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REIEE. BN TIE GTP %48 Ran BEH &
LTHAETS) ThabH. 4 HIRE) it
SN7-W R T, GTP & Ran 13 GDP 4 #
Ran EH & 72D, KEHIE snRNA 7 & 8k L

2 SMN/Gemin &

fHRRE
/
@ % SNRNA
"." m’G

SmD1/Smb2/
SmE/SmF/SmG

SmB/SmD3

EEEERES l

SMN/Gemin/
SMAT7EEK

5. X

PHAX % E #
m’'G

M) XFILAL ]

TwL,
b. Sm I7EEE&FIE (HIBETOE
%)

MBED Sm EHQY 7 2=>y M plCln (¥
uJA4 FEBEREER) AL, pICln/
SmD1/SmD2/SmE/SmF/SmG # & f &
pICln/SmB/SmD3 A KE KT 5. ok
&2, SmB, SmD1, SmD3 O 7 V¥ = L
WEHTVX =Y - AF VG AT 29 —F
PMRT5, PMRT7 I & o THHMIZY X F 0
LENE KT, ThHD 200K
SMN/Gemin # &k L CRi& L, pICln A3k
LTw<{. SMN/Gemin &K Lo Eh-
720 SmYT7L=y MEY 72K L, Sm
ATEHE LB,

c. SMN/Gemin/Sm J7Z&H/snRNA

BB ERANEE (HIIRE TOIRIE)

ML E @ snRNA &, %9 SMN/Gemin #i&

HIN—ILAE

O N
g )

r"‘.

e
AR TS

K3 saRNP §RBE
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HOLETSm a7 &A LA L, SMN/Gemin/
Sm 2 7 #HE/snRNA HEERPELEN S, %k
12, snRNA D5 3D m'G F % v 7AE 5T R
FNMAEENT22,7-F I AXAFNVTT )V
(TMG) &%, 3D RNA ¥ —7 v A0
£ (MY IVY) &b, E5IT, snurportin
(7% 7% —%HA) »° TMG 4L, impor-
tin-B (B % Z24K) 2% snurportin & SMN/
Gemin HERICHA L (WERFHELS), HE
Lo THEANER SRS,

d. snRNP o (AT DEE)

BNIZA o 72 SMN/Gemin/Sm a2 7 &E/
snRNA #&#1%, 7, RanGTP AL,
SMN/Gemin &4 & Sm 2 7 & /snRNA #
H 1k (LL#, snRNP & X 8) 2@ 3 %
snurportin, importin-8 ML, FhFhic
BA I B 5 BAMEAS LT, BB
o THIREIWCRE > TwL., ®kIZ, BAT
SMN/Gemin H&KIZY = &, IN—EKICE
MaEh s (X3 Tid, SMN/Gemin HEERIZY =
LIZDAFHELTVWD L) hoTWAS, L
L, B, SMN/Gemin &K A N — Lk
WCHHFET 5). snRNP iZ A/ — VKB &
Nb. INn—NMEIZwosAEBEShTw
snRNP &, S HICHDOBNY T F 24 Vit -
TLSN, REMICATI LYY —HITHA
AEND, AT 54V YV —A4iZ, snRNP %
L& L7zpremRNA A 754 ¥ VB CTH 5.
snRNP O&REZX SMA OFREICED
K3 ChhbdDh

NI TRRTEAZ L)1, SMN &EZH7,
SMN/Gemin #&# & LT, snRNP &K%
KD boTWwWhbI LR3EITH B, £,
SMA B#HIZB W T snRNP &K EE DL T 255
ENTwa™. LaL, snRNP G EDET
A, SMA OO GHRERTH 588 = 2 —
O rOEW - BHEEED L ST L Db,
BUEE, DTOX ) ZMAICHET X, snRNP &
WREED T 28 = 2 — v %M - BEICE

4

HELTwEbDLEZONEI kT2

O BFHo< Y 20MER (Fiirat) ©
&, MBI E LT, SMNEHDHZ KB
LTwaL, snRNP &k d BWY. cozk
B, FEEZHBERBELEOLDICE T4 %
SnRNP &P LECTH B L2 RBR LT 5,
@ SMA =7 ZEFNVOFRTIE, WIRE I
B L C SMN/Gemin & 4447 {, snRNP
FERAE DRV, EREBIIECOFRIZEL
V., ZOZ EiE, SMA TIZHEHD snRNP &%
BATHTHLIEEZRBLTVWS,

® SMA 7 ZAEF N TELBEM % snRNP &
WEERED SRz, v LF— - 275
A2V IREEICh Db B snRNP &k fE &t
FELWYP 5 R b B R ET
DI A F— - AT F4 ¥V IR E L
ETBHIEBHMOENTVWAEY, thbnz &k
D, SMA TIIAREERICELLEETFORTS
T4V TREVPFETAWNEE DL E SN
7. L2 L, SMN&HRDICHEET 2 EH
Za—-urOEE - BECHEEL YT, Ly
bYAF—  ATITA VUV IRBEVLEL TS
BIZ TR OD - TVBbIT TR,

SMA B# T34 5 @ snRNP &A% & &
NTVWBEDTHB05, EH=a—o v Pso
WM THOATIA v v FBENHBT 2 WEEN:
BdBH. EB, Zhang 521F, SMA v X E
TVDEESELRMBET, X754 05 - %

