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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
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(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,
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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
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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)
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SET S N IEHRAEMERHEE(COD)ZHT L BEDIZDDHA R 74 V8 6 iR2022 ICHEWVWTAATD IZDWT
EERAMTERE L TBRR S N,
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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—)
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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 £
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VEGF-D & fifitége. FH & OBHRAETRISRTA, "M AT—h—C LTORESENTREND,

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).

3~ H
fe i

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
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ZhEhn, EFHICHETS 28 e L TPRERERE. . AML B2 ERBZEhEBbn, 1 & 20X
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3 AHS/CCHS
CCHS mEB=FRI L ERRA, EEE L DEEICDWT, 2015 FOBIRICINA THEDEKFREICET 5 H4)

ZHB LT, FICCCHS IZHWVWTIE, FERABELoNA W ELHETH 278, ERICK Z2EEEDEN
BYGbDEBmOEV, BRTFERBNRARBEEEET 2 L EHNTUWD, ZELEBWERD S CRRS
N3 ENLSEWD TVEREBGTFHEOBRIZONTIE, I OICEFAZBENDETHS & INT,

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
neonatal

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
(mMRC)

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

BELIZRBLEAVCCHSITIEEY LA o0 Hiatepneg ey e AR pensinmution
*median (range) Shimokaze T,etal. )
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OERN—XTlE, TAFEREBEELRES 2 WD ZErBEIT o,
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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

BRINTEIRZR T2 - BUNFEIRERF = (ESC/ERS) AR fhs
. . . . - . ~ I TP mPAP/CO_sIDpe between rest

EEZHT - JBENA FZ7 42 2022 OHRIZHADERKRIC Exercise PH and exercise

> 3 mmHg/L/min

& LA %A ? (Eur Heart J. 2022 Oct 11;43(38):3618-
373)) L WS FEOTT, FEwmAMThnT,

1) PAH oziE#( L LT, AUHT—TAREBRHCOFFRZH#BEOLMG L L TULWh, mPAP £#% 25—
20mHg L T R2EDEFEANRBINS, FLREELTHEEXROEY,

PVR ICOWTIREEL BB TERADANE, BN - ‘ﬁ%ﬂfﬂ“
MPAP (2D W TIE, £k D BorderlinePH 2 8@ 2 ICh ot sosriy -
V., BMEEDIET VANEWZ EDDEREENEOE T . tomereart %”
BEHABEE D, BECERT D DBEA Y v h RS [ o e
L/ L\) MWHOPH/NYHATL, I  [TRPG < 40 mmHg

Sage 4 WHO-PH/NYHAIL I [TRPG = 60 mmiig
2) PAH EEP}?@ Eﬁ@nﬁ_(E) WHG-PH/NYHA IV [TRPG < 60mmHg

BITHEE%2E Z /MR PAH % £ 53k 5 A, RHC REHef] [oes prommeay  mcscommg
DI SN HE & 75 % (MPAP EHE TR HTEHSEL W),
{t% t [./ T O)/[:\I -] _Fﬁ% L: -2 \'\ T N %S% é:- —g_/\ g *ﬁﬁﬁﬁ STHARER AR (B RER PREABENIRE (MPAP) RS (CD) i LSRR

Be LTOEETE I NEH. SLRTBTH(TRY) DR Stage 1 [WHO-PH/NYHA I~II |40 > mPAP > 25 mmHg BRL

A N Stage 2 [WHO-PH/NYHA I~II [mPAP = 40 mmHg R L
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EEEE;—% LT *)J ,HH EWfﬂi H:_tf =z E?Tﬂfﬁ D TE ng W ?é? N $ Stagea  WHOPH/NYHAIIL oorp » 25 mmtg E;l:lnzfriz ERORRICHST
BTORFEETDO mMPAP OFR L & OEEIE. Stage 5 (WHO-PH/NYHA IV [mPAP = 40 mmHg ERORRICRST
ESC/ERS @ RAP, Cl. SVI. SvO, %R W71z poizsumE BTE
R HEOEBHEORIE, mPAP £ DHERMEAHRYEA 5 Y

