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LIST OF ABBREVIATIONS

AD: autosomal dominant

AIP: acule intermittent porphyria

ALA: : ammolevulinic acid

AR: autosomal recessive

BD: bullous diabeticorum

BMZ.: basement membrane zone

BP: bullous pemphigoid

C: complement

CBDC: chronic bullous dermatosis of childhood
CD: coeliac disease

CEP: congenital erythropoeitic porphyria
CICs: circulating immune complexes

CP: cyclophosphamide

CY: cyclosporine

DCP: dexamethasone-cyclophosphamide
DDEB: dominant dystrophic epidermolysis bullosa
DDS: diaminophenylsulphone

DEJ: dermo-epidermal junction

DH: dermatitis herpetiformis

DIF: direct immunofluorescence

DM: Dowlimg-Meara

EB: epidermolysis bullosa

EBA: epidermolysis bullosa acquisita

EBD: epidermolysis bullosa dystrophica

EBS: epidermolysis bullosa simplex

ED: elemental diet

ELISA: enzyme linked immunosorbent assay
EM: erythema multiforme

EPP: erythropoeitic porphyria

FITC: flurescein-isothiocyanate

FS: fogo selvagem

GG6-PD: glucose 6-phosphate dehydrogenase
GABEB: generalized atrophic benign epidermolysis bullosa
GIHC: group health cooperative |
GSI: gluten sensitive enteropathy

H&H: Hailey and Hailey disease

HG: herpes gestationis

HLA: human leukocyte antigen



HS: herpes simplex

HSV: herpes simplex virus

HZ: herpes zoster

IF: immunofluorescence

Igs: unmunoglobulins

[IF: indirect immunofluorescence

JEB: junctional epidermotlysis bullosa
LABD: linear IgA bullous dermatosis

LD: lamina densa

LE: lupus erythematosus

LL: lamina lucida '

MTX: methotrexate

NAI: non-accidental injury

NSAID: non-steroidal anti-inflammatory drugs
PAF: pemphigus acantholytic factor

PAS: periodic acid schiff

PCR: polymerase chaimn reaction

PCT: porphyria cutanea tarda

PE: pemphigus erythematosus

PF: pemphigus foliaceus

PHI: primary herpetic infection

PV: pemphigus vulgaris

RDEB: recessive dystrophic eptdermolysis bullosa
SCC: squamous cell carcinoma

SJS: Steven—Johnson Syndrome

SLE: systemic lupus erythematosus

SSSS: staphylococcal scalded skin syndrome

"~ TB: Tuberculosis

TEN: toxic epidermal necrolysis
UROD: uroporphyrinogen decarboxylase
UV: ultraviolet '
VZV: varicella zoster virus
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List of figures

Fig. (14): Epidermolysis Bullosa Simplex (EBS). Large bullac at sites of trauma in an
infant aged 3 years.

Fig. (15): EBS. Bullous lesions at sites of trauma.

Fig. (16): EBS. The early case with starting vacuolar degeneration of basal cell layer.

Fig. (17): EBS. Fully developed lesions with evident subepidermal blister.

Fig. (18): Early iesion of EBS. PAS-stained sections shows the PAS +ve BMZ with

"« early vacuolar degeneration of basal keratinocytes. :

Fig. (19): Fully developed lesions of EBS. PAS +ve BMZ is pushed to the floor of the
blister.

Fig. (20): Pemphigus Vulgaris (PV). Female patient with crusted lesions and raw areas
on the face, lips and neck.

Fig. (21): PV. Denuded areas, crusted lesions and hyperpigmentation followed healing
of old bullae.

Fig. (22): PV. Ternse bullae appear on the inner sides of thighs.

Fig. (23): PV. Close up view shows the tense bullae and the denuded areas of ruptured

blisters.

. (24): PV. Crusted lesions at the base of the neck and the large denuded areas in

the chest. _

Fig. (25): PV. Close up view shows the large denuded area on the side of the chest.

Fig. (26): PV. Suprabasal acantholysis with suprabasal acantholytic blister. Note the
acantholytic process also involves the folhicular epithelium. :

Fig. (27): PV. An evolving blister. Note the perivascular and interstitial infiltrates of
lymphocytes, neutrophils and eosmophils.

