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Fig. 1 Histological feature of the thymoma and chest CT images of the patients.

Hematoxylin and eosin staining (A; Bar = 500 um, B; Bar = 50 pm). Medullary differentiation is detected in the thymic cortex. This thymoma

is type B1 with many lymphocytes and thymic cortical epithelial cells in the cortex. Chest CT was performed at the onset (C), and at 3 months

(D) and 9 months (E) after the treatment of the tumor. Chest CT films show a well-circumscribed mass (arrow) measuring 15 cm in diameter in

the anterior mediastinum before the treatment (C) and the reduction of the tumor mass (arrows) after the treatment (D, E).
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ABEREBUE @ /R - 38.0°C, ME : 120/68 mmHg, JRiH :
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(34nmol/l) & IHL L CFEEFRD72AHY, CRP 12.62 mg/dl &
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) TFEER T o7z (Fig. 2). LA L, MG SE# Sk
24F 4 RIS, I D kIRS 7z,
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Fig. 2 Clinical course and treatment.

The patient was frequently admitted to the hospital with cytomegalovirus infection, candidiasis, bacterial pneumonia, and mycotic pneumonia. HIV

antibody test was negative. The patient was treated with antibiotics and intravenous immunoglobulin. ST = trimethoprim-sulfamethoxazole,
AMPH-B = amphotericin B, CAM = clarithromycin, VGCV = valganciclovir, TAZ/PIPC = piperacillin-tazobactam, VRCZ = voriconazole.
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Y7 B 7 VIE, BHIROERS SREEORE B )
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vitro 12B1F % TCR (T cell receptor) 12 £ % T il o> IL-2
PEAE BRI T 70 SR SE O BE MG S TB Y Y, BE
M2 X Haemophilus influenza, Pseudomonas spp, Streptococcus
preumoniae 72 & DM EGUE, cytomegalovirus, Candida albicans,
Aspergillus 72 & D Wb 72 % 0 RIS 2 SR 24 Y K
T, Good SEMEBE O, WkTH 150 HIA4Y ¥ LHTH
HA5, RFTIXA0BNEEY L EHIZHTH S, Kelesidis 5
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A2, A3, B27, Bsl 2 LD s T Y ABlD A2
PETH 7255, AED Good FEMBHREAEHIZ51F 5 HLA 7%
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AHEG] & FEAL L 72 Mo B B 53 MG 12 Good JEfBERE % & 0F L
7o, EWNSRE RS THRT, Fx ORER LISZRY T
WEAFEGIDIZ DN 8 IO AT -7 (Table 1). Kelesidis & 1,
Good AEMEHEEE D 42% 13, JPRIE LB shzob, 35 H~
18 FDOMH Z#ET, Ky /a7 ) VIiE, HHREGSEZR &0
TUEREOIFEPHEMAL L2 EWME LT b, RElZ &7
9 FIOMET (Table1) TlE, MG JJED b RIER AT %
FCOMM (term 1) 1&, 7HIT8HMUETH 57 (term 1).
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MEFEOEYTNL L, 7)) —E¥E2RT 5 L) LEEFOH
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TWVLBINE -2 EFFON L. NlilEo WHO 54
5 HIZAAREN AT — B OEEERD o2 b DD, itk
V2 WL A R0 i A% % o 72 V1 R P |
{LEBO 72961 O hsm S, HEATHI O MIIE DRGNS\ 2 L
PHBCTH B, & 512 2 BTl O BT O & B 2GS
ENTWA L SR, AREIO MR b FAER IR
if]43%E C Stage IVa &, #fTHICTH - 72,

Wh W b Good FEMERETIL, PRCA R MG 7% &K D47 H
TORIER 2 RRE S 0T 5 2 e 3 5NV | Kelesidis 5 13
WIRIE % & 72 Ml Al 1, S o B CURIEr 2 A RELC
EERNTH D05, HEARIIK L CUIRRIZ L E S L
Twa Y 4E09BIOMETY, PRCA, AN, GVHD
BATRE, MIBIEZR B2 A6 LA, Sho 0HCRIER
FRREICHL LT, JRGUE 13O THATETH 1, KHlZ & 7
BI2S, SOIEAEIRBOFED S 3 FELINIRYE, EES
R ETHILE L (term 2).

