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a ra ne op las tic pemp hi gus (PNP) is an au to im mu ne blis te ring di sor der
as so ci a ted with an un derl ying he ma to lo gic or non he ma to lo gic ma-
lig nancy. The di se a se was ini ti ally des cri bed by An halt et al. in 1990.1

In PNP, se ve re and in trac tab le sto ma ti tis is usu ally the first pre sen ting ma -
ni fes ta ti on and is ex tre mely re cal cit rant to the the rapy. In ge ne ral, the prog-
no sis of PNP is po or in com pa ri son with clas sic pemp hi gus. Usu ally the re is
no sig ni fi cant res pon se to the the ra pi es with high do se cor ti cos te ro ids and
ot her im mu no sup pres si ve agents, in tra ve no us im mu nog lo bu lins and plas -
map he re sis. But tre at ment of un derl ying tu mo ur of ten re sults in a slow re s-
o lu ti on of the skin le si ons. He re, we pre sent a fa tal ca se of PNP as so ci a ted
with pan cre a tic car ci no ma. 

A Case of Paraneoplastic Pemphigus 
Associated with Pancreatic Carcinoma

ÖZET Paraneoplastic pemphigus, a rare form of autoimmune blistering diseases, may present with
polymorphic cutaneous lesions such as erythema, papulosquamous eruptions, bullae, targetoid
lesions or lichenoid eruptions. The disease is usually accompanied by hematologic malignancies,
while few cases presenting in association with non-hematologic neoplasms have also been reported.
To our knowledge, only one case with pancreatic carcinoma has been reported previously. The
diagnosis of pancreatic carcinoma located in the corpus is often delayed because of its asymptomatic
course and absence of a specific laboratory marker. Here, we describe a male patient with fatal
paraneoplastic pemphigus resistant to conventional therapy and found to be associated with an
underlying occult pancreatic carcinoma.
Anahtar Kelimeler: Pemphigus; pancreatic neoplasms

ABSTRACT Paraneoplastik pemfigus, eritem, papüloskuamöz erüpsiyonlar, büller, dairesel lezy-
onlar ya da likenoid erüpsiyonlarla kendini gösterebilen, otoimmün büllü hastalıkların nadir bir
formudur. Az sayıda olguda nonhematolojik neoplazilerle birliktelik bildirilmiş olsa da genellikle
hematolojik malignitelere eşlik eder. Bizim bilgilerimize göre literatürde şu ana kadar pankreas
karsinomlu tek olgu bildirilmiştir. Korpusta lokalize pankreas karsinomunun tanısı, asemptomatik
seyri ve spesifik laboratuvar belirteçlerinin olmamasından dolayı çoğunlukla gecikir. Biz burada,
konvansiyonel tedavilere dirençli ve altta yatan pankreas karsinomunun eşlik ettiği, fatal sonlanan
paraneoplastik pemfiguslu bir erkek olguyu sunuyoruz.
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CASE REPORT
A 63-ye ar-old man pre sen ted with 1-month

