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A Case of Sjogren’s Syndrome with Multiple Bullae Secondary to Pulmonary
Amyloidosis and Lymphocytic Infiltration of Interstitium and Bronchioles
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Hyung Soo Kim, M.D.,** Jin Sung Lee, M.D.,** Dong Soon Kim, M.D.
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Siogren’s syndrome(SS) is a chronic inflammatory disorder characterized by lymphocytic infiltration of lacri-
mal and sailvary glands, which results in dry eyes and dry mouth. SS may exist as a primary condition or as a
secondary condition in association with connective tissue disease such as rheumatoid arthritis, systemic lupus

erythematosus, or progressive systemic sclerosis_.

We experienced a patient with primary SS who developed multiple bullae, nodular type of pulmonary
amyloidosis and lymphocytic interstitial peumonitis. We believe this to be the first reported case of SS
acompanied by these three types pulmonary manifestations at the same time.
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Sjogren’s

3 Wxr} g2,

Sjogren’s ZEFF& LA ooz UHH,
LEAHL 504 olde] d4oNA B 9, & 28n
e A&EAJA 12FE 7T vk FY Arle
2|¥u] 4 (exocrine gland) <jol =, 414, d3, 2
g3 &% ZFF ot} 2. o|x}4 Sjogren’s FET
< ebtet Fle] F4e] e A= F¥ T
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He Aoz, Ropxay ddd, 3%, dAAF &
g 232, 2 A3E, 14 T 5] o] A
T}o,
QA Sjogren’s FFF BAle] 75% oM 5§
AE AW, F2 g 1EA4 #9338, =
Ag(small airway disease), 181 7|8 AZRZE
(xeritrachea) $o.2 Jeh}u?, =& ohldA 5
¥, FAEF] SUE Bt Juitd. JuldA
w4 Sjogren’s FFad FHEE HARE Yz
Aoz FEF d= {57 vl Bud 2749
Za71" o, 4 Sjogren’s FEF FX
(bullae) ¢} #3&-5(amyloidosis) o] 74 Fikd
ALe FHoA ol BuER] gk, o=
2 ZHY RuEPed. §3) o] FrA dHEH
Aulre] Hgo] FukE A e ol 2ol
#2E e obF Hud v gled, HE olE Al
744 §HFo] Fure A Sjogren’s FTFET 19
& Zgstdrlol Badhz nlolth

g

g X} o] o3}, 48M o=}

7 &89 BH AE 47 AE3 Y 823
S B U 89 FE, dae) Pol m=
3ol NE A7 olsie 349 &7 AxFol
PHSATL, Y 5UA PEHE DA 254
sEERe DAY A 3FERE Uitk e
197 38 ofle] 1~2A12t &5 thiy BAE
o] WAZ, B3 ¥B AVAo| A A2 7
233 BAH H27} a2 gt

Bpie Y 5UA Yoz R WSk AE
34 Gk

7153 : Bol A g

ALEIE  FPRF IR, FAol} SFE 87 Wk
olgta 27 : 949 @A ¥ 130/90mmHg, i
828)/%, 384 183/%, AL 36.0CIYU &
A FENT, 94 PR BEE 1

T FAE AU FAFol TEHAE BHEA] A%
th F3R AdA Aote] FHLA0l AR, I
o o AL Ut FHolstdel AA ARy
HEL Holx ¥y, AR dupde FHA sk
t}. 3¢} ded ulE At FF AR 58S
& AU FESE VA Ysich BY 2%
NME Folade FEEA it

