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Etepoyevnc vOooc e SLaKPLTOUC KALVIKOUC GOllVOTUTIOUC

ALaTapOXEC OTN CUUTEPLPOPQA, TN YAWOOO, EKTEAEOTLKEC
Aettoupyiec, (kivnon)
Yupuneppopikn mapariayn MKA (Behavioral variant FTD,
bvFTD) (uetwmiaio napaiiayn)

Mn euxepnc aypappatiki topaiioyn (Nonfluent
agrammatic PPA, nfvPPA)

2nuootodoyikn tapaAdayn (Semantic variant PPA, svPPA)
(yvwotakn avola)

MpwTtonadnc mpoilovoa adacia (primary progressive aphasia):
Svo mapaAAayec: 2 & 3



lotopikn avadpoun: voococ Pick

*A. Pick: KaBnyntnc latplknc oTto MOVETILOTALLLO TNC
Mpayac. To 1892 nepypadel aobevn pe mMPpooOEVTIKN
AMWAELA UVANC KOl OMLALOG

*NekpOoTOULKEC avaAUOELG: ATpodlo 0 HETWTILOLO KOl
KpoTtodLkO Ao o

«Amoucia €pguvoc we tn dekaetia tou 1970
»Constantinidis (1974): 3 umtotunol tn¢ vooou Pick




1,4 wc 4,1 neplotatika ava 100.000 etnolwg

Moadl e mtpolovoa UTTEPTIU PNVLKA TIapAAucn,
dAoloBaoikn ekdpUALlon (PSP, CBD) 10,8 ava 100.000
£TNOLWC

H 2" rtio ouvnOnc avola yla atopa < 65 £1n

Méeon nAwkia evapénc: 45-65, aAAd umtapyouV
neEPLOTATIKA < 30 €TV, KABWC KAl TTLO NALKIWLEVWV

Artovoia Stapopwv we tpoc to dUAo
Yuurepldoplkn rtapaAiayn: ~ 60% Twv MEPLOTATIKWY

Yrto-6tayvwaon tnc MKA amo pn veupoAoyouc Aoyw
nANBouc PuyLaTpLkwy XopaKTNPELOTIKWV
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Alzheimer's & Dementia 8 (2012) 204-210

Medical and environmental risk factors associated with frontotemporal
dementia: A case-control study 1n a veteran population

Yogeshwar V. Kalkonde™®, Ali Jawaid®, Salah U. Qureshi*™, Peyman Shirani*®,
Michael Wheaton®, Gineth P. Pinto-Patarroyo®, Paul E. Schulz®*

AcBeveic pe MKA €xouv umtootel KEK cuxvotepa amo acBeveic pe dAAAEC AVOLEG
(12,7% €vavtL 3,5%). Aoyw tng B€ong toug, ol petwriaiotl kat kpotadikoi AoBot eivat
mo evdAwtn otnv KEK

EMepa otnv npwteivn progranulin (PGRN), n omoila cuvelopEpeL 0TN VEUPWVLKNA
avarntuén kot emdlopbwon, avéavel tnv eunaBela otn MKA

AN\OL pNXaVvIoUOL;




Alatapoxn Tng puOuLoNC cupmepLdopag o€
SLahOPETLKA KOLVWVLKA TIAaLioLL

Amoucola evouvaiocOnong
AmtaBeLa, amouaoia KLVATPWV

Amtouoio ETlyvwonC TwV ETMUMTWOEWV TNG
oupnepldopac o AAAouc
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A Modified Reading the Mind in the
Eyes Test Predicts Behavioral Variant
Frontotemporal Dementia Better
Than Executive Function Tests
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Which word best describes how this person is
thinking or feeling?

Friendly Guilty

Horrified Dominant




Which word best describes how this person is
thinking or feeling?

