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% DB T ANRICKT % PAH IR ERIT, INREE XI5 L&
LR N DT BT VALV T LA,
bl R AR Bk & RN D ERIR R T — X O AT IS &
EHEnTVD,

(M)
B Y 27 D@/ R EI T EFIRA RGO =
RTBAT )=V XF b v 7T 2AF=)VORMG
BRI BE T NETH D
WA NZ A > |+ Acute pulmonary vasodilator testing with inhaled
D AR LG 3L treprostinil in children with pulmonary arterial

hypertension. (Takatsuki S, et al. Pediatr Cardiol
2013;34: 1006—-12. #%°2))

¢ Outcomes in Children With Idiopathic Pulmonary
Arterial Hypertension. (Yung D, et al. Circulation.
2004;110(6):660-5.%%1 1))

* Vasodilator therapy for primary pulmonary
hypertension in children. (Barst RJ, et al.
Circulation. 1999;99:1197-208.%%9) )

* Effectiveness of transition from intravenous
epoprostenol to oral/ inhaled targeted pulmonary
arterial hypertension therapy in pediatric
idiopathic and familial pulmonary arterial
hypertension. (Melnick L, et al. Am J Cardiol
2010;105:1485-9. #%°3) )

¢ Closed-hub systems with protected connections
and the reduction of risk of catheter-related
bloodstream infection in pediatric patients
receiving intravenous prostanoid therapy for
pulmonary hypertension. (Ivy DD et al. Infect
Control Hosp Epidemiol 2009;30:823—9. #%-4) )

* Epoprostenol treatment in children with severe
pulmonary hypertension. (Lammers AE et al.
Heart. 2007;93:739-43 %5~ 1 0) )

* Long-term prostacyclin for pulmonary
hypertension with associated congenital heart

defects. (Rosenzweig EB et al. Circulation




1999;99:1858-65.%%75) )

¢ Children with pulmonary arterial hypertension
and prostanoid therapy: long-term hemodynamics.
(Siehr SL et al. J Heart Lung Transplant
2013;32:546-52.%%76) )
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<CHROMRB T E (BRSO B IISE) | BRA R, Uk - liEF o EH
FH DA 55 >

PubMed (2%} L T, lepoprostenol| or [prostanoid] or [PGI,| AND [child] AND [pulmonary
arterial hypertension] OR/AND [intravenous| OS5/ THE A £ L7z (MR H : 2015 4 1
H 28 H). ZORER, 13 ERREY Lz,

EHEE Web (X LT lmAR7a A7 ) —v] or A% /A K] or IPGl,] AND
[/NJ ) AND [l B R ih & = e | DSk THisk 280 L7z (iR A - 2014 42 1 H 28
H). ZOREE., 182 HhMFY Lz,

EREHED O B NEERMER & LEIEIC BT D =R T a AT ) — L O EEAE LA
AR, EYERRRBRELHE L, OB, REZENEITR D EBIEL R, 3Ky
BHREBR 1T 2 o T2,

I, BEE TR ER, AMEELH D 2 OICBR S SR & OB IR
L1 TH o7,

<GS BT D ER IR AR S >
1) Children with pulmonary arterial hypertension and prostanoid therapy: long-term
hemodynamics.
(Siehr SL, et al. J Heart Lung Transplant 2013;32:546-52. k-6 )
1992 5 2010 FED I AR T 27 7 — /b (FftifiE) b L < I% Treprostinil (e i
HEXTE ) 2% SnEEO/NRE PAH B3 77 B [Re6 M i B IR v i s i+ e
(IPAH) 47 i, JeRPECBEBICHE D PAH24 il FHFEH : 7.7 ] 2 65%E L TR AN
EHE (LI AXRIZT A TWHR) 2FE LT, =R Te X7 ) — /v &fff L Tk Sh
7o B I1X 37 #il, Treprostinil Z ke L TG INTEFIX 20 ., = AR 7o X7 7 — /i
5 Treprostinil [ZE] W B 2 - EBFH X206 TH 72, =R T B AT ) —)VOFEHEH &1L,
1 H,2FH, 3FH KO 4 4 H TH 431 (2-98) ng/kg/sr. 34 (6-86) ng/kg/4y. 34 (10-91)
ng/kg/7y B OF 34 (23-77) ng/kg/7r T o T-, MARMERIELIZ, X—2XT7 1 &5 14
H. 240, 3SEAKVD44FHTH%1.010.4, 0.8+10.4, 0.8+0.4, 1.0+0.4 KT 1.2+0.4
Thv, BH1VERIONC 2 F B I MK E R g ER A DT,

< HARIZEIT DGR A B >
1) BT Xxsoidel,

MXICH-GCP #MLO KRB W TIE, TOFRET LI &,

(2) Peer-reviewed journal DFRFE, A ¥ « 7 F U T REDOH LR

BWEBICRRB SN ICMEFICLLT 28T 5,

1) Drug Treatment of Pulmonary Hypertension in children
(Vorhies EE, et al. Paediatr Drugs. 2014;16:43-65. #%° 7))




