i 3x S

40

5=






EEFSBRFRRERPE (FaHRBEERIFESR)

WEMRHmRESE

HAMIFRAMRE - S mERECRY 3 REMR

MRAERE THEE
REARFAFREFATRE FiRkasARF iR

MRES

MREREED T X X /X— MERE LT, EAMTRFEES L OMESIELTE ICBET 2 EMTHY - TR
Zz@L T, 1) BEEGTFHRLE QOLDALDOER, 2) EEFHBEOERBERIEAL S 2MBOIE, MK
EHENTH S,

2020 F£~2022 FEIZHB T2 NRERIIUTO 7 DO EMITRBEE (FEEHRE) ThH 5,

(1) Vv iREMmEEE (LAM). (2) MigERSE®ESE (AHS), ) al-7YyF MU T v RZE
(AATD). (3) mEfiRiEMmmELE (PAH), (5) {@MmeEeEmamELE (CTEPH), (6) fhERiRkEAZEAE
(PVOD) /FhiEMmMERELE (PCH). (7) BEEMEHMERBMENLRE (X7 —%) (HHT)

TRTOMNREBICH LT [ZEHA FIAVICHEELIPITET YR GEX)] OBERICKED, R/ H
AHOLDITET Y ZICET BTEAMENICHET Lz, [V Y/ IREBEE(LAM) Z2EDOF 5= 2022 [HE
ARSI AEERE(SAS) DTN A K54 >2020] [al-7>F hU TV REZE ZEOFF|E 2021) 18
M mieZER M S MELE(CTEPH) 28N A K54 > 2022 [FvE:IREIZEE /B E# Mm% f&iE (PVOD/PCH)
TEHARZ422022] Z{ER L. EHICART— 74> 77 [famEEZEAA K74 2022] @
{ERR & RIS 21T > 72,

AMED B & EH# L, WREBICET 2R ALEEL /-, FHICHAMSME - BHERFESO JAPHR L ¥
ZhY—, HFOMERBEFHE B/ 77y b 74— LA EARILESHE2ELC TERELIERBEL VXY —
TOEEZFOMEE, LA M) —%2FFALZFEAEORARRZITL., BBREREZEL LR EE
BRBNE., SDICZORREAZIIZHA R IA > 0HEFTARE, BEF - BEOESICERL 7=,

BEFATH3EATRRFR, BAMENE - MBERFS. AAERBFER. BRFERs7 - U EY
T—YarFa HAERSFEARFZR, BANBRZFREEREL, BEF - EREOESICEDLOYE., BRERD
MEAE->7-, AL, BRABECEESEDEEICLZ TV Ay FZ—XDHER. TREARBECFEEST
DERYYRITLICEY . BRICHT 2#ENAE R - BREEB R EFFIRE L TCOMEETREED -,
MU EAIET D EARMEHABICENT, [EEBRICERALS 2MR0OIE - FR] #@8L T, HFanh

[EEAMTRSEREREE QOL M L] OERICEIOMITREEMRL 7=,

(HERHEE] (A+FIR)

BRIER BLARER  NMARFRFPEFIR EREART  FEAD

FR 15 EMARFEFZE BIRGAR FAEED

#HE F— EHiEEEEERTRIRSEL Y 24— BRI 22— €y 42—k
me Al EL{EEREMIE > & — bt - LIRMERREF] &k - Ex
NI BT ENRREERLEERY Y £ — BERARED TREMEE KA
B Bl EREAFAFREFNAR BRGANTE IR

B R’E RIEERRTRES - 7T LLF—REAR Bk

RE #M—B TERFAFPREZELR FReART HEHIR

EAR & WEKRFPEZE MNEMNTE HEHR




2 HFE  TERFRFREZFMRR FREARTE HEHR

A R—B EREREULKRFHRERR BREAN B

#wAR Re  EIRBEERARtE VX — HmEEFM - EFER HEER

wAR R TERFRFPREZVER FREAMNTE  ZR

ML A BEREZBRFARERESHER FTRHENRE ZFEHR

£ EB  TFTEXFEREFHRt > X — WRIB[ESHEZHIB FEHR

PE FE RERFRZREFVRR BREATE HR

Mg FR  TERFRPREFER ThaART? BEHR

AR #— ERERELAFERE BREART HR

[P BARFEZHARARERZDE BRES - WREBPHEE 9% (HIRAH)
RERFPRFZEEFVABMET / LEF L2 — HEHER

2 —= UBERFAFHREFVELR ARFEE SEHR

SFH I TEAFEREFMREYZ—- HEHER

EF EN  HEDILEERtY 2 —hRHRMER TREAR ER - PRENEERR

KRB BER ERAFRZREFRAER FRaART #R

BRI AR BREZFEMKZRMNEEv Y X— BERHERZES - FERR 2%

el £  GENRFZWARGEEFZREZT ARFEE—HE R

ME XTI GEINKFESLBAERE Fhas - BRRE - 7 LAF AR REHEE

WFE e BEXRIBARFEFE NER #R

WH ¥ ERXFERKFELEERt 22— BERFERDER - fERR ED

=H HE EREREURFETR HmARTE HER

2020 SFE(H 2 F£E)~2022 FE(HM 4 £E) HARLEORIE
WEI AR M AR - BORRIA 70> = 7 b

u JEIEHECRIFATE (MRS EFR AR - B UERE | B 3 2 WA
, BEPHT - LA T B | m
st = T EQ% ﬁz’: %ﬁ %
¥ |l w8 |lowd|| 2% || 70% (| BE|| %7 || B
no|BE | BE|\EBm| GE | 2R BB B | %
gﬁ B ;:@ %a;r: g e ) L4 B #
Sa || %2 ([Z08|| 35 |22 || Tg| 2 || 6 2
2021 FFHE X e E,*,% 'E ?L--j%f J&ﬁ it B -
(4rRI3SEHE) i = R | [ = | | B o g g i
e Iy oL " ™ AL
7o E ) 85 g = 7a || # ®
DIl g (8| %] 4 || 2% 8,0
& : < 22 || &
, : ’ o x '
ot g i i { 4o
™, r
[ AR VL (85) Ol |
AMED £ & 0iEi#fE

O@=EEHL P X Y Japan PH Registry O 7 — X % F ;& L 8 IR4E it = MM ELE (X9 5 Precision
Medicine #EE$ 27003t 7 MEEME FIERAREXE : ARHE—)
@EEL TR Y Japan PH Registry ZEA L 7-BIRMEMEMEED 7> X v b XT 4 AL ==X



5LET v REIHEHAR (HRRKE  HNE—)

@=EL XY Japan PH Registry ZF5ER L 7= BRI = ILEE (S8 9 B 31 I1L-6 SRR TLIAE IS L K
Di-HOEMEERER FFRAEE @ BNE—)

@ LRI NERZ S fim D% MR ER &SR (FFefEs @« £HEZED)
@iettmieEeUmSMELEICH T ZIEIR/ NNV —  FERTTOEROBIHMER VT 1 — KNy 7 AT L%
BREYT DHREMRET FHRREKE  NIAL)

Q@istmieEREMSMEEICET 2S5 MEERL P X MUME (FFFRMAERE © FELLAKED)

O XM EFRALAIEMMEERERSMEEICHT 2T XY N\ OBIGILADT- o DOF INEBEENE
BIRE (FARAEE  FIERAAKER)

BAARIEEENICK YIRTE - REFTL-BBEHAFFM4 Y - BEOFSIZD—EZ2TT,

- U Y SIRE BB (LAM) B0 F5| & 2022
(https://www.jrs.or.jp/activities/guidelines/file/LAM_GL%202022.pdf)

- FEEREF M RERRE(SAS) D2 A K7 4 > 2020
(https://www.jrs.or.jp/publication/file/guidelines_sas2020.pdf)

cal-TrF AU TUUREE ZEOFSIE 2021
(https://www.jrs.or.jp/publication/file/al_2021.pdf)

- EMEFELESA K74 > 2022 (77 YR
AppStore : https://letterpress.co.jp/url/mHI2ET
GooglePlay : https://play.google.com/store/apps/details?id=biz.smart119.jpcphs

