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Hierarchical cluster analysis based on disease- m
associated manifestations of patients with =
lymphangioleiomy is: An analysis of the
national database of designated intractable

diseases of Japan
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Mie Hayashida’, Takumi Kinjo, Yosuke Wada, Yoshiaki Kitaguchi,
Masayuki Hanaoka
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Available online at www.sciencedirect com

Respiratory Investigation

journal homepage: www.elsevier.com/locate/resiny.

Original article

Long-term safety of Prolastin®-C, an L)
alphal-proteinase inhibitor, in Japanese
patients with alphal-antitrypsin deficiency

Kuniaki Seyama ', Masaru Suzuki ”, Sadatomo Tasaka ©,
Toshihiro Nukiwa “, Tadashi Sato “, Satoshi Konno *, Susan Sorrells °,
Junliang Chen °, Maria Esperanga Aragonés, Hitoshi Minamino °

* Division of Respiratory Medicine, juntendo University Faculty of Medicine and Graduate School of Medicine, Tokyo,

nd Graduate School of Medicine, Hokkaido University,

ity Graduate School of Medicine, Hirosaki, Japan

TAEFRFLTWDEA, 2022 FIZT7TVRERFEL. ERAFELT,
(http://jpcphs.org/publiccomment/cteph_guideline2022_app.php)
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2-3-3. HRPH LY Z F U(APHR)BHFEEICH T2 8E
D ZEAL

JAPHR (PAH R K offmmEfE) LY X MY EFIEL
T. BAERICEIT S 2008 E£h 5 2020 £0 PH BEHMHOE
fbaERE LTz, BARICE T 2R PAH ORAEIL LR L
TWBEHTEIND, #Em PAH OFRAED EF & (2,
ZOEBE L HFAEICEL L TWD LHEIND,
JAPHR (PAH £ DS IELE) L X kU D 2008~
2015 FOEFEH 316 B &, 2016~2020 FOEFEH
31 D&% 1T 7=,

SUWTRFERS L. T 47.9 B —52.7 M LB b,
HROLIX MY EHBL T\, FOMEIRE L

45 4mmHg A 5 38.6mmHg ~DET L TH Y., LV EIE
TEMENTWA I EPHEINT, 2FondhT
IPAH/HPAH 5 2 E1513ZH 3, 121X 50%F1E£ TH
STz, BORESEF OHAEEIL 47.8%0 b 57.5%~ L 1E
mARD b, BEOBAEBENADER Z RO, &
A% L OCRIAGEEIZAEREDEBICAEHT 2 e MEED
KEZH 818 %E DT Wz, 7LV FDOURIDIEEEE
ICED CRENADERIZEHARD 5k h 57z, PAH
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ORIGINAL ARTICLE
Palmanary Circulation

Clinical M. g and O of Patients With
Por y Hyper Enrolled in
the Japanese Multlcenler Registry

Background: - Pre—
Homaver, POPH. especially treatimant strategies. has boen poorly stucked Therelor. s stucy evakuted currert estmerts 1o
PPN, thew efficacy, and clincal cuscomes of patierts weh PoPi

Mathods and Aesuts: Chrcal dats wer wah PoeH Jagan Pumanary Mypertension
Flagiry between 2008 and 2021 changes. a0 chnicad ot

Chrica data wen
PoPM, ixchucing 75 ieeiment b pubant. o 21 camter n Japas. i more s hel e paleis, PA pacti gy brgmoved
e N Yok b The - and LT

195% conticance ntarval [CI] 76 044 ym:mr 5% G164 5-09.3), seapectively. Forty-om 1661 1%) padionss secehed combin-
Compared weh pationts who herd recened monthengy. 'wM‘mMMIW ey vescular
Sestarce ared Carbac e wase sricanty

wen PP o progrioms. Combararion raeagees
Sesuend i) sagricant hemesdyrenTac ITpeverment wihoast an incressed risk of site eflects

Koy Worda: Cortaton feragy Maticerter tegatry.

Crevtaton Reports Vol Newamtber 2002

MET—EBEU EOHEZRDT, 3FELVLFEFXIL, 88.5%. 80.2%Tdh >7=, 66%IEFIA
BEAC R L CHAREM I FEERERE. FNEERE L OCOHREED
PoPH TH#EEENE B TH 2 AJREMEN TR

X N7,

ORIGINAL RESEARCH

Changes in the Characteristics and Initial g
Treatments of Pulmonary Hypertension
Between 2008 and 2020 in Japan

Yeiohi Tammra, MD, w0, Hisaku Kumamaru, MD, DS<.” Takur Inai, MD, P, Hisomi Matsubara, MD, Pub,
Ken-ichi Hiraea, MD, Pu)" ichiso Tuufino, MD, Peb,’ Rica Suda, MD, P, Hiscakd Miyata, P,

Shiord Nuahy 4 Takano, MS<, Kokchiro Tatuurms, MO, P,

o0 behalf of the Japan Pulmonary Hyperension Regisry (APHK) Network

BACKGROUND Pulmonay arteral iyoeewon (PAM) 5 a rave. 2ogressive Craase. The Ueatment Lncscaoe for PAN
% Jazan hum evolwed commcerably 1 receTt years, but e s Lanitad caowlecge of U chunges (s bwatment araction o
DI O et aLes.