TIRAF = AT I4 Vv IREE, AT/TC A
TIAR YA 2HTHL Y POk -
BRECPD2DLERETHY, 2 Tld snRNP
Ull, Ul2, Udatac, Ubatac 25l ied %
RizF. BRARL, AVx— XA TF5L PV F
BT, GT/AGATIA4 A - %4 L 2 4F5

Z 2Tl snRNP UL, U2, U4, U5, U6 A5y
BiEE R R,
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F— U BERLSTWBEIEEZRLTW
5. ZhETOSMN &HH® snRNP & 112
T AWK DIFIE, SMA FEH=2—1 ¥
KRB LRETIE RS, o —u 2 g
CEHOEBTHHEEZRTIUE RS\,

ZNTlE, £9 LTSMA BEDOTRTOHM
AR EREREBRVDOTHAH . DM
WHLTIE, 8EFRE, A754 307 08
¥ — VIR RERD 005, [E OBk
BWTh, MLBEFT, FMLATSL Vv
FERENBRT L] 3 hnEEIONS.
72, [AT7I94 YV FRENPHBRLTY, 20
WREPTSEL ZUTNIEHRNERIHBEL 4
Wl EbEZONS.

L2L, Thh»bld, Efoa—uvEEL
BEHINIZBE D 2 WIERICOWT S, ok
FEEZLILENDA 5. 72k 21E, SMA B
HTLIELIERD 5N B RERIZONVT D, b
L2235 & SMN HHOBAEBEBRLTWSED
b Ly, Tabbh, SMA KEDRFHREIC
HEOKBDTHE200b LB wDTHE, &
BO—NDBEICAENREZRT SMA BEE#
BRL72%%, IS OREIRD S &% SMA A%
DRBIZHEOL SO TH LN DH 5 13
AN, MBI D BHVIE2 RN EEETH
LELDEZ R,

B, SMA ® 7 ZEFVOLMEIC, B
IC D BRAEMZEMICIDREDND - -2 23
BENTWBEY® . SMA =% ZEF N CTOMK
REXHJUTELL VI Z EiE, snRNP &k
B OWERIZE > S RETIED 528, P
CEHREIR D SMA ARKOFREICEIL LD
THDHEEZLRETHA.

BB, KB CXEFHBEL [SMN &EZH O
snRNP &1ICBI§ 20198 ) R L7223, Eh
Td [SMA 2t b OFTRTOMBIFE A D
DOHEBTHED] L)l +H5IoRT S
ENTEREEZTVS, BE-B1T, 4%
SMN EHDZ  OREEIHEIH SN T, SMA A
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115% 9% 1451~1455 (20114F)

&

IR BRI 5 TR SR & BB K A BB 2 S L RS A
2 5 WL U 72 aEE T Fe e 1 2

A RERE R A AR RAERENEA R, B REEFRRHIBAERES - RERR MRS 55

RE kzY  F AT KRBT
R ORI R AR BE
2 F

HEEE A5 ZEMEAE (spinal muscular atrophy : BUF SMA) [ B ERBOEES, BRAED 729D
2RETICHET L7720, ThETREWEICE A ATHREESTONTE . SEHE 4 IS
WIFEIC & 2 AL SEERT 2B, SER % ERY TR ENRBIERLIEHE (noninva-
sive positive pressure ventilation : 2L F NPPV) & 2412 X 2 % /- B (mechanically assisted
coughing : PLF MAC) ZIEH LIEICRIIL-SMA T RO 1 B E2 8B L7~

JEBNE 11 22 B OB, THERAR % FERRIIPIARE SBAL L 72720, [REWFEFIC X 5 A TR
VEEZY, 11228 LY NPPV, MACZEA L THRE L7, AR T NPPV # MAC 0#
BN /RO NTEAVRE LT EVE VA, FRICNPPV OA V¥ —7 x4 2A%E R MAC
DB EITHIZEIED, JEFICEAT A ENTE/. NPPV & MACIZ LY, +o2BEREA
BIVT TV ADRERTE 72 & TRHBAREN U E S, 72558, EREOPREN S OB,
EEAMLASTTRETH Y, WBEROEITEROT, EEEBELHERL TS,

F—TU— N HHEEHERE FRENEBERZRE SRICL BN, EBATFR

F LI

H M A5 ZE M 5E (spinal muscular atrophy © AT
SMA) (T BEUAEENERT, ¥Ra4STEREE
RXEEY, FORERITIET00 ATH 2. HHEHA
MRBOEMICXY, ENHEMLOHERETETS. 5
ERB L BRERICIY 3o0BIIHEE R, RS
ROLEETHS. SMAIRILEE, ALIEHEICRE
L, WHEEROEHE, BRAEZEDOLD 2RI TIIRTT
52 SMATROBRALIIH L, 2hETELOHT
REDRIC L 2 ATRBRBEES 2SN, 2REBRT
RUIAERENTHRE 2o TE. :

LaL, SMATZICHT 258 ALIFR T,
K[EEERL B, KEWHT o — TN E, &5
AEE, W5 1EEGCREDRD T 7250 B2 A A 2]
RENZ R EOMBEEND LY. HE, ThoOME
HEERd 57:0, FRENBERSHEE (noninva-
sive positive pressure ventilation : 2L F NPPV) % 2%
MIZ X 2 BB (mechanically assisted coughing : ZA

