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CASE REPORT

A Case of Acute Idiopathic Non-specific
Pneumonia with Dramatic Response to

Treatment

Tedaviye Dramatik Yanit Veren Akut idyopatik Nonspesifik Pnémoni Olgusu

Gulsah Gunluoglu', Fatma Esra Ginaydin?, Halide Nur Urer®, Nurdan Kalkan', Nurdan Simsek Veske!,

Sedat Altin’

Abstract

Ozet

Non-specific interstitial pneumonia (NSIP) is a form of

idiopathic interstitial pneumonia with a specific histo-

logical pattern involving varying degrees of alveolar

wall inflammation or fibrosis, and with a temporal
uniformity of lesions. The organized component can
be found at different degrees, and the presence of a
histologically organized component does not exclude
a diagnosis of NSIP. Acute respiratory failure is rare
in NSIP. A female patient who presented to our clinic
with radiological findings of widespread consolida-
tion and acute respiratory failure was diagnosed with
NSIP with organized pneumonia through a surgical
lung biopsy. The patient responded rapidly to steroid
therapy, and the clinical findings improved dramati-
cally. We present our case in order to emphasize the
importance of treatment in the event of respiratory
failure in idiopathic NSIP with organized pneumonia,
and recommend rapid diagnosis and treatment.
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Nonspesifik interstisyel pnémoni  (NSIP), idiopatik
interstisiyel pnédmonilerin bir formudur. Spesifik histo-
lojik paternini, degisken derecelerde alveolar duvar
inflamasyonu veya fibrozis eslik eden temporal uni-
form lezyonlar olusturur. Organize komponent degi-
sik derecelerde bulunabilir ve histolojik olarak orga-
nize komponentin varigi NSIP tanisini diglatmaz. Akut
solunum yetmezligi NSiP'te nadir gérilor. Radyolojik
olarak yaygin konsolidasyon bulgular ve akut solu-
num yetmezligi tablosunda klinigimize bagvuran kadin
hastaya, cerrahi akciger biyopsisi yapilmis ve organi-
ze pndmoni  komponentli NSIP tanisi konmustur.
Steroid tedavisine hizli cevap gézlenmis ve klinik
bulgular dramatik olarak dizelmigtir. Organize pné-
moni komponentili idiopatik NSIP olgulannin solu-
num yetmezligi ile bagvurabileceklerini ve hizli tani ve
tedavinin bu hastalardaki &énemini vurgulamak ama-
ayla olgumuzu sunuyoruz.

Anahtar Sézcikler: NSIP, interstisyel, akut solunum
yetmezligi.
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Non-specific interstitial pneumonia (NSIP) is a type of
idiopathic interstitial pneumonia (IIP) that effects predom-
inantly female never-smokers. The prevalence of NSIP is
1-10 in 100,000 (1). NSIP can occur as an idiopathic
condition, or secondary to connective vascular disease,
hypersensitivity pneumonia or drug toxicity.

Clinical manifestations are atypical for cryptogenic OP
(COP) and idiopathic NSIP, and patients have also been
identified with a rapid progressive presentation of intersti-
tial pneumonia (2,3). Although the presence of an orga-
nized pneumonia component in patients with histopatho-
logically diagnosed NSIP has not been seen in a study in
response fo treatment, it has been reported that the clini-
cal picture of such patients is more severe (4).

Most patients with idiopathic NSIP have a good prognosis,
with a five-year predicted mortality rate of below 18% (3).

It has been shown that the shorter duration of symptoms
in patients with NSIP is higher in response to treatment.
Corticosteroid and/or immunosuppressive are considered
the optimum treatment (3,5). In the present study, a pa-
tient who presented with acute respiratory failure and who
was diagnosed histopathologically with organized pneu-

monia-treated NSIP responded dramatically to treatment.