OBJECTIVES The am of s stucly wan 10 ewaluate Uw changes 11 Curacleralio and bl Ueatmets for PAM I
Jaoan over Uve

METHODS Ths shudy used Cata (rom Use Jaoan A monary Hyoe lerwon Reg sy (APHI) 1 axmowe satet Ow
actaristics and Lestment ractices Detween J008-2015 (3 « 316) an 2016-2020 (1 = J15).

RESULTS The mean 4 stancard ceviation age at cagious ixcwased £:om 47.9 4 16.7 years 11 2008-2015 to 527 4
6.9 yoars 11 20162020, The e oubmoniry arterel Srewsere cecwine (om 454 4 150 1o 386 4 131 mn W
IRV Tre0 Lary PAM wars L mhost Commn eUokogy ) DOUY perioes (50 0% ane 5119, resomctvely). The 240-
POtoN of Satients prescred oraliahuled COTOIAON Lwasies Icwaned 10m 47 5% 0 57.5%. Oralfivaled comi-
A0 D asies weve [ecuently 0resc oo 1o Sl ents wih conget Ll hewrL & seae: related PAH (815%). There ws
SOV Uend I prescrinng practioes Daned o0 French bow-rish O ler among satents win 0.1, 2. 3 o 4 oteria,
SLE%, GEE%, 520%, 66 7%, and 10 4% were pencrted oral/nded comination Byases, o O%, 16.7%, 27.0%,
173%. 030 15.2% were orescided erall et monclraoes. Mac Loy, Lacalafil, selex 5ug, o eooorentesel we'e
Ehe TOsL Tecuely prescrives Erugs

CONCLUSIONS The sever Ty of PAM Gecreased owe’ Cive 13 A0an Oral/wiaed (0m0 A0 Lieradies we'e Geteraly
predecwd. Pryuciam generally prescried Leraoien after CoTiGeng L petenty’ Semocyramics anc cinical wverity
Chasan Pdmonacy Myoetewon Regstry APHEL (MNOOCOIAS0) (ACC: Ase J022:2.273- Iuli 01 Te

Asthors. Pt -rtwnmvo 1 el of tve Amecican College of Cardiology Foundation. This
uncer the CC BY Lowme (4 wbwcoTmon

7 cpen access artiche




FRHERICA, IERICH Y, REOEREIIMITHES LUOBRKROEERICEDELITRELTWSZ
EMMAb NI,
(Tamura Y, et al. JACC Asia. 2022 May 17;2(3):273-284.)

2-4. BEICLZEY) - sYFHEReOEEICET SR T— X b

AR BBCRIARSEE. HaM TR ERE ICET 2 AEMRIH(EHEAR[BEERZBRFEF RN
BEDEVEKEZZT [FEICL2EY - SYSEMEMEMEEICBET 2R T — MV ] ZL4FRIIL
HAMSME - ERFEOERRT— M A & LTRH L
(http://www.jpcphs.org/pdf/index/statement_20220114.pdf)

RRE 2SR - SRBRABBRETRTEXP— b A4~ FEHIMEPHEE VAR : MEIREEE (2S00, PEPEBRRRE)
e s e e E ol SERFICRE LU |

FRATIRESN R A—E

RIRMBAGFRC -2~ +H AR V —~— L

~_ =

ARESATHRESN HE AN -

| wwswe || emwms DF IR AE R 2

BARCLLEN  SMUREWNFACEOR2 )~V TRRAYEAY < b AV bOLETE BRI IRE W RR e
37, (1) BRAETOME, (2) Bt - SHURNMSAETOMEERNLALT, 2
PU-ZYIRAOLEGEERT S EHIWTRE, MARRAREARROEE DS OWE Eim %R ngflm&ﬁ COPD RIEETERD 2%
ERRBYLLENL, MEBEAETOFRRE (AGNHRE) ¥'5Y, €I secndhit & = = 4o~ 1RIEARSE
LTRRRE VNG L MBLY, §EXILRRIELONS, 55 > e SELFE FRAEEIE
BERaEIOTR | — ~

FREEOHT —F ARRRREETOTOS, BRAEM (pulmonary hypertension : PH) AOU—ZORE  B8EX-P, (LB, BNP (NT‘PmBNP) . PFIRBSHEIRE.