(FRL224 108 12 BEH) (FK23F 6 A 20 HZH)
FURIEERSE ¢ (F650-0017) A B B B 7—5—1
M KRS B 20T 5ok PUR R/ JE R
# RE 2

E-mail: awahiro@med.kobe-u.ac.jp

T MAC) IC X3 MFRBEIYFICHRTER LD
5% ZONPPV & MACIZ & 2% L\ IR
SMATHOBEIIBWTHE 2 HRFETHY, &
WV QOL MR TEL L ENTWBEYY, RFFTIHKE
EE I fE - 7 SMAT Bl 2 NPPV & MAC T L,
EERBIUBTLENRE T 2. §EE L
NPPV & MAC 2k W # 2 HICb R ENFEEIC
EAANTHREISHRT 22N TELSMAIRED
1REBHEZZBRL7-0®ET 2. REMTEEFN
WRE, SRR OFFRESEE R B R TSR
HITETBY, SLICAVETH - RSEROK
ELROTVE.

E

n»A ZB

E5F PR REE

BEAERE : 7Ef5 38 B0 H, 3114g THA. $1F. &
BIVARICHBRET2HEMIN, 6 0ARICYE
2% EHEERDT, BETHREICTSMNI #ETFx
TVVTDORERKRERELZ LS SMATR L
WeERBWT L7z, 9 0 H SRR RO 72 AL, B
EhE, [RENBEBICLAALPREZLEL L7223
M S HSERR | 2= ISR R S, AL RIIRE L
ol TLRETHRERED-D I0ABRI VAR
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K1 Ry > b rrEE0EL

HEEE 115 (9), 2011

a) 11 2*HE : NPPV & MAC AR, WEEVEEELTW3,

b) 11 HE  AEEICESM %320 5.

c) 1R 87 ARK  NPPV & MACHAHKRT 2 B. WIOFKEIRIFT ~VHEIWEZ 2

D,

BICL2RERBEEAL

KIERE  $§30FHEL L

BUREE - 200X 4E 11 B 8 HICHIR (170~180 [E/4)
&, BEB75C) 2l 727D 4RSS B room
air T SpO. A8 HB% & EE D 98~100% & Y & T
Hotzizd AL otz

AR FRBTR : A% 7700g (—1.0SD), BE 752
cm (+1.2SD). &R 369C TH 572, SpO. it room
air T 98%, WMPH&¥UZ 48 |/, Lda%kE 152 El/4 &
ZIPR, $EIR% 207, BE BN BIFCH - 72,
DEEIETHEESYERE YT HMSEEHETh7 W
BEIANVETHY, LRLERTH Y —y — A
HTH ol WFICHRZRD 2. WEO BRES)T
<, BFROVKRTH Y, BREEBEELCWV.
EBNE % L, W ERICIE, ISR 2 200 72

ABERE A BT R - WBC 14,300/ul, CRP 1.37mg/dl
ERFERDE ROz, EILEREICREZAD Lo
7z, BIIRAT 2 43#7 Tid pH 7413, pCO;, 36.1lmmHg, pO.

739mmHg, HCO;™ 22.6mmol/I, BE —1.1mmol/l & &
HFeRBDhirorlz.

ABERERRAERTR - L >~ b v T, i
NVAZEL TWwe (K 1a). BT CREER2 CORYE
FTRIEED o 7z

ABERiEE (K2)  BHFR, BEGR L v IEEE
EHWL, M PAARS XA MEEEBLL
CASIEFUSMEE LML T L= LacL, WEEHAL
9 oMoz, ABK# 7 HBIRERRDT
AU (B 1b). 2%, AIREEO SpOJET LEERD
RO D LRy, Ha PR DSEAL L 7
7c® 16 H HICEEWIFE  MifT L, ALFPREHE 2 5
iz, AIRPIRIC X ) RO % E & \AH 0K
BEfrzrcw, 45 HEICIRE 21T o 72, IWERIIEE
BEDLTRBBRETo 724, BEPROATIE+
BLEBEEATZT, A BHBICHEES L o7, P
BEREE DEIT D20, 1 5 DRk L7z A Ik
PLEECHM L, 4HORBOPEAERICOVTHE L
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ARtR1HE 208H 40HAE
| | |

1453-(43)

60B B 80HHE 100H B
| ! !

