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Abstract

We report a case fulfilling the diagnostic criteria of Behget’s disease (BD) with a intracerebral
hemorrhage who improve from this cerebrovascular complication and remained free of BD activity for
more than two years after be treated traditionally. The authors believe it is an anecdotic report but
herbal medicines probable can be useful in the management of patient with this condition.
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Introduction.

A Turkish dermatologist Hulussi Behget described this pathological process in 1937. Most of the
confirmed patients have been identify along the ancient Silk Road which extend from Eastern Asia
and Middle East to the Mediterranean basin! and most of the papers presented on the 10th
International Congress on Behget's Disease held in Berlin during June 27-29, 2002 based on
epidemiology, reported a higher prevalence of Behget's disease (BD) in the above-mentioned
countries2. Epidemiological findings suggest that both genetic and environmental factors influence
the pathogenesis of the disease. BD is a rare and chronic condition of unknown cause that affects in
young peoples the inner lining of the mouth and genitals and the small blood vessels all over the
body including eyes and brain among others, causing recurring mouth and genital ulcers; those
sores can occur in the tongue, and on the inside of the lips and cheeks usually lasting for one to
three weeks, the genital ulcers appear less often than the mouth sores and they are sometimes
mistaken for herpetic lesions; skin involvement is also common. Uveitis and retinitis causing
blindness can be present, also arthritis, peripheral vasculitis and neurological complications often
called Neuro-Behget’s Syndrome (NBS). Clinical criteria for the diagnosis of BD3 are summarized in
Table I.
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Table I: CRITERIAS FOR THE DIAGMOSIS OF BEHCET'S DISEASE *

Finding Definition.

Eecurrent oral ulceration (Ma) Minor aphhouns, or herpetic uloers
chserved by the physician of patient,
which have recurred at leact three

times over a | 2-months period.

Eecurrent cenital ulceration (da) Aphthous ulceration of scarring
abeerved by the physician or patient.

Ewe lesions Anterior uvecitia, posterior uveltis,
o cells i the vitresns on slit-lamg
erarination, or retinal vaculits
det=cted by an ophthalmolagist

Slan lesions (Ida) Ervhtema nodosum observed by
the physician or pati=nt, pseudo-
follicubihis, or papulopustular

lesions, or acneiform nedules 1n
postadolescent who 1z not
recevrng cortico steronds.

Fostive pathergy test (s Test interpreted as positive by the
physician at 24 1o 48 howrs.

(W) Arthropathies, Diesp venous thrombosis, OME lesions, Epedimoitis Family
History, . astrewntestinal lesions, Sub cutaneous thrombophlebitis.
blz= Mlajor criteria W= Dliner critstia

*Far the diggnosis to be made. a patient muat have recwrent oral wloeration plus
at least two ol the other findings 10 the abeence of the other clinical expplanations,
Dirawn by the [nternzhonal Study Group for Beheoet's Diseas= (192900

Pallis and Fudge# in 1956 and Wadia and Williams> in 1957, described the clinical manifestations of
NBS for the first time and they established three different types such as: 1) Brainstem disturbances,
2) Meningomyelitis, and 3) Confusional syndrome, dementia, Parkinsonism, pseudobulbar palsy and
quadriparesis. Vascular complications as a result of vasculitis of the vasa vasorum or dural venous
sinus thrombosis, intracranial hypertension, polymiositis, and peripheral neuropathy, spinal cord
lesions, optic neuropathy®, and vestibulocochlear involvement have been reported?.

In 5to 50 percent of patient with BD a chronic and progressive involvement of the nervous system
mainly in male patients in whom the disease began at an early age, are present. Neurological
involvement is either caused by primary neural parenchyma lesion (Neuro-Behget) or secondary to
major vascular involvement (Vasculo-Behget).
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The course is relapsing-remitting, secondary progressive or primary progressive and the most
commonly affected area is the brain stem with other additional symptoms or signs, and
hemispherical involvement with mental changes. Factors suggesting a poor prognosis are repeated
attacks, incomplete recovery, progressive disease course, and high level of CSF leucocytosis during
acute attack8. Erectile dysfunction secondary to NBS is well known, and without neurological
involvement has been reported recently.® Cerebrovascular complications in BD are unusual, however
some patients with ischemic stroke, cerebral vaculitis, subarachnoid hemorrhage and intracerebral
hemorrhage have been documented, and published.10-18 |n 2002, Kikuchil8 reported three cases of
NBS presenting with intracerebral hemorrhaging and divided them into two groups: cerebrovascular
or cyclosporine related.

More than 55 percent of patients with NBS are positive for HLA-B51 allele, levels of circulating tumor
necrosis factor alpha, interleukin-1 beta, and interleukin-8 have been reported to be elevated and their
lymphocyte function is abnormal.19

The aim of this article is to report a case with clinical and radiological manifestation of NBS and his
outcome after being treated traditionally.

