Case study

Case Report on Subacute Sclerosing Panencephalitis

ABSTRACT
Introduction:Subacutesclerosingpanencephalitis(SSPE),frequentlyreferredasDawsondisease, is a
kind of sclerosing panencephalitis, and is an uncommon long-term, continuouscerebral
inflammatory condition triggered by a gradual infection with particular faulty types
ofhypermutated measles virus.Main Symptoms and/or Important Clinical Findings:Patient
came with the complaint of gait abnormalities, sudden fall while walking, loss of speech, staring
look,abnormalsmile,andlossofbladdercontrol,hemiplegiaandcontractureofallfourlimbs,seizures,Gra
delll Malnutrition. The Main Diagnoses, Therapeutic Interventions, and Outcomes:Patient
undergone investigation i.e Blood Test: Hb- 9.8 gm%, TLC- 14,700/mm, Platelet-
2.24lacs/cu.mm,Total Protein- 8.4 g/dl, HCT- 29.8, Serum Bilirubin- 1.0mg/dl, ALP- 991U/L,
Serum
Urea-32mg/dl,SerumCreatinine-0.5mg/dl,SerumSodium-153meq/L,SerumPotassium-4.2mmol/L.C
SFigg Measles test was done EEGwhich revealed
burstofperiodiccomplexeswithwell-preservedbackgroundactivity.Doctor manages with Tab.
Valparin 200mg BD, Tab. Frisium 5mg BD, Tab. Baclofen10mgBD,Tab. Samion D3 OD,Syp
Q-Carni 5ml BD, Tab. Augment375mg
BD.Outcome:Aftertreatment,thechildshowedsomeimprovement.The patient was admitted to
Pediatric Ward No- 22, AVBRH with known case ofSubacute sclerosing panencephalitis (SSPE)

and he hadcomplaint of swelling over right jawwithcaries tooth since4month.
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Introduction:

Subacute sclerosing panencephalitis (SSPE) isindeed neurodegenerativeentropythataffects
youngster and adolescent central nervous systems. It’s a gradual and sustained
infectiousillnessproduced by afaulty measles virus.[1]It is also known as Dawson's Disease,
Dawson's Encephalitis. Dawson described for the
firstinstancein1933akidhavinggradualmentaldeclinewithspontaneousmotionswhom,atnecropsy,
was discovered to also have a prominent engagement of grey matter with
numerousneuronalinclusion bodies.[2]

In emerging nations such as India and Eastern Europe, the prevalence of SSPE tends to be
high.Maleshaveagreaterprevalencethan females (male/female:
3:1).[3]Thiswastriggeredbythemeaslesvirus'sinteractioninthebrain,whichdestroysneurotransmitter
s. SSPE's pathophysiology is still a mystery, although wild strains, not
vaccinestrains,aretoblame,accordingtogeneticinvestigations,whichfurthercorroboratethisconclusi
on. [4]

The process of SSPE evaluation is generally complex.Dyken criteria were first designed to aid
inthe diagnosis of SSPE. This series of criterion was revised.in 2010 due to the fact that
SSPEpresentations might vary widely. Two main and one-minor criterion are required for
diagnosiswhenusingthisnewrecommendeddiagnosticeriteria,whichispartoftheSSPE.Histomorphol
ogicalandgeneticinvestigationscanbeusedifclinicalfindingsoraccompanying  requirements are
lacking but the diagnosis is still likely.High anti-Measleslevels of antibodies in CSF and standard
or unusual patient findings are two major
criteria.Radermeckercomplexesaretypical EEGresultstypicallyfeatureregular,unspecified,twofolde
d concurrent, and well-proportioned weak.-waves of great amplitude that reoccur every 5—15s,
Amount ofCerebrospinal fluid. globulin containing more than 20% CSF protein, Brain
samplehistopathological features, Test to identify the altered genome of the wild-type measles
virususing molecular diagnostics.In most cases, two major criteria and one minor requirement
arenecessary.[5]

Thecommonesttypicalageofonsetis5S—15years,usually5—8yearsafterinfectionwithmeasles. Themost
prevalentsymptomsincludemyoclonus,cognitivedeterioration,pooracademic  performance, and
behavioral problems.The route is a steady downhill that may bedivided into four distinct
segments (Jabbour staging).Stage 1 is characterized by behavioral shiftsand cognitive
deterioration, both of which impair academic achievement.Stage 2 begins with theappearance of
myoclonus.In the third stage, 6543individuals acquire a variety of pyramidal
andextrapyramidalsymptomssuchasstiffness,dystonia,trembling,spasms,andhemiparesis. Akinetic
-mute condition with periods of profuse sweats, blood pressure fluctuations,andirregular
breathing rates constitute Stage4.[6]



