplantation (PBSCT). Sputum culture was positive for pharyngeal flora. Incision and drainage of lesions was 
performed. Bacterial, fungal, and mycobacterial wound cultures were negative, though Gram stain revealed 1+ Gram- 
negative rods (GNR). While awaiting wound culture results, 10-day course of trimethoprim/sulfamethoxazole and topical 
mupirocin were empirically initiated for pustular skin/soft tissue infection. Empiric levofloxacin was also prescribed for the 
cough for one week. Skin nodules decreased in size, and drainage and pain improved and pulmonary symptoms resolved. 
Following completion of both antibiotics, cutaneous nodules recurred on day +112. 
 
Pathology and Laboratory Data: Skin 4- mm punch biopsies of a left shin nodule revealed a dense acute inflammatory 
infiltrate with necrotic debris and forms suspicious for bacterial rods on Brown- Hopps stain, some of which appeared 
intracellular. Periodic Acid-Schiff- Diastase (PAS- D) and acid- fast bacilli (AFB) stains were negative. Biopsy tissue 
bacterial Gram stain again revealed 1+ GNR, and culture demonstrated 3+ coagulase- negative staphylococci, consistent 
with skin flora. Fungal and mycobacterial cultures were negative. Broad- range 16S rRNA gene amplification and 
sequencing of biopsy tissue confirmed Legionella species. 
 
Diagnosis: Cutaneous Legionellosis 
 
Treatment: A 28- day levofloxacin course was initiated given GNRs on Gram stain and prior improvement on levofloxacin. 
Because antimicrobials previously used had activity against Legionella, no additional treatment was initiated. Skin lesions 
resolved following treatment completion. 
 
Conclusion: Cutaneous legionellosis is an uncommon but important differential diagnosis to consider in 
immunocompromised patients with culture-negative cutaneous lesions with histologic rods, and unresponsive to empiric 
antibiotics. Careful history and early initiation of macrolides or fluoroquinolones may reduce associated morbidity. 
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Papular Epidermal Nevus with “Skyline” Basal Cell Layer Syndrome in Siblings 
 

Two brothers, 9 and 7 years of age presented with multiple asymptomatic scattered whitish skin lesions present since birth 
and gradually increasing in size. The 9-year-old has attention/behavioral issues, anxiety, history of toe-walking/gait 
disturbances, and sensory seeking behaviors. The 7-year-old has astigmatism, amblyopia, and speech issues. The 9-year-
old had oval white papules coalescing into plaques distributed on the back, abdomen and right forearm, some in a linear 
arrangement. The 7-year-old had similar lesions on the right chest, right inguinal region, right shoulder, back, and right 
thigh. Punch biopsy from the abdomen of the 9-year-old revealed diffusely compact orthokeratosis, acanthosis with broad 
and rectangular rete ridges, and basal cell layer with palisading basal cell nuclei. MRI to rule out tethered cord was 
negative. A diagnosis of papular epidermal nevus with “skyline” basal cell layer syndrome (PENS) was made in the 9-year-
old based on clinical and histologic findings, with a presumptive diagnosis of PENS in the 7-year-old based on 
dermatologic and neurologic picture. PENS is a rare neurocutaneous syndrome with epidermal nevi and extracutaneous 
manifestations of peculiar facies, achilles tendon shortening, and mild psychomotor delay(1-4). Children with PENS are at 
risk for epilepsy and intellectual disability. poradic familial PENS could be explained by gonadal mosaicism or 
paradominant inheritance(3). The lesions lack the common FGFR3 or PIK3CA mutations found in keratinocytic nevi (3). 
There are only four cases of familial PENS reported, most being sporadic, making this case of interest(5-7). 

 

References: 

1. Zahn CA, Itin P. Papular epidermal nevus with “skyline” basal cell layer syndrome–natural course: Case report and 
literature review. Case Rep Dermatol, 2017;9(1), 1-5. 

2. Rodríguez‐Díaz E, Gonzalvo P, Colmenero I, Requena L., Hernández‐Martín A, Torrelo A. ( Papular epidermal nevus 
with “skyline” basal cell layer (PENS) with extracutaneous findings. Pediatr Dermatol 2013; 30(4), e54-e56. 

3. Torrelo A , Colmenero I., Kristal L, et al.  Papular epidermal nevus with “skyline” basal cell layer (PENS). J Am Acad 
Dermatol 2011; 64(5), 888-892. 

4. Tadini G. Restano L, Happle R,  Itin P. PENS syndrome: a new neurocutaneous phenotype. Dermatol 2012; 224(1), 
24-30. 

5. Luna PC, Pannizardi AA, Martin,  CI, Vigovich F, Casas JG, Larralde M. Papular epidermal nevus with skyline basal 
cell layer (PENS): three new cases and review of the literature. Pediatr Dermatol 2016; 33(3), 296-300 

6. Beteta‐Gorriti V, de Dios‐Velázquez Á, Yuste M, Santos‐Briz Á, Román‐Curto C, Cañueto J. Familial papular 
epidermal nevus with “skyline” basal cell layer. Pediatr Dermatol, 2018;35(3), e191-e192. 

7. Rizzoli L, Balestri R., Rech, G., et al. Familial papular epidermal nevus with “skyline” basal cell layer and multiple 
pilomatricomas: A new association?. 2018; Pediatr Dermatol, 2018;35(3), e147-e150 

 

Primary Author(s): 

Justin Remer MD, Brown University Warren Alpert School of Medicine Department of Dermatology, Providence VAMC 

 

Co-Author(s): 

Blake Friedman MD, Department of Dermatology, The Warren Alpert Medical School of Brown University; Hannah Chang 
BS, University of Pittsburgh School of Medicine; Lionel Bercovitch, Warren Alpert Medical School of Brown University; 
Leslie Robinson-Bostom MD, The Warren Alpert Medical School of Brown University 

 

Achenbach’s Syndrome: A Case Of A Painful Blue Thumb 
 

Patient History: A 65-year-old female, with a history of psoriatic arthritis and Raynaud’s phenomenon, presented to clinic 
for evaluation of a tender, purple discoloration of her left thumb.  
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These symptoms have recurred monthly over the last two to three years. Each episode is preceded by an intense burning 
sensation followed by appearance of the discoloration several minutes later. The discoloration lasts for three to seven days 
before resolving spontaneously.  
 
The patient has not noticed any triggers such as trauma, cold temperatures, or medications. She is not on any hormonal 
therapies. She does not have a history of clotting or bleeding disorders. She notes that these episodes present differently 
from her Raynaud’s phenomenon, which has been quiescent. 
 
A review of systems was negative for any systemic symptoms. The patient works as a veterinarian and has never been a 
smoker. Physical exam was notable for a well-appearing patient in no acute distress with a tender purpuric plaque on the 
palmar aspect of the left thumb extending onto the dorsal distal phalanx. 
 
Pathology: Biopsy of the representative clinical lesion demonstrated dermal hemorrhage without evidence of vasculitis.  
 
Laboratory: Initial laboratory testing showed a normal CBC with differential. BMP, LFTs, CRP, ESR, INR, PT, PTT were 
sent, and results are pending. An ultrasound of the left upper extremity was ordered to evaluate for venous thromboses.   
 
Diagnosis: Achenbach’s syndrome 
 
Treatment: The disease is self-limiting and benign, so no intervention was recommended. The above work-up was ordered 
to rule out any concerning pathologies that would require treatment. 
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Post-transplant Peripheral T-Cell Lymphoma in a Pediatric Patient 
 

A 2 year old Caucasian male with congenital dilated cardiomyopathy status post orthotopic heart transplant and subtotal 
thymectomy, presented with worsening eczematous rash, diarrhea, low grade fevers, and neutropenia. A skin biopsy 
revealed atypical perivascular, peri-adnexal lymphoid infiltrate, consisting of medium-sized lymphocytes with highly 
irregular, elongated nuclei. The atypical lymphocytes demonstrated an abnormal immunophenotype with CD4 positive cells 
and rare CD30 positive large cells. A lymph node biopsy showed an atypical lymphoid infiltrate positive for CD3 with 
scattered positivity for CD30, and negative ALK-1. PAX-5 and CD-20 stains showed compressed B-cell aggregates and 
EBV stain was negative. The findings were consistent with post-transplant peripheral T-cell lymphoma. A CT chest showed 
multiple lung nodules; PET MRI showed a liver mass, lung nodules, and axillary, inguinal, and cervical lymphadenopathy. 

 
Post-transplant lymphoproliferative disorders (PTLD) are a well-recognized complication in solid organ and hematopoietic 
stem cell transplant recipients. While most PTLDs are EBV positive B-cell proliferations, T-cell PTLDs are extremely rare.[1] 
PTLD may be associated with high morbidity and mortality.[2,3] Recent advances in medicine have led to increased 
awareness of PTLD and improved diagnostic tools, but the clinical and histological heterogeneity of PTLD often 
complicates diagnosis. In transplant patients, the cutaneous manifestations of lymphoproliferative disease may mimic other 
conditions such as eczematous dermatitis and graft-versus-host disease. Recalcitrance to typical treatment as well as 
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development of systemic signs such as adenopathy, masses, fever, pain, weight loss, or transplanted organ dysfunction 
should heighten suspicion for PTLD. 
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Scleroderma-like and ichthyosiform amyloid light chain amyloidosis 
 

73-year-old male presented with six-months of rash and weakness. He complained of peeling skin on hands and inability to 
fully extend his fingers. He had asymptomatic, diffuse scaling on trunk and new leg swelling. His weakness has been 
gradual and started with his tongue and difficulty swallowing. He also endorses dry mouth, weight loss, and is only able to 
walk short distances. His exam revealed waxy keratoderma of bilateral palms with shallow fissures. There was tapering 
and flexion of the digits with normal nail fold capillaries. Trunk and proximal extremities with thin, plate-like scale separated 
with erythematous fissures. There were a few scattered echymoses on bilateral forearms. There was enlargement of the 
tongue and decreased oral aperture. Submandibular adenopathy was present. 

