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77—ty h, HFEERERD 3 FENHD, Fr
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EZET —&THY, 53T D B HEO RS HF] A
THDOHN, B 7 T — 2w B0 Hak L5
VETHHZER, 7T —2FHDOTDDEX 2
T AN —BDFREIRE DE N N—R VLRSI T
Wb, BN T T =2y NE, R 2T L
— LDRBEDN—RVTFREN2NEDD
HH o7 —42%y NCHAILE T Tldd
B8, ZBEEDO RISV TV T T =SB0

BEEHETOMEL B 2515, EFIRFRIL.

HEEE OBELISC, 7 — 2 &I LU TIERL
TR REZRAEL THHO HIETH D, HFHERD
HEZET DI, X 2T AR R IR
72BN, HEEE MR E LIS CHEF M Th
5712 B HEMENEWVO RS HD, W
FiEb T — 2R RGEENO AFETOHMD,

DD 1 LS ETHIEND, EofRi ik
THEFBEITIDOD, WOETITRE RAMLEETH

20, HEEANC 0 TRE 2T LD DD,

NDB D#it: 2 HE % 72 B COBEREE A FE~
O3 F D AT R

LFEORHENGE 2D NDB DAL LT,
BEETED @S, BIRAT A (L7« s - AL - 5%
2) OREDOES, ERE ST ATRE ThHHT L
NEZOND, —H THALELTL, ZW4 G

3)

D.
=

DIFEDIRS, T L (AN JE L - 24012
FHER D) BIRONDHZ L, HIEE A E D
TeRRRE RIEBMICZ LN ZER B ZALND,

B2 AT RIS RN TR B S0 A | fEBRIA]
T TRIR T RO RS BRI,
B @S ETENTH AT, SHE A O
EOMFFEAATH 1T NDB & F -2 T Re kA
FVEBZBND, Fo WWFRRIZRB VT
T OEAE DSPAAR L722AUE, TR OREHIHIE
M TELREMED HDY, RIBENZ BT
(% 7 | OFVENRIRSND L EED DD,

3%+ TD NDB FlFl HFE DX B LIRDRBD
E 275 (EEEEFREOERRFAEEZET)

NDB 43 Bl & LT, #ie)% AiF 75 ~D NDB
DOFNEH O LA K &S DT 101%, FEEE
\ZNDB AR AL T, BHEE 34 OHEE 1T E DREEE
TG CEAD ORI EEL/2 D, NDB (X584
FE A0 OHEERGEAMRRET DITIT, A — /LR
B oH—RThLREETHELOHKREZITIZ
LT, EOREOTRBEN DD E R TN A HE
b,

SR L LT NDB ORI HEEZITHHRE. B
TEDFEEHER 338 R TEXMNRLETHOILN
HTHHEEBZ LI, HOFEIE | X GIR BEAK
VAL Z DT T D, I, R EE T AN
ITONTNDZENEF LD LMD, RIS
PEOPEE DAY L CE WA EEFRAE O
WENET DL (R, 5% RFOE
BTN NREELGELIEREBHFLTLE,
NDB P EEREZHEILAMFEREOLLE
EREIL TS,

L72%35>C, NDB FIH HEExI G &3 25 D
SAFEL TR, BEELTINA T, NDB OF§ AT
L2 WRE FE DREA MR T 5723 | AT
FES THRELIAR G N —Xt—LoTD
HOR, RERFEMEO R WIEFINFEL TS
YRR FTRHEAL S —DNBUEL S L QUL D%
BERETLND,

BE

LOMFZEEL . NDB HBEELTIL, HED

HETE %972 NDB & H AT REMEZ AL 57250,
EERFRENC LD B EET — VRS



—REL T, NDB IZXDHEFHIEANE DREE—E T 5D
2 AERT S ECOMBEERALNCTHIET,
PEERFSEI 351 5 NDB TE H LB DA I8
R FEFETEDEZ 2D,
FIRHFEZE 2 5 EEIT 5-10 IREEEL ., BE
B L QDR MR R BRI SEAE O EE B M
RIEVERGE PR FIIRIMAT R FIERE B LB 2
LD,

BRSO R0 G ([ X0 Wrks EE oA L
HATFCEDDE, BB ORHMIZ I > TR, #H
FES3 AR OHEEIZ NDB OTF N IFRF CEREE, £
ITIFRWE BB ES D, ABFEHEEL T, Z
DI BEREIZELD | INDB & W o g%
WIETAR (F51Z) J O IO FRS A I iRD | 23T
ARTAL DIHNT Class Ma(BDEAMA =9 A
ThivE, NDB OFHHHELETED) | Class 1T
(NDB (Z KDL A OHEEIZITBR D H DT80
BEEFFEDHELETIND) Lo TR AR it TX
L& BIRL QT EET 5,

E. &5

NDB 3Bt D44 DTGB 2 7L 72, NDB 43 %}
0%, BEEESATHEE ~0D NDB 1% H O T e 2 I 5
PNTT D12 REEFFAIC LD BEHEFHE A=
—/VRAH L —RELT, NDBIZROHEFHENE D
R BT 200, SSITIHMEH T3 L ToORES
HEEREHLNCT LA BET, REESRE
WEfEG ThDZE, BEBDL . GIR4 DR
% 18 0D L R EL TR TE IR (3K) OAFEAE BEBBED B
REEE L ECH Y L QDI e E DA 7= 9

5-10 FHRAREL T, FIHRFEEIT TETHD.
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R 1. AR ELSFET SRR RER) DEEEFRECEIHIEEL (2005 FLUR)

EEH HET A 95%EHEM (THRE) 95%EHXME (LIR{E WRE
R AR B BIREAE 23100 20800 25300 2014
% RMUBILIE - BHEE% 24800 22100 275007 2017
FRMRBARILRE (KAERERC) 220 190 250 2005-2009
FFFE PR E TUERE 1000 810 1300" 2014
FF4\PIAR B 2R 770 610 930" 2014
sy B E T USEREE 410 300 530" 2014
Fontanfli#& A% (Fontanifii&ATEESHHE) 4670 2390 6940" 2020
SEH MR EAEE R AT (BARDIHS) 220 160 280" 2012
A MBBEERS  (JEHREIDIHS) 360 275 450" 2012
F RSB 590 470 710" 2019
B2 R A 30330 29592 31069 " 2016
JRFEMERB B 26 37053 36180 37925" 2016
BB BT % 2307 2248 2366 2016
Stevens-JohnsonfE{&=Ef 930 840 1020 2016-2018
E R BIRIEE 370 330 410 2016-2018
RS IE I KEETE 12000 10000 15800 2012
MEMEMEA 3200 2400 3900" 2017
FEFE I AR B PR ITAE 23100 20800 253007 2014
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CIDP/#% MAG HiAEE = 1—0/3F—/MMN £BESFHEE

SRR
TR, —8E 12, KRS, eflaRES, it e, SRR’
AT

1. SR RAERRE AR FBERT: (LR AR IER
2. THERFERFWGEE AT et R

3. BEFRARFRFIRETFIIIE ML PR
4. BIRERRFBLEFIIER ARMAES

5. RIRASIRFZRFGELITER AREES

(FroeE 5]

& S IE ME B 26 98 = = — 13 3F— (chronic inflammatory demyelinating polyneuropathy : CIDP) . #1
myelin—associated glycoprotein (MAG) FifRE#E = = — /R F— L EMIER = = — 1 /3F — (multifocal
motor neuropathy: MMN) &, /D7 DEEEMED REEHHFRIE B T, AHUZISU VT CIDP 1, 2005 LK,
MMN [ 2010 4ELOR, $L MAG HUABHE = 2 —r /ST — 3L D R EE FIELI T B OAHHE
TRIRFLRE TRIRPUGPEIC DWW THADINC T 528 % BRYEL €, REEFFHEZ LML 7, —KRE T, &
IRBOGIE, FAEREMAET D20 REOMHRAEL, NNERA A 3504 Ca il 2O R k55
LTz, 2020 FEEE (2020 4F- 4 A 1 H~2021 4 3 A 31 H)IZYaZEHERIC T2 L7 CIDP, Tt MAG Hifk
B = o — /3T — MMN B3O AL, B Lo R OBl W B 4a s A LT, 26, HEEARa L
1% CIDP 4180, HLMAG HifAB# == —1/3F— 350, MMN 507 CTdh-o7z, A 10 T NE7-0DETREHRIT,
CIDP 7% 3.31, HT MAG HiARHE = o —r 35 —7% 0.28, MMN 7% 0.40 THh-o7z, —J7, 10 T A L7004
[EFEEERIE, CIDP 2% 0.36, T MAG FUiRB == —m /35 —73 0.05, MMN 7% 0.05 Tdh->7=, CIDP, MMN
EHITREOHEF LB AR, BERNHIINL CODZENALNE o7, IR DOFER GBI, ¥
[EEHEE CORFHIRIE CIDP @ 7 # H LELEEL . MAG, MMN 1 20 7 A 2#2 THY, BT THHL

