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EHRO BTN FFRCIIRTEW L SE2 A Al bz 2 BBEZEDOKR, FEIRZIC X 210 - 1
M TR U 7z BEFE MR S MR RE G & REBR U 72, BIRRF O BififE R {& 2> & 1& Heath-Edwards 4348 4 £ D
plexogenic pulmonary arteriopathy &@2Wr U7z, (LASMERO IR T 2 LIaT O Rz W, B &
B X B Y2 A HRERH O3,  PUEE - Ui/ IMORE, FEEEFREEOME, BO 7o X594 7
D BRG] (40pug/ /53 4) 2 8 &) EARE O RS INERAMEO B LRSS R
WROHER LB 2 EPEEDO QOL 2o RMHEFEETIRRIC Lz, Bbhk,

iECaIc

JFEFEMENE MTHE (primary pulmonary hyperten-
sion: PPH) XAt M/ M o it & LI % 2k 4 [ I ANHA
DEFHTH D, AFT & 200814 EDIEFIHEER S 0T
W5, LITERE S REE L IRE % X U DI c B Wn» T
HERR TR ED R A ON T &, RLBEEDHE
Hl&2 H 8 R R SR BE 21T\ 2 o b sk
gz X Bugim - M & D IR L 7z PPH fER] % #%
Bl Bz mE LUAENCB T 2 RIHO AHFEN
BHELI.

b= ]|

FEG © 218, &Mt (HFIEsE)

FFv L B R, MRRAE

BEFERE D Rt g & 2 &L,

RIERE  FFald &2 QL.

BURE (1) D 125E & 0 EERFO Sy 2L,
19864, 13 5 A AR #l2. M2 TIIE DT
A, B X R TEFEINSDRY, LENOLGEES
AT, DA 7 — 7 VviRE» & PPH &ML, C

BIRIEERSE @ (T213) Az NIRRT e X 174
WHOFEOEbTNERL Adt B

DO, EFBIIRICAT > « Y HTFT—TVEHEL
3%, nifedipine, tolazoline, hydralazine, captopril,
prazosin, isosorbide dinitrate (ISDN), isoproterenol
(ISP), protaglandin E, (PGE,) 7 &£ CTH#EH| A fraEk
EITo (K1), ZORHE» S IEIRIMEIIRE #26%
{KF & ¥ 7 nifedipine (30mg/H /4% 3) #1FEEEEHREE
& & warfarin (Img/H /43 1) &3 Bigh, DAkt
L7z, 14K & D warfarin icf{Z ba v REH &
B FH E ] (ozagrel hydrochloride) (300mg/H /4%
3) &, T, WX, B, THROPREZ SHIFER
DOFEBLL 72 nifedipine %z diltiazem (90mg/H /43>
3) EFLE. EmtEr ) —¥EEUARE L7219
w5, BOZTRAY A 27 ) »FHEARHF (bera-
prost sodium) (40ug/H/4 4) # Az, &O7a A
A7) EERAR LA, BRERE
NYHA #EESEIVa S AL REL, DT I —KE
TIEITBIRA IR DRE DI A S A, REL D 1.2 & e
3.9//min/m* N EHRFE L7z, BIRFIC b o RFH >
B,/67 N o Ay 77 Y v Fall (TXB,/6-K-
PGF, a lt) 0o d #ohiz. Thd DEYELE:
TTOARBEZ < DR U236 b SEERK, HIYER
~NEMFE LTz, 19944F 6 H, fHLASIERSEEL,
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696— (52) H/MERE 12 (5), 1996
T %) 13 14 15 16 17 18 19 20 21
NYHA BéRESHH I 11 11 v 1T 111 v
CTR (%) 56 58 60 o7 62 56 62 68
RA (mmHg) (5) (4) ()
RV 65/EDP7 67/EDP8 62/EDP9 111/EDP8
PA 65/24(41) 68/26 (44) 98/57(71)
PCW (10)
Ao 76/45(56) 100/57 (53) 71/53(60) 102/69(82)
Ao - Sa0, (%) 96 91 93 88
Rp (U-+m? 9.5 14.2 34.8
CI (//min/m?) 3.4 2.9 2.1 (1.2)(3.1) 3.9 (3.1) (1.4)
TXB,/6-K-PGF, & 1.8 0.03 6.8 [ 1.9 11 15.8
GEE) e s s o e o £ £ ST s £ 2.4 £ 2.8 S S ST £ 82 £ ¥ FATAS S £ 18 5
FUBRER] = = = = s cmmm e 2 o & o i = € 1 T S T 5 2 5.5
nifedipine--------------oeooeoe diltiazem - === - e m s
warfarin »ee s ¢ 2 1 seceenmsassemen
THA BT - - - -rmrrommmmimirimmmimmsmr o « = < mmrtnt ot ' = < o cemeee
(ozagrel hydrochloride) FELTORAT A7) B -
(beraprost sodium) NO--e=m
Yol A 7 — 7 VRAERFD CL (ORED BEERGE, () 1lbx 2 —12 & 2 EHlIfA.
B1 ERRE
£ 1 EHB L OREEANC L 2 AR O AT
N EE ARG BRI & 72 1% [ AR Eh R
£ Pt P 5% HEROZEAL DEAb
Al —# (mmHg) 24 (%) ZE (%)
00% M H 104} WA 65— 59 | - 9.2 +17.1
nifedipine 10mg £ 86— 64 : —25.6 — 3.4
tolazoline Img/kg fitiEh ke A 65— 69 + 6.2 +14.5
hydralazine 50mg feqm| 85—~ 92 + 8.2 - 0.9
captopril 25mg &0 92— 88 | - 4.3 —10.2
prazosin 0.5mg fr3m| 82— 83 : + 1.2 — 6.1
ISDN 5mg 3 79— 78 - 1.3 —11.2
Isp 0.05ug/kg/5r FH 100102 | £ 2.0 5.4
PGE, 0.02ug/kg/5> R 86— 81 ! ~ 5.8 — 44
ozagrel 1.0ug/kg/55 it 3043 62— 60 - 3.2 +11.3
1.0pg/ke/5r | Febiigik1205) 62— 71 i +14.5 + 0

