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yo der ma gan gre no sum (PG) is a ra re des truc ti ve, inf lam mo tory skin
di se a se.1Half of the ca ses ha ve an as so ci a ted syste mic di se a se. Le u ke -
mi a has be en the most fre qu ent he ma to lo gi cal di sor der re por ted as-

so ci a ted with PG. We pre sent our ca se sin ce as so ci a ti on with mye lo fib ro sis
and PG is ra re.

CA SE RE PORT
A 35-ye ar-old man was con sul ted to our cli nic be ca u se of the 2x3 cm

si zed bul lo us le si on on an ery the ma to us pla qu e. The le si on was lo ca li zed
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A Case of Pyoderma Gangrenosum 
Associated with Myelofibrosis

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.
Key Words: Pyoderma gangrenosum, myelofibrosis

ÖZET Piyoderma gangrenozum nadir görülen destrüktif, inflamatuvar bir hastalıktır. Olguların
yarısında eşlik eden bir sistemik hastalık vardır. Hematolojik hastalıklar arasında miyeloproliferatif
hastalıklar ile birlikteliğin sık olduğu, fakat miyelofibrozisle birlikteliğin nadir olduğu
bildirilmektedir. Otuzbeş yaşında, 11 yıldan beri miyelofibrozisi olan hasta sol kolundaki enjeksiyon
bölgesine yerleşmiş lezyonların değerlendirilmesi için bölümümüze konsülte edildi. Dermatolojik
muayenede keskin sınırlı eritematöz plak üzerinde 2x3 cm çaplarında büllöz lezyon izlendi. Lezyon
çevreye doğru genişleyerek 10 gün içinde keskin sınırlı mor bir halo ile çevrili 15x20 cm çaplarında
ülsere bir lezyon halini aldı. Lezyonun histopatolojik incelemesi piyoderma gangrenozum ile
uyumluydu. Olgumuzu miyelofibrozisle piyoderma gangrenozum birlikteliğinin nadir olması ve
lezyonun enjeksiyondan sonra gelişmesinin piyoderma gangrenozumda paterji fenomeninin
pozitifliğini göstermesi nedeniyle sunuyoruz.
Anahtar Kelimeler: Piyoderma gangrenozum, myelofibrozis
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on the are a of van co my cin in jec ti on which was ad-
mi nis te red for bac te ri al in fec ti on de ve lo ped af ter
va ri cel la zos ter in fec ti on on the fa ce. The le si on
had de ve lo ped 48 ho urs af ter the in jec ti on and
spre ad pe rip he rally and chan ged to a 15 x 20 cm si -
zed, sharp bor de red, ul ce ra ted le si on with a purp -
le ha lo in 10 days (Fi gu re 1). Idi o pat hic
mye lo fib ro sis was di ag no sed 11 years ago and the
pa ti ent was be ing fol lo wed up by the He ma to logy
Cli nic. He had be en ta king oxy met ho lo ne 50 mg,
cal cit ri ol 0.5 mcg and fo lic aci de 5 mg orally. Phys-
i cal exa mi na ti on was nor mal ex cept the skin le si on.
The ro u ti ne la bo ra tory tests re ve a led he mog lo bi -
ne: 5 g/dl (nor mal: 14.00-17.50 g/dl), pla te let:
55.000 K/uL (150 000-450 000 K/uL), whi te blo od
cell: 3.64 K/uL (4.40-11.30 K/uL), ery trocy te se di -
men ta ti on ra te: 118 mm/h, C re ac ti ve pro te in: 201
mg/L (0.00-5.00 mg/L). Sple no me galy was de tec ted
on ab do mi nal ul tra so nog raphy. The re we re no ot -
her pat ho lo gi cal fin dings. His to pat ho lo gi cal exa -
mi na ti on of the skin re ve a led nec ro sis and
ul ce ra ti on in epi der mis, ede ma in up per der mis,
pe ri vas cu lar inf lam ma tory cell in fil tra ti on (con sis -
ting pre do mi nantly of ne ut rop hils), and pe ri vas cu -
lar nec ro sis. The se fin dings we re con sis tent with
the di ag no sis of PG (Fi gu re 2, 3).