ER—DOMATRLC, BUNEDLREELIABOENTHI, BRAEEOMEHML

ﬂn NAANZ 2y ;'*"IN— e
EELT

bk S Al c-'i/v PRSI

AVLOMECRY S, DU TOTIRRINEY 25mmHE LT PH LB NS, FABG

o a0 -
=
BE 20~25mmiig ORBENIRET RN EH L5 rORRUE TG,
sz
1. Smsesesu G, Montani D, Celermajer DS, ot ol. Hoemodysamic defisitions and updated cinical
classification of pulmenary hypertension. Cur Respir ). 201953 1801913
BRAETORFHS
REAMRRERT—AFLL AL (2018%) L TAKS AENSATERESNOP l R
T, AALI SMTOBORBERE, B - SHRANBBEAELRNC, PHORBEER ﬂn " .w o =LA
FEILTEBEERGNIABLRMTE (K1) *, PHIIAEHINN PH (BEARLY LY - /“"k/“ i o |
CEMOBBNC PHORRRBYFAETE) CRBVESRN PH (ROMRETE L VBONE

FER-RBRELTBRNEYLR) CZAMENS, MX-P : mmmgm ‘E’\‘E : E'DQEFTE

(5) EMmeEeMMSmELRE (CTEPH)

5-1. CTEPH H4 K 7 A »iET

CTEPH ICEAL T. BAMEMLE - ERFZRDH D
. ZEAARF A4 0RET &7V [EMMEERERS ilﬁlﬁmﬁ’i\giilﬁﬂiﬁ%[mrfﬁ
MmAESE (CTEPH) 2022 32 HA 54 ] ZHML 7. (CTEPH)
ERFICEAMSLE - MERTS HP L TR L7,
(http://jpcphs.org/pdf/guideline/
cteph_guideline2022.pdf)

2018 FEITAFFRYIAER L7z CTEPHZ2EAA K74 >~
(#IhR) Tl&. CQ & LTPEA, BPA, UF¥ U7 hIck?
Fi i EHAREED 3 DDBEDEHMEIC DL T, GRADE
system ZAWZY AT YT 4 v L Ea—%ITL B
NEAER L T2 FNFE. 2021 &£ CTEPH (X $ 5L
F o TEANE 3EABROIERND European Respiratory
Journal IC#8#, (FBIEEE XA /-2 &xZlT.
CTEPH I T 2L F T OFMMEICEAL T AT
TAvILEL—%MITL. 2FAAKFT7422022 £ L
THETARZ1ERK L 7=,

ZBEAARSA>
2022

B A il 5 00 FE + b 4 3R &

BIARNPATRUD & Mot KBBRATER
N PR RS - WAA ECCHT INAWT) K

el
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5-2. AMED 5% & & L 7- B ECRIT R

UFo 320 AMED #5E &&E# LRz EE L 7o,

Q@S MieZER MM S MEREICH T 2 MBIRANL— TR OEREROETER 7 4 — NNy IV R T L%
BRY 2HEREMET WIRAEE - NIAL)

EtmeEetSnEEICE 5

FBARR NIV — > FERKA DB R & FE

g}gj_ %) 7(__ y) 0) E\ﬁﬁ:ﬂ g %ﬁﬁ%%% 5% @E@%ﬂum%tﬁﬁﬁﬂ& WREZ )Y ITREEOHROMERESRWLETET,
E o N =28

BLTWS, HHFERIIOR S MELE

— . é?u 38 desE X
2 CEMR L T UL B DB 9TE (R4 TR

AAEBERBE LTSMLTW5,
@18 1 12 ZAe s i FEAE 1B T aon 1 23 =2 1091

3 ZHERHERIL X N UMIE (IR
R FEBALALR)

Mt EEERSNEED L S X
FUBEAT-> THE Y ENEEIE _
TLTWA(TH), SFREOH S
M EAEZEE S BAMR L T UL B D IEHR nd™
EHSMLTW3,

S - EEE 3
= W

R X

BHER—% >

CTEPH AC Registry x— L ~—<> & 1) (URL: cteph-registry.jp)
OL XY AEFALLEYENEEEYMSMEEICHT 2T REFH AN OBCIEAD O DEEELSE
Bink (MFRAEE © FIEBSLAKEAR)
M EREMSMEEICH T 2UREREAT FX YNV oBESILKE B EL T, CTEPHAC LY X Y
oA L -EMEERERT EE, AMBROMSMEEZEICERL CLWBRIEMRENSIL TW5,
B, EFZEBIITTLCEY,. 7Aaa—I@mXAREInTtns,
(Hosokawa K, et al. BMJ Open 2022;12:061225.)