Guilty

Horrified Dominant
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FIGURE 1 | Receiver Operating Characteristic cunves for the COR, the COA specified for FTLD (FTLD-COA), and for the several neuropsychological tests, namealy

the Stroop test, HEPT, samantic and phonemic fluancy, TMT, and the AMET.
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CDR: Clinical Dementia Rating scale
FTLD-CDR: Npooappoyr tou CDR yta MKA
TMT: Trail Making Test (kA&opa B/A)
H5PT: Te0T onTIKAC amokAivouoag okéPng

RMET: Reading the Mind
in the Eyes Test




AYTOANAOOPA KAI ETEPOANADOPA

AES BADL FraBe frequency FraBe distress
informant-report informant-report informant-report informanit-report

o
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FIGURE 2 | Recaiver Operating Characteristic cunves for the bahavioral questionnaires, in parficular tha AES, BADL, and the FrSBa. Informant- and seif-raport
maasures ara showrn.

AES: Apathy Evaluation Scale
BADL: Bayer Activities of Daily Living Scale
FrSBe: Frontal Systems Behavioral Scale
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FIGURE 2 | Discriminatory power as measured with Aroas Uindar the Curve (ALC) as revealed by ROC cunves for the AES, BADL, COR, CDR specified for FTLD
FTLD-CDR), FrSBa, H5PT, BMET, and TMT.
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RMET: reading the mind in the eyes (Barron-Cohen et al., 2012)

NeupoPuXOAOYLKA TEOT < TECT KOLWVWVLKAG VONONG < EPWTNHATOASGYLA CUUTEPLPOPAS
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@ (b)

Figure 3 Behavioural variant frontotempora dementia: {a) FLAIR coronal MRIEimage demonstrates predominantly right-sided temporal atrophy.
The temporal horn of the right lateral ventricle is enlarged (asterisk). Medial to this the hippocampal height is signifiantly reduced compared to
the left (b). T2-weighted axial MRI image demonstrates asymmetric atrophy of the right frontal lobe (asterisk). (¢) FLAIR coronal MRI image
demonstrates high signal in the white matter (asterisk), with occasional involvement of the cortex. This has a right-sided predominance.
Although an ischaemic pathology may account for these changes, the clinical diagnosis of bvFTD raises the possibility of dementia-related glosis.
(See Table 1)



Mpwtonadnc npoiovoca adacia

Nepattepw SLAXWPLOUOC O TPELC TUTTOUC:

»1) Mn p€ovoa aypappatikn adaoia (non
fluent/agrammatic variant PPA)

+2) ZnuaotoAoyikn/ péovoa adacio (semantic variant
PPA) (yvwaotakn avoia)

-3) Aoyomevikn npoiovoa adaacia (logopenic variant PPA)
Aturnn niapaddayn tnc vooou Alzheimer




Mpwtonadnc npoiovoa adacia

1. Aypappotikn
Agrammatic Left inferior frontal lobe and left insular cortexIf mutism is present: left
PPA pars opercularis and left basal ganglia.

2. InpaotoAoyikn (yvwolakn)
Semantic Anterior temporal lobe, bilateral but predominantly left-sided

FPA

3. Noyomevikn

Logopenic  Posterior temporal lobe and left inferior parietal lobe
FPA

Anpaio tou Adyou
Apraxia of  Additional left premotor and motor areas

speech
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Mpwtonadnc npoiovoca adacia

. Non-fluent variant PPA
. Semantic variant PPA
Bl Logepenic variant PPA
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Figure 4 SD. (a) FLAIR coronal MRI image demonstrates temporal atrophy with marked left-sided predominance { asterisk) in keeping with SD
(b) T2-waghted axial MRI image demonstrates temporal atrophy with marked left-sided predominance (asterisk). (See Table 2).
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(b)

Figure 5 Agrammatic variant primary progressive aphasia. (a) T2-weighted axial MRI image shows subtle widening of the left Sylvian fissure

(astensk) indicative of perisylvian atrophy. (b) FLAIR coronal MRI confirms widening of the left Sylvian fissure (asterisk) indicative of left
perisylvian atrophy. (See Table 3)