Oral cor ti cos te ro id the rapy (80 mg) was ini ti -
a ted orally for PG. The le si on reg res sed sig ni fi -
cantly 20 days af ter the ini ti a ti on of the the rapy
and cor ti cos te ro id do se was lo we red gra du ally. 

DIS CUS SI ON
Pyo der ma gan gre no sum is a ra re skin di se a se

cha rac te ri zed with pa in ful, des truc ti ve ul ce ra ti on.
This en tity was ini ti ally des cri bed by Bruns ting,
Go ec ker man and O’ Le ary in 1930.1,2

Eti o pat ho ge ne sis of PG is not known exactly;
ho we ver, it has be en re por ted that new le si ons de-
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RESĐM 1: Sharp bordered plaque lesion with a large bullae and purple halo
on the upper arm.

RESĐM 2: Ulceration in the epidermis and edema in the dermis (H & E x 25).

RESĐM 3: Leukocytoclastic vasculitis with obliteration of the vessels, poly-
morphonuclear leucocytes and fibrin (H & E x 100).



ve lo ped in 20% pa ti ents af ter the in tra der mal skin
tests, in jec ti ons as in our ca se, in sect bi tes, bi op si -
es and ope ra ti ons.2,3 This is con si de red as pat hergy
phe no me non which is cha rac te ri zed with ex ces si -
ve and un con trol led inf lam ma tory res pon se to
nons pe ci fic sti mu li, and pre sent it self with the de-
ve lop ment of new le si ons.3,4Al so, so me aut hors ha -
ve tho ught that ko eb ne ri za ti on which is de fi ned as
ag gre va ti on of pre sent le si ons af ter the tra u ma is
typi cal in PG.5

Ne ut rop hils might play a ro le in the eti o pat -
ho ge ne sis of PG, be ca u se ne ut rop hils are the most
com mon cells ob ser ved in the his to pat holgy of PG
le si ons and PG may de ve lop af ter the gra nu locy -
te-mac rop ha ge co lony-sti mu la ted fac tor the rapy.2

The cha rac te ris ti cal le si ons of PG are purp le-
red, ir re gu lar ul cers with nec ro tic ba ses and inf -
lam ma tory bor ders. The le si ons be gin as a de ep,
pa in ful no du le or su per fi ci al, he mor ha gic pus tu les
than he mor ha gic or pu ru lent exu da ti ons de ve lop
and trans forms to an ul cer. The spre a ding ul cer has
bright ery the ma to us ha lo. The ul cers may be li mi -
ted to the der mis but may spre ad to the adi po se tis-
su es even fa ci a. The le si on is usu ally sing le but may
start as gro ups and be co me uni ted ca u sing mul ti -
cen tric ul cers.2,6

PG has two forms cli ni cally: First form is fast
spre a ding form cha rac te ri zed with fe ver, sup pu ra -
ti on, pa in and inf lam ma tory ha lo. Se cond form is
the slow spre a ding form which has gra nu la ti on,
crus ting on the ul cer and hyper ke ra to sis on the
mar gin. Both forms may reg ress with at rop hic and
crib ri form scars spon ta ne o usly.1,2Our ca se was cli -
ni cally the fast spre a ding form. 

