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NNREETEL, RIAse1-2, RS 2, O 1
(CRZIFATAGE, 2 RS T R

JEAEHBE T E D N OFEE T — % (2004 4F~2013 4F) (2 X 5 & Wiz X A5 T-3go 75%
1% 60 fRLALETH Y, EliEIIGABIEENNEE H DN, FEEORE AL LIa IR
DIV, Lo THAIIFEBEOBHIGE L 757 0 7% L — L OBUREFRD 720, TR Rl
(BT DIHNEDREG 2 MET LT, 583 2012 4F 4 A9 2014 4F 3 A £ CloYpes s Lk
FIEEF 285 4, SME 167 44, Zefk 128 44, IS 63. 8 ik Chh o7z, HIEEE LTT
74 TR —OFHEE, SIS LTI, il (kb7 D) | O (I Y ATF L ERLISN
AL (B & NN R E L, SER VAT ¢ v I BRE T, R, ZERVAT 4 v
[EIFAZ I N TIARRS (G R 2 1. 0564 [95%CT: 1. 0180—1. 0962] , p<0. 01) . MeDFESE (4~ XLt
26. 0273 [95%C1:3. 7933-78.5848] , p<0.01) Tdho7=, ZDZ L LV, FMIlEWNEET 7 4
TH DY AT HiE L 72D AREMAVIE SiTs, TS, AR OBIEBE ST 47, %05 60 1X;
PLETHoT-, DLEXY | Elind i S a8, VAT EQICEL T T 7 4 7F—I2o
WCHR7eREEEEAT H BN D LB 2 Bz,
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3. RAS7=THREHICHEEKBEMN L5 L 1= BRAF V60OE ZREHE A 5

68 P WHFRORERA 7 7 —<Zxt L, JFIEROIR & ERE Y o \HiERER .
in-transit #5 LU Y L oNEL, BB AR, JFRIEERARIZIV T BRAF V60OE 285
DHERIAL, NAT 7 2 =T REZM LT, 5 5 B, HHLEBEROEAm OB HEL L
TAR\CHERES & TS AILMEREEI OZ R 258807, AEEIOREMERFAT A ClE, T IXaBsm
i, RIS, A IR OAGETH Y | fEEIOSERHBLICIIHPY O S-
B Z BT, B5HME 12 %0 PET-CT Tl MHEZ 1 ERA 27805 DA T, Elsto
IR L QW e, BIFEL AT 7 = =7 B 52k, 5EH & B SRR B O FrED
FENTND D3, YIBR & BREFRAIC K DR LT\ 2,
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4. BERRED—BHI

Wb & g %

EAIEE, THEmT]

(e~ EIRbe  BUER

9%, B RS SAHELL, R L TE 72728 2016 4F 5 HIZYRMZ2, 10x8 mmpi e

DB HFRD, WEOELEE 1 m ~— 2 CUBRERZ T o 70, WAL CTaiRR, Z2hiaiko
BMRHIROAR D BASIRAAMTFAE L, 02O AR 1= 2 L n | NENYE &2 L7, Witk
RRMEChH Y | EEICREREEE L T\ D,
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5. BEREITA C1= A7 )VHRRIE D BRI R ET

BRI, MBI 1. AT NEAS 1. AOETHh 12, ZRHIEE
(AT RTINS K2 KRR, D - BB R, 2 A EAsD)

76 w%. AP FEEE UCRITHE, 3. Widims b o7, 2014 412 ARV AE
M| TALASEREOHBL L, BRa TR Uiz, #IR2RECIE 25 X 26mm K CHHEREOALEER CTh -
Too FEEARRERETT L, JRERRRGIC CERE I/ VOB O BAMIENZE L b 2 b &
R Uiz, oyt Tl AE1/3, CK20, Synaptophysin, Chromogranin, CD56, TdT T,
S-100, CD3, CD20, CD30, CD45 TRatETH v | PR AECENME D Lo JEZ RSN LT- ETAL
A7 VAN R 72 CK20 23 Tdh 5 Z & DREEINCE ~ 7=, Bl TR O E=e
INEGE~OHEREZ 5 ) T3 < ZERY > \EIlE AR L NS D7 2 L 2GR L, 2015
2 AT lem ~— 2 CRAGEMHEEHT 2 56T L7, T 0%, s L OWMiAEET Y o~
PRSP RRIEAMRT) 24T - 72, A VA7 VAR DIEENIZ DO T ER TS
(ZHER S 072 1985 40 B 2015 45 F T 30 FERIINC R 2 FEERSC O CIERIE & LT -
TN 42 232 BIDOFATNIBIFEE HZ DWW TR LT, ZORER, BEREIO X S ICHRIZA TS
DIFBAED 1.83% LM CThoTe, AV VARSI TEHEN G A ET DR —~ T A LA
DSGIEIIHNC L DIE T2 2 L ITINR, $IMRC K VIEFS ) DicA T 7 L—2a ST
AT D EHE ST D, Bl LS E BRI TARMERHER OB RIA i B BEO O
LOTHY, SEET-OELELED THRET 5,



