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Fig. 1 Findings of X-ray and CT on admission. a. Chest X-ray showed cardiomegaly and bilateral pleural

effusion. b. Chest CT scan obtained upon admission showed dilatation of pulmonary artery. c. Erector spi-

nae muscle atrophy was recognized (Arrows).
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Fig. 2 Histochemical study of the muscle biopsy specimen. a. With hematoxylin and eosin staining, mild at-

rophy of muscle cells and mild variation in fiber size can be seen. There are no signs of necrosis or

regeneration. b. With modified Gomori trichrome staining, nemaline rods are seen in several muscle cells.

c. Higher magnification with modified Gomori trichrome staining shows abnormal rod-shaped structures.

d. With NADH-TR staining, type 2 fibers appear atrophic, and some muscle cells show an irregular in-

termyofibrillar network.
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2000 2001 2002 2004 2005 2006 2007
Nocturnal NIPPV
|
Daytime NIPPVq F ﬁ (12 h (23 h)
BGA 3L/min  Room air
pH 7.280 7372 7.386 7.398 7.379
Pco, (Torr) 95.9 52.2 48.7 58.4 56.3
Po, (Tom) 71.9 74.8 82.9 80.5
BE (mmol/L)13 7 5.0 43 10.0 73
PFT
VC (L) 1.34 1.4 0.95 0.87
(Y%opred) (43) (46) (31.4) (28.9)
TLC (L) 3.61 3.49 3.40
(%pred) (86) (83) (81.3)
RV (L) 2.26 2.1 245
(%pred) (196) (182) (211.2)
RV/TLC (%) 63 60 72
(%pred) (233) (222) (255.7)
Muscle strength
Grip power (right)
(kg) 23 24 24

NIPPV: Non-invasive Positive Pressure Ventilation

Fig. 3 Clinical course. Cardiac enlargement was present upon admission in April 2000 and was improved

by non-invasive positive pressure ventilation (NIPPV). Daytime NIPPV was stopped on day 5 after admis-

sion; it was re-started in 2002. Vital capacity gradually decreased; in contrast, the residual volume (RV)

and RV/TLC (total lung capacity) ratio increased. On the other hand, grip power was 23 kg on admission

and has been maintained.
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Nemaline myopathy detected with respiratory failure and right ventricular heart failure

Takashi Ishiguro”, Noboru Takayanagi’, Minoru Kanazawa"?, Kazuyoshi Kurashima”,

Yutaka Yoshii”, Koichiro Yoneda”, Yousuke Miyahara", Naho Kagiyama", Daidou Tokunaga”,

Hiroo Saito”, Fumiaki Aoki", Mikio Ubukata”, Tsutomu Yanagisawa" and Yutaka Sugita”
"Department of Respiratory Medicine, Saitama Cardiovascular and Respiratory Center

?Department of Respiratory Medicine, Saitama Medical University Hospital

We describe the case of a 40-year-old woman who was admitted for dyspnea and pitting edema of the lower

extremities. Severe type II respiratory failure and right ventricular heart failure were present. Non-invasive posi-
tive pressure ventilation (NIPPV) improved the symptoms and blood gas values. Since the results of respiratory
function tests and computed tomography indicated neuromuscular disease, muscle biopsy was performed and ne-
maline myopathy was diagnosed. NIPPV was necessary due to severe hypoxia and hypercapnia caused by severe
hypoventilation during sleep ; however, daytime NIPPV was stopped within a few days, and the patient was dis-
charged with instructions to continue NIPPV at night only. Since discharge, she has been followed-up on an outpa-
tient basis for 8 years. Adult-onset nemaline myopathy with respiratory failure and right ventricular heart failure
as presenting features is rare, and NIPPV can be useful in such cases.