fHIARE) NO AR E 2 HAg & LT ABEL 72, FEROHLR & R TOIMBRY 7@ st (2)

K@nﬁTﬁé%FﬁE & K167cm, RES1kg, HRIH0/
, MHA114/90mmHg. MEEEss Tl 11 ODILJE’EJ: 7

‘) v 7 &, Levine Il EEO BRI S 2 R 7. B,
BRI ARSI L 722 oS TR OB 2 78 7z,

ABERFRAATR (R 2) - M/ MR O, BEEGED(K
T, BH 7NV ORY, BEOHERERE
hANP, b o> R¥9 > B,0E%H3060 sz, FAE
DB ENETO8FER, YibKIEETH -7,

R X AT B D BB I362 % 3% BE 45 il B Bk 5

BRI, ¢ QRS B +110°, Vi3 qR BT R #
@2.6mV, Vi TREWSHERE L EEAammmEe#
Wiz (B43).

Wi L o — MR R AEEEOIR, LERRO A
FMA~DZE, ZRO.LERITE 2D (B4),

ABe#&#ES T 20ppm D AR NO W AR % 54 7
72, W AR IR RO Lm0 — AT O
fomO—FF L dE s s iz, Lanl, Abid
RS- 3E7 |3 P TERE oy o [0 R EAT AN 911 11 T
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TR 8EI0F 1 H

2 ABERFIMBERE

RBC 511X 10* /gl PT 16.4 sec.

Hb 16.4 g/dl PT (%) 53 %

Ht 48.3% APTT 50.3 sec.
WBC 6,600 /pl Fbg 207 mg/dl
Plt 6.7x10° /ul HPT 3%
TP 5.5g/dl CRP 0.1 mg/dl
Alb 3.4 IgG 1,605 mg/dl
T-Bil 2.7mg/dl | IgA 338
GOT 231U/L IgM 256
GPT 12 hANP 160 pg/ml
LDH 551 TXB, 380 pg/ml
ALP 222 6-K-PGF & 24 pg/ml
v-GTP &

LAP 82
ChE 188
BUN 10 mg/dl
# 0,53

BJ2  ABHERTES X fRi

ELASEL. 2RBI8E2HIATH- 2.

