474 A I 25

44 (6), 2006.

AN 4 T8 L & 7172 nemaline myopathy @ 2 5

Tk BV MR BB E =Y
o R &Y RmY EE R

B HEARLELTHRENZZ2ZL, BEOBRAERMIANF BRI EZ200HKETH 5.
EH 11331 it WPBEUBHETIEHS L, BEHRBIFEET SH,ICDOVT 1989 F L2
ZReLD, BHMICEESED, -/ 2004 F 10 B, MREZHICEAMTRRLE LY LRARE B 1.
R BRREIE_BERFMEL 2T 2RTALI R ALHRFEEELEL L/ EFI21E62%, B
. S0RELVRNZBEUVEBMICETT 2RRER 2R Z TR, S-BbxFMEZ %5 FRAL
ERESh BHREZEHELEVHRERTSY &V EEHEREIEDOIE. 26185, HRAREBICHE
®EERL - & Z A nemaline myopathy E2Ki & h7-. nemaline myopathy D& 5 HERETROLEX M
HEBOPRIZIE, RAICE>THORLELE ELZBICEBRLNELEZZALIIUOHTEHEN 26555

DTEBEET 5.

F—J— K %EXMIF/NF—, nemaline myopathy, FFIEARZE
congenital myopathy, nemaline myopathy, respiratory failure

#

nemaline myopathy (2GR I F/3F—D 1 W T,
BARICHEIT T2 RKMOMHRETH L. KERDO LI %
BAREATRI OB ORI, ERPLELTVD L)
I2H 2 T T HMFRAEHIENIET LT L6003
D, FPRAEDSBEAAL L7 & &I ERTEILN 2 A bF
JEERD DA, ShFTLIE, AR THDTEED
A4 2 L TIPRESNEHI AR L, BEOHR, ne-
maline myopathy & W S L7z 2 Bl &R L 72D THT
DEZEZMZ THET 5.

E fl

JEF 1 31K, .

KIRRE - MR EORIKELR L, MBITVWE ZHT
[E/J%N

BEAERE - FFiL T R&E bR L.

BURKE © AECHE, SErEdbBEP o7 AR
D HAEE <, HEAEFTH o7z, WA, E
I NB L LB, MEREEDNTIERARRET
BAESNG BHEBICRIIS 2h ol BT, BEOAR

)

T569-1096 ABHF BT REF 1 T H 1—1
VR A BIEE - T LV — IR
R AR
(ZHH P 1T 49 73 20 H)

B3Wo <K ) TIEH B, TEETH -7z 2004 4 10 HH)
oLy, BEH BREHD, WHATHZIIEEZHS
ZENRTERL hroizizh, UbeikEr WL, MWL~
N7y ORfiRGE SpOALT (room air T77%) %780
AbEE eo7z.

SRR - & 157cm, fRTE 29kg . 1KIR 38.0C, Ik
M 130/ %, Sp0.77% (room air), Lo &, PRI
TR EFHERES. BO%F, I+ 8F—FH, E - T
WAL B L ORISR RGO 2 A5d - 72 BEkiEH,
ORI, mKEREEELZL. RiETESD, R
Wi - 4+ OELAEDO WK TH Y. Man-
ual muscle test (MMT) Ti&, SHEEE 4—, SALBE M
3, MSHFLZEM: 4 — /4 —, f8WEM 4 - /14—, LS 4—/
4—, ZUAM 4—/4—, wrist extensor 4+ /4+, wrist flex-
sor 4+/4+, JGIERG4—/4—, KERPUERG 4—/4—, Wi
BB 4+/4+, WERERG 4+ /4+. TR SAHKT,
RS 7 L, myotonia 72 L. W%, EERICITE
Wi L. HFITIIEHEMSIT T Gowers ik d . filikkhk
WA IEEIEIN - OFEBTET.

MERL > v B (Fig. 1) © AMTEE & LM
M OID DRSS WD, BB 2o TV,

AR HL (Table 1) @ HIMERBIIHM LA &S D,
CRP HifE &2 PV &IEFT A 8D 7. CPK @ EAE7 L.
ML A A 50 Cld, Pa0.250torr, PaCO.63.2torr & &
TR IMIE 2 17 ) EEOMRA % B 7. Kk
O IIMREKW (PISP) Sl /- (LFEREIC O W




P AR 4 TH8 L & 72 nemaline myopathy 475

Fig. 1 Chest radiograph on admission (case 1) shows
infiltration with an air-bronchogram in the lower field
of the right lung and also spreading to the hilum of
the left lung.
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Table 1 Laboratory findings on
admission (case 1)

WBC: 22,500/uL
Stab. 35.0%
Seg. 64.0%
Lym. 1.0%
Hb: 13.3 g/dL
Plt: 13.6 X 10%/uL.
CRP: 14.1 mg/dL
CPK: 28 TU/L

sputum culture: S. pneumoniae (PISP)

ABG (room air)

pH 7.236

PaOq 25.0 Torr
PaCOq 63.2 Torr
HCO3~ 33.0 mmol/L
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Table 2 Laboratory findings on
admission (case 2)

WBC: 6,900/uL
Stab. 0.0%
Seg. 82.0%
Lym. 17.0%
Hb: 156 g/dL
Plt: 9.4 x10%/uL
CRP: <0.3 mg/dL
CPK: 35 1U/L
ABG (O2 2L nasal)
pH 7211
PaOq 97.7 Torr
Pacoz 96.3 Torr Fig. 2 Chest radiograph on admission (case 2) shows
HCO3~ 385 mmol/L scoliosis but no abnormal findings in the lung field.
Pulmonary function test
%VC 62.4%
%EFEV10 92.6%
FEV10% 75%

Case 1 Gomori-trichrome

Case 2 EM Case EM

Fig. 3 Muscle biopsy specimen

Case 1 Micrographic findings of muscle cells obtained from the quadriceps femoris. Gomori-trichrome
stain shows dense stained fibers in several muscle cells contain nemaline bodies. The electron micrograph
shows degenerative fibers (right side) containing nemaline bodies.

Case 2 Electron micrograph shows isodense nemaline bodies with a Z-band in a muscle cell obtained from
the biceps brachii.
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Two cases of nemaline myopathy diagnosed after episodes of respiratory failure

Megumi Kudou", Yoshiki Kobayashi”, Kenzo Yamashita”, Hideo Kita",
Hirotaka Yasuba" and Kazuyuki Hamada?
YDepartment of Respiratory Medicine, Takatsuki Red Cross Hospital

?Department of Internal Medicine, Takatsuki Red Cross Hospital

Here we report two cases of congenital myopathy visited our hospital with respiratory failure. Case 1 was a
31-year-old woman, who had muscular weakness from birth but had never been diagnosed. She had an onset of
pneumonia followed by severe type 2 respiratory failure. Even after the healing of pneumonia, hypercapnia re-

mained. A diagnosis of nemaline myopathy was made after muscle biopsy. Case 2 is a 62-year-old man, who had

slowly progressing respiratory failure accompanied with severe hypercapnea. His respiratory failure was im-

proved by NIPPV. He also under went muscle biopsy and nemaline myopathy was diagnosed. Nemaline myopa-

thy is one of congenital myopathy and is known to be a nonprogressive or slowly progressive disorder. However,

some patients are diagnosed appropriately only when adult onset acute respiratory failure occurs.