B MmiEEE MR MERE(CTEPH) 2&A A K54 > 2022
(http://jpcphs.org/pdf/guideline/cteph_guideline2022.pdf)

- BB AR EAZESE /B B AR M E AEAE (PVOD/PCH) 2EA A K5 A > 2022
(http://jpcphs.org/pdf/guideline/pvodpch_guideline2022.pdf)

JPCPHS

EEIETSFRIFIERES (5A5) ®
DE®AKS512020 -

U2 SRR (LAM)
BROFSIE
2022

W-TYFRITIIREE
@ BEROF5|E 2021
[#®218]

Z OftitHkRY - XE
*PH 7 —JL K2R L Nice 2018 O HAZER [MimMTiE : O ZMT &A% ] ERS HAR 2020
- FEICLZEY - sYFEMMeLEEICBET S X T —FX b

(http://www. JpCphS org/pdf/mdex/statement 20220114.pdf)

&

wem
BEMEET-NE 7L (Nice 2018)
SMER: B ORISR




A. IR AN

M#AMETRaERE - e MEEICEE T 2HEME] 3. HAMPRFIERBS LOMEMEEICEY 2#
Wrey - MR A B L T, 1) BEED TR L QOL 0ALEDOER, 2) EEFHBEOEEBRICEARAL S 2
MEOWE, 220 KREBENTH D, [BEESHEZEOLZWMEL] ICBBL T, FEBOME. £/ (2
BHARZAYDER/EH] ICHFELIDTET VYR BX) OBERELMET 5, INoldARTRES
=, BAfsiE - MERFS. BAERSYS. BATRT 7 - Unte) T—2 a3 r2a BAFRSEN
MZER ARNEMZRLBEDEEFR L DEEZNY BHORITT 25, #HAEPRFREDORKAEIL
[fhfhE] <h Y., MBEREHRLHET 5, CNOOMREZERITT 22 LICLY ., [ERBERISEAL D
HHAROUNE - FAR] &, ZORER [#BETRB[EEEBED QOLmLE] 2 HFIND,

B. AR AL

[HEAMMRARER - eMEREICRE T 2@AEMRI] 121 ERUEMELR (Vo IREHIEE). 2) Tk
RS ERE L TRIET 25EE RERIJERE). 4) - [REREE (a-7YF VTV Rz
fE). 4) MERESR (FEREMSEE, EBEnNEEREMEMEE. MEREAEE. MERiE~LSE
TEFRT—R). aRFEBELTWD, RARMONRELBIEITROEBY TH 2,
(1) Vv iREmEE (LAM)
fhfRE#a SEREE (AHS)

TrFrUTRERE (AATD)

Hmiﬁﬁﬁli%%ﬁﬂl}_r (PAH)
e meEL RS MEE (CTEPH)
fiERAREAZEE (PVOD) /FhEMMMERELRE (PCH)
) BEMEEDERBOELRRE (F X7 —%) (HHT)
BEgEE & LT, 8) RMWMEMBMEAERE (PPS). 9) BRAFIEZ > 7 L/ REREBIKE (LCH). 10)
Birt-Hogg-Dubé (BHD) JEMREE%Z&®H 5,

fof R SIERE: (AHS) IFERBEEERSEE CH Y. TREPRIEEIRTERE (Congenital central
hypoventilation syndrome: CCHS) A AHS (C&F N 570, FpL 29 FEH H CCHS HARIL & &6f L THIZR
TEENARELTWD

INOLWEREBICEAL T, BEAA P74 AMER/EHICKZRILOTET VR (BEHX) DRI, £ LT
R/BERDPLOITET > RICET 35332 MM ICHE ﬁ"g'%o

2
3
4
5

)
)
) a
)
)
6)

(
(
(
(
(
(7

REZEE L TCTRERES %,

ZEAARTZAVIZESLI 2T ET VY ADEIH

LA NYDREE, 7/ LEBZECL YR N FRAAEASOIET » XDAIH
%n%[%@ﬁ4 X4E (B5IC PAH 3 L UV CCHS IZBEL )
EEBGREANDETHRORK T, BERLOEE
e %rﬁr@ ST BBEERIC O VLT DERBRRT - EXROITE

FERCEEEDN - ABRSRITMICH TS Al (deep learning) Fiffi & LN Btk - HERERRIT O IG B

1
2
3
4
5

(
(
(
(
(
(6

O T o O — ~—

AR TIE, ARREXEIRIEL. BET 2ZMERTH 2F2DXA 24 ZHBATNDS, IHICE
BHA K74 ORGHERDI-0, BESLEELTWS, /. HBEOEBRAEEDIEREZEDZ1-0
ARMEEARFE L DEEL &> TWD,

I, BEEOESICHEV, NEHREEHERBOBRABITEEZRAR TRET 3 [BITHEE] |
mfgi%@%®2m5$r\ﬁ&ﬁ%iﬁ%@ﬁ%[%i%%7w$¥kZMSET@H%EﬁiﬁuﬁT



DEE] E W FEICAIY . NR - BIAE—RE LERDRBICHT IR - SEAGHIOBE, BITHE
BOWHEHLITH) T & & L, YU L Tld, FEARIMER S IMERES L CMERSEEREO R O/NEIE
MERFER L CCHS (e RMAPMMHEIRTERE) & R AMIEIRSERSE (AHS) oo CCHS ICBL T#
ITHIEE O - HeExL 2 BiE L7,

BAEEZEE LT, TEEBCRISERAL S 2MB0INE - JERA) #BL T, #aMTRazEEEE QOL M
EZHELTWS,

BEEICHT 2 EEMNAMREABEE LT, UTFE2ZET 1,

1) U RIREBEE (LAM) (FEE#% 89)

1-1. LAM ZEAA R A VICEMT 2T T XDRIHZBI5T,

1-2. LAM #tE2, J-LAM 0% (LAM BHEXEHEOR) FHEO LAM 7+ — 7 LICHE L T, EEBR

H, BH. BR~NOEEEHEITI,

1-3. /77 v bR— LD LOXEEZ, HOMEEEFHE (http://lamaatd.com/) Z#fALzL P
AU R T LOBEE MR, BEZFAEBR COREBEERA, BEL VXM ZRET 5,

1-4. 2016 EAFEEHD ATS/IRS BERIDEZENA K74 VEHICAERBRIA K74 > - ZEOF5| &% 1F
%9 %,

2) MR SUEREREE (AHS) (3BT EE 230)

2-1. R SERRE (AHS) ICBSL T, CCHSMIRITE BRITEEN M K74 VEREICERY BT,
2-2.CCHS 2h 1 K74 v EE%# BT,

2-3.CCHS #B1TH8 (b5 P v ay) EEROFFIEETAZBET,

2-4. PR AFRREIRSUEREE (AHS) OREREETEFRENAIEICAZMTEAREZBET,

3) a-TYF R UTYYRERE (AATD) (EEHR 231)

3-1. a,-7>»F rU Ty REE (AATD) (2 ¥ 27 EEICEA L T, Alpha-1 MP (Prolastin®-C) DR k&
NS, KERTHLEMRAMORIA Y. AATD 2EBEHA RS A VETICERMTAIET Y RDAIHE R
B,

3-2. LAM &Rtk HOMEEBEHSE (http://lamaatd.com/) ZFALIZL P X b U ¥ X T LD,
3-3.2016 E%F L7- [AATD BEOF3| = | 0T,

4) FRENARIEM & MAERE (PAH) (FEE#S 86)

4-1. AMED ® PAH BEEHIR L &#E#E L T, PAHZEHA FZA4A VICEBL S 2T 7 v XBIHA BIET,
4-2. JAPHR (PAH 2 & DffimMm/ESRE). JRPHS (FEIRERELBICH S MaMERE) LR MY OBRICHDL
T, PAHEZEAA FZAVICEBLY 2T Vv REIHZ BT,

4-3. JACPHR (GEXRMOERBICH S MEMERE) LY X b OFRA & HE,

5) BMMmicEE s M/ELE (CTEPH) (35E%R 83)
5-1. AMED @ CTEPH BS#EMzT & &@# L <. CTEPHR2EHA FZ74 VICEEL S 2T T v REIH%= BE
ERS