A 2 g2 89 A HETF 4,900/mm’,
A 12.1g/dd, B4% 186,000/mm?®, HEF I
74 &= 46mm/hrojqith. AN Folid ¢l
Az, A FYE 712 4 pH 7.360 PaCoO,
33.6mmHg, PaO, 87.7mmHg, bicarbonate 191.
mmEq/ £, AAEIE 96.5% o]t WAz} A
A £=30] 131ng/dé, F iAol 8.7g/d¢, al-
bumin 4.5g/d¢ ol9dle AAteldlt. WY 83 A
APllA]  antinuclear antibody 1 : 320(speckled
type), RA factor 634 [U/mé, Anti-Ro antibody
(ss-A) : 9¥4, Anti-La antibody(ss-B) . %A,
VDRL : €4, Anti-RNP antibody : €4, Anti-
Sm antibody : €4, Anti Scl-70 antibody : 4
o}glt}. C-reactive proteind 0.3mg/d¢, 83 Ig G
T 2630ng/d¢ 2 7150 AAAT Ig Agt Ig ML
A4 W9dd. 84 Immunoelectrophoresiss 3
Alolglil, A% immunoelectrophoresisdl Al H|5
o]z o2 kappa light chaino] HZ&5HA}.

H7ls ZA: g9 2Al9] #zls Arks FVC: 2
88 ¢ (dl&x¢] 91%), FEV, : 2.09 ¢ (ol&x)2] 87
%), FEV,/FVC:96%, FEFs.x:1.49 ¢ /sec
(dZ&x]¢] 52%), DL¢o : 14.7m¢/min/mmHg( &
%] 76%), DLco/VA : 5.43mf/min/mmHg( o &
9] 130% ) °lt.

A 2 L FF AR g 39 X-A 22 W2
Eol 35 AT 5 FHAA BFHUS, B2
¥4 "wdo] FAF FATYH £ FRHJYT(Fig.
1). F% CT scanyd & FE5E ¢Fe &g 7+
¥EI 2ZFHE] thtgoz BEHAUR, FEU
AAE0] Zo] SRz FAE AAH(Fig. 2).

- 1427 —



Fig. 1. Chest PA of the patient on admission
shows small nodules in left upper lobe
and right middle lobe of lung.

Fig. 2. Chest CT shows multiple small nedules at
peripheral portion, and multiple bullae of
variable size at both lower lobes of lung.

718X WAIE A 1 71ERA Y gee g%, I
A FFolA AAE 7]8A HE AF 234 2 AF
£ 5.5°10%/md, BAAHE 61%, Y 32%, &
T 3%, A 4% H1, T-cell subset= CD3 :
84%, CD4 :15%, CD8: 68%]|ict. dur A7
AL E8 HAl 28 SAE HAF BF g4

Fel=

otnl Z{A}: Shirmer testoll4 Y % 2m
Slit lampZAtof| A Zbatel] 2 wbd woke] ulgdo)
BAH). Break-up time-& 10% o}4ro] Al
v, o] A= 2x2 ZA=

29 Ak AAEE Ageldn, A% 289 A}
AME Fo] AH Holx] gsirt. HAM FUAE
]88 salivary gland scandl| A 4419l $5A4
vlaste] 3 ojdtde] WAL Bde] 43l Ay
o] AU, FZ sl A9 Holx gict.

s HY MY 2L Iydos BE A
ZZto|, WAL Smm?olic). Huly FH=z T4y
HSAE, F2 do7e AN X Ae3 Hhsiet
&9 A7o] A=Y}, Chisholm3} Masone] 7]
Fol oad 5071 ol datrt J_E AL 1
focus2}stm, ZHolm Sjogren’s FFEFAM= 1
focusol/do] Hojof dh=d] £ ZFdoAx 3 foci®
3 C. Vitalie] At 7] 2F5e A70YY.
HE m=F M AAE 2Fe F 2Fos H2
4 2493 A5 s AHATNA 2zt 3x 1.5x%
1.2cm9} 4.2x 3% 0.8cm 327]9) & o). Sk A
AME FEHe tha FAYoH Fut Hshdo] 1.5cm3}
1.2cm z7le] A4 Zdo] FFHYL, FHel
ZFdle 71349 Hslel oo Asle YA Wt
R[S FEE0F 2384 1A% AAE A
= oF% 34 FAYe] o] A-E o]F A
Zslo] UL (Fig. 3), AEe] FARH = X33}
o} Z37t AYH T YU E=F ZAF 9] ¥ 713
dq e FPY= o2 FAY A HFZo| B
Z =HJA}(Fig. 4). o] Congo-red g4 FAo
2 45903 H3dnRd A8 ‘apple green
birefringeny’§ Ho ZEA fAEZos AN
. ¥ ¥ ddds F2 AVgRFEH )
zH TH dHTe] F&o] BAEUL(Fig. 5) T4
Ho g AF dupte] Ago 2 YulA 7HEA HE
7 AR 297} gaEick(Fig. 6). Aozasist
A gydA o]&2 t}¥ (polymorphous) Yu+2
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Fig. 3. Open lung biopsy specimen from left
upper lobe. There is a large subpleural
bullae, located adjacent to the nodular
amyloid. (at left lower field)(H & Ex
40).

