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Fig. 1 Muscle CT scan images.
Muscle CT scan showed severe fatty infiltration of femoral muscles. Moderate fatty infiltration was
observed in gastrocnemius, soleus, and tibialis anterior muscles.
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Fig. 2 Microscopic findings of biopsied specimen of left vastus lateralis muscle tissue.
a), b) Hematoxylin and eosin stained cryosections showed peripheral replacement of cytoarchitec-
ture with basophilic material and a preserved core ringed with nuclei in some fibers.
¢) NADH cryosections showed disorganized intermyofibrillar networks at the periphery of abnor-
mal fibers.
d) Congo red-stained cryosections viewed under a fluorescence microscope demonstrates marked
congophilia of endomysium.
e) Amyloid deposits were stained by anti-A light chain antibody (detection by DAB).
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Fig. 3 Double immunohistochemical staining of left vastus lateralis muscle tissue using anti-dys-
trophin antibody and anti-A light chain antibody (green: anti-A light chain antibody, red: anti-dys-

trophin antibody, blue: DAPI).

a)-d) Anti-A light chain antibody-positive sites were present outside of the anti-dystrophin anti-

body positive sites. Deposition of amyloid on the outside of the cell membrane was indicated.

e)-h) In some muscle fibers, the anti-dystrophin antibody and anti-A light chain antibody positive

area looked like a thick layered membrane. Many nuclei were observed on the periphery of

these muscle fibers.

FNRF— LB L7 BUASPUEZ D bW RIEREBTT 3
O A FRAEBSICH ARG R AL, ALT I T
A FOUETHL L 2R L7 (Fig.2). 727301 FD
A AR AL & M & DA EBIR 2 HERE T 5 /20T A b
74 PR EHUA BB & O " E R B I v, il
Bl & DAMIC T S a4 FARLELTWDH 2 L2 L 7.
F 72— EOFMMETIHAESER L L HIESC 2D, W
WALICT I T A Rk LTz (Fig 3). Kigtieks & &0k
DEMEERT 5720, EPIEMREAERZ G177 L 7220
AR EDOET2ALDLOAT, 7IUL FOREIR

AREDLholz. AWK BT, BRI AR O R
bBIRo7zh, TROOMBIZIZT IaA FOLKREHAL
BONGEhrol.

%z ¥

TIOA R—=YRALIEBI— MEEZAHTL2EAEDNAR
DI X7+ — VT Y ZEBEAICE Y A LB
MEHETHLT I 0L FAGEIBRRICIEET S22 L2k T
fgebEE 2 X 72T RBHETH L. TIOL F—Y XDEKE



52 : 742

LCIEEBEEFE L mMEHEIcE %) ALT I aA
F—Y ARRIRMET I 0 F—Y AR EPMSNTWES, T
IO FORBESEE LTI, O, I Rz &
W% L, HAMEANOLE T EFNE ENTEY, Prayson DL
FIZL B LEMA 3937 HIDHI LT IuAf FiEErAh Lo
D166 (04%) \C#WE o7zl

—fRIZT IO FIFF—3hEimoBticE L, TH
NN OB T 221, HORERKIZE ZEFRA
57 L AKEISEMTR E LTHSRTWwAEYD, Ll
Chapin 5 OEFIC L 2 &, IR AL D SENIZDIXT I
04 K3 F8F—79 6 27 B TY, Gertz & DHETH 12
B 3HDA LY, ZOMBBHEIIRL TRV EIRZWZT, &K
BID & AR A E D LN VIEBI S S\, i
DOFERNAHOHEEDIZHV, REBRKIEAEDENEL L
D7 IUA FIFNRF—%EHHITLLEND 5.

AT Tl CKIAZIEE 2w L EA L Th|EEICE &
FHIEDL V. MERD L IERFICMEHEALED S Z
Lix, 7304 F—YAQOFEREEZZH T4 L CHERERD
RTHs. BN TILHHRELZ & D %) HEELELE
BT 5. HHAMRTIRT 304 FOLEPTHEBER 5N
B - MEFPEICAE D BN S. RBITIE HE 444 T ring fiber
RECE PRSI IR I getn S, WRIBIC L BoBER T 5
FLHEGRMEE A2 O TEY, Chapin 5OWMEYE LKL TD,
TIOA RIFNF— IR REEZ5Nh5. L
U SR RHE O JE PR A & 22 A% A A5 3% At D S R 53
DOEED R OPEIAHTD ) 5%, METTRERETH 5. MR
PEZEALIZIN 2 T/NALRRHE DR FR R R & 4 Tk L v o
TR LB A L DB EHE L, Prayson HVIET I 1
4 FIANF—CHEMREREZBI 27270095, &
BICTRMAREICT I 04 FEHERL TN, HREITRICS
WO IR R EARIEL T B Dld 7T I a A F3
FNNF— B RRET AHEHETTTIIT ITA P2 —u/8F—
ZELLTVBIEBANS WL E L NG, KEITIRARE
ERAECTII R HRBEEOFEIRB SN, HERTD—
I MALMED B A L O 7. WA AR TIRBED
HBERHBIEORT 2 A L 0, MR EDKEKAT I 1
4 F—=Y ATHHWHEMIEEE T E %\ Congo red Jft
WEETHY, 7TIuA FRFAESNEI o7z F-EER
[ - DHOEBRTL T I uA FIZRESI N o7z,

