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Stiff person sendromu (SPS), progresif kas katılığı, rijiditesi ve kas spazmı ile giden, emosyonel stress ve bazı tetikleyici 
faktörlerle daha da kötüleşebilen nadir bir klinik durumdur. SPS’nin otoimmün, idiyopatik ve paraneoplastik olmak üzere üç 
varyantı vardır. Paraneoplastik tipi neoplaziler ile ilişkilidir. Paraneoplastik varyant, meme kanseri ve küçük hücreli akciğer 
kanserli hastalarda bildirilmiştir. Ancak literatürde pankreas kanseri ile ilişkisi bildirilmemiştir. Bu olgu sunumu ile pankreas 
kanserinin SPS ile ilişkisini ilk olarak gösterdiğimizi düşünmekteyiz. 
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Stiff person syndrome(SPS) is a rare clinical condition which is characterized by progressive muscle stiffness, rigidity and 
muscle spasms which are worsened by emotional stres and some triggers. SPS has three variants : autoimmune, idiopat-
hic and paraneoplastic.  Paraneoplastic variant is associated with neoplasms. There is non-organ-spesifi c antibodies, but 
not anti-GAD or anti-islet cell antibodies in circulation. Paraneoplastic variant was reported in patients with breast cancer 
and small cell lung cancer before. However, there is no report with pancreatic cancer at literature. We think that this case 
is the fi rst one showing the relation of SPS with pancreatic cancer.
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Introduction
Stiff person syndrome(SPS) is a rare clinical condition which 

is characterized by progressive muscle stiffness, rigidity and 

muscle spasms which are worsened by emotional stres and 

some triggers. Muscle stiffness is seen especially at paraver-

tebral and lower extremity muscles 1. SPS has three variants : 

autoimmune, idiopathic and paraneoplastic.

 

Autoimmune variant includes patients with Anti-GAD, anti 

islet cell and other organ spesific autoantibodies. These pati-

ents usually have autoimmune diseases such as type 1 diabe-

tes mellitus, thyroiditis, vitiligo and prenicious anemia 2.

 

At idiopathic variant, there is no evidence of autoantibody 

production or association with any other diseases.

 

Paraneoplastic variant is related with neoplasms. There is 

non-organ-spesific antibodies, but without anti-gad or anti-

islet cell antibodies in circulation.  Some of this patients have 

anti-amphiphysin autoantibodies 3. Remission at neurological 

symptoms may be seen after tumor excision and corticoste-

roids.

 

Spinal deformities may develop by continuous rigidity and 

muscle stiffness at patients with SPS. Axial muscles are es-

pecially effected in this entity. Posture changes, walking dif-

ficulties, Some patients become wheelchair bound or even 

bedriden. Muscle spasms triggered by sudden movements, 

noise or emotional stress are sensitive and spesific  features 

of SPS. In these patients, paroxysmal autonomic dysfunction 

signs such as temporary hyperprexia, diaphoresis, tachypnea, 

tachycardia, pupillary dilatation and arterial hypertension can 

be observed4. Respiratory arrest may develop because of in-

volvement of respiratury muscles.

 

EMG studies reveal a continuous motor unit activity which is 

diminished with intravenous diazepam administration, sleep 

and anesthesia. Myoclonic reflexes which are seen 1-3 times 

after nerve stimulation are  termed as spasmodic reflex myoc-

lonus . It is seen in all SPS patients. There is no defined spesific 

neuroradiological finding for SPS 5.

 

Paraneoplastic variant was reported at patients with breast 

cancer and small cell lung cancer6,7. However, there is no re-

port with about SPS related with pancreatic cancer at literatu-

re. We think that this case is the first one showing the relation 

of SPS with pancreatic cancer.

Case Report

We report a 67-year-old male with no chronic disease other 

than hypertension. Whipple surgery was performed because 

of the 3.5x2.5 cm mass at head of the pancreas. Pathology 

revealed adenocarcinoma. Adjuvant 5-FU chemotherapy was 

given to the patient. After one year, he applied with weakness 

at both lower extremities, inability to walk and balance diffi-

culties. A recurrent pancreatic mass was detected on abdomi-

nal CT. In nerve transmission studies, axonal polyneuropathy 

that predominantly affects lower extremity sensorial and mo-

tor fibers was seen. Continuous motor unit activity was detec-

ted at agonist and antagonist muscles at EMG studies. During 

follow up, initially stiffness of lower and upper extremities 

was observed. Later, stiffness of neck and facial muscles and 

irregular spasms of the axial muscles developed. Serum Anti-

GAD was negative. Anti-amphiphysin antibody test couldn’t 

be performed. SPS was diagnosed by characteristic symptoms 

and EMG findings. After diagnosis, benzodiazepin, steroid 

and plasmapheresis therapies were applied to the patient. Ho-

wever, neurological improvement was not observed. The pati-

ent died after second cycle of palliative gemcitabine+cisplatin 

chemotherapy because of septic shock. 

Discussion 

Paraneoplastic SPS is a rare clinical entity. Cases at literature 

are mostly related with small cell lung cancer and breast can-

cer6,7. On the other hand, various neurological paraneoplastic 

syndromes such as polymyositis, dermatomyositis, peripheri-

cal neuropathy are defined at patients with pancreatic can-

cer. There is no report about relationship between pancreatic 

cancer and SPS which is a rare neurological syndrome in lite-

rature.

 

Although anti-GAD is generally negative at paraneoplastic va-

riant of SPS, there is multiple anti-GAD positive paraneoplastic 

SPS cases in literature. So, If anti-GAD is positive, it doesn’t 

prove that present neurological status is not paraneoplastic 6. 

Being paraneoplastic or not affects treatment plan at SPS. 
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While response rate to treatment in idiopathic and autoim-

mune variant is low, response rate of paraneoplastic variant is 

higher after treatment strategies such as tumor excision.  

Summary

In conclusion, screening for malignancy and to think rare ca-

uses in differential diagnosis is extremely important for both 

early diagnosis of primary disease and treatment of neurolo-

gical symptoms in SPS cases.
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