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Metabolic disturbance and nutritional management in ALS and Parkinson’s disease

THAK #ER
Toshio Shimizu, MD, PhD

[k MM R LSE (ALS) ZMa L L, »S—F 2 Vi (PD), LRMEMIE, Bistrsh/
JMZEVERE, N F v Fodize s, < OEMRBICB W TRERBDV 2% T2/ mbnTns. TR
K& LT, METREICL D=V —BECRE, EEER (52N, Hail, rhEEEDS) ks
TV —THEEOZALDIZN, TNENOERBICFRRENRIERNSH D Z ENEE SIS, ALS 2B
T < D BARERD S LA PR TN CHD 2 EBHEL SN TNDA, ITHEIZR Y ZD A
T = X LRVEEHRIS IZ OV TE L OMFERENHEIND L9 IhoTE . &I, BEFRN L S
A5 R OTUHE, IREARH~D fuel switch, REJHD & GLUK T~ TDP-43 & [ D& FH & D ES,
BHEARIRD A B = X D72 EOREPHRNTREN, R RAX—RIBFECBWN L O EER
MTHERESELLEVIRELHAIND LR TEE., LObET R —RIEEN, L
WONRL F~—H—ThHdI VRt =a—07 4T A FOMINEMHITS Z &b MG Sz, BS
IZB VT ALS OEMIER DN RITIEF ICIRERI TH 703, FREFIE TR RIE L RS0 A m Tkl E
EAEZ ST OTAREMENH Y, LM TEWERDITE A &R W RERIEN T - R BEMTRE L LTI
ZIWNICD TN, FARFTILPD ICBIT A& EE L FEIC OV T BT 5.
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El b2l 0 E, SEIEREFRE
22BN n»ic TAEKOE (quality of life ;
QOL) | #HEFFLZNLAEZ TN, ase
KOMEE /> TS, ZOFTH, AL L,
KEIREEMRFTHZ 0T, AXHDIZES L
THBRNTZEDTERVWEKMETHY, FRREER
DFEIAZ I T b R EIEE TR T 2 5 R ITAR D
THETHDL. —MRFHRICKEBET R —FF—2A

(nutritional support team ; NST) 7233 A X 41, %
FTIMENEID L 9127 TALWD, MR
BT R B R OB RN RN LI E 2R
SNTELT, TOBMEBENONILIRTH 5.

PRI OO T ARIBFRIE D 72 WA ZE PR IR
BOMERICEB N TIE, RBPICHEERD %
ST ABRN D e < FpuN. il ZEME M SR A AL E
(amyotrophic lateral sclerosis ; ALS) <°/3— % >
Y 9% (Parkinson’s disease ; PD) (ZH HAAD
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NI VESE (& <12 SCA3), %R ZEMIE,
@hﬁvXF%T@kT@,k%Kﬁ%®@ﬁ
EEBIZELWEREBDAETHZ ERHMLN
TWb. L Laens, RERDOFEABS
PREBRFERMEDR BN SN2 DH D DIL ALS &
PD UAMZITIF L A E L, REBEIEOBERSS
%, BESEROBIERENRILNTNDIDL
ALS DR E W) DRBURTH 5.

MRRAEMERBIZBOTIL, HO O DEEIE
QOL [ & A T#dExL FIRE LT T b
DB, RERELZTO—RELTHRADNDE
Thod. KEREEFEL BRI LIHRERDH Y,
RBFIEAZ AT 5 REIFHCZE O HIITE R
TEICHER D, EREREITER - RS
CEBRICEDoTEBY, BENDORERKEIL
QOL [A] | & A THUED IO Df 1172 FE T
HHAREMENRD 5.

ITAE, RN ARLEER) B SRR (percutaneous
endoscopic gastrostomy ; PEG) D3 LV & &
AR BRAOLEIZX Y, PEGIZ X D REHFIE
ITREIZEAR LT, LL, TOERIIHED
WCHAET, £ oRBICEF SN0
Z D10 FH], EOWSNEH b TE. &<

(2B i CRRAEE B BV TIE, PEG iRk
% ® QOL DAl LG b7y &y 5 B )
O PEG [T CTH D LI TETWDH. L
L7235, A MRMBIZEBIT 5 PEG I, £\
PR AETRIZ BT QOL MERF D72 OIZ R )72\
ERIEE CHDHZ %L, WEBITE, JEMZ
L2 PEG D EFR & #IG % WD TS BN &
5. 1272, PEG 1 E D X 512 QOL R4 T 1%
ICHB L 5 2 50N HONWTOTE T v A TR
FIZARLTEBY, 5% T V ADREER N
HThHD.