L l l

SpO2{ETF
PR

AIHRER §

i >

EErLF—2 B
(RREAfL)

E2),

2 AREtRitd

bAHA L, NPPV & MAC 2E AT 2 H4t& %2 o 7.
NPPV & MAC 3B/ o2 WAL IE TR
BAVHBETH S Z EWFREINL2D, BAIE?
%, NPPV ICfEH 3 % B~ X 27 (Profile Lite SC®,
Philips - Respironics AR &AL, 35 %) 1IN S 7
DOEERE 2T o7, HFIF1H 1~2KEEE A
YAV RERICEEANV P THEICESEL, To7/z £
o, KENFESF 2 —-T2NMLTHTIT VAL
(Philips - Respironics & F&4:) % M 72 MAC O#f
BHITo7. 10 HHOMEMM AT, 60 HEIZ2
EHOWE %7, Bach 5070 b a—oc# 1,
BiPAP synchrony® (Philips - Respironics & F&4h) %
Fv72 NPPV & MAC 28 A L7z, IREE %I NPPV
LY +o2BErEsNn, /- MACICEAHHED
WEETHY, SpO, R EDNAL FNH A Y HREL T
7o L L, #BEEYSEONIBEASWMIIEE &
RO D L)Y, HER 16 R TERKM 24
U, BAffELhor, BT oBY Ry DEE
& MAC O#EIZL Y, NPPV & MAC D& A i IHH
TH Y FHRBPESTE TR, ZEOOENSW
WL RBWANDOREDS, EHILETHH I LHHBEL
720 FIT, BAWEZTo-ERQAROPAR) X
D, BEMICE BB N LF—VFEA LA B
LB, ORGSO BAICHE
MEND LR, S OITE R E IR
A L7z BEEARLIC X B KL — VAREL L 72D
74 HHIC3EROWE AL 25, NPPV, MAC,
AL R L — VORFRBEIC L )+ 52552852
L AT &7z, BiPAP D EIZIBOZE F 2 M A ZFT
REBZICHEL. BRI TE— FT, IPAP

20cmH;0, EPAP 2% 4cmH,0, MR [1%A< 20 [E/45, T
KIFM 08 %, Rise Time 23 DR e L7, HEHR,
MACIZ1 H 4 REMHICHITTAZETREZ YT
FYADMERPUERL LY, Ho LBl 2R
Dot BEMIICEAEMEFLF—Yid 1 H4ME
DIEADFIHR 2 R &, MEIRF (22 B~% 8 K) (2%
BTETHEY, 1 HOREG 2 EAMI TBIETWS,
NPPV 2 24 ReRIMER & L7z2s, AR X 1 B
BEIXNPPV 2 S BEfR T 2 Z E W EETH o 72, 72
TN R AW REEVoRELALNLS L
I odz. B, 21 2RIk B2HESETNPPY
EMAC 2B TETWA, NVEBIHOWEDL D
(H1c), FHEHHBOKIML, EETHBELIIA
Zr—varndBZENTETHY, BEFLZ QOL
PHRHTETWS,

£ =

SMATHRIZIEE 2 EOFRGOHIKETICLD
FRBEEM ORI E 2, v—y — TR, NV )
PRIREET S, +ARBEENITELZVWI END,

EYERIIERR, M - WBOREARL - £F, [l

VTSV ADKE #YE S IR SIIEE 2 b,
BEBEOBERI 2RI CURET 2 EELREERTS
29 FGEFNE 11 4B B O IET % & M 10 A TIR0RAs
HE B ofedt, WPRREE(LOERIE, MEHEERER
OTPIRBERERE £ 12 & 2 I RRE, PeREEE Wis
o, WETREEICL 2BWEIEL SR, WY HIRL LD
A LICRPREEET LI LI TE 20
7.
INETSMA TR OREREE N LT, K89
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1454-(44)

LB ANTMHRFES 2SN, 2B CTEPEER
WL ZoTETWEY? L L, SMAIBED LY %
RN ATIREEZLELT2EEICE o TREY
FTRAERECHL, KREDVHF -7 OKH, &
FTERWTOIIKEDBEENREL LDF A1) » b
DEBIIREWY, Zokw, BEKKTRERDOS
WEETBICHDL Y, BRIy T 2 EDEEE LT,
Ayl QOL M T& 2R M & L TNPPV &
MAC SR I NED TV DY, 2007 BICREI N

SMADE# Xy 7OV H A - AF— AV
} 9T SMA OFFJEFEIC NPPV 25, R&EZ )75
YA MACHIC L AEABAHR IR TS, 2009
4ED Pediatrics O/NBHRESRBORR Yy 7 DR &S
THY, SMAIBOFETHOBISICIZHRRINZ 2
W& L7z kT, NPPV & MAC BRIy 7E L THE
IBENBELTWS,

NPPV BRENFEERLKEUMZ T2 %2, B
RAVRRT ST, T2 A AR I B EDL v & —
7 x4 A BWTIT) ALMFREET, BERTH 2006
FICHRPEREBFFELR IV FA FSL UBRREIATY
29 A VF—7 x4 AR A REEP YA AR D
U, LEMPLOBEALTHETH 525, LETIEARA
DEFLW I 2 R/D EHHL vz, BACIRTE
ELEELTDL REFIZ IR TS 07720005
WAL L, FPRCRBOBLR RN OMEL B E, A
HHER Z &3 FHEENL. LiL, EHOEEHEIC
LYV AZITENRD ZENTE, Rl bAil s h,
AD— AR BEANTTETH 7. F-FEPTHo7
72O L THPRRBOB/LLEREE T &8
%<, BEESEHERITZ /2. NPPV i3kkx 2 F &
BN, KRENT WY OPEH R SEHERORE
EEIVRETHY, SMATRTREDA T4, BT
BRART B 2 3RS & %2 2 72, NPPV #A
WKL TREZ )T TV ANDI AV A Y M 9FEEIC
BELLRL. REZ7VT7 SV APARTHHRBEICBN
Tid, BB LR RS 720 OB 23R T
HH FEFATILVHEETHRNZEREIT) 720,
MAC %4757z, NPPV & AEIC MAC IZBWT ¥
ARERFREENZ0, ALRREHF 2 L5588
Fa—TEMNLTMAC DHE#{Tolz. FD=HIK
BROZIANIRIFTH Y, BENRIHEITET
Hot.

