9

BRI 2 TR 22 L7 H S k) SN
BamEhE B (ALPS) Bk o 141

A case of autoimmune lymphoproliferative syndrome (ALPS)related disorder with ahdominal distension

B EERERR S 5~ NEFALS S ) AR HAK, LI & j(!‘% PR, SEH RE-F

RRERMRAZNEROY .mﬂiﬁiﬁ
% ____________________________________________________________________________________________________
[fBE]nE, GEGHBBOXM»SHFEL L EHOREBERY 58T A EBEREASESHN SN TV DS,

ZOREFLWZ L EHCHRERY >/ SBRERRE (ALPS) I, 7R M-V ABEOREIZ L > THRET 5
EDHOENTE D KRBEETFORENED LN TV, — T TREEETE TR WEAS FET 5,
A, FRIREVIC ALPSEERIER L ZZ BN D0 BERPH LD Lo TR v—FllonT#HET 5,
GEBI] 24722 Bclde 1RO AR, B L B % RHRICMIE THEDTh L2, BRI TH ) £
BEHBEINTW 2, ZOBVIERIFRT 5720, HREBNEZ Lz, AR, 25REBIIEO TR
TdH o T LFFEF 138 8]/ 55 DHENR % 7B 720 B CIIIEER Y M2 2 B L BB OEOIE L B 72, MK
RELE OREBEREDORER I 20 o 72, MEMRAE Tid, WBC 4290/ul. (Neutro 30.5%, Mono 5.5%,
Lymph 60.5%). Hb 8. 2g/dL. Plt 5.5 x 103/uL. % Ret 2.4% & MEKKD % D72, BHRE TZRHK
DAL - FEAZIER Th o722 26 IMMLIEREN T o 720 MOMEN R CIXERE 7 — & 2 HER
P, NT R T2 <10 mg/dL, T-bil 0. 48 mg/dL. PAIgG 64ng/107C (IE# =46 ng/107C) TH Y, =
NV AEEBEE E 2 S, F /o, IgGEE (2122 mg/dL) #3886, £FCTHRETEFOEH D) » /3
JEAE % 50 72 L OFT R 5 ALPS % 8t o 7275, F OFFE T % K5I o S double negative T-cellid1%
KimTH), MELSY I VBI2ZMEIZIEFE THo72e 61T, B FHRATEFAS - FASLG - NRAS - KRAS
BIEFIZERTRD T, ALPSH L URASHE A CRIEN ) > 88E (RALD) 3B ENTH 720 £
DIz, TNV AfEERE &6 L 72 ALPSEFERE & # 2. PSL 1mg/kg/day IR % 1T - 7243, [MERD @]
BIERONTCYANIRIZET L7z CyAIZX LTH KIBIERONTIHAEIX MMFIZEE L TRAFE
fToTWwh,

(%] ALPSEORRAT R Z 25 525 MBRELERFRENCBMEBHETE TOLRVIERNTH 5,
BIEL Y Vv — ABH 2330 TWh, B, LKL D3~ ]~ 0= V2B L THREI D LEEE 2D
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MER B FEERE 2 A o 72 XGHE Y 2o)
HAMREAREE type2 D — 1

Qceurrence of HLH in a case of XLP type2

WRITERAERE ARy MR B2, K A
e B - - i w1 |
RASNMEREEESS)y 1) e N
RREMEHALRERERELT ) B W5 &3 BRI

[l Coz] XEEHY o SsighEfE R (Xlinked lymphoproliferative syndrome, ELF XLP) 14, 1&‘)/ A=
7)) CISE, Y CoSHE. BIERY R Bk E EEER (hemophagocytic lymphohistiocytosis, LA FHLH)
UM ETAEREREARASIETH 5o FFIZXLP type2id 7 10— VRO R ZRTZ LML TEB Y,