AFETIE, ALS & PD ZH.0MZ, RERED
B L e SR DWW TR L 72 0.

fh MR R LIE
. ARERD &= —RETTE
ALS 1%, FA7 - FADEE = 2 —n1 N BINAY
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(CAEMT D Z &2k, EATIEO B % &
2150, WAL L IR ATA S i 255G O mk
THREETITHAN TS RWEEBDEET DD
ERMBNTVD V. RERED ORISR
ThdEEADLNTEY, BRHGEORD, #

BT EESCEEARNIRICE D =X —HEE
DIKT, EATHNZ I T D FFREETEC K 5 MR

TRV —HE O KOIF), FEEFREN e
X — RO TTHEIRRE (hypermetabolism) 73
FETHEEDRTNS P,

ALS DEEFA A, MoOMREE L R DD
X, WA O R EED A3ST U 72 A T T
KrThdZeThHD. 199 HFIZHIZ KO IE
iifi £ f5 %% (body mass index ; BMI) 7% 18.5kg/m’
AR D A T TR THEWZ &2
HENTBY, FROWENBIEE THE %
EXNTWND. AETYH, RENDLZWIEE T
@ BMI J8/ F AN 2 ~ 2.5kg/m’/ 4= LI B HE 1%
EMTPHRBRRTHDLEMEShE>"Y. £
BLOERVR N Z L IC2 W D RUE UK £ T
BMI D75, S UIR « R EEAY N TIFR 5
(tracheostomy-invasive ventilation ; TIV) % @ %
RRT%E THT 2R FCHLZ Eb@ESINT
WB M ZREDT LR, B RERD A,
AT - EATHI O W HIZEB W T HEREDOELT
WREFEEL TS Z 2R L TND.

—J7, ALS (B TIEm R/ — A Uik
LTS EWIMENTFELERESND LD
W7o lo. M r ) — A —F =T X DIHNE
T RV ¥ — {4 & (resting energy expenditure ;
REE) % #Fffi L7z & >, Bk
EICL o RV F —{HE & (total energy
expenditure ; TEE) % #Ali L 7282365 'Y,
& <IZREEZDWTIE, AEMAEATTE L T
L% (ALS DF) 40%) TiXAEMmPENEL, W
ICHEREREH MK T LT 241 (ALS ©F9 10%)
TITAEMTPEPRGThHL EHEINTZ. 2D
FEREAEH O TTENMAE A LIRS BEL TV 5
EEZLNTEY, RERENTHD LRES
NTWD, ZEAEMKIEIZ X DR TIE, RE
B0 O = F VX — 8L 25 ~ 40kcal/kg &



FEFICTEWVENREN TS, Z OfE LRk
ICHILET 5D TH D Y.

2. PR FHERA

ALS ORERD & RETTHENS £ X 5 72FkE
B TCHBHINADDPRELEARHTH AN, T
4 ALS TR I DR TEIREBFET D
EOMENMAEND LT TE RS,
ALS (Z 5 1% 19 72 TAR DNA-binding protein of 43
kDa (TDP-43) #H AR, #H#h==—nr LIk
DRI IS FBOLND Z L3 b T
BY, ALSIZZRMEMKEB TH D Z & D3N
ENTWAER 7, ZOHFICIEKRBLRR, HEK
T%&Eﬂﬁﬁ%@+%z~ﬂ/%aihfm
%W ALSIZE T HRE &K T E R O B
%®@ﬁfi,Mmi@ﬁfT%®a%ﬁT@
R LB 2 0, BUR FEBICIER T %
pioglitazone @{Zﬁiiﬁ‘ﬂﬂﬁfﬁﬁ MWD BN,
LR T HB D TDP-43 JL75 A3 15 A L k%LLT
W5 O OSSR, BUR FERANE
HRADEBEEL TWDHEBZEIOND LI
T&EE2P0 720, R TR ST o
JRARE D VW) BT VR IE5D L Z AR
INTELT, SBOMGTREL 2> TND.

