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Fronotemporal lobar degeneration: an update

WU Jian-xin' ,CHEN Xian-wen® (1. Department of Neurology, No. 117 Hospital of PLA, Hangzhou 310013, China; 2. Depart-
ment of Neurology, the First Affiliated Hospital of Anhui Medical University, Hefei 230022)

[ABSTRACT] Frontotemporal lobar degeneration (FTLD) is a non-Alzheimer dementia syndrome characterized by focal atro-
phy of the frontal and/or temporal lobes. Recently, it has been found that FTLD is related to the degeneration of tau protein,

and is closely associated with corticobasal ganglionic degeneration, progressive supranuclear palsy, and motor neuron disease.

This article reviews the progress in etiology, genetics, pathology. clinical features, and diagnostic criteria of FTLD.
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HU I AR % (frontotemporal lobar degeneration, FTLD)
2 Uy BR A A /30 et AR M A R AR B R AT P R BT R 2T B
(Alzheimer disease) Hi R ZE A, B JRFRAE 24 F 1 3
MINHE AT H B E RS R ICAC I E B R, AT ARG 4 AR LR
FALBGE S L ITH . R FTLD 5 7] i Pick (1892) 4]
i, Alzheimer(1911) ¥ 75X Hofi BLARFAE 2E47 1 52 & BLIX
S ) 3 5 BRI Jry R P AT I 25 4 | OBk I K 4
(Pick 40 . 8 5T 4 #7761 SR 1 Pick /A (Pick body) , T4
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BRIR BB FR R Pick %% (Pick disease), Pick %X — AR i 3
¥4 Pick /MAF Pick 4 il iX — 5 LA AE L (B 5 % & BLIG R 1
A 20 B 35 4 R 0 B A R R LAY Pick /MK H
HIGREIM S Pick FHH L. Constantinidis % (1974) % i8 I
IRAF & Pick i B 3 F B0 . JAD Pick Ji BY bl B o7 2
JETARPER JERE R, 20 128 80~ 90 A X Hiy SR BE [H
AWFEE /N (Lund-Manchester ) 5 33 B8 575 4 Bk £ 35 BT /R 2% 1
SR M i - (frontal dementia of non-Alzheimer type) . 4
I & (dementia of the frontal type), 5 MR AT Mesulam
F1 Snowden &F 1B T LA R BR PR AU 22 45 E AT MR S DI ie
Bk 28 Hh R B 1, Lund-Manchester WF 58 /N4 F
1994 4F & & — SUPE B 5 1t IR 12 Wi b5 1 (concensus criteria for
frontotemporal dementia research) , 4t — FRAE %5 30 i o (fron-
totemporal dementia, FTD),1998 4F X %X —Fr EAE T 1&17,
o R S R R M AT M 2% 1 (primary progressive aphasi-
a, PPA) 18 X iR (semantic dementia, SD) 3 Fftilfi IR 2 #Y
FET 3k, 558 Ay 45 o0 8508 i 48 P (frontotemporal lobar de-
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T .60~69 BAERH 9 9. 4/10 J1,70~79 HAERH K 3.8/
1077, 25% ~40% A MM Z S, H 10% ~30% 5 Tau
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A AN Pick ZMA BRIE 41 245 (globose tangle) | /2 T8 I8 5t 40 it
B Castrocytic plaques) . Z ¥t 2 T I Bt 40 L (tufted astro-
cytes) . 2k B ¥ /N K (coiled body) ., #f £ W 28 (neuropil

x1
Tab 1

thread) , AR 4 FL 4455 B R 5 X538 Pick 5 L B BT 5L 95 28 14
(CBD) \#EATPE A% b BR B (PSP) .55 Tau # N R4 HE K1Y
FEME FTD(FTDP-17) ,

FTLD /FHE 5 %
Neuropathological classification of FTLD

Type

Pathological characteristics

Tau positive
Pick disease Pick body
Corticobasal degeneration
Progressive supranuclear palsy
FTDP-17

Tau negative
DLDH
FTD-MND

FTD with neurofilament-positive inclusions

Tau positive astrocytic and ballonic neurons
Tau positive neuronal globose inclusion, tufted astrocytes and glial coiled body