BFERBUEOEFEE 70— YIFP BN ELPIPMA ST 5

GEBI] 175t 8., HERA. BB ERIRE 2320, 7 u— YiRribh/z, L TEINEER

THOL P RRELZRDOT, 7 VS (LUTCE) TZED»SEIBIZU S A% ED, d\ﬁ"ﬁfﬁﬁﬁ%%f’ﬂ‘f

LCHEBSB L CEEEDT 7 & PEREN SEMR L7z WHE G E 5 IERERE S R AIIE P 3F E % 780

TS REHED A3 T IR RS B NGRS s 0 — Ve L TRBEBE L o7z, JEHCT Tk

ZEMEDNGENL ) > 7 SEIENE & 5260 JEESE T V) > 7 SEIAM & AT L 72 AVEMEY) BT R B TH - 72,

ZDHb . £H0) SHER, HLHERZE DR L, XLP2EEWAAN & REOFRE 15 CRIZ TR

%% MifT L 720 X-linked inhibitor of apoptosisZEH (LLF XIAP) DAL T Id e h o 7228, XIAP#EETFIZF

¥ Y A RN E S, XLP type 20FMWr & ko 7z BEZ 10— YIHOBR 2k L TV 545, HLH

FERDEALT A, SoEru ) v a5 352 L THERE—FHIZHEL Twb, FAJEHCTRCE

TOHREBEZELTBY ., BEE TORE, BEFTR. %2 5 IR R (GRS E S L mZEE + 7

R —YR) ZEDETHET 5,
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JE I ARSI 10 4E A2 AR 1 TR IR e 1 i
AP % 72 L7 Wiskott-Aldrich SEEEE O —H

Late-onset noninfectious pulmonary complication in a post-transplant Wiskott-Aldrich syndrome

I R R )y GRS L
RRERERASNER ) WE B2, TR B, e 58, 5 Bl R T

(12 U] & Mm% 3 40 B DI S8 4E L 72 IR RS o0 BRIl & B E (0 28 14 R R A M il & B2
(Late-onset noninfectious pulmonary complication : LONIPC) & FEi£iL, FEARAER - #£a8, BEMA,
WA RE R A, MAEMAEIC L D, PIEMEMSE LK (bronchiolitis obliterans, BO), BO with organizing
pneumonia (BOOP), idiopathic pneumonia syndrome (IPS) (2508 &N 5, M SN TW B RER O EE
BRI EACHESREETH Y, BEREGEASEICBITLREEER )R 7727 ¥ —3AHTH S
iE 6] 1378 55 8o #2374 A B 12 Wiskott-AldrichE B #F (WAS) L B &, £%80 HBICRED
Busulfan (5mg/kg/day X 4days). Cyclophosphamide (50mg/kg/day X 4days). horse ATG (lOmg/
kg/day X 4days) & BIALEIZ, HLA —3FEMGE MEHBIEZ 1T - 720 GVHDIJREZ 8 L BHE 8 H
B CREISE 2 Ak Lz 8RRE L D HE LD, R4 ICMBERERSRONE L) o72. 105E
X V)%f’ﬁﬂ%@f@%%%é"l&) i B R T B EBENAZRILL 72D DOMREAT5TH - 720 11HEEFIZBO
ZWL., OV AEEEZELATOA NFIOHRGR s 70 A AOFE, EEBER EOHEELT>Tw
BEURRATHTHY . KL6D LF, WRAEOETHRONE, 2B UEIREAHOME 2 &L T
VBT, BEOEEALTEEE L HBTE N T W5, ZoHe B CIFRERIZEE L T & TB D IREIC
L Tnb,
[£%] LONIPCIL#&E MEsMIaBMEZEDS-26% LMEINTBY, BHEOQOLB I PEGTFHRERE L
#7290 GVHD & OG-8 S TV 5205, BERBITIEZOMONEER - GVHD bR % < B 55
EFTEOERAPHY, SNnFTHE SN TWBLONIPC & 874 2, FiiLE O Busulfan % B A5k
EIZHG L TCWAMEELH DL LEZOND, WASKIZ UL L HESHERERSEIC B 5 &Il
KRR ORI G IHEDIE I % L EROER L TEF A1) X LD Re 2 B HSEHE AT LE OB %
zivamefﬁmﬁw@h?mﬁﬁmﬁﬁ# AT (N
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i MLl R B AE D 1451