NEE R & ALS

a L AT — /LR & ALS DM T4
EOFNEIZZ Z 10 BERO Ry 7 ZAD—2
ThDH. 2008 F KL E Y AREH (low density
lipoprotein ; LDL) 7% ALS O #1712 % L TLR7#
FNCIERT 5 2 e i STk, 2h%
S - BET DIMIBEEBE ST D P,
L ATFa—EI Y L PEA OAEKRED
NEEHy & L THERKE ZH-TEY, £
YRR X AERIC R T D EERITR = * L X —
WR<hsb. —JF, ALS TiE, MlaiNo 7 a—
A DRI AR 2 72 B 2k L, ARt ia
OHERREBIZBENTWD Z EAHE T
2% J5E (7Y ka—ARfEiEE) 1T o
HENALEIRREICB W T F ke LTI T
TR X =T D, F 2, LDL L H AR
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2%, ALS OMNTZ L 2 — 2RI b 5 = %
NX—HGTRE L CRE L TV D AHREENR H 5
(fuel shift) **. ALS HHEIZHB N TALF U %
FEDRVIE D DN D N E D NTE TR T
bHD, AXTFUEHEE TIX ALS OHETH
<, VI 7OEELZNE NI WENH D —

J5 30, ALS OHEATICITEE A 5. 2 o128 D
WELH D 2.
4, AL

bk H7pissmit, ALS TR &E
ZP < LD e RBRIESEYIRIEN E M TR
TNZONDOTIEHRWMNEDTFENSEEA
7B AT O T & 72, 2004
dismutase 1 (SOD1) B TFAER~ T A IZEBNT
BRI R MR EMER & A TREEICAEDTE -
s snEY. Zok, BHEEHALS &
FIZBWT, BmAAX—FIENEMTHROK
TaR LT E WD FH 2 HERBOMEENIHE SN
k”.it,mw&£4wmwammh%ﬁ@
7 RAARED, SHETEECAM TH OUE
ERLEZEWVOBHMRRIARERSNE Y.
SHIZEZRF—FIEICE D MIEY b
—a—nT7 47 AL MOKTZRD, KERE
ISR MR E T B2 B 2 7o 2 & DRI
En0. KEE OBETIE, ZWERICEER
DDA — RPNFRRMNIT 72 - T BER E NS
LU BECITAEMTENEN o= LS &N,
T OERN AOBEMEN TR SN, =
EF U RTE TS TR VD, SREEEENE
MTHELETDLAREERHY, 5%V LY —
L ARk DR BT & L TLESIT Hivd
AIRETEDSEL .

&l % D BFEIZIBNTRBIFRIELZIT I TR LT
BEHELOE, BEOZR LY —HEEEZHET
HZETHDH. ALS BE OT N THAEHTLER
EIZH D DT TIERLS, T XTORBRENRE
B &k b Cidewn. FREOWHEELY
HEE T 2 DI — KR EE LT D D)3 Harris-
Benedict X TH VY, HE, (K&, Fipno ik
R EAHEE L, IEBREE A b L AR5 % D

Z, superoxide



\JC TEE 2#E7 % . ALS BETIZZ AT
RKOONTZRXNAX—E|TDV 7T 5L TPHEI
N5, ALS \ZHHE L= fEE N0 K E, B,
HANSGHE S TWVWS B39 gk ABE
TOHFERIZLU T D 2 o3 s ST g 2,

(1) TEE (kcal/day) = 1.67 X BEE + 11.8 X
ALSFRS-R - 680
TEE ; #1H & — /L ¥ — & (total energy
expenditure)
BEE ; Harris-Benedict 207> & 3K 8 72 SLAfEAR
#f & (basal energy expenditure)
ALSFRS-R ; & & ALS #JE £ X 7 — L
(revised ALS functional rating scale) &5
(2) REE (kcal/day) = 1.000251 X BEE (kcal/day)
+ 313.3507 X TV (L) —112.036
REE ; Z#flf = 3R L X — {4 & & (resting
energy expenditure)
BEE ; Harris-Benedict 272> 5 3K b 7= KL (X
#& (basal energy expenditure)
TV ; —[#i5 & (tidal volume)

b ORITIERBER N TIE #L A (non-
invasive ventilation ; NIV) % 1T 9 Hij ¥ T D K #f
(SRS D, NIV Ficdh D ALS BRELBE S
RETTHERBE D R VT 5 LA &L 5 28,
TEFURIIARBELTWS Y. F-%kT 5 &
T TIV FOEEFITTe L AERHHIREIC 2D 0
T b0 EHONTIEWT 2. o
HOENLROLND TRV F—EIE, HF
T—20HZTHY, BEOEEOHES QOL
WELRE L2 B EREEZ RO TN Z & BFE
Thb.