du ra ti on of wi des pre ad ero si ons in oral mu co sa and
mul tip le bul la e and ero si ons of trunk, ex tre mi ti es
and scalp was re fer red to our cli nic. Der ma to lo gi -
cal exa mi na ti on re ve a led an nu lar, sharply de mar -
ca ted, co a les cing pa in ful ero si ons par ti ally co ve red
with he morr ha gic crust, in tact and rup tu red blis-
ters of dif fe rent si zes on ery the ma to us ma cu les on
the an te ri or, la te ral and pos te ri or trunk, pe ri um bi -
li cal re gi on, axil lar and in gu i nal are as, up per and
lo wer ex tre mi ti es and scalp (Fi gu re 1 A). The re we -
re pa in ful ero si ons on ton gu e, hard and soft pa la te,
and he morr ha gic crusts on the lips (Fi gu re 1B). His
right hand was am pu ta ted 30 ye ars ago fol lo wing a
tra u ma. We ight loss, ma la si e, we ak ness and dys-
pha gi e we re al so no ted. The physi cal exa mi na ti on
was un re mar kab le. On his la bo ra tory in ves ti ga ti -
ons, comp le te blo od co unt was nor mal ex cept for
ane mi a (Hb: 9.3 g/dl) and the eryt hrocy te se di -
men ta ti on ra te was 12 mm/h. Bi oc he mi cal pa ra -
me ters, vi ral mar kers, blo od, uri ne and spu tum
cul tu res, ro u ti ne chest X-ray, tu mo ur mar kers
(Car ci no emb ryo ge nic an ti gen, alp ha-fe top ro te in,
car bohy dra te an ti gen 19-9, pros ta tic spe ci fic an ti -
gen, fre e pros ta tic spe ci fic an ti gen, thyrog lo bu li ne)
and au to an ti bo di es we re eit her ne ga ti ve or wit hin
nor mal li mits. A punch bi opsy of the le si o nal skin
on the trunk re ve a led sup ra ba sil lar clef ting and
acant holy sis with the typi cal tomb sto ne ap pe a ran -
ce of pemp hi gus vul ga ris and lymphocy tic, his ti -
ocy tic and eo si nop hi lic in fil tra te and oe de ma in the
der mis (Fi gu re 2). On di rect im mu nof lu o res cen ce
(DIF), Im mu nog lo bu lin G (IgG) and comp le ment
3c (C3c) de po sits we re de tec ted at der mo/epi der -
mal junc ti on. An ti bo di es aga inst PNP co uld not be
tes ted sin ce the re qu i red subs tra te was not ava i lab -
le. The rapy was ini ti a ted with methy lpred ni so lo -
ne (1 mg/kg/d). On the se cond we ek of the rapy,
to xic he pa ti tis and sep sis de ve lo ped, and the the r-
apy was dis con ti nu ed. Syste mic an ti bi ot he rapy and
sup por ti ve the rapy we re gi ven. Du e to prog res si on
of the le si ons, in tra ve no us im mu nog lo bu lins (IvIg;
0.5 g/kg/d, 5 con se cu ti ve days), mycop he no la te
mo fe til (2 g/d) and pul se methy lpred ni so lo ne (20

mg/kg/d, on ce) we re gi ven. Par ti al and short pe ri -
ods of re mis si on was ob ta i ned and new le si ons ap-
pe a red af ter each of the se the ra pi es. On the 74th day
of his hos pi ta li za ti on, the pa ti ent de ve lo ped a sud-
den epi gas tric pa in and ab do mi nal ul tra so nog raphy
was per for med. It re ve a led an in cre a se of the ec -
ho ge nity in the pan cre a tic re gi on. An as so ci a ted
ma lig nancy of pan cre as was sus pec ted and a mass
lo ca ted in the pan cre a tic cor pus in va ding the su pe-
ri or me sen te ric ar tery and ve in, sple nic ve in and
co e li ac trun cus com pa tib le with pan cre a tic car ci -
no ma was de tec ted on the com pu te ri zed to mog -
raphy of ab do men and pel vis (Fi gu re 3). On the 77th
day of hos pi ta li za ti on the pa ti ent’s con di ti on sud-
denly de te ri o ra ted and he di ed of the res pi ra tory
fa i lu re which was re la ted to sep sis and/or pri mary
ma lig nancy. Per mis si on for au topsy was not gran -
ted.

DISCUSSION
Pa ra ne op las tic pemp hi gus is a re cently des cri -

bed term as a new type of pemp hi gus cha rac te ri -
zed by par ti cu lar cli ni cal, his to lo gi cal and
im mu no pat ho lo gi cal fe a tu res, oc cu ring in as so ci a -
ti on with un derl ying lymphop ro li fe ra ti ve ne op -
lasm.1