WO SRS, SHIZ, FIRBOIRRIRE IR SOSNE T4 BRHEE 7722 8 & BN LTV
{TETHD,

A BIRBEM

RAEAPRR IR L, B R RRAR - IR RAR S L 2
FORM AL T DA AE B OV 8 i A 12 3=
JREDPEAET DR BATE T, KRR EEICL, S
FIERIHRBICEIDOONFAET D05, A CaE R
WX DR TYH 1| DOEE/LRFIETHS,

AR, H R IC LD R MR ER R ThD
18 P 2% iE P i 6 P 22 %6 = = — =23 F — (chronic

31

inflammatory demyelinating polyneuropathy: CIDP) .
BT myelin—associated glycoprotein (MAG) Fi{A< 38
—a—uXRXF— LZHEMER =2 — a2 F —
(multifocal motor neuropathy: MMN) OJFHEASEH 57>
LI BIRHARTALBIRESNDODOHDHN, Zi
DI DI S EBTEDO RIFRIRE THY, Thb
(BT D R ERA T O FR A A 1370,
A, H RIS LD AR R B IS B L T



B laREb BRSNS IO, ERe/2 BF G
DR ROENTND, £ T, PR 505 PEL EEH
P EAFFRBEDN LA T AFZ I\ T CIDP 13X 2005
FELICR. MMN 1T 2010 4ELICK, $T MAG FiikBE =
22— F — [ IR L2 D REE PP ELIT,
BT DA =R ROTR R ERE IR SO MEZ DWW TS
WZTHZEEBHINET D,

B. BMiRAE

—RHETIX, BIRBOAIRR, BAEREFHAE
T 5720 REORHRNE NEREE T 2R
ETERBEEORERGE LT, 2020 44 (2020 4F
4 H 1 H~2021 43 A 31 B) Y% ERERICT
2 L7- CIDP, #it MAG PR =2 —/3F—
MMN BE D AE, 5 A& 3 R O 2 B 5k
EEFRELIZ,

FT, BIRBOFHEEERICHNF T D,

B HERFEMELBEME SRR =2 —/¥F— (CIDP)

2 2 A LA EDT Tp o< EHEF T~ D AR P R i
Thb, Blcld 3:2 L&N5, FrREbiikiL, =
NWETIZAHOD DTN T2 L —EERE
DI FATIEGTUZEA L 72\,

5

BE IR A MR B AR E %179, MRI 728
DHEGRAE T, TN OHRBOIEEL T =y 77
LEHHE A THD,
1B

B BEAT AR AR, S ATEAR S
JVARE

ST a7 R BRI
- AR

GRIEIEIF] > 7R T pINRT P F ATV
e
UNEVT—vai ko CGEISiE Ot
‘MAG HifEB =2 —aXF—
CIDP [k, (FEELUED) BHEIZZnEsnd,
FEAR - #RE
CIDP [FIfk, $EARICHELT DA phiefE T, I
DL O LA I T 23 EL 5,
US|
MAG [Z RO Z MR L TR, MAG
(myelin associated glycoprotein: Xl MR
FEHE) PURIC L CRICHE S EEIND,
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LWL

BEWRARA  PHRZERR A, MAG BUADSZINCH
MThHs, B Z GO CODEERHY, i
R MR A e & ERICHR AT 5,

BI) -3
CIDP {ZHEC TATO  IRRIC SR LT N2 803 %
|
ST A= AN v/
- M AEA L E (B A M A 2R 4
DR (G IEIAD) (CRBGEG7RL)
INEUT—Tar
ZBMEEE == —1/3F— (MMN)

CIDP [RIfk, BRERICHEST 3D R AR R A3 FE
KTHD, THETRIETHIENZL, Bkt 2~
3:1 THMIZZ W,

FEAR - R

DI IR T ERZEME CTHRIET D LN EL,
AT T 2& FRACHH K TAHBLIT 2, RS
1X7e<, A ZERE MR AEALAE (ALS) C88 B 23 B2 72
LA NR®HD, ALS LiE i Ok TR 13
VY,

S

T VAV RHUEDI L GM1IgM HLiRA i S
D, RAEFRREDOHN EICFEHEIND,

LWL

BERARAT S0, ARG A, GM1 IgM HUikf A
IRENFERSILD, EOM, MRI 72 D EBHRES A
MThs,

185

g7 aT I KRERIENANTHDN, 0L
RIRDNGERBAENE N, UNEYTF—alko
TIEEBERE O BGEL XD, ZDfh, CIDP ITHELTZIR
WEEATO,

INHOBWTHEAELL T, BRI A /R
P2 2010 4EH AR T A L JLHE definite/probable®:
VERNT, AREEFEMLT7,

(B TR ~DELE)

R FRFEAT 7 0 b — LBk G S S L, AR
FIEHOEE R oD TERFEF I mEEAEZ
B2 OEKREGT- (A5 M10011) . AWFSE I3
W OEFRITLHPOIERENE T D20, BENHD
EHIZEDA T4 — LR ar v MNIRRISNT,



KAEII% FTHEOFAE CHL-D KRRBREL T
TGRS IL TR,

C. MIRKER
—RAE:

firdteri MR 2375 Bk, /NERF 2591 FERRIZ—IK
AL R LT, EDOIBRIZDOHLI ki
VL AR L T01 fita gk (30%) | /LR 1218 fitaak
(47%) TH-7=,

INBOEFRIZEB\WT, CIDP 2105 A (B 1220
AL 22t 868 AL MERIIARE 17 N) | 5L MAG kR

Moo —mXF— 194 A (B 152 A, ik 38 A,

PERIIARBE 4 A), MMN 257 A (B 176 A, &tk
81 N) DIBE SISz, 0T — 4 LA AL

CITENT ATV, 2EOHEE R JHE L CIDP 4180,

PLMAG HiiRBE =2 —r/3F— 350, MMN 507 A
ThHoT=,

AN 10 5 NS0 DA%, CIDP 2% 3.31 (%
P 4.04, 2P 2.65) . HFLMAG PLIRBE =2 —m/ 3T
—730.28 (J3% 0.46, ZetE 0.10) . MMN 73 0.40 (55
PE 0.56, i 0.25) TH-o7=,

—J5. 2020 4F 4 H)>5 2021 423 A ETO 1 4R
WZHTTZICZ s /B BT CIDP 458 A (B 1%
289 A, &t 169 N) | BT MAG FifRp = o —r X
F— 60 A (FM: 52 A, M 8 N) . MMN 59 A (5
PE 25 N, &Pk 34 N) Thoiz, 10 7T N 4720 D4
MERSRIT, CIDP 28 0.36 (A1 0.47, 22t 0.26) |

PT MAG HUAR# =2 — /)5 —73 0.05 (B4 0.08,

2t 0.01) . MMN $30.05 (B4 0.04, &M 0.05) T
HoT,

“ R

TRTAATIE 2021 4E 12 HIZERLT-, TAASERIE
—RHAE TYREBEEZIRRL WD ERIE LT
I N Ly A N P N A b oY

— KRB TR EREE AV LRIE Sk
FRNE 314 figk, /R 40 fiRk okl JHA A
EAL, BEDSHSTREH T — 2% e, RIS
I IBIEIE 60% TH-72,

FEIEAEHR O FRAEIE CIDP 728 51 7%, MAG 2% 66
j%. MMN 723 42 5% TV, CIDP O 15 % A FAE B
X 5.2%EVIFER TH T, PIEITEE £ TORNEH
fIZ CIDP @ 7 4 A i L MAG, MMN 1% 20 A
FHEZTEY, BRIEIT THDL LB WO HL N
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RSN,

N TIRIRRUSHEIC DWW TR~ -L 24, CIDP I
KL TIATEARID VIg MEREZFLTODIER] A3
2L FORISHETWT G 8 FlEmWER TH-
77

F7-. 1st line |HIM:, 2 FV VIg, AT AR,
Plasma pheresis UIAAOTEREIEEFA SV TOHEEE
Bt 52 HBEHE 13%AFIEL Tz, MAG =2—1
F—135E 7 a7V TSI TS — AN &)
o7z, 7235, RTX(CD20 B MiaiZkf4%5F /27 v
—FIPUE ; UYL~ 7 (rituximab : RTX) D i
PRI B2 r — AN Lo T2, MMN TIRIEEAE R
WVIg IRIREATOITEY, TOFMIET &7,