BARSIE, MG EED 15~25% D MlEx 40 L, Mol
B3 MG 3 0F) 25% AN (PRCA, EMEINL), REAS
(Good FEMERE), WREREE, FRRER (MITENLE, Mo Bg
GVHD FRALRZAE), B8R 7% & OJEEEPEIRE D7 { &
Lol AT AL MELTBY WY, EBER L ) L EBRE
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CEEREBHLTYS Y SRS, JRIERE MG IR
JEREH MG 12 LT, MR IS EA T DA%\ 2 &, MG
WBESEGID S, BRRER 7 ) — B0 BHETH -2 L F
L CWa WY —J5 KBl % & 9 5B (Table 1) T,
MG (J LB RE DS 2 <, FFIBBYAEIR O 1 CIEL KGR AL
TEETH- -2 DML T D SITEERE . iRiEH
Fed THIIIE: # R RERE IZ L 2EREF &R F 2 &8
RSN TVE Y, 20T HEH I TR, JE
PN CREAE S 72 FH EBUSTE CD4+T M ATRRS U > 7 S
B L, BAfa 5o B Ok EA % 2 L T MG RS,
g, 7R EDMREERIACRERE 2T SR T EER
SNA. 5 HIRIERHE CD8+T Mzl HLA class I # 4 L
THIM S CDS+T Milfin & L CHEEDREEZ | & 42
EHER RN, SNDSRIEAEORERFTO—K L %> T
LTRSS E 2 BB WY SEomE T, IS Y, &
A5 POfEGIT, CD8+T MIZDIE, CDA+T ME DA A
W SN TWwAH. AL, CD4/CDS LI EHE % 8o o 7z
7%, CD4+CD25-T e ® H 375 CD4+CD25+ T Mg i e~
THMLTBY, CDA+TMEoEE LIcEESY /2L Tw
722 EAURIE S, CMV &Gt EHBAR L 728K & 7 5 T
T REEDS D B SRS, IIRIERTE MG CId sz
DEMHES HLELRBEDNS L, Ky Z7u7) VIER 2T
DA, BRI AOMBERORAEIC T EE LT, KR L
IgG EOFHIiAAT) 2 EAEETH L Z & 25 L T\ 5.
WU LT, IEREE AT 2 HlRIE R # MG Tl
TRBIBEENHIE CTH - T, EIIENTIEA TFHRA R
AR W L2 SHICBLNETH S,

KL DOBEFIL, % 217 [0 H AR F S PEE 2 (2016
F6H, HH) ITTHEELL

BHEE RN - BN R & OB R 7 22 2
BE AL R SEIR BRI O MG A R0, RIFFERTI02E, 515
AR L E T
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Abstract

Thymoma with immunodeficiency/Good syndrome associated with myasthenia gravis

Shunsuke Takai, M.D.", Asako Tagawa, M.D., Ph.D."”, Tomoko Ogawa, M.D., Ph.D.",
Hiroyuki Kato, M.D., Ph.D. ¥, Noriko Saito, M.D., Ph.D.” and Shinya Okada, M.D., Ph.D.”

YDepartments of Neurology, International University of Health and Welfare Hospital, Tochigi, Japan
?Departments of Thoracic Surgery, International University of Health and Welfare Hospital, Tochigi, Japan
Departments of Pathology, International University of Health and Welfare Hospital, Tochigi, Japan

Good syndrome is a rare condition in which thymoma is associated with hypogammaglobulinemia; it is characterized
by repeated respiratory or systemic infections caused by bacteria, viruses, and fungi, as well as with various autoimmune
disorders such as pure red cell aplasia. A 65-year-old woman was admitted to our hospital with ptosis and abdominal
muscle weakness. Based on the presence of anti-acetylcholine receptor (Ach-R) antibodies, she was diagnosed with
myasthenia gravis (MG). At that time, invasive thymoma of Masaoka stage IVa was also detected. Regression of
thymoma and clinical remission of MG was achieved by chemotherapy followed by high-dose corticosteroid. However,
several months later, the patient started developing repeated bacterial respiratory tract infections, cytomegalovirus
infections, and esophageal and systemic candidiasis. Laboratory tests revealed a marked decrease of serum gamma-
globulin levels (IgG 586 mg/dl, IgA 32 mg/dl, IgM 29 mg/dl) and severe reduction in the B cells ratio, as well as a
decrease in the CD4+CD25+T cell to CD4+CD25—T cell ratio indicative of deregulation of CD4+T cell activation.
These results suggested that the patient impaired humoral and cell-mediated immune responses. We continued the
treatment with antibiotics and regular immunoglobulin supplementation through intravenous injections. Although
autoimmune disorders are often observed in Good syndrome, the association with MG is quite rare. The case report is
followed by the review of literature.

(Rinsho Shinkeigaku (Clin Neurol) 2017;57:208-213)
Key words: Good syndrome, immunodeficiency, myasthenia gravis, thymoma, hypogammaglobulinemia