6) FhEEIREAZEE, fhEMMEREAE (PVOD,/PCH) (¥gE#ts% 87)
3-1. PVOD/PCH Z2&HA K74 v HETx# BT,



7) A2 5 —fF (EEMEmMERBMEIRE) (HHT) (BEH% 227)

-l BAOZEHA R 74 EREFZEEZSRICL T, BAROEGMEHMEREMELRE (X7 —K)
(HHT) Z2BA1 K74 v EEx BT,

7-2.LY 2 M UBEEDT-HIZWAD HHT BT ORBEINE . BEATOHE— L7127/ LB AT LD
R,

8) LEEDMRAEBICH L T, REBBTEI LT OIRY HAZIT S,

8-1. REAE - MARM DA L 02 MBEERIC OV TOREINR - WENROEE,

8-2. BUTCEAEE - BEMRTMICH T2 Al M2 AL 7cER - BEERRIT OB L BRRICAICERY T,
83.@W%%E®ErmuﬁV$L5@WT£_WLT\f%#)[@?%%%ﬂa%@%%?% R
FEEHBL TIT S,

8-4. FREDARMY Y RI Y LCHRAFBEZE U1 EHIER,

(REEA~DEE)

ANEWNRETIEFRMEICEVNTIE, BEEHEED [BARMEE] (P 29 F£FEF 16 3) ISHEL,
MR RE ST 5 AMEE: twmﬁ HRFEICL DAENREICHT 2 RF R CHEEBEDOE N L S ICE
BL. IENREICHOBRRALER (> 7+—LF-avwr ) 215852, £8FBRICBLT, &
LTEBICAFELARWT & ZHREICHRNS, BERIT. BLESL. REBLPBERIILZTES %21 T
BYEZS L5193, BESLEELOBAIE. TEEOHHIHY S53L5I12953, 1. W%%@H\uw
BARIFT L BERAEEOEZENMTONSEICIE, FONITHERE ICERZRML, 3 ST 5 H
BEMCOWT, WBREOEEZBERRT 2 L HIC, FRICHEZESCOAREB T, RAE KintwﬁJ
TV, WBREOBREAE

E b7/ L BEEFRATARICOWTIE, TR 25 FICHEITEN [ b/ L BIEFRAMEICEET 2
REBIES | 28T LEBIN TV, SH3E6BIC [NERNRETI2EHRF - EXRMERICET 2%
BiEH | AHEITE N/, THICEEVIBIRSHIZEIE S h7oh . MERICEI L TIEB & IBIESHICEIY . ¥
HOFERIZFIEFHICE DWW TERmEIN TS

10



C. HiRER

WREBEMICOWT, BEAA N ZAVREICHEE L S 2RENR - S L CERARICET 287k
MREEZEERX T, TETVRAOBEREZME L7, FICAHARMOIRY BHICL > THEEFLAOL XY -
HOMEBESIEAFAL TOT — X RX—XOFERE#E L 7=,

(1) Y v /oIREBERE (LAM)

1-1. LAM 22 EDF5| & ; B—IBIL 2D ATS/IRS ERH A K74 v D HAZER(ATS &EH). BT
X Expert FE=F > & LT, BIER. BRORRICEDERER, YATITAv oL E1—%2ELHRE
TEH DO BERBEIE R THALL 7o,

1-2. EEL YR MY AMED #EMEEERMCMREE [HLEBMEEERROIZDD [EX2/-HREL X
BUL OFRErEBE] CEE LASDMEEERGIEZNAL THEE, REER - iR TIRE 14 HEZ2 B8
SN, P4 ERR. ZEBFWITE 38 ADER,

1-3. FBEHRBET — XA _X—AERFEHME ; 2019 EICHHRE. 2020 EFHFAR,. BE 10 BicT — X R#H
1z, 420D 7 RX—%REE L mTOR BEEZI DA OHIMTICE AR IE®R%157-, (Hayashida M,
et al. Respir Investig. 2022;60(4):570-577)

1-4. LAM fbfE#A » LECs B, WINIEBER AL L 7-#5F ; VEGF-D/VEGFR-3 ¥ 7' F JL=E L VEGF-
D/ integrina 9 ¥ 7 FIEEDOTEZNL ) v NBHENFE I NS, (Nishino K, et al. Sci Rep
2021;11:8406)

1-5. mTOR PEEHICET 2 EANEEHBRMLSTS) ; MEFFRED L X 77 LETIES A Y L ZAERHE
DERLGIIEEZESRYE S, (KoY, etal Heliyon. 2020:6(2):€03345)

1-4. ST 22E AN > THRAERD E D H systematic review ; U >/ RE B FERE
(lymphangioleiomyomatosis: LAM)IZf£ 5 [l OBHE TR L L THEET2RE AL /Y > Ffi(total
pleural covering:TPC) IZ#ER S N £ H? (FREZET S, BMWEEES 2020;9:151-9)

1-5. BES (-LAMOER)  BEATORRBEL LT, J-LAMOEREETH Y T4 ¥ 74— 7 LITHR
SEED LAM AEICEB T 28 E%1T-7-, (FM2FE 10811 H, ¥M4E5829H)

(2) MRS SEREE (AHS)

2-1. ERAREFENIRAEREEL(SAS)ZEN 1 KT 4 > ; AHS [FEERBEMNIRAEEEE (SAS) LRENAKECER
B7-%. AHS DZEICH LT SAS ORFEIRHHERIZER E 45, BAFRSEIF S AMRIIEBEOT [MEER
RFEERE IR AE1ERE (SAS) DZESAA K Z 4 > 2020) %ER L HAR. Minds 585E. 22325 (Akashiba T, et al.
Respir Investig. 2022;60(1):3-32) ~FA L. BEFETY ViRY 7 LAEITWLA L BEIZE DT,

2-2. BITHEBRA~MAIS7-EFEEE) ; AHS ICEENZFEETH S CCHS ICAAL T, MERD SHRARADE
ITHEBEOKGIBRABRFTHD, BELERNANOBER - RETHEMREL. NERAOEFELLT B
124 @ HANERIZSPMESR (2022 £ 4 BRE)VBRAEY VY RY UL [NEEBEOZEDETICH I 2BITHER
DEY A, RAZERAOERE LT, F30EBERERTT - UNEY TF—3 3 vyFRPiiER(2021
F3AFWMERBET -2 > 3 v 7 [ERERRMEMIERSIEREE(CCHS) & 18 E #min iR SAER
Bl B4 HAEEZSFMES (2022 F6 AR VRV UL [BITHERE L COHERIETMEE
MRUEMRE ORI E BE] mETHREKL T,

2-3. CCHS O ZH7IC 13 PHOX2B ZEDREHNEETH %, A late-onset CCHS I2H UL TH PHOX2B ZE
%85 Z &% pooled analysis ICHEWTERSH 7=, (Hino A, et al. J Clin Sleep Med 2020;16:1891-1900)

2-4. CCHS I ¥ B HEMRIE~— > 7 ) AHS ~DIRAKABEEIFHEIZI N TULARL, FFIC CCHS DEIRKIE
BEWNRBEENHEILLTEST,. ARICL>THHRELAWVKEETH S, CCHSIZHTDFH L VAEL L

11



THERER—Y v ITEEPEBRICEAI NS, 2022 F 12 AR T3FIEBEATH Y. LWTNbEKRZS
RFCTH D, B—WNIZODWTIXERNREZ1T->7-, (Yamada Y, et al. Pediatr Int 2022;64(1):e14915)

2-5. RIEBEBLFEZMDIZEE( ; CCHS DELEFRUITH 5 PHOXCBETFERICEAL TIE. 1T
DNA SR COELBFIREDAIRE L 74 > 7,

(3) a-7¥FrUFY Y REE (AATD)

3-1. AAT BREEDORMZ2M ; 2021 £ 7 BIZ AATD £33 L T Alpha,-Proteinase Inhibitor, Modified
Process (Alpha-1 MP)IC & 2 FREEMNRENE SN ice THLABHRMICE D WAL MHETE D20 DL
KEBNEMI N, REKSICET2Z2URATTERL /-, EEBEERIIRDD oN/-AEEE L OEE
HFEW TS N, el RERUHIER S N7, (Seyama K, et al. Respir Investig. 2022:60(6):831-
839)