BT RV RIE LA O R FRHEIE L L CA %
HMEINDHHLOELT, 7L U AEBIEKICE D
B ET FUBBIEND D, BIEIENABRED
KRN B W T RAELE & (REHERF O B B9 R
BREIS DR LI TER Y, ALS THAE KBRS
LAREMER B D P & R BB OV TS
2 U7 THBRBBRBEN TS *.
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5. BEEERR

REWD I F 53, Foue FREENET L
AT, BEILORERENLELRD.
AARTIZE VM, BEEERIIWE FEEICx 5
REBETHDL LWV EZEZI TN LW TH 72
25, ALSIZPB U TIEREEE ITx 2 RO TER
ELTHRZD Z ENHERERI N TN D, 2009 0
KEFFR D ALS A R4 12k beé, B
SRR (R R 2 R E A | 1% LT Tod,
ZTOHBG MREOLEN] BEO etk s
LCTAFNMAZERESE L2 LEHianT
W5 Y, FEERIIENAERSERTIERL,
HEERAE L LIk EmTRANET D
EVIHIHEIT RV, HEAN L CE D) e R E R
EETH>ZEI2EY, BFEDQOL A k& Emy
BOWELZBIRTZENEETH D Z & & FF
L7zv.

BB O HEIE, BATIZPEG AT
b5, MFREEOK TR 285A0E, ERIFO
PEE XM INHENC D72 N D - D WHFHIC L D &
A V7 METITRIEIRNLNY. oL sk
BT, ARSHEAITRE TARET, LabiF
NI 1IEIOBRTH D=0, TAEITHITHREE
~OBEHEND I, EBNHEEMET TS
LIEBRBOEMTHRNEL D0 Tx
X 50% 20 D aiicdEsx Lz, £ -8hfikin —
F IR F o EN BT B RIIZ PEG 2179 X& T
b5 7. IFEEREDME T L7 IRRE T PEG 21T 9
WAL, NIV O~ A 7 ICNIEEER 0L & 2217,
WIS A2 LN Dk E T2 2 &0
s 5 Y,

BEERO XA I IOV TN S LT
b OV, MR T OEREEEZ HWD DR —
e T I 5 0,

(1) WEFREEO BRER : BRFEROBD, BF

REf DL R, Tt
(2) Ffr 72 R EID  HEETEE D 10% 2L Lo

L.

(3) W FIERE - W PRI KD BEFTR - 50

ABARE, BURE~OITE R L.

FEBESHH S 0N > Th D TIRER O X A 2



Y7 ELTTETEL L EDbRD.

6. HETTHIDIH R & ek

ALS TIX TIV EARITIHRNLZET D &, =
INX—RFHUT LT 5. BEHBFERL,
NHET DT LF—EBENELIBL T L L
HiZ, PR FEENME T T 2 72 o AHKRRE
(hypometabolism) ~ & HA#a L, (KE &N~ &
fi5 U5 Y P AT S EE O FEE AN AT
LE, MAKOHEZ XL —B LT 5.
— %I, EEEAOEBRBMED S B, BERHO
HEEIT25%, M- BHOMEEN 18% L Eb
NTEL?, TIVFICHD ALS BE TIZZ D2
ON KB T 5. TIVEAKIC, BRkLT
FNX—EH5E2IToTW &, WIBRIENDE L
WERBEE T LW B ) — A —
H— R0 T EFEAEKIEIC L D TIV F ALS & 0
HE T %L —8 (T 1000 keal/ HLLF &7 <,
& <AZ TLS BTl 700 ~ 800 keal/ H & & L < K
WA F 7 TLS TR R X —EE O HNZE
BHHRTHZERREINTEY, PEET
FNX—RBFAEHEICREEN S D 2 & BHEE
Ehn . TLS #ilTix, MK« D E LV ZEHE
ERL, BETHCMEbLERT8 "7, KR
ORI AR T 200 & LT20% R0 Rs
WZh D Z EIXMENRNWTHA D, Filk L7z L
21T, K[EUIBRTOEKERA &, TIVEA#Z O
EEHEEEDO TRIIFEEAH Y Y, O
B L, EITHOEMAFNIB[AE L TV EE
Z o, BUR FELBR 2 E o | AR
WX OZEMEHm LK 2 S L.

