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Nemaline Myopathy (LUFAAE) i3, 1963
# Shy 536 Conen 52k #i4E S N7z,
FRMEIREITHOBEBTHY , B HEN R
HAEEY (nemaline rods) %4FH &9 5.

FIEIL, S His, BRICA0EBlomEH 7L &
L, i, TR LS, #ETEERT
L, WL, BEEDOLDHEIMLSN T
5. X, BEEEFAINFFERICLD, rodix, Z
EEREE LD, EELDY ZHICHEHLTHS
ZEMEHLMIZ oz, FLT, FOERE
BE:LT,
actin ZA7E 2 L UTHEHY, 19734 Sugita
512X Y 10S-actinin %, L EFRHLEE
TH DT EHELDIZ 3N, RodsD il kg
EIZBL T, ZWHERESOBREAH D
T TRz 2T 5%27F (Price1965) &
H DY, RIENARE L IIZEK L L TIAT
Hb.

SO 2L, BoMHILL723RRL S 5
@ Nemaline Myopathy 2 RBE L /T, %
DERFRE IR BORBREHRE L,
TIENDRIEMEL EHT 5.

paramyosin, tropomyosin B,

EFISRE
(FEFI 1) H.Y.14zr4ci, B RH & OVHy
BEERICE B I b - 72, ACHATIE, 18+ A
&R BN, MMOEBRE IR AIEES
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ITEHETH-72. 5FELED, Kb bhE
DHBICFETHBT AL HICL), BHTLE
W & Ao TR, F0fE, EIRE, FEELT
WThd.

KRR (Y-5R) mE&EEI3 2. RN
5%, fiuc 2% (Ef2 RUF3) DHBRED
Wh. KHEIE, £CRERVD, BEICE,
EmOZE, EFOBREOHIMETHA LSS
nrz.

I ; HE126em, AKE24.5kg, ZHOE,
ERREES, heRe, MELA, —AgEMAayIcR
B, MWEFRIZIZ, EEHIE, SRickE
EIE N, HED dysmorphic face 229 . #
BEDRAFIFRE, IRE SRR 254 5 1,
FIIGEERELETHL. BEIE, BENEFE
ThHD. BTEEEIZ . Fid, B - MUK
HICIRRMICREREE T, X EHEM
D THET A4 & #L7> . Fasciculation <2 3 7
F = —BRIZA LN Do T2 R R AL,
TR L, WG, IEEEERH
i, IEETH- 7.

ARGR ; BRIR, M, @BE O mEIEvIC
mEfbEEmAEICRE %, CPKIiZ, 288{r
(IEH208AMLLLT) ¢ EEN EAFRL 2.
BEWL, M, ML R, EBHMEE,
NLIERTH-72. BERTIE, HEME SR
BREEELEREL Tz, REWMEOR
KGR S, EHTH- 7. BEES & b
ZHEB L DB ERY T bz,

(fEF12) 1148, (ER3) 9%, iz
FEF 1 DB T, BRRER RUEEREIE, &



Bl LIZIRFRETH 5. BMERBICLECR
Wit 7295, HEXILE, HUIEERT
#Hofz. fEF 2 TIE, BEARED & Bl 3RS
FEQI3 TIE, BEEEIBREI N,

(EFI4 ) LA, 2044tk
FIREE ; (A-FRR) W3 &, mMEREEL
<, fUCERRDBEHE AU,

BUREE; SLShREA2 L TEICRE 2 (,
12 A THATBIZG L T 3. 5L, B

R AR, STEBCRTrN, 17T4EE
W2IZHEITHET, BB EENE L -7,
ZHUBIERIZELL %,

BURE ; FEM 11 X UEER X, EOE,
I, REH, MREFEOFIRERD A SN
HEEIZIEE S Bz, ILFMEIZ, L L%
TN BN OB I T &, BWHEHEDI A
LSz, BHEF—XRIIIEEHEETHY, B
E|IVRERRIEIRRS, HOBEF LA LD LN L
Gower’s & A2"MG £ ©, &g HiTR
Bl FlIBEEERYET, BFETH- 2.
MR &HE, ERE TR, TERTHELT
AT AN _

MERAE ; CPK I3, 15. 4847, Fofth, &
R, fm, mERCmMELERECRELL.
BRI, #REFEMEEE, HEEELE:D
BAEMTH - 7. KERUIES L 9 5 ERIIT
bz,

(FEFI5) G.S. 304 5B 1%.

