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PHBUEEZZZ L7, WAXTEA NS TROEBIEE
L7233, Ml CT 281 TR AT B I ICEN R BE
R NE IR v 7 — R & o 7z

ZHWHUE ¢ & 162cm, fRE 495kg, i 37.5C,
PR 111/min - %, I F 129/91 mmHg, &= #% & B,
Sp0: (BHNR) 9%, EKIEY ¥/ iz s, Fpk
HICRERL.

ZH WA A (Table 1) @ MEMAICCTY) ¥ 238k E
o MBI A, PPk X U Ro/SSA Fufkbs %,
AR (C3, C4) % iled7z. MBS REMR A CIx P2
IR E 2 3R, W X B A T R ok IR
wa, & CTEHE (Fig 1A, B) TIxmil LEDHE
RO, BRUBMERRB AR 8 2 5 FORMEIREE, #Ehs ) >
INHNE R, BREE O WUE Z R 7.

BRI © ARER, KB MiNavtis b X OR A 3l
AT 7205, BMICEES o7z, TOBREEN
O L, BRERD UHELZRBDO Lo /2720, 2011
A3 Sl T RiAR (F 138) B X Otk Y > 2 i
AR (ST V8D 24T 7.

TR AR T SR PR L 2 RS U v o siEl o
e &2 7R, ) v oRBEMERE, AT h IR
4% (follicular bronchiolitis : FB) & # 2 57 (Fig.
2A). JEMAIZ CD3, CD20, CD79a Bt /h~Hiy
VORERDSIRAE L, WRHROMZ CD20 Btk ) > kBN, &
#1X CD3 R v SEskERLTH Y, LR 7 u—F
V74— iz ks o7 (Fig.2B). Lo L—FRIHIA
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Table 1 Laboratory findings on admission

Hematology Serology Pulmonary function test
WBC 1,800/ul CRP <0.3mg/dl vC 3,520 ml
Lymphocyte 24% (462/ul) IgG 2,066 mg/dl %VC 99%
Neutrophil 58 % IgA 392 mg/dl FEVi, 2,260 ml
Eosinophil 1% IgM 122 mg/dl FEV.% 62%
Monocyte 15% IgE 351 mg/dl %DLco 73%
Basocyte 0.40% ANA X 640
RBC 298 x10"/ul RF 311U/ml |Bronchoalveolar lavage (from Rt B°)
Hb 9.8 g/dl ds-DNA-Ab 6.0 1U/ml Total cell count 308 x 10°/ml
Ht 30.0% Anti-Ro/SSA-Ab positive Macrophage 25%
Plt 204 x10"/ul Anti-La/SSB-Ab negative Lymphocyte 69 %
Anti-CCP-Ab <0.6U/ml Neutrophil 6.00%
Biochemistry PR3-ANCA <10EU/ml CD4/8 1.88
TP 7.8 g/dl MPO-ANCA <10EU/ml Bacteria negative
Alb 3.7 g/dl CH50 73 U/ml Mycobacterium spp.  negative
LDH 689 1U/L C3 32mg/dl Cytology Class I
BUN 14 mg/dl C4 16 mg/dl
Cr 0.81 mg/dl HIV-Ab (CLIA) negative
KL-6 689 U/ml HTLVI1-Ab (PA) negative
B-D-Glucan <0.5pg/ml IL-2R 1,109 U/ml
CMVpp65-Ag (C7THRP) negative
Cryptococcus-Ab negative

Fig. 1 Chest computed tomography on admission shows a reticular shadow in subpleural
lesions and a pleural thickening in the (A) bilateral upper lobe and (B) mediastinal
lymphadenopathies (arrow). (C) Chest computed tomography obtained on June 2011
shows peripheral ground-glass opacities in the bilateral lower lobe.

B EEN~NDY) Y 8EREH %19 lymphoepithelial le-
sion Z B 72728, HIAMAREIE B I N0 ) > oS
(MALT V) > 73JE) & o dWEETH -7 (Fig. 20).
ZOEMNT, V28RS LY ERES kg L7

¥ (Fig. 2A), V) ¥ /7SRO M BEN DR % 1F - 72 155
Fe D% RO 7. 7 B Epstein-Barr virus-encoded
small RNA ¢ situ hybridization #:3 X O IgG4 Fat:iig
B TH o ) VSEIZIIRE SR L, K
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Fig. 2 (A) Microscopic findings of the lung tissue show lymphoid follicles (arrowheads) that surround the small bron-
chiole. Some bronchiole lumens (asterisk) are narrowed by lymphoid follicles, [hematoxylin-eosin (HE) staining, origi-
nal magnification, x125]. (B) The germinal center cells stain for CD20, and the CD3 positive lymphoid cells surround
the germinal center. (C) The lymphoid cells form a lymphoepithelial lesion (HE staining, % 200).

