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BUREE © 1993 4F (407%) LD D OMFHICAZ S LIS

* /- HLA-B5S4 B2 CDPB % & 655 5 =ENEET

%0, 1995 AFIZHE DRI, BRAZ RIS EHRE L.
1996 4F (43 w%) 1 2URbZR L, TIRES NI & (RERE B R &
rHED, TriuryRBEETH) MG LB L. Bt
AChR HUERGIET, i & MBI 32 4 5 Bt IR % A & ©
7o, TLrF=vurWRERG L, PRI & B
M4t (50 Gy) & 1T L7z, MaBRAEoRELIL WHO 4345 B3 T
Ho7z. 2006 4 (53 %) (R T EED MR HE L Kol iE 25T
L, HRSHEE R A AT L 7 08ESS I BOK L 72, 2007 4F 10
H (547%) 127270 LA 3mg G, LARERG M) EE
RIFLFER TH > 72, 2008 4F 10 H (55 #%) | ZFmls R 571F
BT PR B8 72 & ORI ZRAER 2SI B L 72, 2009 4E 2 H (56
W), HESOHESEE VETE, BEE WEARICBIA
72, 4R 9 FIEvER B g % 560 L, WA eI C R 2
HHSkEE T AL, DPBEBHIL Y 9 Au~ A v %5
R L7z, 20104E 7 H (57 1%) ICHEEASBREIMET L L
PEVICEBREANEA Lz, 8 B B X 0 IEE SR B O BT HERE
AL UIHALZR BRI ABE L7z, RIS TR BR2 IS
BT 2 8k, IWEMREG Ex AR LD, HOREMEEE
KW Tzhsbidz, FREH L D ETA) LTRSS L,
9 B FAgMEHcEmE L7

RO T RMRIE : 7L F=vy 0¥ 10mg #2714
A2mg 7 IV ARTA T Y 400 mg

— B AATR - 55 176.5cm, K 55.2kg, 14 37.1°C,
I 115/74 mmHg, Sp0, 95% (ENA). BHEN 7% <, JHE,
FEE, REOMAT AL D7z JEVEG & RMEG T A L0,
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JEAYET L, CD4/CD8 Itid 0.23 (IE#1H 0.40~2.30) & KAl
T& -7z HLA IZ A24, B52, B54 2551 TH - 72, BRI
HAGHTI, ZEHE T pH 7.42, PaCO, 40 Torr, Pa0, 67 Torr,
HCO, 259 mmol/l TH V), FEHRIAEZE A & o7z,

HAEHEARA TIE, 3 Hz O MENFA RN (E R
TeyMimfs, GRS, 5%) T waning (37 <, $HAEX T R
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Fig. 1 Chest X-ray showed diffuse nodular shadows in bilateral
lower lung fields.

Fig. 2 Chest CT on admission.
Chest computed tomography scans taken on admission, demonstrating organizing pneumonia in the anterior mediastinum after

postoperative radiation to the thymoma (A), localized pleural metastasis of thymoma in the left lower lobe (B), diffuse centrilobular

nodular opacities (arrows) and bronchiectasis with bronchial wall thickening (arrowheads) (C)(D).
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WA K LA K12k o7z, JEE %D 2 8K T AST 281U/,
ALT 421U/, ALP 1,3851U/, y-GTP 7651U/, T-Bil 0.9 mg/di
L L7 2010 4E 11 HIZERBE L 7275, DPB O IE LI
FHEIED 720 B % < ) 222 L, 2011455 HICfEEfkE
WEAEA L, 9 AICERSHEMNE L2, TLF
=0 % 30mg HIZHE L AT 0 A K20V 28583 80
L7278, A b AT T A ) A &G % HF 58 U RE R 2 (2
WL/ 12 3 (585%), Bigize 7 ) WA D - b3t1
L7- (Fig.3).
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5 JE BV JERETE AL ER SR S 1, perifascicular atrophy <°JF EOJHER, MRV OETOXIHEL, A7 04 NEETH

BCPERG AN O SAEMNBR B L A & O e dro 7o, JEERN BIE, MEREE, B %, HEgGE L7225 DPBIZE b4
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Fig. 3 The clinical course of the patient.

