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Werdnig-Hoffmann i (WHD)V-*3 2L IR #Hic
FIE LRI AMBOLTHERE T X Y I HE
MOFIET R EITFETBOKRETHS., £
DEFIREVE B DO\ T S I E T 5 25,

o

WA DWW TR SRS, —F, cyto-

plasmic body (CB) (XJpHEM LB/ L L TH
R RBICFCEDOND Z EVH LTS
25, BT, Miike 5%, Buchino 533 WHD = CB
RS TERIORE R LT AE L CB & DB
HEWWEE LT3, SER - IHEKREL KD
CB2@ED7- 10w BL, AE & CB & DB E
I o> EFTFORN ML D THRET S,
iE A

SEF C Himdd, HIE.

R 2FOBRERT, HHET.

HIRDIRE | 7408 4 B, [E®ESHETHAE,
A THMAES, 252g, (OEE L. BEBIWNTR, KB
BEZTHIAT, OPWBTH 7.

RIERE - MBI LBEBER L, 328, ROk
D F. B = percussion myotonia, grip
myotonia (XD H 7z,

BmE  HAERFL DRFEIREL, BhoTHiF
KFEREEHN IRV LKA Tk,

TEBRFTHhote, 15 ABRZSTHREEETIE
WXh, HEbdd, SRHENMZTZ I hC,
YIEABRRFIRAE « £ % (61/5) #EL, B2
FRE R E TR OMRM RS bt LAt K
EHBEFRAERTH - o, &HOHRRET
BXOHAETEEYE T, THIMEREAM
(pithed frog posture) #2 L (¥ 1la), HREF
TR RDEDRTH -7, LRI BIE X
DR IZEE BATRET A B 2%, BB, LREXES
EHLU TR SET 2 & CE Ry, TRIREE
wE L, BRI LEMT YR OTE FH
cm B3 Z LT E S, BRI AREL, M
BISG LA T XAE, BIAALER & » T\ 5, ATHET:
BEMIBDOORIT VD, M2 TOHOBEREITR
DU T, RIS &R LTiER K
B TEXEL, HOEHIRD LRk,
JEEAGZZKSE R b Tt U FRAE L, #tiEEHREE
H, 2 oWThBg, AH— 7HERME, FEIH,
RBEFOBEMEYEL, BEHOBHEENED D
ic, L, BBESCREE O (X 1b)
ez,

e AL B L ik, MERHORE e
WLHEERA DR, BHREIIE., FRIV
BB B R MR AL E D, B
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1 a:BR22A0eH%, BELTHERYRD S UANEHEE L, ELEE
IEEAEINEE, BIBES EINNMLA & b, W] 5B jug-handle posture #2355, T
BB AR B & Y, BESEMLTNo%h LEREIDE, W5 pithed

frog posture 2L T\ 5%,

b BERECIMERTS, BRRESOREREMMENAOND,
¢ BRE2 2 AROEY v ¥V ER, WHROSAAEHELLNRS,

MR S, 3 X O Moro Kt & U RIERH 124
THEELTEDY, 7r -2 RETFDLhich -7,
HEROBREI DT ENTE ot
», BREXSCRIETS LEY L, MEXYK
Tie, &7, BREBREZ RS bhlod i,
B L TR T L8, ErIIG U
ENRED BRI,
FEREFRR | KB L OR—%, mMKELSE
R, FE7v7F=vFr—F, T
FZ—HIRIEE, AR ervvBEL L, R

BB OIIIEE.

Mgy v b 7 v (K 1c) Tikkashiz bell-shaped
deformity 23 & b#tz2, CTR55%, EKG IEH.
B CT A% v v, ¥, FEMERMEIUSIIIER.

BHEX T, NMU o4, positive sharp, high
amplitude NMU, 3 X O fibrillation 7z & %R
& (K 2a, b) #@RH7, MCV i, EH.

BAERRAR R | KERIUEERG O BB £ (K 3a,
b, ¢)Ti¥ perimysium DS TERERML,
WHRMED K/NTRRINZED b hte, BN HENERRME
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a 20msec/DIV

