BESBRIFMAERDE EOaRBEERITSEE)
DIEFRRES

EEMERMEIIRITSIEE(CIS(T S BMPR2 EEFONNRER

MRDEE AR #
EMAZEZE BREARTE 2B

MRES

FiEhpf A= IEAE DS (C (& Bone Morphogenetic Protein Receptor type-2 (BMPR2) B FDEE%
DODAEFIN B DN BREABIEOELGER T, EENSIKTED. BERNESERIEFANRLTEL
B0 WENAZ BRRNRIRBEZ R TH DR EDFENHD. DX SRIFHER T ERADEADIZH.
BMPR2 2E%HY D PAH15 RRICHITDEGIRINZEIRF LIz, PCR T BMPR 2 ® EXON EHIEHRZIEE
L. ZEEZRH 97z Direct sequence JEICK D ZEIT DIz, BRI FEGRDORIEDZSH. multiplex
15 loci analysis Zh#T U7z, 15 %A 3 FKFZ T BMPR2 DFIRZEENR L SN, B—FKENTIETFHRD
A REACRE T BHEM (genetic anticipation) %Rz, E/e. BMPR2 G FIBIEEIED PAH RIRE (4
TELDBRICENDZ. COISRINREERN—EDLERTHEETIZL(E. BEENSIN(TEDBHEE
Z BNz, genetic anticipation Dfesd. WINEFHREENRBD ZORR(GFERI DN, —HYIRE
ENFHET DIcdFT/z/k BMPR2 B FEEORANFEEL. COMEBDHEN G DEE—HL TS,
BMPR2 B FER(C KL DH//E PAH DRERFERDOFEFRIENTND . BIHED PAHFIREIMENZ &N
RINS BMPR2 B FEILA SNIZFHD PAH BEERMENC & EBHRELTLVZ. Fiz, IIREENHES
MERNE, ZORBMEKICIEFTFRITED TBMPR2 EEFIFRIRULBWCERMGITBRZENTES,
BMPR2 B FEE (CIFHHREENEIE L. TNICEKD BMPR2 BT ORHO—E %A T 2 Z & h'alEe
A

A. TRFEERN B. AZEASA

fib 8 A% 1% Bl = M £ KE @ F (C (& Bone PCR T BMPR2 ™ EXON EHIERZIBEL. &
Morphogenetic  Protein  Receptor type-2 H7# B 9728 Direct sequence iE(C K DRI 21T
(BMPR2) BIZFOREZDBODEFINGDN. & oz, BEHRBRFEGORIEDZSH. multiplex
REAMBEOEEGERT. ZENSRK(TED. REK 15 loci analysis Z (T U7z,
NEEZRIEFNRL TS AV, TENSL.
BRIRNRIREEER THIREDHHNGD. <D C. HFRHER
K ORMFHE R IIBRORIADIZSH. BMPR2 £F 15 ZREH 3 /KX T BMPR2 DYIRZEEANRHE
ZH8 9D PAHISRRICBITDEGHELZIRT Uz, NIz, A—FKIENTEFROANRERICRIES D8

[ (genetic anticipation) &&2&7=. F£/=. BMPR2
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BFBEREMED PAH FRRXRILZELIDEEICK
Moz,

D. %
CDOXIDIRIREEN—EDLETHFET DL
F. ZENZIRICEDEBEREEX SN/, genetic
anticipation M7z, W NIIFHREENRLRD
TORRSFBI DN, —HYIREENFET D
HFTC7: BMPR2 B FEEDORFZNFELEL. 2D
MEDENHDEE—L TLDfzsH. BMPR2 &
CFEE(C LD/ PAH OFRERIERDEF
RIZNTUWD, BlED PAH BIRFEMENC EHN R
N 5 BMPR2 B F &G SN FAH-D PAH RIE
EMENC & EBRUTULE. Fiz, FIKEEN A
SHhEnid. TORBEHEKICEFRICED>T
BMPR2 EEGRBE LAV EERAIIDIENTE
Do
E. #&
BMPR2 B:FEECEFVREENEFEL. TN
KD BMPR2 B FOEHO—EZHBI D2 LN
AIRE TR D,

F. HASRHRER

1. FXFER

Momose Y, Aimi Y, Hirayama T, Kataoka M, Ono
M, Yoshino H, Satoh T, Gamou S. De novo
mutations in the BMPR2 gene in patients with
heritable pulmonary arterial hypertension. Ann
Hum Genet. 2015;79(2):85-91.
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EBEEFZERFRRERE GHERBBERATER)
DIEAFERES

MM AR DREFEMAERB(CHITSD. JLAAFS A—5DIEREME

WROEE AR W
EMAZEFE BEREANTE B

MRES

JOULAAFS A -5 (IFEB (CEIRMESZREFE (SpO,) ZRIE URERMEZIRE TEDIN, TOIERE
FEMCIHREESN TS 5T, BEMMIEEMRE (CTEPH) BEZWRICCORAZRT UZ. BLAT—FTIL
RERF(C 32 D CTEPH BE(CH U T, 3 DDJ/ULRAFS A—-FZFER LT, FRMC L DENRIMELZREZF
& (Sa0,) & SpO,ZHEERUTz, $FICERBERIE (Sp0, <90%) (M9 BE/ULZAFS X —40D ROC B
RICK DT ZHET LTz, SpO2 90~95% &Rt T D L TOREFYIEST + DILOMENRBEREND
Jzo Flz. EMRIE (SpO,< 90%) ZEIRH T D EMERDOFRME(E, OLV-3100 89%. N-BS90%. ¥
EST AL R2%THDIze B)ULAAFI A—FHERC KO T, BEDEEWCIERE(CAKEREVL G
Jzo B)VLAAFEIA—BCHENT, BERMEZTRY SpO, BZRELTRRITDVLENDD.

A. FAREN
JULAAF S A—5 (3RS (CEARIMEE SR ERFE
(Sp0,) ZBIE VBB ZRIE TEDN. TD
[EREE (IRAMIIREE SN TH 5T . 1BIEMMIEEE
fiE (CTEPH) BEZMRICCORZRFT L.