— e (9) JER ARHAHER

6. EEEIZREE LT-generalized pustular psoriasis

MITREIDD

"R E
JEWILS, HIRRE T AT EEEE, PopiEE, EKIEE
(BILRFEFIATE B THEE)

7T k. A FEPE, WA S ORRL R L, REERITR LT R EE

Gy TR T/ T7 =) &1 H3ES HEPIRL., £ 3 A% D s - DUBITHIBE
B, IR2 T L 38 CHEDIE B, B/ IR &V IE A O ALEE, DU OTHIEE 7R
DT T2 OUBHEN 32, Z2FWBC 23950/ 1l (Neut. 88.0%). CRP 17.89 mg/dl. MEEEIS X ONL
RO IR T2t Ch o 7e, HrY T HEAEE @ DLST 13kt FOB O Pf Ak FHIMA C
IR OIE, #8541, Kogoj OUERMRIRE 278072, T HORER LY generalized pustular
psoriasis(GPP) & acute generalized exanthmatous pustulosis(AGEP) DWEEMERE Z . o %
FHERSE ONIRZ FIE L, 7L R=Y1 o (PSL) 30mg/day PIRDIGIRAIT>T-, D%, BB
& BEIERITE LN L7720 PSL 2k, ik L7z, LU PSL AR T L7k 1 R
\ZEZOREROT, ZOfkEE it PP LigESWT LT, 7235, IL-36RN Bin DRI
fRthsnzmore, = h T — b 30mg/day WIREBRIALIZE 24, BOBIIIR%ICIHIBL, Bl
TEBIERR T T D, Ml FIED GPP [T EN TH Y . JWRIIBLR L2 B iRE T 5,
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1. BREICRE L-EEGRMESHISI I =Dy 1 EXERO—H

TnLbiE b

ST, KU, AT, ESHEH
KRBT KRR, R Res)

JEB : 76 m%. B, BURIEE U250 10 FERNCEER B E & W S, MR iGT T64
E'Y MAF T I VBB L OT ) =0 DI TR S QT & D FERRED FTEE L
B AN R T HBL LT 7o D BRI S8, MIBEEI3ER D e~ 72, HTUBP180 Hitik, Hir A
EBTVLA L L, 3 SRR, ERICTRE IAEE U VR, IHEEROIRE A RO, dEhiR
ERAE T, REGEEFRERIC 1gG & C3 OFRRIEAE LR, 1M BHUKHIBER & 2 - i
HHUARIE T, 1gG DNERAMO BB AR L e, BRI & o3 2 W~
= N T 200kDa (2N RE§RDTz, LEXVHIT I=y 1EEREE 2L, 7L
R=>'m > 30 mgNARIZ CTIRIERIAE L7223, FrEAKEZRDI-720, v 7 a AR UOREE
Bt L7=, SDIZ, 7L R=Ya JgEBMINC IVIG JREE{T-7=, BIfE, #rAKE, LR
WY, T K=y i Th D, EEEICAELTIT I =2y 1 KB ORI OV THELE
T 5,
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8. BIFTORELZRDI-IES Paget mD 1 . REFHICDOLNTORE