The patient was diagnosed with MG and invasive thymoma at the age of 43. In spite of treatment with corticosteroid, thymectomy
and radiation therapy, the recurrence of thymoma was observed one decade after the thymectomy. Two years after the recurrence,
when the patient was 55, chronic sinusitis and bronchiolitis appeared as the symptoms of DPB. The treatment with tacrolimus led
to an improvement of MG. The patient also developed alopecia at the age of 56 followed by taste disorders, myositis and cholangitis.
Although treatment with corticosteroid improved alopecia, taste disorders, myositis and cholangitis, the patient died of progression
of DPB and serious respiratory infection, 3 years after the diagnosis of DPB. mPSL: methylpredonisolone, PSL: predonisolone,
MG: myasthenia gravis, AChR: acetylcholine receptor, DPB: diffuse panbronchiolitis.
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Table 1 Reported cases of diffuse panbronchiolitis complicated by thymoma.

Age/Sex Country MG assozit;:zlsv}v]:lfizr;nsloma HLA lglﬁ)cﬁ:l(’i,i?; Treatment for DPB Respiratory outcome  References
69/M Japan - alopecia ND + immunoglobulin replacement Death 6
58/F Japan - ND ND - macrolide Death 11
58/M Japan - ND ND + immunoglobulin replacement ND 7
65/F Japan - pure red cell aplasia Al1, B54 + macrolide Improvement 8
22/F China - ND ND - macrolide Improvement 12
54/M China - ND ND - macrolide Improvement 12
50/M India - ND ND - macrolide Improvement 13
45/M Japan + pure red cell aplasia A31, B51, 54 + macrolide Improvement 14
58/M Japan + alopecia, taste disorders,  A24, B53, 54 - macrolide Death Present case

cholangitis

MG: myasthenia gravis, ND: not documented, HLA: Human Leukocyte Antigen, DPB: diffuse panbronchiolitis.

WAL s, HRZIZLOWE, HEZEORT D7 il
WHEFEL, HAADODPBEHZ T, REITH AL
HLA-B54 HUS 3553 63% & i < ¥, #E P E OB TR
HLA-ALL & QRBFEDSHE ST 5 7 ik, JWREC &
b 7% ) SIEAEIE Td 5 Good SEMEHREIZ DPB % F8E L 72 BEFHi
FOIER L, ZOBMEIZOWTHUTO LS IHI LY.
DPB i, WM& SIS ) > SERR 0 g4 Ml i i3
WAL, TP T 2EE S EEZONEHERT.
HLA-B54 I3 WEMEE R CH 2 MR F I £ AN

HLA-B54 121) > 7 L7z {n T AR KB IR T Y v 738k
WRIGEE R L, DPBOZERTH L E L7z, ZOHEKIZ,
WORRIE 12 & b 7% D IBEALHEI X 5T Y A2 T RBEEGeD
M &, BEERT 2 @5 OB AR S 5 72 0@ O MR
BEREOBEEL, DPB 2 5AET 5 L b7z,

B (2 & BF L 72 DPB OS2 E THRBIZ B = 8
O B ) (Table 1), AFA S OHEAL . MG A
BHZ 1 BIA S 72, HLA OFEHED S - 72 2 fliZv37411 b B4
BT o7z, BBRIE ORI —EDMEIMIE o7z, 44
Ty 7o 7)) YIEE AL TW7z28, RIEFIZ 55
BlIy 707 ) VIEE G B L T o 7z TaEIC &
b 7 ) GRIEARNEAE TIIH SRS & Mg O AT E =
h, Ky 707y ER KM BB ORY, SF&F
LAV TSR S 2 2525 P AEFTIE, FRSIM
BHifaod & CDY/CD DK T 2 AL Oz, TNHIFAT
O FEGICE o TOALNLIEH VDD ) TORELTHE
L2 7%\, FIREO IS L b 7% > CDPBAYSE LI L
TREmESATEZDLE, REAZLL Ky 707 VIESY
GREL TR VIEGIT S, NBiE 2B L 72 5298 18 425 DPB
DIEICEG L TWBH L2 7

B 2 & b 70 9 MG Tl&, FR3FEREE, BiEE, REA4E,
neuromyotonia, WFFRMsE, LH%E, WEEEZ L, N
RO S 72 B RS E TR & 72 284 % isiE % &
s aZendHr Y. FEBTIR, 20 BHEBE GIER

& WEEEZZE L. REOFE CIETHKROBEEDYS { ]
Han, WREEEL AL 72 MG TEBEREZR & Oz iER
ZHFE LRV RIETIRIEHIBRERETD - 7295,
RERETHE,LSBEED, AT704 FMRICXOHEL &
DY L 722 Enn, IRIEIC & %) RIERE DR &
Zz7.