5-3. B 1 FTH% - REES N/AEE @ e
5-3-1' El 2‘:)\ CTEPH %\% = ;B U- % L :\: /X 7“ Selexipag for the treatment of chronic thromboembolic
L% /87 1E PGI2 SRUMFBIZETSH ) PAH [T L TR | puimonany hypertenion

Takeshi Ogo, Hiroto Shimokawahara?, Hideyuki Kinoshita®, Seiichiro Sakao ©*, Kohtaro Abe®,

Bﬁg‘(a@ é n T % o CT E P H D 3'{1(% m%—‘-’%% ‘i PA H t iE\ﬂ;( Satoaki Matoba®, Hirohiko Motol’, Noriaki Takama, Junya AkG?, Yasuhiro Ikeda:®, Shui Joho'’,

Hisataka Maki'?, Takahiro Saeki?, Teruyasu Sugano™, Ichizo Tsujino'®, Koichiro Yoshioka'®,
Naoki Shiota’, Shinichi Tanaka'®, Chieko Yamamoto'’, Nobuhiro Tanabe®*° and Koichiro Tatsumi ©*,

LTWazedbHY, ELFI /7L CTEPHIZW L TH forthe sty Grow™
FATHDAEMEDNH D, LHZHRA__EER T 7 AR
7 v & LB ER % 78 £ D PEA FEEIS. AL LIE
PEA/BPA #DBIEMMEMEEZZE L TLWEEZXTR
& L7

FEMEIER TH DR 5 20 8% F TORE PVR 021l
FlFELFI/NTEET-98.2 - dyns - cm-5 EHEICHESR
RdT, EHICEIRGHAER TH 2 0FRK. PREEIEE
(BorgScale) izt L ¥ /X JETHERICHE LD\
6MWD, WHO g fRIdERANE LR O BN >, B
EERIT. KD PCR HFTROONTVLEIEREEL

Shareable abstract (@ERSpublications)
Selexip: icantly improved pulmonary vascular resistance and other haemodynamics in
ulmonary hypertension, although exercise capacity

hronicthromboembolic pi
nchanged https://bit.y/3HfPASs

as: Ogo T, Shimokawahara H, Kinoshita H, et al. Selexipag for the treatment of
bolic pulmonary hypertension. Eur Respir J 2022; 60: 2101694 [DOI: 10,1183/

WEWIRE SN -7, dem=xm o
(Ogo T, et al. Eur Respir J 2022,60:2101694)
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5-4. JmA - RREAERRICEE T 2 EERME
5-4-1. BBRMAEYE O ZAL & XEDRIE
EEmeEREMSOEE (CTEPH) OBRIL. BHEX
FEICEEEL TWB &SN b, MEREMELRE (PAH) (£
T 2EEEENATRREIN-Z &5, CTEPH B2EDBBARK
EYERICEL THREEN TR I N, 11 AD CTEPH 2%
L2 N\oERESMEIDEBY  TLEZNEL, BN
EYEE 16S URy — L URKE (rRNA)BETFES!
ZRWTEHH L7z, TNF-a. IL-6. IL-8, BLUMIP-1a
IZCTEPH BETERLTHY, snlcmETL R hF>
VINIILESET, ZNENEIEDOHEEZRD -,
CTEPH & 0BRMEYEOHERKIZ. CTEPH OAEMY
AMAHAVETV R XSV EFICEEL TW AR
HREINT=,
(Ikubo Y, et al. BMC Pulm Med. 2022;22:138.)

(6) WhERAREAZEAE (PVOD) /FhEMMEERE (PCH)
3-1. PVOD/PCH #Z&H A K Z A > 2022
2017 SFICAMIRYL E BAMSIE - MERFS/MHD L
THTIL 7= ThhERAREAZEE PVOD / ff &/ M S fHBEAE
PCH 2&H A K54 ] (Minds 83E%)IcD>W\WT, 2018
FICHEINAE6RFSMEET —IL PRI T LIS
EL\’C PAH & PVOD/PCH ICB8 9 2 EEBBIRDESE - 12
ICEAd 5 RBHLBER-WETZ1T 7=
FJ'JHJid) EHA N7 A ERkFIZ. PVOD/PCH £ PAH &
FER DM LTDRBEMTH - 72 5R/BMMER
ZITRIEMEERE D &R L D %)TWK?E%L’CL\%#:
BHHESR PAH & 2T L CWEBIDHICH . BiR/EMME
MEILEEL TWD EEZ LN, T, §#EFE PVOD/PCH
EEW L COWIEROFRICH, FIEMLEERE (B
RE) MEELTWS EEZX 5T,
S5, AHETICHUWT Grade system ICHE LV AT <
TAvILE2a—%EELT,
(http://jpcphs.org/pdf/guideline/
pvodpch_guideline2022.pdf

