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fiE 5 O BR R #4218

68 DEMEZEEIND. 69REICIT o/ I I — LRI
(EF) 65% , TRPG 36mmHg & EIDEREIFRIF THZEDD, BE
DOFf=MESE (pulmonary hypertension : PH) #5386 T L\ e,

73 MR OZEI T IC AR ULEBRICPHE XU S MR AE &
RSN, NXST70X NARRG. SR THRAEDRBR, 2HMHER
fiE (systemic scleroderma : SSc) (C &k 2 AhEhAf %A MM ESE (SSc-
PAH : SSc-pulmonary arterial hypertension) & 528 U7z

F10ARKW2HB%E RERBRDBPFERT ZF > CPAHBEES
ABBT, SRE20BDAR. BOHT—TILORBR, TSR
£ (MPAP) 35mmHg, BhENAREEAE (PAWP) 12mmHgEE1@A
BREF R V) ERZERBH Tz, PEBUAE>I>125mgaB8ALT
R

B, FERITFREHNIER. 1 HABRONRZZE, SpO, 88
% EBREANEDET, FEBN (RREF38.1+39.8kg), HKU
FBRXHR LI R DEST GRFEEF71.4—80%) Z3RDIzfcsh, HEEN
BRENTHRZZ, BEHE3QEDAREB O,

EGJJJ

73FZ

68 iR [ CH{FIRIFIRMREE 2= F3R(C 22, LI, OAZ, DEMEIDERHICTE
FrlSi@be U T e, 69mBIC{T o fo T O— L EF 65%, TRPG 36 mmHg, mild MR
DFFRTdofc. 73 mAFICARDEZRT T AT, CDEROIIESX#RICT CTR 60%
EDRK, (DI I—LETRPG 108mmHg & PHZERTc. FiEME(LZZRo e,

BOADREEZT> &3, ity bOXTHEREM (128018 L) ZiEES
N, 2BMERTEECHED PHODZEIICTNSTOR M60ug ZRA Uiz, ABTIEIC
K DRTRIFERR U Tt ZiRBE UTc s, JPIRER - IEEN TR LILF—UD
N FARB ROEIRGEAREIZEBTZ2Z L, BEENTHRSE 1 BAREE ST,

507% | FEEIRE. 725 SRR

YECEIE  EL

BUERE 18 L. BRER  EAEUE

LA /—fERIE L, BASHIEEINGREMREL, MERERIEL, MERERHMAEL,
pitting scar’xU, FRICFEHMEDD, FHEE LD D, FIBICHOTHIEREE DD,

m 68~694% (LFEME, PHERDS

68 miF ICDEHMBEZIERINS, 69mFICITofoD I I—LEF 65%, TRPG
36mmHg & EDEEEIFRIFCH 2 HDD, BEDPHZRHTULI,

Fﬂ%ﬁﬁ(mm

i ® PHOEEON T & EICRARERDIEENTLDD ?

68l & 0 U & ff S L, eI E@bE L vz OASERD H Y, L a— ETRPG
36mmHg L #EDPH A RO TV b DD, JRIFENBRZEIER Shikd o7z, PHIZERTY 0D
52ODTNV—TI\5HENDL, HEEE LTI 2RO/ LML EICHE ) PH (PH-LHD) 235K &
LTiRbd By, E1BEORBIIRMER S IEE (PAH) b bAAEIZH 1T ADEED 2 L 1HE
ENTW D, FEIZ, BEIRICHE D PAHIZSE IEOHR THR D BABD L Vo REFIIBW T
¥ b a X THUERER SSe D S KT AN O 2 S BLL TW 723 ENTIE 2 \»25, PHOJERK
L LTBERDH B 2 & 2 SHIZE W TWIUL, 68RFIC SSc # i T & TW T ietEd'dh

snTRLEELY IRA VP

o LIJ—FRRZFHIE T DIRICIFEDLRD/ S A—INDEFRBENTIC. PHDHEEDND
BRICEBRRZTRET DEFFENTLNESHESZIL S EEBIC, PR EBHX
MARFF T v I UTHINETH Do




