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A T-year-boy with Recurrent Acute Disseminated
Encephalomyelitis: A Case Report

MAZHIM AKTER" SHEHAZIWMUL HAQLE? FURGAMA ISLARS TAKNLA Sat0d

Abstract:

Acute Dissermnaled Encephaiomyeifis (ADEM) is one form of inflammalory
dermye lrating disorder of cenfrn nenads system affieciing the children following an
idiapathic courss of onsef and wiusly monophasic. Recurrent ADEM % 8 rare entiy
and wiff anise 8 confusion sbout i dlagnos's, Thee i no definie clinicel critenia and
treatment profoca! for the managemeant of ADEM. Hene we report a case of recurrerst
ADEM where 8 § pasr old bay presented with recumant episodes of low grade fever,
diffficuiffy én waiking, afermd sensordum and focal seirvme. WA of bravn showed
reappearanca of fampsiinating lestan on Hha pravous s, The gao betwasn first and
senond apsods was sy months, Afer the frst sitack of ADEM patient were compledaly
recovared holf chiricaily and neurcradoiopically with invrunciherags. Bof after T months
of t'sease free remissn, patient agaln develped same fBalvres. S0 we dlagnosed
the baby &5 ecument ADER based on the consensys cfena of infemationsl Pedisfic

M5 study group [IPMSSG).
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v thon:

Acuie deseminaied encephalomyelitis (ADEM) is an
acquirad idkgpathic inflammatary demyealinating
disorder mostly alfecing the chidren. | Usually ADIEM
in childran follows & monophasic coursa bul 10-18%
may expanence second of mulliphasic courss, ==,
ADEM has s well established clinico pathclogical
enlity whese Il may present with features of acube
encephalitis like syndrome, ar @ may present with
anly myelitic feafures or In combined
encephalomysilic form. Posinfecious, postexanttem
o post vaccingl dinical shuation may iriggered by
an immune medigted reaction In children or
adaolescence which B pathologically charscterized by
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numerous focl of deryelination in brain end spinal
cord, -4

According i Intemational Pedising M5 Shady Group

{IPMSS5G) 1o disgnose peedistric ADEM (all sna

requined)

= A first polyiocal, dindcal CHS events with presumed
nfiammaiory damysinating cause

»  Encephalegpatiy el cannal be explained by levet,

* Mo new chnical and MR findings emernge thres
meanthes or mare after B onset

* Brain MRI B8 sbnommal during lhe acule (Bhres
imonih]) phase.
+ Typlcaly on brain MAE:
Deffuse poorly demarcaled large (>1-2 cm)
Imsions involving predomenanily the cerebral
white matier

T1 hypoinferse lesions in the white matier
are rare.

= [Decp grey matter kesions (e.g. thalasmus or
biasal ganglion) can b presont
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The tanm encephalopathy was dalinad by consensus
a5 an altaration of sensorium e.g. slupor, lethargy or
behavioural change cannod be explened by fever,
sysiemic iiness or posficial symptoms. Aecurence
of secord evenls s delined as presence ol new
sympioms at least three months afier the nciden
Hiness irmaapactive of use of imsmunathersgy and will
e associated with new MR findings consisient with
raviged redisogic criteria for dissemination in space
{HS). '8

Casa Raport:

A B-year-old boy (fig 1), only child of non-
consanquinecus marisge presanted with fever,
sudden onset of weakness of kwer imbs, reduced
playfulness, and Isthargy. He had no history of
bowel ar Bladder abnormalibes. He had & hlalnfy
of cowgh and cold with low grade fever 3 weeks
back. But he wes nod evalested by any registered
physician during that evenis. He was
davelopmentally age appropriate. no significant
family history, or no history of contecl with
twubercular patients, no recant vaccinatbon. On
examination paben] was consdicus bul in drowsy
slate with Glasgow coma scofe 11715
Anthropomeincally well thrived, occipital fronial
circumlerance was on SOlh centile. All cranial
nerves wene infact, no signs of mening&al irritabion
were present, lons of both lowsr binbs was mormal,
power was W5 in both lower limbs, deep tendon
reflenes were sxaggeraied (nght=ief]) n both lower
limbs, Plantar was bitaterally exiensor. Other
sysiemic axaminations reveal=d no abnommalities
Cin laboratory invesbigations compinie biood pichae

and biochemical fest were within noomal Bmi

Flg.-1: Tha Case

Fig.<2;: MR during
firsi alack, focal
hyparnfense leson

A Foppar-bay weih Feogrent Acfe Dossminaied Crespralompeis

Cerebrospinal fhuid (C5F) study was wilhin noemal
range, cell count 4-E/HPF. all ware Iymiphocytes,
sugar §5mgidl, profein 25 mptd, no gram stainable
or AFB stainable organisms

ME| ol brain with confrasl was done which showed
subcortical white maiter region of both cerebral
hemispheres in FLAIR and T2 waeighled image without
maringpeal o parenchymal enhancemeant of gacolnum
in conirast MRE. This boy was inedled wilh live dosas
ol injectable meihylpredniscione then oral
predntscione for nexl § weeks with gradual tapering
Patients recoversd complately within five deys of
treaimenl. & repeal MR of brain was done aftar Ihres
mafilhs of infial aftack and il was narmal. (Fig 2,3.4)