Fig. 4. Deposition of pale eosinophilic amorphous
material in the wvascular wall is also
noted. This finding is light microscopic
characteristic of amyloid deposition. (H
& Ex200).

#dsiglvt. olsjoll: frE ZAAs A Fts @
Eo] g4 (Fig. 3) #xe] 7134 Man Suiso]
A%em|, Mo # Ee LFNe AR v
Rt Wt A o g nede] FHTEL B
RO bt

Fig. 5. Marked mononuclear cell infitration to
the bronchiolar wall resulted in the nar-
rowing of Lhe airway.(H & Ex100).

Fig. 6. Another area represent diffuse interstitial
lymphoplasmacylic infiltration resembling
lymphoid interstitial pneumonia. Lymph-
oid infiltrates consists mostly of large and
small lymphocytes and plasma cells. (H
& Ex40):

o #

Sjogren’s FFT A 4a gl ¢lapre 3
&o] FUE A g, 2 Anpy ) dze)
obf dxrh 5A#o g ehh= Aglolch. Sjo
gren's S3w2 ybada) o|api o g e, o)x14
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< FebA2g #EQ, AU oY 234, oS
59 AYoA F719] F4o| Hole g 2ulst
o, YL 2 FulA olgdf thE A1 & A3l
T, F2 9%, 4%, 7, ¥ 22ln A4 Sl ®
E, o dnkEel B B Y9SN F
¥ (Lymphoproliferative syndrome)7}#] 2%
g Jep,

249 Sjogren's FFF9| WG C. Vitali 59
48 5% 7|&(European classification criteria)®
o @29, 1) AT FAos ol AZRF =7o]
FH2 Y 3ol ALHAY, WEd hre
ol&7, 8% 39 ol AF FAL Algso} s
Fee] Al 7HA g8 How sl g A,
2) M 342 T BRFo] 4T did 309
ol A& AU, A ¥ide e &<l g
PHo] £F, EE ulE 2% &3 2L 454 ¢l
ol 9§7] Y& el AZA FEF FHox shp} %
4 A%, 3) %F J¥2E Schirmer'test (52 F
¢t 5mmo}sl)y} Rose Bengal score(van Bij-
sterveld’s score systemol] W} 40)4F) HAARE Fo
= 3hizh 44 A, 4) By HAAe R
eled 4 23 A focus score 1 o4 A$-(foucs
T 5070 olde] ¥t 2o Qe AL 9ulEly,
focus score= 4mn’¢] B} =Z o] focuse]
€ 9uigitt.)® 5) Eldde] HY HEE salivary
scintigraphy, parotid scintigraphy, 2}=38}x] &
JejellA] Eldle] 2o &£=7(158] 1.5mlehfe])
o] Al 71A] FEF Holx shiz} P H$, 6) =
7} B9 4% Anti-Ro antibody(ss-A)$} Anti-
La antibody(ss-B)Z oz 3luir} el A<
ol AN 719 21F Holx 47 ol w3}
A g2 Sjogren’s FFFoE AQY + QUok. £
o] Ae opdy @ETol Ui RA factors}
634 IU/mé2 EAT 4719] 6714 d&5& BF 9=
3] 94 Sjogren’s FFros AG¥ £ Y&
Aoz Azg. |

AL Sjogren’s FFET] 3F7 PHFe M@

2] AzxF47 o AW dabre] Fgde F4to]
&3], 71gAW Ry Bujdo] Y=Y J)@ A=
F, HEA 337 2Y, 4 H94 H3E Fol
WA 4 dow, o A3y gu) o) Adz A
FHe Aoz dury BEA4 Y L Hast M8
Ak, 4 AAF Fo] Ut 2ele] ¥ g,
iy AngY, S99, HFF s, SRR
W 99F Bo) 87 5 e, =8 oay &
X, 483 ol B3 HUrP.

