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Two Cases of Microscopic Polyangiitis with Honeycomb Lung
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Suk Ho Song, M.D., Kwon Wook Joo, M.D., Gye Young Park, M.D.,
Jong Ho Lee, M.D., Young Ha Oh, M.D.,, Hyoun Joo Lee, M.D
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Gil Medical Center, Inchon, Korea

Microscopic polyangiitis is a systemic small-vessel vasculitis that is associated primarily with necrotizing
glomerulonephritis and pulmoenary capillaritis. A recurrent and diffuse alveolar hemorrhage due to pulmonary
capillaritis is the main clinical manifestation of lung involvernent. Recently, an interstitial lung disease that
mimics idiopathic pulmonary fibrosis was reported to be rarely associated with microscopic polyangiitis. Here
we report two patients with microscopic polyangiitis who showed a honeycornb lung at the time of the initial di-
agnosis with a brief review of relevant literature. (Tuberculosis and Respiratory Diseases 2002, 52 : 550-556 )
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— Two cases of microscopic polyangiitis with honeycomb lung —
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Fig. 1A. Chest PA shows a ground-glass opaci-
ty suggesting a pulmonary hemorrhage
in the right lower lung. Reticular opaci-
ties are also noted in both lower lungs
(patient 1).
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Fig. 1B. A chest CT lung-window setting has a
honeycomb appearance suggesting a
pulmonary interstitial fibrosis in both
lower lobes (patient 1).

Fig. 1C. Renal biopsy shows extensive necrosis
and disruption of the GBMs and Bow-
man’s capsule with a “sunburst type”
of cellular crescent. The interlobular
arterioles show a moderate intimal
thickening with perivascular inflamma-
tory infiltrates (Masson’s Trichrome
stain, X200) (patient 1).
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Fig. 2A. Chest CT lung-window setting shows a
multifocal patchy consolidation and a
ground attenuation suggesting a pulmo-
nary hemorrhage in the right lower
lobe. A honeycomb appearance is also
noted (patient 2).

Fig. 2B. A honeycomb appearance is more prom-
inent in the basal portion of the right
lower (patient 2).

Fig. 2C. Glormeruli displaying necrotizing glome-
rulonephritis with circumferential fibro-
cellular crescents. There is diffuse tubu-
lar atrophy and prominent interstitial
inflammation (PAS stain, X100) (pa-
tient 2).
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- 353 —



— H.S. Hahn, et al —

[gM 163 mg/dL, p-ANCA 1 : 128002 opdo|9l
o} 7184 HEZ AHEdA HEEE 2748 By
YA ZAF Y UiAE ZAAA D 8E 5 X-A
AL B AABIESESG AARIA $5 A sl
HEEE AR 9 43 9 2HReledol rgon
(Fig. 2a), B2 ¥ 470) FAs}H(Fig. 2b).
HEA & ol U AHA Fukdol 9% F4t
vl M3lg 274E HYx H5de A 88 7
25 Btk AR HrplA 9] fERe da A
et 28 AAS HYon, And 974 Axdy
AY A8& BYn, 55 229 ZAAlA 43 A%
9] echogenecity 2] F7ie} Aol B571 #Ew9)
. H)% AARIA FVC 2.87 L(RA d&x]9] 67
%), FEV, 218 L(H4 <&x9 73%), FEV/
FVCY% 76%°101, DLCOE A4 «&x)9] 82%
o]t

H2EA A L F Y AR 2Nl AR A
o ARAIEA v Ao HYUTHFig. 2¢). Alxd
# ZHddls wRtg AFAIEe Hpo] AFEHTH
A FPEuA A WY FERYo|y BA9
L HolA] gdgted, Ax @l ArIME &
o 3= s @)