v l 500V

20msec/DIV

2 a KERVOEEM O SENMERETER ¢ Giant spike
(2.4~3.3mV, 10msec), FHEOWIrHbh 5,

b BIEHOBH RO HER, fibrillation B %R
5,

EIEHERGHMENRE L, HEEMCIEARE
R DH B i by 7o, Gomori-trichrome 468 &
HEZRETR RS ERE I N, NADH R Tri g
B & i iediH P TR 2 % cytoplasmic  body
(CB)%, BfEtEic@sdte, CB OB IEMET
TRERFECEN DY, HERNLEIEDLRD
REFTIZ6 BEE, P HET1 ~2%RED
HBERTH >0, ZOMPBRMEOEFEERRIR
DY, GEEAD 7 ) 2 — 7 IBIHIEETH -
7z. Modified ATPase ClIHi#t % 1 70480
REFTHY, 2+ 754 (R TlEEA72A
KM DFEME, £ 4 F2CRFEDBEM, # 1 72B i
DREXEE 2 RS, BE (XK 4) Tk, CBEPF
RICETFEEOBCAMOKEEL, *OMAL»
SRR MELR LD 5 T te, FRIBOBEFE
BRZHLBERIUTH Y, BALOKEIREMET
BEBHEOBETFEELRABETH -, CBORAT
Tl SR (sarcopiasmic reticulum) O¥EE, Z#
DALDED B hich, I+ av F ) 7oFiER
EFCRichTole, BEROBERZ L CET
BWEMRE < 7o b, halo B LTV e,

BIROPRMESS (K3d) 45 &, CBiig
D1 ~2%DHBERTH BN, HRBREND
D, ZWES TR 6 BBRERD I, CBilizs
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AER A4 T2B TR D b,

B85 CT (X 5a, b) | Gtk EE e &
B TRgM 25380 B iz,

BB AEBMBIIEs s vVEOHERBIKL
7z, ¥ £ 31 v E M EEIHESEL.25mg/dl, #
5#2.5Tmg/dl (IE%0.75~1.41mg/d) TH -
7. HER62 GEBERE WFLE1X800~1,200ml/H,
HERMMS #30g/B & BIEEETH -T2, BT
PRBML, BAMLICT B bk bEE
L, BeiELlesS0 bR, ¥, KEHILE
WEKFHE L CEIrTI R TEDLE, BEXLE
Teote,

H#83 (AR oL TlE, 1RBFHORH
FLEZ70ml, "HELEER $ 40505605 S ER L,
WBANOET, BIUOHREMMNTRTH -7, F
TR 2 &L &< feo e, FIREL60
/B EBEb LW, BREFCKE TS X OR)
BOMRMD D » BIMAEE T 5 HEPRGE <
sote, REOER (BEREfNE, FEISENA,
FRIMRARR) B, &4 LT
ZIPRT L DReRET LT, AMEERLEE
T, BEDD, BWIAHILBLETERT, EA
B8R L OEEMRERESEOREYEIBL T
P, BRFKRET R L BOWHOBEMNS D,
ZOH% AMITICESH & 7L - 7o, B s X ORI
O tapping 8 X KRG %#1T - fobdiFJ LTk &
b, BRERARIO—REUBETCI 258N R
g, HEME MET bR, LirLIERNEIE
L, ERKICX BFEEME7 > P~ 2 RHEX
T, ZBUREROBRC L 2 EHBEEN HE
FrRCCH T 2T s vERT S AHRRL,
A#113, MERAL, OARLCKES R, #H
BHEFREOERECL V Thhirsroi,

% =

Werdnig-Hoffmann % (WHD) %, 19{#CK
A — A+ 5 Y 7 Graz DEHi Werdnig (1891)
&, Heidelberg -KEFEMREF 3% Hoffmann(1893)
ERETTHEHEMEREL LTrhFREB K
HE L REMERTH S, REFR, BT
B, FHEEChHb SHEENLL REERKIIT

Dubowitz & X ©f Hausmanowa-Petrusewicz %
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T T T ._lf T T T T
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HhRiER

— 94T V=== 94T WA==5 47 B== 547 2C (14-15um)

5471 180 35.2 % 6.5+1.7 um

a 109 21.3 7.1+1.8

IIb 187 36.6 11.0+2.9

Oc| - 35 6.9 8.6+1.8
Cytoplasmic body O IRSERE 1~2 %
BUERDHRAE I:Ha:Hb=1:1:45

3 a KERUEEMBAMAIAR | RO K IARIEA LR A0, HEFHCIERREIRD L
lc\us, FFENE cytoplasmic biody 7”9, FiREICHBERICEV A4 SR 5 X200, Gomoritri-

chrome %:fa,

b : cytoplasmic body @3 K&, A halo #H T %, — 2D FHFHERICEH D cytoplasmic body
BETAEENH B, X400, Gomori trichrome FL£,
¢ X400, NADH %5, cytoplasmic body Ol iie { I N7\,

d: BIROBRMEDS (c A 27T 28),

ik »EER (Dubowitz @ 1%, Hausmanowa
-Petrusewicz ® Ia #), A (Dubowitz © 2
%I, Hausmanowa-Petrusewicz o Ib &), #fEHl
(Dubowitz @ 3 #l, Hausmanowa-Petrusewicz
D2HE IR0 IMHEINDY, KFNL1E
(EERD) g7 5.