WIZ, CIDP OIEHRICH WS COIBEIRDI B |
BERERICL> THEEROLFOR G REDOEF &
A ENTE R R LT, a7 U Ll LT,
AT OARRL RN THFF ATV 78Tl
B EFELRICIO+ 7B Wk A #EL <725 TRENE
BEWZENDINST,

D. #%&

ABFFEIZED, BHARIZIITS CIDP/HLMAG HtikEd
M=o — 1 3F— /MMN OFE i3 L ORI 7 1
T ANVHBHABN e o7, Fiz, BUUEDIRFE T4
RN RN GDIIRNEERPEE F OB & LR E A S
PNZLTe, ZOREF AN IEOR FlL, TREB G
DDOTBART T 4T 70T —HEHHDEHILET,
Lt%  BIRITARTANIHR TEDHEEBIT, HL
TRIEHRNE 275 2 D720 D E By P e Sl T — 4
ERDHEZZBND,

E. #5&

CIDP, $t MAG HUEB =2 — 1/ 3F — MMN |2
BIDHEREL., AFE, BERIZONTERE L,
CIDP, MMN &HIZIEEOHEF LB AW, FEf
SRBBEINL TWDZEBHLINEIRS T, 51k, IDIC
TIRAEORERALFTL | FIRBOIRRER TR
B » B ¥ 1% - T4 BIE R F 2B oL T
<6

F. 8&EX#E
1. Cornblath DR, Asbury AK, Albers JW,
Feasby TE. Research criteria for diagnosis

of chronic inflammatory demyelinating
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(WrEsF]

(RERIRSLERIRY: &5 THIES)
(BIRERIRTY: SRR
CERNLERN RS AR PRI

CHVETHERZEAITIEEE T, BERTEMAE R 0O IEMZ A BA R D72 | BRRATFEHEE JL IR T 2xEE 5
A I TET, 201 THRICFML 7RI AR 2% (R BIIRZ Fo L O FMRE M 2 2¢) 12 B3 5 = e il A
D R XA TS LTz, SHIZ20205- ZE ML 72 AEFitEZ FEBIIRR I BE 9D EE R AN D, DN E

D BEEZ WD THOINITHZENTE,

A HIREEMN
ARFFED B B9IE, O EIC IS T DAk R Bk
REBFEHOHETHD,

B. BiRAE

SR PHIBIRIR AR, SRR, /NEEE, K
JER T, 2 E EFEEREV AN ST E R R A
{CEEAEZ T LT, M5 O BE S LGRS 0 2
DI DOEEEZFFHE~==27 /L (5 3 i) (L7
STUTFOO~®DEEHEL (DKRFEFLE
JRE. @500 FREA EDO—fIpkE, 3400~499 FRD—
AIFBE, D300~399 KD —i%IFkE, ©200~299 K
D—IFEE. ©100~199 KO —#imke, D99 H LA
TO—EIEbE, @FHZBENERTLHEEZLND
FeRIBEEIRPE) . A ofiHRITENZI, 100%.,
100%., 80%. 40%. 20%. 10%. 5%. 100%&L 7=,
FEEREEIRPEICIL, OOBIZE £V~

F R ®E LT, AT R IR L

2020 44 H 1 A5 2021 43 H 31 HO 1 4ERIC
ZeLlc T XTC oML B BIRE BE R, B
AEEEN DWW TOREELE L7, A
2022 4F 1 HIZEALL 1 O BfRROEDODL | 4
HIZEIRZ T L, 2% R O H@ R D
R AR B E I THERF LT,
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(i BRI ~DFLIE)
ARWFFEINE R GET DAEMBN T B RFZEI B
T OMmMBHEEHIAE > THEMLI,

C. BIRHER

A [E R B AN CHEHR L 72 15652 k) D HE(E
At U7z 4172 BRI SE A LT= &2 A, 24 Jii% 3B
e SO OBl CRLE CER Tz, LI TE
N FRRALHI 26 G % B % 15628 fagk T
EREFHEL 4148 Jiii% TH-7= (i 26.5%) . 4
TSGR DI 2235 gk 5 [BIE 035357z ([0
£ 53.9%) , BFEBIOEIERZ, BEHENEL, /)
VERE, MRRNE, RIS ENEI 44.4%. 73.2%.
52.2%. 53.7% T~ 1=,

A E R DR E SN A EHEF S 868 4
T, EDIHIHENE392 44 LME4T0 4 RFE6 4T
BEROBLHIT 1:1.2 Thotz, PERBNITB
JEIFRNEE ANREE FRRRNEL, B RO BE R
LEN 668 A, 15 A 43 A, 142 N ThoT=,

[E ORGFEIME L FEERZE O BFE T, 2200 A
(95%1E HE X [H]: 1800-2700) SHEFF ST,

D. &%
AR BEHER L, B AR TR A 24
T HETEAE (2347 N) EITVMETIh-7-, B T2
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F. BIR%ER
. EmCFEFR
1) Kawazoe M, Nanki T, Saeki K, Ishikawa H,
Nakamura Y, Kawashima S, [to S, Kodera M,

Konda N, Kaname S, Harigai M. Nationwide
epidemiological survey of polyarteritis nodosa in
Japan in 2020. Mod Rheumatol. 2024 Feb
7:roae010. doi: 10.1093/mr/roae010. Online
ahead of print. PMID: 38343272

2)  Konda N, Sakai R, Saeki K, Matsubara Y,
Nakamura Y, Miyamae T, Nakaoka Y, Harigai M.

Nationwide clinical and epidemiological study of

large—vessel vasculitis in Japan in 2017.
Mod Rheumatol. 2023 Dec 22;34(1):167-174.
doi: 10.1093/mr/road019. PMID: 36737863

G. HMMFAEOIRFRR
1. KPS

7L

2. FEHBEE
7L

3. ol
7L

36



[RGB R AT B A B CRER M EIR BBORATT e $26)

Sy PR &

Peutz-Jeghers SEfREF L EF R R—L RERHO LEEFRE

IR EER (BIRERRSY: HsERT 2 — AREEZHM)

TR GF— (TR BIRER R R R

A)F5HE LT REFE RN, AR FRL, MBEFF,  ARER=E(A, BARE—, A S0, SRESS /NS,
JIIEFHE -, BOARTER (DD OV L E SRR BT SR I D EEROK HEE QOL [A]_ED 7 DWFFEEE)

(WHEEE]

[ NEDSD AR OVH LB B RE RS AT 6 R AR D K HEE QOL ] D72 b OWFFE | BETIE 2022 A2 42F]
PR FAAS ATV, Peutz—Jeghers SEMERE (PJS) LMY AR — 3 AGEMERE (JPS) D EBEEDOHEEE LT, xtRL7ed
RN, W kAR BE ANEEE NEAVERT, 200 SRIRRTEO IR ZBRE | REEFRE~ =27V 3 RIC
PEVVRIREL T LI E A RIS TR 2R E LT, 1748 FERZIZEREI S TR ATV, 2019 475
2021 FE0D 3AERITIEIRLTe T N TOBELZ AL, EIERIL 61.6% T, 1077 figgn bEEZ1G-, HiFHE
UL PJS398 A, JPS103 A CEMEREFM RN OHEFHEFBILPIS 1L 701 A (95%(FHE X (CI) - 581-820) (5: 375,
95% CI: 312-438,%¢:326, 95% CI: 258-393)&HER =41, 3 MO MM AIHZIL 0.6/100,000 T, 2021 FFDHEERIL
0.07/100, 000 EHERFESHLTZ, —J5. JPS 1 188 (95%CI: 147-230) (F: 112, 95%CI: 82-142, % 76, 95%Cl: 54-98 )T,
SEMOHARIAFRZIT 0.15/100,000, 2021 FEDFELEZEIT 0.02/ 100,000 LHEFHSIUZ, Wbl &R & ik

