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The prognosis of patients with acute exacerbation
of idiopathic interstitial pneumonias (IIPs) treated with sivelestat
and the prognostic value of serum KL-6 and surfactantprotein D

Mari Nakamura, Takashi Ogura

Department of Respiratory Medicine Kanagawa Cardiovascular and Pulmonary Center

Idiopathic interstitial pneumonias (11Ps) are chronic, usually fatal lung disease of unknown etiology.
There are few specific therapies on acute exacerbation of TIPs. Factors predicting the onset or severity
of this syndrome are not clearly understood. A neutrophil elastase inhibitor, sivelestat (ONO-5046)
is commercially available in Japan from July 2002. This inhibitor has a potent effect in the treatment
of ALI/JARDS. To estimate the prognosis of patients with acute exacerbation of IIPs treated with
sivelestat and prognostic factors, we investigated 11patients who were mechanically ventilated with
acute exacerbation of 1IPs. We analyzed the prognosis of patients with acute exacerbation of IIPs until
Day 180 and estimated P/F ratio, PEEP levels, and the values of peripheral white blood cell number
on Day 0, 3, 7 after admission. Serum KIL.-6 and SP-D concentration on Day 0 were also analyzed.
All patients were treated with sivelestat and methylprednisolone (mPSL) pulse therapy for 3days from
DAYO and maintenance therapy with prednisone (0.5mg/kg/day) were continued. Of the Ilpatients,
5 patients survived (46%) and 6patients died (54%) on Day 180 from onset of acute exacerbation
of IIPs. P/F ratio, PEEP levels were improved in survivors compares with non-survivors (p<0.05)
on Day 7. Serum KL-6 and SP-D were significantly lower in survivors on Day 0 (p<0.05). Taken
together, serum KL-6 and SP-D may prove valuable as biochemical markers of prognosis in acute

exacerbation of IIPs. Sivelestat may have a potential in the treatment of acute exacerbation of IIPs.
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Table 1 Charcterization of patient populations
No. Age Gender Diagnosis Prognosis Biopsy
1: 76 F IPF Alive No
2. 67 E AIP Alive No
3. 77 F IPF Dead No
4. 69 M UIP Dead Yes
B 78 M IPF Alive No
6. 84 M IPF Alive No
74 59 M IPF Dead Yes
8. 70 M IPF Dead No
9. 69 M IPF Dead No
10. 74 M IPF Alive No
1. 79 M IPF Dead No
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Effect of anti-cancer agents on interstitial pneumonia in patients
with non-small lung cancer with clinical idiopathic pulmonary fibrosis (IPF)

Mitsuru Munakata, Tae Ishii, Miho Muroi, Kana Watanabe,
Aya Sugawara, Motoko Yosikawa, Junpei Saito, Takashi Ishida
Yoshinori Ohtsuka

Department of Puimonary Medicine, School of Medicine, Fukushima Medical Universiny

According to the guideline for idiopathic pulmonary fibrosis (IPF), combination therapy of
corticosteroid and cytotoxic agent (such as azathioprine and cyclophosphamide)is recommended. Some
of anti-cancer agents (such as docetaxel) have been reported to suppress serum TGF-f levels. We
retrospectively examined the effect of anti-cancer agents on IPF in 5 patients with lung cancer
complicated with mild clinical IPF. All the subjects were male and had non-small lung cancer (clinical
stage of 11IA to IV}, Four of them were treated with CDDP and DOC, and one was treated with CDDP
and TS-1. Chest CT findings for interstitial pneumonia were improved in 3 of 5 patients and the other
2 patients showed no significant changes before and afier one course of anti-cancer chemotherapy.
There was no significant change in serum KL-6 levels. Effect of anti-cancer agents on IPF should be

monitored carefully when such patients have chance to be treated with anti-cancer agents.
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Clinical comparison of long-term survivors of idiopathic pulmonary fibrosis

Takakiyo Nakaya, Masashi Bando. Shoji Ohno, Yukihiko Sugiyama

Division of Pulmonary Medicine, Department of Medicine, Jichi Medical Universin

Among patients given a diagnosis of idiopathic pulmonary fibrosis (IPF), we evaluated characteristics
and pulmonary function tests of them who lived more than 10 years. 47 cases diagnosed as IPF was
divided into three groups as follows; patients who lived more than 10 years after diagnosis (group A},
patients who died less than 10 years (group B), patients who belonged to neither group A nor B {group
C). The age at diagnosis of group A tended to be younger than the other two groups, but comparison
showed no significant difference. Among pulmonary function indices at the time of diagnosis, only VC
showed significant difference between group A and B. Pulmonary function indices at the time of
diagnosis and changes of indices were not significant differences among three groups. IPF could be
regarded as the heterogeneous disease and the possibility that subgroup of good prognosis may exist in
it. We need to accumulate the only a few long-term survivors to reveal progress and prognosis of IPF,

and to consider continuously.
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