 
A punch biopsy from the back and lateral palm revealed perivascular and dermal deposition of amorphous material that 
was highlighted with Congo red stain and predominantly lambda staining. Laboratory studies revealed elevated serum 
creatinine, with unremarkable serologies, SPEP, and inflammatory markers. Urine IFE showed monoclonal free lambda 
light chains. Subsequent bone marrow biopsy demonstrated 20-25% clonal plasma cells.  

 
Diagnosis is amyloid light chain amyloidosis presenting with scleroderma-like and ichthyosiform changes.  Patient treated 
with six cycles of cyclophosphamide, bortezomib and dexamethasone with partial response and is currently on adjuvant 
doxycycline. AL amyloidosis is a multisystem disease characterized by deposition of misfolded antibody components and 
can affect numerous organs including the skin. Ichthyosiform and scleroderm-like presentations of amyloidosis are rare but 
should be considered in multisystem processes. 
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46-year-old Woman with Extensive Rock-Hard Nodules and Progressive Muscle 
Weakness 
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Background: The phenotype of nuclear Matrix Protein-2 (NXP-2) dermatomyositis has recently been described and is 
associated with an increased risk of calcinosis cutis, severe muscle disease, dysphagia, malignancy, and peripheral 
edema (1,2). Despite the increased risk of calcinosis, patients often have minimal skin disease.  
 
Case: A 46-year-old woman presented for evaluation of diffuse, rock-hard nodules. In 2012, she developed hip pain, 
weakness, and fatigue, for which she was diagnosed with osteoarthritis. In 2014, she experienced worsening muscle 
weakness and dysphagia, resulting in an 80-pound weight loss and a lengthy hospitalization with no clear diagnosis. 
Muscle enzymes were normal, and the patient lacked a cutaneous eruption. Two years later, she presented with extensive 
painful subcutaneous nodules. Biopsy revealed extensive dermal calcification consistent with dystrophic calcinosis cutis, 
and CT of the pelvis revealed prominent fascial calcifications. Dermatomyositis was suspected, and MRI of the thighs 
showed fascial edema bilaterally, consistent with persistent muscle disease activity despite the lack of cutaneous findings 
other than calcinosis. Right deltoid muscle biopsy demonstrated classic histologic features of dermatomyositis, and a 
myositis panel revealed anti-NXP-2 antibodies. The patient improved dramatically after initiation of pulse intravenous 
methylprednisolone, mycophenolate mofetil, and intravenous immunoglobulin for myositis, and colchicine and diltiazem for 
calcinosis. 
 
Conclusion; Recognizing the unique phenotype of NXP-2 dermatomyositis is crucial to provide early, aggressive treatment 
of frequently severe muscle disease. This is particularly important given that the traditionally mild skin disease in this 
patient subset may impair clinicians’ ability to suspect a diagnosis of dermatomyositis. 
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A novel presentation of acid sphingomyelinase deficiency (Niemann-Pick disease 
type B) with sclerodermoid changes and angiokeratoma of Fordyce 
 

We present a case of a 21-year-old male with acid sphingomyelinase deficiency (ASMD), also known as type B Niemann-
Pick disease (NPB) who presented with progressively worsening diffuse skin thickening on his face, upper trunk and arms 
of several years’ duration. Examination was additionally notable for numerous purple to black small papules scattered over 
his scrotum, buttocks and gluteal cleft clinically consistent with angiokeratomas. A skin biopsy from the upper back showed 
a subtle perivascular and interstitial inflammatory infiltrate with occasional eosinophils, with deeper sections revealing a 
sparse population of macrophages and fibroblasts with foamy cytoplasm. Within the foamy cells, there was PAS-positive 
diastase-resistant material compatible with sphingomyelin, also highlighted by toluidine blue staining. 
 
ASMD is caused by deficient activity of acid sphingomyelinase, resulting in intralysosomal accumulation of sphingomyelin. 
Type A Niemann-Pick disease (NPA) is a rapidly progressive, neurodegenerative disorder which causes death in infancy. 
Patients with NPB typically lack central nervous system involvement, but have hepatosplenomegaly, pulmonary infiltration, 
and dyslipidemia, all of which can range from mild to severe. Skin manifestations are uncommon in all forms of ASMD. 
There are rare case reports of yellow-brown discoloration, papular lesions, waxy induration of the skin and xanthomas in 
NPA. Reports of specific skin lesions which show characteristic histologic features of ASMD, namely foamy histiocytes 
containing distended lysosomal bodies, are extremely rare. Our case represents the first report of ASMD presenting with 
sclerodermoid changes and angiokeratoma of Fordyce. To our knowledge, this also represents the first description of 
specific skin lesions in NPB. 
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Kaposi Sarcoma with Tripe Palm 
 

An 89-year-old Ethiopian male presented for evaluation of chronic leg swelling and mildly pruritic rash for five years on his 
trunk and extremities, with asymptomatic thickening of his palms. Physical examination revealed scattered violaceous 
plaques on upper extremities and trunk, with bilateral lower extremity non-pitting edema and overlying verrucous, 
lichenified and cobblestoned plaques extending to dorsal feet. His left palm had velvety hyperkeratosis with accentuation of 
dermatoglyphics.  
 
Two 4 mm punch biopsies were obtained from violaceous plaques on upper extremities. H&E showed flattened endothelial 
cells forming thin vascular spaces dissecting through collagen bundles, with a patchy lymphoplasmacytic infiltrate 
surrounding pre-existing vessels. Immunohistochemical stains were positive for CD31, CD34 and HHV-8, consistent with 
patch stage Kaposi sarcoma (KS). The patient additionally underwent an extensive workup including chest-x-ray, EGD, 
colonoscopy, and laboratory studies – all of which were negative- to rule out an underlying malignancy to explain palmar 
findings. 
 
He was referred to oncology, who initiated chemotherapy with liposomal doxorubicin 20 mg/mL IV every three weeks with 
improvement in clinical appearance of KS lesions. 
 
Tripe palm is a cutaneous paraneoplastic disorder most commonly associated with visceral malignancies of the lung, 
stomach, genitourinary system, breast and soft tissues (1,2). Around 90% of cases of tripe palm are associated with 
underlying cancer and may be an initial presenting sign (2). To our knowledge, there are no cases in the published literature 
of Kaposi sarcoma associated with tripe palm. 
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Hidradenocarcinoma 
 

A 65 year old male with a medical history of diabetes, hypertension, and hypercholesterolemia presented to a general 
surgery clinic with a non-tender subcutaneous mass on his right hip, measuring approximately 3 x 4cm. The lesion had 
enlarged over the course of several years and had also developed overlying skin color changes, prompting the patient’s 
concern. He subsequently underwent surgical excision of the lesion, with pathology revealing hidradenocarcinoma. 
Sections revealed a traumatized solid and cystic proliferation of poroid cells with increased mitoses and areas of necrosis. 
Immunostaining revealed AE1/3 positivity throughout, and was focally positive for EMA. The excisional biopsy was 
followed by sentinel lymph node biopsy with no disease noted. PET/CT did not show evidence of metastasis. The patient is 
currently planned for Mohs microsurgery for re-excision for treatment, in lieu of a wide local excision with 3cm margins.  
 
Hidradenocarcinoma is a rare malignant tumor which typically presents as a solitary nodule on the head, trunk, or 
extremity. These lesions do tend to metastasize, often involving the regional lymph nodes, bone, viscera, and skin. 
Immunostaining usually reveals positive AE1/AE3, CK5, CK6. Treatment has usually involved regional lymph node 
dissection with radical surgical excision, however Mohs micrographic surgery is increasingly being recognized as an 
excellent treatment modality in recent years. 
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Primary cutaneous aggressive epidermotropic cutaneous T-cell lymphoma 
 

History: A 59-year-old Caucasian woman presented with erythematous scaly plaques initially comprising 10% body surface 
area. Biopsy demonstrated an epidermotropic infiltrate of hyperchromatic, haloed, atypical CD3+CD4-CD8+ lymphocytes. 
Basilar tagging and papillary dermal fibrosis were also present. There was no lymphadenopathy and blood flow cytometry 
did not reveal aberrant T-cell immunophenotypes. She was diagnosed with T2N0M0B0 Stage IB CD8+ mycosis fungoides 
(MF). Topical corticosteroids and nbUVB phototherapy were initiated, then oral bexarotene 75mg twice daily was added for 
recalcitrant disease. Over the next several months, she progressed to ulcerating tumors. Repeat biopsy showed a 
moderately epidermotropic infiltrate of CD3+, CD4 and CD8 weak lymphocytes, which were TIA-1/granzyme/BF1+ and 
CD30/CD56-. Flow and imaging remained unremarkable. She was upstaged to T3N0M0B0 Stage IIB CD8+ MF and 
transitioned to chlorambucil. After favorable initial response, she developed diffusely distributed ulcerating tumors and 
superimposed polymicrobial infection. Chlorambucil was discontinued and she started antimicrobials. Following initiation of 
liposomal doxorubicin, she was hospitalized for rapidly worsening disease and pain. Repeat biopsy found 
CD3/CD8/TIA1/granzyme/BF1+ and CD4/CD30/CD56/EBER- atypical strikingly epidermotropic lymphocytes with enlarged, 
misfolded nuclei throughout the spinous layer. 
 
Diagnosis: Primary cutaneous aggressive epidermotropic CD8+ cytotoxic T-cell lymphoma (PCAECTCL) 
 
Treatment: She received two cycles of romidepsin with slight improvement and was discharged to a long-term care facility 
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for wound and pain management. She subsequently succumbed to pneumonia.  
 