Report of a case.

A 29 years-old male patient was born as a second child to healthy non-consanguineous parents
parents from The Kingdom of Khosa and The Kingdom of Zulu. Pregnancy and birth were normal. His
relatives referred a previous history of successfully treated pulmonary tuberculosis while he was
working in a gold mine two years ago. They also said that he was on anti- epileptic treatment for
recurrent right focal simple motor seizures of unknown cause and he was also taking "pills" for
recurrent ulcers on his mouth and genital region.

On the admission day the patient was brought by her parents to Umata General Hospital (tertiary
neurological care services for 6, 4 million of peoples) and admitted in its male Stroke Unit in
comatose stage. The family history was unremarkable. On examination some aphthous ulcerations
on the tongue and gingival region are seen (Figure 1) also reddish bumps, pimples sores on both
legs were present (Figure 2) some acneiform nodules all over the back, neck and face were also seen.

Figure 1: Aphthouz ulceration
with sharp and ervthemathous
border coverad by a whitewish
psendomembrane on the tongne
12 marked with a white ammow.
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Fipre 2.- Showing lesions
of psendbfollimilitis, also new
and 0l1d lesions of erythem
nodsim on the front of the legs

Figure 3: CT Scan of the
brain shows a intracerebral
hemorrhage and associated
perilesional edema on the left
fronto-parietal lobe.

His head circumference was 57 cms, he was deeply unconscious his pupils isochoric and more
reactive to light stimulation on the right side compare with the left, no deformation of the iris or signs
of retinopathy were not found. Babinski sign and other motor signs on the right hemi body, ipsilateral
central facial palsy, doll's eyes response and ciliospinal reflexes were present. Horizontal nystagmus
was absent on caloric test. No signs of decerebrate or decorticate positioning were detected, and no
other cranial nerves were involved. Cardio respiratory system was intact. CT Scan of the head
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showed an intraparechymal hemorrhage on the left put amen region and associated processional
edema (Figure 3).

Other laboratory test doesn’t show abnormalities. A diagnosis of vasculo-NBS was made. After the
medical, physical and supportive treatment the patient began to improve gradually and was
discharged home seven weeks later walking with support. Unfortunately the skin lesions and
recurrent ulcers did not improve remarkably in spite of treatment.

At this point the patient went to traditional healer (Sangoma) for treatment and after five months
therapy with Vulindaba: a combination of two powerful plants: Sutherlandia and Leonotis (Figure 4),
formulated by Sanusi Vusamazulu Credo Mutwa. After that course of herbal medicines apart from
some irritation of the skin after shaving, no more signs of Behget’s activity for the past two years
were observed.

L

L "

ol Sy - b P L
Figure 4. Masling a
combination of flowers
Sutherlandia (on the top)
and Leonotis (bottom)

ete. as part of the process:
dehydration, distillation,

extraction. and cotnpoun-
d'mg._

COMMENTS.

Inrtacerebral hemorrhage is extremely rare vascular complication of NBS and this report should be
considered as an anecdotic coincidence. BD is a very rare disease in Sub-Saharan Africa countries
compare with its incidence and prevalence in patients of North Africa origin.20

Apart from genetic factors other than HLA-B51 a linkage on chromosome 16 and 12 seems to be
present in multicase families with BD along the ancient Silk Road countries; other findings related
with -403 AA haplotype of the chemokine RANTES, -2516 AA, -2076 AA halotypes of the MCP-1
chemokine, TNF-1031 allele, ICAMI 489*E variant, methylation of genes, TTbb phenotype, and MEVF
mutations in patients with BD serve to support the immunogenetic mechanism in the pathogenic of
BD. There was a general consensus among the immunological studies presented in the above-

http://biomed.uninet.edu/2003/n3/foyaca.html (5 de 9) [22/03/04 0:09:02]



Rev Electron Biomed / Electron J Biomed 2003;1(3):161-169. Foyaca et al. NEURO-BEHCET'S SYNDROME ...

mentioned congress that the inflammatory reaction in BD has mainly a Th1 cytokine profile,2
therefore environmental conditions, nutritional aspects, and associated infections can play an
important role in the pathogenesis of this process and its geographical distribution.

Current tendencies for treatment of BD are focusing on interferon and tumor necrosis factor-alpha,
although pentoxifylline, cyclosporine, and azathioprine remain its validity.