UIRIECD., A RO BT,

A BIRE®N
PJS 135 G B B s T L | R i R U R
—I RERELDERTHD, EBZ AN

DY, 10 A THER - AREH AR S TR BEn S,

Flo, N RO EICABIRE 2805
EDNVFE T D, PIS 13, BR % TRlBER T AN A& FEE
DVAT DRI EL EMIRZR IR 7 e —7
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FRITHSTIER U,
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Bz R R B LB L 7214 . HOD U ED - 4H
HHERIC KRR a BV fh U7z, k15203 2019 4 1
H1 H~2021 412 H 31 HO 3FERICZR LT
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NRE 7290, NS RR22 TR T LR B E
7920iF% (G T 1748kis%) ThD, [EIUFE Ll
Ahls, REBEREAHERL, o A nBEREsE
DN N ZH LT 3 EM OB AR MBI OA IR
REEML, SOICREREZE L,

(fify Bl i ~DELFE)

—UGRAEIE, BEBROBEZDADIETHY, fi
HERIINETHD, 7220, KA TIE— KA
(Z5l&keE, ZRaA L L TRERGOFHM O i
IEEL THY, MR mELFE AL B RO AGEETT
TIAAEFML TD,

C. HIRHER

42[H 2912 Jia% ) 5 1748 sk DS i B ik & L
THhiH S Gl 60.0%) . 95 1077 fifigka o]
BT (R 61.6%) , RS B HUT PJS 398,
JPS 103 fFlTHY . 4=E D BEEHIL PJS 701 (95% CI:
581-820) (*5: 375, 95% CI: 312-438, % 326, 95% CI:
258-393) LHEEtEHL, SFEMOMMAREIT
0.6/100,000, 20214F-D fEHEF(Z 0.07/100, 000 &
HEFFSHLTZ, — 7. JPS 1 188 (95%CI: 147-230) (-
112, 95%CI: 82-142, % 76, 95%Cl: 54-98 ), 34FfH
DOHIMAFFRIL 0.15/100,000, 2021 4D HER T
0.02/ 100,000 EHEEFFSATZ,
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e 5 LI EETHD,

o, T, T~ — 7 TIE20214E0 PJS DA R
FEEHLTWD, HEFIENRERDT-DIT, ik
FEEL VDS, B RO BB BT & i L TH AR
THY, ZOERIZHONTIE, A% OfToFi A7
E DN L ETHD,

JPS:ZIVETOWHNDLOHETIIAL10—16 5
MNCIAFIETHES LN TODN, ZORE SiiEE
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PJS LIFIRRIZ, &R DT LA A7 & DRGNS L
ThHD,
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HATHISH T, PJS & JPS OFJHE - fEBEAHE H
LTz, A1 ZRGRE KD | BRRE G ORI Z T+
EThD,

F. $&XH

1)  Giardiello FM, Brensinger JD, Tersmette AC,
Goodman SN, Petersen GM, Booker SV, et al.
Very high risk of cancer in familial Peutz—Jeghers
syndrome. Gastroenterology.
2000;119(6):1447-53.

2) Latchford AR, Neale K, Phillips RK, Clark SK.
Juvenile polyposis syndrome: a study of genotype,
phenotype, and long—term outcome. Dis Colon
Rectum. 2012;55(10):1038-43

3) Utsunomiya J, Gocho H, Miyanaga T, Hamaguchi
E, Kashimure A. Peutz—Jeghers syndrome: its
natural course and management. Johns Hopkins
Med J. 1975;136(2):71-82.
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EEh i EHERS T Rk £ ERFIRE (RHIRAE T BRAH R SO (CRATHBIR
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[(FEEE]

[REEFHER I RIS N DB HEBIHI 2 K OERIE B O EROKIE LN BE QOL [ RIZE T 5K
1% MiskhFoeE] AFFEBEClE 2018 FRZES —[RIREPE FIHAZT TV, TRIEPEFHER (ankylosing spondylitis:
AS)DHETE BB HUE 3200 A, X BRFZWiHAEAi 7= S 7e 0 AT EB HEBI ST 2% (non—radiographic axial SpA: nr-ax
SpA) DHEEFBEEUNL 800 ANEHEE L7, 85 —[n] H A=[EFH A (2023 4 1 A A7) Tk, xighaakatior., £z,
R EMEE BIEI 25 (Pustulotic arthro—osteitis: PAO) DFIEG RIS To77, 6 [l A HERI Eid 4=
[EFHAE D — RO [EIL R 56.1% (1172 fiik /2,089 figk) T. M BE XL AS 2,070/nr-ax SpA 729 A,
HBEEIT AS 4,700 A (95%1EHEX [ 3,900-5,600) /nr—ax SpA 1,700 A (95%1ZHEX[#]:1,300-2,100) SHEFFS
A, R OFRA L LR, BEE ORI DT, PAO 2EFRAE TIE, —RIHAEDRILERIT 54.0% (1.634
MRk 3,024 fig%) T, it BE L 2,284 A, BEHUT 5,100 A (95%(EHHX[#]:4,400-5,800) LHEFHS 7,

(RERPEEFHERS I 2 00 — R DI ERIT 44.5%(146 fimk /328 Jitink) T, AS 562 A, nr-ax SpA182 ADE
RIGIRDMEES IV, feEZIIEDNE S 8 4EH] (2015 A5 2022 4F) T, HARNEBIELUIAEGNZ 54 UIE
V.| T AAT 72 (AS389 A /nr—ax SpA 160 N), AS DHEEFEIEF#IT, F T 10 mflE 50 iz — 27230
FRIZE W T HLA-B27 Z R A L QWD E OEIE D EAE Chh o7z, FEAITITAM FHIRIEIDHK) 70% DIER]
ThEf T4, FRZ TNF BEEA] (72 23 2 40mg/2 ##) O FEREAK) 60 % Efct EREIG DS EfETHY, 80~
0% DIEBI THN T Tz, NEARERFEL QODLEDEIRITS 70.2%. % 65.9% CTéh-7z, —J7, nr-ax
SpA DOHEEFIEFMIL, AS LFEERIT, 10 mfRE 50 A UTE—2 30 | BT HLA-B2T ZfRAL T D
FOERNEECTH-T, ANEAHERL QWD ENT 16.7%. 2 27.3%ZHHITz,
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MBI ¢ (Pustulotic arthro—osteitis: PAO)H EY
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AUDEB T, BEISE St L O ETI T RIES
U PAO &7 255603805, PPP 2IROHIT,
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ANEHEESH, PAO X PPP @ 10~25.6% & DM
5. BAEIKRT 13,000~34,000 A EHEHIS LD,
PAO OB EFEFNZSWTIE, 4%, [HEEHH ) &
LCHEEZ TELTRY, EEOHERELTIZL
DD THETHD,
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HRIR T AR5 IRIHEIC SV Th, Zh e i,

1oZ&ELT,
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3 4] (2019 4EM D 2022 4F) IZRE ERZ TS - B
WX RAERD 2023 4 12 A KVFHEBIMEL Q1 D,
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TRREDOENIZHTm-> L, HIRER R FEE
FLLioh R —fakE (N LORBSOBIE D
ik A AL RIBFFERE B & 2) IC LD B A 21TV
AS/nr-ax SpA XL PAO ZNZHUTEBW T, &R
15T,

C. HIRM@/R
1. 55 Z[El Al HE B B 2 [ R A

— KA DAL H T 56.1% (1172 fig%/ 2,089 i
) Thotz, W BAEEITAS 2,070/nr-ax SpA 729
AT BEBIL AS 4,700 A (95% 12 #E X [ :
3,900-5,600) /nr—ax SpA 1,700 A (95% 1 X [1 :
1,300-2,100) LHEFF =472,

2. YRR E S BRI R R E A

—YRFHA DRI R 54.0% (1.634 Jfizk 3,024 i
) T, WA BRERL 2,284 AT, BEHIL5,100 A
(95% 15 #E X [#] : 4,400-5,800) LHEF+E 7=,

TR (R EHE)
5 IRMA b T HE BT £ A 2 [E A
TIRFAAEOEIIFET 44.5%(146 fgk /328 %) T,
AS 562 A nr-ax SpA 182 A DEGEREHMNINES N
T2, MEEZWrE I 2 8 A2 (2015 4E2 5 2022 4F)
T, AARNERIEUTEFNC R RE LY, fRNTEAT
277, (AS389 A/nr-ax SpA 160 A)
AS:
BT 65%C, AERFEENT, 5 40 5%, £ 50 AR
(=N HDHINTZ, FIEREIE, 2R 7% T, 5
10.5%. % 4. 7% B O BNFIEREEZA 55 OF|
BN EE Th o7z, HEEFIEFEIL, BT 10 e
50 i fRICE —2723BY | FrlTEWEUT HLA-B27 &
RAELTCWDEOEERREE ThHo7o, FHAITIL, 2
FRLE—MISE 27.0%, % 33.8% (ZE S, A
hTHHEMIELIZEDOFEIGILT 77.8%,/ 14 66.7%
ThoTo, EWFHRFNL, B 67.9%, & 71.3%25
FES IV T2, T TIE, TNF BLEAI (72 VU LR
2\ 40mg/2 ) FEHEIEE 61.0%, 2 60.4%L ., b I
H AN EE ThH 72, TNF BLEH] (72U L3N
40mg/2 ) DA ZHEIXT 89.4%, 2 77.0% Th -7z,
TNF FHEEA] (7 2V 532 80mg/2 ¥8) E i35 12.2%,
12 17.9% VT b 7ed AL 81.8%, %«
64.7% Chrolc, Flo, ABEAHEZHFEL TWDHED