(1) #XF5—%&F (HHT)
7-1. B TR OIZEL

Ikubo etal BMC Pulmona
htps:/idoi org/10.1186

D BMC Pulmonary Medicine

RESEARCH Open Access

Altered gut microbiota and its association 2
with inflammation in patients with chronic
thromboembolic pulmonary hypertension:

a single-center observational study in Japan

Yumiko Ikubo', Takayuki Jujo Sanada'™, Koji Hosomi?, Jonguk Park?, Akira Naito', Hiroki Shoji',

Tomoko Misawa', Rika Suda'#, Ayumi Sekine', Toshihiko Sugiura', Ayako Shigeta', Hinako Nanrl®,
Selichiro Sakao', Nobuhiro Tanabe', Kenji Mizuguchi®®, Jun Kunisawa?, Takuji Suzuki' and Koichiro Tatsumi®

dysbiosis, Inflammatory cytokines

by jon of the pulmor
thrombi (1], which leads to the ele

Ailiaf Ak A1 2&7iE (PVOD)

" ﬂiﬁ%mﬂnéﬂiﬁ(PCH)

2B A RS5A >

o
H 2K i & 1 FE « Bib 98 3R °F &=
WINRHFETRNS S Mot s in s R
[RHOFRASN - HAQTE T SHRAAR)

FR7—EIE. MEFHICL Y EFRNOZRERICHMERNIRN D BEEOKEETH D, ZDERBITERENR
BUHEET Mo NTWS, BBNORRBEZTTH D ENG, ACVRL-1, ALK-1, SMAD4 & & (28552
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Wre LT BMPRZD R /B —REHT VY v EZOMKED R T 7 4 REBUMEE %, K> —7 T+
—TEFTL., EICREESNAT LEE 0S5%UTORAENY 7> MIOWTIRET 2 Z & A RBEIC R - 72,
7. FRT—ROELEFIREN. 2020 F 4 BHh o REBINEH N (5,000 =), 7T = DNA FZCATIC THAED
Mo DORBEEREBEZ XTI 54 L, EEFETORREF DERI/EA TS,
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D. ZR

WXR e L ZHABMETRIEE - eEEOEEESFEICEALT (R 1, 2)

EEHEEDEEI TADOINY AL EE L, AAFRMTHRE L TV DERSI[EFICOVWT, BEEED

HORBELAITWISEICEWTEREIT o7

1) FismERERE 3 %% (PAH, CTEPH., PVOD/PCH) (&%l1)

2022 FITpHEEI NI, BUNBERBFS - RNMPREFEER e MEEDZRT - JBEHAA F 74> 2022 O

WRBIZIHADEERITZE LIAH S A ? (Eur Heart J. 2022 Oct 11;43(38):3618-3731) & W5 FBD T, Fiwh'

Thiz,

PAH DU EAE EEEH4E. E.mEE S¥E. REASHCDOWT, CTEPH ORliE, BREESHHE. A
ICDOWTENENAFICEE LA s eERmL. —HBITORELZLTE T 25t o7z,

2) PRI SEERE(AHS) ~DIRE (Bkl 2)

- CCUS DIFREICDWT, BESDOBADETT V7 — M ATAERL., BREZHE L -GERIIMRDIER
L£E2XSH),

HFICIEEERSEREO—RE ST AN BRERB LIS EIND, SOICBITHEEASHEICE L

DWEEDORENRITINT WD, T I TEREL%E [HAM X 72 (ENEMRERSERE] &L &L

ZEARET 2HHIRITINT

BLPR MV RTFLOBELER
(1) Vv RpRESEE (LAM) & a,-7ryF U 7> rZE (AATD)
R Ty P R—LDL IR MY =X FLICLE D LAM B LU AATD OB R4 E A EER L TW 3,

(2) fbEm/EiERE 3 &£ (PAH, CTEPH, PVOD/PCH)

IR ER R B IS S s MERE(R-PH) B&ICET 2aim 8E L ¥ X b URRZE ; Japan Respiratory PH study
(JRPHS)., BHAMSME - HERFEOXIEZZT2 [fHelEEEEL X MY ] & LT [Japan PH
Registry (JAPHR)] (http://www.japanph.com/japhr/). CTEPH L~ X kU & LT CTEPH AC Resistory
NERINTWS, CTEPH @jafE e LTBPAICEEY 2L Y X MU J-BPA, S ICHFFE., ERMEVEE%