Discussion: PCAECTCL is a rare, aggressive cutaneous lymphoma which may initially mimic CD8+ MF. Rapid progression 
of ulcerations should prompt consideration of this highly morbid condition and initiation of appropriate workup and 
treatment. 
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Prompt identification of primary cutaneous nocardiosis utilizing 
immunohistochemical staining: a case report 
 

A 72 year-old male with a history of renal transplant (maintained on mycophenolate, tacrolimus, and prednisone) sustained 
a laceration to the right forearm after a fall onto gravel. Three weeks later, he reported onset of a painful, pustular rash of 
the right extensor arm. Prior to admission, he did not respond to outpatient clindamycin or ceftriaxone. HSV/VZV PCR 
swabs, blood cultures, and tissue fungal stain were negative. Preliminary hematoxylin and eosin evaluation showed 
extensive dermal neutrophilic infiltrate. Acid-fast bacilli (AFB) culture smear showed 2+ AFB with initial concern for a 
rapidly growing non-tuberculosis mycobacterium. However, tissue gram and acid-fast stains showed rare, equivocal and 
weakly staining filamentous structures within dermal abscesses, which were highlighted and confirmed by 
immunohistochemical (IHC) staining. Consequently, the patient was diagnosed with primary cutaneous nocardiosis, and 
the antimicrobial regimen was altered, resulting in gradual clinical improvement on linezolid and amoxicillin-clavulanate. 
 
The presented case demonstrates the diagnostic challenge of distinguishing Nocardia from mycobacteria, as both grow on 
the same media, show similar colony morphology, and demonstrate acid-fast staining. Unfortunately, features of Nocardia 
such as acid-fast staining and filamentous cell morphology can be equivocal. We utilized a mycobacterium tuberculosis 
IHC stain with cross-reactivity to Nocardia to rapidly confirm our suspicion. In the current case, the utilization of an IHC 
stain allowed for prompt presumptive identification of Nocardia (initially thought to be NTM) and subsequent timely 
alteration of antimicrobials prior to confirmation of Nocardia brasiliensis via culture. 

 



| 107 | AMERICAN ACADEMY OF DERMATOLOGY 

 

 

References: 

1. Biocare Medical, “Mycobacterium tuberculosis antibody,” 902-140-072817; CP140 A,C, 06/21/2017. 
https://biocare.net/wp-content/uploads/PDF%20Data%20Sheets/140-RUO.pdf 

2. McHugh KE, Sturgis CD, Procop GW, Rhoads DD. The cytopathology of Actinomyces, Nocardia, and their mimickers. 
Diagn Cytopathol. 2017 Dec;45(12):1105-1115. doi: 10.1002/dc.23816. Epub 2017 Sep 9. 

3. Muricy, Edna & Lemes, Romilda & Bombarda, Sidney & Ferrazoli, Lucilaine & Chimara, Erica. (2014). Differentiation 
between Nocardia spp. and Mycobacterium spp.: Critical aspects for Bacteriological Diagnosis. Revista do Instituto de 
Medicina Tropical de Sao Paulo. 56. 397-401. 10.1590/S0036-46652014000500005. 

4. Queipo-Zaragozá JA, Broseta-Rico E, Alapont-Alacreu JM, Santos-Durantez M, Sánchez-Plumed J, JiménezCruz JF. 
Nocardial infection in immunosuppressed kidney transplant recipients. Scand J Urol Nephrol. 2004;38(2):168-73. 

5. Solomon, Isaac H. MD, PhD; Johncilla, Melanie E. MD; Hornick, Jason L. MD, PhD; Milner, Danny A. Jr MD, MSc. The 
Utility of Immunohistochemistry in Mycobacterial Infection: A Proposal for Multimodality Testing. The American Journal 
of Surgical Pathology: October 2017 - Volume 41 - Issue 10 - p 1364–1370; doi: 

6. 10.1097/PAS.0000000000000925 Stevens, D. (1983). Clinical and clinical laboratory aspects of nocardial infection. 
Journal of Hygiene, 91(3), 377-384. doi:10.1017/S0022172400060423 

 

Primary Author(s): 

Mark Ash, MD, MS, UNC Dermatology 

 

Co-Author(s): 

Carolyn Ziemer, University of North Carolina at Chapel Hill; Paul B Googe, University of North Carolina School of Medicine 
Dermatology Department 

 

Cutaneous Tuberculosis Masquerading as Sarcoid 
 

A 20-year-old Ecuadorian male living in the United States for 5 years presented to clinic with a left-sided neck mass. It had 
developed over many years and would occasionally drain clear fluid. Over the past year deeper, firm, fixed nodules arose 
in adjacent areas. He denied fevers, cough, and weight loss. Computed tomography revealed a mass overlying the 
sternocleidomastoid muscle with extensive lymphadenopathy. A skin biopsy demonstrated primarily sarcoidal granulomas 
with negative acid-fast bacillus and fungal stains. Quantiferon gold testing was positive. Chest x-ray was clear and further 
work-up for sarcoidosis was negative. A sterile tissue culture later grew Mycobacterium tuberculosis and he was then 
diagnosed with scrofuloderma. The patient was referred to infectious disease and treated with a 6 month course of 
isoniazid, rifampin, pyrazinamide, ethambutol and pyridoxine. 
 
Despite positive quantiferon gold testing, the finding of sarcoidal granulomas was confusing for the primary team. This 
contributed to delayed diagnosis until the sterile tissue culture resulted. As histopathologic findings can mimic other 
granulomatous processes, clinicians should maintain an elevated level of suspicion for cutaneous tuberculosis in the 
setting of subcutaneous nodules or draining lymph nodes in patients from endemic areas. 
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Oh Boy! Incontinentia Pigmenti in a Male 
 

Incontinentia pigmenti (IP) is a rare X-linked dominant genodermatosis most commonly seen in female patients. Males who 
inherit the deletion mutation in IKBKG (inhibitor of nuclear factor kappa B kinase subunit gamma, previously NEMO), 
typically die in-utero. We report a case of a newborn male who was transferred to our hospital NICU for evaluation of 
atypical skin rash noted at birth. Physical exam revealed erythematous thin papules some with yellow crust, coalescing into 
linear and whorled plaques on the abdomen, arms, chest and flank. Histopathological examination showed rare 
dyskeratotic cells, intraepithelial eosinophils, focal vacuolar-type interface dermatitis, and mixed inflammatory infiltrate 
(lymphocytes and eosinophils) within upper dermis. A diagnosis of incontientia pigmenti was made. Genetic evaluation 
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revealed a normal 46, XY karyotype, and gene sequencing that was negative for the common deletion in IKBKG gene and 
other hypomorphic mutations. Serial monthly ophthalmologic evaluations and neurologic evaluations with MRI imaging 
have been unrevealing. Three mechanisms have been proposed to account for males who survive IP: abnormal 
karyotypes, such as Klinefelter syndrome (47, XXY), hypomorphic mutations, and somatic mosaicism. Post-zygotic 
mutation/somatic mosaicism is the likely explanation for survival of this male patient. Less than 100 male patients with IP 
have been reported in the literature. Somatic mosaicism is one explanation for survival in these patients, and may allow for 
a presentation with fewer extracutaneous manifestations. Despite this, continued multi-disciplinary follow-up is necessary 
to monitor for complications that may arise later in life. 
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Ewing-like sarcoma masquerading as an epidermal inclusion cyst 
 

A healthy 16-year-old boy was referred to dermatology for evaluation of an enlarging 'cyst' located in the mid- back. A prior 
ultrasound noted a 2.1 x 1.8 cm hypoechoic mass without involvement of underlying muscle, consistent with sebaceous 
cyst. Physical exam at the time of excision three months later was significant for a 5.5 x 6 cm firm, fixed, non-tender 
subcutaneous tumor without central punctum or overlying skin changes. Intraoperative findings included lipomatous 
appearing tissue with firm fibrotic texture and some light grey discoloration.  
 
Histologic evaluation revealed atypical round blue cells with numerous mitotic figures and areas of necrosis.  
Immunohistochemical stains were positive for CD99, ERG, and DUX4. EWSR1 gene rearrangement was not 
detected. These combined findings were suggestive of an aggressive Ewing-like tumor with the leading differential being a 
CIC-DUX4 round cell sarcoma. Tissue was sent for CIC (19q13) rearrangement by FISH, as well as NexGen sequencing.  
Results pending at time of submission.  
 
Ewing-like sarcoma is a rare subgroup of small round blue cell sarcomas that shares many clinical and histologic features 
of Ewing sarcoma but lacks its hallmark translocation. The disease occurs more frequently in young adults, preferentially 
on the trunk and extremities.   
 
As dermatologists regularly treat cysts and other subcutaneous masses, it is imperative to consider malignant processes 
on the differential, even with reassuring imaging. Factors such as rapid growth or unexpected intraoperative findings 
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should prompt further evaluation, such as intraoperative pathology consult for fresh tissue samples or more detailed 
imaging if there is high pre-operative suspicion. 
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IRF2BP2-NTRK1 associated cutaneous histiocytosis 
 

A 49-year-old male with a history of double hit (MYC and BCL2) stage IV diffuse large B-cell lymphoma status-post 
autologous hematopoietic cell transplantation one year ago presented to the dermatology clinic with a one month history of 
growing, asymptomatic lesions on the skin. Skin examination revealed hundreds of yellow-orange 3-9 mm smooth papules 
studding his trunk, face, and upper and lower extremities. He denied any systemic symptoms. Two skin biopsies 
demonstrated an exuberant dermal proliferation of histiocytes, including several Touton-like multinucleated giant cells. 
Cholesterol clefts, necrosis, mitotic activity, and angiodestructive features were not present. Targeted next generation 
sequencing of the tissue using the Solid Tumor Actionable Mutation Panel (STAMP) revealed an interferon regulatory 
factor 2 binding protein 2 and neurotrophic receptor tyrosine kinase 1 (IRF2BP2-NTRK1) gene fusion. Labs including CBC, 
peripheral blood smear, CMP, SPEP and immunofixation were all within normal limits. A PET-CT scan did not show any 
abnormal uptake or abnormally enlarged lymph nodes. The patient was diagnosed with an IRF2BP2-NTRK1 associated 
cutaneous histiocytosis. The patient was referred to oncology, started on hydroxyurea 1000 mg daily, and is being 
considered for treatment with a targeted oral NTRK inhibitor. 
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An Atypical Presentation of Hand, Foot, and Mouth Disease: Coxsackie Eruption 
in Areas of Pitryiasis Rubra Pilaris 
 

A 9-year-old female with a history of pityriasis rubra pilaris (PRP), and a known variant in CARD14 (1), presented with a 4-
day history of a pruritic vesiculopapular rash. On exam, she was noted to have numerous 4mm-1.5cm bright pink 
edematous papules and plaques, some with central 2-5mm vesicles or superficial erosion, confined to areas affected by 
PRP over the arms and legs. A punch biopsy demonstrated superficial epidermal spongiosis with ballooning, reticular 
degeneration, and focal necrosis, concerning for viral eruption. Bacterial culture and PCR for varicella zoster virus and 
herpes simplex virus were negative. Several days later, her siblings developed an exanthem, consisting of vesicles around 
the mouth and on the hands and feet, and were diagnosed with classic hand, foot, and mouth disease. 
 