EIHIET 70.2%., & 65.9% TH-o7=,
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B3 48% T, FHAERFFERIL S 40 kR, %z 50 mkfk

\ZE— I Bb T, HEERIEAMnIE, AS ERIEEIZ,

10 e 50 mARICE —2 0330, EVERT
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(1% 2) , HEEIIEEEDS 45 LA EObL oM, Bk
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HHNT,
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(1.4 £5) LTHRY, BIZBELDIML 2LV 808,

KFRMRRAE 2 WA BB 2 IRELTHE
FHEREHOEZ RS DHEE 2 BIND, — .
nr-ax SpA 1%, VU ~TF R CRE OB ALILD
23, fEak OHEINEIA (1.3 f%) LL S, BEEHE N
(2.2 %) LTHY, Jagg DA 2 72 LL Iz, s &
BB Z DD ATREMER DD EE 2 DT,

PAO O—WFHA CTITFHAPIAARFIZIX, FehllbE TR
Bz aR B L CUVRd o7z, LcL, AL 1 ki
BT 312 NEFEFITELDOBE LRIk 013 %
ST, ZOREFITIFRAEEDY 100—199 JFHRE D 7L
WH OFFE CIXHERHMEN 21,200 N&72D08, 2D XH
A E N Sy i R SRl ) = D] e e N
BEETHY | HEFHEZEEL, FofkHEFHEEL T
BHL,

TURHHA (R A HERI R 2% -

AEIOFAETIE, BARNT, 220, £ 8 FEMIC
MeEZMIS IV BE L AR EREURIT 21T > 72,
HETEFEIE MY 50 me R E HHR I E ORI Z 3B T
H. AS K° nr-ax SpA EZWIEN TWDZENALE
7polc, A% BIEF ORI LD IRG 0E N
7ol % fEHTL QUKL DD,

F7-. nr- ax SpA IZ DWW TiL, DETITH D3,
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KGR LT DU HONWTH, RIS EEE
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PAO T2 TCid, 2023 4E 12 A LIBRICTRE AT
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5 Al [EFHA DS AS, nr-axSpA, BL T PAO
DEEEEHEETL . AS, nr-ax SpA OEFRFRG L AL
o 51&1E PAO O ZIKFHAEDHFHRAIZOWT, &5
N 2T T QU T ETHD,
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1) Matsubara Y, Nakamura Y, Tamura N, Kameda H,
Otomo K, Kishimoto M, et al. A nationwide
questionnaire survey on the prevalence of ankylosing
spondylitis and non-radiographic axial
spondyloarthritis in Japan. Mod Rheumatol.
2022;32(5):960-7.
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Fontan 7 TiEA HE (FALD, Fontan associated liver disease) D B L ONEGARE R A BAS N
B728b | TEERO IBEET L BEARIE FARHIR O T2 O REEFFIA~ =27 V5 3 IR IZHE Y, [Fontan 74 B
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FALD D2z T OB BE X 40% Th-olz, ZONF2# LU FALD 22WrE% 35 8L CHEFHL 7= Fontan
T B ST 2020 40> 1 4FRC 7,810 A (95%1E##X M :5,430-10,200 A) . FALD E#40% 3,120 A
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SBIRTARTAAMNERRITE T DHFF) LU CHlkfe) 1 &
DOIE[FBFZEEL T, Fontan 14 BE ICRI 32 2 E %
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IBD:QORUS 5tk K [E] 2016-2030 7 a— 9, MR R. MAATUERIEK 10,000 JFkE KIE]
(NCT02791854) (20 %) RIEPENGIE &

UPMC IBD 3t K [H 2009-2030 RIEMEIGRR (7 m—ie BEHK 5,000 K& K
(NCT04243525) (20 4F) BB )

IMAGINE &k, F % 2017-2023 WEMENGIERERE, 7 27—, IMAGINE ~ A 7 B34 4 — A 8,000 ¥ b
(NCT03131414) (5 ) BB MER I JE . HEREA ERHE

PROCID-DCH i, 2018-2023 7 m— i CIRGMER G 2 BMERIEMER B OB S RE 57,053 K% Fre—7

Fv~—27 (NCT03456206) (24 %) e 9 FRFH OB M IE MR B WA

PANIC #&Br A A A 2021-2022 WA — 7 KIGBREE, WA —7 O%4E 11,000 & A AA A
(NCT04985981) (5 ) 7 a— 0, BB RIR

55 MR 1.

IBDSL ik /A4 Z & 2011-2020 MEVERIEMER B, BIEIERNS  RERGE &R RS & RS 5,000 JFBE e

(NCT02130349) (25 4F) K., 78— LHInE, #E, R (FER)
WA F~— T — RS

TARGET &g, KA > 2019-2023 rwa— 5, IREERER,  EEIEEM (Harvey-Bradshaw 4,400 A3 KA 3

(NCT04031482) (5 ) N TN index)

PROMIS, Patient Reported Outcomes Measurement Information System,

Gastro-Intestinal and Neuropsychiatric Effects

BERET D A LDOHAN Y

; IMAGINE: Inflammation, Microbiome, and Alimentation,


https://clinicaltrials.gov/study/NCT03840928
https://clinicaltrials.gov/study/NCT03251118
https://clinicaltrials.gov/study/NCT02791854
https://clinicaltrials.gov/study/NCT04243525
https://clinicaltrials.gov/study/NCT03131414
https://clinicaltrials.gov/study/NCT03456206
https://clinicaltrials.gov/study/NCT04985981
https://clinicaltrials.gov/study/NCT02130349
https://clinicaltrials.gov/study/NCT04031482

VISR O B SRR L JEBIEI TN T O RER b RIBR T s ks OHEEE Ch o 72,
2 #f9244 7% 'PatientSpot Formerly Known as ArthritisPower] T# ¥ . B4 MEFRORLHILA < . A5 E TII PatientSpo iR & FES Z & & L7z,
SRS HAREED R Do Te A ORI E Y A LHEE LT,
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Y—RAFV ZBRICEICERBOAEITHES St 0 BRE (PML) D&

LPAN: NN W it
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(W5 E]
2016 4F 12 A7 5 2024 4F 1 A £ TOHMIC,

(H{RERR SRR R s 7 — IR 2R )

(FEISEAFSERRSE IR N E DA - AR SR e 2 o 7 — TR BRI AT D)

WEATMES BN B AMAE (PML) FEEE Tl 2275 PML O

BIEEDNIZBE 460 FIOEHRAIEL . ZDHE 222 il PML LHIELT-, BH3 121 41 (55%) . 73 101 4
(45%) T, FRBAEERD YY) (I, e/l 1261 (63, 18-88) i#k/=o7c, 2021 FEDFREE DY 44 Bl b 26< .
TRBAE ST IME 2 7R LT, 2021 AEOREBERIT 3.58 (A1 1,000 7 ARHER) & RO EE KEL
blo7e, BERER TIPS 85 51 (38%) Lt 25< | JBJHIA 48 511 (22%) . HIV-AIDS 30 51 (14%) | [E/Z23
Ao 25 B (12%) . N TaBHT 23 451 (10%) 23 ZAUSHEN VT2, 13 61 (6%) 123U T, SafE R B35 JLps e AR g
TESNIRN Tz, SRV ERFERDORIWER L T PMLAIZRRAEL-EDS 14 41 (6%) BekSN TRY, 9 Bl
Fingolimod, 4 f§iZ Natalizumab 235 5-8 40 CV e, I CIERERBEELOHNINZIY PML O IEME72 4% 03
ETE D05, — T, W CHIE) S IR B REFIHFEL TRY, BWHREEE D) FaEb 7 FIEE~