B. BIF75E

BT —T I ARERF(C 321D CTEPH B& (Cxt
UT. 3 DD)ULRAFZA—-FZERL T, Hill
(X DENMIMELZREIANE (Sa0,) & SpO, ZHER UL
7o FF(CIRBEZRMAE (SpO, < 90%) (ST B/
IWAAFS A= D ROC BHERIC K DEFTZ T L
Iz

C. HFHER
Sp0, 90~95%ZRIH T D L TDRERYIE
ST4 NILOMENREAREN DT, Fiz, KSR

IMAE (Sp02=90%) ZIRH Y D EMERDRTFME(S.
OLV-3100 89%. N-BS 90%. ¥>EST+ HiL
92%Tdh oIz,

D. B8
B)ULAAFS A-FHERICK DT, BREDIEE
YIS ICREREND S 2.

E. f&im
BIULAAFZA—FCHENT, EEERMEERT
SpO, EZRE L TERRI DBEN DD,

F. HARHER
1. SR
Kohyama T, Morivama K, Kanai R, Kotani M,
Uzawa K, Satoh T, Yorozu T. Accuracy of pulse

oximeters in detecting hypoxemia in patients
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with chronic thromboembolic  pulmonary
hypertension. PLoS One. 2015;10(5):
e0126979.
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BEFSBNFMREME (BARBEERMZTESR)
IBAFERES

FhENARMA ARRHS R TR DT, BRICKIDMSMEICHT S PTPA

MFIIBE A W
EMARZEFE BRGART 2%

MREE

FhEhARIMAEAREIREBR T (PEA) (XBMATIMARZEARAE (CTEPH) (CX I REBIEELH, MRS
mE (PH) O%F. BEAKRS/EHEETHD. CNICH U TRIEEIENRENDDHDIHT—FTILICELD
FRENRAZARAT (PTPA) HeREMNRNHDHERET Uz, 2009 £ 1 8KD 2014 & 3 BETIC 110 ATt
U 423 [ElD PTPA HiftEfTE=NIzht 9 HITLAIC PEA AMHEITENTULVZ. CNZEBTULIZ. 9 BIDhENARI
EiEHL (PVR) OFHI(E 15.6 BEAI T, PEA (3 5.6 BHUNIRE LIzHY, £D# 8.1 BEfUFTE(L Uiz, PTPA
(FFEHET 4.1 FRICHITSN. PTPA ZHEfTUTHEHE 1.9 £ #ICIE PVR (FFIET 4.2 BINE(CHE
U7z, CTEPH TIFHIRZE. FHKRENMES L TSN, PEA. PTPA (CKDBEURENER> THD.
WEEEDHANERMENEHS5ND. PEARDET. HWIEIBERICKLDMEME(C(E PTPA (3BRTH

Do

A. HZERN

FhEhARIMAE AR SRR (PEA) (XIBIERBIMIZEEAE
fiE (CTEPH) (LT 2EREBINEEIH . RO
fEmE (PH) DkF. BREAKELDHETHD.
CNUCH U TRABMMENRENDDHDIHT—F
JUC KB FENARAZER AT (PTPA) DEREMIR L H BN
ZIRE LTz,

B. HAFITE

2009 F 1 H&D 2014 F 3 AZFETIC 110 Hl(xd
L 423 [ElD PTPA BT =N7ZHY 9 HITTLAANC PEA
M TSN Tz, CNZE#ITUTE.

C. HEHER
9 FloFPEIRIMEERST (PVR) DFH(F 15.6 B
fiIT. PEA#I(Z 5.6 BUNTHELTZH. D4 8.1

BEIFETERILUIZ, PTPA ([FHIET 4.1 FR(CTHT
NIz, PTPA ZHEfTUTHE 1.9 & #£(C(F PVR
(FTIT 4.2 BUNE(THEL .

D. B8

CTEPH TI(ZHIRRZE . RIRENMES L TULBHN
PEA. PTPA [CKDBURENERDTHD. M@
EEEDHANBRIMENEH5NS.

E. #5355
PEA ZD%KE. RWIEBR(CKLBMEMEC(E
PTPA (IBRETH 3.

F ARSER
1. MXER

Shimura N, Kataoka M, Inami T, Yanagisawa R,
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Ishiguro H, Kawakami T, Higuchi Y, Ando M,
Fukuda K, Yoshino H, Satoh T. Additional
percutaneous transluminal pulmonary
angioplasty for residual or recurrent pulmonary
hypertension after pulmonary endarterectomy.
Int J Cardiol. 2015 Mar 15;183:138-42.

—291—



BESERNFRREREE GHAMRBBERIATNESE)
DEMFRHRES

BIERAZE R B RS (CIS TS In vitro TDY A 90 RNA RIRE(LDBRES

WHRoEE B B
EREFREAARF Rl DRMET> 5 —ERGENR B

HREE

R MERE (A DB DAL EFERERFO—DOTHD. UNU. BLAEOEEEIEE. JL—TFIRE,
BILECIRSNTED., EBCREDIL—THRERS FEOAE(CEBEEZE5X 53, EFE. BODER
B vasopressin (V2) SEWNIENE (Tolvaptan) MK Na IE. OAEDBEEBERE LU THBICEASTNE.
UM U, Tolvaptan OBELAE(CH T DBEMEDRE (=N TULRW., £IT. ALA2ZH4S s IEE
EECH LT, Tolvaptan DIFEICED, JL—THREDRSEORSHNEND N, BLREOWENES
NaHM &R Uz, IPAH 5 %, CTEPH 5 20D&5T 10 20EEZ R E LT, Tolvaptan 12 BRSO

RERFUE. TOBR, JOEI ROFBEN L.

HEDRL

BNP digi. QOL DeEMESNTZ.

Tolvaptan (&, BOUAEEHMBIMEEZREDFRNEZ LS I OREENRE NI,

HEARE AT, F21EME. /AE#EL. SHEE— Marc Humbert, 1t

A. THAERE®

B MAEE S DA OAEFFREERFD—D
THD. ULHL. BLREOEEEEE. IL—TF)
FREE, BRLECRBNTHD. E5(CKEDIL-T
MREES AL E(CEREEE5X 55, F.
FODIRIRK vasopressin (V2) SHEAKEHE
(Tolvaptan) AMK Na MfE. DARDBEEREELUT
B CEA SNz, UM L. Tolvaptan OBELAE
([CX T DEMEDRF SN TR, I T, A
DAREZEMADMEMERERE (C3 LT, Tolvaptan
DIRS(C KD, IL—THEREDIRSEDFIHEN
DH. BLAREDWENMESNDINERET LTz,

B. HAFTSIE
IPAH 5%, CTEPH 5 &M&5T 10 ZDFEZE N

HKREUT. Tolvaptan 12 BERISSOMRERTL
1z.