EE, FFREFOES I, KEOEET
PR ER 5 T H HENHB LY, BRI
1~38oThoRbFA—EETECEETH
BT ENHELN Lo TEI, LALENS, 1
BB\ W T —BEENERERLH S L BbhT
RBh, TR 1BMOBEBKRKERYETHEMAOFLS

HRBARBET YD H 5400, B HEREE
EINHAEEHVIORES H D, LPhERT
Za@FEie WHD 292610 (1 FU3961D BB L T\ %
N, KElD X 5 i ER L cytoplasmic  body
(CB) #ELflidizy,

Rk, AR ECBHET S 314521 T
cytoplasmic body myopathy?'¥ 202384 X T
&, R¥EOFIEIRAFITH %23, Mizuno H*?
i, ETENORIEL, 37 AR e LD,
67 AL ATHERERELNELL, 6K THA
L7cfleRE LT\ 5, FEFITIE4 » ARFOHE
BT, CB % 1 Bfg#E, 2 BRHEILIC15% 1D T
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4 cytoplasmic body DEBEE
HE haro 7=,

Kh, KOO 6%ELENCBOHBEHENLL - Z
L, BT EN Lk fibrillation ZED 7, &K
FID X 51 giant spike DT h o T AR
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%. Mizuno %% cytoplasmic body myopathy %
XEBE L, 18FIHIcA FRERIESI% 3 FlFRd 7
B, WTFhOFISRBBEIRFTHoEL
cytoplasmic body myopathy %, 1) %XKMEIE,
2) £RMRM, 3) EFERIEERE, O RAREE
FED AR T B EHBRIBEL T\ 5, A&
o DOFITEREREERERIFEFCHLL Tk
b, WFHDOERMCOWTRSRIEFIOERE ¥ HIT,
BB L 2 R EENREBLETH D LB
ns,

CB % ff > 7c WHD o#&E 124 7euh3, KIEC
CB 2RI bn b & & IEEVICBRICEH S 1
T\ %, 19834F Miike 5%, &8 1 7 AHERE-
FIETCREL, 2 7 AROHAER CHZEMR
#Eww CB R WHD Al #ikE LT\ 5, Fic
19904 Buchino 513, WHD FE##iic CB %
FER U1, BRERDOETICH > TRD LI
{Taotcfle 3FIMEL T 5, F1LHNE, £
4B FERENAE, WAERETAR LT,
17 B AR T CB Z@B»kens, 75 AR

BEBESHAEE, &7 A

5 2»AROEEECT
a D KEEAFRAES, b TRREKBER. HafoBERRERLECK TREE AL
5.

— 1409 —



352

BB LRIk, F2GIB ARSI HicR

FELHERTCB 2D, 7A@ Dobhk
Drode, EIPIB A% 68 loppy ThBZ L
LREIRZVTF=VvEF—ERNEET, &
@ fasciculation (X58% 75 5y - 723, ﬁj’?%@l#?ﬁ?ﬁ
FHETH Y, EEIGBEROHER T CB 2%
# ARRERAETCHA LI b0 ThD, o
D 3HIA TR, R AEIRA ORI T I
THBEYZITEY, KEOKE LD 2 ADF
AN s e EREL TV B,

AEEFE B HAEM T BT L TR Y, Bk
BT FEE & CB O HBSEBEER LD 50 L
5MBUIRER, BREELIEIBOFTRELNT,
ZOREDCTRETEZ LR TE R,

—FEERL &2k, WHD b, s v av i
V7 $ARF—TRREEL, BERK2IECRE
EEFNT, FReREEGREOTERE Ho =
FrT 4, = Vv Ik og— fEEMESR
S b TcRb5NCB AT A & HE
LTED, CBEDLDORKITEBRBHEC LD
NicZ &L ) TROEBEDTH D LREL T
%, REHABILEF I X 5 desmin * actin @ﬁéé
DR DT HBRAFREIN T 5,

BIROGRMESTA (K3d) *x5L, CBiig
B0 1~ 2%DHERTH DD, HREBIZEND
D, ZWEFTEIH6 BOBMZRDLN, F0
BEAENZA TIBFEHETD - 7o,

TR, REECH L TERRBRE T LV,
Shapira 5P BARFEBFEO—F e £ 3 vEXRZ
HRELTWB T E0b, YFEE T WHD ixt
LEg s vEEEZT- T3, REIKEWT,
BERERTAE 2 s vVEONPEERITEE T
DY, TOFYRECOSWCIRENEBIRTV5
B3, BRERAVIC 13— @ B & 2 Te e D o 1 &,
BREFOBMEY & LD 2 & ITEKRE,

FWROUIBILFRER, MESAFEREARLELT
BFET.
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