RIEME ; (S-K8K) 4 < & & 3E DMk
WAL T3, W fEET, EBLA
H, REBICEBOBED DL, M
BMEILZ, TEN TR,

BURIE ; 6 FES HELEINEL, WA
Mo, I HTREE X o THZ. X, 1064
b, BEMBEERE, THICHKEEN, 8
BERKBRESPNTV5. BEE» FKE
LT 1928 28— mBDAREE L Tv 555,
ZoBRlE, KERUSESF MRS LD, type T
fiber atrophy #{£- I v F — LM E
Tvab.

19759, AN HEABL .

BUE ; BEZ &0, £FICRRMEICHER

v,

A LNDD, EERBITFEFETHY, 58

OBTEE L, O - R L B R
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Dolz. SOE, @I, ME»ASLAZ. o
FRIZIE®, MEREICRE X<, BELwLyp
BEOFIMETHRED LN, TV ARBK
ST OBRER ST ERL Tz,

KRR ; CPK (3, 28.7~32. 3y 8%
Bz R L w7, HERTCE, MiRFEEE
L& BERELLREL T/, REME
DEEREE L, 47.Tm/sec Th-72. BRU
BEDLBSENREIZESTH- 7. HFES
£h :}%‘B@%iﬁbfﬁ'ﬁﬂ, Nemaline rods
HH L& L. B—EHOKEBIUES % 5
ML, 2z rods A XD LN,

WEFHFR

TR RO B L e oftlic, fiE
1, 2, 3OBHEOBEGEMZ, BEES
5, XBEDUSHES RO LB _SERh &< 2, FH 9
BRlZ-DE, JERAVIEMCERARICRRETL 72.
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Rods |3, modified Gomori’s trichromei:
BIZEDEBICESH LN, FOREIL, E
B2 B3, RATEF OFPEREBHICKD
FHHT, EH S TRLL LD -7 B—HIT
LHOERRIC L D EH A Sz, Rods i, £
Cid, HFTICEARL, BERL T 255
e gz LFE 2 DEFI% 2 L 72. Rods
WEEOHI%IL, —#IcEXL, B85 <, BB
IR IMR % R, Bthobghn, ik, 158
FLALRN.

RO KANATE D, —REETH-72. Small
angular fiber % 8 §5i2 A 5 41, small group
atrophy (X, 7HIZEH L. HIEDOE A
T AT, —RICBERE RS T,
RSN 2B 5 Lo, —WEtT, FHEREE,
50~75p T, " THLFRHEETH BITHL,
EBE SRR & RERMUEER TIE, &T, EH
TH Y, IEHEMEFOC— 2713, 30~354,
RARMRAEBETlE, 60~804 Th - 7.

K @EEY B iEARIc, ATPase vfa (pre-

range (2



incubate PH.10.4, 4.6, 4.3), DPNH-dia-
phorase Y5 % %47 \>, Gomori’s trichrome
Peth R HoBe L 7z . KBRIUSESS & H B oE
Ti3, DPNH #:fs, ATPase et &
DPBEETLEZF BN A 7E2KA$T 22
LA R, BB O/IMERHEREIL, type T fiber
THo 7z M, BEEH T, £%i3k DPNH
P ClE, TE—, FZLRICEFE, H
¥4 7ORFNZEETH - 7275, ATPase
BT, BFRICEEXFIHRL. ZOFR,
BRICYRZD 3BT, KEFDOBUED
type I fiber TH-72. £ T, EH T Llz,
1000 D EHERHE L ) Dtypel fiber DEIE %
b L, EFlA 2RRE, 71.3~99.9%7,
type I fiber ThE LI Tr72. EMI4 T
—EREIER DA AR & L7z As, i type 1T
fiber HSRERSG % 5 B B WA A 5 1L, EHT
&, 0% &7z,

zofh, 4B S ELE LT,
moth-eaten fiber 7855 F 655 type 1 fiber
12, Ring fiber L 4 FFicA LN, BED
gerimysial fibrosis # A 2 Z & A2 - 72D,
ME RO HBRE, SRR EORT
Ri3, BBHLNL» -T2,