HaZ Y > o8Bk, REMN, B R oRA 2155 &
L CRIEFMMBAHAE L Tz, et (CD20,
CD30, CD15, CD79a, TIAl) THEBMEMRZE %D T,
7= A FA M) —THRETTTY BT OR
NZROBNTEDNL, USTEY YRk EEZ b7,
FRICHCRERR B DN, wThoHCRE
PP DTS WIHEAE S i 72 397, MIGHIS T T OB
] & 7R 72 7= DR M BIGE 2 17 5 7z
2011 4F 6 IR A Ic CRA AR E 2D, WH CT e :

BEETAHSWOESE, WM FEICEIRT Y T ABRED Fig. 3 Chest computed tomography shows diffuse

WHL % 2072 (Fig 10). MEREZffolnk 5 bilateral ground-glass opacities and pleural effusion.

Schirmer #BEF P (4245 3 mm/5 min) , MEE WK T (7
2 GRBR R 3 ml/10 min) B X OMEEIR Y VF 75 7 4 —
TOHEMIKT %0, Sjogren JEBEREE E 2 SNz, A RICHENEAZZ 2L, W CT BEEIZTOE AT
F V7L F=vu > (methylprednisolone) 45mg/day DT ARBEOMBZRD (Fig. 3). &Ml
% BAMaTR, PR 12T LERS ) > 2 XEE R & Bk L W2 Cryptococcus neoformans & 2% 5\ L7270,
72lzh, A7uA FigEERBLA LA L 2011 49 FlH AN LI B L OB mH [T 287 ¥
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v B &V — 24 (amphotericin B-liposome) 150 mg/
day, 7/WV 2+ —) (fluconazole) 200 mg/day] % BH
L7225 2 HRICMHRASIZL DT L. ®RiZes
PEIEHEE 2 ) 7 h 3y b AE (iligs, RS, WIMIE)
ERELTWAEZ EPERIN.

FAREGNIZRE L D ) BRI PEETH D,
CD4 Btz 58 7z (2011 4F 4 A, #) » 738k5K © 380/ul,
CD4 : 83/ul). V) ¥ 7Bk A d R ek 2 BT,
HIV, HTLV-1iZwsndEt AL 7-Eiicd 2w
RO o720 HIV 285 L 72w CD4 ) 3Bk
Frlt i 2N 2 389, Sjogren FEMERHIZGHE L2 ICL &
Ezohiz.
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RUTEIRZE . Mk L) 2 #iPAT, FBAYSUIZBIE L
72 I HWEE VA, REGNT LM FERERE D CT Thli
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WKW EWEzHEET LI EMBEN TV A720Y, FB
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ASER) TRERI Y S FRIEAE 2 80 ICL & 2 W
L7z. ICL X, HIV R ZDOMORENEIEITIE L 72
WEEICBIT S, FEER CD4 Y Y SERIRAMETH D, 2
B 2L EDOREIZB T CD4 ) ¥ 238kt £s 300/ul LA
T, B LIIHRY Y RERB D 20% N TR s g,
Smith & O TIX, BREBRBASTEMEERE N E LT
Wt SN2 230179 B, ICLIZ4761E XbDTEFN
LENZ Y, ZOEEGTIEHCRER D 6 B
EELD, RELEZEZONTWSY. ICL ORERFIZ
AR A% 7S, Fas BIZT I X 5 CD4 BatEfiia o
apoptosis D ME Y, CD4 Bl o i ks & O
turn over DTLHEZ EDRFATR ST WS, Zonios
Hid, HemEMERATRBIEEREOMEICLY
CD4 B PERINE @ turn over 2STTHE L, & 5 IZ4FE DOFF
RANDRIERLEPE T T 5 EELELTWBEY, FEREIZ
ICLIZ HHI &G 2 &0 L3 <, $712 Cryptococcus
B X O Mycobacterium avium complex (MAC) &G
OHEHZL WY, ICL @ HATRIEG I3 % EBE O P
BRIEIAHTH Y, FHEEICEH L TOET o 72 WffH
ZOWOPBUIRTSH D', BN T HIV ERH BT
5 HMRBIIED P AA K4 VR L LZRE LD
WS QAT A, ARG TRIIFHYEZ ) 7~ 3y h A%E
PRI L7228, Rl ouRA 2 Een ) o3 EkigA B X
WA T U FEEPEGY) A7 B @izt E 2 5Nk,
AIEB % 38 ©CHRIFAROFEBNCEI LTI, 512 Cryp-
tococcus R° MAC Z# (& L7z, HHREGT B O Weas
PRETHLEEZONS.
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A case of Sjogren syndrome complicated with lymphoproliferative disorder and
idiopathic CD4 positive lymphocytopenia
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A 55-year-old man was admitted to our hospital complaining of dry cough and fever. Computed tomography

showed small nodules in the bilateral upper lobe and mediastinal lymphadenopathies. Thoracoscopic lung biopsy

specimens showed findings consistent with lymphoproliferative disorder. He met the criteria of Sjégren’s syn-

drome and idiopathic CD4 positive lymphocytopenia, and then suffered from recurring pneumothorax and respi-

ratory failure. Systemic steroid therapy was started; however; he died of disseminated cryptococcosis. Lympho-

proliferative disorder and idiopathic CD4 positive lymphocytopenia are uncommon disorders that are

complicated with autoimmune disease. Moreover, the association in the present case between Cryptococcus infec-

tion and idiopathic CD4 positive lymphocytopenia was indicated.



