112

Malecular Cardiclogy of China,April 2007, Val.7 No.2(Serial No. 33)

Fiby 30 Bk 10 FE B Al i 5 s 3 O 31 3 PR

A K R HNER FR

(N3] G40k B2 (OB S SR, JU S0 A Bk AR P 25 2 4 B 40 I AR, B
BT BEHR, DT 3 B B JAE Be IR O BERR U2 T 2003 £F8)5E T I 3h B oG K o) B o o 22
SEMBWHARE , E— 5 SIS RN WTHRIT . A SCR BB B 3h Bk R RN BB R

#1TT BB,

[ X)) FEHBKRE; M BRI WA A% ; b 2 2 44 5 40 i MR

2003 £E LA PR L AR B B | s R R B AT A8
AR B9 [0 % Bl 30 Bk 85 B 43 o IR R B 3 Bk R R
(Primary Pulmonary Hypertension, PPH) Fl < X
BB sh Bk R E B M S AL, 2003 EXE A E
Jf2£B% ( American College of Chest Physicians, ACCP)
FIER M L B %5 B 2 ( European Society of Cardiology,
ESC) 738357 &9 It 3 bk 75 1K 2t 7 25 ¥ PVOD A1
PCH & 38 A Fl—25 E 8 R B b 3h Bk v - BUiH 30 Bk
BRGS0 T I h Bk R FE A i o
WHE AL WA, WaiRENLKHSHEZ
PAR A it K AR 4L, R o T30 4F 3 i 1t 8 5 3 2
WRIEBUBHB AR (1) FFEAR B3R E
MR ER B RBENFEER, I H 8K
FRRG /NI BK A B th 2 R A P R R S A R = Bl ik
AR EBUED ; (2) MRk 5% (Pulmonary Ve-
no-occlusive Disease,PVOD) 1l & & ¥ £ 40 M &%
%5 ( Pulmonary Capillary Hemangiomatosis, PCH ) 33 7
FE) 2 BEh Bk AR AR 3 AT By HIV 3 A& 4130 10
LERERTERYAREERFERS, &
SCFESLSE-6 2003 4F ESC i 5 9 fit 30 Bk ¥ F 2 7 1
TR R X I 4 Bt 3h bk e R TR R B O ot Rt AT
B/,

1 BighBk M EE AR Bk AR T 53 B4R

Bk i 3h Bk %9 B B 6 40 o 4 RO 4 B 3h Bk
EO
A [ 2 20 it 3 Bk g £ O B S Bk 4 S B 2 3

fE&R{r.100037 JLRW,PEEERERE PEABNEH X
¥ BUNCIERER WHRSEBHRE (RAH BLO) ; B0 00
ERER R (RER)

WAL RO, 8500 MERER WESEETRE

WA T ORI  NUR A B 5 Bk o BUAE %,
A YR, N REL R ZEIEES,
i1 F & fpse B S B0 BEB 3 BKR FE 3 RT A LR B
B EAAR BRI, B i 3 ik R4 252
WS EMEA R, Wi h TR s el At
MRS RAN U LRERE, AN BBRARR
#.

BT bR 45 b S A Bt 5 Bk e i 3 ) SR B RN R
S, s Bk SR B R 2R v R L& G/ Y
aR/INH P sh Bk B 48 7 B B Bk A Fn XL A B 3h Bk
WS TERBEEEENT,

1.1 5% 8% % 457 RR28 95 Bt 30 Bk P9 IR
HE | oh O ILRE P B S BRI IR . X PR B AR
AR S s ke & R A RA A TR A X,
BT RE R AR KRB RS, T RBRIS
HEENO ZEFHKEFARBOMEEFHKINET
R, SR PO B R W I 738 2 (o o 45 o FE WO AR, A T
Xt AR ER I 3R 3 = R

PR BB TR XL RT 43 Sy =P S A . TR0 2 AR I K LR
OIERRE AN R, PR 2R
472 BE BT B35 28 PO Y SR L AR 53 R 4T 2 R 5 R R T
PR, B K55 8 L MBI L, ¥ A RE
MRS BT 4 4R AR L4 48 48 IR A0 - UL 4
B, AT R R UM AT AR th R 4
ML TR o R0 AR P S8 I D T VM 9 B 5 Bk
AREFRAE A/ B B8 B R RE B B BKAR 28 . A I 4 1
JEARLG R AR 0 I 3 B g 4T 4 0 R R 5 4 4
RER MR . LAREIA N P P 2 ol i E 4 3h
BRAE R4 L B A AR B R B T4l
B A5 IREKBETERIGEES, A BARAK
R,