The diagnosis of an atypical presentation of hand, foot, and mouth disease (HFMD) in the setting of PRP was made 
clinically given the negative workup for other infectious etiologies, the histopathologic findings, and the temporal 
relationship with her siblings classic coxsackie eruptions. The patient was treated symptomatically and cleared over the 
following week.   
 
In the pediatric population, the majority of atypical HFMD cases arise in areas of atopic dermatitis, a condition termed 
eczema coxsackium (2). Coxsackie eruptions have also been documented in areas of mosaic epidermolytic ichthyosis (3), 
intertrigo (4), incontinentia pigmenti (5), and in areas of sunburn, irritant dermatitis, tinea pedis, and scars or lacerations (2). 
To our knowledge, this is the only case of “PRP coxsackium” and highlights the spectrum of atypical HFMD. 
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Pustular Leukocytoclastic Vasculitis Associated with Plasma Cell Dyscrasia 
 

A 65 year-old male with a history of type II diabetes mellitus who presented for a second opinion of a generalized pruritic 
eruption that had been present for two years. On initial presentation at an outside dermatologist, patient had a punch 
biopsy of his left upper medial thigh demonstrating pustular leukocytoclastic vasculitis with a perilesional direct 
immunofluorescence (DIF) study that was negative for immunobullous disease. A second biopsy for H&E demonstrated 
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subepidermal separation with neutrophils. A repeat DIF was negative. Physical exam demonstrated violaceous infiltrative 
papules and plaques, some with erosions and rolled borders, on the trunk, back, buttocks, and upper and lower 
extremities. Patient had extensive workup for rheumatic, infectious, and malignant etiologies. Infectious testing was 
negative for HIV, Syphilis, histoplasmosis and blastomycosis. A skin culture grew methicillin-resistant staphylococcus 
aureus (MRSA). Antinuclear antibody, C-ANCA, P-ANCA, and celiac antibodies were negative. A serum-protein 
electrophoresis was positive for an IgG Lambda monoclonal gammopathy. He underwent oncologic workup with that 
included a serum multiple myeloma panel with FISH, a bone-marrow biopsy, and a CT Whole Body Bone Survey—all of 
which were negative. Patient was initially treated with Clindamycin (for MRSA) without improvement. High-dose prednisone 
and mycophenolate-mofetil (MMF) was initiated for 3 months with only slight improvement. Dapsone was added in the 
interim and titrated up without significant relief after 3 months of use. Colchicine was then recommended but was cost-
prohibitive for the patient. Anakinra was subsequently initiated and failed to demonstrate improvement after three months 
of use. Given persistence of monoclonal gammopathy and skin lesions, a diagnosis of Plasma Cell Dyscrasia associated 
with pustular leukocytoclastic vasculitis was considered. Multiple myeloma-directed therapy was initiated with Bortezomib 
and methylprednisolone with dramatic improvement in skin lesions after five weeks of treatment. Patient will complete a 
16-week course. 
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Carcinoma en Cuirasse Secondary to Metastatic Squamous Cell Carcinoma in a 
Patient with Common Variable Immune Deficiency: A Case Report 
 

A 43-year-old male with history of common variable immune deficiency (CVID) on intravenous immunoglobulin with 
recurrent infections, bronchiectasis, and dermatophytosis presented with swelling and erythema of nose for 1 week 
unresponsive to outpatient oral clindamycin. Exam was significant for violaceous indurated plaque of the nose. Multiple 
skin biopsies were nonspecific with negative stains with methenamine silver, Ziehl-Neelsen, and periodic acid-Schiff. 
Tissue culture did not grow bacterial, fungal, or acid-fast bacilli organisms. The patient’s condition worsened, and 
antimicrobial coverage was expanded to include amphotericin B and acyclovir. Extensive negative infectious work-up 
included sputum and tissue cultures, fungal β-D glucan assay, Aspergillus and Blastomyces antigens, and herpes simplex 
virus polymerase chain reaction. Imaging revealed facial cellulitis, recurrent bronchiectasis, acute osteomyelitis of the 
hand, meningeal enhancement, cardiac valvular masses consistent with thrombi, and posterior mediastinal tissue density. 
Bronchoscopy was performed. Biopsy of subcarinal lymph node and bronchi demonstrated metastatic squamous cell 
carcinoma (SCC). Treatment was limited by critical condition and immune status. He rapidly declined and passed away.  
  
The patient was diagnosed with metastatic SCC with carcinoma en cuirasse (CeC) of the central face. CeC is an 
uncommon presentation of metastatic cutaneous carcinoma, most commonly described with breast carcinoma (1). 
Treatment emphasizes palliation and may include chemotherapy and immunotherapy (2,3). While infection may be a critical 
driver of malignancy, this case is a reminder to maintain a broad differential in all patients, including those with CVID. 
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Necrotizing Sweet syndrome: a newly recognized variant presenting as a 
diagnostic challenge. 
 

We present a 30-year-old female with recently diagnosed acute myeloid leukemia (AML) admitted for induction 
chemotherapy with a rapidly progressive painful lesion at the site of her previous Hickman catheter associated with high 
fevers and rigors. Exam revealed a firm, well demarcated violaceous to erythematous indurated plaque with central 
necrosis studded with pustules extending up the neck and into the axilla. The patient continued to spike high fevers despite 
persistently negative blood cultures and broad spectrum antimicrobial therapy. Histologic sections revealed a dense 
neutrophilic infiltrate within the dermis and subcutis with focal necrosis and karyorrhexis. Special stains for infectious 
organisms and lesional tissue cultures were negative. A diagnosis of necrotizing neutrophilic dermatosis (NND), also 
known as necrotizing Sweet syndrome, was made and the patient was started on high dose steroids with rapid resolution 
of her febrile episodes and clinical improvement of the lesion.  
 
NND is a newly recognized variant of neutrophilic dermatosis seen in immunocompromised patients that clinically mimics 
necrotizing or angioinvasive infection, leading to a delay in diagnosis and treatment, and an increase in morbidity and 
mortality. Physical exam reveals indurated, erythematous plaques with violaceous borders that frequently demonstrate 
pathergy. NND presents with sepsis-like symptoms including high fevers, hypotension, and leukemoid reaction. Despite 
features of systemic infection in an immunocompromised patient, a diagnosis of NND is favored when cultures remain 
negative and the patient remains febrile despite broad spectrum antimicrobials. Distinction between NND and infection, 
which requires coordination between multiple specialties, is essential as the treatments vastly differ. 
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A Case of CD8-Positive Granulomatous Lymphoproliferative Disorder Associated 
with X-Linked Agammaglobulinemia 
 

History: A 47-year-old man presented with progressive asymptomatic multifocal erythematous to violaceous lesions for one 
year. Medical history was significant for X-linked agammaglobulinemia on monthly intravenous immunoglobulin. Physical 
exam revealed violaceous indurated papules and plaques on the face and dorsal hands and erythematous papules 
scattered on his trunk; the differential diagnosis included cutaneous T cell lymphoma (CTCL), granulomatous rosacea, 
multicentric reticulohistiocytosis, sarcoidosis, tumid lupus erythematosus, and infection.  
 
Pathologic Findings: Punch biopsies revealed deep, nodular infiltrates of CD8/granzyme B-positive lymphocytes and 
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histiocytes with a CD4 to CD8 ratio of 1:10. T-cell beta and gamma gene rearrangement studies revealed clonality for beta 
and gamma genes in skin and blood. Blood flow cytometry showed CD8/CD57-positive large granular lymphocytes (LGL) 
which increased from an absolute count of 839 to 3698 cells/uL over one month. Bone marrow biopsy showed 30% 
involvement of these atypical T-cells. PET/CT showed mild splenomegaly and a single small cutaneous hypermetabolic 
focus on the upper back. A diagnosis of CD8-positive lymphoproliferative disorder with LGL leukemia was rendered. 
 
