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Introduction Introduction

A Diseases of cutaneous vessels important caus A Morphologic groups include:
of morbidity, and sometimes mortality A Non inflammatory purpurasextravasation of

A Basis for extensive multidisciplinary erythrocytes without inflammation or
collaboration among rheumatologists, occlusion, i.e., senile purpura
dermatologists, and dermatopathologists A VasculopathyVascular occlusion with

associated downstream changes, i.e., skin
ulceration and localized necrosis
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Introduction Introduction

A Urticaria: Immunity changes leads to vascular A Non neutrophilic vasculitisnflammation of
changes, leakage of intravascular contents intt vessel walls, but driven by either lymphocytes
dermis (can overlap with acute vasculitis) or histiocytes with formation of

A Acute vasculitisTrue inflammation of vessel granulomatous changes
walls, with fibrinoid necrosis, infiltration by ANeutrophiIic dermatosefi.e., Sweet
neutrophils, and leukocytoclasis (neutrophilic syndrome): Dermal infiltration by neutrophils
debris) but acute vasculitis isecondary not primary
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Case 1

16 year old female with erythematous
papules and nodules on her lower extremities.
The biopsy is from a nodule on the left lower
leg.
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Question 1: What is the best
diagnosis for this lesion?

AA. Lupus panniculitis

AB. Polyarteritis nodosa

AC. Subcutaneous panniculitis like T cell
lymphoma

AD. Lipodermatosclerosus

AE. Subcutaneous granuloma annulare
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Polyarteritis nodosa Polyarteritis nodosa

Alnflammation of small and medium sized ACan have a cutaneous only version
muscular arteries APatients present with nodules, livedo
Alnvolves visceral organs like kidneys, liver, reticularis, and/or ulceration involving the
gastrointestinal tract and nervous system lower limbs (palpable purpura)
AcConstitutional symptoms are present, AMild constitutional symptoms such as fever
including fever, weight loss, fatigue, arthralgia, can be present
myalgia APrognosis is very good, but recurrent and
A5 year survival=50% chronic course
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Polyarteritis nodosa Polyarteritis nodosa

AMany causes documented, including formation ASuperficial biopsies may show no findings, so .
of immune complexes, angiogenic cytokines, deep incisional biopsy is recommended
hepatitis B and C, and preceding bacterial

Alf an ulcer is present, take a biopsy from near
the center of the ulcer, as the affected artery
may be directly underneath

infections

ATreatment includes corticosteroids under
occlusion for cutaneous lesions, oral

corticosteroids, and non steroidal anti AAcute inflammation of small and medium sized
inflammatory agents such as mycophenolate arteries
mofetil
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Polyarteritis nodosa Polyarteritis nodosa
AFibrinoid necrosis of vessel walls, fibrin A_Can see vessels at all stages of _
thrombi formation, and infusion of walls with involvement/development (none to partial to

full; early and late lesions)

AcCan see deposition of IgM and sometimes C3
in vessel walls on direct immunofluorescence

acute inflammatory cells
ALeukocytoclasis can be present

APartial to full involvement of the vessel may be AOIder lesions show intimal thickening and
seen luminal obliteration with an accompanying
ASome vessels may be uninvolved mononuclear infiltrate
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Question 2: What is an important
histologic differential diagnostic
consideration?

AA. Necrobiosis lipoidica diabeticorum
AB. Nodular vasculitis

AcC. Pancreatic panniculitis

AD. Lupus panniculitis

AE. NK/T cell lymphoma
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Nodular vasculitis

Alnflammatory changes within subcutis
predominantly

ADiffuse lobular panniculitis, with
granulomatous inflammation, focal necrosis,
and vasculitis

AGranulomas are poorly formed, and
accompanied by mixed inflammation
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Case 2

55 year old woman with multiple new lesions
which the patient thought were spider bites.
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Nodular vasculitis

AErythema induraturmodular vasculitis
thought to be the same entity, presumably
related to tuberculosis, regardless of whether
organisms are obtained from lesions via
cultures or PCR methodology

AcCharacterized by recurrent crops of tender
erythematous nodules, predilection for calves
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Nodular vasculitis

AVasculitis involves all sizes of arteries and vein
(separating this entity from both
thrombophlebitis and polyarteritis nodosa)

Aln nodular vasculitis, vasculitis and
inflammatory changes involves contiguous
lobules (diffuse), whereas in polyarteritis
nodosa, inflammatory changes limited to the
vicinity of the involved vessel (localized)
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Question 3. What is the best
diagnosis for this entity?