RS T OMRERE2007E4 A FIH B2 (BB YY)

FRRAC R . 4 P R S i B4R L (I
B SR V-4 L4 i B R A 38 A | JUL A B
BB IR G PR B R AN 4T A5 B, 3
WUA Fri/IN e Pu st Bk SR Bh B AR R % . (B PR
BHBANATHY KERETIEMS KPEE
%o

SMBUHIR i T W AR Y A LA X 4
SRS PR R, RIS W, 4K 2 M
Bk R 5 M E SMNE IR MR, (LA H A LR
YAt 3h B R FE R AT AR B SMMR

L2 £4RX HAREAEIERE T Kt
RAEMBKRERE, WEESRETANEE
B Pl 1k 18 R e R i PR 2 o 5t ok e s B R ) L
z. 3

AR ZE : A T Il /N BT 3 Bk A1/ P 3B
p/MNVE R R W TR BT L, R PO BE e LR AT 4 4R A
FRVARMGSHEREERER, SRAME S
JRGE A AU T T B B BRI K 2% g kR )R ER A
Ho MEERELETUEMBREPRALER
Y R i /MRETE. AEREE R E TEIKS X
RbER A B SHBKAGTIR" . ST 5 i 3 Bk g IR
o il o B AR A5 28 B 2 A R 20 ~ 60% , G544
SUR Al B Bk R K R A AR R IE M I, 3T
LRSS Bk R A 2 R4

A RIS B il 31 Bk 6 F R A AV A5 78 8 B 3 Bk
AR EXREEMADTRECHKEEZ REIIAER
27100 ~200 wm />3l Bk, T 78 4 2 4 il 3 Bk #
(Idiopathic Pulmonary Artery Hypertension, IPAH) ¥
BRAERER <100 pm §/hshlk, AERE S5 Mm
R EFHEE SRR LREE, MEREIR
TR AR 3 Bk R FE A RRAE M 2R, B KRB
RG22 A 1 i e R B A S Bk e R 13 0T i B A
R, B TARREREIN R AR ERAREK
BHF (VEGF) R H 324K, B it B AT e R 1E R 5Bk
7E R 6 A I A P BE ) R A B TR S R VRE R AR
RN, BB AE AR R 2k 30 Bk
RS 8 AR REBRETEEREE ",

T IRERRE : AVRERG AR it 3 Bk RE AR 1K , L8
BREERERZE . ¥k RBUFH M, 2 518
AL R £,

Bl 3 Bk & - 7 B 3h Bk g i Y B o e B o
FEER, HERERBYUERHFE. MWK
Al RALF R RAEIRTE, FE A PE SR8 4 5 AF 40

113

MR

2 R I B T A R A O R I R
R

ERFHBZS B P, A E B RRE
( Pulmonary occlusive venopathy, POV)"” AL #)
“Fi R B PF 2B4% ( PVOD) , 4% “ Bt I 5% ( Pulmonary
Microvasculopathy , PM) " B, DA 4: 9 B 36 48 1 5 i
#(PCH)”,

PM 1 POV MR B A 15 £ 3L R K, 3L i
Y RAASE O K RTIE TR KEET KA
7K B2 , B0 ik o BT 1 B 0 BT 4 A il o 54 T 25
BEAERE., BEBRFTENXIET PM KB KA
EZRHTEAMEHASIE, T POV MEHTHR
SRR DB EE.

2.1 FTER) R R AR K 6 R 2R A% 5 B PR A
B (POV) FEA AT SIBAR EE N R, POV
MR EH S EE, AXEHRAEEINHATE
MishBkw EET A BRBIMRN TR, RERSBE
CT &V R B/ Aok X E B A SEE B B 19 1R)
FRER B0 R B A RO 435 i K SR A IE Mg
ERBNERRASREERE, POV EEHRE
R AR B KB /N Bk A0 Bl e Bk & A 2 4
FIBYEA ERR T, R RS AR AR MRk
KRR IEARBR MR, POV MEANBIYEFH
REB/EEK, XM BKILFAZEW, AE
IR AT e 2B 2, LT B R AN R,
R BT EE . BBk R/ Bk b R O] B
S 207 M8 L 40 P 3% 42 7 38 P, BP BT ¢ W fbk 3 Bk
%,