AN & D HEITH] ALS SR I2R VT, R
Yep &% SR\ ENRE TR M R i AE R A A =
ZENRBD Y. BT TLS O%BE, NBEFIT,
FEIRD L RGBT R DN 5. M IX 700
~ 1500 mg/dL & mfEZ /R L, WFIEA LAY
R LA, B T ET D, MEERERRBR
TlEA AU VIEREE OB R E TR LY, BFDL
AT B BEREIC X D PEDOFIHEZE 2 F72 51
KTHodEELRINTND.

TIV T O#ITHIZIE, ®miERIELSNS G IR
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EER & U TR 2 RN BT B 08 %,
HICEEH D DL LTIE, FIEK, NIRRT
O, KAIR, BmERIE, PEREEE R &N
b2 > RIEKIT O B SE, &
MJEFRVEIXZRRIEDIRIR L 72D Z L3 DH DT,
BENLETHL Y. EHETH ALS 3BT
Bhu ) —FEEETsE, ME7TLVT I HE
LAV AT e — VEIZIK T L, BERRRE
ez ol sl 7. BmabiE>D, hoRE
WheAMERF L, WW%%@%%%%L%??é
ZERKRDOENDN, THIFEKFICE > TD
RKEBQRTLU=lro TS,

R—=F I R

1. PD OREWA

ALS L FlEE, PDICBWT HIREN BT 5
ZLEEHmLENTND Y. HEICL-oTE
HLELTHDHA, 15~ 50%DHRENDHRERRIR
RBIZH D, 20 ~ 60% D REARDY A7 01365
LA S TWD @ PDICB W TIE, AT,
R 5D 2072 (R E WD 2580, HIEL
ELBITEREMMET LTV T® Rk
HEIZ& 5 PD FBZ 1L ENT, PD TIEWME - T
HE WA D Pl SR EI D DO ERTH D & b
HENTWS Y. PD CIIEBOEIER & (KER
DHRMHBELTWD 720, A b0 PD RO
A J) = R BT K0 ARE PSRG9 53
BETWHEEZLRETHAS. 272, ALS
L B2 2 0%, PD ISR D IRE R A SRRk
ORI RS RE R CIc L ekET DL TH
D, RBFIEDADIRFEIZ LD ZO%OFKES
EMTHENENTDENIETHD. PDICBIT
DA OEREBA & B T% & OBIE I3 Hk
BENTVDN, B0 LR LRIENFZN
z 0

(REWD OFIRIE, ALS & Ak, =31 ¥—
BEREOKT L X LF—HERBOB KNS 2
bihd., TRAF—EREOK FOERIL, ¥H
LERBEIEE S ) o722 EORBMIERIC L 2R E
AR, bBRcoEBNEE (BERIE, EH©), 7
EEIEE, DAFRUTRLY) X ERREE,



BHERMEIERICE 720 B, T EE,
HLEEEREE - YRR O R - Eie &
IR DL ERINEEREREBEZOND. &<
ICEFERHPICA 7R 2581, BRFERED
WO n D ™.

W R F—{HE DGR L TN D &) i hL
LEE SN TS, PD OEAREEERIL, 15
B, FRORRI, EEEh - MEE) - hERRR, REMRE
fEETHLN, Z0HH, IRk - FEEAITE
DEFEHBEIEE ZEBERL, =RV X —HEDHE
ROJFK & 725, Chen HIE, PDZWid 2 ~ 44
AT HREBD A HBL L TR Y, ZhEHioh
DEIZ=x N F—EBRELHE KT H L @EL
7= A, FIITRIERT D T R — Y
BEOMKIZED LB ERERBDZRD D
ZEIE, WIEEN O TUHE O B TR T D O LI B
THY, FHREEAD A =X LM TU 5 ATHE
RS D, BT OHFIETIL, RERA BT O
amyloid-beta 1-42 DK T I L OGRFRERE, £S5
& @ presynaptic dopamine DK Z L FHEI L T\ 5%
EHE SN, EEPEROARL BT, FEERBERS
FABERE L OBV EIR STV D 7.