T IOA RIFNRF—ICBI B ERGOREREDORKT &
LT, o ERNREENERETHPLTITOf F

ERREHEE  52%10% (2012 : 10)

A ICRET 5 2 & THMRARIIICHS Z itk s e T

BEDVHBY. T IO NI F1F—DEFNZ B THEMB D
BTHMBICLABETTIOS FT74 52V MY 22
FNTF OB - FLRBEOR A A L D72 LTS
NTW2BY bbNORERITIE, PUA PRI & 2 gt
THIMBOFIZT I T4 FHEE LT AR5 RSN
7o. FRMMBESE RS L) ICEL TV AR ALED S
N, 7 3I8A4 FICX 2 HME~ OB 72 BEE o W fEd s
RIS

RENILHEFRIEICL BRI 7 IS FIFTNF—TH
575, Bl - HhEE - BHER SRR RS R AL O
T, WEBWICHH & SN2 EEHEAERHRAER T T
304 FOREFTIUTE Dol ZOLOHIEKTOR
N RBD7-DIIHAEMEBZ W, ILHTT7 IS F—¥
A DBWAHEE LTz, HiEEO A0S 1, ok s v T
TIUA F=Y RERETEFANZLIED L, B
AR EB IR I RETH 5.

R OB S DI 22 2 W 2 KRR BRI SR
SR - SN, KR ORI & MifT L T
T2 7N 72 SR BEARAE P U BE ) N ) T — 2 3 R - R
FLEICHEH L LET

SARZ I L, BIRTX & COLRAEICH 53, Mk Fk
BOFha gy EEa.

X W

1) Prayson RA. Amyloid myopathy: Clinicopatholoigic study
of 16 cases. Hum Pathol 1998;29:463-468.

2) JNEILGHE, B IES, S =S S B AR IR KRR 7 3
T A NI A8F — OB E O BRI D v TR R RS
1991;31:296-300.

3) BRET, RIFAFET, LHEHRS. 7304 F—2 22AH
5 725 DAL K. #i#E A 2009,70:217-219.

4) Chapin JE, Kornfeld M, Harris A. Amyloid myopathy:
characteristic features of a still underdiagnosed disease.
Muscle Nerve 2005;31:266-272.

5) Gertz MA, Kyle RA. Myopathy in primary systemic amy-
loidosis. ] Neurol Neurosurg Psychiatry 1996;60:655-660.

6) Kyriakides T, Marquez B, Panousopoulos A, et al. Amy-
loid myopathy: evidence for mechanical injury to the sar-
colemma. Clin Neuropathol 2002;21:145-148.



BB TOAT IOAL FOLHEEMHRELZZT7 IO F—=YAD 16 52 : 743

Abstract
A case of amyloidosis with amyloid deposition detected only in skeletal muscles

Yoshihisa Ohtsuka, M.D.", Naoko Yasui, M.D.”, Kenji Sekiguchi, M.D., Ph.D.”, Hisatomo Kowa, M.D., Ph.D.",
Ichizo Nishino, M.D., Ph.D?, Fumio Kanda, M.D., Ph.D." and Tatsushi Toda, M.D., Ph.D."
"Department of Neurology, Kobe University Graduate School of Medicine
“Department of Neuromuscular Research, National Institute of Neuroscience,

National Center of Neurology and Psychiatry (NCNP)

A 75-year-old man was admitted to our hospital with progressive weakness in the lower extremities for 7
months. Immunoelectrophoresis of serum detected IgA A type M protein and bone marrow examination detected
an increase in monoclonal plasma cells, thus leading to a diagnosis of IgA A type multiple myeloma. Subsequent
muscular CT scan showed severe fatty infiltration of vastus lateralis muscles, and histopathological examinations
of biopsied muscle specimens an abundance of abnormal “ring-fiber-like” appearance, positive staining by Congo
red and the presence of anti-A light chain antibody. This led to a diagnosis of amyloid myopathy. No depositions
were seen in rectal mucosa, cardiac muscle, or sural nerve. The results of double immunohistochemical staining
using anti-dystrophin antibody and anti-A light chain antibody suggested the possibility of direct injury by amy-
loid to muscle fibers. The case presented here was thus amyloidosis confirmed by deposition of amyloid only in
muscles. In conclusion, when amyloidosis is suspected and there is evidence of muscle injury, muscle biopsy
should be performed.

(Clin Neurol 2012;52:739-743)
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