BEFRAS—E

BEREARELEOEE - —X LBERRFRRE
~HREEI—T A X— I "D —X(ESEHTT~

EAR =R MR

EF. TR B

Vi L S R R AR T R
YIRS R B W ZE Be g P L

€39

HZAE MR TLE B E B X OZORENLE L T 2 HRIBESLEREFREIZ OV T
LT ¥ r — MERE G Lo BRI 7200722 ERARIIE o722 Lk [
KOF R BRI DWW T [FET 2T EHEEMICOWT] ONET, Y 72viE
HILER 2 512 £ ) BN L Do Fze MIEZO 9 EHPMY 72 WEHIZT I s 2 &
HTELEFZELTHALIERNS, EEIEEVwEEbhs, [V AN b AR OMERIZ
5 &N 72 7 VIR TH o 720 BRI ORI S EERER I — 7 1 — ¥ — OfFTE
AT AHI LT, EITICK S TIHEL T AMEICH L, 1448 —RFISATTREE 2

HIENEILWVWEER D,

FC&IC

AR R = AL (LR ALS) ICH%%EE
ENDEREFIL, FEREOFFEIC L ) EERED
BN ER OMR, BRIPREES L A28 P A
FBeDRERR, LERYR— N &84 b7-%, It
B A L — X225 OEBREFRSTFRAL S Twn
LHIHD BB REARTHRELLNEEZDS
N5bo

TR 10 4FEE A S, R 4 B ok SR 3
[ 8 A e RS ] SR s ., 2
DHBTEIF IR\ B B A I e X SRk S 7o
R 284FE 4 B 4 HESE 0404 55 1 512k . B
T FEELD [HRERRAAREMEE] &
%o Tze HEREREME I ESICE STV 2
TREHR T — T 14— & — DEHH RO B R
BN EGRORM R L2 To TV 5,

4] ALS BEB X O F OREOIHIROHFEIR
MeZIUH T DMEEEFRDL T v — Mt
REML. ARG TR, ALSEEB I UZ0D
KRB L LT B R G IR R 12

5 —=\D=—XERETT B 2O DOIEFEEFR L5 5
ZEERHMET Do

&

WHRETEED ALSEB L ZORKEE L, &
SO AR AT X ) EE L 7o, TR
(EPRE 26 4F 11 H 20 & PR 27 45 3 HI2AT o 72,

A E L, BEOERIGHR,. BRI 72
MolzZ ERREZIZB o728 MY 2w EEIE
EDXHIZL TR N HBEHEFIZV 2 5
ABESE - EEFEEITFEDAT o 72 L ASA P A
BEDFEIIFEDT o 7o, BEREHR T — 7 1 & —
¥ —~NOMBEOFEL & T, LHERER L L
726

B N LI SR OF] 21T T\ % JBH %)
SelL77yr—MHMKA (8) &, b
WKOWTHHETo TV WEE 2SR ELH
R N TR B3 ARk &2 727 » - — b
M B (24 ) OFF 2 B ZER L 72 &R D
SrFTiE. RRIRHEENTIT o 72,

BRI OEAGT L, MRV B BT 5 4
ERIRAIZEIE R (DUF. H3ER) BXOA—1 ¥
7)) A N TCRIEOE S NZEIRES T — 71—
¥ —IZAKFE L. 71 350 i % FiAR L 720

GHLAYECIE & LTy JUN KSR SR X 5B = B R

ot AR R ORBEZ 2T T, AR E

38 The Japanese Society of Medical Networking For Intractable Diseases



FEhL 720

HR

7 v — M 151 1 (26 HBEHFIE X D) [AY
L. ERIZ43.1% TH - 720
BEOFEMITFIY63.3 (£9.7) . Bichik
B =1.8:1, BEHNS O EIZFH 6.4
(£5.9) E£Tho7. BEHED ADLIKIIEZ. &5
Bihs 87 %4 (58%). #aBhias39 4 (26%). H
37234 (16%) Th o7z (K1), BWAERITIZ,
HEMN 1324 (91%). Ak 124 (8%). Hisk
A 24 (1%) THo7z (M2), FHEEIZLS
FAEFEHIE 59 N (43%). FER B A B I 30 A

