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SUMMARY

It has been reported that the nervous system is in-
volved in 30% of the cases with Behcet's Syndrome
and half of these patients also show psychiatric

signs.

A neuro-Behcet case with cerebello pyramidal and
psychiatric findings (eupharia. depression, emotion-
al lability, logorrhea, paranoid reaction and demen-
tial signs) is presented inthis article. These psychiat-
ric signs are compared with signs of previously re-
ported cases. Cases of Behcet's syndrome have a lot
of psychiatric features which may be specific for
Behcet's syndrome. Therefore it is concluded that
these type of cases must be called as Neuro-Psycho-
Behcet Syndrome.
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INTRODUCTION

The main symptoms of Behcet's Syndrome (BS)
which have been known since Hippocrates and were
defined by Hulusi Behcet in 1937 are recurring ocu-
lar hypopyonic iridocyclitis and ulcers in the mouth
and in the genital area. Today. BS is known as a mul-
tisystem disease most frequently effecting the skin
and the mucosas, the eyes, the joints and the gas-
trointestinal, urogenital, vascular and nervous sys-

tems (1).

Neurological complications of BS was first published
by Knapp (2) in 1941. Cavara and D'Ermo (3) intro-
duced the term “Neuro-Behcet" (NB) and later de-
tailed studies on Neuro-Behcet Syndrome were car-
ried out by Me Menemy and Lawrence (4) in 1957
and by Rubinstein and Urich (5) in 1963. According
to Siva (6) the first NB case in Turkey was reported
by Polvan in 1956. Since then a number of cases ac-
cumulated in Turkish literature (6).

In 1977. Tuncbay etal (7) for the first time in Turkey,
emphasized the psychiatric symptoms observed in
BS patients. Later Kirbas pointed out that these psy-
chiatric symptoms could display a psychiatric profile
which can be specific for BS. He introduced the term
Neuro-Psycho-Behcet (NPB) in 1982 when he pre-
sented a case-study during the weekly sessions of
the Neurology Department at the Ege University
Hospital in izmir. In 1983, Koksal et al. published a
report on a BS case exhibiting psychiatric symptoms.
Siva etal (8) published a case in “RecentAdvances in

38

Behcet’s Disease" in 1986 using the term Neuro-
Psycho-Behcet. A year later, in the “Turkish Journal
of Research in Medical Sciences" they published an-
other paper based on neuro-radiological as well as
other neuropsychiatric findings observed in NB
cases (6).

In fact, psychiatric symptoms in BS are more fre-
guent than generally accepted. Scientists have clas-
sified these findings either as mental disorders or as
organic confusional syndromes. For example, Pallis
and Fudge (9) classified these in 3 groups based on
the location of the lesion: 1- brainstem syndrome, 2-
meningo-myelitic syndrome and 3- organic confu-
sional syndrome. Later some clinical classifications
also appeared. But non of these classifications ac-
cepted the psychiatric findings as individual clinical
entities.

Neuro-psychiatric symptoms appear 3 - 5 years af-
ter the onset of the BS. Neurological symptoms vary
from headaches to severe meningoencephalitis
which, causes hemiparesis. Papilloedema, speech
disorders, urine and feces incontinences and severe
psychological disorders, resembling delirium tre-
mens, can be observed (9. 11. 12, 13, 14. 15).

In this paper a NB case with psychiatric features is
presented. Comparison of these features with al-
ready published data is given in detail.

CASE REPORT

A 37 year old male patientwas admitted to our clinic
with psychological disorders, weakness in the legs,
speech disorders, urinary and fecal incontinence, di-
plopia. painful ulcerations in the genital area and on
the knees. The disease had first manifested itselfat
the age of 15 with short lasting ulcerations on the
scrotum, which did not respond to medical treat-
ment. A year later ulcerations in the mouth and on
the tongue were observed. Time to time conjunctivi-
tis, diplopia and blurry vision were also reported.

Although the patient was introverted and apathetic,
he succeded to graduate from a trade school and
started to work as a topographer. He was married
and had two sons butwas indifferent to his family. In
1977 he went to Saudi Arabia for ajob from which he
returned 11 months later. His character change



was obvious. Although he had been away from his
family for a long time, he wasn't enthusiastic about
meeting them. His main concern was the money he
had earned in Saudi Arabia. Although he seemed en-
thusiostic about the gifts to brought he was still in-
different. A year later his wife noticed that his legs
were jerking while has was asleep. Urinary incontin-
ence occurred only once. Then he went to Iraq for
three months. When he came back to Turkey he was
totally confused. He looked shabby and was dirty. He
could not even walk properly. He had dysarthric
speech, and urinary incontinence. After a few days,
fecal incontinence occured and he began playing
with his stool.

