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MANIFESTIMET EKSTRAHEPATIKE TE SEMUNDJES WILSON N VENDIN TONE

Prof. JOSIF E. ADHAMI, PASKAL CULLUFI*

Summary
EXTRAHEPATIC MANIFESTATION OF WILSON’S DISEASE

A total of 40 cases of Wilson’s disease diagnosed by as, showed an incidence rate of 1:75000 and a prevalence rate of
1:148000. There was an occurrence of neurological symptoms in 24 (60%) patients : trempr 95.8%, dysarthria 91.7%, hy[persalivation
66.7% and less often hypomimia and muscular hypertony, in addition to unique cases with saltatory gate, steppage gait, and
torticollis. There was an obvious occcurrence of neurological signs during ther secod decade of life (15.5 -+ 4.02 years) which
. followed hepatic hepatic signs (p<0.01). There were 9 cases (37.5%) with nervous disorders as the first manifestation of discase.
Sensory troubles were confirmed by the presence of headache in three patients . There was evidence of psychiatric signs in 27.5%
of patients : dementia in all cases, but emotional, personality and behavior troubles were less frequent. The Kayser-Fleischer ring
was present in 100% of cases with neurological signs and in 37.9% of those with hepatic signs only. Six patients developped
haemolytic anemia, two osteoporosis, two presented arthraigia and two others retarded puberty. There were two cases with involvment
of the parotid gland with pain, bilateral hypertrophy and hypersalivation. There was a regression of parotidian signs after the

administration of D-Penicillamin,

Sémundja Wilson (SW) &shté njé ¢rregullim
gjenetik i metabolizmit t& bakrit q& karakterizohet nga
depozitimi i tij né mélgi, sistemin nervor, veshkat, syts
etj.

Sé&mundja transmetohet sipas tipit recesiv
autosomik. Geni pérgjegjés pér sémundjen &shts i
vendosur n€ krahun e gjaté t& kromozomit 13 (1). Ai
&shté nj¢ ATPaz¢ bakér- trasportues analog me genin e
sémundjes Menkes (2).

Mendohet se dy jané shkaqget e grumbullimit &
bakrit né indet :

[.Pakésimi i eliminimit t& bakrit ne anén e rrugéve
biliare.

2.Ulja e theksuar e inkorporimit t& bakrit né
apoceruloplazming (3,4) t& cilat mund & vijné pér shkak
t& njé defekti né nivelin “messenger -RNA production’’
(5.

Sipas Epstein dhe Sherlock (6) baza e sémundjes
&sht€ n€ genin e kontrollit dhe si pasojé, metabolizmi i
bakrit né t& rritur béhet me & nj&jtén rrugé si né fetus
ose né t& porsalindur.

Qéllimi i studimit &shté t8 analizojé manifestimet
klinike ekstrahepatike t& t& sémuréve me sindromén
Wilson.

* Dérguar né Redaksi mé 26 Dhjetor 1995, miratuar pér
botim n& 20 janar 1996.
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Materiali, metodat, rezultatet dhe diskutimi
Té dhénat q& ne kemi mundur t& mbledhim
pérfshijné 40 t& sémuré: 24 meshkuj dhe 16 femra sipas
raportit 3 : 2. Incidenca ka gené 1:75000 dhe prevalenca
1: 148000 banoré (7).
Diagnoza u pércaktua midis moshave 4,5 dhe 56
vjeg (mosha mesatare 18.8 + 8.47), por 65% e rasteve u
diagnostikuan ng dekatén e dyté dhe té treté t& Jjetés.
Prekjen e sistemit nervor e kemi konstatuar ng 24 nga
40 t& sémurét e studiuar, ose né 60% t& rasteve N.
Kurse njé autor tjetér (8) ka konstatuar se nga 24 (&
s€émurét e analizuar, né kohén e vénies sé diagnozés
vetém 6 ose 25% paraqitnin shenja neurologjike té lehta.
Kjo &shté e kuptueshme, sepse sa mé e gjaté té jeté koha
¢ ndjekjes s& t& sémuréve aq mé té shumta do t& jené
edhe shenjat e prekjes té sistemit nervor. Pér kéts mjafton
t€ kujtojmé se né njé punim t& botuar né vitin 1991 )
ne gjetém se po né kété kontigjent prej 40 t& sémurésh,
sistemi nervor ishte prekur né 21 veta ose 52.5%.
Démtimi i sistemit nervor zakonisht shfaget né dy forma
klinike:
I. Pseudosklerotike ku tremori pérbén shenjén
madhore.
2. Distonike ose klasike q& karakterizohet nga
hipertonia dhe kontraktura muskulare, Megjithatg,