DRI OIEEN SR OBIRETHD,

A BIREM

AT M2 B 9 B IMIE (Progressive Multifocal
Leukoencephalopathy; PML) iZ. EWN4+T 1000 5 A
21 ADMRET D72 R R THD, Y2 PML O
KRBT, SEREDIKX FIZHEDIMN D JC UA L AD
TEMEALTHD, fEK, PML IT50E R 2BE RS
DIBELTHDI TV, ITAETIE, 231 L
FEIR R Z 463D &3 D03 FARRIFEZIT Tl | Hi
AR ISR EORIWER LU TR T A5
EWNAADSL#EINDLINTe>TET, 70 Zoizh
PML (%, AN LA ERARBEHOOESELTiE
HEEBSh>DOH5, PML O R EICREE L1525 A
OB ORI RN S % ITENICHEITS
PML & BE OBMN PSS TND, 2070,
PML O fe BB ORI T EERE Th D,

AHFFED BHIIE, 2015 4T PML AFZEEEPN LA A%
L7z PML % —_ATF 2% B A UG L7 PML Ok
RAFH (L VAN — T —Z_R—2) AT L, AFRD
PML OB 52 812D,
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B9 2R A AFZEEE 1 IZH W T PML Y — AT AF
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PML OHJE & FIRE DB AR Z1T,

(2) PML OFIR B FEHEEZTT,
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A LN T D,

ZOFEHEIT., RET N TOEREMEE T PML O
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728) S AR T DA A DR SN T D,

SN BETE L, 4 3 RIBAfES D PML
—_RATUAFBRTBWTC, BUTOBMEEE VY
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Do BEBAS—F, RN E R D | BUH
BRIE T PRI BR | 52 770 & DRI Z CRER S 1L
TV, PML SHIESHTRERNE, FETCHIZFRAOT
TE BRI HL Y R IR A AN AT S AL, T2 OB
D THI TS,

(FRAT T 52 - FRAT 5 1)

2016 4F 12 A5 2024 4F 1 H £ TOHIFEIC PML
DIEBINEEDIE 460 BIDOBE NV — AT AFE
BaCEEIZRFSIL. £D55 222 #i]7° PML A
FHLHESNT-, 20 222 BilEfEirxig el . R
AR, SRR ORI HU A | 2O
FEPE | SRR AR E TR O I 2OV TR IR
Wata1T o7,

(fBRE ~DELRE)
ARFEEADOSINERLU T, HHY E N GE Y B
ADPSE@MIZEDA T —DbR a2 AL

Too FIREND UHFFEBEIZ B RO RIS DER,

ETOBEHRNPOEEOMENEREAIRL, KFE
IXEBER KRBICHRESN-mEEEEZE S TK
AT CEMRLZ OKGR ID: Bk 22-226 &),
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C. HIRMB/R

PML L COBERSITZ 222 BlDHH BAS 121
(55%) . 2223 101 f31] (45%) LIZIE R % Th o7z, FRk
FEHHOO R (FYfE) 13 61 7% (63 75%) THY., FAED
I 18 7%, FAEFRIL 88 ik COMEARTZ -7, PML fRH#
FOVE- 4l TlE, Beblz 60 mflice —2
RO (K 1),

TR OFERHERS T, 2022 4F23 44 1] (20%) &
b %<, 2018 D 30 51 (14%) | 2022 =D 28 44l
(13%) ZAZAUITHeE, PML B X200 10 4R CHEmM
Brach oz enimmesiviz (| 2) , %40 PML f#
BEREFEFIZBIT DA R (N DB GO 1E
THOWHNAD A D) TRLUCGRDIRRERE (N
1,000 5 ASHERT) 12, 2016 4E LR NME 2 HY |
2021 FFEDFEABR) 3.58, 2022 4E)N 2.29 &, HWEkD
Wi P & kRl (K 3), BAEOBRKE#ILRAI,
I~2 FENTRUEENDZEN S D | 2022 L4
M BEBUT A BN 52BN RIAEND,

T BH O R ZAENT RANCEE 2L, &b
PEBE DL TeDITHERD 31 151 (14%) T, Abifg
T 1961(9%) . THED 16 41 (7%) « KB 13 41 (6%)
FZS D 12 51 (5%) S Z AR M,

TUAE J OB FEMED A /L AR GEIZ B35
BHFFEHEOBWIIEAE D ([T S<BW oML I,
TESEFID 204 B (92%) &K% 5D I ZIERE B
11 1511 (5%) . BEWMEIAS 7 1] (3%) 7257, M ERRDS 68
B (31%) | FRAS 11 4 (5%) IZfA TS Ty, Gt
79 1511 (36%) AMRELZAIIC PML ER2BFS Uz,

PML Jf FB3 DO FEREZ BT, ik B3 85 {5
(38%) Lt < BIER DS 48 41 (22%) . HIV-AIDS
25 30 151 (14%) | [ETEHEAS 25 6 (12%) . N LB
23 1 (10%) &, SaPE A 4212 B 9~ 5 LAt /R S 2 I
\ZbTeo TV (K 4), MR B (85 61) DH 6| M
VoSS 46 451 (LR AR D 54%) &4 0L B4
A6 RUNTEFEMEE BEREDS 17 451 (20%) &ZAUTIR
W2 BB (48 B1) 0L | RH M) T h—T A
23281511 (58%) L2145 DL E& 6 7-, B4R TR
RELISM T S E N2 k32 D LoD FR 1% 30 5l
(14%) (2 v Frgit CD4 Btk > BRI IEDS 7
1] (Z DD BAEIRD 23%) & 567, 13 1] (6%)
DERFITBNT, ol R % K3 R RN IR R
WREE SV Do T2, ZFEMEREAIE A FERE R R TR
DERFN 14 H (6%) BRI TR, 9 il
Fingolimod, 5 #iZ Natalizumab % #¢5-Z31 TV /=,
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VT4 PML 23 YN WSS SO o 7= Z LB IE R
BHIINTEBEL CODEHELZRTED,
WEATONTE A D Tl ARRR

HIV-AIDS 234K D 40% (52 il 41 21 ) & (5 6> THY,

MR LRSS 13 61 (25%) | FBUER A3 7 451
(13%) Tdh-o7z, BUETIZZOMAEND 20 4<%
WL TUWNAAS, FLER BB 13 Y e L R L TR
LML TD, ARIFZEIZI1T D IR B )y Fi
XL B O LT D&, HIV-AIDS @ d 6D 2%
B LTz, ZOZEiE, HIV-AIDS LISk o SLpsR
BARFOF S PML IZRREBEL CTODIENEEL T
Do 57 FRERIFER S B FE O ] O H§ A Sk L
T, HRFNORNERELTO PML 23 AIICHE LT
WD RTRENVEDR DD, LU, BIR O JOIZHBIRE R TR
P _RATUAPKINCE T D PML OREEREE 5
AR TETCWDHEITE 212K, PML O IR RO
Pz Al YAt oY Nl i RSV ANAY X I PE- = PN AT
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DB A KR L, REOEREREN G
FHRHEMENEL TOD R THD (BEFHHE), 207
DARFEFET, EFRERRHEIC D AT A D720
T A EINETETND,

A FENNIN O DR D D, H—I1T, Bk
SEFIFLDINFETZ D70 RERRAR DI A4 % IEHEIC
KBECE TRV ABEERSH DLV S TH D, ZD
JUTOWTIE, S Hb T — AT A& L, AEB
ZERU UK ZE TR TED, 72720 AAFZEITEL
B EOEFHE " CHIBLI BB E KX
LBl TEY, LLATE 2 LAZ IO m RS R
DGO TND, B O FERFL, Bl T 1212
DUNTHGRFENT AR TV W R Th D, PML
—_RATURAFET, RENIIIERBERFETD
. PML OB LIAMIH IR0 T %2 5 O 7218 R
BEATHEREZHEZ TVD, L LBLIRERUCIE, B8k
SITIEBNZDWT, R T2 A AT CEHFEIC
BT — 2 UE TE TR, ZORIZEELT
X, A %D %Y BE O Y EISHE RIS 2 L0 |
BEHEREIEL QKB ERHD,
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PML $—_A T RAEIEDT —H_X—2% T,
KHRD PML D FR WO LT, T —F " — 2R
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%) DL ND IRV > 2D, —I7C, Wi ()
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1) TS BN A ERER R AT AR T A
http://prion.umin.jp/guideline/guideline_PML._20
17.pdf

2) ZiH#EIA. EITHESEM A EME(CY AV R)
Clinical Neuroscience. 38: 1251-1254. 2020.

3) Maillart E, Louapre C, Lubetzki C, Papeix C.