Discussion:  Granulomatous CD8-positive lymphoproliferative infiltrates have rarely been reported in patients with 
immunodeficiencies[1,2]. In this case, we support this association and highlight the unique finding of concurrent LGL 
leukemia. Treatments including methotrexate, cyclophosphamide, dexamethasone, and even stem cell transplantation 
historically have temporary efficacy[1-5]. The patient was started on topical pimecrolimus for his skin involvement; given his 
diagnosis of X-linked agammaglobulinemia, systemic immunosuppressive therapy will only be considered if he develops 
severe cytopenias. 
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Erythema multiforme associated with plant-induced allergic contact dermatitis in 
a pediatric patient 
 

Erythema multiforme (EM) is an acute inflammatory condition presenting with characteristic target lesions on the skin and 
variable mucosal involvement1. These lesions are generally triggered by a cell-mediated response to a viral or bacterial 
pathogen, most commonly herpes simplex virus (HSV) or Mycoplasma pneumoniae1,2. EM triggered by allergic contact 
dermatitis is a rare occurrence3,4. We present herein a case of allergic contact dermatitis in a pediatric patient that led to 
EM. An 11-year-old boy, with no significant past medical history or history of HSV infection, presented to the emergency 
department (ED) with a progressive skin eruption. Five days prior, he had developed pruritic erythematous plaques with 
some bullous lesions, following a linear pattern, on the extensor arms and legs after exposure to several plants while 
playing in a forest. When he presented to the ED, the eruption had progressed into edematous erythematous papules and 
plaques involving his extremities, palms, upper trunk and face. Over the course of the next 24 hours, the eruption further 
evolved into targetoid and typical target lesions in the same distribution. No mucosal or systemic involvement was noted. A 
skin biopsy demonstrated vacuolar interface dermatitis and the clinicopathological correlation was suggestive of EM. The 
patient received a 3-week prednisone taper, which resulted in the resolution of his skin lesions. This case contributes to the 
literature concerning this atypical and potentially underreported complication of plant induced allergic contact dermatitis. 
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DRESS to TEN: Multiple Drug Hypersensitivity Syndrome or CMV Reactivation? 
 

A 38-year-old female presented with facial and lip edema, non-blanching red patches and plaques involving 90% total body 
surface area (TBSA) following broad-spectrum antibiotics 
(cefepime/ceftriaxone/vancomycin/meropenem/micafungin/metronidazole) for necrotizing Klebsiella pneumonia/bacteremia 
in the setting of diabetic ketoacidosis and respiratory failure. Initial RegiSCAR score was 3 for possible drug reaction with 
eosinophilia and systemic symptoms (DRESS) with internal organ involvement and diarrhea. Skin biopsy revealed 
spongiosis, patchy vacuolar interface, parakeratosis mounds, superficial perivascular lymphocytic infiltrate with purpura 
and negative DIF. Potential culprits were discontinued. Systemic corticosteroids were initiated with antibiotics 
(ciprofloxacin/metronidazole/piperacillin-tazobactam/vancomycin/ceftriaxone).The eruption was resolving until 16 days 
later, when patient developed acute full epidermal skin sloughing over 90%TBSA. Frozen-section and tissue biopsy 
showed full-thickness epidermal necrosis compatible with toxic epidermal necrolysis (TEN). SCORTEN of 2 and ABCD-10 
of 1 indicated 12.1% and 5.4% mortality, respectively. Cyclosporine and intravenous immune globulin were initiated. Viral 
work up including HHV6, EBV, HIV was negative except for CMV (5390 copies/ml). Meanwhile, her diarrhea worsened, 
warranting a sigmoidoscopy with biopsies showing CMV. Ganciclovir was started with initial improvement of diarrhea, 
however she continues to have a tumultuous hospital course. Her skin completely re-epithelialized. 
 
Although reports of overlap exist, there are scarce reports of discrete episodes of DRESS and TEN two weeks apart within 
one person. Our theory is that the continuation of antibiotics with potential cross-reactivity in the acute phase of DRESS 
may have induced a drug-elicited syndrome with hyperresponsiveness, compounded by CMV viral reactivation, and 
rendering the patient more susceptible to develop distinct severe drug reactions. 
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Flegel’s disease : A rare case report 
 

Flegel’s Disease-  is a rare skin disease, characterized by small reddish brown hyperkeratotic /1-5mm papules on the 
lower extremeties mostly. Involvement of the ear pinnae, arms palms and soles and the oral mucosa has been reported 
although these reports are rare, removal of the scales reveals a bright red base, often with pin point bleeding. This disease 
is commonly present in Caucasian patients between age group of 30 years to 60 years. No sex predilection is seen  
 
I hereby present a case of Indian patient 41 yr male married patient with complain of gradually increasing asymptomatic 
skin lesions all over the body for last 4 years. On examination multiple tiny discrete, erythematous, scaly follicular popular 
bilaterally symmetrical lesions were present including his face, ear pinnae and genitals which is a rare presentation, few 
lesions on trunk, abdomen, palms and soles as well. The lesions on dorsum of the hand and foot are very hyperkeratotic 
and dense, patient had taken treatment in the past, but no improvement. 
 
HP study shows follicular infundibular hyperplasia with broad keratotic plugs. The upper dermis is fibrotic and there are 
many scattered melonophages with few lymphocytes. Granular layer is absent. 
 

His complete blood count, blood sugar level, thyroid function, LFT, lipid profile and X ray chest are normal. 
 
Patient is being treated with oral Acetretin (25mg)and topical 5 flurouracil topically along with emollients and the lesions are 
showing improvement. 
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A rare presentation of Otic Lichen Planus 
 

Lichen planus (LP) is an inflammatory cutaneous condition occurring in about 1% of adults. Otic involvement is rare and 
has been documented in less than 30 cases to date. We present a case of suspected otic lichen planus in a 65-year-old 
Caucasian female with unilateral hearing loss and lichen planopilaris (LPP) of the scalp. The patient noted hearing loss for 
several years that coincided with non-scalp and scalp hair loss associated with pain and pruritus. On physical exam, loss 
of follicular ostia and perifollicular erythema and scaling was observed on the frontal vertex scalp with preservation of the 
anterior hairline. Histopathology showed focal perifollicular myxoid fibrosis, perivascular lymphoplasmacytic infiltrate and 
CD3+ T-cell lymphocytes within the follicular epithelium consistent with lichen planopilaris. The diagnosis of otic lichen 



| | 2020 AAD ABSTRACTS • GROSS & MICROSCOPIC 116 

 

 

planus, often delayed or misdiagnosed due to its extreme rarity, can be made clinically with hearing loss observed in the 
presence of LP. Hearing loss in these patients is more commonly conductive from tympanic membrane thickening and 
external auditory canal stenosis. It can be unilateral or bilateral and often is associated with otorrhea, plugging and 
pruritus. To our knowledge, this is the first case of hearing loss in a patient with LPP and we encourage clinicians to 
consider otic lichen planus as a diagnosis when treating patients with concurrent LP and hearing loss. 

 

References: 

1. Sartori-Valinotti JC, Bruce AJ, Krotova Khan Y, Beatty CW. A 10-year review of otic lichen planus: the Mayo Clinic 
experience. JAMA Dermatol. 2013;149(9):1082-1086. doi:10.1001/jamadermatol.2013.4711 

2. Košec A, Kostić M, Ajduk J, Ries M. Hypertrophic recurring lichen planus of the external auditory canal. European 
Annals of Otorhinolaryngology, Head and Neck Diseases. 2019;136(2):123-126. doi:10.1016/j.anorl.2017.12.013 

 

Primary Author(s): 

Erinolaoluwa F. Araoye, BS, Department of Dermatology, Johns Hopkins School of Medicine 

 

Co-Author(s): 

Crystal U. Aguh, MD, Johns Hopkins School of Medicine 

 

Disseminated Strongyloidiasis Presenting with Cutaneous "Thumbprint" Purpura 
and Petechiae 
 

Strongyloides stercoralis is an intestinal nematode that often presents with asymptomatic infection in healthy human hosts. 
Because of the potential opportunistic behavior of this parasite, immunocompromised patients may develop fatal 
disseminated infections. Early recognition of disseminated infection is imperative as it has been reported to be associated 
with a 70-90% mortality rate. 
 
We report a case of “thumbprint” purpura and petechiae as a cutaneous manifestation of disseminated Strongylodiasis in 
an immunocompromised adult patient. An 80-year-old woman with a history of Epidermolysis Bullosa Aquisita (EBA) on 
immunosuppressive therapy with methotrexate and systemic corticosteroids presented to the hospital with a two-week 
history of profuse diarrhea, nausea, vomiting, and dyspnea. Dermatology was consulted for further management of the 
patient’s underlying EBA and evaluation of new onset petechiae and purpura on her abdomen. Physical examination 
revealed diffuse petechiae and “thumbprint” purpura on the patient’s abdomen and periumbilical area. A stool culture 
obtained demonstrated the presence of Strongyloides stercoralis. Chest x-ray demonstrated extensive bilateral pulmonary 
infiltrates. Biopsies of the purpura on the abdomen demonstrated multiple structures consistent with nematode larvae 
present throughout the dermis, a mild perivascular lymphohistiocytic infiltrate, extravasated erythrocytes in the papillary 
dermis, and focal blood vessels with organizing thrombi in the mid dermis. The patient was started oral ivermectin, but she 
expired four days later due to respiratory failure from presumed disseminated pulmonary involvement. 
 
Early recognition of “thumbprint” purpura and petechiae in immunocompromised patients is imperative due to the potential 
risk of a fatal outcome in disseminated Strongyloidiasis. 
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A Rare Case of Mucoepidermoid Carcinoma with Cutaneous Involvement 
 

Background: Mucoepidermoid carcinoma (MEC) is the most common salivary gland malignancy, typically arising from the 
parotid or minor salivary glands.  
 
Case presentation: A 21-year-old female presented to the dermatology clinic with a rapidly growing, ulcerating, and 
bleeding left postauricular lesion. Five months prior to the visit, a lesion was excised at the same site with pathology 
showing benign branchial cleft sinus. In the 2 months prior to presentation, the lesion rapidly regrew. Physical exam 
showed a friable erythematous nodule with collarette of skin and induration at the base of the lesion. Shave biopsy and 
microscopic examination showed an infiltrative neoplasm with a solid and cystic component, consistent with intermediate 
grade MEC. Diagnosis was confirmed by positive MAML2 (11q21) fusion gene testing. The tumor was surgically excised, 
and the patient received six weeks of adjuvant radiation therapy.  
 