C. TR
JOt = ROBEN TR, FEDRL. BNP D
P QOL DENE SN,

D, E. BEXR, &
Tolvaptan (&. B UAEEHGENEEREDT
BEBE IS IRERENRE =N,

F. HZRRR

1. WNMFER

Tamura Y, Kimura M, Takei M, Ono T, Kuwana
M, Satoh T, Fukuda K, Humbert M. Oral
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vasopressin receptor antagonist tolvaptan in
right heart failure due to pulmonary
hypertension. Eur Respir J. 2015;46:283-286.
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EEHBRFMREmE EEaHREBEERNRSES)

DIEARHREE
PPIRERER B (C A S B MR B DS MR RK S mE I/R— MK

WREE WHE R
FERFARFZREFHARR SinftsEEERY FHERE

MRES

FiEMmERE UEUE, HRERRICEHT DN, —EDREFIDHHFEMERE 35mmHg BI_EDEE
fiEMEEZEE9 D. DN FIREERR(CH D EEMS MEEOSE. BE. F&. FRETFZHS
METDIEs. ZhasgHERSMEMAFTZITOIZ. BhXF7 >0 — MK BDE—EREOFAET 101 HIOEAER
BIVEEZEEL. S EMBIRENESOIEE 4 & F (ISR E (COPD). KIESHITHRHERE (CPFE).
BER(CHDSHEBE MK (CTD-IP). MEMMZ) 70 FICDWT. BREKE. BE. FRICOVLWTERELE.
ZO#ER. COPD(n=18).IP(n=19).CTD-IP(n=20)D 3 FEFE(F. 50%. 35.7%. 68.1% T, CPFE(n=13)
D2 FEFRIE, 22.6% TH DTz, 81%DAEHIHFHEIARIEMS MEMESEE TRESIN Tz, DE/RAR
TTIRFS—E-5 BAER(PDE-S1)&ERA L TWAIOF&(FIEERFGICLE U TERICRIFT (3 F£4FR
61.8% vs. 20.0%, p<0.0001). Z&(TIP. CTD-IP. CPFE [CBWTEEE THDIe. SEBMATDRER.
PDE-5I ERANBELFRRIFERF CTH oIz, WIRERER(CH D BEME MEEDFRETRTH >
PD5-51 ERABGIDFEAEREICREFTH DIz &(F. COBICHITRISEOFHESHEHBRERRL. {8
IDEDTHD.

HEMKE
FOBZ. EB—=. IRESE. STAREFRE.
Pulmonary Hypertension Study Group

AKI5h, BATE. FEMIESE. FFIIES. EiE—HB. JRS Lung Disease

A. FAFERN MEER(C7 >0 — MEE DR, 101 HIDELE R—PH

B MAESE (& U & UISITIRESE R (CEHT D
BEDHRETE. < —EDOHIAF13 fi &) ARE
35mmHg B EDMPIRERE R (T4 D EAED S MMEAE
(BJE R-PH) Z29 D ELEND. FIE R-PH fI(C
X U C (& RS ihEh A A M e A S (PAH
specific therapy)MERESN TV ZEBEEZX SN
« DHECSITDZEDOREDFREIESHNTR
hofz. S, BARIFRZEFS (JRS) DIBTE 855

ZEB L. 24 fEs DB HDE & BIFR. BE. TE.
FRRERTFZASHNCT D, SRR IME
mzEZzTo,.

B. TR AE

JRS FBFE 855 fEERICT7> o — RAEMNS. 101
BIDESE R—PH 25U, DB SNIE 24 Hss
([CDNWT. 2R, 3RFAEZITLN. 93 HI (AhEhAReR
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AE(PAWP)>15mmHg d 13 flEED) %#EE
Ufzce D5 PAWP IEET. SEEDZ L 4%%E 70 4l
([CDOUVWTHRRE. B, FRICEAU TH#EIrZiTo 12,
RHE. ARG, FEARZREEZES ( NO 110)
DAEGRERITND.

C. AzRHER
70 BIOBEREFELUTE. 76%H 0 HRE

<2L/min/m? E/z(IAFMmEEST>480 dyn.s.cm-5.

@  severe-Mod-NicePH @l T 39%
N%FEV160%LL EM D%FVC70% LA LD mild
PFT impairment SEfI T D7z, 81% DAEMHIIC.

PAH-specific therapy HMER 1. PDE-51 /' 64%.

I RtEU S SEEENRZE(ERA)N 59%I(CERAE
ncuE,

2HlDEFEEF. 14 74.2%,. 3E47.2%. 5
£ 27.3%ThDlz. 3ELEFEIE COPD 50%.
IP 35.7%. CTD-IP 68.1%T. CPFE D244
& 22.6%T. COPD. CTD-IP (CHHUTHEEIC
AR THTE.

SEREE(C K DM S DFEDLEET(E. ERA
ERBIDOFEIE IEERMICLEL TERICEIFT(3
FLEFR 52.6% vs.38.6%, p=0.03). BEHEIC
PDE-51 SABIDFE(E. IHMEAGICLEL TERIC
BIFTHoz (3ELEHFER 61.8% vs. 20.0%,
p<0.0001) (®2)., ZEEMATE. FTEOFEHE
THIEL TH. PDE-51 FANBRLFEREIFRET
THoIz. B & T, IP. CTD-IP. CPFE T(3.
PDE-5I EARAINBR(CFREBIF CTH Dz,

D. ZE

FRIR 295 B (CH D EAE S M E DERARERN A S
Mk 7z, COPD. CTD-IP, IP. CPFE A'EE 4
EEBTHD., TOTFRIIMEROIRE ERARARTH
Dfz. ERA. PDE-51 EAFIDFENBIFTH D

. ZSEEMTOFER PDE-SI FRANFEREIFRT
THholz. MBEMERRIC. SILTFT v )LZER
UiRETIE. TSWRBEELER LT, 6 DRST
EBRDWENEARTIIFBERETIRM>1Z BLE
FDHDHTEIERELICHELZERESNC. E
PIEE . BIRFBRIT (34D TR < SEIDRAEIE.
EJE R-PH [C35(FD PDE-5I OfEREERAY (CHELE
FHEDTERVD, NEEBEHC T DSEDFIM
& RCT DwsE a5 <R Uz,

E. #&®m

MR AR R (LA D EEMSIMEEDFREARRT
HoZH. PD5-51 ERBIDOFENMERICRIFTH
D& COBEICHITDSEROBIEmE HEGHER
ZEl. [BETDIEDTHD.