1 B#Eo ADL it (n=149)

IR OISR, 1EFRIZ DWW T

WAET DL ERIERIC DT
LEIZ OV T

NSRRI EE IZ DU T

BEITITDONT
ZEWTL Wb bian, FERE LA
FlR~DEM

HIRIZHOWT
FHREDFERIZONT

BE DB

BRERICHOWT

BRI OXIST DN T
HEICHE L T Wb b2y

(Noninvasive positive pressure ventilation,
NPPV) 21 A (15%). SAEGIBH T B e N LI
% (Tracheostomy positive pressure ventilation,
TPPV) 1351 A (37%) AEHEH TH -7z,

FZWEE D 720 7o 2 LR AR o722 8 %
BHIE CTHW L 2 A, RGO F R R <
BFRIZOWT] 1334 TIRLE S, [HET S
Wi R BRSO WT ] 2780 %4, [ &8k Iz
W] 65 %, [ARYSCFEHIEE IS DWW T 61 %4,
[T ONWT] 3T AR ETHo7, (M3), £
72HND 72 WERIE T IR A 2 ST E Il D
WL [ e nz] 944 B88%). [F<
WZIdEeoNnehro7z] 1084 9%). [EHEHE 3

G INGILE

Al 24 (1%)

1241 (8%)

HE
1324
(91%)

2 EHEOBEST (n=146)

(%)

—
[V

3 BWIEMY) ot ERARICE S22 & (BEIEE, n=140)

HABERER v b7 — 2 £ AMMEE B4%25 39



Ex%WV] 3% 3%) otz (M4 HY 2w
BT () oG nz,iconTid, TE
il 84 4. [HERER T —7 1 2 —% —] 29 %,
[F il 28 4. [4 v % — % v M| 24 &,
[ALS & 11 %% e Tho7 (K5).
ABEH D 12 54D 9 B ABEE ORI
fToZzhizxt LTI TERG] 6 4. [HH#R] 2
%y IMSW] 2%, [#RERI—T 1 A — 45—
24 Tho7z (K6). —J. EEHEEFD 137 4
DY B, EEMBITHEI T [ 7~k —
T —1 67 %, [FhIEER] 21 2. [HER 5

R i

EZ A4

BRI 34 (3%)
72104

(9%)

TITES
n7-944
(88%)

4 Y7o ERIE T QIR A 2 e ST E )
(n=107)

I—T A4 A== 12%ThHo70 TlMAh%
HET DB H LI onTIE, [H5] 127
% (89%). [ ] 11 4 (8%) TdH » 7z (X
7o FRHHRERI—T 4 2 —F =122 FETH
KL EDH LIV TIL, [HEREYSD
5] 13 21.1%C. [#kHE L CHIFEF] 1£16.5% T
Xf)of:o

ABET & BRHEOERICOWTIE, [TFEAR]
111 & (84%). 8 & A Bl 13 84 %
(63.6%) [LA/SA F ARl 12604 (45.4%)
72572 (K8),

ZE
RMENRE X, AEHEETTHLEHT
9N%%HOTEY, BUHLESRRE P72, F
72 ADL 1344l - #5825 84% T, H .
NPPV. TPPV OMLE A 17> T2 EHD 4 EC
WL, NEERSHETHDLEVZ D, ALS
BEENGE L2V A8 b AR 25817
LRk BIEES SRR E 2o Tw
DI DL LR ER LT, B H#ED L,
RFEZ T, BWEEOHD 7202 & - RIS
Bo/zZ b, [HEAORERREECHEICIOWV
T AMBOEHICHLTEELTBY ., [EET
LB REFEEICO VT BEVWT W, ¥
72 INHBWIEREO AL IR T A EHRIL. Ei)
IRz V) HED RS S o Tz, TR OB