83.1. mRFu AT ) — )L

TRTORT ) —=Z 7w 22 A7) UFERTHY, FIRNES LD, PAH OlR
WICBZREEE AL TR (BE 208 EEH SN TS, =R 7 1 27 7 — /L% New
York Heart Association (NYHA) /LEEREZEHZ T 2 HI~1V O PAH & ITx T 55—
BRI L L CTHERAPHESR SR TWD, NEREFICK L TRARETIES 2B, =T X7
J =V OFHEERIRN & 513 IPAH B3, B R OEREZME S PAH B3 TORER, O i
ITENRE, AFEROWEITHENTH D, MlLEILRSSHBR TSR R bR NEHITE WD
Thb, AR TvRT )= VOEIEHICEVERDIENR R NS, REEHIZL D 4 54
FHFIL 94%., 10FEDOFINER GET, B U LEFRABITICES2\0) 1X37% & B4F
IR N RE SN TS, RETOT =Xk s 2R T v AT ) = &EIZLD
BPHAFRITIIFEE 2HFALPIHEHTEX94%., 90% KT 84% LI TS, £
o, TR T B AT ) — VEIRNEEGIC R0 O TEN e 3 L < e Lo B X, BRIk
RENF QNS LM ATEIRE X T A — & — D HAL 72 LIZHE O XIXW A D PAH JREERICEE T 5
LRI LTV D A STV D,

TR B AT ) = VRN 3~5 43 LR ROFRIRD T — T VA RE L A ATRE
RENR Y IR F RN 5T 20 BERH 5, TR T 1 AT/ — VT H &N RE
#iel-, BELXZABLSE, MimiEEEMENEGZHBTHILERH D, ABRHOE
=Z VT FT, 2RI v AT )= VOFEIRN~OREIEEZIX, £7 1~3ng/kg/min TH
L, PO OEM CRMICHET S, 0%k, 1~2 #OMBE T 1~2ng/kg/min 927 3
IR L TS, HEFEL, AFMERL RN OREROGHEERT ETHRTITS
EMTEDL, MRBFETOEBHAEZ, LIZLIEMRALY &<, #% 50~80 ng/kg/min
THIN, BEBEAZICEI > TEHSIDICHENLE LD, =R 72T J — VORIERIX
MEEKAFICEBL, @%, HEWEROBEMICEBET 5, K<ERONDEIEMRIZ, #
. BEVE. RS, TR, BHORPRR (BHEOEE., OO —NENATR) . BER. X5
KO/ NMRIBAIETH D, £T-. TRT 0 2T ) — L OFKEERETBEHREICX 0K
k. EHPERIME, EEOM/RBAED X 5 RBEEORFEFEENBRT L ER3H 5,
5T, iR AREAZE R BT M ERRE BRI X D PAH B X, BUEM 2 I IE A2 BB 5
TENRDD, T, ERAMBEREZBREL TV AEBEE TIIBAIME ARSI X 528D
PEEARFFIN R T DN D, BENT —T VORI LD ZRERIMAE, 77 —7
Nk E, BT =T VBEERER EOBEBBERAIENBET L0850 | RFELZAICH
k325 Z e CllimiE (PH) OUANY U REBIEREITIENDH D, DK kit
RN GIBIROBEM S 2B 2 NRICZ R T 27 ) =V EBATHHEAICEFERE D A
J—_XAXT7 4y NHEBICRF L2TE R0, LrLaenb, IkKREL TR T
AT )= ME, AFEREPEET DR BEBTZ 2K TH D,

(3) BREF~DEEN R L L TORLHEARN

<WBHMZEB T LH B EE>
1) BMTFXZxHol3 L,
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<HRIZB T HAHFEE>
1) BMTF_XZxH0i3 L,

(4) FENTHBEOBIEITA R4 2 ~OFLHIRI

<WHMZBTDHA RTA 5>
2013 4FICBAME S 755 5 [al [E BT & I B E S OFE R, /INE PAH OB T /LT U X L0
ANREINTZZD, BHEEZUTZENT S,

1) Pediatric Pulmonary Hypertension
(J Am Coll Cardiol2013;62:D117-26%%"1) )
169
(%)
AINRITHT % PAH RRERIT, NEEEZNR L LIRS 07 2 L0 i3t
LA, BEREER L N ORIKRRT — 2 OB ESS S TV D,

(%)
Y R OEWNEBREFEICIEHIRNES O AR T o A7 J— /LI L 7o AF =)
OB BIICEE T XX TH D,

Expert Referral

General: Consider Diuretics,
Oxygen, Anticoagulation, Acute Vasoreactivity Testing
Digoxin

Positive + > 1 y.o.

