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SUMMARY —  Fou r case s o f spina l myoclonu s ar e described , thre e male s an d on e female . Th e 
mean ag e wa s 5 1 year s (28-7 5 years) . Th e mea n tim e betwee n th e onse t o f th e myelopath y 
and th e myocloni c jerk s wa s 4. 3 month s (1- 8 months) . Th e involuntar y movement s wer e deter -
mined b y trauma , Devic' s disease , tuberculou s myelopath y an d tumor . Thre e patient s ha d 
spastic paraplegi a wit h bilatera l myoclonu s mor e eviden t o n th e righ t side . Th e fourt h patien t 
had a  flacci d paraplegi a wit h symmetrica l jerks . Th e dat a sugges t tha t differen t processe s 
(trauma, demyelinating , infectio n an d tumor ) affectin g th e spina l cor d ma y caus e th e sam e 
type o f involuntar y movements . 
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Mioclonia medular : relat o d e quatr o casos . 
RESUMO —  O s autore s apresenta m quatr o caso s d e miocloni a d e orige m medular . O  primeiro , 
paciente masculin o d e 4 2 ano s que , apó s secçã o traumátic a d a medula , desenvolve u paraplegi a 
espástica; a  T C d e colun a sugeri u lesã o transvers a parcia l e m T4 ; cinc o mese s após , surgira m 
abalos mioclônico s no s membro s inferiores , especialment e à  direita . O  segund o paciente , mu -
lher d e 5 9 anos , internou-s e po r apresenta r perd a bilatera l d a visã o e  paraplegi a flácida ; 
houve remissã o parcia l soment e d o distúrbi o visual ; no s trê s mese s seguintes , apresento u para -
plegia espástica , co m abalo s mioclônicos , se m evidência s d e sinai s d e compressã o medular ; a 
imunoliberação observad a n o estud o d o UJR sugeri u tratar-s e d e doenç a d e Devic . O  terceir o 
paciente, home m d e 2 8 anos , usuári o d e droga s endovenosa s e  HI V positivo , internad o h á 
oito mese s po r mielopati a tuberculosa , apresento u mioclonia s no s membro s inferiores . O  últim o 
paciente, home m d e 7 5 ano s co m metástas e medula r d e carcinom a d e próstata , apresento u mio -
clonias no s membro s inferiore s u m mê s apó s a  instalaçã o d e paraplegia . Nosso s dado s sugere m 
que diferente s processo s (trauma , desmielinização , infecçã o e  tumor ) afetand o a  medul a pode m 
dar orige m a  abalo s mioclônicos . 

PALAVRAS-CHAVE: miocloni a medular , paraplegia , traumatism o raquimedular . 

Myoclonic jerk s ma y b e classifie d accordin g t o thei r distributio n a s focal , 
multifocal an d generalize d 6. Electrophysiologica l studie s showe d tha t th e myo -
clonus ma y hav e cortical , reticula r o r spina l origi n 6. Th e latte r ha s bee n rarel y 
reported. Th e firs t descriptio n o f spina l myoclonu s wa s performe d b y Lhermitt e 
in 1919 , concerning a  patien t wit h a  traumati c myelopath y 3 . Accordin g t o Pate l 
and Jankovic 6, different etiologie s fo r spina l myoclonu s hav e bee n describe d suc h 
as trauma , vira l an d othe r infections , intr a an d extramedullar y tumors , paraneo -
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plastic syndromes , AIDS-relate d myelopathy , electrica l injury , arteriovenou s mal -
formations, meningomyelocel e an d neurodegenerativ e diseases . Myoclonu s o f 
spinal origi n ha s a  typica l frequenc e o f 1  t o 3Hz 6 . Th e pathophysiolog y i s 
unclear. I t ha s bee n suggeste d tha t i t ma y aris e fro m interneuron s an d moto r 
neurons abnorma l discharge s (Pig . 1) . 

The purpos e o f thi s stud y i s t o repor t fou r case s o f spina l myoclonu s 
having differen t etiologies . 

Cases ar e summarize d i n Tabl e 1 . 

Patient 1 . TM , a  42-year-ol d ma n develope d acut e paraplegi a followin g a  hors e fall . Th e 
CT sca n suggeste d a  partia l transvers e lesio n o f th e spina l cor d a t T 4 level . Th e neurologi c 
examination disclose d paraplegi a wit h pyramida l signs , sensor y leve l a t T 6 an d sphincte r dis -
turbance. Fiv e month s later , myocloni c jerk s wer e observed , speciall y o n th e righ t leg . Clona -
zepan ( 6 mg/day) wa s give n wit h satisfactor y improvement . 