SMATBIZH 3 A NPPV & MAC % B\ 7= %
EOFEHEICOWT, TRETUTD LS 28HERD
%.NPPV & MAC Tix, REWRF L FARIC 2%
ATRBAFEFTETH 2% I -880HE2FI L
SMATETRIZIZ2FIRAATFREBFEEE 2D,
SEEARTEICR S, L L, NPPV 0% & Tii4gHs

RANERERMEE #115% $£9%5

MONLITREERSTET SFELTETH 29
SMATE! &, B A @ 5 % M % 0 & %1t &
(Amyotrophic lateral sclerosis) & &2, PO E W
BEEEICNZ, BEHOKTLRBELES, BE

LTI any—varPEECEY, wbhwsER
D L LZ® (rockedin) REEIZHR 2 Z &2 RSN
5. FIEBTREEFTETD 2720, SEOBHE
DI azy—va v REREORE 2 OHEENR
bz, COZLRRBOBHEORECNET ARIED
BB, BN RESOBRICO 22, WL RE
DQOLEMELAEEZX LN &S IEHBOM
WEFOBERSTEELZZ L ICLY, ABRICBETON
KB N TR 230 B ER ANy 7 L B BEH/B OV
B, BOB X OFIRZ EONEIT D 5B
B E N7z, DA, NPPV Tid SMA O/NBORRERE
IS, BTS2 7 AR E N, BER
BEREIFR O LT E bbb Y, WRERLE FHi¥
BEDEED DD, FEMICHB VTS, NPPV ZEAF
I RNVEITH 5 7275, NPPV BAKIZHEO
RERD, WBEROYELZED (M 1a, o). F
EREWRTE, B2 L 200, EHORWAE
TRABOILEZ LW HETH 2795 NPPV T
BEFHTHA. REFATIERTEED-D, HEOO
ARG E 2 B 720%, B2 22210k
FRENAD BARBEM AT B L 22 0, IR B %S
WA L7z SMA B CIIIHESERED -0, KEH
DEHITORE - KERFWINE L b 2 LB FHES
5%, NPPV TREAEMRMICERL T, HHHOHE
MR - Bl ED LY BE2EME & 52 LAt
T, BN~V RBBTFHICARTH DL L&
Z7z.

SMA TRIZH3 % NPPV & MAC I & % M0 3% 5=
TiE, LEZEBEFAFIETHLZ L, NPPV I
MLTWBZE, HAR2BEDOF — LA, BIRICHER
ZRIENNPPVRBICLETH S & N5 HIC
SMATE @B TIX, NPPV & MAC THEBARE » #3
THIE A RHONENLETH Y, 00Tk
PEBLVOLEFIPIPDLIBERORBELHES
o REEEICAEN, BHNLEEZHRVONS.
NPPV RS EWRALNR 2 EOEEATHR % L
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Extubation from Artificial Respiration Using Noninvasive Positive Pressure Ventilation and Mechanically
Assisted Coughing in a Spinal Muscular Atrophy Type [ Case

Hiroyuki Awano”, Tomoko Lee”, Mariko Yagi”,
Yasuhiro Takeshima”, Hisahide Nishio” and Masafumi Matsuo”
"Department of Pediatrics, Kobe University School of Medicine
2Division of Epidemiology, Kobe University School of Medicine

In cases of untreated spinal muscular atrophy (SMA) type I, the patient will likely die from respiratory fail-
ure before the age of 2 years. Traditionally, a tracheotomy has been performed and the patient placed on artifi-
cial respiration. We would like to report a case we recently experienced, of an 11-month-old female with SMA
type I, where we chose not to perform a tracheotomy. Instead, the infant was subjected to respiratory therapy
consisting of noninvasive positive pressure ventilation (NPPV) and mechanically assisted coughing (MAC). Ar-
tificial respiration by intratracheal intubation became necessary as the patient’s respiratory status worsened
because of pharyngitis. We commenced artificial respiratory therapy consisting of NPPV and MAC at the age
of the 13 months. In many cases, it is difficult to apply NPPV and MAC with infants as they are unable to un-
derstand and cooperate with the treatment ; however, because we practiced putting on the NPPV interface
and MAC with the child beforehand, the therapy was successful. NPPV and MAC allowed sufficient ventila-
tion and airway clearance to be established. Home care was possible, with the patient able to vocalize, be taken
off the ventilator for short durations, and lie in a prone position with no evidence of progression of thoracic de-
formity.
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CORHEERE, BE - REST TR, EMCD
BRmEHEZEY, SMrtosshhviERRe
o TWh.