EmutoAaGo¢

-2,7/100.000 (9,4/100.000 nAtkiac 60-69 gTwv),
OAM\avéila

+15,1/100.000 nAwkiac Katw Twv 65 eTwv, M. Bpetavia
»To 20-25% twv aoBevwv peyaAUtepoL TWV 56 eTwv

“lowc va amoteAouv 10 16% TwWV avoLwVv KATW TwV 65
ETWV




MaB®oAoyoavotopika XapaKTnPELOTIKA

«Atpodia: Metwrniaioc AoBoc, TpoobLoc KPOTADLKOC
AoPoc. Avenadolt: Iviakoc AoBoc, omicOLoc
BpeyuaTkOC Kol KpoTtadLkog AoBoc
- Mpwteivn Tau xpwpoowpotog 17
-Mpwteivn TDP-43
« Zwpatia Pick og kamoleg mepUTWOoEeLC
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THE NON-FLUENT/AGRAMMATIC VARIANT OF PRIMARY

PROGRESSIVE APHASIA

Murray Grossman
Department of Neurology, University of Pennsylvania




KAwvika yapaktnpiotika Mn euxepoucg NMMA

TABLE 1

CLINICAL CHARACTERISTICS OF PRIMARY PROGRESSIVE APHASIA

C 2
Variant Pathology
Nonfluent Atrophy

agrammatic naPPA Left

PPA s Grammatical simplification and errors . _ . « FILD-

in language production tau
« Effortful, halting speech with speech  and (32%)
sound errors insula « AD

« Two or more of the following: (25%)
impaired syntactic comprehension;
spared content word comprehension;
spared object knowledge




-And now (3.6 s) he’s -And it (10.8 s) he -And uh (3.8 s) this page
yoloding or yaw- yawning falling out of the here the (4.1 s) the boy
-And then here (2.4 s) the window Is (3.5 s) int- col the j- jar
jar (3.4 s) window up broken

went (3.5 s) yelling out -And (6.1 s) d- doadge... dog
is have licking
-And (2.8 s) he’s happay.

FIGURE 1. SEMISTRUCTURED SPEECH SAMPLE OF naPPA
1. Speech sample of a patient with naPPA narrating the children’s wordless picture story

Frog. Where Are You™*. The narrative accompanying each of the three pictures is below
the corresponding picture. While description of the content is accurate. the grammatical
structure of the utterances is distorted and simplified, containing many errors. There are also
speech sound errors. Pauses longer than 2 seconds are noted in parentheses in the transcript.




FIGURE 2. GRAY MATTER ATROPHY AND WHITE MATTER DISEASE IN naPPA
1. Patients (n=12) meeting published criteria for naPPA 7 with CSF totaltau: amyloid-beta

ratio <0.34 consistent with FTD spectrum pathology °. UPPER PANEL: Red areas show
significant gray matter atrophy at p<<0.0025 (FDRcorrected) that is most evident in the left
frontal lobe. including inferior. opercular. dorsolateral regions. extending into insula and
anterior-superior temporal regions. There is also involvement of the right frontal lobe.




FIGURE 3. PATHOLOGY IN- II;I PPA
1. Upper panel shows gross specimen of a patient with naPPA. illustrating significant
inferior frontal and anterior-superior temporal atrophy. Lower panel left shows H & E

preparation of histopathology demonstrating neuronal cytoplasmic inclusions consistent
with Pick bodies: lower panel right shows tauimmunoreactive staining of neuronal
inclusions.