There has been presently none treatment for SSPE and elimination through an
efficientvaccination programme is thought to be much highly beneficial along with expense
than otherdistinguished modes of control.The cornerstone is supportive care, which includes
seizurestabilizationandassociatedproblems.Oneofthe
mostcommonlyprescribedantiepilepticdrugsis divalproate sodium.For the treatment of SSPE,
there are no other are no established therapyprocedures.In the therapy of SSPE, antiviral
medicines and immunosuppressive agents areemployed.[7]

Patient Identification: A male child of 12-year-old from Yavatmal admitted to pediatric
wardno- 22 in AVBRH on 25" June 2021 with a known case of Subacute sclerosing
panencephalitis(SSPE).Heis 22kg and height 125cm.

Present Medical History: A male child of 12 years was brought to AVBRH on 25™ June

202 1byherparents withthecomplaintof swellingovertheright jawwith
carriestoothsince4month. Afterthe investigationshewas diagnosedas extra-oral abscess(cutaneous
fistula).

Past Medical History: Patient was diagnosed to have Subacute Sclerosing of
Panencephalitis(SSPE)since7 years of age.

BirthHistory:Fulltermnormalvaginaldelivery,placeofdeliverywasathome.Hedidnotcryimmediat
elyafter birth.Cried after Sminutes of birth.Birth weightwas 3.5kg.

ImmunizationHistory:Patientdidnotreceiveallvaccinesaccordingto
IAP(IndianAcademyPediatrics)schedules. Measles vaccine not received.

DevelopmentalHistory: Achieved allmilestonestill 7yearsofage.
FamilyHistory:Notsignificant.

Past Interventions and Outcomes: Patient was diagnosed with Subacute Sclerosing
ofPanencephalitis (SSPE) since 7 year of age. As the condition of the patient deteriorating
theywenttoNain hospital, Mumbaiat theageof 7years forland halfmonth.Since5Syearsforwhichhe
is on medication: Tab. Sodium valproate200mg BD, Tab. Frisium Smg BD, Tab.
Baclofen10mgBD, Tab. Samion D3 OD, Syp Q-Carni 5Sml BD.

ClinicalFindings:Gaitabnormalities,suddenfallwhilewalking,lossofspeech,staringlook,abnor
mal smile, and loss of bladder control, hemiplegia and contracture of all four
limbs,seizures,Gradelll Malnutrition.

Physical Examination: There is not much abnormality found in head to toe examination,
onlyfound asymmetry of face due to swelling present on right side of face. Face was oval in
shape,black in color, tenderness was present. Generalized gingival growth over teeth. Gingiva
bleedsonmanipulation. Patientis invegetativestate. AEBE presentand rhonchi positive.



Diagnostic assessment: Blood Test: Hb- 9.8 gm%, TLC- 14,700/mm, Platelet-
2.24lacs/cu.mm,Total Protein- 8.4 g/dl, HCT- 29.8, Serum Bilirubin- 1.0mg/dl, ALP- 991U/L,
Serum Urea-32mg/dl, Serum Creatinine- 0.5mg/dl, Serum Sodium- 153mEg/L, Serum
Potassium-4.2mmol/L. CSF IgG Measles test was done. EEG: The EEG revealed burst of
periodiccomplexeswith well-preserved backgroundactivity.

TherapeuticIntervention:Doctor
prescribedTab. Valparin200mgBD, Tab.Frisium5mgBD, Tab.Baclofen10mgBD, Tab. Samion
D30D, Syp Q-Carni 5Sml BD,Tab. Augment 375mg BD.

Discussion: A male child of 12 years was brought to AVBRH on 25th June 2021 by her
parentswith the complaint of swelling over the right jaw with carries tooth since 4 monthwith a
knowncase of Subacutesclerosingpanencephalitis (SSPE) associated withGaitabnormalities,
suddenfall while walking, loss of speech, staring look, abnormal smile, and loss of bladder
control,hemiplegiaand contractureof all four limbs,seizures.