Besides pathologic laughing and crying he had a
stereotypic speech and logorrhea. He had hypersex-
ual behavior and impotence. He became aggressive
and attacked his wife with a knife and forced her to
leave the house. When his abnormal behavior in-
creased. he was referred to the hospital with the di-
agnosis of "Paranoid Reaction". Due to the neurolog-
ical findings he was admitted to the department of
neurology. Steroid and imipramine treatment was
started. But the symtomps persisted with remis-
sions and exacerbations. When we first saw the pa-
tient, he was not even able to walk.

There was not any other serious disease neither in
his own nor in his family's history. He was a smoker.
His blood pressure was 120/80 mm Hg; pulse rate
84/minute and rythmic. There were painful ulcers
on his scrotum and his kness. Crepitation was no-
ticed on his knees.

Neurological examination: Patient was alert and
cooperative. Decreased pharyngeal reflex, absence
of vomiting reflex, hyperactive deep-tendon reflexes
in all extremities, bilateral Achilles clonus, bilateral
Hoffmann sign were detected.

Palmomental and Babinski were (+). chin reflex
(+++), and the patient had pathological laughing
and crying. Muscle tension was measured to be 0/5
on the left, 2/5 on the right in the lower extremities
and 4/5 bilateral in the upper extremities. Abdomi-
nal superficial reflexes were absent. His speech was
dysarthric and nasal. Ataxia, urine and fecal incon-
tinence. bilateral dysmetry. dysdiadochokinesia
were also observed.

Psychiatric Findings: The patient was pyknic, and ap-
athetic, had nasal and dysarthric speech, showed pe-
riodic agitations and spoke loudly. His emotional
reactions and ability to concentrate were signifi-
cantly decreased. An obvious decline was noticed in
his intellectual skills. He had difficulty in answering
very simple questions. His descriptions were poor
and his replies were repetitive.

He did notwant to speak about his illness and his rel-
atives. He had absurd ideas about returning to work
when the lesions on his body healed. He was indiffer-
ent. unaffectionate and distant in his relations.

Laziness, weakness and ambivalence especially tow-
ards his wife were evident. His daily life was com-
pletely dependent on his wife.

Laboratory Findings: Routine blood and urine test
results were normal. Liver function tests were nor-
mal. Erythrocyte sedimentation rate was 100 mm/
hr. Cerebrospinal fluid (CSF) pressure was 240 mm
Hz0. CSF protein: 65 % mg, Pandy: (+++), cell count:
15/mm3, IgG: 13.2 % ng. Serum :1gG: 2112 % ng.
other results were normal. Wassermann and Kol-
mer: (— ). BS — specific skin tests: (+). Electroence-
phalography, electronistagmography. pneumo-
encephalography, brain scintigraphy, Rie, cervical
and skull x - rays were normal. Electromyography in-
dicated a slight delay in the second component of
the eye - closure reflex.

DISCUSSION

The initial symptoms (oral and genital ulcers and
conjunctivitis) appeared at the age of 15 in this case.
His character which was introverted at the onset of
the disease changed remarkably. This was followed
first by urine and fecal incontinence, cerebellar find-
ings, dysarthria, cerebellar ataxia and pyramidal ir-
ritations. Psychiatric findings initiated with para-
noid thoughts and continued with hypo and hyper
sexuality.

There was aslight increase inthe cerebrospinal fluid
(CSF) pressure as well as a definite increase in the
number of cells and the protein content of the CSF.
Serum and CSF IgG levels were normal. Increased er-
ythrocyte sedimantation rate, slight leukocytosis
and pleocytosis in the CSF were similar to the cases
already published. Our case showed positive Hoff-
mann test inthe EMG, a posifive skin test but had no
pyramidal signs in clinical examination which indi-
cated subclinical irritation.

Observed signs were: agitation, euphoria, depres-
sion, pathologic laughing and crying, intellectual re-
tardation, emotional lability, stereotypic speech,
persecution complex, obsessive-compulsive behav-
ior and sometimes mental confusion and logorrhea.
Dementia became evident in the advanced stages of
the disease.

The case reported by Siva etal (6) showed a psychiat-
ric picture characterized by euphoria-hypomania.
emotional lability, infrequent depression and anxie-
ty. disorientation, persecution complex and psy-
chomotor agitations. The prominent psychiatric
symptom ofthe case which was reported by Tuncbay
et al (7) was infrequent disorientation. Besides
memory and concentration failure hallucations and
illusions, wrong and irregular speech were also de-
tected. Besides logorrhea, there was also mutism
and the patient could only speak when provoked. Ex-
treme behavioral patterns like euphoric and expan-
sive overreactions and depressions were also ob-
served. The patient demonstrated obsessive patho-
logic behavior as well as behavior like exhibiting his
genitalia.
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The case reported by Rubinstein and Ulrich (5) was
characterized by depression, intellectual collapse,
dementia, short lasting complete memory loss,
emotional lability, euphoria and pathologic laughing
and crying.

Case reported by Miyakawa et al (17) showed a clini-
cal picture of pathologic laughing and crying, apathy
and somethimes euphoria, loss of emotional control,
disorientation and dementia.