Fig. (28): PV. Early blister with evident spongiosis with eosinophils.

Fig. (29): PV. The characteristic tombstone appearance. -

Fig. (30): PV. Fully developed lesion. Suprabasal acantholytic blister. Within the
blister cavity, acantholytic keratmnocytes are present singly or in clusters with
fibrin and inflammatory cells. ' '

Fig. (31): PV. This photograph shows the characteristic tombstone appearance of
basal keratinocytes and the acantholyic cells single and in clusters within the
blister cavity. :

Fig. (32): PV. Long-standing blister in which part of the epidermis has started
regeneration. |

Fig. (33): PV. Note the well-formed pranular cell layer in the fully regenerated
epidermis. The keratinocytes in the former blister became necrotic.

Fig. (34): PV. tve DIE of the perilesional skin showing deposttion of 1gG in the
intercellular location.
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Fig. (35): PV. Early cleavage with +ve DIF of the perilesional skin showing the
deposition of C; in the mtercellular spaces.

(36): PV. +ve DIF of the lesional biopsy showing IgG deposition m the
mtercellular spaces at the roof of the blister. |

Fig. (37): PV. +ve DIF of the Lesional biopsy shows the edge of the bhister with IgG
deposits in the intercellular spaces. |

Iiig. (38): Pemphigus Foliaceus (PF). Leavy scales and crust over the neck and the
upper chest, ' :
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Tig. (39): PF. Scaly lesions and crustation over the forearm.

Fig. (40): PF. The same lesions over both legs.

Fig. (41): PF. An early lesion showing spongiosis with eosinophils, the interstitial

infiltrates of eosinophils and the marked oedema of the papillary dermis.

Fig. (42): PF. The acantholytic process affects the uppermost layers of keratinocytes

with few acantholytic cells seen. '

. (43): PF. Note the windblown effect on the uppermost layer of keratmocytes due

to partial acantholysis.

Fig. (44): PF. +ve DIF of per1les10nal skin showmg lgG deposits in the mtercellular
spaces.

Fig. (45): PF. +ve DIF of perilesional skin showing Cs deposits in the intercellular
spaces giving them a honey-comb appearance.

Fig. (46): Pemphigus Erythematosus (PE). Superficial scales and crustation on the face
and the neck.

Fig. (47): PE. Superficial blisters, crusted and hyperpigmented areas on the lower

limbs.

Fig. (48): PE. Superficial scaly, crusted and hyperpigmented areas over the back.

Ilig. (49): PE. The acantholytic process involves the uppermost layers of the epidermis
with few acantholytic cells seen. The acantholytic cells  are adnuxed with
inflanunatory infiltrate mostly neutrophils. Higher magnification.

Fig. (50): Bullous Pemphigoid (BP). Tense and flaccid bullae in the axillae.

Fig. (51): BP with unusual flaccid bullae on the abdomen.

Fig. (52): BP. The peri-vascular and interstitial infiltrates with numerous eosmophils.

Fig. (53): BP. Subepidermal blister with fibrin and inflammatory cells mostly
eosinophils within the bullous cavity. The dermis shows perivascular and
interstitial infiltrates of lymphocytes, neutrophils and numerous eosinophiis.

Fig. (54): BP. +ve DIF of the perilesional skin showing linear deposition of IgG along
the DEJ.

Fig. (55): BP. +ve DIF of the perilesional skin showing linear IgG deposition along
the DEJ. Higher magnification.

Fig. (56): Dermatitis Herpetiformis (DH) with unusual appearance of intact vesicles

over the lower back.
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Fig. (57): DH. Pruritic papules on the extensor aspect of the elbows.

Fig. (58): DH. Subepidermal blister containing fibrin and inflammatory cells mostly
neutrophils within the bullous cavity.

Fig. (59): DH. Higher magnification shows the content of the bulla, which is formed of
fibrin and inflammatory cells mostly neutrophils. |

Fig. (60): DH. +ve DIF of the perilesional skin showing granular deposits of IgA in
the papillary dermis.

Ifig. (61): DH. +ve DIF of the penlesional skin showing granular and fibrillar deposits

. of IgA along the DEJ and also in the papillary dermis. Higher magnification.