— M EREREEE MHEK POV H LR R
FRIKRE S 4RI AT P 4T 454k, —BHBAN
HRSNE B TR B Bk, 3 5] R iR B E I X
4 PVOD B ERRUMiZh bk R Gt B Wi kiR 53
—NX4) POV A8 v B BK B 7 -3 BB B 3h
kR EALERR RSN RIF R BRFES I
FY RPN RYE RN, XFHNESERN
BT Btid 4L f 4 1) SR B B B 4 e 5 3 R AE Y
12318

POV BEMMEMAN. I B E RAKKNAR
RURMBEEARADESEMRKRIUE, $etdimRk
FHMERTIN AT W FRER A& 6 m 3 K UUE
AE B IR MAY Wegener’ s P I fip A1 5L 25 1 B 4% B 9K



114

W, BFPOV/PM NS N EESBRIEREHR,
3 H T IR i 3h Bk w5 BBt o 1 89 % 4 iR 1%, A
UESE  %  SE I M BE M ( BAL) & 8kl 38 K
FTERSTOA B TN, POV i E 4 M &
SEFRA TS PM LUK 4y, o8 AT 4 &
#HTER POV REEMME T EN TMIEIR, m
PM ) 7525 3 40 1 8 S0 < B2 07 T B 0 B8 9 S0

%5 50% th—T B 1 IS R b Bk 3h Bk 1L A%
POV RESREMBK KA G WEY, FiiE
R U B o ) B VT 2 A K P, 49k 6 3 R BT 5 B B
4k, BHiL POV B H W) I K 8] B Bl 42 %5 18 S
YERTEAR , B4 B8 & R T I A bk £ 40 0 3 v 4 1) R
HHide, BRI KA POV R ENBERB A ER
Fesh Bk & A9 HH

22 b T RE(PM)GAEHE.PM RS
—FIE PR EBE 4 B I A MR, R FHL
HHAMAEE, SCRBEETS PM BEX o-TFH
RBIFAM, TR SME A RHEREA X, AVEER
SR5EEAM . FANAK PM £ sk m
MR EEERNESE, RBRT O EERA 0
BEAAXRAR R KR,

PM 3% 78 i 3. 48 it B ] 45 A B (8] S B o B 2 L
ERER, KAEMET PMEY REEAH
¥, 2H R4, 5 Bl F ] R 78 ok AR A
ftl. MAFKER RAEHIME R KRS HMBRER
BHEAKRBOAK, MEE QS E (reticulin
staining) R I M ENSMU N ELEE MM E R PM
AR, R BN RA L, Havlik %
ABBUREFNINHEANEZ L ERELSH L
B2, ARERETRAREEAMEA LA
RESAKMEE . RERRLN. REBMERE,
REEHAOEHABYA, HELFIBHEBEIL R, 5
S5 B MR A 40 B T R AE M ok 5 4 2 4k
MM SHS, EAnENARENEE
FRIE R 8 H nA A oA Aok i 3 K Y E 4 IR
AN AR RI SRS S m R RIE,

MYEENR, EREREMPRFERES P
g TR ERCA5H ) P ) S M B 25/ B 0 i 4 5 AR 5X
ARE, B RX A LW 2 RIER A 5 5 S
BE. ERXSEAMEY K. IHERT5EH
M4, A TERSEREFRHEXERER
SFRBEEMRNTEEE, BINEE R tu T
HIHOER/ ML, HERRERLT 3| &8

Molecular Cardiology of China,April 2007, Vol. 7 No.2(Serial No. 33)

B A6 40 1 38 o RS S B RO
3 POV.PM S5%p% %R Zhik 8 EAY X R

REMBKANESAnEREXERE, Bl
/A POV POV & 3 PM BESRAE B PM iR i 4%
REABRPRARGE .. MBEDR P R 317 i
REFRELWIERERENER, X XHBFHA
69 3 Bk B FE R B 4B = 75 O POV 1 PM B, X —
SEXEE, B b sh bk w2 & 5 A i B 15
YA, EFIRE S BB HER. BRiEH
POV 1 PM T EKHRBIESF LW

RE POV #1 PM M R REMK (UM E A
BRI AT 200 47)) , 1B H ATAE A IR B X I
KRS EEA X, HitmnERERR S5
¥ R YERN 3 Bk s AL, 1B 5 % 40 ofn B A0 2 A 30 Bk
HESE2ARR, 48 M B w8 A 3h Bk 1 Bt i &
REMERAANBHEE PHERIEE AERETS,
FEXRFIFRBEY RN R, T POV FHIPM &
N RIS R B4 A v BB S 38 K A A g ik
B, RS £ 40 B Ry M3 Bk e 53+ 4
B, AECRERS POV BENM Kt EES
CTHRE AR ERESBRKEAES B RA" MW
1 5 P Z29% ( Pulmonary Vascular Occlusive Disease) ”
XMW BHRERNEE.