B. £XOM=E

ALS E W) Az BE - KIECMoE s L
(breaking the news @ &%) OEIERNFEIIRA L
BOHMILLTWARWY ALS 220 C % B EMD
Dhawvk, BUICENTELIEME S S hn,
BEMNALSE2ED L5250, HHMLZEMD
HHREBEMERICEASNS. NPPV I 7R ED
REOBRREIECHEL VW) LY, BT T
FeLhEDDLNENTIEEAERT-TLED.
ALS IR ZRIC X B2 R— bR ITHIERED S
SENPLSETRETLEENLYY, ZDE2T
WHIEEL A, AR D ALS BEOFHITKRE T
THRATTHFICL-THRT Y, HNEREOFHRIL
ARKRECTH L. Lo L, WIS T EMREE
FPRE, EGFSNEOFEERIZEEIHICLS.
HEHMOLEFPEET, BEFZTOBROANEEDHE S
O 5N H 5.

C.HNE-HIELZZDD,

BORVWRAREAAE, [HEEZ L5 Tk
%L, (MDD 0h] 2HBEHRTE L
B, BELFEN WAL KICEETHEHE] %
HR— b TB2DIEZADTHY, [HEHHVE

YR bR S R

O E LIRS AR

¥ ESCREEIRR R R

FEMH RS FE (MO TBGE A B LR B R
T 945-8585 HBEMEHARN 3% 2 %
TEL: 0257-22-2126 FAX: 0257-22-2380
E-mail: nakajima@uiigata-nh.gojp
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EDZE] OZE], [HE&rFrdbabnsy
B 720 B IRy TG, EEGHED O &
THEDTH RV, ALS OEIT O IEF— Tidi
<o IERDELT & ZBRITHIE LT, B 5 % 4k
Bt o701, CEORE, SHMAPLEIIL B, B
HREEBHEMESLTE, TER{hbin,
BHEBREEL2DIIB IR IDTH 5.

D. £:OKHIEF ST 17 - 7rO~F

ALS DR 2005 L 72 BIZ, BE - RKIE,
EhizELZEMBHI 0L cmEs2 13w
DR OMEE 25, FHERIZE Y NMEOER
M SERITRE T L EEZ D00, 6 LEVES
HEREMIIHOQDL ANIBELHRBELRTHY, &
WTERVDPSE WS T, LI #E&NRZH®RT
R DI TERVGERD ML - TR DX
FYAFKELEDLD., BBEEZZSNIUE,
WTH->TH, NI TIZLYBE - Rk
Mo HRWCRWIRETHEETCEAETTHE,. o
DUV CEHEITENE, BE - FRITEEEE R
WA, EMELEXLIFEAFEONLETTHS.
FEELPARICL > THE D B FHEBEIEDEL,
JER 7 LT B AR 7 oo iy 2 AR 1L, On
death and dying (ZUHXRZ - Fa—75—12
&, 19690 4E, FIRE ML) Tt s Tw
B, ZHIEERR, BY, UL, B, SR s B
ERTAIGFLILELE WA LMEFLTCH L, L
PN, TOEFNZHTCIRH I 4T 288
BEESHE SN A, RS [25) 2o
ECHRED BRI T WL, S o, Mok
TAIME A 9% (constructivism) (235 F 35 57 4
T TTu—F (B &b FT T4
T T TH—F T [REBCIROZE], [H&52
EDHELD] T HBICTADOTIRRL, B¥ R
WED TR WIRBE L BIEXAAELEE] +
HIlwBEET B, FIT4 T TR —FIiS
WiRE T2, BE - TR L TEER sy TELT
BIBIRELOTH L. BEETESDEED T,
NECEZZBLIZY, BEEbEB LV T5400
T, BOBHO [ANE] 2 & 52 2B L0EEA
% (Grief work) %479 %%, A IZENEHHR— |
TLDOTHD

E. ZE5PIIEF — L DB

BERl O 21, Folefil, B Y — > v LT — A —
(MSW) 1ZhiA, feRizxtied 2SNl T
DL BIREGEZ o HagEL, WTREE R S50

BEEEA, SCFEREE 20 S 484, IBMRR A7 5 0RNE
38(159)

TF=LICAbEEoTH B ). ADL F4li, WEULEE
i, M & FHIC L2 ERTD 1201041
PR, Th Y77V AERE, =0k 0t |-
J5 (B1). 2HEMBEF— 2 (multidisciplinary

BROT 7 F— L

HIED P Foe dy

1 ALS D EFIBEF — 4 (Multidisciplinary
team) OB (BRIECORIBEEA 38D CLL,
PEEFEMEE I 3)

team: MDT )X S 7 DO P Vb ¢ b 2 4
HHRTr 704 v 7 =LA Favty Mol
DEHELEHERLT. DL, LWL AN
1, BRI 2 2RI LT Crl, b Ze Ry
RIS REIZAS, WA S F = Aol
MBS L 229K — FASWECh 40T
HBH. HHEMBHF — 2 (MDT) oMb L CIx
fil, BREEMGIINA, BREEFEEA, Y 1 il
PR, SEFUEE, MSW, 6381, L0 1 i
RLFEB LR EBL R ELLYTH L, MWWy 7
F— A& LTHAET 272000, WP a4
H HHEFEL, BN, AR UL b
A, ALS F TIZHESHEMMRALF — 202 1 2 Wi
TFTWERTHEIENIET VAL LTy
WA MY AR T multidisciplinary 4 VA, | ey
B ERUZH, TLWMMAL] o )AL sy
Wa. NPPV & A4 24 72 idm g i 2 oo e
LEYEET L. NPPV OB A6 e 1 4
MH FFTEB L, W Fmb Lol L i
TED. ALTIES EIUIBINT 5. WAL (el
SR DD L, TOF— A& ISR L
CELTED (FVA). M= bk ok 2 /0
PIRAR O [ ) ATy 2.