PD BFEIZEBIT D =R NF—HEZEOWUEIZD
WX, Mg ) 2 MU —Z AW HEIC X
v, ZEpRT L F—EEEIIH KL, PDO
SRR L0 I Ak #ET D LR X —
HE LT D LGS, R E D
B3 T, axial type PD CTld, tremor type PD |Z
EE U<, IRIFEN DL, DR X —
HEMERLTWD @t snE™. —F, =
FEAEFHAKIEIC X 25T, /W NS E
BT 15T LIRS, HH) - FER CFEH RO
FlicksboLHE sz, PD TR -
RREEIEEN X = L X —HE OB KO & 72
03, MEH) - FEORERAMAEEIR T, T
EESEERRE, RAEX =R X —HBEOKT
DR E 72D, EHLLOERNRNNT, KE
WO ORRENRED EEBEZDLND.

2. WETREE
PD TiZ, @EITHIC L4 B (Tl T B E N

FARTRRE A B LR T - S e B 28 B 1 5, 2022

BT 5. D% TIEGEMERRMEDJRIA & 720,
REMEMERT R A BT D AREMEN B D . B 51X
Kz g AT — 28 % 105 Bl PD B THET -
REPFEZATV, W TIEE & ARHEBD ORRE
BET L2 PD Tl 31%I2HE FREE AR b,
W FEEDH DRI RVEEL Y & BMI DNAEIC
KET, RAMEHOEBRE IR & &R LT
EFXOMKRER D b, HWEFEEFIC LY HEdE
o RERBDPNLEICR D BFILBMI B L <
BNZEBFEAETHY, [K5E L N EE
TEBZICEEL WD LD EEbd. 7272,
PD D4, IMWIREIC L v FHEED KL< 2D
ZEHE.

3. REAROMERK T - THIKT

PD BFITIIT D IREREDRE R B MO &
DEIRRFEBELTWDD, FidED L
IRRTREBERROTFRE T TH DTN
T, ZIHFOMICHEPHAIND LI ko
72 S RIER O (ElR), FEIERFD BMI,
FIER OIRERD ORE, KEHZVOLAR R
NROMRHE, FBHER (92 K% oRxa7,
Ji 55 FE, UPDRS-III A = 7, Hoehn-Yahr A7 —%,
MERREE ACIRBEE e E N RB AR & B L7
KT ThdEHREISNTND Y, F7- Caasani
513y HDL 23 &l CTH 513 ERmiiILE <
BT EEWE LR, U ALS & TR
BTHHY. PDHEFETIE, LMETMHEL ST
VIBEMETLTWD IR,
JEMF B DA LD ki b D124 9 & B 5
EnTng Y,

4. JEPRIC K DIRE DO

PD BEOKREBAIL, BFRICEVSETDH
ENFBNTWD. LR Rk b&E L BMI, 1
ADYAXRTT O] & BMI & ORIZITAE
7R FHBABELR AN FE O B, TRIEIC K D EBER O
g ([EHE - RO, T AF RV T ORR)
PMEE IS w5 o8,

F 7o, MMEEERIER L & OEMMFIRN%IC
RERHMT D L VI RELBA S D ¥,



% <%, HEWIRH & RIERICHT % o BN R O
BIZE Db EBESNDN, —J KX U1E
AL Dl 72 21T K D FEHIVE AR D O )
ROLHELR SN TS, FITOMIETIE, MGEH
RIS X B IRERINE, BUE FEZ N Lz
WiFREHOMIEIC L > Tl ERZIENTWVD
AIREMEN R I N TE Y, ALS [AERILH RO
MEGNAEBDICEELTWS L0 EEbh
%,