3-2. a-7rFrUTTUREZE (AATD) ZEOFE|EHET 5 2021 FI AAT BRBEENREBEIC & Y |
AAT BFIDELERFA BB IND Z & 25T, 2021 FICDEOF5 EDHET 2TV, BAFRBFERTE
TWeb RFILTWe, 2023F 1 BICREBREZMERL. FFRELULTHLREBRIREE L, £7-2022 F(C
SET S N IEHRAEMERHEE(COD)ZHT L BEDIZDDHA R 74 V8 6 iR2022 ICHEWVWTAATD IZDWT
EERAMTERE L TBRR S N,

33 FmEBELYZAMY 5 a-TryFhUTURZAE (AATD) LY X R UICEL T, LAM ERBRIC, & HH
EEBRGIEZFALEBERL, Web BFEREERIBEY. S 4 FREZFFIEVHIL 3FITH 5,
3-4. HE UK XA ANV 7 —2EBW-EERERPTE ; AATD IZRFEERT & LT SERPINAL @ Pl * 77
BLEFRICEICERT 2, UKNAFNANVIOBEGEFT— 245 ANLYVREI NI PI*ZZ F v U7 140
BID 90% UL AATD EREZITTH o7z REEEFICEVWTHELGFEATE PI* ZZ EETFROFFE L.
BELREDFHNAIS LY FIETFBHICE,AN S, (Nakanishi T, et al. Eur Respir J 2020;56:2001441)

(4) BhEhiRiEf=mERE (PAH)

4-1. fiElMEEZEIA R 74> 77 UM FTEXFE, BAMa0E - WERFSOHBOOE, 5202
BHARZAEFHRHLTWEA, 2022 FICT 7VIRERAFZEL. BRRE LT, b 20BZEHA 7ML
EATOBY THD, FRI|[EBISHE D MESIERE BEAA KT 4 > EEEBRICH D MENARMER S Mm/E
fE 2BEAA K74 v, FRUE/ECERBRERS EE(PAH/HPAH) 2&E A4 K274 >, EBHENEER
MR MERE(CTEPH) B2EA4 N 74 >~ FmaikEAZEE,fMEM I ERERE(PVOD/PCH) 2% A4 K74
>, 10S A& Android kD . ZHZ 4D App Store ICTAFRIBETH 5,

4-2. AMED HI%2 & &8 L - HERBRMTE ; UTF D 4 DD AMED #FR & E# LR % EHE L 7=,
@=EEHEL P X Y Japan PH Registry 7 — X % F ;& L 8 R4t = MM ELE (X9 5 Precision
Medicine #£MET 7= D> 7 MEEMRT WRRAEKSE : BrfiE—)

AARfSIE - fHfEERFS O Japan PH Registry O 7 — &2 %2 F)5EH L. fERMEMSMEE IS 5
Precision Medicine X 270D £ 7 FREMT, BARMOSIEHEENSINL T2,
@:EEL P XY Japan PH Registry Z5EB L 7zfBRIEFMSMEED 7 > X v b X T 4 AL Z—XITXF T
5T ET v XEIHHAR (HRRKE  HNE—)

A ME - fHfERFS O Japan PH Registry &7 — X 2 F5ER L. FERIEMSMEEICHT T 5 7 > X
Y IMAT A AN Z—XZRRSTDHETH S, HARMOSIEARENASML T D,

@EEL P X kY Japan PH Registry Z#JER L 7- EIARIEM = MAERE XS 251 IL-6 ZBERTUAREISIL R
D7-HDEMFERER (FARAKSE @ HNE—)

12



BAMSME - ffEEFS0 Japan PH Registry O F — X 22X REB & L CHERT2EMTELRRTH 5,
IL-6 SBETAEOERMICET 25T Th 2, YHRMODBAERENSIL T 5,

@ KM NVER % 5 s MR O % MR ERI S5 5R (RAREE | THE=ED)

BARSME - FifERFE SO Japan PH Registry IC/NBSMEEL P X b U —Ah Y . SBFFRIED/NE
fieMEEZEICERL TWERIEAERENSIL TV, NELAOBRANDOBITHEERD BIEXA TW5,
4-3. PAH £2&® QOL ; JAPHR Z2F|A L T, MisMlEERE OB SAERDEENHIRICEI L T emPHasis-10
A{ER L CEFHE L 7=,

4-4. fifd~2o 07 7 —> @ Regnase-1IC & 2 5 ; Regnase-1 ICEFE L. &M EEEE O MK
IZH 1% Regnase-1 BLFORBEZHENT L1z, YTVAERICL VYRR~ 07 7—2 1811 % Regnase-1
A PAHYRREA B IZHITEI L TWWB &x L7, (Yaku A, et al. Circulation. 2022:146(13):1006-1022)

4-5. PIBRf S MAERE (PoPH) fEAE ; PIARESTHESE |L PAH HHFRED—2TH Y. PoPH (PIARE FTHESE IC
5 PAH) &L —8 %1%, JAPHR LY X b UMb PoPH OIBEERES L UFERICOVWTRET L 72,
(Tamura Y, et al. Circulation Reports 2022;4:542-549.)

4-6. FIfRAT S MESE (PoPH) DJFEE ; 2013 &£ ICL Y X b U ICHREREE 36 ). BHREHEE 46 0
A & 8122 (Study 1) & FERFED 11 oA RAVEE (Study 2) DIRE, PoPH #fd I/HPAH Bf & HE L
T. COs B L WiMR# Cls OB PVR OE(E, & V) RVLEEAREZE L T, (BR5)

4-7. HRIZH T 5 PH BERMHEDOZEAL ; JAPHR Z8xEBHICH LT 2008~2015 FEFHD EE 316 & &
2016~2020 FOEHFKEE 315 B LB L. PWMFFHOEm L. FHOMBIRKEOETARD ON, LB
JECEZMENTWEZ LTSNS, (Tamura Y, et al. JACC Asia. 2022 May 17;2(3):273-284)

4-8. JAPHR Z 8 EE D EMRIEXE ) X 7 52 MI51Z (French risk stratification score) ; JAPHR Z§k&E 108 4
@ French risk stratification score Z @A L 7z, Score0~4 »*21.3%. 31.5%. 32.4%. 13.0%. 1.9%7F#E
L7, (Tamura, et al. Bmc Pulm Med 2021;21:28)

4-9. FPIREREE IS D S MEE (R-PH) 8% 0 PAH EBYEL ; R-PH BEZWRE LS EAIRE LY
APY=&VUTILT =L T —2H0KE, DEEBREIHAENIL. BB E/-EaENLY L FELNRET
THh->7-. PAH BEERIGHIZEEBRIEER TN -7, (Tanabe N, et al. Circ J. 2021;85(4):333-42)
4-10. AIEMMEMMSMEEOHEE ; B 6 EMEMEET — L N> v RY T AR08 F=—X)TREX
NIZHEEICE D CBRAENFEHE. FROAEZIT -7, IEMOBEUMSMEEICEZYE LZKE2 L 38#E
7213 4 B S MEE, FRIIEA TESREEICKE L 7z, (Yamamoto K, et al. Bmc Pulm Med
2021;21:260)

4-11. F& [Qing-Dail] IC& 2 EYFFEMUMEMETE ; BBEUEABAORATARESE [Qing-Dail Tk
BEY) - EYFFEEMSIEEOFKERES I LIRS L7, (Masaki T, et al. Proc Natl Acad Sci U S A.
2021 Mar 16;118(11):e2023899118)

4-12. BEICL2EY - sYFARUEMSOEEICEAT 2 X7 — A b FRROBEEZT. EREHERSEH
RAREE, EAUXMEMBEREICEY 2 ATMRIN(EHEAIR[BEERDAFEZBARZF]) L W KE
EhHY [FEICLZ2EY - EVSEHRURBSMEEICET 2R T — X b 2 YRV E HAMSMm