%)

Effi25 | 84
HREREME2S (I 29
FHighin 5 [ 28
AVEZ =Xy b0 n I 24
ALSH&6 (I 11
UNeYRZ2y 706 M 4
Fk - B M 3
A N2

MSW | 2

fr—20—0— || 1

Rs5 0 7oniEadiEEs S o heh BEEIRE, n=142)

40 The Japanese Society of Medical Networking For Intractable Diseases



100 (%)

=il

Tkl

MSW
HREREM A
R R RN
e S e
Qi3

PrbERm

Z DA

67

BABEEERR  DEERE OB

6 ABSEDHERIIHEDTT>72h (n=12, WEINE) EEREITHEIT- 7270 (0=137, BEEE)

A DINB RN
114 54 (3%)
(8%) .

HD
1274
(89%)

7 WAEMHET 2HTTEH ) T30 (n=144)

L FSYN

E YA WN

TENE

0% 20% 40% 60% 80% 100%
L IRoY) U mbnb Ry BE O

X8 L AL NAKE - BEARK - PEAR G2 AR 25T& 2 MEDMHRDH 57 (n=132)

AAEEREER, v b U — 7 ok Ha%2 5 4l



RZDHBDOTHGTH CTERMANHE L. WIn ST
W EBbhb, MREEROEMIZIX. Buck-
man (2 X A¥EE S & L-END 6 B A
< SPIKES">#ZEl2&hTwb, Zo7at
ADOHTIE, WHEZ FPH CHEM OFERR Y —
A NVT = h—=DEANCFEE T A 2 EIREES R
T2 Y, BRER T — 7 1 & — & — [F HAHELE
DEEHFEA L 720, TXTO ALS BEDOZ
WIEEDFHAN DO AZIEBFEN TH S, L7zh >
THEIES U CER? S SITHBRED L L
TORDLIEDNLETE L, HEAMRYESD
ALSEZHEH A FF 4 > 2013 12T, TALS X
HEATOWAET (FPHE) . AERRER S, a9
M Efk A R REENE L S, EREIHIST S
72D L L OWER DY . ZhEhosE
DIFZN— PP RERIRNZ D725 Z ENET L
Wl L ST — A THIET A L DE
T BTN D, BHIRELEZEOMIN A S BN O
SZWAEDSE D D . ERERC L RRAE A 5 @) |2 HER R
Ba—T 41— —OFEE#N L, MHREOE
LTHIBETBLLZENLET L WEEZ D, I
(A2 L GFT R R IC oW T 13, #TIC
Lo THEREZF O T 2METH ) . FERERE
BICIER T E W2 L0584 LA, HREE R
=74 3= =N THERIIRNE V. L
Ld s, AFHERECREHRERT— 71 £ —
5 — D ABERE - EEFEA~DONAITE L R L,
ABFEREE LIS O BEFHFRFEAN R 2 T ARG LT
BT LD DR Tz WERER I —T 4 A — 5 —
DEFEM R FEREREICB VTS, HRERT—
T4 B =7 — I ABEDORN LD & & LA KHE
WALt WG ORI ICEBRM A B L TB
D KRAETHRBOMEIDS A SNz voTX
Vi

F 72 FEBROABELMERDITE TV ENIZDONT
. TFEARE] 84% & %2 ABE] 63.6% ThH
LOIZxf Ly [TV AL M ARBE] (X 45.4% DFEER
TETWALIRINTH o720 2015 EIZER S N7z
L 284 b AbEo & EFA"Cld, [/ U< EERE
BEWEEED T6% DL A514 + ABEDOREERE
Tholzo BMEHOXEREAM k% &R
572D TE Wb o0, BTG L