5 fEMmAELE (CHD-PH) oL Y X bU & LTIACPHR AR S NERINTL S,

(3) zotbDEE

PR SUERRE (AHS) &F X5 —% (HHT) 122U\ Tld, WMEATL Y X P UBEICOWTITES IR
LNTWARWL, LAL, LY MBRICEZRDELRZSHOL2ENBBREFRH OREFEICOVLWTIE, REERE
FIZDOWT 2020 A HRENEF I N2 L 2T, T & DNAHERATICTHRES A AL A Y ., 2F R
EOFFIBEIEA TV D,

WEGKAEBAE

EARAEEAZ A AW R E, BEEICSIEHREREL . FICLAMIZDOWTIE, 77 R X —@iF%EiTun
BEXEEICHEFL, SHOICHROZEDOFZICZOERETLH L 7=,

I 5122021 A LIEREY HATWS, BRAFAEBEAZOHEARICOVWT, MRIMEICK 2HEREEL
BIERE%1T > 7, 2021 FFEIZ AHS, AATD. HHT. 2022 £ LAM, PAH, CTEPH. PVOD/PCH &,
AFRIIAEY R TR TEBDETICOWT, HRROHEREEEFELZT L,

WAL R4 BREHORTE - KET - B
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(1) LAM

TR 29 FEICLAMBEAA K74 V2 RFKEFATH DD BRXGEICDARFHAL THY . ERNTORMEIC
BN D> Tce DENA KT A VEMICHKILL, ARFEROZEDF5| EDIEROBERAREVEEX, 1F
FREEREFEN L CREERIEEEZITo TS, BERFIC, TET Y XERICEH TS,

(2) AHS

AHS ZEH A K74 Y DIERICIZE > TWLWARWH DD, JRRED AHS (5 £ N 2 e R M PR MR SAEREEE
(Congenital central hypoventilation syndrome:CCHS) (ICDWTDBEENAICDOWNT, TETF v REBAE

ATWS, £, LY ZANUBRICERELGZEGTFREDFHBRICOVWTIE, A9 & DNABIERTIC TR

BINAREE o1, 5. Mt L T/NE CCHS C A - mEHS, BEEARLOEE - F—I12oW

THY A, ZEAA K74 1EREBIRT,

3) a-7vF b T RZiE (AATD)

AAT HFREEDRBINE =217, [AATD 2EDOF5E | OET% 2021 FICARMRITICTEML 72, B
AAMEKEFS HP TEEERENRF L TWeh, 2022 EhHSEREAEBRL. FEFESE. —RDAICH
FERE s L TERICED T,

(4) s ERERSE 3 %2 (PAH - CTEPH - PVOD/PCH)

FEXRY, 2L CARMSNE - HEBFEOHBHIOE, 5 20ZLBEAA RS54 v0T7 7UREARL TK

KEBCHES L1z, F7-. FIREBEEOIE TV ARAPRBEINGE. & 5122018 FDEFE 6 BIffE MmELE 7

— LR VRS T LORBEESOEICH LT I TRENA K74 v ORET AT 7=,
MetmieEE M mMERE (CTEPH) 2022 28H A K54 > 2022] [PVOD/PCHEZEAA K54~

2022 @ 2 D2DeREThRZ ERR LR L 7=,

E. ¥&m

D4 FE, #ERMTRBER. MelMELEICBE T 2T - MBTHMREZEL T, 1) BEESGTFRE
QOL omLEdFER, 2) EEFEHEADERBCKIEAL D 2MRONEZENE LT WREED—HRIZE
LT, [BRAA KR40 #FEEL 7, 3FROPREBEEHIEL /LT, ToICHM b5 FEMUED
P RICs| S E, [ERBERICCEAL S 2MEOUE - ER] 28L T RRNLEETHZ [HEMETR
#wEEBEEQOLML] BT,

F. f2R1FEMRIEHR
R I NEFELL

G. ARHER
[0 4 FEMERROTIITICEET 2 —BxR] ICHRAL S DELRZLH L 7.

H. A4 EMED I - 8RR
L REFES AL

2. RAMEES L

3. zDfh 7L
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¥k 1 WEMERE (PAH, CTEPH, PVOD) OEREME (HHR)

BNTEIRZRF = - BONIERERF = (ESC/ERS) &R fim
JERESSHT - JBEAA K54 > 2022 OHERIZHADEERKRIC
& LA % H ? (Eur Heart J. 2022 Oct 11;43(38):3618-
373 & WD FEDIT, FwATThNT,

1) PAH OBMERE L LT, HO0AT—TUMRERHCOMR
EEHROZMEE L TUW =D, mPAP E#% 25—20mHg &
THEDEERNREINT, TREBERIIAKDBEY,
PVRICOWTIIEELEH TEREI AN,

mPAP (DWW T, K& D BorderlinePH 2 &% 21271 .