FBAZRRER

1. WXFER

1. Tanabe N, Taniguchi H, Tsujino I, Sakamaki F,
Emoto N, Kimura H, Miyaji K, Takamura K,
Hayashi S, Hanaoka M, Tatsumi K, the Japanese
Respiratory Society Lung Disease Pulmonary
Hypertension Study Group. Current trends in
the management of pulmonary hypertension
disease in

associated with respiratory

institutions  approved by the Japanese
Respiratory Society. Respiratory Investigation
2014;52:167-172.

2. Tanabe N, Taniguchi H, Tsujino I, Sakamaki F,
Emoto N, Kimura H, Takamura K, Hanaoka M,
Nishimura M, Tatsumi K; JRS Lung Disease PH
Study Group. Multi-institutional retrospective
cohort study of patients with severe pulmonary
hypertension associated with

diseases. Respirology. 2015 20:805-12.

respiratory
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BEHBRFAREMEE GEaMRBBERIATESR)
SIEAFHRES

EMEECSITBIIIFTF T2 IDOHERE G protein B3subunit BEFZEEDREICDWT

WmRoEE HE R
FERFAFREZARR ShhsnEEERTY FHESR

ARES

EMEEEURUE HRBERECEHTDIN. —BDEFDH D FIIMEIMRE 35mmHg M EDESE
EMEEEZEYD. DNONIE WERSEEERCHDEEMSMELEDOEEE. B, F&. FTREFZHES
MNNCTDes. SHESHRARAMESHIRERITOIE. X2 — M LBDFE—EEOFAET 101 HIOEIEM
BIEEZEREL. DEMEIREN ERDOER 4 5% E (1BMEERZRMEMEE (COPD). SlESHHAHRAMELE (CPFE).
BBIESR (TS HEEMERMA(CTD-IP). BIZEMMA) 70 HIICDWT. BRERE. AE. FRICDWVLWTIRFT L.
ZD#ER, COPD(n=18). IP(n=19). CTD-IP(n=20)D 3 E47F R (2., 50%. 35.7%. 68.1% T, CPFE(n=13)
D 2ELEFEF, 22.6% ThDz. 81%DAEFINFMEIIRIEEMEESESE TEESNTLEZ., DBERAR
TIAFS—t-5 BEEFE(PDE-SD)ZEMERA LU TWWEHIDOFR(IIEFERHIICIEEL TERICRIFT (3 HF4ER
61.8% vs. 20.0%, p<0.0001). =& (CIP. CTD-IP, CPFE [CRWTHEETH e, LTBMMOER.
PDE-51 ERANBERFEEBIFRT TH oIz, HIRREE(CHDSEEMEMEEDFEEARETH DM
PD5-51 HAFIOFENERICBIF TH > &, COEICHIT3SEOBSHERBZERL. B8
TBEDTHD.

HEAFE
BORIEEERSE. PAMRAES. EWEETT. ZHEE. EEXTF. IREH—BB. SZRER. FEE—H

A. THFER HDNEHDOMREDEEICDNWTEIRET TS
FE, FEAL(CBEUTIE G protein B3subset ZEEUT.

BIGFD C825T ZBID T FLILZEZB T DEFHIHL

T. 2ITF T ILDORMNEYE (Eisenhardt B, HARAE

Urology 62: 152,2003)& N HREERDHTLY
DR MELE(CET BIREEKRERN. BIT,

4 (TS MEESEEORIGE L CNFTOIRE
THSMERDTE G protein B3subset ELFD
C825T ZHCDVWT—BELER (NO) OZRMRR
EORE, &5([CT> R AB SEHRETIET

FhEhARMERTRINERE (PAH) NIB4MmieE R A=
MERE (CTEPH) (CHTBILTFITAILDMRE
SBERUSMEIC DT, G protein B3subset ERF
D C825T % B L DR EZRND =8 59 HldRE &
7oz, G protein B3subset E{=FD C825T &%
B (TT8. CTHKXUCCE) OBEELII—(C

—296—



K DHETERDEIARE. BNPE. 6 2RIFITIERE. BRER
KB ETOIHBIZED/ (S A—45 EDOREEZHET
FHFEZRNTETUZ, BFSREERETSD
BEEUTIE Tagman 7y EZBNTS J A
T SNP ¥ deletion/inserton & EEEIEE
TEBIEHTSA~NY— (TR PoFER). &
ZE(CHYE TS Tagman EZH IO —TJ (BEWTZ
nNENoENXZEREL. Y1E>TEITOI,

C. TR

RE Uiz 59 HloBEERSHENRIEM MEE

(PAH) 19 fiIld KTME MR e ZAS S B S IEAE

(CTEPH)40 5Dt 59 5 (EH54EH#s 53.0+£ 13 %)
T. Bt 13 itk 46 i TIH > 7=. GNB G protein
B3subset E{=F®D C825T %! (rs5443)MAERIE
CC16fll. CT28 4l TTI56ITH DIz, SILTF T
- JLEREF PAH & KT CTEPH59 l(C DU T GNB3
C825T ML L, BRARIARERRILETOME. LT O
— (LK DHETEMBIPRE. BNP B, 6 RISITIESHD
ZL EDOBEECDVWTIRES UI#ER. GNB3 C825T
ZRIO TT BT, BRRREBICETOBBNERIC
E< (3 EMmIEE, 83.1% vs. 46.0% p=0.02). 6
SRESITIEREOBIMMN A ELMER (54 £ 50m vs.
21 + 46m, p=0.05)TH D EH AL, Ez.
2IVTF T+ )V EIRERERE 34 HICHNT, TT B
TlE. BEIIFNAFSNENDTZDCHUT,
CC/CT BTl 26 fith 7 HIAMEEL BT L
fz. EJ=. IPAH & CTEPH &ZIRBRICHITEHE
EEERIC TT B CHR(CERKRIRERBLETOHREN
BWFTHolz. —H. MEHOBREARLEIC
DWTIE, BEEZROIM DI,