£ - ERFEOERAT— XY e LTRAR L,

4-13. WEERPERS & MR MEREOBRE ; MBMEHERO PAH B&(ICHVWTIE, REBEEFICOAS
CO,MfE%#HT I & A SEICIRD, MITEIREICES L TWAAIEEMEARE S 7z, (Nakatsuka Y, et al. PLoS
ONE 2020;15:e0227775)

(5) EHmeEeEF=mEE (CTEPH)
5-1.CTEPH #14 F 5 1 > ET ; HAMSHE - MERFROBAODE, LEHA KT 4> OYGETZITV (18
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MmeEEERSMERE (CTEPH) 2022 2B A4 K74 ] ZHEM L7, 2018 FICAMFIRIIAVER L 7=
CTEPH 2284 K54 »(#i)TIE. CQ & L TPEA, BPA, UA ¥ 77 ML 2HMBEHREELD 3 2D
BEOEEIC O WTHEXE/ER L, 50, 2021 £t L £ /7 ERNE 3 HEREBROKEEA European
Respiratory Journal 512188, (FHEEE | AR /-2 &% =F, CTEPH ICRT 2L F /X7 DHESR
MICBBL T RTYT 4y oL Ea—%BMLT,

5-2. AMED 7T & B3 L 7-E/RBURE ; LT D 3 DD AMED #i%E & B LR % =M L 7=,

@2t micERMTSMEEICE I DBV — VRO EBEROEFMEN 7 1 — K N\y 7 RTFT L%
BREYT DHREMRET FHFRREKE  NIAL)

@St i E s M ERE! fﬂ?%%’vﬁﬂz;ﬁﬁ\ﬂ LY X b UM (RFZEMREE @ FERSAKREE) CTEPH AC
Registry

OL > X MY AERALAEBHENEEREMSMEEICNT 3T FX4 /1 O@EISTEAD -0 DE I EEE
BiRE (FARARERE  FERAAKER)

5-3. CTEPH BZIC BT B L F X7 PGIR2 XBRAEEHETH L F /3713 PAH 1T L THREEAER
NTW2, ZHRAR_BEERT 7 ANERZ > & LB E 78 £ D PEA SBEIG. 7L L IE PEA/BPA
BOBEMSIMEESZE L TW-BEEAWTRE LAESEEKRET L7z, (Ogo T, et al. Eur Respir J
2022:60:2101694)

5-4. IBHEYRDOEAL E RAEDEE ; WHE L. BUREICEEL TWb & an, CTEPH B&FDBRME
MEICEE L THEENRE I N7, (Ikubo Y, et al. BMC Pulm Med. 2022;22:138)

5-5.BPA (2 & V) fiMmfTENREAYIEHE 1L L 7= CTEPH 8& d QOL % emPHasis-10 Z# AW Tl L 7=, QOL &
L@ﬁuﬂ@@&?ﬁt@ﬁﬁ CIFBIE L TW A B MATENRE & IS BEEE A - 7z, (Sakamoto H, et al. J Am Heart
Assoc. 2022'11(17)'6026400)

5-6. PAH & CTEPH (ZBIF 32 FHEF & L TOREGEHIMMRSE ; MEIRFEEFOEEDOFERAET L
V. BaFKm O (onz)b\%ﬁz IHF5 LTV, (Nagata J, et al. BMC Pulm Med. 2022;22:282)

(6) ffig#AREAZEAE (PVOD) /MiEMMERERE (PCH)
A KT 4 v RET(PVOD/PCH & A4 K Z 4 > 2022) 5 2017 FICAMEIIE BAMSM/E - W)ﬁ

*“/\75‘%’:7'] LTHF) L7 [FEsIREIZEAE PVOD, /MM E SRR PCH 2B A4 K74 >~ ] (Minds 323
FNCOWT, BeEMSMEET —/L Ky >YRY Y L2018 £=—R)ICHEWT, PAH & PVOD/PCH | _Ba
TEIEEBHMEOEE - REGBE R -WETZ1T> 7, BIRRIEREKRIZ. PVOD/PCH & PAH & IZE4 2007 L
TEBEAMTH-12H, B/ EMNERZIIRIEMEEMERELN HERL D 2WELREL TWVWD-OREXR
PAH & 2L TWEAIOFICH, BIR/EMOEREILREL TWD EEZ b, HIZ, €k PVOD/PCH
L TWERloRICH, BIEMNEERE FERKEE) NMEEL TLWS EEZI LN, bl &
WETIZHWT Grade system ICE L/ RTFIT A v 7L E1—%2FHELT,

(7) EEHHmERBEDELRE (F27—%&) (HHT)

7-1. BEFEWMORE(L ; MEFEICL Y EFENOLZERICHIERA BN 2 EGEOEETH Y BRENR

BHBEET 2, BHORREEFTHB ENG, ACVRL-1, ALK-1, SMAD4 & & |Z$8RIZ2H & LT BMPR2

DRV/NRIEIA—REBIT Y v EZDOMBEDRAT 7 4 RAEMEEE, RtR -7 T —TEfTL., £
ISR S N7 LIVBEE 05% U T OB /NY 7> MZOWTHRET 5 Z LA AIBEIC R - 7=,

7-2. X7 —ROBBLFRED. 2020 F 4 Bh oRBINE 1 (5,000 8). HF & DNA #HFZRATIC THER

A ODREERBEAREE B -7, 2ERETORBEHEIBEIZOVWT, EEIEONT,
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7-3. BARABEBEAZABW/ZIZ LD TORERTZI1TU., MBERIRED SFHEENFK D © DBIIRICHE L
TEWREDARIEO HHT BEOBRKRIAFHEEBR S I LT,

(8) Zoft

8-1. FMEENEGRBRIMEDHFK | RECEEEDZE - REMRTMICH T2 AIRMOILAZED, B
EENETY 7 b7 7%BFE L7, (HandaT, etal. Ann Am Thorac Soc. 2022;19(3):399-406) (|
CTEPH (2572 2 BRHZZARY FZILCT ZHWVWAEMRABREO®KRE (Yamasaki Y, et al. Radiology
2021;298:589-596), HLAHT —TILRETHONIHAEMBRA v 7 > V7 HEOERML L 0K %17 -
7= (Nakaya T, et al. Pulm Circ 2020;10:2045894020957223)

8-2. NRBEANDEKMBERE L ; KPFRA2EE~DBEEL L TOMBEICDO T, NEADEKA
BBICEWT, EARRKEMBBOERAMEEZRIIL. WEONIWVWEFEICEWTH S Z EARINT,
(Nakajima D, et al. J Thorac Cardiovasc Surg. 2022 Aug 6:50022- 5223(22)00828-5)

8-3MRAFEE ; FRaRER, BUETFRADICHT 2BRRELAEATIFRERICEHT 2TRAMBEZ
2022 F 11 B Web FfE L7z —MEDH L ICHRF[ELBLEZDEEEE & L TOMRIZERORE & FUE -
MR 7220, BEZROTEHLZEZBE LT,
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D. E&

BHAFF4Y REEHOERE - WET

(1) LAM

ATS/IRS GRIFA K Z A »H2016/2017 FIHEREH 2D, BEXGELRFEDOT-HOERNTORAME ICHED H
S71ze BENA R4 VEFICKILAREBRZEOFSIEOERENARZIVEEZ [V N IREMEELE
DF5| & 2022] HEK L. BAMRIBAE HP T—RARL7Z, F—MPAZEOHFHELBL-LT2RD
ATS/IRS BRIFTA F 74 O BARER, E_HMARFOBRCEHERORRICEDLE LR, ERBERLED
SRS EIE R % Expert A = F v & L THERL 7=,

(2) AHS

AHS A A F 74 Y DERICIZE > TWA WA, BBEKERE TH 2 EIRFFEPIRAEEEE(SAS) I DWW TH A
FZ A >eETA4TUL. Minds 523E. ERGE~ORRRR EEIY HA T, £/2/BEN AHS ICE Fh 2 R M HIK
MRS AE{ERE (Congenital central hypoventilation syndrome:CCHS) ([CDWTIEZEH A K54 VEEXR
H(ERL 2T F)TH B, 5k, BITHEERHSHEIC/NE CCHS L MR - mEER, EEELA L OERE - if
—IZDOWTEY AR, ZEHA N 74 EZ BI5d,