W0 L 8 % A3 A MG T, $ltitin HTK, Plryanodine
receptor (RyR) PUiR, PT Kvld $itfkz &R I 2 HE
POk e B IC &S s 7 REEBNIHT Kvl4 Pk hi bt
T, LIRS R0z W%k x40 L7z, Suzuki 5125 > T
5 SN 7280 Kvl.4 Pffid, muscular voltage-gated potassium
channel (VGKC)-complex % 5% 3 2 LA H O HLII K5 5
Ptk T, & QIHIRIERI T MG CTREICHM L 2 5. A4
BRI - DR E GBS 5 MG TN SN2 13, 7)) —
EREIERZ: CEEIERE OBESR, Y7 0ARY) U4
sU) WA EDH VY =2 =) YIHEROFREDIREEZ
%Y ARIEFUIBVTH MG IS LY 270 AADHT
Ho7.

Ml & o BIEARIE S N2 JHE R O KIE & 2 L -3 1
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BRPVTh oz & ICHCRIEEINE % & B S e pl
TIEMIRRIERG I X 0 FFRERERE EATE L, HORsAE o BE 23
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PLED X912, ABITIZIER L % 572 DPB DI b %
GIREEE B L, Wb IRERE MG o & 0HE & L CHLE
FTHIENTER. £IZ, DPBIEOAEIZL S ALNLE
BThY, EarPRICKE GBI 5720, MERE MG
DEZELZEPREE L TACRERSNLERETH L. MR
HEMG TlEHoWAHIEIAFIZHRTE L E72L) A2 L2 &QHILE
&, HEZHEIZBUI2FEREVDEVSELETH L.
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Abstract

A case of myasthenia gravis with invasive thymoma associated with diffuse panbronchiolitis,
alopecia, dysgeusia, cholangitis and myositis

Risa Maekawa, M.D.”, Hideki Shibuya, M.D.?, Takuto Hideyama, M.D." and Yasushi Shiio, M.D.”

YDepartment of Neurology, Tokyo Teishin Hospital
“Department of Respiratory Medicine, Tokyo Teishin Hospital

A 43-year-old man was admitted to our hospital because of diplopia, ptosis, and dysphagia that had begun three years
previously. He was diagnosed with myasthenia gravis (MG) and invasive thymoma and treated with corticosteroid,
thymectomy, and radiation therapy. Ten years after the thymectomy, computed tomography (CT) showed metastasis of
the thymoma in the left lower lobe of the lung. Two years after this recurrence, when the patient was 55, respiratory
symptoms such as wheezing, persistent cough, and dyspnea appeared. Chronic sinusitis, diffuse centrilobular opacities
on CT, and positivity for HLA-B54 led to a diagnosis of diffuse panbronchiolitis (DPB). Despite treatment with clarithro-
mycin, the respiratory symptoms worsened. The patient developed alopecia and body hair loss at the age of 56 followed
by dysgeusia, cholangitis, and myositis with positivity for anti-Kv1.4 antibodies. Although treatment with an increased
dose of corticosteroid improved hair loss, dysgeusia, cholangitis, and myositis, he died of progression of DPB and serious
respiratory infection at the age of 58. In this case, various autoimmune disorders occurred together with MG as compli-
cations of thymoma. Although alopecia, dysgeusia, and myositis are already known as complications of MG associated
with thymoma, cholangitis is not well-recognized since there have been few reports suggesting a causal relationship
between cholangitis and thymoma. Furthermore, DPB caused by immunodeficiency and respiratory tract hypersensitivity
associated with thymoma and HLA-B54, respectively, is the distinctive feature of our case. Neurologists should be aware
that various organs can be damaged directly and indirectly by abnormal T cells from thymoma in patients with MG.

(Clin Neurol 2014;54:703-708)
Key words: thymoma, myasthenia gravis, diffuse panbronchiolitis, myositis, cholangitis