D. 8
AARICKD, MESMEELSEENLDEHNTSHD
Bl &SRR NBIAEERFEIART (ORI BT HE R

ZRZREUDDHREMEN S D ENREENTZ,
RIEFEBARBMEOEEDBRICESVWTREGEE
REEREZRFN T D LTE. BRAICELTS
BHZRSNCTBIREFAEVEEZEREND,

E. ¥

fiSMMERECSITDISILTF T ILDOMRIC G
protein B3subsetiB{=FdD C825T L& &~ DEFE M
HdEEZ SN,

F. ARR

1. R

Sekine A, Tanabe N, Sugiura T, Shigeta A, Jujo T,
Nishimura R, Sakao S, Kasahara Y, Tatsumi
K. Polymorphism of the G protein B3 subunit
gene influences the efficacy of sildenafil in
patients with pulmonary hypertension.

Intern Med. 2014;53(4):291-7.
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BLESERIFHREMIE (AR

BRI EE)

EEmREAR MRS MELE (CHS T S ARNE KUARRERD QOL [CEABMRICDOVTDREY

mFEDEE HE ER
TEAFAFREFMTR SihfsEEERE FHESE

MEES

EMEMRERMEMEIERE (CTEPH) (C3173 Quality of Life (QOL) RERF. IS LTRSS
BRI D QOL Z21b. BRUNRIBEEEF CHITD QOL &FEREDBFEHESHNCT D EZBNICHERN =
77z, 128 B> CTEPH ## (% 86 #l. s 56+12[SDI#%. #Ml/ARl 65/63 fl) (CDLVT SF-36
(Short-Form 36) ZHAWLT QOL ZFHEiLTz. TOWHER. LEEHFITTEBEEEE (PF) KT physical
component summary (PCS) (FLWINEAMEERST (PVR) HLU 6 EIHITIERE (6BMWD) EBEICHE
BL (p < 0.01, p < 0.01). HMRIBEERITIE 7 DOTAIREE PCS HLU metal component
summary (MCS) #'. WRIEEEEFTE 6 DOTRE & MCS [CERERHMENHSNZH. QOL DZEAL(F
SRR DT A EN D T2, ARIBEEREE C (3 JBEAID PF RRE¥ (PF < 55) (FRIFE¥ (PF = 55) (C
b U THiRB I BHLREER LB CH VLW THERICFRARTH D2 (p=0.002), —75. #L5REESD DB CTIE PF
(CRADSTFREIFTHDE (p = 0.746), FARFMEILRED LR CAER PFEEFFRARETFTH
DIEH IREEREB I FERATF LIRS

HEAFE
RIFSEE. BRES. NMERR. THKR MTRZEKX.
XF. RER—ER. HIRIBRC. EiE—HD

BIREEERSE. PuAdfRAER. EEETT. ZBHE. EH

A. TRRER

1B iR S MERE (CTEPH) (&, FHBIAR
MICFLE T DB (C L DMBNIREIZEE & N
KBEMEEZFHE T DEETHD. BED
gold standard (SAHENBRINAEPFETERRT (PEA)TH
D MR KM ICFE T DBECEHIECKDF
REE T HDHE EHRESEROBEIL & 14D, HD
TIEARIESABBIOTRIREBTH D Ioh, FiEiR
S M AEE (PAH-specific therapy)D{E
AICk D FheE Lz,

FEHMHELZ—S T, CTEPH (CH1F3 Quality
of Life (QOL) (CDWLWT(H&EIA R, SEl. QOL
MERTF. SRS XUARIBAERIEZO QOL &
b, BLURRIIGABEEHCHITD QOL &F&ED
BHEASHCT BT EEENICRERITO I

B. T3R5

XER(E 1999 FEHVS 2011 £FTOD CTEPH BER
128 ffl . SF-36 (Medical Outcomes Study
36-Item Short-Form Health Survey) AL\ T QOL
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&Ml U7z, SF-36 (£ 8 DOTRIRE L 2 DOYY
U—XOAT7N5723584EH QOL RETHS. QOL
HERF. BEAEO QOL &b, WRIETEEEID
QOL &FE EDBERICDVWTREZIT D Iz, IRdHK
MARE TEXFMEEZES (No. 826)DARZRF
T,

C. AR

128 PIDBEERLEUTIE. B/ 42/86 4l £
i 56:£12[SDJ#%. SMY/MEl 65/63 BITH S 1=,
SREFICDNT QOL LB BRET —4~ LDEFRE
BEUIEECS. SEEMTTIEHHE (PF) 8
KT physical component summary (PCS) (&0
INEMMEIRT (PVR) BKU 6 SRS ITIERH
(6MWD) &BRICHEERILZ (p < 0.01, p < 0.01).

SAEAIERD QOL ZLICEL T, HRIBEERFC
(&7 DDOTFIRE & PCS & KU metal component
summary (MCS) »'. WRIHEEETIE 6 DDOTF
fIRE & MCS [CHERRMENHSNIEA. A&
#m PF. RP. GH. PCS OZAt(IHRIETAERE DT
DARED D 2. WRIBEERF T (3 23 I EERIR A
J—J7 UHESIUORS IO MEOBS(CEL
% conventional therapy . 11 FIHRARZITX
>S—tE-5E%E (PDE-S))BLUI REUSF
SRIENE (ERA)ZE ST PAH-specific therapy &
Tholz. BEECEHERICHELZDOE S5IEEHTD
THH. SElDEETT(E PAH-specific therapy A
conventional therapy &EEE LT QOL EZIEMN
BN TULWBEFER M DT

PR BEREE (CHITDEFDITE SRERID PF
REEf (PF < 55) (FR&FEF (PF = 55) (CEELT
conventional therapy BICBVWTHECTFEAR
TdHolz (p = 0.002), —F . PAH-specific
therapy B3 CIZ PF ICEEDSTFREIFTH /= (p
= 0.746).

