Slow Progression of a Rasmussen’s Case: Neuropsychological, Social and Medical
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We present a case of Rasmussen’s encephalitis that illustrates the developmental, medical, cognitive Initially, the patient presented as a bright, normal and socially outgoing child; she Commensurate declines in academic achievement scores
: : : : Y- : ’ ’ ’ excelled in her third grade classroom, had many friends, and scored above average were also documented. Arithmetic skills peaked at the 7th
and social aspects of this devastating progressive condition over time. intellectually. Following her right frontal lobectomy, with continuing seizures and higher grade level at age 13 and decreased to 5" grade level at 18. ACADEMIC
The patient is a 25 year old right-handed woman who developed right hemisphere complex partial doses of antiepileptic medications she continued to learn but her standardized test Stihngle-word reading and spelling skills were maintained at 1297 ECRHE'iE'IE:':"T
seizures at age 8. Following EEG telemetry, neuropsychological evaluation, imaging and a Wada test scores (intellectual, memory, academic) declined significantly in comparison to peers. 8 gradellevel. The pa.tlent atter_ided a private Christian 110- DiEIE'I'I;-lLI':‘INEGTIC
revealing left hemisphere speech, she underwent a right frontal lobectomy at age 9, sparing the temporal o _ _ _ _ _ S(?hOOI without s.peC|aI educat_lc_m brogram, but graduated E
lobe as well as motor cortex. Left upper extremity motor skills at the time were normal. Pathology was The paIIllatl\,/e right frontal Iobectom_y at_ age 9 did not result in re.ductlcl)n of selizures. W|th.accommo.dat|ons and modl_flca_tlons to the standard & 1007 AGE 8 & 10
consistent with Rasmussen’s encephalitis. Since then, her seizures have never been completely T'?e patient’s most |:ecent EEG mon!torlng showed complex_ par_tlal Selzures be.glnnlng curriculum. With her heavy medication load, she slept ever¥ = WRAT-R
controlled despite multiple medications and participation in drug trials. Further neurosurgery (functional with aura, progressing t_° head-turnlng.to the I_eft, mou,th-tW|tch|.ng, Ieft-extremlty aftern00|_1 after school andlworked for_hc_)urs: on_homework 'n g % AGE 138 18
hemispherectomy) has been offered on several occasions, but the patient and family have not to date sh:e\klng and unresponsiveness, sometlme§ W't!’ Todd’s paralysis. Selzu_res. °°C”"e‘3' 3- the evenings, thu_s _p_recludlng her participation in after- E 80- AGE 25
elected this intervention. Serial MRI scans show diffuse volume loss throughout the remaining right S times per week. Documented psychogenic selzures aIss; occurred periodically during school social activities. @ WRAT-IV
hemisphere, including the hippocampal formation. her_adolesc.ence andlyoung adulth_ood, but diminished ywth reassurance an_d 7.
patient/family education. She continues to be treated with multiple medications, and Over time, the patient’s left hand motor skills declined, both
Follow-up neuropsychological evaluations were conducted when the patient was 10, 13, 18 and 25. many combinations (including in drug trials) have been tried over the years. :'efIaLive :IO il?ﬁreaDSing right-l:‘an: mdeasures a?fd tOdP:IEViOUS go- LA L L
Although the patient has grown cognitively since age 8 and acquired some new skills, her intellectual : . _ : : eft-hand skills. Due to a right-hand injury suffered during a AGE
scores relative to peers have declined from Verbal IQ at the 94th percentile and Performance 1Q at the m:;zzlsgrclr:‘ﬂ%?'Z?llcza;t:ar:gsf;:ggﬁgg;ﬂ:;ﬁ:;gff;i&:gﬁ::’erfzg:I'tnlt:tlé?l?t‘;?‘lclzvel seizure, she declined to participate in most motor tasks in
70th percentile at age 8, to VIQ at the 10th percentile and PIQ at the 4th percentile at age 25. Her visual Scale-Ill memog (Wide Range Assessment of Memory & Learning and Wecglj'nsler the recent testing. Her surgery at age 9 was limited to spare . .
memory scores deteriorated before her verbal memory scores, now both in the borderline range. Left- Memo ,Scale-ll:')y academic gchievement (Wide Ran ;yAchievemegnt Test-Revised. Il &  Nernormal left hand functions, but her physicians now After her surgery the patient lost her musical
hand motor abilities and sensory perceptual skills deteriorated significantly by age 18, and now she V) at?{antion lanauage. Sensorv bercention motorg eed and strenath. visual-motor predict that functional hemispherectomy would result in talents. In her teenage years she often spoke
holds her left hand in a contracted posture. Problems with social inappropriateness, nonexistent prior to fun;:tionin s,e ugncigr’\ ’ and exclzoutiveﬁ‘unc,tionin Spelected measugrjes,are resented little further loss of motor functions. She now experiences !napproprlately loudly, and social judgment
seizure onset, became apparent as the patient entered her teenage years. She graduated from high here. Ps cgrjl,osoci:ial invegr,ltories combleted in the fi?s:t four evaluations ieldez normal frequent twitches of the left upper extremity. The Issues emerged. Her peers began to shun her,
school but is not working and still lives with her parents. Issues with psychogenic nonepileptic spells in rofiles yHer last testing was disconptinued due to a Seizure. and therei?gre did not beginnings of a left visual field deficit were documented in and she found companionship with younger
addition to epileptic seizures have been documented. Medical maintenance and counseling efforts with :C;clude.inventories 9 ’ the recent testing. children and with adults.
the patient and her family continue. '
Prior to surgery the patient demonstrated better verbal than visual-spatial skills on her
intellectual examination, a pattern that has continued over time. Nonverbal IQ scores Following her graduation the patient briefly
decreased more quickly than verbal scores. Post-operative memory scores also 250  NAME_ attended a vocational program. She left her
declined over time, with nonverbal scores decreasing sooner. SPEEDS only job after two months due to seizures, and
D200  pRICHT has not worked since. The family has chosen
§ to emphasize safety and protection over
E : efforts to develop independence, and they
120- IQ INDEX POST- o plan for her to live with parents for the
B VERBAL IQ OPERATIVE i foreseeable future.
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Age 8 2 Age 9 Age 15 Age 18 | g 8 10 13 1% 25 Functional hemispherectomy, a drastic
months post-op 6 years post-op 9 years post-op y 100 0 AGE : . : .
oY AGE 8, 10 ) AGE 10813 o GER |r!tervent!on for a devastatl_ng progressive
3 — & 13- 0 AI‘BK“%MSI‘-% TAPPING disease, is usually an elective procedure. Our
»n 90- WISC-R ﬁ WSl " B RIGHT patient and her family have not thus far
g AGE 188 25 2 2 HLErT elected to pursue this possible cure for her
80- WAIS-II < r AGE 8 seizures, a decision that we professionals in
7 E EL A e the epilepsy surgery field must respect.
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70- o TAPPER If you were in the position of having to make
" AGEATANC these very difficult choices for yourself or for
60 your child, what would you decide to do?
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