RXE Y sk Fut: gl ohe dRE FAdEAHe A
AT, U 8UAINE e Hol AFE 7@
AYAIE AL 2 HE AFHEe AR 92 28o)
wE=QI. Az AAE APE F 39 7
methylprednisolone ZZ8WE A8 pred-
nisolone (60 mg/day)¥} cyclophosphamide (50
mg/day) & ATFHA W2E 27 54
ou AEe 3Ae gl A58 ARE A 7
2 % A8 p-ANCA titiers 18008 7Aa%)
Her, ¥4 A= cyclophosphamide® 73 7-5-f
shaA] A&l dARMn S o 4 #F F
ojt}.

kI
%

Al oy dude Wy Bl A7 glo)

ENEH, Aled, AR iy duEgs WER
9 F2 3o ARG v HE2EE Yol
o} 19231 Wohlwilld] ofa 202 A5 o] &4,
19483 Davson -2 834 =AM ApAlLlgE
Fulske ohiy ddA S Ee] #nAdd offo] &
A e Aerstdnt. o1 3, 19941 d Chapel Hill Con-
sensus Conferenceol|#l EAMEH, 4789, Al
5 2 de FAse WY B30 of§ Ao) o}
Uil SolgA 458 HolA g I EHPE
#HnA44 by 23849 (microscopic polyangiitis)
oz} AHejstAry’.

Hu)A A oy Ao &8 A% 504 o4
o2 ARt dxjelA T Wol wAs H B
o ojahd Wd Adulrt 1.24 [ 1olfal dRA U
A5 90% oA 4, 85, 3d%, L%
2 Hal S48 Holy o A& Al g
=, Bln ARG, SRR} ARk, o Dl
d, BF 5%, 23 4, A 38 58 deid

6

v

o -

FelolA s QAo HiSola ANFA o
: de 81T St golont A5 3
oh SR, AEH AAVE AR 22
A g A B ATANEE Bge
NCA 7} pgelgint. olsh Te: 4, 3el
FHe 2o 2As] Ho1ZH Ty

i

o ag
BN

N

B

")

o

o
jad
32
H

iz
2

=
e

o
5,

<41 o pgt 1o B g of H
g df
. Mo
a3
.
ok
I
30,
32
H
o,
&
i
N
it
©
o
N
bt

2 ox

2 ohgy Eade ez og thidA AEA
didnls gl 489 &, A, A3, g
# 59 gudg vepw® 53], AxH Aab &4

%) gk AN AR G0
v 2SS 84, vhede 343k 50 o’
A7 A opikd @399 90% A AR EE U
ehdcl, ANCA & pauci-immune crescentic
glomerulonephritise] Ao Eo|wr} w9 =& A
AA AAEE 725%, Bol® 984% Awolr}t

- 554 —



— Two cases of microscopic polyangiitis with honeycomb lung —

3 p-ANCA 2o} A3

Al o] AlA

=0
[Fun

o

]

Ev4
A+ (subclinical form)

Aol A | AgFEsel

A e

=

AR

Q
i

= e 2

g2 depdt) vy Axzd

FAG At AxEE, MY

2
<

ﬁo
=
(2
T
—_
"o

A

[¢]
ar

S )
=
4 aBge FPFo

E}II‘IZ. ﬂg‘_oﬂ ‘—j'ﬂ

Q] Mg om

o] AA|E 5L ger) o}F FHalE)

Henoch-scholein AFHE B-o)m] o] 3 ANCA & &

L

A

= 8wy

SelellA

i=R
L

A .

9e) @nldE Sy o

i

)
3

, HIAN ol

o=

ez ]
=]

.

o4 fobes B 2

gol 2l

T=
r=

& Bylom 71BAUAIA A F

4
7o

l
o
W
ol
ojn

o Pz

o a0} Aol &

‘8‘}

e ARz <

1 o &

3|

oA chiy Eage] AEed F THE Bu

A4

#

o

[+]

o
AS

o

ol
Hr

18704 <l

b E

)
Rr

s

2 =
=

s glom wedelA|

B

FH, 2% cyclophosphamide®] FAR 7+

]

