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Introduction

W ils on dis e as e  is  an autos om al re ce s s ive  m e tabolic
dis orde r. It is  ch aracte riz e d by de ficie nt biliary e xcre tion
of coppe r re s ulting in abnorm al de pos ition in various
tis s ue s  s uch  as  brain, live r, and corne a.1 In brain
Coppe r accum ulate s  m os t fre q ue ntly in th e  e xtra-
pyram idal s ys te m , le ading to dis orde rs  of m ove m e nt.2

Th e  m os t com m on  MR im aging abnorm ality in W ils on
dis e as e  is  th e  occurre nce  of h igh  T1 s ignal inte ns ity
in th e  globus  pallidus , putam e n, and m e s e nce ph alon
and h igh  T2 s ignal inte ns ity in th e  s triatum .3 H e re  w e
pre s e nt a cas e  re port w ith  atypical pre s e ntation of
W ils on’s  dis e as e  afte r 7 ye ars  of ch e lating th e rapy.
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Th is  is  a cas e  of a 28 ye ar old m ale ,k now n cas e  of W ils on’s  dis e as e  w ith  CLD. H e  re ce ive d D- Pe nicillam ine  for
las t 7 ye ars  but s toppe d tre atm e nt 6m onth s  back . MRI done  7 ye ars  back  s h ow e d fe ature s  of h igh  s ignals  w ith in
caudate  and le ntiform  nucle i. Fre s h  MRI brain w as  orde re d w h ich  to our s urpris e  s h ow e d atroph y of caudate  and
le ntiform  w ith  re gre s s ion in h igh  s ignals  as  com pare d to pre vious  s can along w ith  th is , s ubtle  h igh  s ignals  on
diffus ion w e igh te d im age s  w e re  s e e n in Parie to-occipital corte x bilate rally, w h ich  are  not th e  us ual s ite s  of
involve m e nt in W ils on’s  dis e as e .
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MRI done  7 ye ars  back  s h ow e d typical fe ature s  of
h igh  s ignals  w ith in caudate  and le ntiform  nucle i DW I
w as  norm al. Kays e r-Fle is ch e r ring w as  pre s e nt on
s lit-lam p oph th alm ological e xam ination.

Case Summary

28 ye ar old m ale  patie nt k now n cas e  of W ils on’s
dis e as e  and CLD, pre s e nte d in ER w ith  alte re d le ve l
of cons cious ne s s , le th argy and abdom inal dis te ns ion
for 2 w e e k s  .H e  w as  on D- Pe nicillam ine  th e rapy for
las t 7 ye ars . H e  s toppe d tre atm e nt w ith out m e dical
advice  6m onth s  back . H is  old lab w ork up s h ow e d
re duce d ce ruloplas m in le ve ls  [0.07g/dl (n: 0.2-0.6)].
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Th is  tim e , on e xam ination: H e  w as  dis orie nte d, not
obe ying com m ands , h ad incre as e d m us cle  tone ,
de cre as e d pow e rs  in all 4 lim bs , bris k  re fle xe s  and
up going plantars . MRI brain w as  orde re d w h ich
s h ow e d atroph y of caudate  and le ntiform  w ith  re gre -
s s ion in h igh  s ignals  as  com pare d to pre vious  s can
along w ith  th is , s ubtle  h igh  s ignals  on diffus ion
w e igh te d im age s  w e re  s e e n in Parie to-occipital corte x
bilate rally. Re ce nt lab findings  again re ve al norm al
s e rum  coppe r le ve ls  and re duce d ce ruloplas m in le ve ls
[0.05g/l (Norm al: 0.2-0.6)]. Kays e r-Fle is ch e r ring w as
s till pre s e nt on s lit-lam p oph th alm ological e xam ination.