A case of X-linked agamma globulinemia undergoing allogeneic stem cell transplantation

(B

XL AT} 95 [n] i 5

REERAFIAAR Y R o ot A0, ANVI]EAS
HRERHERIA S NER ) I Bh, R KE

[E&] 7 b v BET <707y VIE (XLA) X REAE EICTEIET 2 btk BB TFOERIZ X ) I8
THMMERBEASIETH B0 WEILT T 7)) YRADEHHFTIZL D FRIZE 2V E SN EDS, —#
DT —ATEHBRGEEDOLY Y — P2 EL, EMFRICEETLHEbH 5. AEEITEIZBHBORE
REAETH A D0, S S 1T o CRIER T ANBZ T LW, BREEICIEH AHEERT
EHBEEETAH L I L@ ONT, FOBBDHBEE 25, 40, BB, ML m., SR spE gk,
MEBGR IS, BRIR L Vo BEHEDO RO H 5 XLABE IS, HLAMAE O 5 & 0 [R5 sl R 4 % i
TL=DT, #OREEHNT 5,

LEGI] 288, 4F ClRETr a7 YEBOERNHMA LT > CELDS, BRI Lo LT LE
FEHER R AE 2 4R D R L C & 720 BBOEMOER L AV2S 2 CHMEE MR EL HiTT 52 &
Eholze FF—IZHLAMEO M T, B IE KA ML % vz Bili#E I FLU/CY/TBI 3Gy/
ATGE L, GVHDFFilzCsA/MMF & L7z, BRERDERS dday 11 TH Y, M/IMR>57 & 7% > 72D
day 25 CTdH o726 CsSADFEIEN HRECINOEE I, d44 (Zstage 1 DEFEGVHD #2880 7255, #1110 H
DFEETHBL TV o7, day 43T/ a7 ) Y EEOFTIL R I L2, BIRE. FOMBE & 274 &5FE
%<, day 75ICBEEE 2 ) DIBICRTRABEF CTH 5, 1gA, IgMiIBHifiday 75 5B S UGD,
PiBHUAE (&, FH—E b AR) dday LLICIH SN S X9 10% o720 KRECidday 162> S S
IEDTCTEDH D day 50 F THM L T o 720 TRECIZRHEH 2> 5 day 70 DB &S F TlEME STV,
[#5E] XLA WK ¥ 2 FfEE MR BEIC ST A MmETEFNTH Y, MEREOFBELLERT LI 2
TIHEEREN L EZ 5Nz, B LR 7+ 07 v 71Ed b5 ANLETH L5, Wﬁ%zﬁmlﬁ_‘éﬂ%o:; )
FIEBEOZ &N S SIZM BT E, XLACHT A2 REEE LD 9 50 Ltk
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i MLl i B R TR 24T 572
X S R 2 AE D 141

Gene Therapy for Chronic Granulomatous Disense

E R EERT T L 4~ W ERERRES ) TE R, R G hEE SS T, ID L

AR KE SRH HE, Bl AL, 50 B2, MR R

BAESECS—MER ] Kz
mRASNEROY A
(8] XHEBBEASEEE (X-COD) ORBEEI EMEMERETSH 505, HLABE K —25nin

X-CGDEEFIIZ R L T, BRATIE 14T§1Jb:i‘a"ﬁ:%‘(d%ﬁ?ﬁ‘?‘ﬁﬁﬂf:o 4+[a], F& % 13K E National Institutes of
Health (NIH) & 3tRTX-CGD D161 L by A L A % Fv 7z B M E S TR % E/ L 72,