Diffused neuronal and glial tau aggregation

Without inclusions
Tau negative, ubiquitin positive inclusions

Neurofilament positive inclusions

RS> FTLD 96 B2 Tau B, Jrpods i UL i — b 22
FAVBETE Tau & PO 28 T0H A7 5 M 45 0 14 T H Al o5
PEbR & B FR 1R Bt = R 5 PR BLRRAE 69 FTD (dementia lac-
king distinctive histopathology. DLDH), % —# Tau [ %%
AR A —Fp B A B 3t Z 0 Y Tau BIPE 2 R
(Ubiquitin) BEE A0 306 {4 , Bk 1 a2 sl w28 D0 0 1R 9 FTD
(FTD with motor neuron disease type inclusions, FTD-
MND) , Il R 7] #3282 #h 22 S R I, B 7T B R 2 8 i & o0
9 B e 7 {EL T R I IR . R 3T A SC R A DL 2 22 (neu-
rofilament) B VE 4 18 14 S 45 fiE FTLD- , e 42 3% 14 3= 2253
A T ABU T Bz 5T B i A 48 T M R, T B & 22 ARl EUOR
W Tau 2 2 oK il T H (synuclein) BURFRIC . D BIR K £
Bk PPA (5 0 % BBl AD 1 4F BRI 28 JC 2T i 45
FE AL T M A B A M R BT, A& I DR R B S 0 B
R 2 (8] TG A% AR OGP,

3 mEAS&RFEILE

FTLD jj5 L5 57 i1, 50 P — S 25 AT, 7S ()0 284 £
9 PRl e ko ML ) T REAS [A] . R R s TR R 2k s L o o R D BT
VT AR AE B0 B R 5L 07 RS TR KR,

Tau FHPEH G 00 W PR 4% 19 Z Mt FTLD 5 Tau %
P P 788 A O, L I R 2 R I 40030 A0 R A L e
FEIR &5 A, # #R1E FTDP-17 (frontotemporal dementia and
parkinsonism linked to chromosome 17),

Tau KA T 17921, 48 16 DA T, Tau K% 5% 7=
WA AR B 2,10 540 B F IR R 57 U1 O 24 il 3 A 45
BHE LD, A 3 A HME LSS EE R 3R Tau, A 4 DG
#HFR AR Tau, IEH 3R Tau 5 4R Tau I KE 1 : 1, FT-
DP-17 #Y Tau #EPH RAZAA T 1.9.10,11,12,13 A8 7,12
AR 25 L B AR 2 R g AT X 58 AR T S 3
Tau # 05 ME WSS IR, 2T 10 5508 7 B KT
F3E G B X 9 A2 W 5% 00 10 5 40 W 89 U1, fff 3R Tau 5 4R
Tau LK, Tau E A5 HME WL S Z R 3R Tau 5§
4R Tau WIS Tau H A VIBA &, Tau & H K %

AR A2 FAR K B AE 6] — K &, H IR 5505 2 4 i A
AR TR, 428 7 He b 35 1 PR 3R 5 B R 26 % 3% A0 AT 18 i 4
AL B0 ApoE4 3 IR Y AE 15 SCH R B 8 36 T bl R
B, H R 2 R Tau 28 56 s R rh, 5 43 R A
LB 447 Sy S B AE L (R TC — Rl A B4 MR FTLD I IR
50 BLURAE

— S Z WM FTLD BAR M 5 17q21-22 81, ARk &K
Tau 8 HHFH AR XL EE LG Tau AV L HE
E P 28 20 B A% B ST A 2 B2 Bl i 48 TT O Y2 K BRI T
L ERRES 17 5 44 04K % 8 932 Z I FTD(FTDU-
17), &iE 2 A58 /N4 R B 408 FTDU-17 5 progranulin
(PGRNDZEH g 45 45 1 PGRN 2K F 17q21. 31, %
K77 progranulin J&—F 68 500 A9 A K K7, 5 418 40 1k
W BOEE e L 2 M A R IE S A G, 5
PGRN £ [H 287457 % () FTLD 55 Bl b — 4> 5 B R4 2 41 i
¥ A7 722 % B M AL 44, JF PGRN #: M %825 i) FTDU-17
AA MRz R AR ESR 2R RN HTENA
TR PGRN £ K 9248 19 ZOW AL T i R W T 7672 R P
A0 3 A R A I 2] progranulin YUAL, W% & L PGRN —4~%%
o7 3 P TG 24 T B H D) fiE 3% 5% L progranulin 3 K 9 2>, 1]
RER I M 2 40 i 77 75 BE 1. PGRN 3% A %248 & FTLD %% A
WFFR N —AER AN,

B Tau & 1A PGRN 3k B 38 7 — £ 3k B 5 ik B A7 051 Bk
B 5 — S KWt FTLD 3481 0340 W, 75 UL A9 £ £ 38 14
WLAEFI Paget B B9 38 4& P FTD 5 9p13. 2-pl2 ¥ 8, H 3
95 B K #% 1 % 8 VCP (valosin-containing protein) J& FU%
MEEEREIIE - FTLD XA ST 3 S @A AKK
CHMP2B( chromatin-modifying protein 2B) % X & %7 {H
Ja R A TE AN R RAFFE ST Ak, vz R B R
AU - LS 45 O 2% s Ak R g il 5 9921-22.9p13. 2-21. 3
B A B R EOR S E R,