Bl o 9 858 R, /MED intrafusal fiber
IZ rod BEOREE #5887, LAaL sl
— iz, extrafusal DL DITHT N EH:
27z, ‘

BHROFATERERE LR, KDY
ICIFBREIXZA LN L o7z,

B#HOBEER TlE, BHOXADTEL S,
type I & 1ftype II fiber DI B U995 LI
IZIEE L Bbiizdy, SEOGHREOHET
|2 Gomori’s trichrome & CTHRi$ % rod
BROREY Z L1, HIEZETERL 2H
BWEASA ESH L. s iE, EIHHIIZ
REMETTH 5.

B) EERATR

B2, 4, BIDERFELZ. wiho

Bedb, ETEEOSV, I5TRES =277,

—ERT Z H X DA LN B EEYN S
HAHAEDHLN, TNbIE, KERLOIESN
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TV % rod OfHREEI —F L 7.
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FIEDRRRIZIZ, —#KIZ, ETRLOAL
1, floppy infant, EEIRBTF LML BHITNE
I, BOBMEEINHENOBIHET, &
— X ZMET, BRFOEFT L LIEER, £
TUCHEOR, BT, Bk, MESOERE
Bhrmfe 2N T s, ReDSEFHTI,
ETE, FLHRHORE IR TELT,
3 BITHITRRGED » B izds, 2HIIIEHR
TH- 72, PSR, OB IHET C¢H
D, 4~6FE»rLAMNPNTE. B —
XZLIEIERERETH - 7. BBTIE, B,
CEEILETT A5, & HMEEEEETL,
ZDREFEL TR LRI H-72. 40
e DREBRA L, HEBOBRE, HEME 5
HOREE, ZTIUEEERVHERNICEEL
B EDFH,Y) b BN

HBREDBIBFENIZ DTS, B YRS
1, BERMECEHREAREELER, B9y
I3, BLREARELSEED L rEcIc#Rwm I N
T 5%, Hr LBERFPTHS. ‘

mERETIE, 2/llc CPK o&E A%
HIZLSMRCREIZ A L L h - 2.

HEMIX, FERF, 2, 4, 5WITIUIHTL,
low amplitude, short duration ¢> myopa-
thy #2251k &, high amplitude NMU 7 &4
RFEMEALDRIE L Tz, SCBRENICIE, &
FHEET LD E WA, EFENLD, B
X, MEEEErT5330, FLTEENET
54 D E—EDEMIZTR S T2,
Engel (1975) i3, $EX_L myopathy BF%
b2 E2FTLnnPhic, 3 ONBRIEET A
HHEL, TND1DIZ, FIEZEZFSH7 Con -
genital motor unit hypoplasia & v» 9 #f
BEHEALTWS,

HEESEYIZI3, rods |3, type II fiber k
D, type I fiberick D% ALdbnT.

Rods 2z, EFLZ LY, XE—HITL
FOBEIC L NESAR LD LD, RAD
MRS, BB T ORES L IZENGRELEL



N7z, Wiz, YERRORBHEE TIL, rods o4
- BE, TOMDBHITRWTALEML T
WBHIRERTH - 2.