Afier T months of initial attack the patient again was
admitied with the complaints of waliing difficuty and
repeated focal selzure and low grade faver, on
examinalions palen was drowsy with GCS 1215,
na sigres of meningeal inrflalion was there, all cranial
nerves were intact, deep tendon reflexes wers
exaggerabed with bilataral extensor plantee response.
CSF study was normal as previous repors, MR of
brain showed hyperinlense lesions involving the
previous sibe of brain but lesion size wene langer than
the previous one. immunological matkers: ArSnuciear
antibody. anti ds-0MA, lpus anticoagulant all werg
nagative, matabolic screaning best ware nagative,
sleciroencephalography was normal. He was again
irealed with inj. Methylprednisolons for 5 danys with
oral prednisolone for further & weeks with gradual
taparing, patient responded well within 3 deys of
trealmen.

Fig.-d: Rmpeainormal  Fig..d: MRI durng
MR affar 3manthsof  recurrence  affer 7
irviial adtasck mionths of inkal affack
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Discussion:

Though ADEM = consdersd mosily as monophasic
Bness, subsequend ADEM events has also been
reporied. Mearly 10% of children with an inifial ADEK
attack axperienced ancthar eptode of ADER. usually
wiithin 2-8 years after tha initial liness. ” Recuman
ADEM and mulbphasic ADEM were desoibed for
children whi experence & subseguent event afler an
mitial ADEM aflack. Theugh recurrent demyelinating
muents pre charncinsstio of M5, some chiliren may
empeiance sell-limied multiphasic demyelinating
process which is usually transient. 7

Inernabional Pedatric MS sludy group | IPMSSG)
defined recurrent ADEM as ocourmence of new
aprsocas with & recunmenca of the firsl spmplems and
signs, 3 ar more manths aker the frst ADEM evert
and after ot least 1 month complating thempy, withoud
new cenlral nervous system (CHS) lesion {dinsal or
neuroimaging). YAccording to 2007 IPMSSG
difiniions, multiphasic ADEM is defined as ADEM
foliowed by a new clinicad event at l=ast 3 months
aftar he onaet of tha intial ADEM evant and at least 1
month afler complaling steraid therapy. The
subsequent event must inchude a polysympiomatic
presertation nduding erceshalopatiy, wih reurskogt
sympioms of signs that differ from the indfial everd
{rnantal status changas may not differ from thie indsal
mventl The bram MRl muesi show new areas of
imecivameant bul a0 demonsirats complale of parial
megoiulion of those lesions associabed with the finsd
ADEM eveni ¥ This index case was ievelied as
recurent ADEM. &3 he presented with the fealures
as his lliness both dinically and radiologicaiiy

The diatinciion between muliphasic and recurmant kas
on whethar the s=cond ADEM iliness ineoliees new
rain regions, that & mulliphasic o whamer the
second event is a repebiion of the prior iliness, that is
recument, In both, the new event must meed clinical
crilenia Tor ADEM, including the presence of
encephalopathy, Due to low frequency, the categary
of ‘recusment ADEM ' has bean aliminated from 2013
IPMESE criteria. The defindion of multip hasic ADEM
is rawiped and s now defined as two eplsodes
consitan with ADEM separaied by thres monghs but
nod foliowed by any further events. The second ADERK
evenl can invoive eilhel e oF & re-amengencs ol pror
nep-rofogic symploms, sigres and MR findings: 18

Casas in whith more than bao evants occurred, thal
raises the suspicion for Mulliple sclerasis (M3 MBS
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is a chronic demyelinating dissase with
characleristicalfy relapsing= remilling courss:
Encaphalopathy, seizune, sbsent oligosional band in
CHF, and bilateral bes=al ganglia MR lesionz are
suggestive of ADEM.

DOiher han recurrent dervyelinating GRS disease such
recurent GHS symptoms raise the posaibiliies of
otihar systemic deasse with CHNS involwemaent such
ag collagen wvascular disesse. recurfanl
merngoencephaliic or MELAS. In fhis case olher
differentials weng excluded 85 aulpimmune markers
and metabalic screening weana nommsal.

Chen & &, reporied a langes! case senes of recument
ADEM with § patiengs. '? The longes! inlenals of 12
years were found Ina palient with fres epsotes of
recurent ADEM." Another shudy regarding dinscal
ard neursimaging featunes of recument ADEM canted
out by Kartgawasam ef al whore he found 25% of
felapse among the cohorl and he infratenbonal
radiological rvohsement al presentation have higher
frequency of relapse. 2 Chatterjee f al also reporied
a case of recurrent ADEM with favorable oubcome in a
three year old boy with prompl treaiment with
immuncherapy 17 Though Shere is no specilfic clinical
or radiciogical features which may predicd relapse
fodlcwing a first egisoda of ADEM but strong direcal
suspicion =arly initiation of irealment is wimost
importart for beter outoome, regular follow up is
another priority to exchude the diagnosis of M5 11

Conclusion

Theugh rare, recumenl evenl ol ADEM may alss accur
and wanant further invesiigations 1o rule oul other
differentials. Subsequent long term clinical and

neurcradologeal follow up is also necessary.
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