D. Z&

SEIO&RETICKD. CTEPH BE®D PF & PCS (&
PVR & 6MWD [CKDMESNTWND ZENBESH
Eido Tz, SRS LUARETAEEFE S5 (CEHL)
TEHBEFEO QOL (FHELN. 24873 QOL
WENRFHBBBEFOANKREN >z, FE
conventional therapy 8#(C#8U\T PF (ZFREFT
&> =M. PAH-specific therapy BEHCHWTIL PF
[CREDOSTFRERIFCHDOI.

CTEPH £E® QOL MERFICDWVWT. BED
CTEPH ZE20MBMELEREDORI TE. B4
QOL MIATERE(CIDMESND ZLICDVTE
ERNRIRENRREND, KIRET(E CTEPH BED
HDIRFITH O, EFIRERLZSTHDIENS,
CTEPH B2E0DEH QOL RERF&E LT PVR A
BEETHDORMENRESIND.

AARET T (FARIBEEEE(CEIL T, conventional
therapy (CH® U T PAH-specific therapy @ QOL
WEDROEMGZRT CEEFTERMDIE.
B2 CTEPH BE D QOL ZET D I(CIZ
PDE-5I t° ERA 23 T(E+3TRVLEIEEEN G D,
Fz. KA THLZ SF-36 (FEFENIRETHD.
BB ACKDEZ T D ICERENT+DT
HoOEMBE LN,

E. #&®

CTEPH BE(CHULT. PFBLUPCS (E PVR &
6MWD (C K DIRE SN TV RIS KURRIEE
EEE(CHUNT QOL [FTHE LN, HELEEREDTS
A REDIRE (G ASTH D/, conventional therapy
B ClIEER PF (MBS FRAREFTH D e,
PAH-specific therapy B CEFERFE(IRSRR
<Rz,

F ARER
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1. Urushibara T, Tanabe N, Suda R, Kato F, Kasai
H, Takeuchi T, Sekine A, Nishimura R, Jujo T,
Sugiura T, Shigeta A, Sakao S, Kasahara Y,

Tatsumi K. Effects of Surgical and Medical

Treatment on Quality of Life for Patients With
Pulmonary
Hypertension. Circ J. 2015 Nov
25;79(12):2696-702. doi:
10.1253/circj.CJ-15-0538. Epub 2015 Oct 15.
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EESERFMRERDE AR BEERATER)
FIEARRES

EmeEREMBMEECHS TS 0ERERRET AV EERFACDOWTORE

WmEoEE HE B4R
TRERFARFREA AR SinftEmEEERS FHEEE

MRES

fiEMEEDERS LUFEFRICSVWTHMEE(PVR) FEEREE TH DN TORAE(CHRENZR
BOHFT—FTIRERHC)WRETHSD. — 77, BNE LB ERIRE(TTE)Z AV TIHZERN (CHR 2 72 PVR
DOFTDITEMRFTENTND. UL, 1EHEMAEZEAR MRS ML (CTEPH)RESZ X R & UTzARE (34
20\, S, FL(F CTEPHIERICHSWT TTE ZAWT, IHEENIC PVRZFRIT DA EERDITD &%
BiE LU TIREIZIT /2. 2012 9 BH'S 2014 £ 8 AETIC TTE £HELHIT—FTIURE(RHC) ZHEITL
7z CTEPH F%#& 40 fl(62.4+11.4 5%, B:¥ 10:30)Z{HRE L. TTE T=RAFERMFRE(TRV), =
RAERE (TRPG), AERMHIR(RVOT) & A E R (LVOT) IS 1 2 MR HE R O B R EE ME
(TVIRVOT, TVILVOT)&(MAMEZE(CORVOT, COLVOT)ZRIEULE. INSDIEEREZAVT PVR OFRIR
ZER L, RHC (CE(F3 PVR(PVRRHC) EDBRZRE U, TORER, FHEEIRES KU PVRRHC (&
ZTNEN 32.1 + 11.4 mmHg, 5.4 £ 2.9 WU T&%D, TRV/TVIRVOT, TRV/TVILVOT, TRV/COLVOT,
TRPG/TVIRVOT, TRPG/TVILVOT, TRPG/CORVOT, TRPG/COLVOT ' PVRRHC & ER/RMEREZERUIZ.
ZNSOHT TRPG/COLVOT A' PVRRHC ERERUVMEREZRUTZ (r=0.807, p<0.001). TRPG/COLVOT
(& PVRRHC DFtERDERL(SIAN S &S, PVRRHC ERVMBEBER HSNTZEE R SNz, CTEPH fEAIC
BT, TTE ZFL\Z TRPG/COLVOT (FEETRIFMICAETSE, PVREFAITIRVNMEELWLZS.

HEHATE
SRR, WASESE, AZBHEE, EEXT, IRRE, KEEd, WHELT, |IBRET, REH—8, ®
s&—Ep

A. HREN UL, SETOHE (F4RL 72IRA DS MERERE
SMEEOERS LUFETACHSVWTHME flzdRELTHD, BEMRERMERSMELE

EHU(PVR) FEEIRMEETHDINETDRIE(C(IZEE (CTEPH)EfIZ X5 & U TR E (AR, S,

HIRELAT—TIVRB(RHCO)MBRETHSD. PVR  F4 (& CTEPH EAICHWT TTE ZBWT, FHEEE

ZHDzHIC RHC ZHEEI(CITD Z & (EIREMTIE B(C PVR ZFRTDHEZRDITDIELZENE

<, EMEEOEEERRE(TTE)ZAVVTIHRE LT ZITOTZ.

B (CARZ 72 PVR OF RIS 3 755ENMRE SN TV S,
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B. HARAE

$I5R(F 2012 9 BH 5 2014 £ 8 BETIC TTE
ERLDHT—FILEREBE(RHC)ZHE{TU/e CTEPH &
& 40 HI(62.4+11.4 5%, B:& 10:30)TH 3.
RHC & TTE (& 48 BFEAIC TV, MEHEEREEEE
RRAZFERGFTITDZ.
RHC TIIFHEAHENARE (MPAP), UNHEEARHTENARE
(sPAP), #LsRERRHE)ARIE (APAP), AhENARAEAE
(PAWP), {DEHE(CO)ERIE L. RHC (CH1F3
PVR(PVRRHC) (& 3k @ % : PVRRHC= (mPAP-
PAWP)/CO h'SEH Uz, TTE TEASMRITE
HEE(TRV), SHRAEEE(TRPG), AEMRHE
(RVOT) &£ FHES (LVOT) (L8 1 3 M s
DB REEERESME(TVIRVOT, TVILVOT) &0 da
&(CORVOT, COLVOT)&ERIELE. TNSDIgE
#FT PVR OFRIRZE/ER L, PVRRHC &0
REARET LTz,

RB. AARIE. FTEARFEREEZES
DEREB/TNS.