(B & HEEMZ20RD BT, DPEILEELRRGEL RV ELTB Y, 4 EIEEOHR)
VOREGEL BT AV E L ZE, FFAFEICER L Tz, HLAEA FF —AIED 72 0B A2 £
8 72 72 O BAR TR 2 1T 0 720 G-CSFIZ & o THRMIMAFE S 1 72CD34 + S IMEHRE 2~ SR L . A%
MTL PO A VAR Y= HWCTEEBETEEAL, TANT 7 V2L BEILE LTV, BETEA
Gl R 2N AR

[ R) 1BH 28 H 2 O KA ML A S B T8 AHIE 2N B L 1668 B DI O B R A i ek (R
TEEAMIAG) B 40 /UL TREE L 720 Y & —BEEAT LRI IMAFHER, BER, BAIL TR S n/e 7,
AL TIXRBD Ldolze Tz, BRIRIVIZIZ, RIEFUSOMRT & 2HE) » 7 SE RO BRI % SEA AR b7,
[£%] CCDOEKEET IMBBEIEAEICEE L v, ) Y SERROREANSIE L B ) Bz TEA
TR A RN CEMICHIET 5 2 & (BRI (34 Ve #0720, NIH & FARIZ, REFIT D KM
FOBETEAMBIZE% TRBL TV, L L, NIHRAREF TH S NZEIHENLFHF L, BEZTE
A AS RN TR R % A UARRNEE L /22 2 RRT AFTR & £ 2 5, S Mme i) H
BRI TR, BETHROLEMEIRIE SNz, S OBEBEL BOLRERLHY Pl W TR
B 72 BEAM % #EBE T B o
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HO-1 KIEDhE 6 BN BUT 5 k7%
i NPRZRS [ g e

Clinical findings and organ injury in 6 cases of HO-1 deficiency

S RAFNERREZREFERELZIEE ) PR R, R 1. 1EK 168, AR 5%

[FLoi]AaFF o7y —F (HO) WlWMBEELF SR ITALEHEZEY VY v, —BRILE
KL BRI DRT B, CUNRLVI VL ZORREW TH S E ) IV E TR S BRER» S 0 . B
LA M L2 & Bl E 2 HH S 20 F 7 —BALRRIEREERRRTE 2R 75 2 Mo Tnb,
HOWZE, HOL L HO2DZ2DT A4V 74 — ADFERE L. HO-LIZER LA P LV ABRCFHFE S, B4 04k
BN B LT b, HE S 15 ERNSHR TR T, HO-1 RIBIEER % #ds Lz LI, HO-1 D&
EFEELY A4V FOLEBITERL T b, ZDSRERIIETHE—DEEFZER (non-sense) #FH L T /2A5,
SR IRERZ RO, WESOEMNZED, TNE TITHEL TV A GEFICOWT, BIiZITD & 5
PT LD 2 HERBOMAERT R, BRIERZ S22V TEET S,

[EBIFRIR] SEIEAEWDILAETR6 + A A 5 158 E TIRIAE WEEIZA SNz, TXTORERT, HHDFEIER
DIEY — FERD L FE T, FRIREBHEATRBO TRV, —HCHIEROEHCRERE L &%
BN AT 6FIFF2EIDANTIE, EFELTWEA, MO 46135 s A2 S BEDRKB T L

B BE %D 4 VI G, BRI ORI - IR % B 70, BERMETT L IR - BER. 7= Y
F . LDH O 2 B, AST Lo E O HERERE S, 2 /2 VRIS % 10 2. I E Y L E > O
% 2B ED, HO-LRABIE T d b L2 HBOME P & L CHERR S 17,

(B8 & ] SRR O Z8RED & L HO-1 RIBIEAERRAIZ BB LS 2 12130 5 O8R5 b ) 7'—
Yo TWATREEARIR S Az 7 LT, —HERETIL, MENEGEL SHSMEEEI LT,
EGFREFETH Y, RHIORE - BE - BEILETH L 2 EARBR SN,
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WHTOIL-10 28R A REEOHIKRB L
NIRRT RE JhE P e RO MBS R B A% T-IAT Dk A

A case of [1L-JORA deliciency and whole exome analysis in patients with VEG-IBD in our institutes.