*1 BEGE]RIS I EERRDAE
S18 FENARIEAEIESE (PAH)

1) 4 ERTED AR IS MEE (idiopathic PAH : IPAH)
2) Bin I AE RS S MESE Cheritable PAH : HPAH)
1. BMPR2
2. ALK1, endoglin, SMAD9, CAV1
3. 83
3) &Y - SYFFEFENARE TS M EE
4) BB D FiEbAvIEAT= MESE (associated PAH : APAH)

1. fESHEERE

2. ITA XA )V RRERAE
3. PIfRAD=ME

4. FRMDER

5. {EMKLRIE

$£1'8 MEREAZEIEAE (PVOD) $& U/ & IcI3MEMBMELERE (PCH)
B1°8 HEREEEMSIERE (PPHN)
$28 AUELERRICH S MSIELE

D EERERE

2) TEHEAE

3) FEARR

4) TR/ BRIEDDDRALR ML EEAZE

£33 MEIBHIV/FICIIEMRMEICH S S MEE

1) I2MRE MR

2) BEMARR

3) IR ERAEMDRSIEE = H D MOMER
4) BEERIYIRFEE

5) FhBERES

6) SATICHITBIBURE

DHBERS

$48 BUEMmEEEMSMAELRE (CTEPH)
58 SHHTHLSAFOADZXLICHS MSMELE

1 MRER (IREBmEEm, SeigEtas BEL)

DEFMERRBHIVIAF—VR, FS27 N\ RBRERERE, VY
NIREERRIE, SRIGHEBE MBAN)

D HBUER FBRAR, I—Y /K, PRIBER)

4) it (BREE, RIEMHHRA, BMHERD) XEMismE

BERBADZMICBECRETDHA RS a Y. MSMEESES 1 RS> (2012
FWETIR) . http://www.j-circ.or.jp/guideline/pdf/JCS2012_nakanishi_h.pdf
(20146 AEE)

55 1 ARz

SfesR 1 @A C PH ORERRED I hEEERRZ [E1T.

o LR LEEAME), OA% (HR) 72101/45 (BE11)

o B X i : CTR 63%, 42, s3-45M%x#D 5 (EF2),

O .U T— T VA A T— TV TIEFR20: ) mPAP 26mmHg & PH % 788 % 25,
PAWPIZ7TmmHg & 1%, EEIIRIER T3 EHRAE L RO T,
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E1 51 EARRLER E2 551 EAREFHIE X iR
HR72@./%53, CEHHED CTR63%.6525, £53-45%RE

#2 GONT—TIVAMRBKUBNP, 67R4THERE
N> TJOR L 60ug, YIVFPEL100mg,

BEAE Z0€Xkr20mg, ¥YJ+>>0.125mg, 277 Y>1.75mg
HR(@/%53) 70

PAP (mmHg) 40/19/26

PAWP (mmHg) 7

CI(L/%3/m?) 1.99

PVR (dyne - sec/cm™) 606

Sv02(%) 67

BNP (pg/mL) 415

6 DESATEERE (M) 372

ClDfRE, PVR:FIIMEEM, SvO, HEGEIRMERZREIE
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RENZHRICCAE U T BE/R R

fiE 5 O BR R #4218

BEDOIERE, SMEDNHZ47mBM. LTk ) EIFRAEQ E %)
SEFBRZEBR, RKRERAK' T ST (polysomnography : PSG)
RECPRMEEREFRIREZHSN, FREEETR (CPAP) &
BREANHBEL D,

TREDFE, BUNMERL, REICIFRBRHEE 2D, MWEXREE
L, DIEXRERMS oMK ZRD, S >MEDAZDZRITHRICA
RE2d. ERFERFISHICETLTVELES, INEAECHT
SIRENEY R ZT o1,