4 EERERH

FTLD 78 i i 3 SUR RS AT o S R0 & D0 RE R4S, 2
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A 0L R B AR X B L T B R B O A Y HE AR ST B ORE AR
B g Zon R ae k. HATIA I EAA 3 Al IR 7. 40
WO R R R MR AT M R R I MR . R ARk 23 FTD
5 CBD.PSP & MND Z [ 7E 5% B | 5 1% I IR 38 2 J7 I 3 A
WYV R A A G A& 84 FTLD 7l A DL B 3 Fgk
9o 119 1 R 2 B

4.1 FBARDT SORRE A M A T AR 5 A (frontal vari-
ant of FTLD,{vFTLD). 5§ FTLD 40% . Ifi PR £ Z 4R JE A
FEFAT RS H . A% AT R A IR A U R AT R A H Ry
fE 2R AR AT 1 S IR 3 T AT, 28t i R B2 B 4
il AT 2 AR Bl B PR R, A LR R IO IR B
Z s AR, FiE#H SRS NEZIR ER,
JE B BB . AT 2R AT O, AR FNAT O Bl E AR g
LR AT XA B TS H AR K. 2R
bR ORI AN & RN I e A E 1 o I (RN e SR T A TR 4
WA I AR A LI 0T RUTT S D  SE A
R KRS RBUE ., ATEIE & TTiRiER .

4.2 RAVEHATH KEDY OFRE AT AR 3 A 3E (pro-
gressive nonfluent aphasia, PNFA), 5§ FTLD 20% . % %%
18 AR AT PR 2 A R O A 2 O R 3 I R AR A L R R
B R 1) TR HE A 44 B B 32 T LD RO TR VR A R AT AR R
BURE, XTI E S R E EARRS 2 UL 1,
A B ATIE 10 A24F, Rl 1% #E J , AT s 300 HCAth A 0 D e 40 3
H e 5 Ll R 0 TR T UR 2R R AR . R A A T
fig L 012 HIWT R 2 H] BE ) AH T S L A AT O TR B OE
H A2 B8 0 5% IR KL BR 15 5 2068 LA AR I 4 B AR A fR
B L N1 UUER N 1, R BE S N SC U, WA 5 R S
BURIAT S S AR AT WL IS as S 5 LR B s, A R E AT
B S & ITR

4.3 EX R XCPREUEAR M AR 5 8 (temporal variant
of FTLD,tvFTLD), 5 FTLD 40%, Iifi j§ 3= % % B b %t A
R N TR SRR R AT R O A Y A 4
T o % 0 Sk B4 TH ) 15 9 B SCAS AR AR L T Wk BEAT M R T E
SO g T 281 2SI AN = IS (£ 7 = R 12 7 = g
S HNFEFESR N, 1B H KRB WA A TTIEE E SR HE
Bz S, WA R . BERIE 55 A7 SR O] O (H X R SOIFOR
—E T, W SO R B RN R B2 GE W kA i
PR RS AD IEGFAH B, B R AT 34T AR A,
A ST R R IR A 2 ARAT y, B R P L X H TR
PRIVESR B H0HA AL EERERELE TR
THREBR AT RE . A MR 48 W SOR S BRUR PR AT M R B AT
ORI RTARN

5 HHISHERA

5.1 #4&%  CT Ml MRI /R % 80 i 28 A 5 Rk
(B0 AT 25 45, 0 22 7R % Bk i % AT M 2 3 T L A2
) A 224 J) B Jy B A 450 0 25 0 5 0 SO g 2R T L LA A Sk
PR B0 M NI 2245, PET 8 SPECT o5 B #1415
i, % MRI H U, £ 7E MRI B 5 5% i B AT & 3040 - Al
CEO 380 R R A 5 o BRARES A LB JR AR R TR

I O 5 R AR R A R R REHE R 2 W
5.2 Ao mFEMNE (DFBHE R WH D RE™E 2
LW R BT RE S R, TR R R R 2 |
20D 56 0 4y 4% DU 06 5 R B 25 L TE T LB L 2 R) 45 4 BE ) B A
P88 eI TT REAS A3 AR A B8 AR 3 rhig 12 9t TC
BE ST 0L 56 B A 22 gk & T AT D RE R E G R
HH AEA) AR R E iR E, RE LR E
BB 3% s it 2 H P AT e Z AR E R, (2)
SRR AR HEAT R O AR A R0 4 B R RE L T
FALIC AGE A A 25 K e O B T . 1R T RIS RS W] BE R W
JCAC I BB L AH AT 40028 7T & BLIRDE L B B 2% L (H AL
WCAZIER RWACIZ RS 2 Rk TR S e s, (DiE
SCHEg R . T & BRI SCRE ) 4 E L IR O R R A 44 TR T
LRGN, TAEE SCAE I, 4. VT Ay 4% | 1 i DS
T I 7 i 1 03 L R -y R K B R R R 22, AR RN
B SCHNR L 0“4 738 SR R IR R . kR A
AIEH VHSE S AR T R E . b T XA, OE
20 B R G A AR 25 0 H # IR AR A B AE