BAAFAFRESRAAIRAESSE )y sk B ER RS R BR
ERRYCCORERABSR)) ME 302, B KRB
WhE IS ERITRRINER ) ) gaR i

JAETER R (IBD) % 089 ST RIEAR 2E BN EE, IPEXEBERE, NEMO 2%, Wiskott-
AldrichdEfE# (WAS)., XIAPKEEE. CVID (common variable immunodeficiency) 2585 & LT\ b,
WASP, WIP/ v 7 7 b AB LY TN v 77 b A THIFEE % 0 ) KAt B x o

» Th2fRAL & FEE THILO A B L OIL-10 Y 7 FVEESRE SN TS, TALOERBIINA T,
RS 7 F IV ORETH HIL-108 L CIL10ZEEREESHE SN T b 1, AT &0 KK
BT 7 ) — LTI LD S OEFCEEERERASEEEORTTFRERLSNPHEE L TwEI L
ARENT WD, NEHIFEDIBDIE. BA L IR L CREMEEETRE L ERE L T 5EHAIPZ VL
FRENDH, RKIBIZBIT 5 FOMEEILRIZHL LTI RV, SHEFE A&, FLBHEED IBDIEF D5
ILI0OZBHRARBELMEZK L0 T, ZOMREBICOWVTHET 5, [L-10ZEFAREEEMIIAR
HTIEWOTTH DA, MIFIL-I0ESMED O ARIE L BV, ILI0ZEERABETFIZIT /87 Y FATa0
BIEFERRREE L7z, SR BB RIIPHRE L 7 LV F —ERZ v, BRSO FDEIEY
BABA D - 720 IBDEERIZHR & & O ICBPUERIZH D, WEIEBE TREB L TV AER L 2 b,
IL-10 ¥ 7 MEiER I, BERIEIZB W T D &R 2 BN E 263 2 B3 525 BT6maiET
W) CEEHOmERLH ) O TFIREEERT S, ¥R TIZINE T/NEHFEREIBD EFIF 20
TEBI % AT L #92-38I0IEBI CHEZERFERELMEE L TWb, FLRMSEDIBDIXERKRIICHEED
Wy & TRREIEIR SN EE 2 56055 1 . EIETF LNV OIRRBIT ERRRE AL S RKOONLBETH b, G
b ABEBBEOMBIEETDIR BEBETFERBRE, 714 CCHEEL 7 v — ARAT) L RAERT R
R LTABIZBWTOBRICET LW EERZTHBY) , BT REN 2 EEL TV,
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IgGH 77 FARIBRRLT
[RYES IgEAERREE D 151

A case of typel hyper IgE syndrome with IgG subcelass deficiency

EARE AR BRI ERAY AP RESRAAARARE ) T el
BEXFIFRESTIARIEREL ) AT T, NIA AL, itk &R, BRPE e
Hrmk#sERESw s—BERRS>) A T
BLSTAT BREETRAS/ 37 ARV —THALRENETR € s— REAFASRELMRRREIENS » /NH R
BLLTREA HORBEARA S 37 AR I — T HEESENEHE L 24— ) ZNE I

[F&] 1B oBIgEMEERIL. SRS, BUHEE. BIEIUEDRERDOBE ML T, & - 8 - 5Kl
MO BE £ ZIMBERTH b, MFICRIGARIEFEZRT I DS\, S, HE S IXIgCH
775 AKE, IgARME R L, B IgGH 7 7 T AKIBIE & B & T W72 T8 IgE ERBEO BT IC
ThTZ WA ) —= v TIREPHRTH o 7HER 2 R L 7O THhET %,