BRE2RAAFERES I 3%k (BMPR2)
{5515 B 7 W 7E 48 K 2 WA R 1k I 5 Bk g FE 0
BRI EENERNLHPREREEE
F317® i Runo JR % AZE—f| POV(PVOD) B ¥
i R AE e 54 BMPR2 224, @it xt
I AR 2 T B i 5 A A 4 % B O BA B &4 POV
WHERS, A8NESKRTIBNEIT G LS XKk
B B3 3 HEBEE, X7 POV 1+ E R,

4 ESC %I 72 &Y kit gh B W5 I ik 1 9 5% 32 43 ¢
Rk (2003 &)

PR 2 Bh TS5 1R 26 U B 35h B g B
L5 S B B T 7 4 4, 3 R ) 2 7 i 3 B
RIESLHR PVOD #1 PCH R WRE +HEEN
YR, 1975 4E WHO i 5 i it 5h Bk 786 < B °85 355 B8
AREREH R LBIER TENTE, hRITH
2003 4E ESC i 5 9 Bt 51 Bk 86 B 1 A5 A5 B 43 B 5
WrbRAE L (LBHZR) , 35 BRTE AR 1975 4F
WHO Fif i 55 B0 4> 2R e b AT 0 12



FEAFLBRFRE2007E4R H748 H2 4 (BF33H)

B2, TR 64 B 3l oK 6 P 9 L O it TR R (U
SR e 3h Bk 6 i 0 ot 8 B AR 4, L HL R POV/
PM & 3 Bl 31 Bk 186 = B 60 i 50 Bk I e A s B 4 A
BTG — AR, (R E i B X A (738 B 6 b it
4T BMPR2 .BMPR | o, TIE-2 B i & 4 LK
75 EEOBRST K B T A BB 2 £ BE 3o il 3 Bk G I
PO e o B A SR AT 0 28 , AR o B U 92 B S T IR
A AT R IE B2 W A6 T R AL Z AR

$ % T M

1 Lewis ). Rubin. Diagnosis and management of pulmonary arterial hy-
pertension: ACCP evidence-based clinical practice guidelines.
Chest, 2004126 :45-6S.

2 Voelkel NF, Cool C. Pathology of pulmonary hypertension. Cardiol
Clin 2004 ,22(3) ;343-351.

3 Pietra GG. The pathology of primary pulmonary hypertension. In;
Rubin LJ, Rich S, editors. Primary Pulmonary Hypertension; Lung

115

Biology in Health and Disease. Vol 99. New York, NY: Marcel
Dekker, 1997:19-61.

Mandel J, Mark EJ, Hales CA. Pulmonary veno-occlusive disease.
Am J Respir Crit Care Med ,2000,162 :1964-1973.

Runo JR, Vnencak-Jones CL, Prince M, et al. Pulmonary venooc-
clusive disease caused by an inherited mutation in BMPR2. Am J Re-
spir Crit Care Med 2003 ,167 .889-894.

Fri MG, Kale VA, Stenmark KR. Mature vascular endothelium can
give rise to smooth muscle cells via endothelial-mesenchymal trans-
differentiation : in vitro analysis. Circ Res,2002,90.1189-1196.
Marc Humbert, Morrell NW, Stephen L et al. Cellular and Molecu-
lar Pathobiology of Pulmonary Arterial Hypertension. J Am Coll Car-
diol, 2004, 43(12) :Suppl S:13-4.

Taira Y, Yamataka T, Miyazaki E. Adventitial changes in pulmona-
ry vasculature in congenital diaphragmatic hernia complicated by pul-
monary hypertension. J Pediatr Surg 1998 ,33(2) ;382-387.
Fishman AP. Changing concepts of the pulmonary plexiform lesion.
Physiol Res,2000,49(5) :485-492.