Discussion: Clinically, MEC may have cystic, solid or infiltrative growth patterns, which may appear similar to common 
primary cutaneous lesions, and make diagnosis particularly challenging for dermatologists. The diagnosis of benign cyst 
upon initial presentation is a common diagnostic pitfall.1-2 The rapid growth after previous surgical procedure can mimic a 
pyogenic granuloma. Rather than a mass limited to the salivary glands seen in typical MECs, the patient presented with 
cutaneous clinical presentations. Rarely, MEC may have skin involvement due to primary MEC, metastasis, or direct 
extension.3-4 This clinical manifestation of mucoepidermoid carcinoma demonstrates the varying growth patterns of MEC 
and the importance of considering MEC in the differential for periauricular lesions. 
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Subcutaneous Panniculitis-like T-cell Lymphoma: Alpha-Beta Subtype with 
Associated Hemophagocytic Lymphohistiocytosis 
 

Patient History: A 61 year-old gentleman with a history of thyroid carcinoma presented to our clinic with one year history of 
fevers, weight loss, fatigue, and development of firm, tender skin lesions on the upper and lower extremities. On exam, the 
patient had scattered mobile subcutaneous nodules on his bilateral arms, legs, and buttocks, as well as superficial 
edematous plaques with peau d’orange changes.  
 
Pathology: A biopsy taken from a lesion on the right buttock demonstrated atypical cells rimming the adipocyte spaces. 
Immunohistochemical stains showed cytologically atypical proliferation of CD3+, CD8+, CD2+, granzyme+, BetaF1+, 
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CD56-, CD5- T-cells. Some large atypical cells also stained CD30+, and there were also intermixed CD68+ histiocytes 
present. These findings were most consistent with subcutaneous panniculitis-like T-cell lymphoma. 
 
Laboratory and Imaging: Labs were notable for elevated LDH (303 u/L), elevated ferritin (1534 ug/L), normal LFTs, and 
mild leukocytosis in the setting of prednisone use. PET/CT demonstrated subcutaneous foci, as well as FDG-avid 
retroperitoneal, mesenteric, and pelvic nodes suspicious for nodal involvement. 
 
Diagnosis: Subcutaneous panniculitis-like T-cell lymphoma (SPTCL), alpha-beta subtype 
 
Treatment: SPTCL is a rare disease, and hemophagocytic lymphohistiocytosis (HLH) is typically associated with the more 
aggressive primary cutaneous gamma-delta T-cell lymphoma, rather than alpha-beta SPTCL.(1) Our patient was primary 
refractory to CHOEP with etoposide, brentuximab, and romidepsin. His B symptoms (with labs concerning for HLH) were 
treated with steroids. At our last meeting, trial options were discussed, including potential allogenic stem cell transplant if 
remission is achieved. 
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A Case of Primary Cutaneous Gamma/Delta T-cell Lymphoma Masquerading as 
Lupus Erythematosus Panniculitis 
 

A 52 year-old Caucasian woman with a three-year history of lupus erythematosus panniculitis (LEP) presented with a two-
week history of fever, fatigue, joint pain, and new subcutaneous nodules. Her LEP had previously been refractory to 
treatment with oral corticosteroids, methotrexate, and mycophenolate mofetil.  
 
On her bilateral upper and lower extremities, there were numerous, tender, subcutaneous nodules with overlying erythema 
and scale, some of which were ulcerated with necrotic centers. Punch biopsies of two lesions revealed atypical 
mononuclear cells infiltrating the subcutaneous fat with significant CD3 and CD56 staining, mild loss of CD5 and CD7, and 
negative staining for beta F1. TCR gene rearrangement and flow cytometry demonstrated clonal population of CD56+ 
gamma/delta T cell population confirming diagnosis of primary cutaneous gamma/delta T-cell lymphoma (PCGD-TCL).  
 
PCGD-TCL is a rare lymphoid tumor with an aggressive course. Given its rarity and overlapping features with many 
rheumatologic diseases like LEP, diagnosis of PCGD-TCL can be challenging. Emerging literature have described indolent 
cases of PCGD-TCL, suggesting PCGD-TCL as more heterogenous than previously thought. Therefore, it is unclear if our 
patient’s LEP diagnosis represented an indolent form of PCGD-TCL. One explanation is her LEP-like presentation 
resembled atypical lymphocytic lobular panniculitis (ALLP). ALLP is thought to be a pre-lymphomatous state with a waxing-
waning phenomenon that may progress to PCGD-TCL. While not widely recognized, considerations of borderline 
pathologies like ALLP can help guide clinicians in management and preventing future complications. The patient is 
currently being treated with three cycles of cyclophosphamide, doxorubicin, etoposide, vincristine, and prednisone 
(CHOEP) chemotherapy. 
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Acquired Perforating Disorder occurring as a sequela of zinc supplementation in 
a patient with Hidradenitis Suppurative 
 

A 44 year-old female with history of gastric bypass surgery and Hidradenitis Suppurativa (HS) presented to the hospital 
with pain from refractory HS and slightly pruritic new cutaneous papules for 1 month. Prior treatment for her HS included 
Humira 40mg every week, Spironolactone 200mg daily, Metformin 1000mg daily and Zinc gluconate 90mg daily. On 
examination she had Hurley stage 3 HS with multiple draining purple-brown cribiform plaques and draining papulonodules 
with tract formation of the inguinal folds, pannus and perianal skin. On her arms and legs she had approximately 30 5-8mm 
brown papules with central slight hyperkeratotic core. Labs showed a white count of 9.4, hemoglobin of 7.1 (MCV 102) and 
otherwise normal basic chemistry. Given the association of zinc supplementation and copper deficiency, copper level was 
checked and was 28 (reference range 70-175). Biopsy of an arm lesion was suggestive of reactive perforating dermatosis 
with a keratotic crust with basophilic debris and superficial erosion. Vertically oriented fragments of collagen were noted to 
cross the epidermis. Trichome and Elastin Von Gieson stain did not show transepidermal elimination of collagen fibers (in 
the evaluated sections) but showed transmigration of elastic fibers into the epidermis. Although we do not classically 
associate copper deficiency with acquired perforating disorders (APD), copper metabolism is implicated in the 
pathogenesis. The drug penicillamine, used to treat Wilson's disease, disrupts copper-dependent lysl oxidase is associated 
with elastosis perforans serpiginosa, a form of APD where elastin is eliminated transepidermally. Other common 
associations of APD include renal disease, diabetes mellitus, systemic lymphomas. Our patient's HS symptoms were 
improved with Infliximab. Her APD and anemia improved with copper supplementation and she was symptomatically 
relieved by fluocinonide 0.05% ointment twice a day. 
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Multiple eccrine angiomatous hamartomas in an adult 
 

Introduction: Eccrine angiomatous hamartoma (EAH) is a rare benign tumor characterized by eccrine and vascular 
proliferation in the dermis. EAH typically presents in childhood on extremities but can be seen on other parts of the body 
including face, neck, and trunk. Males and females can be affected equally. EAH can asymptomatic or can be associated 
with pain or hyperhidrosis (from the eccrine proliferation).  
 
Patient History: We present a 54-year-old male with a history of multiple atypical nevi who presented with flesh-colored 
non-tender papules on his PIP joints bilaterally. Initial onset, two years prior, was of a single papule on his right index 
finger, before evolving to involve the right middle and fifth finger, as well as the left index, middle, and fourth finger. The 
papules were asymptomatic, without joint swelling, and without involvement of other part of the body.    
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Laboratory Data: Hand X-rays showed abnormalities. Sedimentation rate, rheumatoid factor, and normal uric acid were 
within normal limits. Anti-nuclear Antibody titer was 1:160. 
 
Biopsies: Histopathology from punch biopsy of right 5th finger showed a collection of eccrine glands and vessels of various 
size. No granulomatous or histiocytic infiltrate is noted.  
 
Diagnosis: Taking the clinical presentation, histological findings, and laboratory data the diagnosis of eccrine angiomatous 
hamartoma was made.   
 
Treatment: Given the patient’s asymptomatic course no treatment was warranted, although analgesics for pain, Botox for 
hyperhidrosis, or surgical excision can be considered for symptomatic eccrine angiomatous hamartomas. 
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BAP1 Tumor Predisposition Syndrome - A Case Presenting as Basal Cell Nevus 
Syndrome  
 
Patient History: A 59 year old female presented to our clinic with a diagnosis of suspected basal cell nevus syndrome 
(BCNS) from an outside institution, with a history of more than 70 basal cell carcinomas beginning at age 23. She noted a 
slowly enlarging, but otherwise asymptomatic lesion of her left zygoma which she felt to be different from her previous 
basal cell carcinomas. She denied other features of BCNS including odontogenic keratocyts, palmar-plantar pits, or known 
skeletal abnormalities. Family history was significant for her father having over 50 basal cell carcinomas, renal cancer, and 
melanoma.  
 
Biopsies: Histopathologic examination of  the lesion of the left zygoma revealed a biphenotypic proliferation of 
melanocytes. The dermal component was composed of two populations of melanocytes. The first displayed bland 
nevocellular melanocytes arranged as nests and cords which showed maturation with depth. The second was composed 
of large epithelioid melanocytes with oval nuclei and well-defined cytoplasmic borders. A rare mitotic figure was observed. 
 
Laboratory Data: Molecular genetic testing was positive for a heterozygous pathogenic mutation in BAP1 and negative for 
BCNS (PTCH and SUFU genes). 
 
Diagnosis: BRCA1-associated protein 1 (BAP1)-inactivated melanocytic tumor in a patient with BAP1 tumor predisposition 
syndrome.  
 