R COOMRE E13450g TEIHLAERA @D .
AR X IR £ D 8.5cm DERALT1.5X1.0cm
D NIEHESE L BEE e 2 W U A (1,500mI)
RO, MTAPE, £ E-TEOMBMmEED 7,
FfiAE RS A5 & Bl /N O 1 BE D HhBRAR R, IR D RRAE
EEDERD Hh, %< OIME THIEZHZEL Tz,
FAZE L /- 1% %2 3F A9 % X 512 plexiform lesion % %%
% R, —EICFIME O BEIFE D & 5 Heath-
Edwards 4348 4 &£ ® plexogenic pulmonary arter-
iopathy 2B L7 (M 5). FFIEIZER600g & ZEiH

697— (53)

I

aVR

B3 ABERRLER

L, EIEIZEER0. 34 & 2cm O # 0o B v B vk
TR 2O 7o, A 7 < fiuc RS A E ER g 2
EFIIRETCHE 2R 3 2 A AL & 72 < IO RS E T A
JZE (nodular regenerative hyperplasia: NRH) &
Zhkrshiz,
z £

PPH 131890 ALK MR TREGIOEFE L H b, Kk
FIVRERORE I ENEIH SN TWEBRIZICE
DEREFEPHTH Y, wEERELHEZI I TH YL, F
BIImD TR TE T RER T2 FVL 3T
Wh, KEFNZISE THIE L8k, FiL{FREINL
BRI 2R A S E 2 » Aichbic > TRE R
HLE-HERE EEbh 5,

19864, 13RO FIEIARL TIXRILE OZEB DA 25
< BRI 2K & & 2 3654 % 38K 3 2 B TR ED
IMAEEAR A %2 v T &7 38R & 1T V> nifedipine % i#
L7z, Ca fHFPiHlIE Ca OMEFEHNDWMA % [HE
5 2 Lz & D IMETHEE &S, B E s 2
BT ¥ 5, MERRAZ AW PPH OEEY A<
WEINTWEY, HZLORECHSND & D ICHKRE
BT & FHEF W12 13 nifedipine 23 b BRI & Bbh
7z, L L, ERENCIZ/DEERER R 72 OOEE

Presented by Medical*Online



698— (54)

=)

Bl F55

4 AbersiriE G 2 — (FiE 550 = KhE)

5 HIMEoOMA#G (EVG @)
LB EO MR OSRMEENBEACIE, T B - plexiform

lesion

DS 7 — 7 VAREERNC I K PUE 139 .50 5
14.2U-m?* N & R L, BEREIC L 2008033, 40

52.91/min/m* N EAE T L C iz, %59 HERE, &
S R, THROZEEL CORERA2RD L
diltiazem 12228 L Ik 5 L 7z, FEBNIC £ - T
W CafEHAIC LV ROME 2RIz b Db H 2V
23, Z A O L OHEFTER I X B I o MG
MOEBIZL D EHZO5NE, FPHICEE S AUtz
BIHR O AHARA AR OREGN TR OHEIT 23 & &
27 EOMEIIARFTE 5,

MEMEFECBIL TR T T 09T TFF
YEEAAT—FORESERH I TV 2%, BXI3E
RoFIE AR X D TXB,/6-K-PGF,a A 1BH L,
o v RE Y o EHEERIHER] (ozagrel hydrochlor-
ide) W& H L TR T 33 2 61 % 145 & 0 B
L7z, Ozagrel hydrochloride I3 b o > R FH > A,
DFEAZMIHIT 5 2 & SIHME N2 BT 2 Th
25 EFz 1 5 513300mg/ H /4> 3 & L3, fili
MEFEFN N T 2 H RS Z M E Thh o fo /o
YITH - e 3 SHROEFBOERICHES 2 25875
WV, FEEANC L 2 AR (K1) THLHREES
namolehs, ORI EREROMEIZA SR
T NYHA B EIL 2R o7, HOLTRLEEICL 2
ABe IG5 546 7 HTHIE L, ERRIEHE
L T RO HIMBESSERD &z,

HHENC B W THEARANIAE S T n i
SR 28R 7 a0 2894 7 ) »BEIERE
DK TITOMTWAD, 19924F (195%) & DBALAL 72
RO R A 7Y o FHEARBIH I W05 R D i
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SO PR IE DB I 200 0 3 — T O B AR GE O S,
DR OSER CHH S R E RS T, T A5
479> (PGL) &, MENKHRICBHNTT 7%
v & PGH, 28 CREA & U5k 7 2 ISR A &
MIMREEEINEIVEH] 2 5 D b3 TR ERYE Th
5. BO70R YA 27 ) UFEAMENE PGLICIZIZ
VRS 2305 245 6 53 56-k-PGFa ~ D AR3E{LH
FHIE & 7 PGLIC I L AR TR TR E L&Y T
HBEENTVS, BERRFNC LSl 2 T 6E
ThEFEDQOL 2E0D 5 Z L o5%k0 PPH
FEADOUHEMEDS R S 1L 5, BITERAIZ60ug/H/5 3 D
B 5 CEEmEALE, BEE, K, RS0S4 S h, 40ug/H/
3 A BHICEERERL 20,