(3) a,-7rFrU T rERE (AATD)

2021 & AAT FFRBEEDRBEINE Z 217, TAATD ZBEOF5| & ] OSETE#EME L7z, 1 F£/HIEEAFRETF
SERE T, HAMRIEFAE HP TRML 2022 £A HEFEE. —KROAHLEEAREE L TEREICE DT,
(4) BhEMmEERE 3 %% (PAH - CTEPH - PVOD/PCH)

FEXRF, T L CHAMSNE - MERFEOBHOE, 5 20BFEHNANZA VDAY= 7T 7Y
B (R mEZEA A F 74> 2022] #0880 CEEEHCHFES L1z, £/, FHBEEOIET VY INH
CRFENE,. S SICE6RFEMEET —L Ry YR I L (208 = —R) OEEFESOZIZENIGT
DETEZEHA R4 ORETETV NEkMeEeMEmMELE (CTEPH) 2022 28 A K74 >
2022 [PVOD/PCH 22844 K54 > 2022] @ 2 DDOETHRZ/ER L AF L 72,

(5) EEMHMMERBMENRE (X7 —®) (HHT)

HHT 82804 F 24 Y OERICIEE > TULW A WA BERABEARZRAWRETZTV., #HEOELEICDOL
THRET L 7=,

BNREENTEE - EXEESE
BEHBEDEEY TANMORYBEREBEH L, SFREBICOVWT, BEEEHNEORBL - REERORE
LICEIT 25ma 1T -7
1) 2021 £EUSZE (BR1)
) s M EfERSE 3 & & (PAH. CTEPH. PVOD/PCH) (B%l1 @)
i) LAM (B#l1 @)
iii) AHS/CCHS (&#l1 ®)
iv) HHT (BRl1 @)
2) 2022 £EMI=E
i) fimmAEfERSE 3 %&£ (PAH, CTEPH, PVOD/PCH) (ZBEL T ; [BRMN{EIRERF S - BRINFEIX 25
4 (ECS/ERS)AE FhSMEREZHT - B A A K5 4 > 2022 (Eur Heart J. 2022;43:3618-31)
DHBIZIARDERISEE LADEH? ] (B 2)
i) F BB SEIZEE (AHS) ICBI L T 5 BB EIRSAEREORR,. BITHEE 4 SMHEICH Lz CCHS
OER, ZWREEERE (BK3)

BLYRMNYSRFLOEBELER
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(1) U v/ SIREBEE (LAM) & a,-7YF U7 RZHE (AATD)
HE TSy bFR—LDLY R MY =3 RTFALIZL D LAM 3L AATD OEFHIEZ#HEERL TW 3,

=\
"w
RADDAR-]

BT oV RTA—LA

Rare Disease Data Registry of Japan

; o FRem - » LW
R s rumonza sesmmszzme e Cipaa’ o
t o o’ o
KIS ) B R IED ?
& o |
aarEmsnyazL
VAN J « T
J%ﬁ%ﬁﬁ#ﬁ a2
o,
U Y NIRESEES a -7 > F U T REEICOVT % @ P
ZHADBEN 2 ) = ...
Foh | BESEEOUT  CRE  BEEA~ BUESORE~  X<HOEM ‘o—@ v
N

(2) W= mEMERE 3 %% (PAH, CTEPH, PVOD/PCH)

MR ERE BICHE S fie MERE(R-PH) BEICEET 2R S8R L P X M YRR3R ; Japan Respiratory PH study
(JRPHS)., BARESME - HERFEOXIEZZT2 [hallEEEEL X Y] & LT [Japan PH
Registry (JAPHR)] (http://www.japanph.com/japhr/). CTEPH L. X kU & L T CTEPH AC Resistory
MERAINTWS, CTEPH /A& S L TBPAICEET 2L Y X MY J-BPA, S oICHEFEE, ZRMELEEE

#5 fEMmEiE (CHD-PH) oL Y X U & LTIJACPHR AR S ALERINLTW S,

GROUP 1+5 .
Ens BEs Uy HECEWERIET,
JAPHR-PAH ﬁ. : INREER & B8R AE B 8 WRES Uy 9T B EZORROMRE CEWCE T ET,

ig& 38 99 __:mmqlz

>
[
=
vl
(v
w
(=

mu;sz] 231 s ] 09] 0

FE - EmEEX

(
JAPHR '
= Hmawmpﬂiw wmlw-
Ggr?;jl-ll)ss *‘9‘9

BIER—% >

= U
D.d
=2 T
(s -®
o W
=
uJl..)

HiLHE

QHT-4HdYT
¢ dNOYdD

(3) FhfEEMESEIREEE (AHS) &4 X5 —%% (HHT)

LYZARMUBRIZIOWTIRESARONTULARLD, LY X NBEICERELETZHOLEN R IRE S
DEFIZOWTIE, RREBEEGFICOWNT 2020 Er o REINE SN2 & a2, nT S DNARIEATIC TR
BEZENARRE LY. 2ERBEOKFIBENEA TL S,
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BEEKRAEBAAR

HEREBHEETWRL > RABAEBAZEZRW T — 2 RX—RiT%2, F 3 FIC LAM & HHT 1220\ T
=L 7=,

(1) LAM ; FpR 28 FEDEHEHFET — & (432 fER). MBENR 28Fl2&0) FEBEZIGELMETE I
THEEHNE5%ICHE L7z, RANEN %L, BRREREICEL TIERIEXRA 9% EEh o7z, RAT—K &AL
720 7 RR—BIT AR L 7=, BREFGEICAB L7z, (Hayashida M, et al. Respir Investig.
2022;60(4):570-577.)

(2) HHT s R 29 FED T — 2 & LT 257 . EERZIGHEIMFFERICHT 285N 68%ICHEET 2T — %%
REZ ST Z EMm L 7=,

INLDREIN B, BEHREET —IX—ROREBE LEANBFRREORED -, RINEFEMDR
BIZEnHHERBE L TR N, BRI, MR LA EBHEELAVADLSHROBEEEZ SN,

X 5122021 F£~2022 FE., BRAEEAZOTFHEARICOVTHRIIE L THH LERIEXLBIERES
To7z, 2021 £EIC AHS, AATD. HHT. 2022 £ (- LAM, PAH, CTEPH, PVOD/PCH &, MR 7 K&
DETICOVWTHHEADOHER LIEBEEEEZTT LT,

BB FHROR M
LRI DM E K — L~ — P (http://irdph.jp/index.php) Z fERL L T, RIFERORH L EFHEBICE DT,
B ISR RES EDIERICOWT, BHROEHFET > 7.

BESHHLHRIRSNS BAEBERFRER

HHMWTIRSR SR - ell/EECET SRERR

LHRI I TR AEMAERNRE LTHY T

PAH

it AR 4 B L FE T

LAM AHS AATD LCH

U > S ERE IR RS SRR al-7¥F b To o RERE m*i;:;ﬁ;’*
# FEREERAE

HRMAFHR
RPAFRLREFHER  FRBARZE
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E. f&#

HAMTREREE, e MELEICRE T 2 EITH - IR 8L T 1) BFEHTFEE QOLom LD
ER, 2) BEFBHROERBRICEALD 2MEONREZENE LT, NREBO—BICBEAL T, [ZEH
ARZA4 > DER] 2XiEL7c, 3FEOWMREBEZMIEL LT, &oICHH 5 FELUZEOIMRICS]E
fE, [ERBERICERL D 2MEOINE - EA] 2BL T, RENAERTHS [HAMTRFEREE
QOLm@LE] ZH¥EY,