5. HELERR

HEATH PD (31T 5 BB IER O A ZhMEICRE
LR A RTA NTBEOLE ZAIFEALLE
R AR ONR—F Y VIR A
RIA LRI D L E 2 — T, FHEFEDH
HEEHOX A I TR IOV TR INT
WRUW, RIS 8 D PD BEFICR T 5 BB
EHEOEREOWBORENH Y, HEGER%
W ORNGRBRIE TIIERENSEIE L E &
N7 27, FORITTO BEEHR OIS IX
RED L LS T 5T, RERED
FEMIC oW T H R N v, HEER % O T4
B L TTEENS OWMEDRH D DHTH L,
TN LD & HEERE (PEG) %0 30 HIELTH
1% 6.7%, EFFRPIREIZXS32 H, 1FEUNOH
ABEHR54% L D=L Tho7-". ¥~ PEG #%
JERX AT 5 X0 bIEESF T 23 51F 5 MM
FHB LN EHRE SN,

PD (28I % BEER OIS H, RIGE
FIEIZQOL - AEm THREZUGESE 5, £k
WM il 28 SCHRIE e 2 E A A BT D g
E, SBRTETUVRADOBENLETHD. L<
\Z PD OEITH CIXRBIE XML TH DN, £
ORI HEEZED XRENED, MERA 2 FRE
LEATEY, S%OERBLETHD.

6. WEATHIZRIT D RETR— b

HEfTHA, & <|Z Hoehn-Yahr D A7 — V IZH
% PD BEIIHIS 2 < HEE TV D, £ O5A,
RERENEANINDD, EBEICEOEEDT
INX—FHEEToT0L0DONE, ZET
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IZT BT AR, REOEEINN QOL O k-
IR DI E D DNIA B OGRS, Y
JEHRIE 72 EO T D712, AIRERIR Y K
FAHOL, ME7 LTI ERLalL AT o —
JMEEBIMEE WL ZATHD., £ 2 THA
ERSTAPREIRBE T, 2 OIEBNZIB VT, Ml
ik X OVRREEES) (R - A2 TT) ©
PR 2 P8 BICF-M L, Harris-Benedict 2UiZ &
DLERLX—EERENT HBICHW S IGE)
R L RREIT, S—F oV RE () #REL,
TRAX—HEEBOMELZITo TS Y, Bk
BINZIX, ARl & AEEEE) OREE 2 LU O &
IV 4 BEREICRRE LTz,

RO : fl5@HN 7 L.

RI : 8RS L IXFHR S HREE ORI T,

ADL [Z 3 [E A E 72 S 7200,
R2 : T OFFERIL. BERIHNC X o TIRmE

THrZEEH5.
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Metabolic disturbance and nutritional management

in ALS and Parkinson’ s disease

Toshio Shimizu, MD, PhD
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Abstract

Weight loss is frequently observed in neurodegenerative diseases including amyotrophic lateral sclerosis
(ALS), Parkinson’s disease (PD), multiple system atrophy, and Huntington’s disease. Weight loss is
associated with multifactorial etiology in many cases, including low energy intake due to dysphagia or
anorexia, reduction of muscle volume, and hyperkinetic movement or muscle rigidity.

In ALS, recent studies have implicated disease-specific hypermetabolism in weight loss, fuel shift to lipid
consumption, and hypothalamus involvement in metabolic dysregulation. The hypothalamus might be one
of the targets of TDP-43 protein deposition in ALS, leading to anorexia and weight loss in the early stage.
Nutritional intervention to maintain body weight is expected as a disease-modifying therapeutic approach,
and recent studies have reported that slowing of weight reduction rate after diagnosis may be associated
with better survival and that a high-calorie diet improves survival in patients with rapidly progressive
ALS. Nutritional education regarding a high-calorie diet, weight control, and early gastric tube placement
are important from the time of diagnosis. Researchers from the USA, Europe, and Japan have established
formulas to estimate the recommended daily energy intake for patients with ALS.

In Parkinson’s disease (PD), weight loss is associated with motor functional deterioration. A few papers
reported that weight loss in the early stage predicted short survival, but evidence has been limited. Anti-
parkinsonian drugs and deep brain stimulation can increase body weight, but intractable severe weight loss
usually develops in the advanced stage of Hoehn-Yahr V. Effective nutritional intervention and appropriate
timing of gastric tube placement at the advanced stage of PD has not been established. Evidence for
nutritional therapy for patients with other neurodegenerative diseases is lacking.

Key words: amyotrophic lateral sclerosis, Parkinson’ s disease, nutrition, survival, hypermetabolism

13



