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A Case of Pyoderma Gangrenosum
Associated with Myelofibrosis

Myelofibrozisin Eslik Ettigi
Bir Piyoderma Gangrenozum Olgusu

ABSTRACT Pyoderma gangrenosum (PG) is a rare, destructive and inflammatory skin disease. As-
sociated systemic disorders are observed in half of the cases. Association with myeloproliferative dis-
orders have been reported frequently among the hematologic disorders but association with
myelofibrosis has been reported very rarely. A 35-year-old man with myelofibrosis since 11 years
was consulted to our clinic because of the lesions localized on the injection area on his left arm. On
dermatological examination a 2x3 cm sized bullous lesion on a sharp bordered erythematous plaque
was observed. The lesion spread peripherally and changed to 15x20 cm sized, sharp bordered, ul-
cerated lesion with a purple halo in 10 days. Hystopathological examination of the lesion was con-
sistent with PG. We report our case as PG associated with myelofibrosis is very rare and the
development of the lesion after the injection points out to the pathergy phenomenon in the PG.
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OZET Piyoderma gangrenozum nadir goriilen destriiktif, inflamatuvar bir hastaliktir. Olgularin
yarisinda eglik eden bir sistemik hastalik vardir. Hematolojik hastaliklar arasinda miyeloproliferatif
hastaliklar ile birlikteligin sik oldugu, fakat miyelofibrozisle birlikteligin nadir oldugu
bildirilmektedir. Otuzbes yasinda, 11 yildan beri miyelofibrozisi olan hasta sol kolundaki enjeksiyon
bolgesine yerlesmis lezyonlarin degerlendirilmesi i¢in boliimiimiize konsiilte edildi. Dermatolojik
muayenede keskin sinirhi eritemat6z plak tizerinde 2x3 cm ¢aplarinda biill6z lezyon izlendi. Lezyon
cevreye dogru genisleyerek 10 giin iginde keskin sinirli mor bir halo ile gevrili 15x20 cm ¢aplarinda
iilsere bir lezyon halini aldi. Lezyonun histopatolojik incelemesi piyoderma gangrenozum ile
uyumluydu. Olgumuzu miyelofibrozisle piyoderma gangrenozum birlikteliginin nadir olmas: ve
lezyonun enjeksiyondan sonra gelismesinin piyoderma gangrenozumda paterji fenomeninin
pozitifligini gostermesi nedeniyle sunuyoruz.

Anahtar Kelimeler: Piyoderma gangrenozum, myelofibrozis
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yoderma gangrenosum (PG) is a rare destructive, inflammotory skin

disease.! Half of the cases have an associated systemic disease. Leuke-

mia has been the most frequent hematological disorder reported as-
sociated with PG. We present our case since association with myelofibrosis
and PG is rare.

I CASE REPORT

A 35-year-old man was consulted to our clinic because of the 2x3 cm
sized bullous lesion on an erythematous plaque. The lesion was localized
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RESIM 1: Sharp bordered plaque lesion with a large bullae and purple halo
on the upper arm.

on the area of vancomycin injection which was ad-
ministered for bacterial infection developed after
varicella zoster infection on the face. The lesion
had developed 48 hours after the injection and
spread peripherally and changed to a 15 x 20 cm si-
zed, sharp bordered, ulcerated lesion with a purp-
le halo in 10 days (Figure 1). Idiopathic
myelofibrosis was diagnosed 11 years ago and the
patient was being followed up by the Hematology
Clinic. He had been taking oxymetholone 50 mg,
calcitriol 0.5 mcg and folic acide 5 mg orally. Phys-
ical examination was normal except the skin lesion.
The routine laboratory tests revealed hemoglobi-
ne: 5 g/dl (normal: 14.00-17.50 g/dl), platelet:
55.000 K/uL (150 000-450 000 K/uL), white blood
cell: 3.64 K/uL (4.40-11.30 K/uL), erytrocyte sedi-
mentation rate: 118 mm/h, C reactive protein: 201
mg/L (0.00-5.00 mg/L). Splenomegaly was detected
on abdominal ultrasonography. There were no ot-
her pathological findings. Histopathological exa-
mination of the skin revealed necrosis and
ulceration in epidermis, edema in upper dermis,
perivascular inflammatory cell infiltration (consis-
ting predominantly of neutrophils), and perivascu-
lar necrosis. These findings were consistent with
the diagnosis of PG (Figure 2, 3).

Oral corticosteroid therapy (80 mg) was initi-
ated orally for PG. The lesion regressed signifi-
cantly 20 days after the initiation of the therapy
and corticosteroid dose was lowered gradually.
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I DISCUSSION

Pyoderma gangrenosum is a rare skin disease
characterized with painful, destructive ulceration.
This entity was initially described by Brunsting,
Goeckerman and O’Leary in 1930."?