Oral CCB

ERA or PDE-5i (oral) Epoprostenol or
lloprost (inhaled) Treprostinil (IVISQ)
- Improved Treprostinil (inhaled, USA) Consider Early Combination

= in
Sustfl ed ERA or PDE-5i (oral)
reactivity

Conti Atrial Lung
i Ambrisentan (llaC), Bosentan (IB), CCB (IC), septostomy transplant
cCcB Epoprostenol (IB), lloprost (IIbC), —

Sildenafil (IB**), Tadalafil (IlaC), Treprostinil SQ/V
{IbC/aC), Treprostinil Inh (IIbC), atrial
septostomy (llaC)

B 1 HEEVE R ED AR A i R AE (TPAH) K QNS il &) IRV i s i 2. (FPAH) - 0D
BRET V) X5 (BI5  CiRE* ) oX 3)
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LW LARnS, ZOFEMMEIZHETE 500, AF ORI 2 HYE - H&I3EHT
HARERBTH Y, NIRRT T D2ARH O ERE. AIER LB DN TH3ITHREE L
T =23, S5, T4, EiT_RERBROEELEZOFHIER) IZHRELZEEBY,

BEMICERO S L HERBROREIImO CNEETH Y, NIRICxT 2 208EM, HE -
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B, AREIONRE « BhRI/P RIS 2 WAL D HEET 5 2 ITHENICAAEELE B XD,

<HLEME - HEIZ>WT>

ERE<ELEMRE - IFRICHONWT>ICRHE Lz 2B Y, WNEPAHIZH T2 AFOHE - HE
WZOWTHRRE L 72T —Z 3720, st I/ Hik - HERZY RO THLINEE R
TET, MRORE - HEOEMZARHET L2 L IIRNETH S,

<FRIRBINLE ST IOV T >

ENADTA RTA L TRbILTWDEBY, 2R T AT ) —ViE, REKBORWTT
o THHEEDO/NE PAH I L THEERFIEICMEMN T ONATHD, 202 &k, ik
%O AR AESC U S %0 b b S BEICERIRBSG CIA< RS Tnws 2 &
NEMTFED,

4. FEhiT RXERBOFEHL £ DO HER

1)

L NRBFICKH L COBE ARG T 2700 iE, NRBFICH T D R EOHEN
M%T&éogza_ﬁﬁwkkb\&kﬁﬁkm LB L OB E OB BINE & R
577 —FRELHOCHDILEEZONDLN, THET B AT — L F i EE e 8
o6 RRELIEFICHE <, PGL OREREIX., TOALE S RENITIRET 2o 7 1
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YOAUE B a— T F— NEE2D) BB RE A R D R RB O EMINEETH D,
Flo, BEFICRRHO LB REZOBE HIEE LTI, MlATEIREB AT A —2 —%%
L LI FNT 7o —FnEx b b n, BERBmRD Th7e < o PAH 1Rk
HO/NE R E LR OMER & 8 7 T BLEM TR R 2 520 L T H RIBH
THEIAEO/NE PAH BEZMRIET D ENAREER DI LER KR T 22 L IXRETH
Lo IR AR LI E LTHRRE L ONLOME - HEZARHGHET 2720 E
ERDRIFI BRI A R T Z L O TE D AREME B D TRV, S 61T, HIED PAH B
ERHBLETHEO BROFIRESLEEEOE OVREDEHLE 2G0T V1 v 2R ET
L E T mEE LU < ERRERER 0 S 1 E B AR R O FRE TS I ICIX R E B0,

M B EA L B Z AR AT 20O D, FEROBEA NS EIRRBROREITHEW
WIEIERICHEECH Y NROHE - HEZABRFHE T LML 001557 — & itk
btz bircEneE B,

5. @5

< ZE D>

6. ZELH—E

1) -2 4) HEHT7e—T 0 05ne/BERH 72— 15mg ERMA VXA 2—
7 F— A

2) Z-1) D’Alonzo GE, Barst RJ, Ayres SM, et al. Survival in patients with primary
pulmonary hypertension: results from a national prospective registry. Ann Intern Med
1991;115:343-9.

3)  #Y-6) McLaughlin VV, Archer SL, Badesch DB, et al. ACCF/AHA 2009 Expert
Consensus Document on Pulmonary Hypertension: A Report of the American College of
Cardiology Foundation Task Force on Expert Consensus Documents and the American
Heart Association. J] Am Coll Cardiol. 2009;53(17):1573-619.

4) He4-7) Galie N, Hoeper MM, Humbert M, et al. Guidelines for the diagnosis and
treatment of pulmonary hypertension. Eur Heart J. 2009;30:2493-537.

5) HE-8) MRHOIREBICBY D EMBEIETA T4 > (2010—2011 FEE FHF5E
PEEE)

T, AFEANBARERGBFEDO R — L=V ~DRBA D H Available form
http://www.j-circ.or.jp/guideline/pdf/JCS2012_sachi_h.pdf
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