CASE

A 45-year-old female patient who had been admitted to
an outside clinic with sudden onset dyspnea 15 days
previously was hospitalized with a diagnosis of pneumo-
nia. The patient had no complaint prior to admission. She
had received IV ceftriaxone (2gr/day) in the outside clinic.
Despite being treated for pneumonia, no clinical radio-
logical response was identified, leading her to be referred
to our center for further examination and treatment. Upon
physical examination, the patient was found to be tach-
ypneic and had auxiliary respiratory muscle use. Breath-
lessness increased even from movement within the bed.
Her vital signs were as follows: blood pressure 120/70
mm Hg, heart rate of 80 bpm, respiratory rate 32 /min,
and oxygen saturation of 85% in room air (94% with
nasal 2 L / min Oy). An examination of the respiratory
system revealed bilaterally late inspiratory coarse crackles
in the middle and lower areas.

Arterial blood gas obtained while the patient was using a
nasal cannula with an oxygen flow of 2L/minute and
showed pH: 7.51, pCO,: 34.6 mmHg, pO2 55.5: mm
Hg, BE: 4 mmol / L -7, HCO3: 27 mmol / L, Ossat:
91.8%. A complete blood count (CBC) showed white
blood cells (WBC) of 17,590 /ul, neutrophil count of
15,010 /IU (85%), eosinophil count of O (0%), Hb of
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10.8 g / dL and platelet count of 428.000/IL. The sedi-
mentation rate was 60 mm / h, CRP value was 17.5 mg /
L, procalcitonin value was 0.110 ng / ml. Serum electro-
lyte, renal function and liver function tests were normal.
Serum Anti-HBS, HbS Ag, Anti HCV, Anti-HIV and HIV
RNA were found to be negative. Imipenem 500 mg 4 x 1
IV, trimethoprim sulfamethoxazole 400 mg / 80 mg 3 x 2
IV were given empirically. A routine sputum culture grew
only normal oral flora, and three consecutive negative
sputum acid fast bacillus (AFB) smear examinations were
conducted. A nasal swab viral panel was evaluated as
negative. A posteroanterior chest X-ray revealed non-
homogeneous infiltrations in the bilateral middle and
lower zones (Figure 1). A thorax CT scan revealed the
presence of reticular densities and ground glass opacity
with an irregular shape bilaterally in the middle and lower

zones, and rare inferseptal thickenings in the basal zones
(Figure 2).

Figure 1: Chest radiograph at the time of admission showing non-

homogeneous infiltrations in bilateral middle and lower zones

Figure 2: Chest-CT showing reticular densities and ground glass opacity
with irregular shape in the middle and lower zones bilaterally
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A fiber optic bronchoscopy was performed under local
anesthesia. Both bronchial systems were normal. Bron-
chial lavage was taken from the middle and lower bron-
chus, and the bronchoscopy was terminated after taking
the bronchial lavage due to severe desaturation. The
bronchial lavage non-specific culture, AFB examination,
tuberculosis PCR, fungal cultures were negative, and no
malign cells were found.

Despite treatment, the patient suffered worse clinical ra-
diological outcomes. After the 10th day of hospitalization,
CPAP treatment was started due to tachypnea under 10
L/minute oxygen support. Video-assisted thoracoscopic
surgery (VATS) was performed on the left lower lobe and
upper lobe wedge biopsies were taken for diagnosis.

In the postoperative period, the patient underwent inter-
mittent CPAP treatment, and no surgical complications
were observed in the early and late period. The pathology
result of the surgical biopsy identified nonspecific intersti-
tial pneumonia of a mixed type with an organized pneu-
monia component (Figure 3). No pathology was detected
in the rheumatologic examination of the patient, and the
collagen tissue markers (ANA, RF, anti CCP, anti dsDNA,
anti RNP, anti Sm, anti SS-A, anti SS-B, anti Scl-70, anti
Jo-1) and ANCA profile (C-ANCA, P-ANCA) were nega-
tive. She had no history of drug use of occupational ex-
posure. She had no muscle weakness, muscle pain, back
and low back pain, skin rashes, nail changes, skin stiff-
ness, tear reduction, dry mouth, redness of the eyes or
long-term high fever. For this reason, idiopathic NSIP was
accepted, and a 1 mg / kg dose of methylprednisolone
treatment and azathioprine 150mg / day immunosup-
pressive treatment was started simultaneously. With the
initiation of treatment, dramatic improvement was ob-
served in the patient's clinical findings and oxygenation.
After the 15th day of the treatment, the need for oxygen
dissipated, even under effort. The dose of steroids was
decreased and the patient was followed-up. The patient is
currently being treated with methylprednisolone 12mg /
day and azothioprine 150mg / day. Radiologically, the
consolidation areas have regressed, whereas in the ba-
sals, fibrosis and traction bronchiectasis are present in the
subpleural space (Figure 4). Force vital capacity in the
pulmonary function test (FVC) is 1.81 Lt 52%, DLCO:
3.21 ML 36%. The patient has walked 440 m in 6