M. RT3 bO—JL &L TO NPPY
A. ALS OFFIR T 7 DB

ALSIEED XD BN TH > ThH, Vol
WERT 3400 & D IFIAN G % B9 B o ed, Wik v
=k LTI 7 ABIEE & L. ALS LA
L NPPV O L Y, B P & QOL (VEiGo )
MRS LTy AHPEHS - """ gy



LR % B REEIERE (TPPV) b AR s
SVEERITISEGTHEEEL, QOL b Ak
fETdH s " NPPV #EARE, TPPV 2479 & v
IBBREFTNVERATRD D 200, £ Ot
EHRIEHE DI NPPV OB A ERELT R — Mk
WDV T OGRS EBA LD 0HM LY, #Y)
A Vv Td—AFarEy P ERENTETHES
o TWh, ALSIZX 4 A0y 7 O I R D
OIRMEE, VTR O A ST /MIAT
JERWV,

B. NPPVBADBHR & HREEERE

ALS WA 7z, TR M A S EHTH
AUl L LT Nk, SIiMiEE
(FVC), BB EEmBRERAIE, MEY—7 70—
(CPR), wAEAHIREE (MIC) Z i dhp-4
5.

1. THERM%Z FVC BITE

B RS B —FAT T L7205 8531 b
WHE (FVC) WMEELETH L, I KA E K
IR OZMNITEE (VC) TH Y, Wi R IS A
LA PUEE I ARG R & R EEAT Lv, e SRR
MR DOTI VD, Y AE—A%4) DT
B, BEEALLTA 7 2M0illLd s (R2).
NHEEDOBFTIZFVC AL L bundh-72b D7,
25L £ HWIIET L7z WA 6, SRAC IR 2 fif (W
B 4W) L, BFVC 2550% % Y % 2 NPPV @
WAEITD. BEVC HI50% #5724 Th, iE
BRI R R S d A A, WHOBAZT.
SNP (sniff nasal pressure) A% (maximal
inspiratory pressure: MIP) g b 4i%h & S hCw
B, RAZIZE D REVCHNPRIERTH 5.

X 2 : &EHHEMEE (FVC) ORITE
ALS BEDESELTTR 7 2ES.
(BEKOREBEOT CHREETFVE LTHERE

2. BEPOREKRNRFRIMEAE
MEPORERFERNENESFRTHL. M

HAEE &' £ 12% - $2% 2011 2 A

GHROTTI)EZY=RATY) ~FEDNN 4 F
YA=FEMES. BEVC A50% ML ETE, s
SpO: 2ME T4 A3A121d NPPV 238 A4 5 . (%
ToHZE LT, BEFRD SpO: 45 90% AiiiA% 5 4
BIDIH I EPERER>TWAE, HEMRERE L
CTRIRMOBERSH 5. ALS & EOu#k - iz
b R R A M E R R D SRR & 72 B
3. B~ 70~ (CPF) & MIC O#IFE
BARMBIAE (maximum insufflation capacity
TMIC) Y — 2 7 17— (cough peak flow :
CPF, peak cough flow : PCF, peak cough
expiratory flow : PCEF) OWMENEETHSH. =
S IEHRE N E OB SRR OBADOHE &
WP RTIFRERERAETH Y, REMAEE Cld%E
MEN Tz, B 7HEZWES S.
MIC (8 80ml, WAl L=M%E MY, air stack L,
BRARBER LA oM LARAE IR
. ZAUEIFHR AR T A, WRDH - IHTEAERE &
WERoZedkt: &2 S L, M=K 2 D TB RN
ZRe. CPF L idlm BRIl A —27 7u—
A BRICEAETLITAZICOTT (B38) MIC
TRALT, MERUHC, FMEz—RIC0bWnT
MR LABOY -2 70 —TH 5. fHE AL 360L/
S ED BH, ALS TIEERIRREIC X 5 B P o HhE
KT & MIC DI L D IERENAMET L TaEIC
ALY 5. REFWWAE & &3 2701/ 5k T
BRI T2 &b, 1601/ 45K T 5 & HE
RS AT YRR S 5. Wl
7B TR AN - PR e BRI AT
A6, MIC, CPF % EHInClE LIERCS D 5.

H3:ZE—o 70~ (CPF) ORESRE
MRBY -7 7u—5HI<v A7 %2DT 5.