Etiopathogenesis of PG is not known exactly;
however, it has been reported that new lesions de-

RESIM 3: Leukocytoclastic vasculitis with obliteration of the vessels, poly-
morphonuclear leucocytes and fibrin (H & E x 100).
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veloped in 20% patients after the intradermal skin
tests, injections as in our case, insect bites, biopsi-
es and operations.?* This is considered as pathergy
phenomenon which is characterized with excessi-
ve and uncontrolled inflammatory response to
nonspecific stimuli, and present itself with the de-
velopment of new lesions.?* Also, some authors ha-
ve thought that koebnerization which is defined as
aggrevation of present lesions after the trauma is
typical in PG.>

Neutrophils might play a role in the etiopat-
hogenesis of PG, because neutrophils are the most
common cells observed in the histopatholgy of PG
lesions and PG may develop after the granulocy-
te-macrophage colony-stimulated factor therapy.?

The characteristical lesions of PG are purple-
red, irregular ulcers with necrotic bases and inf-
lammatory borders. The lesions begin as a deep,
painful nodule or superficial, hemorhagic pustules
than hemorhagic or purulent exudations develop
and transforms to an ulcer. The spreading ulcer has
bright erythematous halo. The ulcers may be limi-
ted to the dermis but may spread to the adipose tis-
sues even facia. The lesion is usually single but may
start as groups and become united causing multi-
centric ulcers.>¢

PG has two forms clinically: First form is fast
spreading form characterized with fever, suppura-
tion, pain and inflammatory halo. Second form is
the slow spreading form which has granulation,
crusting on the ulcer and hyperkeratosis on the
margin. Both forms may regress with atrophic and
cribriform scars spontaneously.!? Our case was cli-
nically the fast spreading form.

There are also localized vegetative and atypi-
cal bullous forms of PG. Atypical bullous form is
usually seen in the preleukemic and leukemic pati-
ents and characterized with slow growing, soft pa-
pules and purplish, hemoragic bullous lesions.*®

Crowson et al reported five clinicopathological
forms of PG; bullous, pustular, vegetative, ulcerati-
ve and vesiculopustular. They informed that bul-
lous and ulcerative forms are more frequently
forms associated with hematologic malignancies
than the other forms.”

Turkiye Klinikleri ] Dermatol 2008, 18

Miizeyyen GONUL et al

The lesions are localized usually to lower ex-
tremities but may be localized to any area of body;
aphthous lesions in the oral mucosa and ulceration
of mucous membranes also had been reported.?

Histopathological findings of PG are non-spe-
cific. Edema, dense neutrophilic infiltration, nec-
rosis, hemorragia, and trombosis of small and
medium sized vessels may be seen. Fibrinoid nec-
rosis and vasculitis characterized with leukocytoc-
lastic vasculitis as in our patient were also
reported.'?

The association of PG and systemic disorders is
frequent. The most common associated disorders
are inflammatory bowel disease and PG; however,
association with arthritis, gammopathies, connec-
tive tissue diseases, chronic active hepatitis, diver-
ticulitis, primary bilier cirrosis, gastric and
duodenal ulcers, Behget’s disease, solid tumors,
pnomonitis, abcess of lung, and diabetes mellitus
were also reported."*® Myeloid leukemia is the
most frequent hematologic disorder associated with
PG. The association with myeloma, myelodisplasi-
a, hairy cell leukemia, policytemia vera, and
thrombocytopenic purpura and PG was reported
very rarely.?®” The association with myelofibrosis
is very rare and to our knowledgel6 cases were re-
ported previously in the literature.>”1°

In some of the previously reported cases of PG
associated with myelofibrosis, myelofibrosis was
diagnosed before diagnosis of PG, but in some of
them PG was seen before diagnosis of myelofibro-
sis.® PG was diagnosed in our case 11 months after
the diagnosis of myelofibrosis.

Primary treatment of PG is the treatment of un-
derlying disorder, if present, initially. Corticostero-
ids, sulpha group drugs, cyclosporin, azathioprine,
methotrexate, cyclophosphamide, chlorambucil,
clorphazimine and mycophenolate mofetil are used
in the treatment of PG. Local wound care is also
important in treatment of PG.!?

The cases of PG associated with myelofibrosis
were treated with oral or intraveneous steroids pre-
viously and responded very well.>#° We also prefe-
red steroid therapy for our patient and his lesions
regressed very rapidly.
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lofibrosis who have cutaneous ulcers, induration

Myelofibrosis may be a cause of PG and the di-
agnosis of PG should be thought in cases with mye-

and/or bullous lesions.
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We report our case as the association of PG
with myelofibrosis is very rare and the develop-
ment of the lesion after the injection points out to

pathergy phenomenon in PG.
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