The re are al so lo ca li zed ve ge ta ti ve and aty pi -
cal bul lo us forms of PG. Aty pi cal bul lo us form is
usu ally se en in the pre le u ke mic and le u ke mic pa ti -
ents and cha rac te ri zed with slow gro wing, soft pa -
pu les and purp lish, he mo ra gic bul lo us le si ons.2,6

Crow son et al re por ted fi ve cli ni co pat ho lo gi cal
forms of PG; bul lo us, pus tu lar, ve ge ta ti ve, ul ce ra ti -
ve and ve si cu lo pus tu lar. They in for med that bul-
lo us and ul ce ra ti ve forms are mo re fre qu ently
forms as so ci a ted with he ma to lo gic ma lig nan ci es
than the ot her forms.5

The le si ons are lo ca li zed usu ally to lo wer ex-
tre mi ti es but may be lo ca li zed to any are a of body;
aph tho us le si ons in the oral mu co sa and ul ce ra ti on
of mu co us mem bra nes al so had be en re por ted.1,2

His to pat ho lo gi cal fin dings of PG are non-spe -
ci fic. Ede ma, den se ne ut rop hi lic in fil tra ti on, nec -
ro sis, he mor ra gi a, and trom bo sis of small and
me di um si zed ves sels may be se en. Fib ri no id nec -
ro sis and vas cu li tis cha rac te ri zed with le u kocy toc -
las tic vas cu li tis as in our pa ti ent we re al so
re por ted.1,2

The as so ci a ti on of PG and syste mic di sor ders is
fre qu ent. The most com mon as so ci a ted di sor ders
are inf lam ma tory bo wel di se a se and PG; ho we ver,
as so ci a ti on with art hri tis, gam mo pat hi es, con nec -
ti ve tis su e di se a ses, chro nic ac ti ve he pa ti tis, di ver -
ti cu li tis, pri mary bi li er cir ro sis, gas tric and
du o de nal ul cers, Beh çet’s di se a se, so lid tu mors,
pno mo ni tis, ab cess of lung, and di a be tes mel li tus
we re al so re por ted.1,2,6 Mye lo id le u ke mi a is the
most fre qu ent he ma to lo gic di sor der as so ci a ted with
PG. The as so ci a ti on with mye lo ma, mye lo disp la si -
a, ha iry cell le u ke mi a, po licy te mi a ve ra, and
throm bocy to pe nic pur pu ra and PG was re por ted
very ra rely.2,6,7 The as so ci a ti on with mye lo fib ro sis
is very ra re and to our know led ge16 ca ses we re re-
por ted pre vi o usly in the li te ra tu re.3,7-10

In so me of the pre vi o usly re por ted ca ses of PG
as so ci a ted with mye lo fib ro sis, mye lo fib ro sis was
di ag no sed be fo re di ag no sis of PG, but in so me of
them PG was se en be fo re di ag no sis of mye lo fib ro -
sis.8 PG was di ag no sed in our ca se 11 months af ter
the di ag no sis of mye lo fib ro sis. 

Pri mary tre at ment of PG is the tre at ment of un-
derl ying di sor der, if pre sent, ini ti ally. Cor ti cos te ro -
ids, sulp ha gro up drugs, cyclos po rin, azat hi op ri ne,
met hot re xa te, cyclop hosp ha mi de, chlo ram bu cil,
clorp ha zi mi ne and mycop he no la te mo fe til are used
in the tre at ment of PG. Lo cal wo und ca re is al so
im por tant in tre at ment of PG.1,2

The ca ses of PG as so ci a ted with mye lo fib ro sis
we re tre a ted with oral or in tra ve ne o us ste ro ids pre-
vi o usly and res pon ded very well.3,8,9We al so pre fe -
red ste ro id the rapy for our pa ti ent and his le si ons
reg res sed very ra pidly.
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Mye lo fib ro sis may be a ca u se of PG and the di-
ag no sis of PG sho uld be tho ught in ca ses with mye -
lo fib ro sis who ha ve cu ta ne o us ul cers, in du ra ti on
and/or bul lo us le si ons.

We re port our ca se as the as so ci a ti on of PG
with mye lo fib ro sis is very ra re and the de ve lop -
ment of the le si on af ter the in jec ti on po ints out to
pat hergy phe no me non in PG.
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