Fig. (62): DH. +ve DIF of the perilesional skin showing clumped deposits of IgA in

_ the papillary dermus.

Fig. (63): DH. +ve DII' of the perilesional skin showing clumped deposits of [gA in
the dermal papilla. Higher magnification.

Fig. (64): Chronic Bullous Dermatosis of Childhood (CBDC). Annular configuration
of bullae and crusted lesions over the forearm.

IFig. (65): CBDC. Close up view.

Fig. (66): CBDC. Tense bullae on the forearm.

JFig. (67): CBDC. Tense bullae on both legs.

Fig. (68): CBDC. Subepidermal blister due to separation of DEJ in addition to fibrin in

| blister cavity and inflammatory infiltrate mostly neutrophils admixed with few
cosinophils.

Fig. (69): CBDC. Higher magnification shows neutrophilic infiltrates.

Fig. (70): CBDC. +ve DII' of the perilesional skin showing linear deposition of IgA
along the DEJ.

Fig. (71): CBDC. +ve DIF of the peilesional skin showing IgA deposits along the

DET.
. (72): Bullous Systemic Lupus Erythematosus (B. SLE). Hemorrhagic crusted and
denuded area over the chest. '

Fig. (73): B. SLE. Hemorrhagic crusted and denuded area over the chest and upper

abdomen.

Fig. (74): B. SLE. Subepidermal blister due to liquifactive degeneration of basal cell
layer. In addition to fibrin, the blister contains neutrophilic infiltrates.

Fig. (75): B. SLE. At the side of the blister cavity, neutrophils accumulate in the
dermal papillae and arrange themselves along the DEJ.

Iig. (76): Herpes. Zoster (HZ). Unilateral distribution of grouped vesicles on an
erythematous oedematous base.

Fig. (77): Herpes Simplex (HS). Grouped vesicles on an erythematous oedematous
base.

Fig. (78): HZ. Multinucleated intraepidermal giant cells.
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Fig. (79): HZ. Higher magnification shows intraepidermal giant cells.

Fig. (80): Bullous impetigo. Flaccid bullac over the face and neck.

Fig. (81): Bullous Impetigo. Subcomeal blister containing neutrophils. Note the

basophilic staining of the tissue due to release of lysosomal enzymes from neutrophils.

Fig. (82): Bullous drug eruption. Scattered bullae with surrounded erythema over both
upper limbs. j

Fig. (83): Bullous drug eruption. Scattered bullae surrounding erythema on the axillae.

Fig. (84): Bullous drug eruption. Marked spongiosis and spongiotic vesicles within the

_ epidermis and dense mostly lymphoeytic infiltrates orientated perivascular in the
* upper dermis. -

Fig. (85): Bullous drug eruption. Higher magnification shows marked spongiosis and
spongiotic vesicle within the epidermis and dense mostly lymphocytic infiltrates
orientated perivascular in the upper dermis.

Fig. (86): Erythema Multiforme (EM). Characteristic target lesions 1 the palms.

Fig. (87): EM. Close up view shows the target lesion.

Fig. (88): EM. Subepidermal blister due to marked oedema of papillary dermus.

Fig. (89): EM. Note the necrotic keratinocytes.

fig. (90): Porphyria Variegata. Note the photosensitivity and the facial
hyperpigmentation over butterfly area of the face (Sun-exposed area).

Fig. (91): Porphyria Variegata. Note the atrophic scarring over the dorsal aspect of
both hands (Sun-exposed area).

Fig. (92): Porphyria cutanea tarda (PCT). Note the atrophic scarring and crusted
lesions over the dorsum of the hand (Sun-exposed area).

Fig. (93): PCT. +ve porphyrin in urine in the form of coral red fluorescein.

Fig. (94): Porphyria Variegata. Cell poor subepidermal blister. Note the deposition of
amorphous eosinophilic material around blood vessels.

Fig. (95): Porphyria cutanea tarda (PCT). Cell poor subepidermal blister.

Fig. (96): Porphyria Variegata. Higher magnification.

Fig. (97): PCT. Faint deposition of PAS+ve material around capillaries of superficial
dermis.