PSGIRETI(F, EEREITINZ F4H & T HERITIRES(CZEEL TL
1z7z8), CPAPBEZ ML D DR, 3N AKICPSGREZBET>
TAER, SAERAREMEEIRFFRITIR (obstructive sleep apnea : OSA)
DPIR THh DTz CPAPBEDMEIC K V) IDHEREIFZBRICE LTz,

LEJ

47 ®BE, S8 (UF'— LY T MREFEHED)

30MRLEEN OVUE, \IHR, iEE, SmEZEEINTUEDKE. 45mEh SR
DR CRUNZERTHKDICED, 1A SHPOER=NELIED, K&
DESICEMUIz. Fe, WOZERLEILD R chY, BEIRFHOIFIROELECIED
BLIED e EZENSIEREINT L, bE FERFHENIREM O U -y D) 2%
52U, PSGHMETENIC. TDFER, EITIREITFIRIELL (AHI) (£ 105.5B/8F, 55
ARBYERITIR{E%293.1 O /B CH D, EFEDHXMEIRIRHEITIREREE S 2N
Tz(E1). CPAPEEDBASNZH, CPAPEDRED 28 ICHETS NIZPSG
(CPAPH A bL—3) Tl&E, AHI 67.3[E1/BF & RMERIEIRDIEFZERH I

_Imﬂ-s‘,

|_LE:] P

ﬂ i '1'11“5'19‘135'1' 1198% "' H [T 198§ 'EI §00300305009R5aRRERE1111119 9395 BERET11 1 18998RI0N;- 8119099
0000008632217 3:1-:r~:um 44313575099755442222222089543443490000008775334.45900000R8 5444554 ] hsL:-;n?-.
a1i1iig ¥g Er] CLREAL] 180

1 ?ﬁ%&'ﬂiﬁﬁfﬁ’ U5 J1RE — PR M EEAREHERITIR

», EEBRFEEOHAELE e, ZT0%D, HMTROBUNIIERL, REICHE
EhVE U < IE o fefe =Bz i8N 552,

YSEDEIE 1L

R : RutEER

WE2ERE - 1 Lo BRERE  fRE—)L (500mL) 2&%EH

BR165cm, 1AE89.1kg, BMI 33.1, {4i836.9C, ME154/80mmHg, A
104[8/53 - £, FIRIAA R (KU T) (pH 7.48, PaCO, 37.2mmHg, Pa0, 64.0
torr, HCOs™ 27.1mEq/L.
g VEEH, MESEU. @ MEISEESDD, OER DEFEHE 92/9 E=IEX.

EREREOIA, OFAMIRET (E=IEERER60mm, E=ERHR35
%, HFREE12mm, BEEEE 12mm) E=RAMLDERIFHERE/ (5—>

m chi R IR & S

B, BIMEDH S 47 mSB. BIFRHEOE RO Iclch PSGRAEZR (T
fER, IR4ERIREFMITIN (central sleep apnea : CSA) &2, CPAP &EER
=95y ANEL s Rl Y S

T}
fh
fiE
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i ® OSA DIREIERDIEE NIzh ?

OSA I, MEMHICEELAEIHIALN, BILEZ X U®E T 2IF5EEER OAEDIRERI & 7
D9 %o REDKBELRIEFIEIIB T, BEICBWTEEOSA L MAEDRIEL HET 5
W ThsEHHEENTVD Y —J, CSAIRUDAEDORERKT 2 LHMIh, LAZEET
FULE LIS EARAE L TV Do AEFNIEE DN, FIME, WX OBENH 2 L h 5,
1L OSA FARDMEIRIPILEE 2 565 O — N TH 575, BIFIHHE ORI > T, #i
WNEPRL o TEFMIL, OAEOHIEIZL ) OSA FKH 5 CSA FAR D ME AR it
I MLTELZLE BRI LM TH o720 PSGREDHR, EECSA LHBIL/-OThHN
X, OABOFEZR IR B> TURREZ G L, HE KRB OMERZITIRETH o7z T L
T, IAEERORE LTI DVEARATH 5,