TE AT A 2 0 B2 0 50 S 7 3 R g b 22 0 B ) A B
54 AT 8 52 M At Ty e 3R S L 4 R BRAT T BE BUE F T Ak
i 15 1 BB 52 WA 002 I3 B L T 12 48 Al TR o 4 ) i
FE o DRI X o 0 THL 2 0 0 4 45 TR B E R R Al T LB L B AT
IR ) I 3 S 4 e M O 5 b0 B B B R IR R
WETF 5,

6 ZHT 5 RIS HT

1998 4FEF A& 1T I Neary I R AR HE R R FE AT, B 40 45
TR R R M AT M O3 3 SO SR 3 Rl RS,
AR E EBEAEIE R WF I A, A 4E 5 4, Hh 012 B &
145 TR 0 20 L L SRS W 4 1 45 T LE S TR AR B0 [ 9
PR B BE TR 43006 A2 o SRR 45 1 00 32 W 0T AR 0 40, 25 0 2 )
WA BB, AR ER S T HERR bR

2000 4F [ B FTD TAFE 41 18 31800 I DK 32 Wi b 1 58
fRT T 3 A — I R AR T, s v VA HE 7 I R
BLOHNAER (DT HBOANA T BRI T2 —, A
P R AR A AL 2 s T BE L (D A B 0B A B gk
P AR S AR AE SR AT R B A, B BORE M W 1T
R R EAT i 2l s @ FE B R BRI L B AT PR T AR R
5 HARAE 205 5 2R IR B 9 50™ 5 Ay 4 i O R, (2
R, R, O HRRIL T B MR & R
G g CA G I8 995 ) L % G5 PR 5 A (o IR IR ) mE R ) |
Y SEN R, (DU EERIIFEN L LE TIEZREST A
AB G H R  CUn P ABRE ) T A B

FTLD £ 5 AD %51, MFIER LA HFZMEZ
Ak F5e L 6 AR A 1 A R 2 i 0K A A B S i
¥, AD BB E ) H B e R 4L 3SR A A ALY
AT B 5 40 R R R 0 R B R A A N R AT
S AR DA K AR L 28 A ) AR I IR . Klu-
ver-Bucy ZR & 1E Al g Pick i R HA4T R Bl 28 (1) R/ 3L, AD XL
F A6, B S e E 7E FTLD 7T/ S 57 10 9K 57 v 3%
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WL AE AD HEBIE T A8 B A5 — B AR B B i 12 4R
F ., IRULAE FTLD B ZAAER W AE AD W £ 0L F 3 2K
BT, WA B FTLD 5 AD # LA & L & 1F,
B 1A FTLD 14 18 3h i 2 50 A R s AR AE 40 480 214G
AR W YA — S8, A HE A AR A 0 D RE
LR CELE 1042 IR TE T 1 L 45 45 R D AED I b kG PR
BHE 2 (NPD PUAS 73300 8 28 QR B JBEAM ] LR 5547 )
TEX 4r FTLD F1 AD b 808 M Ry 55 1 33K 3 82%6 72
AT ABEEH AW E TEE 5 oA s )L AT T RE A
280 B 32 AT 43 2 BIAS O, AL 1 B 468 43R ) 3 BT A 2 R
[Fi) 580 ) S A0 o (8 Ak T AR < A 25 0T s Ty s A
Y2 WA (H B R — DT R A R A 1 JRGR Bl
(SEB) | #4122 A45 Bh W0 & S5 00007, S8R 2 A6 2 % 2 4
B U S 2R B U (SO BT 248, AD W R T
e N

FTLD 3% 5 HoAh B CAn i 148955 . CID LA 4 %5 . %
ST SR | P A I PR ) B R Y R K O A
VURS #0047 R S o 2 B2 R IR 3 T R 5 ORG o 2 4 00

7 & Fr

B AT oA 8O YT 5 ik, EZR XA IR T AR A O
BSFRGIT MBEZZR 55 2591097 R 2 80w 0 i Rt
BRIt S T SRR 50 €0 e PR U 1R R X AT R
A —ERBOR X Bl AT 8 L B W M SR SR AT O RS R
WA /AN R R TR 28 AR SR Mo R . IR B AE
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