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Pulmonary Veno-Occlusive Disease :
Diagnosis and Treatment

Aiko Ocawa™, Hiromi MATSUBARA®

Pulmonary veno-occlusive disease, together with
pulmonary capillary hemangiomatosis, is classified as
Group 1" in the clinical classification of pulmonary
hypertension. Desaturation upon exertion and charac-
teristic radiographic findings lead to the diagnosis of
this disease. There is no proven treatment except
lung transplantation. Vasodilators can cause pulmo-
nary edema and should be initiated cautiously in
patients with this disease. Here, we review pulmonary
veno-occlusive disease, focusing on clinical diagnosis
and currenily available treatments.

(Authors’)

*Department of Clinical Science, National Hospilal
Organization Okavaina Medical Center, Okayama

H A SRR @ 73 %3 B 2014 3 5 E 263 E



D5

REBH" K

| = Pulmonary veno-occlusive disease : to date

PVOD [CHITFSERRR

P

- AIETIE PYOD [CHIT S EREHREGFREOFRICOVTED LD, 5 X %?gié?@@

%@ CT Tk - MEIRIAEL EDEDRERFENED 51, HRCT TlRNEPDECHTTDITD
S 2EEEY ) ERBEDOEENS < RO SND, MRS Y F IS5 4 —TlEmmCRU TR —E R

TEDL, EOMFRETOZLREOND. UEDLIHFRERS

[COHITDIEDNTENELEE>TLD,

YICEHBADTET PVOD OEERRZE

FrE2IREASEAE, B8R X EEHE, CT, Fmim /?7 < 7 4 — / pulmonary veno-occlusive dis-

ease (PVOQ) chest X-ray film, CT, lung perfusion scintigraphy

=467 b

il &R B 22 (pulmonary veno-occlusive
disease : PVOD) FE TR SN TnAE
BY, W& ETHEEEBOPTHIE
%kiﬂ&ﬁm&éﬂf&b,ﬁ%&%ﬁ@
BT & B AN I B IR 140 =5 e
¥I0BBELRES N TS, S5(2, TE
> il 5 ML FE S VS5 B SE R R 0 R 1T &
D, MEnEEESETIEFROLEIRON
TWAICL Db 5, AEBIRREERE
TFBEARTHAZ LDHOLNTEY, Mk
HEAME—ORARBE L SN Twb, F7o,
ZT OB EMBRETHRES NLD, £
NUSLOREIZ L 5 RAZENIIEETH 2 =

L%, EIRIC X DD CEEAHE A0
GhBr—Ab% L, AFBHSELNZ LT
LHSN TV A,

Z 2T, EIE PVOD 2BV 5 B2 Hric
DWTHE X MEE - CT - Mk ¥+ 7
T 74 —%H0 kT, FOMWEGH RO
IOl MR R EEE & OES - 5
Bl LI DOWTHH L2,

IR X fREE

g X MEREZWZRE> L EBBE T
TRLSZHENIRED—D2THEH, T0D
AT R BN & T % R L R ORE
WA CH B [OinK] - [HEIRIEE] 2552
HENLDIFHEKRD T L, 2T PVOD 1

{

| * EIVIEBSEHIIE Y v & — HUREE (F 565-8565 JHUGWHITTIEE & 5-7-1)

__48_

]
BRI @ 73 %35 2014 E3 A ; 279 i



1 PVOD OISR X (8EE
kB & O“E*Tﬁfﬂﬁ*&@&i%@ VEATE T R A R il

BIeT 77 ARBEEED S (R,

KEZETHEENS WD &% LT [Ker-
1@3&%i%%@%%§%<%@%%%&%
HINTwE, TOMIZH T AT T ARRREE
EOEER @i&?&?y‘%%ﬂ%f‘f?}?ﬁ\y Wz
ELF|ESIN TV A,

—75, B U MiEmERERER TH 555
R B ARVENT & UE fE  (idiopathic pulmonary
artery hypertension : IPAH) TldsRAHMIME
BEEA L, MEREIHLCRRLIE
DEEEE S, PVOD EDMERD 1 DL &
NTwb,

1 I PVOD EFIOME X SiEEZ R T

A3, Sl o D LYK - TR IR IE AR AT R
LNAIED, TMEICT YT AEEEDLR
DHI5E,

—7, B 2213 IPAH EF QR X MEE
T o AXICEE L7z & H AR o RiEs Rk
DIFRFFED SN EH, KEOMMEEE T
ZLLZOMR, MEFERMAHS R TW5,

; 280 ! HAREER ® 7353520144638

Puimonary veno-occlusive disease | to date

E 2 IPAH ORIEE X REE

DRI EE R0, EHE2BNEHETD 5,
2512, MPSOmERIEE Lo~ F TENOMEY
EH AT, RIS A VIR R ET B,

CT

“@CT?@%%X%@@@&K%#
K- BEEDIRIEERATRRD S, X HICHE
Kﬁ@tﬁﬁﬁﬁn%ﬁ&bfﬁﬁmﬁﬁ&
LERRORFH LRV LIZEZEH~OES T
RODBIENE . EHIT, ) YSHIOEKR
OHEEL IPAH LB TA LBV &:fﬁé{i&
ENTwb, ZOMIZIgReLEKIRD
NAEELEVWEEbN S,

3, 41ZPVODEFOEM CT & (HEh
&) ZWRRT A, MEROEHHLSE
EMERICES F TERLIEAEZRD (B
3), LEIHELTLEHLR2ESEERELEF
WBOLEEU~NOEHZRD S (EH4).