R AR B9 A1 % 1T - 72 NO 1358 7 75 Jili 1 & 3k 58
PER & F5 W RGE PR EE R 2R b, il <,
B L~V TIEP I A M AT oy e LT
ENBLOEEFORIMELZ &SRV EVIFELSDH
DSBOFENEFTE 2%, PPHO 7 V) —¥izxty
% NOWAFEOFECEL CTIIEHES O#HE "0
H35,

INE TRNTE EYRFICNZ, EEBRFERE
D ke < fili B L FE B C U P INUR 23 2 72 0 & 1EE
T2 7- OPEEEREOHFHFIRAZ E U & Lzhul
ek, OEOEFEERIEEORBEL EolcR
EFNZBWTHBD CTEETh- I L Bbh b,

PPH D% F#l4 5 ECHRERE, HEFE, M
EPUE, R EVNFROHEIEIDEENTE
D, EWAERNC B W TR OHER & U ERIDS
RO BB KREGI TR OAEIER D BT
LN R RE Th - 7o 2 &, FEEI AR
I & 0 Y] 2 MERRF 2 R U7 2 &, PR - Hi
M/, FIEFRDD & OFEEHmHEE, ToRY
Y427 VEHERAORENARE L Kol ek E
&Y, BT A MIMERSIIC I L OB R T &
T2 ERORBEHE S PRI LIt Bbh 3,

PPH O%EKIE Z v TETHEOF L2 L .0
RELTEHNL L 2 ED T, L LIEETRAER D
& 9 g, Flidiie X 2386 PPH ERFID3.6%
WRD SN TWE®, DIHNC EEAFE BTS2 %Y
B OTRLDa Y b u— LA E L8, e
HEHTHEEE I U 7R EE & T IR oSHERE & 1Uf
FECHFBEIRE SR T 2 £ TEFEO RS ER L
el EBEbhs,

W, AFEGIOHIRTIRD &Nl F OB EITEE A B
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A 8-Year Follow-up of Juvenile-Onest Primary Pulmonary Hypertension:
A Case Report

Takashi Ishikita”®, Yasufumi Ozawa?, Reiko Hashiguchi?,
Tsutomu Saji? and Norio Matsuo?
UDepartment of Pediatrics, Mizonokuchi Hospital, Teikyo University School of Medicine
?First Department of Pediatrics, Toho University School of Medicine

A case of juvenile-onset primary pulmonary hypertension (PPH) is reviewed.

The patient was a 21-year-old female. She was diagnosed as PPH at age 13.

Several vasodilators including oxygen, nifedipine, tolazoline, hydralazine, captopril,
prazosin, isosorbide dinitrate, isoproterenol and prostaglandin E, were tested to see whether
treatment reduce the pulmonary hypertension or not.

Only nifedipine was effective in reducing the pulmonary arterial pressure by —269%. Accord-
ingly, nifedipine and warfarin were administered. However side effects of nifedipine such as
headache, nausea and fatigability appeared, another Ca** blockade, diltiazem, was administered
in place of nifedipine, and also thromboxan A, inhibitor, ozagrel, administered. In this period, her
NYHA functional classification was in grade II. At the age of 19, when the patient suddenly
deteriorated, oral prostacyclin derivative, beraprost, was started. The clinical effectiveness was
observed. Clinical symptoms of right heart failure were improved, 2-D echocardiography showed
an improvement of cardiac output and TXB,/6-k-PGF1« ratio was decreased. In spite of elvated
pulmonary arterial pressure, cardiac index (CI) was maintained. At the age of 21, intermittent
inhaled No therapy was carried out against progressive pulmonary hypertension. Short-term
improvement in symptoms, CI and Sat. O, was observed, but she expired suddenly by massive
hemoptysis due to rupture of the right pulmonary artery. The observation period was 8 years.

Pathological findings of the lung specimens obtained by autopsy showed severe medial
hypertorophy, luminal obstruction, fibrinoid necrosis of the arterioles, and plexiform lesions,
which was classified as Heath-Edwards grade 1V.

We speculated that predisposing factors of her long survival were early diagnosis, suitable
combined vasodilator therapy including oral prostacylin derivative, anticoagulants, and continu-
ous oxygen inhalation at night for maintaining cardiac output.

Presented by Medical*Online



	0695
	0696
	0697
	0698
	0699
	0700