B st kg ER B M A 4 R R 2 B (ESC2003 4R 52 )

L. Bt ah Bk 38 ( B/ N AT BK A/ 3hAK)
EH
B0 L T BB S B

o B P B 24750 IR KBS 3 B 2% ( BRAR S FIEF IR AR 0 1)
R.CREREH

ARMKFCIEBREH

MBS R/ SR TR A2 B 3 Bk 42 T 3 Bk

B Bk 9 K 3h koW

1975 4 WHO M R iR
FBBKARERRE 1 &

BB AR E,2 ~3 &
[t B 3h B A
MW BARRE 4 ~6 &
x

La. BYZHRBKARZE & 3 DM AK - /MR BRIRZE (B BURL S F/ BUEF 4 1 205 1 S ) Py A K, M B AL

1:3!A)
RELT RN IR

b I, o) A T R (8 it R\ WLAL R | o P ) ; 3hRK R FE SR K 5 A0 R - B B A MUK 3D
BRHE s MHE SRR ( IBESR ST AL R BACR T , MO EREM ) ; X ABERE A& MR K

VU 54 SRR B HLALRESE X i R N S AT AR

2. B JERE W RO IE (T IR 2% 4% S0 00 AR/ 1N K ) A B £ 3 B

HHRALER

PVOD

B RRRR A - o3 I P S B (LA SR AR 53 BRAT MR 53 S ) s 1 B BRI P14 SR (EI R P

SHBUN PR (ST ML)  BRBKBLME AL 8 S UL AL R R RN AR M B H 45 AN K Y T H R

MR ; B4 B R
PIBERRE - KB s A AL s S 8RN IO UL s o S BB

PCH

HERE HEEY 7K M B % 9 % 5 M40 ; Ff 1 RN 4

3. e ot 5 28 P SR S BRI S F SR Bk R
HEURBER N

R0 6 95 3 < o e P 40 40 S9N 180 B B 9 ) K £ 36 40 i B SO0 8B 8D Bk

/NI B P AT S 4L
(B0 AR5 K B s 7 4L 5 2 B I DR IK T

HERE  REET 9% A B A g K E M i I Ny

4. RI}pH




116

10

11

12

13

14

15

Yeager ME, Halley GR, Golpon HA, et al. Microsatellite instability
of endothelial cell growth and apoptosis genes within plexiform lesions
in primary pulmonary hypertension. Circ Res,2001,88 :e2-¢ll.
Cool CD, Rai PR, Yeager ME, et al. Expression of human herpes-
virus 8 in primary pulmonary hypertension. N Engl J Med 2003 ,349
(12):1113-1122.
Bartyik K, Bede O, Tiszlavicz L, et al. Pulmonary capillary
haemangiomatosis in children and adolescents: report of a new case
and a review of the literature. Eur J Pediatr, 2004, 163(12) ; 731-
737.
Rabiller A, Humbert M, Sitbon O, et al. Bronchoalveolar lavage as
a diagnostic tool in pulmonary hypertension: occult alveolar hemor-
thage is a common feature of pulmonary veno-occlusive disease ( ab-
str). Am J Respir Crit Care Med, 2003 ,167 :A276.
Almagro P, Julia J, Sanjaume M, et al. Pulmonary capillary heman-
giomatosis associated with primary pulmonary hypertension: report of
2 new cases and review of 35 cases from the literature. Medicine,
2002,81:417-24.
Erbersdobler A, Niendorf A. Multifocal distribution of pulmonary
capillary haemangiomatosis. Histopathology, 2002 ,40 .88-91.

Molecular Cardiology of China,April 2007, Val. 7 No.2(Serial No. 33)

16 Havlik DM, Massie LW, Williams WL, et al. Pulmonary capillary
hemangiomatosis-like foci. An autopsy study of 8 cases. Am Clin
Pashol, 2000,113 :655-662.

17 Zhicheng J, Lihe L, Zhiyan H, et al. Bone morphogenetic protein
receptor-1I mutation Argd91Trp causes malignant phenotype of famil-
ial primary pulmonary hypertension. Biochem Biophys Res Commun,
2004, 315(4) :1033-1038.

18 Rindermann M, Grunig E, von Hippel A, et al. Primary pulmonary
hypertension may be a heterogeneous disease with a second locus on
chromosome 2q31. J Am Coll Cardiol, 2003 ,41(12) :2237-2244.

19 Runo JR, Vnencak-Jones CL, Prince M, et al. Pulmonary venooc-
clusive disease caused by an inherited mutation in BUPR2. Am J Re-
spir Crit Care Med, 2003 ,167 :889-894.

20 Task Force members; Nazzareno Galie', Adam Torbicki, et al.
Guidelines on diagnosis and treatment of pulmonary arterial hyperten-
sion. European Heart Journal, 2004, 25:2243-2278.

21 Br¥oh. MmN, WL BB M. Ml WERE. LK.
ERENKE FERBMENKCERES BN, 1993.49-54.

(WA B 33 :2006-06-09)