Figure 1a-1d: MRI brain 7 ye ars  back : FLAIR im age s  s h ow ing
bilate ral s ym m e trical h igh  s ignal inte ns ity in caudate  and le ntiform
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of th e  bas al ganglia, brains te m , ce re be llar pe duncle s ,
and s uprate ntorial w h ite  m atte r.6 Van W as s e nae r-
van H all e t al and Braff m an in th e ir s tudy pre s e nte d
cas e s  of low  s ignal inte ns ity on T2W  im age s  of th e
globus  pallidus , s ubs tantia nigra, re d nucle us  and
corpus  s triatum .7-8 Van W as s e nae r-van H all e t al and
Saatci e t al pre s e nte d cas e s  s h ow ing h igh  SI on T1W
im age s  of th e  globus pallidus  in patie nts  w ith  porto-
s ys te m ic s h unt.7 Koz ic e t al in 2003 pre s e nte d le s ions
w ith  putam inal PDW  s ignal e le vation w ith  ne ith e r
T1W  nor long e ch o T2W  abnorm alitie s .9  Koz ic e t al
in 2014 e valuate d th e  re ve rs ibility of MRI ch ange s
afte r e arly com m e nce m e nt of ch e lating th e rapy and
h e  found out th at th e  re s pons e  w as  particularly im pre -
s s ive  in brains te m  s tructure s , w h ile  th e  putam inal
le s ions  w e re  m ore  re s is tant to D-pe nicillam ine , e s pe -
cially in patie nts  w ith  late r introduction of th e  tre at-
m e nt.5 In our cas e  th e  patie nt w as  on long te rm  D
Pe nicillam ine  tre atm e nt w h ich  h e  s toppe d 6 m onth s
back . H is  curre nt MRI s h ow e d th at th e  le s ions  in
caudate  and putam e n de m ons trate d partial re gre s s ion
w ith  atroph y and s ubtle  h igh  s ignals  on T1W  im age s .
H ow e ve r th e re  w as  unus ual appe arance  of s ym m e -
trical h igh  s ignals  in bilate ral parie to occipital corte x
on DW I AND FLAIR im age s .
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Figure 2a-2d: MRI brain afte r 7 ye ars  s h ow  atroph y of caudate
and le ntiform  nucle us  and s ubtle  h igh  s ignal inte ns ity in bilate ral

parie to occipital cortice s .

Discussion

Pre vious  s tudie s  h ave  re porte d th at w ils on’s  dis e as e
m os t com m only pre s e nts  w ith  bilate ral s ym m e tric
h igh  s ignal inte ns ity in th e  putam e n, caudate  nucle us ,
globus  pallidus , claus trum , th alam us , cortical/s ub-
cortical re gions , m e s e nce ph alon, pons , ve rm is , and
de ntate  nucle us  on T2-w e igh te d im age s .4 Various
s tudie s  h ave  be e n s ubm itte d re garding typical and
atypical appe arance  of W ils on’s  dis e as e  and lite rature
h as  be e n publis h e d re garding re ve rs ibility of th e
le s ions  afte r e arly ch e lating th e rapy.5 Koz ic DB e t al
in h is  s tudy h as  s um m e d up pre vious  lite rature  re gar-
ding atypical findings  of W ils on’s  dis e as e  in w h ich  h e
h as  m e ntione d th e  contribution of m any auth ors
am ong w h ich  s om e  s h ow e d h igh  SI on T2W  im age s

Conclusion

W ith  th is  cas e  re port w e  com e  to th e  conclus ion th at
in patie nts  w ith  W ils on’s  Dis e as e , brain MRI le s ions
m ay be  com ple te ly or partially re ve rs ible  during th e
long te rm  D- Pe nicillam ine  th e rapy as  is  s e e n in pre -
vious  data give n by Koz ic e t al w ith  lik e lih ood of s uch
re s olution to be  re lative ly h igh e r if tre atm e nt s tarte d
e arlie r in th e  cours e  of th e  dis e as e .
H ow e ve r if  tre atm e nt is  dis continue d at any point of
tim e  ne w  le s ions  can be  s e e n to aris e  at unus ual
place s  as  in our cas e  th e y de ve lope d in bilate ral
Parie to occipital cortice s  w ith  partial re gre s s ion of
le s ions  in caudate  and putam e n.
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