[REf - AR AEGNE 12 2 te B EICABRE X ) BB %R L7, 45, §i5 - BB O TP
BRIZOP2OOT, MEBICBRLAR., Horvru7) rokd 507k, MLBEICDBELT
2 7UTY RECTHE, Z0ZAREICTIEE2Y 77 T A KB L BW S M. KEOTHEES
I T RBATHEE L BTz ABi. 115, WIREBIROMEM % 5 1720 128K, oGV 72 5 AK
BREOEELHLRINLGEL S L. %P, KVWARLBVROBAEOEBR L ROz, BHORMIZ
ERIZHR L IBEER - TV HOBIROBEIZ 25 - 720 WBC 4000/uL. (35K 10.3%) . IgM 257
mg/dL , IgA 27 mg/dL , 1gG 1934mg/dL (IgGl 1450mg/dL, IgG2 28mg/dL, TgG3 & LU T IgG4 %
JELLTF) | IgE 7401U/mL, #t7 K Bk #IgE 0. 47 UA/mL, /K 1gG 0. 6EIA MM, HLHEIgG 7.2 EIA
fifi, HUEIE1G 82.3 EIAfM. IFrPEREABESS. 7%, IFFRERIEAE 99. 5% PHAIZ X %) ¥ /BkGE LR
J& 147793cpmo B [gEERBEONIHA I 7I1d 32 Th o720 L EOER LY | PikBEERSE. & IgEiE
GRS Z T 57201070 =Y 4 b A—% — 2T Thl7BHAE 2 @i L7z, BETIHEE AL L
TR O Th17BEEMIEAE L T LTWwWie, TOOSTATIEIZF XN L7-& 2 ASTATI®
DNA binding domain.EiZp. Arg382GInZE#% ~7 UMD 72,

(B8] REFOIMERE ST T ik, IgG2DRME, 1gG3, 1gG4 DXRIE, IgA DAE, IgRIEFEE D k

DFFFTIXBINCER EE R b,
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Xl..fﬁfékmﬁ‘/‘?ﬁ‘ﬂ7') ¥ MRENZ 5 3t 2

AP LMERE ARt 2 & 72 L7215

X linked agammaglobulinemia presenting with Kikuchi-Fujimoto disease and hemophagocytic syadrome

AMKERERDY RN A AT EESE, AR R, HhEF A, U SROR,
__________________________________________________________________________________________________________________________________________ Hﬁt%@%ﬁiﬁ?ﬁ
pkgEELEmESE Dy  GH B AR B HA Bun
AIAFTAEREERIEE ) e Jes2, /MNH FEE

[#5E] X#E#mET <7 a7 vifE (XLA) i3 Bruton's tyrosine kinase (BTK) B{EFOZER|IZ L -
THELZBEEEOREASETH 5. BMIEO RS LEEHE K CRABMISHFES T, WikftE
REXELDLD, BE) 7 F 2 b OHCRERBEAHT LI LML TWE, —T, HH-ERRK
(KFD) i, #5632 528, FREERY) »HERE 2R E L. B0 E 40 /oW E 00T RICHE#O
ENBBEOFREAHOEETH S, BRERT L EMEETH ), CDIT ML & MBEERASE I HRRE I B
5428 Twd, XLAKKFDZ A L#MEIIN T TRV, SHEbNHLIIEXLAIZKFD % &
BEL . MEREEREEREIZESTEMA 2R L -0 THET 5,
LER] 28mBE . XLAD/OSTAFIMNAR L 3MAIC 1 ERE S 1 7Y Y HFTEEE 1T Tz, 19 A
HI & O EMigE, B7KIC T ABEIR R 72 o 720 MiRIZm 41283 L Cnwicds, @ik, &80y v/ gk
B L, A B LU, LDH, 7 20 F >, EHIL2 SEEORE S E 2 2072, 59 H ORI Y
YSERY Ty M TR THBOMEINZSS 0 BHRAETIZIMIRE RS L RO, IRE AR L
BT L7z 0%, DICHEEUIEIT L2720, 6 HIZER Y VSEIEMREZ TV, AT 04 /3L 2K
RE CSAB G ZBIR L7z WREMAEH L) B0 IOFE L., £ RBIIEEE L, B v/ EohE
HLEE L, 9 A ICFDGPET/CTHEX T 0%, BHERTZOT, 72U Y@ OB TEHERIL
B otze MIERMRE LY EBV, CMVIESUEIZTHE S, S8 IRERERT o & KFD & 2
L7z CSAEATHA N2 L. 3505 HIZBEE L 720
[£%2] KFDIZ THIM & RO 2 OMICHEE LT A L ENTWAED, WSR2 ERIZbD» - Tk
o TRETIIBMME., NKffifaidiz L AR ONT, THRISKZH Y 5D 5. XLAEBHES{LREEC
X5 BHIFHEER S TH ) REFTRAYRT L ) ICKFD OREEIZ IR BRI S L 22\ 2 AR S R,
KFDIZMEEHRIGEEZ 1285 2 LN n)S, REFO L ICMIKEEEREELSHTLII L IS
bo —H XLAWKMEREEEBEFEDSEP LR EID 2L, 777 7 A VZAPRER E Sn-RmESELH
BDHRTH D, BTKIZBMIORADO AL HF, HIRRIFHIRE L0 L) 2 BRRIERIBWTHEEL
CRERRTIENRESNTEY, KEFADOIRIEILS BTKEGTOEENERL T2 REMESH 5.
(f%]mm%AﬁL%MA$%QMmeiLtomﬁaﬁf&ﬁw SREWCBTK B TFEENES L
TREBEE D B o
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TR 2R IRRREIR 2> 5 NFKB2 @ s+
RN LR 2RI CVID D14