This study supported to the study which clear the idea that background of fever, seizures that
began at two months of age. Symptoms were
associatedwithmyoclonictwitchesintheaxialdirection,headdips,alongwithdiminishedspanofconcen
tration for the last two months.Benchmarks were met properly, although he had not hadany of his
vaccines, with the exception of a dose of diphtheria, tetanus, and pertussis vaccine.The family
background was devoid of mental or neurological disorders.This resulted in epilepticseizures that
prolonged 30 minutes.Due to a one-hour febrile generalized status epilepticus, histreatment was
supplemented with valproate when he was.three years old.Thepatient's physical assessments for
physiological parameters as well as laboratory
investigationswerealsonormal. EEGindicatedasluggishbackdropwithgeneralizedcycliccomplexesc
ompose of two folded concurrent, well-proportioned weak waves of great amplitude that did
notvanishafterdiazepaminduction.BecausetheEEGimagesuggestedsub-acute sclerosing
panencephalitis sample of CSE was collected to be tested for anti-measlesantibodies. [8]



Another study supported to the case of an 11-month-old newborn came to the hospitalcomplaining
of right-sided partial seizures forthree days, followed by muscle spasm and impaired nervous
system throughout the previousmonth.Previous to this sickness, the newborn was healthy and
meeting age-apt developmentalachievement.During the assessment, myoclonus of the limbs was
observed.The antenatal andpostnatal periods were uncomplicated, and the mother had no
incidence of measles throughoutgestation or at thedelivery date.At eight months of age, he had
background of temperature andcoughing, and acute rhinitis, which was followed by a
maculopapular rash (initially detected onthe forehead, then descended lower), which was
diagnosed as measles by a pediatrician. Otherinvestigations were normal. Because the EEG image
suggested SSPE, a sample of CSF andserum was taken to test for anti-measles antibody.An
ELISA test for IgGantimeasles antibodyutilizing commercially available kit revealed good
outcomes in both CSF and serum.While
anti-measlesIgMantibodieswerenegativeinbothCSFandserum.Thechildwastreatedwithisoprinosine
(100mg/kg/day), but interferon therapy was not financially feasible.Myoclonus
wascontrolledwithsodiumvalproate.[9],[10]

Conclusion:Subacutesclerosingpanencephalitis(SSPE)isstillafrequentdiseaseinIndia,characterized
byprogressivementalimpairment,myoclonus,periodicencephalographicabnormalities, and  an
elevated anti-measles antibody titer in CSF fluid. The measles virus infectsthe brain and promotes
neuronal death.The patient has made substantial progress since seekingtreatment,and the
treatment is still continuing asof my last visit.

Consent
While preparing case reports for publication guardian informed consent has been taken from parent

of client

Ethical approval
As per international standard or university standard written ethical approval has been collected and
preserved by the author(s).

REFERENECE:

1. Subacute Sclerosing Panencephalitis [Internet]. NORD (National Organization for Rare
Disorders). [cited 2021 Dec 14]. Available from:
https://rarediseases.org/rare-diseases/subacute-sclerosing-panencephalitis/

2. Jafri SK, Kumar R, Ibrahim SH. Subacute sclerosing panencephalitis — current perspectives.
Pediatr Health Med Ther. 2018 Jun 26;9:67-71.

3. Subacute Sclerosing Panencephalitis Information Page | National Institute of Neurological
Disorders and Stroke [Internet]. [cited 2021 Dec 14]. Available from:
https://www.ninds.nih.gov/Disorders/All-Disorders/Subacute-Sclerosing-Panencephalitis-Infor



10.

mation-Page

Measles infection and encephalitis [Internet]. The Encephalitis Society. [cited 2021 Dec 14].
Available from: https://www.encephalitis.info/measles-infection-and-encephalitis

Manning L, Laman M, Edoni H, Mueller I, Karunajeewa HA, Smith D, et al. Subacute
Sclerosing Panencephalitis in Papua New Guinean Children: The Cost of Continuing
Inadequate Measles Vaccine Coverage. PLoS Negl Trop Dis. 2011 Jan 4;5(1):€932.

Gutierrez J, Issacson RS, Koppel BS. Subacute sclerosing panencephalitis: an update. Dev Med
Child Neurol. 2010;52(10):901-7.

Measles (for Parents) - Nemours KidsHealth [Internet]. [cited 2021 Dec 14]. Available from:
https://kidshealth.org/en/parents/measles.html

Vaccine-safety-E-course-manual.pdf [Internet]. [cited 2021 Dec 14]. Available from:
https://www.who.int/vaccine safety/initiative/tech_support/Vaccine-safety-E-course-manual.pd
f

Epilepsy and Disorders of Consciousness | Adams and Victor’s Principles of Neurology, 11e¢ |
AccessNeurology | McGraw Hill Medical [Internet]. [cited 2021 Dec 14]. Available from:
https://neurology.mhmedical.com/content.aspx?bookid=1477&sectionid=117184222

Manning L, Laman M, Edoni H, Mueller I, Karunajeewa HA, Smith D, et al. Subacute
Sclerosing Panencephalitis in Papua New Guinean Children: The Cost of Continuing
Inadequate Measles Vaccine Coverage. PLOS Neglected Tropical Diseases. 2011 Jan
4;5(1):e932.