F. 2RISR
BELTNEHRELL

G. fARFEXR
[FARAROHATICEEY 2 —BXR] ICHRML O OELRELEH L 7

H. MIKEAEEDHEE - B 8/IRR
1L FFRE &L

2. RAFEES: AL

3. Dty AL
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B 1 BEMTRBEE - elEEOEEESEICET 2 ERTERS EENRREZSHR)

@ Fhem/EGERE 3 %2 (PAH, CTEPH. PVOD/PCH)
fimmESfE (PAH, CTEPH, PVOD) ORITOEEE S, FIROBEESBORE LBISHIN RIS NI,
A bELT

LETIZ 2B DB R TH > T-feMEFETH D P, MEIZER D,

FOBUNNEREZORRE X, FHRSMEMEE ST LHEAIRERKRICH I TERWL D, EYBE TR
ICHEIEOSNTWAEF THRMEREIZEE CH > -EMDHREINTE Y FEMEMmE D &0
NET B EFTERL,

iR 3EBICEIF2B|ITOEFXEESLE Gl - Bk &, BRBICK Y., 38 - EFFICLYE
721 PVOD IZETAEH Y bFA S . CTEPH Tlf stage2 UL THRARRE # %, FMEHEH~DERYE X
ICBET 2 ENH 5,

PAH 5. B EEESE PVOD/PCH ¥i#i. B% BEEESE

= VBV [ axan p i [wan v
o [anen R mw | anan
+ Stago AL Stage] il
Stage | WHO-PH/NIHAI~1I waaL || Swet WHO-PH/NHALIL ®ABL .
e Voot (a0 b | T
-PH/! ig L
un [ WO PRUNRALT wAEL y . -y
2 L e | g T Suess [wo-rreoi | nonrs i; s
WHO-PH/NIHATIN | mPAP 2 25mmre | 200, | @mosmcEsY ) - Stased [ (AZERLAD) o
Staged | WHO-PH/NYHA I~ | mPAP 2 25 mmHg_ CI<25 U/min/n | ERDH MRS Staged | WHO-PH/NVHAL~1I [L17] EMEL
StageS | WHO-PH/NYHAIV mPAP 2 40 mmHg EROHMCRST o ML StageS. WH NYHAL mmHg CLEY)
Gz FRRE & TE BB ___ Staged | WHO-PH/NVHAILII | TRPG 2 60 g ERORMCEST
FiioBGas | St (IR rio-prTA G < tometic ERORRLEST
snxsons. oS [ TN T s Some SoRcaE
AP ORBRGS | [Siaze5 v RRORRIGHST PGI2 MENE BT SR
& grrmmn|  SRER - AR EREE CERLTRCAT S €
RER A ;‘;f,"},‘;';:‘;x,‘?m,,,_ K AR AL ARABICL. BRESL RS, ROt ”ﬂi:fﬁ;’;‘?ﬁ.i’*
T, SupedELEE TS (RIS BEOR AR BARERECERTICL, ),
e R SaaeS %, TRPG, Wm'lﬂl”mﬂgf{iw"l(?li Stage El}
ERER TG, AR GARE O SCERCT BT Sogs £ e R AR BN B, AR EE LA, WA RO
RS Stage3LLERIE NYHAR L L8 M SR MEME AL TL: 6”?’4&!’3 BT Y. Stage3Ll LET S (BHRBHC . 8 20056 M HSA MO B EHIE BT BT, ).
CTEPH #i#l. B¥% EEESE
CT-BEOS [EOTERROTS
: PR —
oaw |anan ToRURE | BERRAZ0S AN [ pawnanen | (260 | axss RAHNEER | WOHGE o) 1 | G EERT
RERIPR) |

ERORREELT
[ @moRRCEST
| @ROARICEST TTREG LA0mee | AT
wma)

ERONRIEST

| @moRmcEsT
e | @moRmESY

PG > 0mmite_| P
TRPG > 40mg |

ERONRCEST sta | gmonmEsT

| 1ra > somnts BRORRIEST
BN TP, A VR !
HR.

<HFDRDIRE >

- Ex B E x. BBE 3EE PAH, CTEPH, PVOD T, I HICHHR - EFOHBOR— LI-BEEDFEE L
THOBEEMER I N, EANIC WHO S4EICIGL 5L L. mPAP’PCI&t%a?L% & L. Stage3
M Ezffdage L

PAH CTEPH PVOD/PCH
R EFAEEEESE(R) PAH CTEPH PVOD/PCH

o m ; N ERAEEERSBGEHELER)
= - E e N

2 1 HOT/fiifn & k38 3 /BPA/ PEA ! ! 2£g§“!/3'PAé:)E$;§§?\
_____________________________________ WATPEMGL, ., 1 ¥ /BPA/ PEAI= L3
3 I 250 min-'m BT HOT/Bil Sk B A S WEB RS 2 OBREA
Bl 453836 /BPA/ PEAIEAT P [ B T PP Ry e gy b bt o~
® 3 25 Lmin 'm 2Rl f ik SRR i A T A1
° filifn & $535 € /BPA/ PEAI=& 558
4 I 4OmmHEBLEFAIE  2Lmin-tm2 L RTE L
S [ LR LA 4 m NPAP 4O mHLERF: 2 LR WE. TR
5 v TRPG 60 mmHgll £
5 v
7R
WHORBES SEAEA "
WHOIIZ, SAFRITH A D5 Stage 1 " 4
WHO 2, 31%. mPAP Cl ABA LY BREDBE. TOERESEET S - I LMPAPELTRRG. O AT SRR

<FPRDOERAFHI~DEA >

HEEENEZE% PAH FRH 963 F1cxf L TH TIEH7-5HE. BB TO Stage3 749 380 A %9 130
BRI, Staged 29 260 Bl 55 410 BN EIBRX 2D, FAEIRIZ T HINTR-IERFRED Y. 8 AHFE
WR-HRER -T2, DIRE L THETHRREIZICKEBRENITR D 272, MPAP IZDWTIE, WHO 248 |
%4 T Stagel IZ L 7= 2T Stagel A Stage?2 L W &< o7,
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ICFERFOERM 142 IOV TEB TR L DBERLREFTE N, [BDETIE stagel B RE. —&4E
FHIRARET 270 E L TWeh, DB TRETREI N, BN TFROFR D HET W,

- CTEPH ICEAL T

[EERIC Stage2 249 430 BIA 9 40 B & F, IS Stage3 1359 430 FH %9 540 5, Staged A% 140 41
H R 570 B & 3B L 7=, #AfFIE B3 B ﬁ%ﬁ—»#ﬁ%ﬁt 7Y 31 BIAERIToWRE A > 7z, MITEIREIC
DWTEHEEEICH LI LY FERDT, TERFOIER 268 B0 EdFE DRI TIE, Stage3 & 4 H'F
FICH - TV, ARLAES & ARLREDI T TREITT 2L, FIREOAD. ARIENRW I & A ER
k7=,

WHO | B, EYEEACRESE LEFTOREADEEICOVWTRELH Y, UTOBERZRRL T

PAH CTEPH PVOD/PCH
¥R . BEFEEEEESE(BER)
il el e S
1 1
2 I
B | [ 25Lmin'm2El T HOT/MiMmWikiEEER DT |
=
k38 3E/BPA/ PEAREST
4 i apmmumiﬁt 2Lmin'm2ELTF HE: ETERERS
TRPGBOmmHgLl E

5 v

EBETR

WHOBRE S EA R A

mPAP Cl ARALVEEDRE, TOEEESELTS

- L EoBEtA S, e MmEREE 3 %L PAH, CTEPH., PVOD/PCH IZ2WT. #38RAI - A L Tt
BOREENBEAIETH D Z EDRBEINT, BRABEBAAZLEDHE—ICORDY ., EHFEOESRT
HBEELTI-EE) A TCEENIODBEELUETREEZ N,
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Association between clinical features and There was no significant association
serum VEGF-D levels. between baseline serum VEGF-D level and

prognosis (death and lung transplantation).
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Correlation between baseline serum VEGF- § §

D levels and pulmonary function tests at i H

baseline and over time.