BELTVWIR, IHIC—EAFFEME LT 6 &R

BOEZICOWTHRLE b,

3) PAH ERFR 48

- 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
(Cardiopulmonary) phenotype. Left heart phenotype 7 & DOFFHFEEIC DWW T DR WNICDOWLWTIE, FER
ROBLELTCEETHIRAI B INT,

- Ef PH &% ; PVR #SBI 2KRICEESIN>OWU 28X 2FAE PH OFRICEATI2HMEHEY ANLTW
CEDNHBENEI DL NI,
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LERT 5,
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T O—FrR. ECGE# % PAH ERIZ2HEH A
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B8 3 MRBRSAERE (AHS) ~O#HIRE (R4 FEMUSHEFR)
[ SR M AR AR M il B SUOREMR B (CCHS) & ARl & L 7o B EEm A A (A SUE R B O BIK & 3T %

1) CCHS B0l —REA BT 7 v/ — F AEERE—
FREFRMERTIERES (CCHS) OREROBHEIFT T, PREE L, RAEDOER, AHHE. HMBPLE
ELORSAR EETE L, MBSV, B - BRI RET S, QﬁﬁﬁfﬁﬁﬁfmTéﬁﬁﬁ%
7z, REEFIINIORNICRD NI, —A T, HEAICELWTHERRZEIIAFHEZ L, TNENIC
FRBL TETWe, BI< L ABETELETR->TWA Z EE, FRBEEOAE é\Aﬁﬁéaéwﬁﬁ
%mwﬁm\E%X&7h?AtE@%@ﬁ$ﬁf@ﬁm#%Ubn o | 2 OGS TE O (R B & A~ DR
Quality of life(QOL) DA LD 7= ICHEBE N — > » I ~DHFEIFE L EER b,

2) 18TEER 230 @ fHfEBRSAEREEICEAL COHMRE
FEREEEBERICOVWT, T I TRlRE% (AN X/ 3ENUMRERSERER] A& ELMETBE 4R
YA RTINS,
FfEIR S % R ERBIEZIRICHT Y ICSD-3 IFHETFEFTH 5, FICEHERIJEREO—BPEEL 2
NREZRB I e BRING, SIIBTHERZSBICE VW ZMELEORENMRTIN TV D
CCHS ICBIL Tld. AERRBIEEBRSATFE. BIERIOELRRRED., HRECTERE. MNERE. W
BB, EYMEA, MRESR. HHET. BEAaLICL2b0TldAa L, CHERGRS - BRIt
EIRED DY 1ZEAEDTERIT PHOXZBELFEENFET 5. £WWD 3 DDOEELZRTE L TEMAlgeL
T 5%, ICAH (DWW T, ARERBEEERINEFET 5. BERIOFARAN, MEBCREERE, HLE
RE. MERE, EYER. BRERE. HOHET. IBH. $2WIECCHSICL 21D TIEARL, &) HH#E
%%$¢Z>Haﬁﬁﬁﬂf%£$'omfi BMI 30kg/m2 LI ET#H - 7= 94.5%% OSA, OHS (£ 90 A (13%)
72o72s ZDHT PaCO,>50Torr £ 16.7%TH Y. EEEL SN D OHS 12 AN 0.082% & #FE S, HRE
2% 49 %, (Harada, et al. Respirology 2014;19:1233-1240.)
INSDRITA S, [BERBESRSERR(EE OHS)] & LT, AEREERBISAEFEEL., BEHRIC
PaC0,=50Torr ARSI N TW3, PaCO,=45Torr T&H > T. AEICIE CPAP TIZRE T NPPV A% E, B;
PR A EFEE(BMI=30kg/m?, NETIZER - MR TD 95 /8—+ > A ULLLE), CERBESOELRRREA. fh
FECREERE. MOERE. MEERE, EYER. BREE. HNET. BEMOLXMESH 5 (% CCHS (<
THEHLDOTIEARL, WS FEEXRES S,
EFEERRICDOWLWT, CCHS ; HIRER, BREEA HEESX— 7055 12U E%ITHHE, ICAH;
MEREEE, MEFEISVERIGS. OHS ; = OHS oEE%EE/- L. CPAP, NPPV, BBEEEVNEDIS
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