S 2tk

NV, PEITE—. BAELL, (URECE. NIRRT, ZEmHuE
G ERIIASE S - BREREED

JEBNE 37 ik, B, RUTFUFESS Paget TROREE (HI22E0 O RAEHIZNT ) Bd D, ¥z 3
i AR O AR TIREREA M ORI B L, R V) =y ZIZTRE A Y VR T 2T
JARBONHZAT 5 bUGERET | 4RI 2 o 2 — TR AT TV, LRSI} Paget
Ji & W ST T MBEAEIT & AR o T, TRERRA. Ml CT, B HIET R B TINOMO (Stage
1A) LWL, &FiEtT -7, FUFES: Paget JRITIETS, W72 8392 RS5O —
DOTHY ., HEANIZNE DTN D, FIEFIOHREITHOVTIL 1973 0D Kuehn & 24k &
LT, W ODDHENRHBILD, A TIXRBRFIZZD 16 ZLR2OHERH Y, D 5 bFE
WNOFRAIE 10 R TETNOFRAEIL 6 Bl TH o7, W SHI-HRIER 5 &, FIRNOZRE
AT ST RED ENENOFRZED NI T 4. 2 i Ch - 72Dk L, BLHITIE17. 4
% & T DTN LK S TCND, AIEFNZISNTH R OZMIRHER 73 3Rt 37 e D
DR OB DONTND, HFBS Paget TROBIRIZ DWW TIIRIEAHTH H 03, IEFTIE
B Omethylation 78 EOTE Y =T o4 v 7 8B HHE SIUTND 2 L Lidfs - OV
FRERSR & LA Paget JODFIE & ORIHIVNE S, S ER DMBRIRO Hd,
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9. ERREBIZ4 C1=Fonsecaea monophora I2&39OETSAFIO—RAD
1 45

FoLizo T

T2 FAHE, TERHEE, SRR,  ARRZSEERE RGBT IR

(CEZaNI ek < CUMNIE <Vl
(" RS BURRL, MRBRSIERY: BURRl CRRERY: BUERY

T4k, ok, WIRHRe, ZEBGERIT3. 5X 2. Bem KODfIE 2 A3 DAL AN A LRI 2 2 DTz,
JRETTA NI a =T ARHHEMIE R EA R VER LT, MRk ClIIERPEICEMR A ST
PEFEMEAIEAIIZE AN AL, sclerotic cells bR SV, WAMMARE LI 2 A, £
WRIOREAD ALV URERIZAZ 2BEAOHEENRALIL, AT REEETIZZ 47 all H
ML o R A MGG TR B S ATz, ITSHEIR OISR 41 > & JF K 5 14 [ X Fonsecaea
monophora &HJHH L7=720, AFlZ B0/ a® T I A I a— A 2WLT-, 20044Fi2de
Hoog GS S, ITSTEIROYEEHSA>HFonsecaea (F.) J&%F. pedrosoi. F. monophora, XU
NLIFNOEFE (F. multimorphosa, F. brasiliensis, ZMOM) I[ZHFE LT, F D, F7=IZF. nubica

PEE E7=, F. monophoralT&(nF AUz LY, B—1. B—2, B—3® 32D 7 AH—|THN
NBM, Yaguchi I, JEREFANIAFROF. pedrosoi & [FIE I3V TN BER23ERIZ DWW T+
WA R LT, ZOOFESR. AFRO/EERR238KI XX CF. monophora MOB— 2 7 7 AH —|T55
SNz, APIBB— 27 FAZ—ThoTc, TNEERTI BET T A I a— ZORKED
RIENKE L EDD LEDbh S,

ABITIE, % 5 mmBfE L THMRNIIZEIRR L, FapafEak L ChéfE L7,
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10. MERE EBITAS /) —IERETHDETIIIRAZRAVEERTSATD
RiEEsh RO

AR

BRHECE 7 /R, RS
Ut SRR TR, SRBSBEA2)

FFIHTNL, SRVEERRIBE 238 AR & LT, AEt43-4 H CRIERIEA T /A N RIES
ERIE L, %12y ARRECREA T /) —~ & BISIET D7 /VEW) RET-~7R) %5
% L7= (Oncogene 1998), RET-~w AL, Mlisé & HITKGA T /—~ % BIGIET HEWET
NDAZ L HE—RELT, HRIZHIAS NGNS Nat Tmmunol 2014)

—J7. R, AT T X~ DIEFRICH ZHEET D058, HRENCIAR D 2 A8 Tl #Ek
BV TOPIEENREN SR E SN TN D, L LS, B L~ COREEZN IR
FTHHITZ L, BAEIERDNRATRETH D BMIEG 03 2 2b3 BT 2T S blzZz Ly,