DN & ) RRASGRE LV 251~ ABEOTE
BT HTHNI EAREZ SN, MEAEILT
MR T — T 14— 5 — DA ADLENED IR
sz,

ALS & L ZORKRIE. ZWE» SEED R
BIZBWT, SR EMELEL LTWED, K
FAETIE 88U A 7o EHIE T CIcfEs L
MTELZERBZLTHDE I ENDS, WEEIZEW
ERbTz, F72 9 HLT  AMA E AR T LT
BHDHEBEE LTS, RAEIE, PEE &R
T — 7 4 h— & — | ZE AT 2 IKFE L 7272
O, ERiRHRERI—T 4 A —F —L—EDI
32— arpEnTw s BERENAEE
2 EAT L7 TTREMEA D ) L R AT CHlit s
EREVZ L, MREDMR D ITAFHEORET
HY. SEROMEZRAEIIIMAVPLETDH
%o

BT

RIRAEI. JE AT BRI e B A B A G R
BBORMIZEEE [ e BRI B 1) 2 Ak
HFRAITZEBE ] (WFZefREE - hEREZ) DBk
Lo TEMLE L7z 77— bORAIZ I
TIAT2 72 AR P FR RIS 5 ) % SRR AR
AW B DA . EEOERER I — 71
=5 —OFRRICECEH LTI

FlEHAR
ABFFEIC B CHARM IS 2§ 2 FIHIE 24
Vo

X ik

1) EAS @A R R HEm e Bk S o 5 3 9 e B A
(fEE58 0404 55 1 5 PR 28 E 4 H 4 H). HEL: EAE
57184 ; 2016. http://www.nanbyou.or.jp/upload_
files/H2804041 . pdf

2) MHAE. FHHIE HREFOL AL P AR
B3 % 4 SERE AR At 8 (9 B~ 0 IR AR
BT A 3EEE) . 2015.p.19.

3) Buckman R. WIS DR H—6 EWDO 7 7
o—— fEERE (R, HEELRZL IIa=
=3 YEAN L RERIEB O RS, FBHT & IR
2000,p.65-97.

4) MMM RBGEZR T A N7 4 SRR E &
W E A R LSBT A N T A4 > 2013, FIL

42 The Japanese Society of Medical Networking For Intractable Diseases



a1 2013.p.48 fix - fE B OB [T T b h 5 ik m R

R R LIERS A A K7 4 VENER SR, #El. il s, 2015.p.251.
0 AR R TEACEZIE AT A KT 4 > 2013, BVL ) MHAL. FHMOE HREZFOL AL AR
& 5 2013.p.60 B3 5 axfEl SERER A (R~ O SRR
RS EHEE L 6 TN O M SR 2B B WF988E) . 2015.p.20.

[MEREH T —T 1 A= =D& 77 F 2T

Nationwide investigation of Amyotrophic lateral
sclerosis patients’ and their families’ medical needs
and local medical resources : What is required for

Coordinators in the Network for Intractable Diseases

Miho Iwaki”, Yuko Kobayakawa”, Jun-ichi Kira”

"The Fukuoka Medical Committee for Intractable Diseases, Fukuoka Prefectural Government
?Department of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University

Abstract

This study aims to investigate the information and medical resources which amyotrophic lateral
sclerosis (ALS) patients and their families require. We conducted a nationwide survey and 151
patients or families completed the questionnaire.

ALS patients and their families wished to know more about “causes of the disease,” “processes and
treatment of the disease,” “the place of care facility and medical care facility” respectively. They
received necessary information from their doctors. About 90% of them could obtain needed
information instantly and had opportunity to discuss their issues with someone supportive. Those
results indicated their satisfaction with gaining information. Less than 50% of the patients were able
to receive respite admission.

Timely responses to the problems arising with disease progression is required to solve complex
problems of ALS patients and their families. We recommend intervention medical coordinators for
the intractable diseases as early as the time of initial examination or diagnosis.
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