AR (S FMT B type I fiber atrophy (%,
Engel (1964), Gonatus (1966), Martin
(1968), Radu (1972), Kinoshita (1974) &
PIERT AR TH B A, FHe BT, 44
O LB AR & KERMUBERIC A E D b7,
LA 31z, E—FTi o, BEE T,
type I fiber DEHBE N IRANE 2 & 117 P
=72, 2%, rods OGH & RIFRICES] I
&0, NS & ) ZEDA L +L7z . Mar-
tin 5%, BEBESSIC type I fiber atrophy
FERBL T 30T, BKerx OB THERIC
type I fiber atrophy % 2 7c %> » 72 BT
AEHETH L. M, ZZTL, 3L, WO
THELAL Tz,

Type I fiber atrophy (3, #fliorg s
Tig,
tral nuclei (Engel 1968), congenital fib-
er type disproportion (Dubowitz1973),

type I fiber hypotrophy with cen-

familial type I fiber atrophy (Kinoshi -
ta 1975), myotonic dystrophy (Engel1966),
distal myopathy (Lars Edstrsm 1975) 7
ETHILILTEY, #HIHDSNL, B
AEE & BT 2EDHH D, congenitial fib-
er type disproportion NH5L D X, Kino-
shita (1975) Of5|iz|%, nemaline rods LHER
HHLNTEY, TRNVIEHRMEREEZ LR
5.
FENFEREEZ 5 LT, BRLEELFER
3, BOTATHFITORETEL D50 eE
Z 6 BHY, Zii, Nienhuis (1967) Mar-
tin (1968), Karpati (1971) HizknEES
NTBY, type Ifiber D DBENE, Wiz
type Ilfiber DA TH 2. FarrFEL 72
8#rth, EFIL, 2, 3EEEE TIE, 1009558
< type I fiber ThH&H LN T W2, FEH
4 Tl3, Wz type II fiber 2 KER % & o>
DHRPA LN, ZDkJ %, type I fib-
er predominance |3, central core dise-

ase, congenital fiber type disproportion
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TAEDLN, rods FOME2HILBRIHZ
B ehs, BPOFEIEENSD .

FNF A4 75T B RET 52ERIZ,Cross-
innervation M & (Romanul 1967) 7% X H
L, REEIASBEEINTWS. X, L}+T
13, FRE8 ~1GEM LD F 4 75T o Hk
(Fenichel 1966), T £ = R, R4 4D
#eE M3 35 (Cuajunco 1942 :after Kar-
pati) EEZ 5N TEN, El2, HOEFED
checkerboard pattern |, B2 3058 LLF% A
H#EZ 2(Dubowitz1965) & 2N T3 . fE-
T, BEWZALNIZHD Z A 75T DEREIR,
b <, FEBRED motor neuron |[CIEHE D
BOGILEBRET 2MLLNREEISH D, #
DERTNEBZENZLNEEZ LN, D
0, AR, HREEMRBEEZ LN
DTHD.

EERGYIT (3, rods % type I fiber atro-
tenotomy (2 L D<K 52 &L AHHIRS
(Engel 1966) 7%, 855 4 7501 D REIZ
HRT, FIZH L HRETIE, 5B % - 7248
Frdsdb 2 ndd Ltk 48, HHENIC
XS LT, neuron |z ) AEFREEAYIC & 4 75T
DI LT B . REETIE, type IIfiber
¥4 % a-phasic neuron |2¥ DA i
BEEE T2 g3 s L, —&,
neuron TlF, XECTHEBOIL A, B
DEERLrods IZREEINL2 LS A ERE
d B EBbiLiz. Type I fiber atrophy 4
neuron DEFEIZEHEL T X 555 & b —
XAMET R XIcRbEND LI %, L OHEE
HEHERBZL 5020 Lk w. X,
rods DIELE & IFHEIE 3, type I fiber
atrophy %%, rods DERH & (2B bnieh - 72,

G2 DB R D & AIE 2 4RI,
myopathy & 3 ARTRIZ %<, Wiz % { DFF
Rttt IR THBE S . ‘

Ll Nemaline Myopathy o5 FEHIAE 0z
BERIC A 5 1L 72 BRARSE K R OSHE R a0RF Rl
DT, REDREMFICONTEER
mz 7.
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