T T X< % HHRR CE LG RMEA T /A FRIBES LI OE A 7 / —~i, T
T R~ DEFEHIFAE I LT ERICHZ G5 9 2T, b TH Y — e d, AWSET
WL, FT. RET-~ T RTIE LT-RERMEA T A M RIEBECIEAT T X~ Z WG L, Z0%)
WRatnt Uiz, AT T X<id, BYEIEEOEMHA LI X 0 388 EF-3 D AiusEha etk <0
<~ N wARRAZar a7 7 —EORBENT 5 & & bic, BIEEEOREHE R ZHH LT,
AL, BYEEEICKT AT X~ RSN L0 . NS X 0 (e S 5 BAEE o ks
(LB LD Z EDHIRFCE D RIREMENRH D Z L 2R LTS,
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1. SREOCEAEICEC-REESR -FLERBHf-3 6I-

Wb é

AR, RIS NEECRAE AR
(FEEIRSIERRT: BER )

FLESHfaE7 2 &R0 K BRI Cld. B bDSFE8O HILAZEMHILILTUND, AlalEk 4 1L, EifiE
DBEAED B [EIES 3 B CEALATROT=D T, BT OBEEARZZ THET 2, JEF1:85 5%, ik, £
THRBE AU T 12 X 8mm KROFEEE AL, FEEMREE S 2WL T, IEER RO 2 B D 78D
DAV, SER 2:80 k. L, FEBRIT AL T- 8 X 6mm KOG, YTEO /N iz ad THIRLT=,
IINEEIERRIRIE A IE Coo 7o’ | IPAT B kA o T, il 3:86 jk, Tk, 22D
U7z 25X 15mm KOFER A AL, FEEHIaEE WL 7o, BREEICE ka8,
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12. EERBIEICHAE U= TIF-1 v KBS 14 R 18 5 % O —

blcla_ig s &

JEAHERS, SBBRE, A2, RRILER
G T BRFREEBURSROTER SR

80 ik, BME 2011 4F 11 AL 0 WFEICHIEZTRD, Ha (CHERS, B, FEE0. MRS
MoTe, BHNIHIE & B W L & 70 5 DABEOUGER RLOH N2 -7, 2013 4F 5 A &
O _ERSIEATR O, we FIREE, JERAENR X ORI O R S HER L=, 2013 45 8 H DY
Bz, 2 ba U AE YV Ry 7 A v v a— o L ERD T, CK EE (460 TUN)
FUSHUARME (1:640, speckled pattern), #iTIF-1y HUAGEMETH Y . ISR L ZH LT,
PRI 28 D T AT L OVINED 723D, RSB ARE & 72> 72, AR, 1&8# CT, PET-CT
(2L DMEHgRRER L b EE EE PNASERR A 2 i T L7228, RVEEMERfZ s X OVEM BRI 2 585D 72
o7c, Fio, ABEHITHAT U7 BRI CIIE~— b — 138 TRtk CTh o7, M2 5E
LU 7= RERUCRIEAR 2% LC PSL 20 mg/ H DIBEZBHAE L, K 30 mg/ H OWNRE T-72, Lk
DR, W THERE. PEEMR DU EZ RO =725, PSL 20mg/H £ TR LiBfi & 2o 72,
Z D% PSL Z8iE L7223 DA IR ARG L. 2015 47 7 HRER, HEFFE Smg/H TRAE R
HCTH 5D, RIBHRIEGNZIR T HEMEEAI O ) 27 757 7 2 —& LT, Bk, 40 Ll ETo
FEAE, F1TIF-1 y HURBGMEAEN DAL TN D, ATEBINZ IS\ T b EEEIRS O SO < b ions,
HEEORESEN THY . BiF/akaEzil-7-,

—fERE (3) FER: LTS

13. BEE LTI K5

el H)FESOZ

WREEZL, ARG T 1 PRART L B MREA 1 s
(IR RS BEF)

W, 78 NFTF~< X =L 0 LT 5~ X =ICHEORER & Y5 O E L R R &
LT HBENEZ TE TV,

YRFCIX, ARFILRERE S (RTHEEEEER) &R~ ¥ =HkOBYYE (A AR ERES LY
FREEME I MIBNEGERE) (2R3 20575770 & ONTIR B DR A BidA L 7= (IRB AGEE 5
H26-116),

Z 2T HRTINE TR LT-mlnE O~ X =g 4 51 (2095 6 1% B AR EEEVE
FIE) AR L, R CILNRTICRT o~ X =BYYEORIN R T 5,