Patient 2 . TMA , a  59-year-ol d woma n presente d wit h bilatera l visua l los s an d flacci d 
paraplegia. Th e visua l defici t remitte d partiall y bu t no t th e paraplegia . Thre e month s later , 
she ha d a  spasti c paraplegi a mor e eviden t o n th e lef t sid e an d myocloni c jerk s o n th e opposit e 
leg. Ther e wa s n o spina l cor d compression . Th e CS F showe d elevate d IgG , th e EE G wa s 
normal an d th e EM G suggeste d anterio r hor n cel l injury . Th e diagnosi s o f Devic' s syndrom e 
was mad e an d sh e receive d pulsetherap y wit h methylprednisolon e wit h n o improvemen t o f th e 
paraplegia. Th e myocloni c jerk s almos t disappeare d wit h baclofe n 3 0 mg/day. Seve n month s 
later, th e patien t die d fro m sepsis . 

Patient 3 . L.MS , a  28-year-ol d drug-use r ma n wit h anti-HI V tes t positiv e wa s admitte d 
because o f a  tuberculou s myelopathy . Th e neurologi c examinatio n showe d a  flacci d paraplegia , 
a sensor y leve l a t T10 , bilatera l Babinsk i sign , generalize d dee p areflexi a an d myocloni c jerk s 
in th e lowe r limbs . Th e EE G wa s normal . Th e ENM G stud y reveale d a  radiculopathy . Th e 
CSF stud y showe d 1 5 cell s (78 % mononuclear) , 25 7 mg% o f proteins , 5 0 mg% o f glucose . Th e 
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bactériologie stud y demonstrate d tubercl e bacilli . H e wa s treate d wit h rifampin , isoniazi d 
and pyrazinamid e wit h mil d improvemen t o f bot h paraplegi a an d myoclonus . 

Patient 4 . PCS , a  75-year-ol d ma n wa s admitte d becaus e o f a  spasti c paraplegi a an d uri -
nary retention . Th e neurologi c examinatio n revealed , beside s th e paraplegia , myocloni c jerk s 
more eviden t o n th e righ t side . Th e recta l examinatio n disclose d a  prostati c tumo r an d th e 
myelography showe d a n extramedullar y mas s a t TI1-T1 2 leve l suggestin g metastasis . Th e myo -
clonic jerk s disappeare d wit h dexamethason e (1 6 mg/day). 

COMMENTS 

Since th e repor t o f Lhermitt e o f spina l trauma-relate d myoclonu s man y 
other cause s hav e bee n describe d 3-5,7. However , th e origi n o f th e jerk s ma y 
remain obscur e som e o f th e mai n cause s o f spina l myoclonu s ar e trauma , 
viral an d othe r infections , intr a an d extramedullar y tumors , paraneoplasti c syn -
dromes, AIDS-relate d myelopathy , electrica l injury , arteriovenou s malformations , 
meningomyelocele an d neurodegenerativ e disease s 6. 

In patien t 1  w e emphasiz e th e traumati c origi n o f th e spina l cor d lesion , 
as i n th e case s o f Lhermitte , an d Busse l an d col .3; th e lat e onse t o f th e myo -
clonic jerk s ( 5 months afte r th e trauma) , a s see n i n th e cas e o f Busse l an d col. 3; 
and th e improvemen t o f th e jerk s wit h clonazepan . 



Demyelinating disease s ar e know n cause s o f spina l myoclonus , a s see n i n 
our patien t 2  wit h Devic' s disease . Th e diagnosi s wa s base d o n clinica l an d 
laboratorial evidence . Th e onse t o f th e myoclonu s wa s als o late , thre e month s 
after th e spina l injury . Baclofe n wa s initiate d fo r th e treatmen t o f th e spasticity , 
but myocloni c jerk s als o diminished , reinforcin g thei r spina l origin . 

AIDS-related myelopath y an d othe r infectiou s disease s wer e describe d a s 
causes o f spina l myoclonus 6. I n patien t 3 , i t i s temptin g t o believ e tha t bot h 
factors coul d caus e th e myocloni c jerks . Th e us e o f antituberculou s drug s lea d 
to mil d improvemen t o f th e paraplegi a bu t no t th e myoclonus . 

Spinal compression  i s a  know n caus e o f spina l myoclonus , a s i n patien t 4 . 
Myoclonic jerk s appeare d i n th e lowe r limb s on e mont h afte r th e onse t o f para -
plegia. Th e spina l origi n wa s reinforce d b y th e grea t improvemen t afte r th e us e 
of dexamethasone , whic h probabl y alleviate d th e compression  b y reducin g th e 
perilesional edema . 

We believ e tha t ou r case s hav e myocloni c jerk s o f spina l origi n becaus e 
of th e clinica l picture s i n associatio n t o laboratoria l an d neurophysiolog y data . 
The jerk s appeare d late r i n th e cours e o f th e paraplegia , wit h a n averag e o f 
four months . 

Different injurie s o f th e spina l cor d ma y lea d t o a  disconnectio n betwee n 
the intrinsi c structure s o f th e spina l cor d an d highe r influences.  Abnorma l dis -
charges fro m interneuron s an d moto r neuron s ma y the n giv e ris e t o myocloni c 
jerks. 

Although i t i s rare , we believ e tha t spina l myoclonu s i s mor e frequen t tha n 
otherwise supposed , an d ma y b e underestimate d o r mistake n fo r spina l auto -
matism. 
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