4)

5)

Fingolimod to treat severe multiple sclerosis after
natalizumab—associated progressive multifocal
leukoencephalopathy: a valid option? Mult Scler.
20: 505-509. 2014.

Calic Z, Cappelen—Smith C, Hodgkinson SJ, et al.
reatment of progressive multifocal
leukoencephalopathy—immune reconstitution
inflammatory syndrome with intravenous
immunoglobulin in a patient with multiple sclerosis
treated with fingolimod after discontinuation of
natalizumab. ] Clin Neurosci. 22: 598-600. 2015.
Peaureaux D, Pignolet B, Biotti D, et al.
Fingolimod treatment after natalizumab—related
progressive multifocal leukoencephalopathy: three
new cases. Mult Scler. 21: 671-672. 2015.
Carruthers RL, Berger J. Progressive multifocal
leukoencephalopathy and JC Virus—related
disease in modern neurology practice. Mult Scler
Relat Disord. 3: 419-430. 2014.
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CJD P —_AFLAFEE LT 1999 424 H)D 2024 4E 2 A £TIZ 9678 il BATEHRAUEEL . ZDHE 5055
a7 VA IR EFRE LT, 2023 EAEIZ1E 544 BINETE 2 (2023 49 A -2024 4F 2 A BfE) TGS, £ D)

B 357 BN T VA ARERES NI,
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Bl o577, 2023 FEEEI B ERSIVIEBIDONGRIZ. AEME CID 23 261 41 (73%) . df=ME7 VA 9563 95 51 (27%) |

dCJD 73 1 Bz o7z,

BRI EIZHIMEAN DD ATREMEA DY | Y —_A T ADHEREN BT DD,
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CJD Y —=_ATUAFE1F 1999 4F 4 AHD 2024
42 HETIZ 9678 FlDBETEMAILEL, ZDHH
5055 il 7 VAP EFRE LT, 2023 FEREIZIT 544
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S, D5 357 FINTVAIFLEBES N,

CBRERBE B DOHER)
1999 FELUKE, FIFET LOEFTIE I —_ATF
ARG BE BTGB T D, 2024 42 H DRf R
TIE, 201440 301 B3 fc % ChoTz, Fio,
SRR CEHSNDETIUTEAFELEL D,
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(W= R

BRERIE B A RO NFRIFIEME CID 23 3827 Hil
(76%) , TWIRPEZ VA ATA 1115 1] (22%) | FEIEREAE
J& %4 4% CJD (dura mater graft—associated CJD,
dCJD) % 94 #i] (2%) , Z= 52580 CJD 73 1 f5i], KA D
TVA LRI 18 BITZ o7, 2023 IR ERS AV E
FIOWNFRIL, MFEME CID 25 261 451 (73%) | EintE~
UA 525 95 1511 (27%) . dCJD 23 1 fil7Z~72, (3R 1)

FE 9 A s 0D T A (DU 43 (AP (X AMFE 4 CJD
25 T1 5% (64, 77) .
dCJD 7361 % (49.2, 69) 7257z, £ BAI CID1 B4
WX 48 ik 72 o7, Bk (5 /20) 1, MVE CJD 23
0.79(1689/2138) , BAPEZ VA Ji 73 0.69
(456/659) . dCJD 73 0.79 (1689/2138) 7o 7=, 2552
B CJD @ 1 FIOHERNIE B MIZ -7,

BT ORI T, MEEFLF i‘ﬁ”@%{mﬁﬁ
D HEIEIZINZEME CID 73 86% (400/3827) | i Antt~
U575 99% (141/1115) . dCJD 75 83%(41/94) . &
YD TV AFH 39%(2/18) | ZE A CID A 100%
(/D) EoTe, —I5 T iEFEGID EDLENIG 1TINFE
P CJD 25 10%(400/3827) | BARMET VAL 553 13%
(141/1115) , dCJD 73 44%(41/94) . ROZFED T VA
IRDN 11%(2/18)  ZZFI CID 23 100%(1/1) 725
7=

BATET VA DS T3 1% (62, 81) |
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7)2‘/%Eluﬁ% IFaRy 129 Eaky 219 1Z1E
ZRINHALTIY, HREICBEL T\ D, DA3E

d z‘owf ARy 129 2 CTHRLESGEDDAT A=
UIREBEA IR Met/Met) D (5D DHEIE L., INFEME
CJD 2% 62%(2368/3827) . IABPET VA LD T9%
(886/1115) . dCJD 75 68%(64/94) . RAFHEAD T VA
VIRAY56%(10/18) | 28 FAL CJD 23 100% (1/1) 72572,
— . ARy 219 2RI THRLEZGRO LT VAR
EHEAIR (Glu/Glu) D 5285 1%, I CID 2
65%(2472/3827) | BARMEZ VA28 92%
(1027/1115) , dCJD 73 65%(61/94) . RAyFEDF VA
VHRDS 44%(8/18) | ZEHLFAL CID A3 100%(1/1) 72577,
2L, VAV E HBE T RAESRIETOFIHFE
AT D, (R 2)

(ﬁ{a@"uw‘/ﬁ@r AL DR
BT VA ARIT T VA B ADBIFERIC

F o TlE st CJD. Gerstmann—Straussler—Scheinker
(GSS) . BEEMEF MR IRE (Fatal Familial
ESND, BEIE R IR DER
PEFVA A 1115 BlicBW T, a1 AR
DOWERIZ, V1801 GEfxtE: CJD) A3 611 1] (55%)
M232R GEfzE CJD) 3 128 441 (11%) . E200K (& {m
CJD) 3 126 1 (11%) . P102L (GSS) 23 160 1 (14%)
P105L (GSS) 23 23 5 (2%) . D178N (FFD) A3 9 fil, Z®
fhDZEELIN 58 1] (5%) 12 57-, 2023 4EFE B ERSN
72 95 BIDOPNFER I, V1801 23 64 1 (67%) . M232R 73 6
1 (6%) . E200K 23 6 51 (6%) . P102L A% 8 44 (8%) .
P105L 73 4 151 (4%) | & DAtho> 22 F A3 58 i (5%) 72>
7

I (WU 4EPE) 1, V180T 23 79 7% (75, 84) |
M232R 7% 67 1% (60, 73) . E200K 7% 62 ji% (55, 67.8) |
P102L %3 57 1% (50.8, 62) . P105L 23 46 5% (41, 48)
7ot Bk (B /40) 1%, VI80I 23 0.53(212/399) .
M232R %% 0.94 (62/66) , E200K 73 1.03 (64/62)
P102L 7% 0.88(75/85) . P105L 75 1.09 (12/11) 725
77

2R 129 25T Met/Met D 5O BEI AL, VIS0I
25 75% (461/611) . M232R 25 98% (125/128) . E200K
7395%(120/126) . P102L 73 84%(135/160) . P105L A3
0%(0/23) . D178N 7% 89%(8/9) 727z, —J5, 2k¥
219 ZH1C Glu/Glu @ 5D 5EIA X, V180 2% 99%
(602/611) . M232R 75 98%(126/128) . E200K 7% 94%
(118/126) , P102L %% 75%(120/160) , P105L 7% 65%

Insomnia, FFI) {Z



(15/23) . D178N 25 89%(8/9) 7= ~7-, (5% 3)

(A7)

YA T ALBIFRAIZ L > T 4432 BIDFE LT
DSBSV, T L AR 7 BT P il i, 0%
M CJD 2313 » A, dCJD 3 15 # A | V1801 GEf=ME
CJD) 73 24 # H  M232R &= CJD) 23 14 7 A |
E200K (G&fmft: CJD) 2% 10 # H . P102L(GSS) 2% 75
s H ., P105L(GSS) 25 184 » H 12 o7=,

D. ¥

TV IR E RO FE RS BT DL I —
AT ADIEDS 2014 4EF THIIME M IZH
2014 AR LU LT BIF L Cna s, 7"92”‘/
DRI OIEZ R T — A TR TB RS
HETITEEL TS B0, 2014 FELIEL 3R &
I WD ATREMED 3D, N D EhEFHA CIE
2014 4ELIMEY CJD (CX D0 HHUITIEML TIRY,
Y= _AT AL DRIFE I bR 2B > THEAIIL T
{BHETRIND, BB EDHEINL TODF72R A
L B REIEOE AR CJD h—_AFU2AEH