A case of early-onset CVID with alopecia totalis and trachenicyhia caused by NFEKB2 mutation

FHKFEFHNER ) L = PN = N O M 7 3 A N A N e e e
_______________________________________________________________________________________________ W B A R PR R PR R’
T EDNATIZERT ) /NE I

GEBI] 87t

(BURHE] At24 5 F - 600 F R RIS B 2 B LTI Se S BB EIRE L 2. £%90 A ERICIRES
TIAREBW 2 27 Z OB RERGR S0 L 53 (ES-9R) BLUARE KIEL., 4BEICIE LD
TRA v ~ru7) yifE (IgG/A/M 309/9/39 mg/dL) =g Sz T2 ARICNREE . 7H
112 BB ICMIEREE (ZHFHE) - BIEZ 2020, ERSEOREENIZUEHENZZ LT,
[REAEIE] A =20

(Mg id: ($0F2K)] WBC 11000 /uL (Neu 56%, Lym 35.7% = 3900 /uL, Mono 4.8%, Eo 3.2%, Baso
03%) — A LSRR T REBE % L, IgG/A/M 272/5/15 mg/dL, C3/C4 1474/40.9 mg/dL, CH50
60 U/mLE (HI)8fE7ki, AYE (HI)16f%, Con-A /PHAIZ L A1) ¥ 788k LEUG 51900 cpm (control
125 cpm) /60400 cpm (control 125 cpm)

[RMEMmY > 788k<— 75— (Wgk)] Total lymphocyte count : 3900 /uLCD3 + 73.8%, CD4 + 47.2%,
CD8+ 25.1%, CD3-CD16 + 24.2%, CD19 + 2.1% CD4 + naive T cells (CD45RA + /RO-) 78% (of
total CD4 +) CD4 + total memory T cells (CD45RA-/RO +) 115% (of total CD4 +) CD8 + naive T
cells (CD45RA + /RO-) 90% (of total CD8 +)CD8 + total memory T cells (CD45RA-/RO +) 15% (of
total CD8 +) CD27-IgD + naive B cells 86% (of total CD19 +) CD27 + IgD + nonswitched memory B
cells 8% (of total CD19 +) CD27 + IgD- switched memory B cells 0.6% (of total CD19 +)

[EfzF#E] NFKB2EEFREREICEMONT e HER (p. Arg8d3X) %072,

[#%] NFKB2 i Noncanonical NF- k B signaling pathway (53 5, F@EEFLERICL Y., MEBREE
HEOHETRERS - WA - BIBEREE ) BREBCVIDASRIET 2 2 L AS20134 108 Sz, AR
2 EO1LBIOREDD O FHEEILERIERO L 085 5,
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