minutes, with no desaturation noted after exercise.
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Figure 3a and b: Interstitial diffuse involvement (a), interstitial pneumo-
nia associated intraalveolar fibromyxoid plugs (b)

DISCUSSION

NSIP is categorized as a special clinicopathological form
of chronic fibrotic idiopathic inferstitial pneumonia, alt-
hough an NSIP pattern may be rarer in patients with
acute and subacute clinical conditions. NSIP patients with
an acute or subacute clinical course have a histological
organized pneumonia pattern in addition to an NSIP
pattern (6). Whether such cases can still be diagnosed as
NSIP or OP, or whether they should be categorized as
another disease entity (e.g. variant of organizing pneu-
monia with supervening fibrosis) or referred to only as
unclassifiable 1IP (7) is not apparent. In rapidly progres-
sive inferstitial pneumonia, the differentiation of ‘OP or
NSIP” from ‘DAD or DAD+UIP’ is reported to be im-
portant, in that the former has better survival than the
latter (8.)

In the present case, no clinical symptoms were present
until a short time before the application, and increasing
symptoms of acute respiratory failure occurred within days.
Acute and subacute idiopathic interstitial pneumonia
radiologically, as in our patient, HRCT was shown to
have a bilateral consolidation infiliration image that ini-
tially leads patients to be evaluated with pneumonia.
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Figure 4: Chest-CT at the time of 1th month of treatment showing,
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fibrosis and traction bronchiectasis in the subpleural space

NSIP may also appear as a component of other diseases,
such as connective tissue disease, hypersensitivity pneu-
monitis and organized pneumonia (1). The presence of
organized pneumonia in a histopathology may cause
confusion in the diagnosis of NSIP.

The organized component is observed in both the cellular
and fibrosing / mix types at different rates. That said, the
pathological cellular type NSIP has been found to be
more intense, especially in the composition of organized
pneumonia (9). The authors emphasize that the presence
of organized pneumonia should not exclude NSIP if clini-
cally and radiologically appropriate. OP / NSIP pattern
has been significantly associated with connective tissue
disease (4,9).

In a series of 136 patients with biopsy-proven NSIP cases,
the best prognosis was observed in the NSIP / OP sub-
group of the histological subtypes (4). NSIP has a rea-
sonably good prognosis when treated with steroids. Travis
et al. (10) found that patients with cellular NSIP had bet-
ter 5-year and 10-year survival rates than those with fi-
brosing NSIP. Although the prognosis of fibrotic type NSIP
is better than IPF, the 5-year mortality rate is estimated to
be 17.7% (3). It is important to distinguish between NSIP
and other idiopathic interstitial pneumonias. It has been
observed that early treatment with corticosteroid and / or
immunosuppressive improves the prognosis, although the
patient had no obvious symptoms.

Respiratory function parameters improved or stabilized in
80% of the treated patients (11). A recent cohort study
identified a short duration of pulmonary symptoms as a
good indicator in response to treatment (9).

NSIP may have an acute or subacute presentation, or
acute exacerbation may occur in a previously subclinical
or unrecognized NSIP (12). NSIP leads to acute respirato-
ry failure, and should be considered especially in patients
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who present with acute respiratory distress and with radio-
logical bilateral widespread consolidation and ground
glass areas and did not respond clinically and radiologi-
cally to antibiotic treatment. A combination of interstitial
changes and consolidated areas in a high-resolution
chest tomography should suggest a histopathologically
organized pneumonia pattern. In such rare cases, a dra-
matic response to early diagnosis and treatment can be
obtained.
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