(NO 826)

C. IR

MPAP S KT PVRRHC ([ZENEIN32.1 £ 11.4
mmHg, 5.4 £ 2.9 WU Td&>7/z. TRV/TVIRVOT,
TRV/TVILVOT, TRV/COLVOT, TRPG/TVIRVOT,
TRPG/TVILVOT, TRPG/CORVOT, TRPG/COLVOT
BV INE PVRRHC CBRGMEREZ L. N
SMHT TRPG/COLVOT 7' PVRRHC &REEUE
B#zErU7z (r=0.807, p<0.001).

D. &

TTE THRIETZE2 TRV, TRPG, TVIRVOT,
TVILVOT, CORVOT, COLVOT &u\ofcieiEai
FEDET PVRRHC ZF R T DK E
TRPG/COLVOT W'smEBEATHD LN O L.
Fiz, &EFARXE PVRRHC &DEEE(E, TRV

TRPG , TVILVOT < COLVOT , CORVOT <
COLVOT TRL 123 tEmMAH >z, TRV (CHEAX
TRPG [FEZRIIBIRTH D, F/z, TVILVOT (CHE
A COLVOT (FRBDBImREEFND 2, NS5
DOfEEFEERAWZAN PVRRHC OFtEIDIER (OO
o, BRI EEASNE. =5(CHEMm
[EFEDETICKDEZEDILAICHLY, RVOT BHEK
U, TVIRVOT 1> CORVOT DA EEE & 72D, KL
M5 TRPG/COLVOT (& PVRRHC Dt BERDIER
L, BULDILKDEEERIFIC<WED,

- PVRRHC £BUVMEBRHFBNTEEEZEZ BND.

E. #&am

CTEPH M (CH WT, TTE Z AW
TRPG/COLVOT (IFSETHRFMICAETE, PVR
ZFATIRVMERENRS.

FBAZERR
1. #FER
Kasai H, Matsumura A, Sugiura T, Shigeta A,
Tanabe N, Ema R, Sakurai Y, Yahaba M,
Matsuura Y, Kawata N, Sakao S, Tatsumi K.
Noninvasive assessment of pulmonary vascular
resistance by echocardiography in chronic
thromboembolic

Respiratory Investigation 2015;53(5):210-216.

pulmonary  hypertension.
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EEHEHNFRRERNE GUaRBEERATRER)
DIEARHREE

B EIRRRREEERLICHITS CT A+v VEGDORERFHDEEN

MEDEE @8 B4R
FEARFAFREZATR StinltSMEEERY 15E8R

MRES

B AEIREREREE (LBE 4 AFEIIMERMRDOSSE 1-3 ANGLRNERBER I DEXEEETH
B. ALHT—FILRETZHLIZ 8 40 PAPVR BEDIEKZBOE S RERFTORT, YHEHET CT
XFv w7 %0 PAPVR BEDDSE 57.1%DEE CEBMEMOFEEZRBI SN TS T &AM
BAUTz. EEMEEMRORBS UZ2&/NRICTDIILEBNEU. (1) 4 ROREIRN LB EFHELTWLD. (2)

LRERO T ABEMADOREMEDERN RN EZHERTD. LEDTRNOHRDITEZERL. BY

HCDWTERE U, EEE&FESEIC LD PAPVR RIBICH TS

BE. BHRE(FZTNTN 0.800 S5KT0.978

THD., BRBGEEETHD I ENTRESNE, E5(C 8 HIF 3 FINZHIIFE U < [FRBEHEP (CHEMmE
EEFAE LT, BEMFEMZERY 2MREELINERUVAERS > MEL. MREOENNZMEIn

EEPALMEZET DRFNEZISND.

B iR RER (RS CT TRHFETH DM

n} L ‘E‘/ H#

RBIZENDIURINBIELTVD. BEIZICEDVWZEERTENEBHTHD LEZISND.

HEWAFE

ERET. 2BEFE. WS, ERXT. JtEEF. IREH B FE—EB

A. TREN

B EEIRE R ESE(PAPVR) (LEE 4 AEET
DEEFIRDD S 1-3 ADERE - KEERREDADR
NEEEHRUAES v MEETIAREEETH
Do CDIw > NRIEAGITREOENZ B EME
MEFELALAEDORER ERDBEN D D. Faht
BLHF-FIVERETZ
DEEFRIBBORTDH T, CT AFv VEKICLD
FiEgpRETEA 3 UBIE L <4ThnTuauna &N
B LTz, CT REMTON TR S FfiERiRdD5T
XEENRBIESNTVWDURITCDWTHRIET D
EEBIC. BRLAMDRRT DERROFTRIEDEME

WrL 7z 8 & PAPVR EB&

[CDWTHBRE LT

B. HAFIIE

1991 M5 2013 FE(CMNFTTTFERFEFEM
Bkt CitiTSNIEa O NT—TIVRET 8RR
FEN'PAPVR LBz, CNS DR EDHIILT,
ESIRER ENS/SNERKRERICDNTESE
SO ZITOfE. HAMRIET D CT [CKDHHF
IRDFERE I (1) 4 ROFFEFRN EENERL TV
BT &L (2) EREFIRCTARFMAOEEMED
BHEAMRWC e DIRERRBIDHETHD. 2
HREECDARET DTz HEBI EFAMERESAE 5 %, J>
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NO—JUAEB] 45 &0 5783 50 ADEED CT Ef

ZHEFEL. 1&E & interobserver THIZ LT EED
FETH L PAPVR OBEZHEL. BERSR
EZzEHTDIEEEC. REBOZE—EEREG « #
BEEHURSN Uz, BB, AMARFTFEXRFZER
BRI MIEEERDERERTTZ L TITONT
WD (KEBES 1248).