shTRVEEL TRAL Y

o EEOSADEFHEFDAERIEED YR I THAHIEDS, BEDIEGCLWUEZEHIEBE
TlE, OSAZROCRHICRIU—ZVI=EITINETH D,

o [EIRRU J S5 TRETCSADESR S NIIESIE, DAEDFEZRS > T2 L2
Z1V), ERGANOEEUVTREINETH D,

o DAREEBREICEHT D CSAICHUTIE, CSANEENTAT DDA EEERORELZ
HEITHEND D,

m THSTE, BN, REEREERE

CPAP EEEREOEN RS NI, THRODZFE, BUNAIBEL, REICITFHRE
BRAEC, WBXIREEL, DMEXKEMS > MZsRH, S ->MEDRED
EMCTARRE R D e, EERHERIFIISBICTETULTLfco, IIEARZICKHT S
BRENEYSRZIT o1,

RIRERR (3 @h?

v ® [FREBEEFIE COPSGIHREFMRZHLEICEDK S ICREZLEDSZDNED ?

AREBNE, HEEPHAEZELTEY, BEMREOMRPLETH 5 WEIIREL TIIRE
37 <, RIMPEORAIIEE SN ze ZOMDAGERE & B3 5552 DR ED BEN TH -

7oo KEREOBENEZ R L THBY, SMEYEREDSE Z S0, A BES 2 IUHbERE
ETFTHY, Wb i iE (obesity-related cardlomyopathy) ENHEN L HRREZ HER T 5
WSS o 720 NGB ClL BB 4 RIS RTEE L CTB ), minhikELzj Sk L
HRAMEHARSE S, SOITLERMED LAY S OHREEIEL, LENIEOIIKR & BEER)
DKTZEE7ZTLENTVEY,

LA L, MO FAE & DGEREFE IS DWW CORIED L ¥ 2 —ii S X AUE?, M3 S Pk
B LN EZ & 72905, SEONGHAS (LVEF <35%) DM L7BUER T Tid% <,
OSAZIFLOE LIAMOR T O 2 g X E LR T b i & OAE & ORHIZ
WTHOINETOE L DIFFETIZOSA DGR SN T eapo7ze BIMPECEE, A%
D7 NTER) 2000 44 % 8.7 AFBHF L 72KIEIOBIEEIZEIC B\ T, AHI > 30/ D FE OSA 13/0A
ERIEOBERTTH L EFWESNTBY Y, MIHHICHFISEIT 5 OSADLALEDTE
fE, EEANGZ DIV HhVEEZ SN,

HiE T O PSGHAAT R CHEAECSA % D 72K T, (OAEDFAET 5 LI L, ZOWHE
BOIREEILIRS 5 LD H o720 CSADFEBUET L LT, WO Eteiie Lah
WD e /7 ARSI E D TUHE, OO TIC X 2 IEBREEAZT SN 5. IR 2 KR IER
BRI TE R BIG L, S SO RER T ARSI E & T S € 2 BRI S N D, R T
AR ED (fluid shift) DIEHTREEFO1DLEZ LN TWD, Tabb, KHEERAIC T
26 FEGERPANO fluid shiftiZ X ) FAEDPZET 5 2 & TOSADTET 5 & L7 LWilkE
ThHY, M~OEBEFER ) o MASCSA DFAECHE-§ 5 L HEIhTnd Y,

SEHSERD
BhTRVEEL JIRALYB

o [EEEDIEREIF, R5ICHEREVDEME S HIE LTV TIRAZIRER Y Do
o SEDIEBFOA2ZEELITRALILEDD, EBRITFREEHIMEREEE TO—RELEDS
BT EZEZIRITEL .
o SEILEEE CFIERERTIERE CR= I S6IND D, DAERMHEREC, BRI
ADHTHELTWVNDECO, FIVI—VREECT I END D, MFIMRARADZET
\, REREEA AME (PaCO, > 45 mmHg hiE2HEAE) hiIEW\D\iEs3L, TBIERICHT
HIRSERIEEZ1T D C EDKEITEH Do