EH

MATENRE

OLE

FiSIIEE PH

mPAP > 20 mmHg

ATEMMEPH
Pre-capillary PH

mPAP > 20 mmHg
PAWP < 15 mmHg
PVR > 2 WU

EENEFEPH
Exercise PH

mPAP/CO slope between rest
and exercise
> 3 mmHg/L/min

EMEEDIET VY AAENT EALEREE
DEOEEHNINLEELR D, BETEHRIDIEDEEXY Y FAZLWLY)

2) PAH 2 EE DB Z0#—(HXN)

(DT I—RETD=RA

BITHEERZZ /MR PAH % £ 5% 5 A RHC REHKEH

DI ENBE L 75 5 (MPAP BT FEH A L),

RELLTOLII—MRIZDOWVWT, F L TNEBRER
RELTHOEETHINED, ZLAWEHR(TRV) DELE,

=L RERZ(TRPG)A0mmHg A Z YA E 5 A ZEmh
I NT,

BREEEAE L L CHHHER Y X 7@ OREAR . &
M TORRELETD mMPAP DEUR L & DEESME,

s T
SERTES B SRR IERE (TRPG) (Bt EHASREEGE
Stage 1 WHO-PH/NYHA I~IIT  [TRPG < 40 mmHg fERR L
FIzld. BRBTRIEL
Stage 2 WHO-PH/NYHA I, 1T [TRPG > 40 mmHg HERRL
WHO-PH/NYHA T [TRPG < 40 mmHg (ER& 0D
FIzlE. BRBTRRL
Stage 3 WHO-PH/NYHA I~1I [TRPG > 40 mmHg HEMB D
WHO-PH/NYHA IIT TRPG = 40 mmHg lEROERICHRST
WHO-PH/NYHAII, III  [TRPG < 40 mmHg (:35zE210)
Stage 4 WHO-PH/NYHAII, III  [TRPG = 60 mmHg (ERDBRICHRST
WHO-PH/NYHA 1V ITRPG < 60mmHg (ERDERICHRSY
Stage 5 WHO-PH/NYHA IV [TRPG > 60 mmHg (ERDBRICHRST
PGIFSHART - B P HMFEANBE
IMBEFWHO PHOE. mPAPDIE(C
B2 < Stage 5

ESC/ERS @ RAP. CI. SVI. SvO, & WL\ 7432 HTEs U

XU NHDIEEFEDEIE. mPAP & OIERIMEAHFTIEA ©

BELTWDERA, Soll—ixaaHEe LT 6 oS5

BOEZIOLWTHHRLE NI,
3) PAH BgR %8

- PAH BRR 248 ; MEDOO~®I12NZ T, DPH (ZHFET

5 EEZREB(Group2 PH)IZENTWS PAH & @MIRIRE
BICL D PH TR PAH+MRZREEPH E WS L D% B
M9 352, & 5I(C Pulmonary Vascular (Cardiopulmonary)
phenotype. Left heart phenotype 7 & D /U IEAEIC D

HAALER BB |1 SR FEABSEARE (mPAP) WDREL (CI) it B SR
Stage 1 |WHO-PH/NYHA I~II 40 > mPAP > 25 mmHg e L
Stage 2 |WHO-PH/NYHA I~I1 |mPAP > 40 mmHg 3z 0
Stage 3 |WHO-PH/NYHA I~II [mPAP > 25 mmHg HERE D
WHO-PH/NYHA 111~ Cl>25 =
v mPAP > 25 mmHg /min/m? ERDBERICHRST
WHO-PH/NYHA 111~ Cl<25 — T
Stage 4 |/ MPAP > 25 mmHg /min/m? (EROBIICHRST
Stage 5 |WHO-PH/NYHA IV IMmPAP > 40 mmHg HERDERICHRST
PGL2FSHERE - B2 TE
RN B RIMBEE
BREROEE, mPAP
DA (CBAfR7R < Stage 5