£ ZHdAME 387 FEEFNA o1F =84S
A by £X9} ¥ FAEFo] BAHYT, FA9
ZARH oz AdurA 7HAA s Po] FukE ). )
FAESL 1) 718 2 78R Zos ol the- 2
A g2 Yehks 3%, 2) Hadd BE e o
HYog AFH] FREE A, 3) vinKoz 7t
Aol il FFshs A7 Yt mwn R
4 FAEEE 7 AFR Xraydaleid A2
o] A Ao VAL 7)Y, TFIA 59 2
AT AR FHRAos AFE APk A
ojt}?. & FdMe ddAW thR A28 Yo
FAEFo] F2 1oy, ¥dy 2 5 LAY
R Aol AF R} B2 HUD. 2y A
HE 7971 BA goAA £F 715 Ay &
F T FY 4L B9 A g 2% #He
diX= Sjogren’s FETA ThEd $£¥5) Fukg
FHEol 428 Rusgly, Sjogren’s FFTAN
o] o X9 ¥4 AP AV F9= dTE
o] A&Ho 7|=g ¥ ball-valve 7|do2 4%
7} A7l Aoz deaka Qlohh. Ty B Zad)
Ae ot obd fAE Ado) 7 g qhulsly
X7} A7) RAo| zAegHe s WPt

duAd A HEe o ZHEWE o (poly-
morphous) Uu7e] Ago] FRHAY, ¥ F2E
BaE=] g3 F A 199 Efoz ¥ A
o] M43l vk 1), B8 399 ¥t 29
2§48 A#, germinal center So] 2= I
gt do7g HEA dEe 99 dukE, g
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% £k, 1281 o W EBY 57 o) Ue
g, 53] dupgAs o o 54os 7R
Y¥FL & (monomorphous) Y-} 3 %3
AFE ¥ F2E BEn, AEEY A ojyy
(atypia)3} QIAE AE Eho| Ho|u, HE &
F4%F ovdE Aoyl g, EF durA A
A HEe duFo s WNo] J5E Aoz gRA
AL, oln] B B} 'y, Q1L FAEkA
AT A7t A FAE] glon, o A} WY
AgolA 7w, 53] Bagd dupa 7HAA
A 25%°AM Sjogren’s ZFFFa}t @0 U,
£ FgdMe 3430 oY 978l ¥ gz
A3HA A&Eo] AFTA 2144 P9 Fe Bo
2 e, # 2 e 2 fAs YA, o}
EF-feMe dEohd A0 A8 e] F3o] B
=2k

A8e BB BA 947) WEo ofze Hag
1€l A A got AT 7HEA APge st
& Sjogren’s FFFe] X5 AHE Q=9 WAY
AA T& AREEY F4be] TAE HQ o] By
HARLMY, ARSI FIE FUE ASME v
& X-ray FAME ¥ 2FA>o] QoA Q2%
AT AH|2ol=9] AR o2 ZA4to] THE HMAF of
7b BT, & FeldAMe Al 7Rl 387
Zo] Fue 4EIS7) W2 prednisolone 40ngh
cyclophosphamide 50mg & 22} 3h%d] & WY %
S AlFEH el 2 FE Fol)

7 E

Sjogren’s FF& YA L ooz FEo] ¥
I, 9IS AuTe] o7 Y] Aeow Haiy
§ Hol& A} ¥y Adoln, thg Ay} WY AR
o] Fulo] gl= AL <u|gc}. WA Sjogren’s F
e o @yl QgL iR, & S A
H sz P ¥, 4383 a2z YTy
24 Wgo] Tl S, o} S-elutatoA
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