All these features are summarized in Table I. This
table demonstrates that most of the psychiatric fea-
tures are in common.

The overall evaluation of the neuropsychiatrie symp-
toms offive reported Neuro Behcget cases, show that
four phases in the clinical evaluation of this Syn-
drome is possible.

Phase 1: Emotional lability; memory and concentra-
tion failures.

Phase 2: Depression

Phase 3; A psychosis like picture with obsessive,
compulsive behavior, paranoid thoughts,
and hallucinations.

Phase 4: An organic confusional state resembling
dementia.

We believe that psychiatric features of Behcet's Syn-
drome has a characteristic pattern when classified
as above. This classification can also be helpful in di-

agnosis.

As a conclusion we want to stress the fact that Neu-
ro-Psycho - Behcet Syndrome should be an accepted
terminology.

Table I; Psychiatric Features of Neuro-Behgcet cases.

Psycho-pathologic Kirbac Siva
features etal.
Euphoria +

Emotional Lability +

Memory and

Concentration +

Failures

Disorientation +

Psycho-motor +

Agitation

Pathologic Laughing +

and Crying

Obsession or +

Paranoid Reaction

Demential Signs +
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Tuncbay Rubinstein ~ Miyakawa
et al. étal. étal.
+ + +
+ + +
+ + +
+ ? +
+ 7 ?
? + F
+ ? ?
+ + ?



REFERENCES

1. Shimizu T, Ehrlich GF, Inaba G, Hayashi K.
Behget's Disease (Behgets Syndrome) Sem Arthr
Rheumatim. 1979; 8: 223 - 260.

. Knapp B. Beitragzur Symptomatologie undTher-
apie der rezidivierenden Hypopyoniritis und der
begleitenden aphtésen Schleimhauterkungen.
Schweiz med Wschr. 1941; 71: 1288.

. Cavara V, D ermo F A case of Neuro-Behget}

Syndrome. The Concilium Ophthalmologioum

XVII, vol3. Canada: University of Toronto Press,

1954: 14809.

. McMenemy WH, Lawrence BJ. Encephalomye-

lopathy in Behcet’ disease. Report of necropsy

findings in two cases. Lancet. 1957; ii: 353.

. Rubinstein LJ, Urich H. Meningo-encephalitis of
Behgets disease. Case report with pathological
findings. Brain. 1963; 86: 151 - 161.

. Siva A, Akyatan N, Strmeli A, et al. Cerebello-
pyramidal Syndrome associated with impairment
of conciousness and change of behavior. Neuro-
psycho-Behget. TJ Research Med Sci. 1987; 5:
149-155.

. Tuncbay T, Er S, Boélukoglu S, et al. A Neuro-
Behget’s case with psychiatric features. Jour Med
Ege Uniy. 1977; I: 181 - 192.

. SivaA, Ozdogan$, Yazici H, etal. Headache, neu-

ropsychiatricandneurocomputerizedtomography

findings in Behcets syndrome. In: Lehner T,

Barnes CG, eds. Recent advances in Behcet’ dis-

ease. 1986.

9.

10.

11.

12.

13.

14.

15.

16.

17.

Pallis CA, Fudge BS. The neurological complic-
ationsofBehcets Syndrome. Arch NeurolPsychi-
atr. 1956; 75:1 -14.

AktinE, Ozdemir C. About the neurologic symp-
toms ofBehcet 5 disease concerning two cases. Oto
- Neuro - Ophthal. 1967; 16:153.

Kawakita H, Nishimura M, Satoh Y, etal. Neuro-
logical aspects of Behcets Disease. A case report
and Clinico - Pathological Review of the Litera-
ture in Japan. J Neurol Sci. 1967; 5: 417 - 439.
Monacelli M, Nazzaro P. Behcet’ Disease. Basel,
1966.

PamirN, Kansu T, ErbengiA, etal. Papilledema
in Behcets Syndrome. Arch neurol. 1981; 38:643
-645.

TangorA, Ozdemir C, Aktin E. Medullar localiza-
tion in Behcet’ Disease. Jour Med 1st Univ. 1969;
32: 694 - 701.

CelebiA. Examination offive Neuro-Behgetcases
andageneralevaluation ofthe Neuro-Behgetcases
published in Turkey. The Congress book of the
XV111 National Psychiatric and Neurologic
Sciences Congress. Ist. 1983: 299 - 304.

Baslo P, Kara 1, Kayhan S, etal. Clinicalandelec-
trophysiological examination of 60 Behcet’s pa-
tients. A bstracts ofthe XV111 National Psychiatric
and Neurologic Sciences Congress. 1st. 1982:108.
Miyakawa T, Murayama F, Deshimaru M, et al.
Neuro - Behcgets disease showingsevereatrophyof
the cerebrum. Acta Neuro - Pathy (Berl.) 1976;
34: 95 -103.

39