WTDOFWNIZDOWTIE, FEARDEE L TEETHIRFII/ BN,
- BYF PH &%, PVR 22 B I 2KRICEEIN>5WU 282 2T PH OFRICET2HMEHEY ANTUL

CHEBEABHINEI DD BN,
4) PAHEET7 LI Y X L

- fIE &S (vasoactive) ; Ca #EHiE, PGI2 EFI O KIS HIZ D W TEAB THEA L E 5 H

- PH > %2 —(BEMPER) ; BCKEEZE TIEDH D Z & HRE
5) CTEPH 2#ri e

- IRITD 6 7 BIBEEBARE -3 4y ARE~DEE #IZIE

- BorderlinePH ZEx ) A2 HhE S H. BERTHNITEET XU v FOEWETBPA, PEA%2{T5 2 &

LERT 5,
- EBEERLII-DZI FIZONT
- LT O—FTR. ECGE#E% PAH iz 50 EHH

U EoiEmo LT, EEYTALOESRE, EEREHRICOVWTIIRESELREOEFRAIBEFZAZE. F
BREROEFHATOEEE L, HRICBITA3EEEICOVWTOEZIAICOVWTHL ST,
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K2 FRERSERE(AHS) ~OHRE BEER)
[ SRR F AR SURE(RRF (CCHS) & b & L 738 E EEm A I (B SUE R AT D BIR L #TR R

1) CCHS BE DR R—BERICHE T2 77— MABKR—

FRMEFRMEEIRTERRE (CCHS) OREE2DOHNZ/ T, BREEEL, WECER. AHE. BEvE
EEORE R EAFEE LT, MEICHEL., KRS - ETRERELS E?i*ﬁﬁ‘fifﬁiﬁiﬁfﬁﬂ'5@[’77&“
27z, REEFITNI0%ICRDON=A. —H T, HEAIBWTERERFREIIAFEDHZ L, ZNENITEL
7-oE TETWs, BI< L. AEFETALETH-TWA Z K E, BRI[EEBEOALE S, ST 2 BEME
RADIIE, BEARY b5 LB EDEHBEREEMTONIGH DT oM, FICHREEDOREY S ~DRRE
Quality of life(QOL) DA ED 7= & ICHERIE R —> > F~OHFE I\ EE X b N,

2) IREHSE 230 : R EMSEEREEEICEA L TOIIRE

BERRBS EEMMSICDOWT, 2 2 CRlma s TH#AM F 72 ISR M ERSIEER] R LEMEELIR
9T HHHPERETINT,

FfEEIR R % R TEE L LIRS H T Y ICSD-3 IFHETEEF TH 5, FICIEHERIUEEFO—BZzaT R
NI Z B ZEDBRING, SOIIBITHERECHEICB VW ZHEEDRENRFTINTUL D,
CCHS IZREL Tix. AEREBEEBRIHNEFE. BERIOELERN, EECTEERE. MOERE. 8
BEpe B, EYER. RER, HAET. BEaLicksboTcidhwn, CHEAMES - BEMREER
RENHY . 1FEAEDENT PHOXCBEGFEENFET 5. £ WD 3 DDOEEZHRTE L TRUTAIREL
T 5, ICAH IZDW\WTIE, AEREBEEBRSHAFEET 5. BERIOERERS, HEECIEES, HME
WA, WEERE. EYER., MREE. HAHET. Bl 25 0IECCHSICLBHDTIE AL, &\ ) EE
HIRET D, EmERIEEEICOWTIE, BMI 30kg/m2 U ETdH 7= 94.5%I% OSA. OHS (£ 90 A(13%)
7227z, ZTDOH T PaCO,>50Torr (£ 16.7%TH Y. BEFEE N5 OHS 2 AO 0.082% & #HEFE =N, HRE
#E(ZFZ KT B, (Haraday, et al. Respirology 2014;19:1233-1240.)

INHLOREA B, [ERERBERSIEREE(EE OHS)] & LT, A'Eﬁﬁ&&ﬁi@ﬁ?ﬁ%ﬁﬁ“ﬁﬁ L. BEEFIC
PaCO,>50Torr A FEFR SN T W3, PaCO,=45Torr TH - T, BEICIZ CPAP TIXEEE T NPPV A E, B;
B A FE (BMI=30kg/m?, \Efiiw-@ﬁ1®95ﬂ—t/&4m%b\Qﬁ@ﬁ@i@ﬁﬁﬁ\%
REPERR. MOLERE. WERER, EYER. #RER. HHET. BIAM0LXMEH % L (E CCHS IS
®2HDTIERL, é:mi%ﬁ%ﬁ%%%@“%o

EEEMRKICDOUWLT, CCHS; ”?WE’(’*’*IE feEEE BRER— 7055 1 2UEEITS>HE, ICAH,
IRER, MREEAN L \%73 . OHS ; Eff OHS mE%E%H7/- L. CPAP, NPPV, BBEEENNEDE
B REE WS EEARER

BRARIEIRIC DWW T, R J:‘Jfﬁ%l,’(h\%_f EEDH DT, OBV EEER D,

REL LT, ifztEl’\J?lffé’vﬂHHIE‘%\ IolllE, [VEVIRGRED S OFRERICET 2BITHER L L O 2N
ZHiFohd,
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