DAL DWI AR R OMeSLIZ I LAATIZR2 W
O TIZIE T L TN EI TR RNE N T VA i &

ZMENDINT o= Z L THLEHEREN D, L
L. EIZFEEEDEIL TOA A REML HY | —
RAZ U ADRGE NS ETHD,

AR CIBEBET VAR OI S | VIS0l 4 B
STCBRME CID EZMIENABEDHINL Tna,
V180T LI IR AE MR A ML OO L Ll L Tl Y,
i OESTHERREEDJRIRE L COT VAR D
REEN B E-T-Z LT, WS N AR M- INLT-
HO LRSS,

European Creutzfeldt—Jakob Disease Surveillance
Network (EUROCJD) !, EU #EIZBIFLET LD
CID SECH DR A AL T D, VIRERK
E T M E OV —_A TR AT DAL
CID OFIRBAZ L TD, 297220 Zhbo
Y= _RATUAL AT ATOBREOLO LR,
RARNIIIECHID B> T, DBEDY —
NAFTUATIL, 3 DOFEHRFEES LI FIREL RS
R DL AR 2MES N TIER] D 52
HIFAAEZAT > TVD, Fo P — AT R TR Gk
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EITIEFNZ DOV TIIE COMERR SIS ECIEBA
HEFRL TND, FDTD ARG LR (IR IR
I — AT REHE | TR R R Th
%o IBIFFHAEICED FFNDIE T ETOMM O
72T T BRI IR A T OFE AR 2
ZENARETH D, "D RUTHORE DT VA Y
—_RATUADREIRFHATHD,

CJD —=_ATFLAFEBRITNL 2 DOPEN DD,
DD ITHIRREIMEL ﬁﬁ%ﬁ@%’ AMENZET
%, VAL IROMEEZWITIREAT R K> T
NDT=80 ., FitR oM LIXEEARMRETHD, ITHE

TIXHRBROM E2OS LT, B & 72 3 el
HRFERAN R A DN TS, BHITDEDIE, dCJD
HAEDER THD, 1987 FELIM, b MR R 27K
Fe b R DDA TN DH I /e~ T LIRS |
DETIEH 53 dCID BB OFRIRBARDHIL TS,

PZNFETORENLELN- BRI A TE 2
L& E—II3mE TODHEHERITE D, Ll 2023
FEEEY 1 HIOBENH-T2I, SHLENT
dCJD DBEEDIAETHAREMEDR B D,

E. iR

REY—_RATUADT —HRX—2% FNT, DR
ENCBTDT VA IR DR AR E NI LT, B
BUXEEEIMERICHLFTREMEDRHY | r— AT
RO LB TS,

F. $&XH

1) EUROCJD: http://www.eurocjd.ed.ac.uk/
2) THE NATIONAL CJD RESEARCH &
SURVEILLANCE UNIT (NCJDRSU):

http://www.cjd.ed.ac.uk/surveillance

3) National Prion Disease Pathology Surveillance
Center:
http://case.edu/med/pathology/centers/npdpsc/

4) Nakamura Y, Ae R, Takumi I, et al. Descriptive
epidemiology of prion disease in Japan:1999-2012. ]
Epidemiol. 2015;25:8-14.

5) Ae R, Hamaguchi T, Nakamura Y, et al. Update:
Dura Mater Graft—Associated Creutzfeldt—Jakob
Disease — Japan, 1975-2017. MMWR Morb Mortal
Wkly Rep 2018;67:274-278.
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3 1. 2023 HE OB GRS DG

2023 FEEELLRT 2023 £REE =X
N = 4698 N=357" N =5055"

I

g CID 3,566 (76%) 261 (73%) 3,827 (76%)
25 JH CJD 1(<0.1%) 0(0%)  1(<0.1%)
dCJD 93(2.0%)  1(0.3%) 94 (1.9%)
EfzPE CJD (V1801 547 (12%) 64 (18%) 611 (12%)
&P CJD (M232R) 122 (2.6%) 6 (1.7%) 128 (2.5%)
i/t CJD (E200K) 120 (2.6%) 6 (1.7%) 126 (2.5%)
GSS (P102L) 152 (3.2%)  8(2.2%) 160 (3.2%)
GSS (P105L) 19(0.4%)  4(1.1%) 23 (0.5%)

FFI (D178N) 9 (0.2%) 0(0%)  9(0.2%)

Z DMOBARNET Y A 9 51 (1.1%) 7(2.0%) 58 (1.1%)

KROGEOT ) A 18 (0.4%) 0 (0%) 18 (0.4%)

n (%)

CID: 7uaAY 7=k« Ya7J. dCJID : WlEBMEEEZ G35 CIJD. GSS: YV AR~y « A bR
A AT — ¥ A T—F. FFI : S F MR IRE.
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# 2. B Z & OFEARIFHEOERT

sCJD vCJD dCJD BTV F U
N = 3827" N =11 N = 94' N = 1115’
el
5 1,689 (44%) 1 (100%) 40 (43%) 456 (41%)
% 2,138 (56%) 0(0%) 54 (57%) 659 (59%)
A 71(64,77) 48 (48,48) 61 (49, 69) 73 (62, 81)
fife 2k
e £ 400 (10%)  1(100%) 41 (44%) 141 (13%)

IHITHEEG] 2,876 (75%)  0(0%) 37 (39%) 959 (86%)
2 M 551 (14%)  0(0%) 16 (17%) 15 (1.3%)
FNi 0 (0%) 0 (0%) 0 (0%) 0 (0%)

o Ny 129 47

Met/Met 2,368 (62%) 1(100%) 64 (68%) 886 (79%)
Met/Val 115(3.0%)  0(0%) 3 (3.2%) 187 (17%)
Val/Val 12(0.3%) 0 (0%) 0 (0%) 1(<0.1%)
A 1,332(35%) 0(0%) 27 (29%) 41 (3.7%)

a R 219 £

Glu/Glu 2,472 (65%) 1(100%) 61(65%) 1,027 (92%)
Glu/Lys 11(0.3%)  0(0%) 5 (5.3%) 13 (1.2%)
Lys/Lys 3(<0.1%) 0 (0%) 0 (0%) 2 (0.2%)
A 1,341 (35%) 0(0%) 28 (30%) 73 (6.5%)

n (%); Median (IQR)

CID: Z7uA>Y7x)vh - YarhE sCID : MM CID. dCID : A 2 F 7% CJD. vCJD :
A CIJD. Met : AFA=>. Val: NV . Glu: Z &I Lys: U,
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%E 3. iﬁ’fﬁ‘l‘$7o U j‘yﬁﬁlﬁﬁ'éifoﬁiﬁ{ﬁ%%ﬂ: L @%KE@%{&®%§+

&Mk CJD GSS FFI
V180l M232R  E200K P102L P105L D178N
N=611" N=128'" N=126' N=160" N=23' N =9

P51

i 212 (35%) 62 (48%) 64 (51%) 75(47%) 12(52%) 6 (67%)

7 399 (65%) 66 (52%) 62 (49%) 85(53%) 11(48%) 3 (33%)
il 79 (75, 84) 67 (60, 73) 62 (55,68) 57 (51,62) 46 (41,48) 58 (54, 61)
e =

e 321 69 (11%) 20 (16%) 25(20%) 14 (8.8%) 2(8.7%) 4 (44%)

EIET =L 541 (89%) 108 (84%) 101 (80%) 146 (91%) 21(91%) 5 (56%)

el 1(0.2%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
&N\ 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)

o Ny 129 47

Met/Met 461 (75%) 125 (98%) 120 (95%) 135(84%) 0 (0%) 8 (89%)
Met/Val 145 (24%) 2 (1.6%) 5(4.0%) 10(6.3%) 21(91%) 1 (11%)
Val/Val 1(0.2%)  0(0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
R 4(0.7%) 1(0.8%) 1(0.8%) 15(9.4%) 2(8.7%) 0 (0%)

o Ny 219 47

Glu/Glu 602 (99%) 126 (98%) 118 (94%) 120 (75%) 15(65%) 8 (89%)
Glu/Lys 00%) 1(0.8%) 7(56%) 5(3.1%)  0(0%) 0 (0%)
Lys/Lys 0 (0%) 0 (0%) 0(0%)  1(0.6%) 0 (0%) 0 (0%)
R 9(15%) 1(0.8%) 1(0.8%) 34(21%) 8(35%) 1 (11%)

'n (%); Median (IQR)

CID: Z7uAY 7= bFadyH. GSS: FIVA vy« AhuA AT — - v A H—J5. FFIL:
BOEEFHEMEAIRIE. Met : AF A=, Val: RU Y. Glu: ZVHZ I VW Lys: Ui
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