Treatment: The patient was prescribed vismodegib with acetylcarnitine for myalgia and niacinamide for skin cancer 
chemoprophylaxis. She was referred for surveillance in accordance with the presently available literature for associated 
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uveal melanoma, malignant mesothelioma, and clear cell renal carcinoma. 
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Juvenile Pityriasis Rubra Pilaris: A Rare Papulosquamous Entity 
 

Pityriasis rubra pilaris (PRP) is a rare papulosquamous inflammatory dermatosis with significant clinical heterogeneity. 
Given the unclear pathogenesis and paucity of clinical evidence, the diagnosis and management represent a challenge. 
The juvenile variants are even rarer and more obscure. We present a case of type IV circumscribed juvenile PRP, which 
commonly affects prepubertal children. A 6-month-old healthy African American boy presented with a one-month history of 
an asymptomatic dermatitis affecting his neck, arms, elbows, knees, hands and feet. He had previously been treated with 
hydrocortisone for presumed eczema without improvement. Examination was significant for several well-circumscribed, 
hypopigmented, and scaly hyperkeratotic plaques on his posterior neck, lateral forearms, elbows, knees, ankles and dorsal 
hands and feet. Thickening and superficial desquamation were also noted on both palms. Clinically, the patient’s 
presentation was concerning for PRP, psoriasis, or ichthyosis. A biopsy demonstrated alternating orthokeratosis and 
parakeratosis in a checkerboard pattern with psoriasiform acanthosis and hypergranulosis, leading to a diagnosis of PRP. 
Treatment with topical retinoids was initiated with a plan to transition to oral retinoids or phosphodiesterase inhibitors if 
needed. Type IV PRP is characterized by focal involvement of the elbows, knees, ankles, and dorsal hands and feet in 
prepubertal children. Follicular papules with central keratotic plugs coalesce to well-defined, scaly, erythematous plaques 
at these sites. Waxy orange-red palmoplantar keratoderma may also be seen. The disease course is highly variable. Initial 
therapy commonly involves oral retinoids or methotrexate. Additional therapeutic options include topical retinoids, vitamin 
D analogs, topical corticosteroids, and modified Goeckerman regimen. 
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Insulin-Derived Nodular Amyloidosis 
 

A 55-year-old African American woman with history of endometrial adenocarcinoma s/p hysterectomy and insulin-
dependent type II diabetes mellitus presented with an exquisitely tender hyperpigmented indurated plaque on the right 
lower abdomen. Therapeutic interventions tried and failed included clobetasol 0.05% ointment, doxycycline 100 mg BID, 
and I&D. 
 
MRI pelvis +/- contrast demonstrated a nonspecific subcutaneous lesion without significant fluid component with the 
possibility of abdominal wall scar endometrioma given her prior hysterectomy. Tissue culture (fungal, bacterial, AFB) was 
negative. Punch biopsy revealed nodular amyloidosis with positive insulin stain and Congo red birefringence. 
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The patient was advised to rotate insulin injection sites. The abdominal lesion improved with no evidence of infection.  
 
Insulin is a well-known amyloidogenic protein capable of causing iatrogenic nodular amyloidosis. It is well known that 
insulin injections in diabetic patients are associated with cutaneous changes, most commonly lipoatrophy and 
lipohypertrophy. However, nodular insulin-derived amyloidosis (AIns) is underdiagnosed. The pathogenesis is not yet 
completely understood. A number of factors might accelerate insulin-derived amyloidogenesis, including insulin’s innate 
amyloidogenic structure, the acidic environment found in scar tissue, high concentrations of insulin in one site over a long 
time, and continuous trauma. Dermatologists should be aware of this condition as the presence of nodular AIns can alter 
the absorption and function of insulin, leading to insulin resistance and poor glucose control. Recognition of this condition 
is also important in order to avoid the erroneous diagnosis of systemic amyloidosis, which can often mimic clinical 
symptoms seen in long-term diabetics (eg neuropathy, hypertrophic cardiomegaly, proteinuria). 
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Aggressive Extranodal NK/T-Cell Lymphoma, Nasal Type, Presenting as Purpuric 
Nodules on the Lower Leg 
 

A 53 year-old male with a history of ESRD on hemodialysis presented with a five-day history of enlarging mildly tender 
purpuric subcutaneous nodules on his left shin. Tissue culture was negative, but punch biopsy revealed Extranodal NK/T-
cell Lymphoma, “Nasal Type,” which is a rare, aggressive lymphoma with an unclear, but frequent, association with EBV. 
Prognosis is poor, often with <50% survival rates, but some studies suggest better prognosis for “Nasal Type” presenting 
in a primary cutaneous non-nasal location. Initial PET/CT scan revealed no extracutaneous spread despite the patient 
developing extensive local tissue necrosis requiring debridement and wound care (Hydrogel covered by Hydrofera Blue). 
High expression of MDR P-glycoprotein on NK cells renders classic anthracycline therapy (ex- CHOP) ineffective, and thus 
the most common treatment regimen is called SMILE. SMILE includes dexamethasone, methotrexate and ifosfamide (P-
glycoprotein-independent) plus L-asparaginase (key treatment for refractory disease given the inability of tumor cells to 
synthesize L-asparagine) and etoposide (to address associated hemophagocytic syndrome). However, given that the 
patient is on hemodialysis, an alternative regimen was started consisting of repeating 3-week cycles of Gemcitabine & 
Cisplatin (Days 1,3,5,8 with a break on Days 9-21) for the first cycle and subsequent cycles substituting pegylated L-
asparaginase on Day 5. Unfortunately, after only two cycles, this patient had to discontinue L-asparaginase given 
medication-related acute liver failure. Last PET/CT showed disease remains limited to the skin and subcutis, but with 
spread to the abdomen, highlighting the rapidly progressive nature of this rare lymphoma that started in the skin. 
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Minocycline “tattooing” both diagnostic and therapeutic in clinicopathologically 
discordant leprosy 
 

A 69 year old white male presented with the chief complaint of a red non-tender plaque on his left lateral arm for two 
months. His past medical history was significant for alpha-1-antitrypsin disease treated with inhalers and oxygen. He 
denied any recent foreign travel and gardens as a hobby. 
 
On examination the patient had an unusual single red plaque on his left distal lateral arm. A punch biopsy demonstrated an 
infectious granulomatous infiltrate. Fite stain highlighted numerous organisms in the dermal infiltrate. A tissue block was 
sent to the National Hanson’s Disease Program (NHDP) for PCR analysis and which was positive for Mycobacterium 
leprae. This case is rare because it represents a tuberculoid (TT) presentation clinically with a lepromatous (LL) 
presentation histologically. This also presented a conundrum in choice of antibiotic regimen and determination of duration, 
since this is determined by disease classification. 
 
In consultation with the NHDP, we chose to treat as LL, with dapsone, rifampin, and minocycline. Both clofazimine and 
minocycline are interchangeable as 3rd agents, and both induce hyperpigmentation that can be used to “tattoo” clinically 
invisible LL lesions, serving both diagnostic and therapeutic roles, when initial clinical classification is challenging. 
Minocycline was favored, since clofazimine  requires special licensing and an FDA IND application. 
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Imaging of in vivo pseudoxanthoma elasticum via multiphoton microscopy and 
optical coherence tomography 
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Pseudoxanthoma elasticum (PXE) is an autosomal recessive disorder of abnormal elastic tissue deposition and 
calcification. Clinically, the skin may be lax or redundant in flexures, and may have small, yellow-orange colored papules, 
resembling xanthomas. The diagnosis of PXE is primarily clinical with histologic confirmation, showing microscopic 
changes consisting of disorganized, fragmented elastin fibers in the mid and deep reticular dermis, with potentially 
overlying calcium deposits. We present a case of a 65-year old patient with biopsy-proven PXE and describe characteristic 
skin findings using multiphoton microscopy (MPM) and optical coherence tomography (OCT). We compare and contrast 
these findings with normal skin images and histological findings. MPM acquires images of the skin to a depth of 0.2mm at 
a high resolution, while OCT obtains horizontal scans to a depth of 1-2mm at a lower resolution. MPM imaging of the 
affected area demonstrated an abundance of fragmented and irregular elastin bundles in the papillary dermis. OCT 
imaging was less specific and displayed a wide area of superficial attenuation at 0.53mm with indistinct homogeneous 
material in the mid-dermis that can represent the mineralized, fibrotic tissue found in PXE. This case represents how novel, 
non-invasive imaging technologies can be helpful in diagnosing PXE. 
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Transforming Woringer–Kolopp disease (localized pagetoid reticulosis) in a 58-
year-old woman 
 

A 58-year-old otherwise healthy female presented for mildly pruritic erythematous patches on her left arm. Initial and 
repeat biopsies revealed pityriasiform and spongiotic dermatitis respectively, both of which had epidermotropic 
lymphocytes (CD3+:CD4+:CD7+) concerning for an evolving cutaneous T cell lymphoma (CTCL). Tissue T-cell clonality 
studies and peripheral flow cytometry were negative for immunophenotypic abnormalities, with a kappa:lambda ratio of 1.5 
and a CD4:CD8 ratio of 1.5. She had moderate improvement with excimer laser therapy after failing treatment with topical 
mechlorethamine and topical bexarotene.  
 
Two years later, she returned to clinic with a solitary hyperkeratotic plaque on her left forearm. Tissue T-cell clonality 
studies were repeated and revealed a conversion to positive clonal T-cell receptor gamma population, consistent with a T-
lymphocytic neoplasm. Peripheral flow cytometry remained negative. A CBC, CMP, TSH, and T4 were within normal limits. 
Based on the patient’s clinical and histopathologic findings, she was diagnosed with Woringer-Kolopp disease. CT scan 
with contrast revealed no masses or lymphadenopathy. 
 
Woringer-Kolopp disease (localized pagetoid reticulosis) is an extremely rare variant of mycosis fungoides, making up less 
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than 1% of all CTCL cases. It is characterized by a solitary psoriasiform or hyperkeratotic patch or plaque, usually on an 
extremity and it has a slowly progressive, indolent course. It is often misdiagnosed as psoriasis, dermatitis, parapsoriasis 
or dermatophytosis. To date, approximately 50 cases have been reported. This case demonstrates the importance of 
thorough investigation of clinical lesions suspicious for CTCL with unusual presentations, and vigilant follow-up to detect 
evolving disease. 
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An interesting case of Scurvy: from Sea to Psychiatry 
 

Scurvy, or ascorbic acid deficiency, is seldom diagnosed in developed countries and should be considered in those with 
psychiatric, alcohol abuse, and avoidant/restrictive food intake disorders. The diagnosis can be challenging because of the 
rare incidence. We report a case of scurvy in a man with schizophrenia and a diet void of produce who presented with a 
petechial rash.   