C. TR

8BIDSEEME 1Al % 7 B, RIS Fin
(& 43.8+19.0 5. 2 THMAI PAPVREFITH Dz,
59 > EEMMERRSA _CifERImEmN 561, £
fiERARD KOG RAmERIRDEEN 1 B, &5 _LAhERAR
EATHEEROEEN 1 6. A TR ReT
DEEN 1 fITRDSNz. BRMEDEREMIIE
LEXERARAD 3 61, BED 2 Fl. EXERREEREDM
DERIA 1 Bl FAREERD 2 Bl TH oz, CT #ids
PEAENTUWRMN DTz 1 FlIZERVE 7 HiF 4 41

(57.1%) T. ¥EAEHE S L TITo 7088 CT (L
HENEEEMERNE L <BHESNnTULRWLZ &
MBS ERD Tz, AT TIEE UTzhisRiness:
@ PAPVR BRH(CHMITDRHE. FEEEFZETNETN
0.800 BKUF0.978 THN. k %&£ 0.778 (58
[Xf:0.476-1.080) TH D/,
8 Bl AhEIARE (& 21.84£10.4 mmHg, AfifRmn
T2 (Qp/Qs) (& 1.99+0.97 T&H N, 8 fith 3
BN RS U < (FE2HLUR (CRF B MEAEZ FHIE U
Tz . A I FEYE % 6 U 7= PAPVR JEE5I (PH-PAPVR)

SR aNR(E 55.3£17.6 Bk Cdp D ks
DI FED 33.0£12.2 K Cd o s mELRE%E
D7R0) PAPVR fiEBIBE (non-PH-PAPVR) & EEBR
LB TN TLWa3EE NS 0.
non-PH-PAPVR BT (3h0#5(C & B3 D DB E R
RE(CH T DHETFUNHEEAFDEIRE (eRVSP) D_EF

[FERSH TR DT,

D. X

E% CT CERfF#TERES ERIFCHEEIND
(CEMMMDST . RBIESNTVWDEFIFELT
WBEIEEMEN IS M EfaD e, — R IFIREEA
BHERFDIL < TR BE R R IR DS 7T EN W E

- THBEEASN. 2 ROBERNSHIFHIEE

REUR, COFELRE - FRESBCEN.
BRATHEER SN, T sEEOEH
EFIN RO SN, BES v > MEHDSHNET (S
IMEREFAE (C3 9 BN YU R UMMFE T SoEelE
&5, VEBITORNTHDI. ANELBEEL
TZhh S MR DBRFERFE XD (JBHE(CT D&
IHSRIGM D Tz, —BBERITT (3NNiEE & & 6 (CHHEDAR
EDLRZESZITHEANRHSN. RIEDIEULWZ
W& EBICREMEBHERENMETHD EEXSN
Do

E. &

B imERERER (&S CT TRIETIEETH S
. FEECRBIENDS YR IMBELTNS,
BEIZICREDVWEERFHEIBATH D EERDS
ns.

FAASERER

1. RXER

Jujo T, Tanabe N, Sugiura T, Naito N, Shigeta A,
Kitazono-Saitoh M, Sakao S, Tatsumi K.
Importance of carefully interpreting computed
tomography images to detect partial anomalous
pulmonary venous return.
2016;54(1):69-74.
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EEFBRNFMRERIE EaRBEERARSEE)
DIEZRRESE

R AL ZEAS PR M EAE (C35 0T 3 SIMBERSEME : AFEIIRY €U >0 DIt PIREE Rl
ER - ERERICHT BMMmTEREADZE

WRDEE RE H—E
TEARFEFIMERE ITRasAR  BE0

ARES

121 MR R S M E (CTEPH) (S MR AR T (PEA) B HEIT S NZ R (CHNTE 10%IEE DIESI
THSMEESER T D ENHSNTVD, BLFCOBEERMEMERE MmEYEFTY >0 ORE% A
SMNCT BT EZBINEL. PEA iTRICEREN SERER UL EARFHHERE (O 9 DWIBFIRE =17 > /2. FliEh
IRUETY IR ZEEL UIzhigEiiky €5 U >0 D@ E %R 9185 "mean obstruction ratio” (E&AEHI
Offitg 1 4 BB XUMili# 1 FORMEETUBE(PVR) S BR/REDHEREERUZ(i#E 1 #H: r=0.794,p =
0.00004; #if& 1 ££: r =0.835, p = 0.00005), =5IZ mean obstruction ratio DHRfEZ% 613 Bk
SRR CIIMMEIIME-PEEEZERE S LR U, 58T - i1 1 4 - 548 1 &£(TH7zD PVR i'EfEZRUTZ.
CTEPH (C&5173 PEA fii{&ERM=IE (EAERY T U D (CHER I D8NS <. T3 UIeR#ins
ARD U= VEFT U > I HEEE MRS (3 3 D UL AR —5'y hERBuREEN B D,

HEMAFRE
HEBYPL. EHE—. AR, 2B5FE. ElAXF

A. FRFE

&1 M AR ZE AR A = I E (CTEPH) (KA Eh AR D
BB [C K DIEZ R E I D= MELED—
HBRETHD. MEMRICKT UITHERNEZRIEE - BR
E9 D MR PIEIEERT (PEA) (EAYE (O3t 9 DARIAT
THDH. 10%IEEDORER THTH (CAb= MEIREED
BERIDIENMSNTND., 5 UERSIE
HSRAEBFHENARD Y T T (CHET D SAREHY
[CIRIBEN TSN, BEEBRILEIRESNnTIan
Dfz. KWK TIE CTEPH BE(CH T DERAMHER
(T DRBEZHRTZBUMMEY U T D
BHEASHNCT DB, MmEVETUSY

. BEER. BHEA. BEE—

& PEABIR(CH T DMITEIRENADEEZ R Uz,

B. FAFAE

FEXRFEFHMERT CHEEZI ENIZFiina
& CTEPH 23E 17 %KD PEA #iieP (ChifB## 2 £2EY
Ufz. B ENZAE#ENIILY U EES LTI
ST+ > BBOE. 20um M EOMREEE\SER
tIRZER L. TSRFH - D2F -V REB(EVG
et '1TD Iz, MEARY £ U > J DFES(LEEG
TOEDTH D, MEMEECK T DS LU
FRDEEEFTDEIES % "obstruction ratio (FHEIAR
FZER)" EERL BERPCESENDMER 300um
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