KAlVika Yo paKtnpLoTtika ZnpootoAoyknc MNMA

svPPA
» Poor confrontation naming

Semantic
variant PPA - Impmmd Ei.‘llglﬂ word mﬂm
o Three of more of the following: poor
object and'or person knowledge;
surface dyslexia: spared repetition;
spared motor speech
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Connected speech production in three variants
of primary progressive aphasia

Stephen M. Wilson," Maya L. Henry," Max Besbris,” Jennifer M. Ogar,” Nina F. Dronkers,?>
William Jarrold,” Bruce L. Miller' and Maria Luisa Gorno-Tempini’

(7) a. there's a, what appears to be, though you can't see his
face, a younger gentleman, who is closer to the lake,
and he is um, flying a, a unit, that uh, is at the end of
a, piece of uh, end of end of a, it's it's flying it, so he
can control it (semantic variant)
seeing him fly this, | can not remember the name of
what this is, that's up in the air here (semantic variant)

These examples highlight the striking dissociation between
impaired lexical access and preserved syntactic abilities in patients
with the semantic variant.




KAwvika yapaktnpiotika Aoyorevikning MMA

WPPA
¢ Impaired single word retrieval : « AD + Logopenic

\I;:fi(;?\(: rl‘:;A « Impaired repetition of phrases and 1 e pmgn_:ssive
« FTLD- aphasia or LPA

+ Three or more of the following: speech L :;;} * :ﬁEPPﬁ
sound errors; spared motor speech: _
spared single word comprehension and Pt « FTLD- o Progressive
object knowledge; absence of tau mixed aphasia
agrammatism (12%) or PMA




Avdpac 72 etwv, avwtatng popdpwong, ot€LWOTIKOC EV AMOCTPATEL

Eyxete ormitt otn X0k,

‘Eyo, pépora...

Eivou ueyaio to oritt oog; Eivou ueydro;

To omiti; Now. Megyalo omiti.

Kou wote nnyoivete; To kaioxoipt, Qo mate otn XdAixn 1o Kalokoipt,
To kolokaipt Tape, OV TOVS, ONAAON, OEV EIVAL OTL AENE OYL, VO
UMV TATE EKEL, OYL, OEV EIVUL, PAETMOVUE OV HTOPOVYV VO ELVUL GE...
ne BapKa vo oV KATOU 1 LE UE NE O... ONAXOT EKEL TTOV VA
KAvouE TOV TPOTO VO TNYULVOVY GTU... EKEL, VO TN YALVOVY GTC...
GTA VI|Gld...

Eocic ue papko. mare otn Xaixn,

"Exovne, aArd 0V €lval povo yv avtd, 0VTE ONMS KU 0VTd,
TAVTOTE, VUL, 0ALA TO VO TNYULVEL 0TTO VA LEPOS LIKPO GTO GALO,
6€ V|6l ONA0ON, GAAO VNG VO TTAEL, VUL, ...

Eyxete oik16 oag popka;

Epueig BéPora, etyope papka, aArd TO.... GVTO TOV AEYOTE...



Kou topa wote Oo Covorate otn Xdixn,; Oo mate 1o [ldoya;,
OpioTs;... (E)

Na! KaAd! (E) To ITaocyo sival, KoAd €lval TO...

1lo? Oo. mwate to Ilooya,

To Idoya, 0TOV CEPOVUE YEVIKQG...

1100 myyaivete ovvnbwg;

E, kovtd, kovtd o1y, vou BéPara, yrati eivon Kat... ()

Oy gKel 670... KOVTA 6T0 Apudve TS XarAkns. Xaikn
Amogkavnooc. Na.

Exkel eivou 1o omiti, wpaia.

Qpata! Kot 0ha, vwaplovy ugPka mov 60c... 0& 60G
EVYOPLETOVV TOAD, PEPara £6EIC KAVETE TN OOVAELD GUS, OEV, OEV
OLOYVOVUE, ONAAON OEV PEVYOLVY (AVOpmTOL £TOL...

Amo to vnot,

Amo 10 vnol, PEPora. Nor. Nat. AALG Kt 0Tav €y0 TAO VO, Y10 VO
YOoPEL® Kol 0vTd, Kot fon@ovue KAmTov, TANE EKEL AYO Kot TAAL
00 00VAEYOVY KOADTEPO.