 
A 64-year-old Caucasian male with a past medical history of schizophrenia presented with a 1-week history of a diffuse 
rash. The patient denied any similar rashes, pruritus, recent illness or new medications. The patient was admitted to the 
psychiatric inpatient one month prior for suicidal ideations; a rash was not noted then.  

 
Physical examination revealed a diffuse truncal petechial eruption, perifollicular, hyperkeratotic papules on the lateral 
thighs, and follicular-based papules on lower abdomen. Dermoscopic examination demonstrated “corkscrew” hairs. 
Laboratory workup revealed an undetectable ascorbic acid level and mildly elevated sedimentation rate, 66mm/hr. The 
metabolic panel, B12, folate, and iron studies were within normal limits. 

 
Diagnoses was confirmed with histopathology. Patient was treated with 500mg of vitamin C twice daily for one week, and 
400mg daily thereafter with resolution of symptomology within weeks. 

 
Scurvy, historically linked to sea voyagers of the 18th century, can present in developed countries. Risk factors such as 
alcohol-abuse, older age, restrictive diets, social isolation or those with mental health disorders can all be impacted with 
this disease. This case is an example of how psychiatric disease can lead to a nutritional deficiency with dermatologic and 
systemic manifestations. 
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Neural crest migration dilemma: a case of an intradermal nevus and a 
neurofibroma 
 

A 31 year old, Caucasian female with no significant past medical history presented to dermatology with a tender lesion on 
her left leg which had been present for 5 years and enlarged over the last 2 years. She denied other similar appearing 
lesions, fevers, chills, or rashes. 
 
Physical examination revealed a 1.2 centimeter skin-colored to pink, soft, pedunculated plaque on the left posterior leg 
which was tender to palpation. The differential diagnosis included an intradermal nevus and a neurofibroma.  
 
In the setting of recent growth and tenderness, the plaque was removed with shave biopsy. Pathologic examination 
demonstrated a neurofibroma juxtaposed vertically to an intradermal nevus and described as two separate, distinct 
histologic entities.  
 
To the author’s knowledge, this entity has not yet been described in the literature. There are publications which describe 
neurotized melanocytic nevi but without features specific for neurofibromas. Both neurofibromas and intradermal nevi 
originate from neural crest stem cells, therefore immunohistochemical stains may be necessary to distinguish between the 
Schwann cells and perineural fibroblasts suggestive of neurofibromas and the neurotized, spindle-shaped nevus cells of 
neurotized melanocytic nevi. However, immunohistochemistry was not necessary in our case given a clear delineation 
between the intradermal nevus and neurofibroma on H&E. This case is an interesting juxtaposition of two common entities 
seen in dermatology. Whether these entities derived from the same progenitor cell or are coincidentally together is 
unknown. 
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Disseminated Concurrent Blastomycosis and Histoplasmosis 
 

A 65 year old male with history joint pains and unspecified connective tissue disorder was transferred to our institution for 
management of wounds on the right hand. Patient reported a history of joint and hand swelling two months prior to 
presentation. He subsequently developed significant erythema and pain in his right hand. Due to concern for autoimmune 
arthritis, he was started on prednisone, methotrexate, and hydroxychloroquine without improvement. He subsequently 
developed erosions, ulcerations, and worsening of pain on the right hand and presented to hospital for further evaluation. 
Examination showed extensive erosions and ulcerations with visible muscular and tendon tissue. Further examination on 
the right hand and tender indurated dermal plaques without any epidermal change on the left thigh. Histopathological 
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evaluation showed diffuse dermal inflammatory infiltrate composed of neutrophils, histiocytes, mast cells, lymphocytes, and 
plasma cells. GMS and PAS staining showed numerous small round yeasts with narrow-based budding. Both blood and 
tissue cultures showed growth of Histoplasma Capsulatum. Urine antigen testing was positive for both Histoplasma and 
Blastomyces. Patient was diagnosed with disseminated Blastomycosis and histoplasmosis. He was started on oral 
itraconazole with resolve of all of his cutaneous lesions. 
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A Case of Chloracne in a Firefighter 
 

38-year-old male fire fighter presented with a 1 month history of sudden onset monomorphic pustules, inflammatory 
papules, and cysts which started on the forehead and spread caudally until they completely covered the face, neck, and 
chest. The lesions have persisted and failed two courses of antibiotic therapy. He denies history of acne vulgaris, recent 
travel, new medications, or diet changes, though reports being called to a fire in a mechanic's work-shed one week prior to 
this eruption. Biopsy of a pustular lesion on the chest revealed folliculitis. Gram stain and aerobic culture negative for 
bacteria. Comprehensive metabolic panel and complete blood count unremarkable. Review of the literature reveals two 
cases of chloracne seen in fire fighters, presumably due to exposure to polychlorinated biphenyls, though this is not an 
occupation classically associated with the condition (Orris). Clinically, the patient's case is consistent with chloracne.  
Isotretinoin was initiated for the treatment of his condition. This case is submitted for interest. 
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An unusual case of cutaneous lupus 
 

A 44 year-old woman presented to dermatology clinic for a second opinion regarding a facial eruption. She reported that 
one year ago she developed weakness of her lower extremities and was diagnosed with chronic inflammatory 
demyelinating polyneuropathy (CIDP) for which she was initiated on intravenous immunoglobulin (IVIg).  
She reported onset of pink spots on her face six weeks after starting IVIg. The lesions are asymptomatic. She was 
diagnosed with acne by an outside provider and was prescribed benzoyl peroxide 5% wash, tretinoin 0.025% cream and 
clindamycin 1% lotion from which she experienced no improvement.  

 
Her examination was notable for a well-appearing woman. She had three-to-five millimeter erythematous, blanchable 
papules located on her forehead, nose, bilateral cheeks, dorsal forearms, upper back, anterior chest, vertex scalp and her 
right conchal bowl. She had no periungual changes. 

 
Two four-millimeter punch biopsies were performed which showed a lymphocytic, vacuolar interface dermatitis with 
increased dermal mucin and deep perifollicular inflammation, consistent with cutaneous lupus erythematosus. Laboratory 
evaluation revealed Anti-neutrophilic antibody (ANA) with titer 1:80 and negative anti-smith (Sm), anti-double stranded 
DNA (dsDNA), anti-ribonucleoprotein (RNP), antiphospholipid antibodies. Her complement levels, complete blood count 
and comprehensive metabolic panel were within normal limits. 

 
She was diagnosed with cutaneous lupus erythematosus. Her IVIg was stopped, and she was initiated on mycophenolate 
mofetil one gram twice daily with improvement in her lesions. While CIDP may be a rare manifestation of systemic lupus 
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erythematosus, recent literature supports IVIg as a cause of drug-induced cutaneous lupus erythematosus in patients with 
CIDP. 
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Ten cases of lupus vulgaris from Sri Lanka 
 

Cutaneous tuberculosis (TB) is a rare presentation of extra pulmonary TB and most common variety of cutaneous TB is 
lupus vulgaris (LV). LV usually occurs in previously sensitized individuals who have a high degree of tuberculin sensitivity 
and has varying clinical presentations. 
 
We report the clinical, therapeutic and outcome features of 10 cases of LV. 
 
Six females and 4 males included aged 18 to 75 years. All were previously healthy. Eight patients had plaque type of LV, 5 
with lesions on the face and another three with leg lesions. Other two had hypertrophic type and papular type of LV. Four 
patients presented within 1 year of appearance of the lesions and other 6 were delayed for more than 2 years. Nine out of 
10 did not have evidence of systemic involvement with TB. 
 
All demonstrated tuberculoid type granulomas on skin histology with negative Ziehl Neelsen stain for acid fast bacilli. All 
had positive Mantoux test. TB culture of skin specimens was performed, yet all were negative. TB PCR was performed in 7 
patients and 4 had positive results for mycobacterium tuberculosis. 
 
All were started on anti tuberculous therapy with rifampicin, isoniazid, pyrazinamide and ethambutol for 6 months. Eight 
patients showed complete healing of lesions with some residual scarring and 2 needed extended treatment for another 3 
months. 
 
Conclusion: This case series highlights the importance of suspicion of LV in patients presenting with chronic skin lesions of 
varying morphology in countries endemic for TB. 
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Hidradenocarcinoma of the hip: an uncommon adnexal tumor 
 

A 65-year-old man was referred with a 3-year history of a slowly enlarging nodule on the right lateral hip. He initially 
presented to an outside facility with a painless, soft, mobile 4cm by 3cm subcutaneous nodule with red-purple discoloration 
of the overlying skin. He was otherwise in his normal state of health except for a recent 4-pound weight loss. Microscopic 
examination of an excisional biopsy specimen showed a solid and cystic proliferation of poroid cells with focal squamoid, 
apocrine, and ductal differentiation with hyalinized stroma associated with areas of cytologic atypia, numerous mitotic 
figures, and zones of tumor necrosis, with a focal infiltrative growth pattern. These findings were consistent with a 
diagnosis of hidradenocarcinoma. MRI and PET/CT imaging was negative for metastatic disease, and a sentinel lymph 
node biopsy was negative. The area was reexcised with Mohs micrographic surgery with negative margins, and the patient 
was referred for initiation of adjuvant radiation therapy. 
 
Hidradenocarcinoma is an uncommon malignant adnexal tumor arising from intradermal eccrine glands, and most 
commonly presents on the head and neck. It can follow an aggressive course, and tumors may recur locally or spread 
regionally despite aggressive surgical management. Local excision with wide margins or Mohs micrographic surgery is 
generally recommended, and adjuvant radiation therapy can be considered. 
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