AA. Lichen planus

AB. Dermatitis herpetiformis

Al 55328Q RAA&SIAS
AD. Mucha Habermann syndrome

AE. Squamous cell carcinoma in situ
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Malignant atrophic papulosis
65532aQ RA&SI asSt

ARare multisystem vasocclusive disease
AAssociated with infarctive lesions of visceral
sites, particularly Gl tract

AcCrops of papules develop, evolve slowly to
become umbilicated with a porcelain center
and telangiectatic rim

AFinally, lesions resolve with an atrophic scar
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Malignant atrophic papulosis
05S32aQ RAASEasSt
AThere are cutaneous lesiously versions

which have a benign course

AHistology: epidermal atrophy with overlying
hyperkeratosis and wedge shaped area of
cutaneous ischemia

ADense lymphocytic infiltrate

AoOverlap histologically with lichen sclerosus or
early morphea
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Question 4: The patient was found to have
several year history of abdominal pain and
bleeding. Her follow up was set up with various
specialists. Who should follow this patient?

AA. Podiatrist

AB. Endocrinologist

AC. Neurologist/neurosurgeon
AD. Allergist

AE. Oncologist
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Case 3

54 year old man with 2 episodes of 3rd/4th
right toe swelling, pruritus, and erythema.
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Malignant atrophic papulosis
05S32aQ RAAaSIast
AEndothelial swelling is seen of venules and to .

lesser extent, arterioles

AExtensive deposition of mucopolysaccharides
in the dermis, thought to be a secondary event
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Patient should be followed by
neurologist or neurosurgeon for
CNS events

ADegos disease is thought to be a multi
system vaso occlusive phenomenon

ACNS events is a potential avenue of
fatality
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Perniosis

AlLocalized inflammatory lesion which individuals
experience secondary to cold weather

AClassic perniosigchilblains): fingers, toes, sometimes
ears

AcChilblain lupus lesions occuring in the setting of
lupus erythematosus that mimic pernio

AEquestrian perniosis: occurs on thighs and buttocks ¢
female equestrians in winter
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Question 5: What is the best
diagnosis for this lesion?

AA. Lymphoma

AB. Pernio

AC. Bullous pemphigoid

AD. Syphilis

AE. Polymorphous light eruption
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Perniosis

AOn histopathology, perniosis is considered a
Gt @YLIK202GA0¢ @I a0dA A

AsSuperficial and deep perivascular infiltrates of
lymphocytes are seen as well as perieccrine
inflammation

Alntramural inflammation and vessel wall
thickening can be seen as well
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Perniosis

AThere can be subepidermal edema but this
may not be fully formed

Alnterface activity and dermal mucin deposition
may accompany lesions of lupus
erythematosus, and may be very extensive
(more than cold related pernio)
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Question 6: Recently a study examined the
expression of which marker in large
atypical cells of pernio?

AA. CK5/6

AB. PDiL

AcC. sox10

AD. STAB

AE. CD30
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Case 4

27 year old woman with right upper cheek
lesion.
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Perniosis

AA leukocytoclastic vasculitis is almost never
seen

ALack of subepidermal edema and deep
infiltrate does not exclude this diagnosis: may
depend on when along the disease process th:
biopsy was taken

Alf lupus is suspected, further work up is
indicated

Beaumont
HEALTH

CD30 expression in large atypical
lymphocytes

AA recent study from the Univ of Pennsylvania
examined expression of CD30 in the large atypical
cells of pernio

AActivated T cells that express CD30 can be a part of
any inflammatory infiltrate and do not necessarily
constitute a diagnosis of lymphoma

AMassey PR et al. Am J Dermatopathol. 2014
Sep;36(9):733.
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Question 7: What is the best Granuloma faciale
diagnosis for this lesion?
ARare dermatosis manifesting as one or more
AA. Granuloma faciale brown red plaques or nodules
AB. Eosinophilic fasciitis AFace, solitary
Ac. Arthropod bite reaction AMiddle aged males
AD. Lymphomatoid papulosis APersistent, asymptomatic
AE. Mast cell disease AThought to be a vasculitis
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