The di se a se can be de fi ned and iden ti fi ed by
the fol lo wing: (i) pa in ful sto ma ti tis and a poly mor-
p ho us cu ta ne o us erup ti on with le si ons that may be
blis te ring or may re semb le ery the ma mul ti for me or
a drug erup ti on; (ii) his to lo gi cal fin dings that ref -
lect the va ri a bi lity of cu ta ne o us le si ons, sho wing
acant holy sis, lic he no id or in ter fa ce chan ge; (ii i) DIF
de mons tra ting de po si ti on of IgG and comp le ment
in the epi der mal in ter cel lu lar spa ce and ba se ment
mem bra ne zo ne; (iv) se rum au to an ti bo di es that
bind the cell sur fa ce of skin and mu co sa in a pat-
tern typi cal for pemp hi gus, but in ad di ton bind to
simp le, co lum nar and tran si ti o nal epit he li a; (v) the
se rum au to an ti bo di es iden tify des mog le ins 1 and 3
as well as mem bers of pla kin fa mily of epit he li al
pro te ins inc lu ding des mop la kin 1 and 2, en vop la -
kin, pe rip la kin, bul lo us pemp hi go id an ti gen 1
(BPAg1) and plec tin.2 Be ca u se an ti bo di es aga inst
PNP co uld not be tes ted in our la bo ra to ri es du e to
lack of the subs tra te, the last 2 di ag nos tic cri te ri a
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co uld not be de mons tra ted in our ca se. PNP may
disp lay at le ast 5 dif fe rent cli ni cal and im mu no pat -
ho lo gi cal va ri ants (pemp hi gus-li ke, pemp hi go id-li -
ke, ery the ma mul ti for me-li ke, graft-vs-host
di se a se-li ke and lic hen pla nus li ke).3Mo re re cently,
a new term ‘pa ra ne op las tic au to im mu ne mul ti or -
gan syndro me’ in which au to an ti bo di es are tho ught
to tar get many or gans inc lu ding kid ney, musc les,
mu co us mem bra nes and skin has be en pro po sed.4
Alt ho ugh not wi dely ac cep ted yet, the hig her mor-
ta lity ra te, the mo re ag gres si ve and re cal cit rant na-

tu re in this syndro me rat her than clas si cal PNP sug-
gests that it may li kely be the ca se in our pa ti ent.
Ho we ver, this hypot he sis co uld not be con fir med
sin ce post mor tem bi op si es and in di rect im mu nof -
lu o res cen ce we re not ava i lab le in our pa ti ent. 
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FIGURE 2: Suprabasillar clefting and acantholysis with the typical tombstone
appearance of pemphigus vulgaris and lymphocytic, histiocytic and
eosinophilic infiltrate and oedema in the dermis (H&E, x40).

FIGURE 3: Computerized tomography of abdomen and pelvis detecting a
mass located in the pancreatic corpus invading the superior mesenteric ar-
tery and vein, splenic vein and coeliac truncus compatible with pancreatic
carcinoma.

FIGURE 1A: Annular, sharply demarcated erosions of different sizes on the
anterior trunk, periumblical region and upper extremities.

FIGURE 1B: Erosions on tongue, hard and soft palate, and hemorrhagic
crusts on the lips.
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Alt ho ugh the most com mon ne op lasms re por -
ted to be as so ci a ted with PNP are non-hodg kin di s-
e a se, chro nic lymphocy tic le u ke mi a and
Cast le man’s di se a se,2 so me ot her so lid or gan tu mors
(ret ro pe ri to ne al tu mo urs,5,6 he pa to cel lu lar car ci no -

ma,7 ute ri ne car ci no ma,8 lung car ci no ma,9,10 re nal
cell car ci no ma,11 ton gu e can cer,12 ma lig nant me la -
no ma,13 pan cre a tic car ci no ma14) co uld al so be as so -
ci a ted with the di se a se (Fi gu re 4). To the best of
our know led ge, only one ca se of pan cre a tic car ci -
no ma has be en re por ted so far.

The mor ta lity ra te is abo ut 90%.3 The exact ca -
u se of de ath in PNP has be en at tri bu ted to mul tip -
le fac tors inc lu ding ma lig nancy, si de ef fects of the
po tent me di ca ti ons, sep sis, gas tro in tes ti nal ble e -
ding, mul ti or gan fa i lu re and res pi ra tory fa i lu re.2 In
our ca se, re cal cit rant le si ons, sep sis and de ath may
ha ve be en du e to not only si de ef fects of the po tent
im mun sup res si ve agents used for the tre at ment,
but al so du e to the un derl ying ma lig nancy. Sin ce
pan cre a tic car ci no ma lo ca ted in the cor pus is an in-
do lent tu mor wit ho ut a sig ni fi cant la bo ra tory mar -
ker, the di ag no sis is of ten de la yed. This ca se
rep re sents anot her examp le of fa tal PNP with poly-
morp hic cli ni cal fe a tu res re sis tant to the rapy and
re la ted with pan cre a tic car ci no ma de mons tra ting
the se ve rity and comp le xity of the pat ho ge ne sis.
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FIGURE 4: The proportion of specific neoplasms associated with paraneo-
plastic pemphigus shown graphically (From Anhalt GJ. Paraneoplastic Pem-
phigus. J Investig Dermatol Symp Proc 2004;9:29-33).1
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