Masaki Hirose et al. PLOS ONE 2019

WMiEEHRE L TO LAM SEEESEORET E L T, FFERBORBEMEELIEIC D W T, BIRIEE RS 158
DEIRN LED Z L AR TH D, LAM [SHEEMMERE(LEE CHEB® b1, sporadic LAM & I3REHLRL S H
DD, FEDEEEDBTIEMOFMELNRL > TWB(REDAD L TILTH B),

<TEEEHT> <EE

O INIR S R BE 7 anam on RETEE L EEEE —
UJI \MIRE ﬁﬁﬂi E Eﬁ 53 [REEHE] *BEE I~V EL DU EOREER T BBV RERERATS. L= iE 3 an
AU .
po
BRARE e ':;m;f ke Vi’i: ® e | <o
yonEE
[
4dom Kl A
ERERS o
80Torr<Pa0; | B0%S%FEV, ;(ﬁif;::"rf LR E s
DEmess e
U s s dom BLETH ?z‘:iggf
W0Tors 0% o lan
T ey, [1mos [ B ERE g | erentay
moiisa | DREES |y | mamn
<80Torr <80%  Nompmispem | om ABER f 0T g
wosme [P HIRAE)
w SEIE RESRE
o Ewsmn |mHnEw) .
£ 60Torr< 0% Bowa, | &yavia—
ik R | LaEs
E Pe0: SFEV: B a0 | HEHR AL
<70Torr <70%

EEmm LD | . EFER,
WIREERS | FIRAGE)
%

=

[

BN | AUGhENGE) | MRBEERT

Y v i | momsum [
Pa0,<60Torr | 96FEV, <40% FEHA

v gmmmw Dl:mﬂ!f
AML A X% ELNBERINTLEHDD, LAM DELE EFEETEELAE & TAML 3 4 XOEENREL B,
M—eBITHREEZIOND,

W {th DIETE R (6 1T B BEEHE & DR
AATD(FEE 5% 231), HFMME MM A (FEEHR 85). MMiRE BB E R 229). FIEMMSE X MER

23



BT HRE 228) Kb OMFREHER E DEEDEWEFICEITER L, $7-. 25UERBEOHELTL2H
MR IE GEEHR 51). Y4 F—Y R(ETHRE 84)ICOWTHIBTREIN, ©FUBKEIRA LY EE
M., YLaA F=>RgE2hdTy Y 7ILTHS,

BLAM OBEEICOVWTRETT R X858

WUEAD LAM OEEEICOWTREFTIRERE L L CUTAZEIT LN,

1) FBRERES 2MILEEEDOL) IETEEICEZN TRV O TIZEWD,

2) AML Y A XOEER—HHLEEEFHE LD,

3) 6 HEHITEEE(EMWD)H &85 Z L 2 RTT 2ERTH S,

4) BITTEENTL 2 EIRIVE A R0 (ABG) 1. BATIXBRENTHS LVWIBESATERINTLARLS
IFBEITRETH B,

5) MRBELBETHENTVENHY | EEMORFEOEVKRARBELEETH 5,

WENDER ; BEEEE X ?
TSI, BEEL AL EVOBETEMDERDH - 71,

(BHaEsR) BESBAEN Eﬁ%ﬁ(l {8l 2 DISEBR ORFIE(CE it e e
) B e BRADIEEE, (B4 DISEHRORES B s g (= =
C. BREEREH SR B 55 LEFNIC TSN SRE S TS, 1 - e v
@ L™ R ’Lff:”é';'!”" USSR
WRORHERE (FEV,, Dico) LAM histologic score ™ —are
M#H R (Pa0,) _ 0% 88  FEV,, Dico ) oo SPi0, | ONSEY, " IR 5o 552 s
EENTH A EE (6MWT) = | R puilicd =i AR |
R ¥ Jxo . orr LA DR lom & 2 bO— x
MBI SE(RCT) | ARER wos | s (e | nios | Sotclash) eseers
EVEGF-D [E= - F ik i <80Torr v OFERER, | mm LEEROEL | & EEER. R | O REBE
! R T DRk E— ray®)
BiaEEE BAMLO A &, B ? "B paaemmiscas, | pueEs |
& ﬁ *H ! 60TorrS 4088 ;Is:z%;‘ﬂﬁﬂ T
Pa0, SFEV, A
ADLR} — <70To <70% [c=:33
iR 7 vV > kst & DT DTS,
: [CIEL &+ - ' win  EESERE T DELAE(C, —TE
TIE’BZ QoL Eﬁwﬂ‘gﬁ tl:iianﬂ VP20, <60Torr | 4FEV,<40% P &
i D ‘ DRI FHBE ‘
RE|ENIGE WD, ERORM S RO RERAEST—ES LIS LAVE T 7

FIZOWTH, ERREBROMR LTS,

COEATRITO LAM EfEE2 BB LERINT,

ZhEhn, EFHICHETS 28 e L TPRERERE. . AML B2 ERBZEhEBbn, 1 & 20X
FZEBTHAD EEZZONDD, 2, 3. 4 EZDITBEEICOVWTIIERZNICEERDH 2,
(? ZFHF 728800 BIRIESMIC DO W TIZHROX Y ICDOWTREH Y,

M. AMRMOIRTELED S B LAM 213 HEEICET 2FENEEENELFEL AL, BFENAEL
THDINRNIA DV BED ERBITHSTZZENFELTVD, IOICHEANY v ITEORFENLAEIC
B4 2FEZEMNT 2 Z ENERBIRICH S,

WY —ILELTVEGF-D ZNAAY—H—E, LTAHRWENEIAICDOWTIE, FREREBEMEMA T KL-6
EPEENTVAVRONIEF TIEERNH S L IND)BBLAFRI L, BIOBRTHERL»S B,
FRFHRELD Lm0 D, BWEEL L TIEBR/fEERY 5 %,

Bk

24
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BB RUAE (C 35 | D ERARAE BT SRR (92 )
BAZOEEESSE (FER) B cases

Central
Apgar score* hypoventilation ~ Consti  HSCR Ventiatory
Age of onset U spport

neonatal After
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25PARM 19 145 9(8-9) 10(9-10) 12

1) BEINEFT S
HEEMRC SRS L — K 26PARM 25 1213 7(5-8) 8(7-9) 25
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27PARM 31 16:15 8(6-9) 9(9-10) 31

>3PARM 11 56  6(67) 8(7-9) 11

o o |o |o |~
> Il - I8

NPARM 6 24 869 9(6-10) 6
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*median (range) Shimokaze T,etal. )

R

@RENBITHICE A D

@EREN 3WAED B

@ LEE L L TEERCBERENERINDG GTRARER OREREE)

OERN—XTlE, TAFEREBEELRES 2 WD ZErBEIT o,

S oI DIELERE S N,

BZERTFEMNRRIFES CEENICEREAIETIEEN  (NEHRBZARHNERLME & )
FEEDNREMATER S R

SERILBHEZNKT 5 B E

<$EEFHK 230. [FHFEBRERE] (CBTRE - REFREIOVLTORT>

[FARE i RAEIREE GEEES 230) 13, BEOMRBBRIERN LRI TS
(R MERRER] &5,

REAR
- RATO THEA M R (i SUE (AT
1) CCHS

2) FEF MR AR R SUE BB (ICAHS)
3) REMIERTUERE(OHS) O—MA G EN 2,
4

[ 1 B B MR SURE 152 |
1) CCHS
2) v TR 1 AR (R SURE (RS (ICAHS)
3) BN IEHERSIEIRE

OHS b L\, #uc [HIAYE OHS (CPAP T PaCO, #'50 Torr Bl E))| & &EHE

- DWEE BN AEBIRET D RAIREICT 70, UTEZMELEREZ T,

25



1) EERE @ hypoventilation+ PHOX2B ZE H V)
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SHREMIZH L TO L —Y —5R(SMEREEE) NIRRT RICT 205D,

=S MATENEE DR
HUE B MSE PH mPAP > 20 mmHg
&8l 2 lemERE (PAH, CTEPH, PVOD) D EEE 4 i e EPH rE s L g
e AFEHIIE PAWP < 15 mmHg

(R4 EEMRFRERER) FE=EE e L PVR> 2 WU
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A N Stage 2 [WHO-PH/NYHA I~II [mPAP = 40 mmHg R L
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- PAH BRER 238 s BEOO~®ICMZ T, @OPH IZHFT 2 EEHEEB(Group2 PH)IZENTWL S PAH &
MEOR2eE S (2 L %5 PH T4 < PAH+MIRSSEE PH & WO H DA BINT 3%, <52 Pulmonary Vascular
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YA RTINS,
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