In South Africa more than 75% of the population use traditional medicine on regular basis, those
herbal medicines can be gathered in many regions and combined at home, can be bought from herbal
sellers in urban areas,?! or even can be ordered by phone?! This Muti was created and used
successfully by Sanusi Mutwa family for over hundred years for the treatment of all sorts of ailments
such as: Depression, Stress, Cancer, Tuberculosis, Rheumatoid arthritis, Headache, etc. It is a
appetite stimulant enhances well-being, it is also mild aphrodisiac, and also builds up the immune
system; it is not only non toxic and with no adverse side effects it is also affordable to the peoples
that need it most and have not other choice because of their extreme poverty.22 There is a general
concern about the role played by Vulindaba in immunocompromised patients, and new alternative
ways to fight HIV/AIDS are under discussion between sangomas’ populations. (Figure 5).

i oy
Figure 5: Some of the South African traditional healers gathered together
to get ways to fight Aids traditionally (22)

-

The Behget’s Current Activity Index has been described elsewhere?3 and is a useful way for
measurements the BD’s outcomes; in our patient absent of BD activity for more than two years is "a
successful respond” to herbal medication. The marked geographical differences in disease
expression of BD, as well as possible ethnic and intercultural differences in disease impact among
individuals from different geographical regions, require the evaluation of this results in other
countries before recommending its therapeutic use universally, also a randomized, double-blind
placebo trial’s results should be considered.
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Comment Reviewer Dr. Antonio Felix Conde Martin. Hospital Can Misses. Ibiza. Espafia aconde @
hcm-ibiza.es

Classical Behget's disease is a multisystemic, chronic, recurrent inflammatory disorder characterized
as a triad of hypopyon uveitis, oral aphthae and genital ulcers. Clinical criteria for the diagnosis of
Behcet's disease are well established as the authors remark.

The patient presented, was admitted because of an extremely rare event (cerebral haemorrhage) in
this disorder. In my opinion, such a case should fit better to clinical criteria than any other to be really
convincing. Neuron-Behcet's disease typically manifests late after disease onset and often heralds a
poor prognosis for survival. There is an obscure history of seizures and anti-epileptic treatment
which is not detailed at all. The authors also do not detail nothing about which treatment was
administrated after the diagnosis of Behcget's disease was made.

The pictures presented are, with exception of the one of the tongue, of poor quality.

Comment Reviewer Prof. Fidel Fernandez Fernandez. Universidad de Cantabria. Santander. Espafia.
apafff @ humv.es

Los autores describen un caso de enfermedad de Behcet con afectacion cerebral (tipo Vasculo-
Behcet) que remite tras terapia con Vulindaba.

La enfermedad de Behget es una enfermedad de evolucién crdnica e intermitente, con fases de
remision y recidiva que pueden durar entre semanas y afios e incluso se puede prolongar durante
décadas.

A veces se presentan complicaciones neuroldgicas (denominadas Neuro-Behcget o Vasculo-Behcget):
http://www.acnr.co.uk/pdfs/volume3issuel/v3ilreviewartl.pdf

http://www.rad.upenn.edu/~herskovi/Coursel1999/manifsystdis/Behcet.html
http://www.greenprac.ndtilda.co.uk/jamie/Behcets%20Syndrome.html
http://www.scielo.br/pdf/anp/v59n2A/a20v592a.pdf

Una magnifica revision de la enfermedad aparece en
http://www.usagiedu.com/articles/html/beh/beh.pdf
También se puede obtener informacion detallada en
http://www.nlm.nih.gov/medlineplus/behcetssyndrome.html

El tratamiento es sintomatico y empirico. Muchos de los farmacos utilizados
(http://Iwww.behcets.com/treatments.ivnu ) son de eficacia cuestionable:

o Saenz A, Ausejo M, Shea B, Wells G, Welch V, Tugwell P. Pharmacotherapy for Behcet's
syndrome (Cochrane Review): http://www.update-software.com/abstracts/ab001084.htm)

o Saenz A, Ausejo M, Shea B, Wells G, Welch V, Tugwell P. Abstract of review Vasculitis:
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Pharmacological Therapy for Behcet's Syndrome.
http://www.nihs.go.jp/dig/cochrane/jp 9802/revabstr/ab001084.htm

de ahi que, en paises donde tienen una amplia tradicion en tratamientos alternativos, hayan valorado
la utilidad de plantas autéctonas, entre ellas Sutherlandia Frutescens yLeonotis leonurus. La
Sutherlandia Frutescensposee importantes principios activos (L-canavanina, pinitol y acido gama-
amino-butirico), algunos de los cuales, al inhibir la sintetasa de oxido nitrico, podrian explicar sus
beneficios en casos de inflamacidn crénica:

http://www.adaptogeno.com/bol_svms1.htm#ltem5

La descripcién de un solo caso, con interesantes ilustraciones, de laregresion de la enfermedad no
permite extraer conclusiones sobre la eficacia o no de la terapia con Vulindaba, como los mismos
autores sefialan, siendo necesario ensayos clinicos randomizados.
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