2 AR

of Az Ak Alal

4351 A] methylprednisolone®] FAISH

__ov

H2ds

g2 by A8e PEBoR

3]

bt

prednisolone ZAF8Wo® )

2.
S

&3 SR RAT AAES B S0 ¥

i

HAE wAg

SELIS

<

&<

]

—~

’

BpAH

o w27 78y

)

ok

&4

B2 X3

)_ﬂc

o] 100,000 3-57olH &w]

2o = Y

o 80% A Hal 7t

] AEd

o

A=R 3= il

24 # Afskern d

24 it} whebA of

i

¢} cyclophosphamide 2]

f o

Gl

iy

3]

glont AFE AF A7z A=

-~ 555 —



- H.S. Hahn, et al —

L

A7)%5e) 5] QT
Aol oy eRee 2] A9s A4 A2
7 $e] olEel WS WAv} Qdome FR X-

A 2T B4t v 28E Hole 3A6A 8 A}
ol 27e Y o rHA hdy dade] Jbe
o

1. Davson J, Ball J, Platt R. The kidney in periarte-
ritis nodosa. Q J Med 1948;17:175-202.

2. Burns A. Pulmonary vasculitis. Thorax 1998,53:
220-7.

3. Jennette JC, Wilkman AS, Falk RJ. Anti-neutro-
phil cytoplasmic autoantibody-associated glorne-
rulonephritis and vasculitis. Am J Pathol 1989;
130:921-30.

4. Wohlwill F. Uber die mur mikroskopisch
erkenbarre from der periarteritis nodosa. Arch
Pathol Anat 1923,246:377-411.

5. Guillevin L, Durand-Gasselin B, Cevallos R,
Gayraud M, Lhote F, Callard P, et al. Microscop-
ic polyangiitis . Clinical and laboratory findings in
eighty-five patients. Arthritis Rheura 1999,;42:
421-30.

6. Falk RJ, Nachman PH, Hogan SL, Jennette JC.
ANCA glomerulonephritis * and vasculitis © A
chapel hill perspective. Sem in Nephrol 2000,20:
233-43.

7.Adu D, Howie AJ, Scott DGI, Bacon PA,
McGonigle RJS, Michael J. Polyarteritis and the

kidney. Q J Med 1987,239:221-37.

8. Jenentte JC, Falk RJ. Medical progress: Small-
vessel vasculitis. Eng J Med 1997,337:1512-23.
9. Specks U. Lung involvement in vasculitis. Clin

Exp Irmmunol Suppl 2000;120:26-7.

10. Nada AK, Torress VE, Ryu JH, Lie JT, Holley
KE. Pulmonary fibrosis as an ususual clinical
manifestation of a pulmonary-renal vasculitis in
elderly patients. Mayo Clin Pro 1990,65:847-56.

11. Becker-Merok A, Nossent JC, Ritland N.
Fibrosing alveolitis predating microscopic polyan-
giitis. Scand J Rheumatol 1999,28:254-6.

12. Mansi IA, Opran A, Sondhi D, Ayinla R, Rosner
F. Microscopic polyangiitis presenting as idiopath-
ic pulmonary fibrosis © Is anti-neutrophil cytoplas-
mic antibody testing indicated? Am J Med Sci
2001:321:201-2.

13. Serra-Cardus A, Cameron JS. Renal vasculitis in
the aged. In : Marcias Nunez JF, Cameron JS,
editors. In Renal function and disease in the elder-
ly. London ; Butterworths ; 1987. p. 321-47.

14. Gaudin PB, Askin FB, Falk RJ, Jennette JC. The
pathologic spectrum of pulmonary lesions in pa-
tients with anti-neutrophil cytoplasmic autoanti-
bodies specific for anti-proteinase 3 and anti-
myeloperoxidase. Am J Clin Pathol 1995;104:7-
16.

15. Savage COS, Winearls CG, Evans DJ, Rees AJ,
Lockwood CM. Microscopic polyarteritis . Presen-
tation, pathology and prognosis. @ J Med 1985;
220:467-83.

— 556 —