C. NPPV DEARIRICDELZ &
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IR A B A2 & 2RI NPPV O LB % 4 B
P 79 — s LB - RIEDHLERBTX 208
IPNVEETH B, ZD7DI IR % 17
WO+ %EWE T A, NPPVEADEAS ¥ M
Hiye HHERT 52 L TH A, NPPV ILIFREES
ORI, MR MR, KEEFEIE & B R A
MIEDTEFE, 1% B & 5 IR OFF, QOL DiE,
LA PHROYUE, BAOEKDI— A% YWET L
DIAT) DT O 0 Bk G HERE TR,

NPPV % IR REEEA G T o ThbEAT 2 &,
B &L K FNH VBN % 50T, PR S S
U LENCEAT S O BAIER LS
HRRPEE TR TH S, SHMWEF—L LD
HMEVzERQ, ARLTIT) EE5ICAL—ZIIT
5. EEL, BLTL5S. WHIZ 1 BRI~ 28
M SV BIR®, WSR2 MIZL 3 ~ 4 BT
fEk b, £k, WMALICEBITTS. —H 6 M
DETEBNE) DN, —20BERELLH. BRT
EHHF1IBELLWTHERSL, KA - Kk, HY4E
HELRAEEREBRL, 20U, BATWw. NPPV®D
WREEEKCELBEIFEL-E VLS, NPPY
PEATENLE, KEBEZEMEICSSTI LR, N
A5V T4 EMEL, TRNEHHETOFHIT
&, HYELHETS.

WREEHE D < FCTHRIBERNICH BT L7
VA, AN FL PRV DIZIFEEAEBEAZD
AXNVARCERT S, EARHPETELZ E
LALS OEMOLEY e ¥ BT A, ¥ LT
IFL vk &iE, BEUOERE LA, R
RIEDHIZ LY, WA EEDICEELANELZEET
%zw\&bwz NPPV (&% 22 2 %\, NPPV

IFEVMFEME LS TPPV & 0 LMY C S s
&wz’w, LEYR— N2 ELEEN s 7Y R b7
Ve 5 Y,

D. ALS (CH 1} B E Y XU OREIR
1. HBEORIROEEM

BiPAP ¥ ¥ 7 1 = — 2% Trilogy 100 (/8 v &
7 [l %) (Philips/Respironics #) IR X h 2

NPPV # M 4€E A5, ALS O NPPVIZ#E L T 5
=75, WEIE - WEHARRE SR A Fa Y 2 v X B

Y A b1 7 4 — O Bilevel PAP £— FTik
%<, HEEX T Trilogy 100 (7 7 5 14 7K
LTV EeEWEEHEET S L B, 5 ALS

BHF I NPPV 2179 5413, ZOBNIE, MWL,
')——71&, DR EAE, T -0 EEARAE
- ’fxﬂéﬁﬁﬁkuﬂﬂf EHEBAZMSH. BIPAP &
¥ 71 = — 2121d EncorePro®, Trilogy 100 12 (3

40(161)

ERALE N BV

DirectView” 2%&% 0 FE2 5 — & 23 RH CHH ¢ &
5.

2. YRUBIREEERDOEE
VATIENEBHAEORSA VY —T7 2 — 2 TH

0, EEPE L. OPHLONLEAETELN
DR~ A7 (nasal mask) #fEw, BRED DTSN

554 THRV. LR A2 (oronasal mask) (2,
NS 72 SISO DB W TR E DR T 3 285 0o Ay
HATHsH., TENZIA T boT, Silko~
ATIENTLEH G, AF VNS TR S0
I, BT = arth, JEEMBLOAF b
TTWMIIHLTCIE b= VT 24 AR 7 L7
D, BARRTYAZ ¥4 TEREE R Lombh il
BIZADLEL, BWMZ2T TR, BRI,
RN, PRS0 RFERMIRYE 2 ST A R F L0
LETHAH. NPPV HOT A ZziE, EIOWA D
SHEEDNH L EFEEEM LML LELRDH L. I
W B IPRF 03I L By D A 2 4% TI40R— |
L] 2w, IPWINIIIRE R A W o< 2
7 [RA— Y | 26, ZOHMATHEE
BLhED &, WERIDMC T 5%, IFESE I b HE
HTELRLRIEN N E 25,
8. YRRV T4 v T 19D
MOTONEMNI )i & B THEEET S, HYE
FTRTUHWYHAT LULEDNH D, YR 7R ECH

L, BHHOK *Ca“o/‘é_&’a?ﬁ%a L7281, #io
FTBELVHICA LTy 7 CERET S, BIERIE
L?b‘ gk - AIH%(/)J,V\IL&ZJ ANT v 7D

DAL TR AN T, ARIPE7E LB o8 b SR
FIZw A2 '3%L“Cb\<. L ER - BEORRK
073?% RAY WA LD, 6, V—rBEriE
W BRI 5. ALSIE T LR F b sk

SNTOHVIENE, KELZT TR, BEASIC
HEFETLEMUMLTL .
4. MEIRIROWNIAEEE

NPPV ¥ ANF BIPAP ¥ v o0 =— 2 % ffio 7~
REBI R, FIEIT & BT & 23K % RS
% S/T (Spontaneous/Timed) E— K% 1S5, 7
Hid, ME&CAUTR )L
pressure: EPAP)

(expiratory positive airway
& WA AUE B IE (inspiratory
positive airway pressure: [PAP) % # h & h
demH0, 8emMH0 X WT D (NI FY T T4
W& —ZEBRPITA LR WEEOR). ZoF%
TR THND, X7 o DMFEHE D720

M5 D — D ZBA F %D AT AE DS Y, EPAP
4emH0 L ETH B, AR I [E 013 12
ST A, WADLD AT Y R TH B Rise
time (B EMMEST L. < A7 25 QRN 40L.
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