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i .DearDr. Bhul{lar,

We have now completed the dxagnosb.c stody of'your casem (eur #02005-253)

IR We have camod ont, ]:Jstopaﬂaoleglcal and ammunohistochemmal examinations, cha:ractenzcd ﬂae
S abnoxmal pnon pretcm (PIP) by Western bIot' ' scqucnced the PrPgene.

- T!T hlstopathologcal examnanonreveals s' : xtm_zxguspongfomdegme@mm {SD) Ly
' a‘bmngheui the cerebral 6orfex. The SD is mote severs in 1€ frontal cortex than: in the occipital cortex IR
.and also is severednthe hlppocampus where it involvessiot only the entortina] cortex biit alsg he. .-
_ ‘hippocainpal ZyTus. The:SD is modexate in th basa:l gangha anid thalambs. Tn the: cercbc]lum, there ismo -
. SD except:for the melesnlar layer in e vermis ‘Ihere are séyeral relanvely Terge plagués in'the cercbral v
. ortex apparenily it eatlystages of mahiration; No ‘plaques are seen in the cm—ebellnm, "Flond” plaques '
N charactensnc of variant CJD are ‘ROt:5eEN: i

/‘Tmmunostammg for?r"P iy’ deﬁm’cc‘]ypp& Vi _fhc ccrcbral cortex witha pattam ﬂlai is stncﬂy"] 1
'ynapnc” ‘The PrP staining distribntion is different from that of SCID MMMV)]1 because the entire "7
rblppocwpus gZppears 1o be immmunostained while the: ccrcbc]lum is-not stainedat all, No PrP stammg is LA
oy seert in the plagnes which; ot the contrarv Imyunostain 'm_tcnscly with the antibody 4G directed to e 1 RERELON

Alzhem*.ex § disease (AD)- amylmd The AD plagies:are firly gumerous and.are mostly of the diffuse’ f

’ R Hype: In addition fhere is widespread amyloid. angxopaihy ﬁvolvmg 1cptomcmnaeal and B /J
ER intraparenchymal vessels. Immunostaifing for the protem tan is esscnﬁally ncgauw cyeninthe '
W thlppccampal formnhon, exciudmg the- chagnosxs of AD: et "”.". L

.- . Thedmmungblot demonstrates the pIesanoe of protemase K (PK}-)?é“sxstant Prpof: typé’ 1 (Parcln
- etdl. Annals afNeuroZogy 46: 224-233,1999) with &n' ‘apparent glycoform ratio characterized by the--
ovmepresentanon of the: monoglycosylated form over“the dJ- and mlglycosylated forms, -

TR fSequzﬁcing af theopen rcadm,g ﬁame ef’rhe PrP gene shows 16 Toutation g_xcludmg it the
SR Flor disesse i the case You Sibmaitted -lsiamzhal according to thé current criteria for. familial prien .

v diseases (Kong-etal, Prion Biology and Diseases 2'ed. Prisiner,’S, Editor, 2004. pp, 673-775); it :also

- shbws vaime homozygos:ty (VV) at; the methmmne/valme polymorpmo codon 129 ' .

. ot S CRR N prieny
A AR o ‘ Lo . Telephons; 2ifpelosey ¢ IE &g l "] v E
. Insiitine of Pathology o Lo T Eex e 21643884090 S ;
Divislon sf Neuropathology : L L E-Mnl] cjdsurv@pn.:wruadu ’ |
" Casa'Westetn Résaive Unlvers)ty - : S i :
2085 Adslbert Rond . .

APR 2 4 2005

Cloveland, Ohlo 441064507

L ?V, oS
US//o/ozf(T