F72, 2mm U TFTOEVWAS 4 AETIK



o

l 3 PVOD FEFIDEH CT & (%’ﬁlf“mﬁ:)
FATREIR (Ao) & IEET 2 & MEIIRI S (PA) ~ARNETIE (Rt & Lt PA) ASEW
KR LT VDS LA b b,

E 4 PVOD J“‘@JOD%%TQ CTi& (%EB" {ﬁF)
FHOROEWLERELEPROEBUAOESER I UEEDHNMEzED S, (b) I
HE - ESENEY P Lb— A LIkBE R,

field of view (FOV) # BT, SEEHEK (ground glass opacity) | 7% EDWVhbid 5 HE
2 & D B % 1T - 72 high-resolution CT BEENRDOHND I I OHE TR
(HRCT) TIiZ@®E D CT £ h =5 HaEC FEEIDVDHE NSV EREEINLT
Eh, WHEMARE O BRIFTHEZ & BV Ak, FNSETROEROEEC

B &) FE R ERH AT R & e o T WTIX, Resten B350 79 AR (Ui
5. PVYOD BT A HRCT WHi{HPT & Tld/hiE WEASBHBE CHREEIRR) - 73%, FRBERRIE © 93%,
R EE O LR R /N EE R O ORLIRE, WHEI ) U SETIEAR C 80%, NEEAK 1 60%, MUK
HAHAMEPREOWHELTET LR {BED %7 EEMELTWEY, 72, BERAZ
BEOLAPAONS [TO75 AHKEE FEIC L7-#E T LREIRRIC/DIERRED

FARKIBIEN @ 7383 B 204 E3H ] 281 {
- 50 - i



5 PVOD fEGIOES CT (FREFSRY)
SRB A EATE S0, RIS IEBET B RRE
R NERLEOT O T T AREELED LN,

RERLT NI AEELEZAONE LR
SNTVBIY,

X 52 PVOD fEF OB EB Bt CT D iifiEr &=
BaRT . KMITEIET 5 RARE R /ML
WOT Y HTAFREEPRDOND, EHIC
6 ([ZIZFEHERIO HRCT 7R3 4%, B 5 TR
éhtﬁﬁibé% ZHEBBIC /N EERLLE I E

550 H T ARRER R /NERFREE O ILE A
@%m ENb, ’

&7 TikH D PVOD FEH D HRCT 7R T o
5, 6 TR L7-ER & HIL TESITHEH
RANERLEDT ) T AREESTED ON
R

B, INLOFMROEENSWEREE L
TITIEFIRFIZE IS MBS 0RIE 2 K
BLTWwEEEZLNTRE, |

—7, FULWEMEEDZRERTH 5
IPAH TR/NEF.LIEDRRE - INERTF R

F0H T AR CIEER XN B AR
BEOREZHTYALNZVEEINTS
D, MEZEHNT S A TOMERE VDL
%o EBEIZ, IPAH & CTAIR Z IR L 72

I 282 1 BRI @ 73 % 3% 2014 423 /1

_51_

ulmonary veno-occlusive disease : to date

B2 B LT AT ZAHEERIEIPVOD T

FEFIDET% TR LN/-H DDIPAHTIE33%
LRkt L FEE (p=003) &
Do, TOHGAHICEHL TD PVOD Tla/hE
FLEDTHR 2R L TWEFA IPAH & 9

YEEBEILEZCED LN LBENTWE, &
HIZ/AERMBEOEIZ PVOD T30%,
IPAHTO0% & ZNHFEZ (p<0.0001) %
boTPVOD IZL L RBOLN, 20O—FTH
KiZPVOD TEH K BO LN AEAICH o 72
HIPAH EOMICHEBERERZRON o7
EEEENTWAY,

8 IZIPAHERI® HRCT 7R 9o /NE
DEDIEFITRGRIRE Z D 528, Il
A~ L7 PVOD EBID X 9 e /NERMFEEED AT
ERASNT, 3077 ARREL T
7272\,

B U s EERRERE L LCHplcE
T o sEHimeERENE MERE (chronic
thromboembolic pulmonary hypertension :
CTEPH) Tli&, HRCT IZB W THEILFED
HEZXBEOT ) 77 AREE, wbwb
[EHFA 78— | DB EHNRENID
123 L, PVOD % IPAH TlE/NEFLEO
VNGRSO BN T ENL VT & AN
FRAO—DOOMERLEN TS, 72,
CTEPH Tid:#&# CT I X 2 EIRA o M
NEFRBDOENDZEDNLZNT EFMLENT
WA DS, RFEE CTEPH & FFIEILAiRREED
(2 CT TO e DR A W EE 2 FER b 510
b, EEFROATEINGERDEFAH
WEELGEOHFET S

9 1235 CT TRMEIRMO MG E K
H T & 7270 - 723K 28 CTEPH @ HRCT % 7R
$o HRCT TIEHEWT 0 A7 AFRBFEHE L




6 PVOD JEFID HRCT

&%%i%@M@*¢%@%W®W%%%iﬁ*bﬁ?xﬁ%w
DECERED, OS5 TRUZHEE CT OB &EtL L 2omE
DGHRIEAD faffz}é&ﬂﬁ&:ﬁ:o@n%o

E 7 PVOD JEFID HRCT (&5, 6 &BIFEHFD
SEDFERI & I LT, ANIERLLEE, NEIEICIE S BT Y AT
AR AU & T d B o 2O /NIEHIFEREDNE & 3b S h
B,

DS, PVOD fER] & B ) NEERLPETIE R (Macro aggregated human albumin : MAA) |
{RBAED VDLW BEF AL 735 — U BIRT EEEAR 10~60 ym IS X 7?’2,7“?&% TR

ZEHbrbs THA T, BREGEMEBEMMERL DA
Zﬁﬁt%b\f‘&b%%’iﬂm%’“%i_i_ 5Z 2:73\

RRY YFIST 14— FICHRE S, BNERY %> CHICES
%m%ﬁ?éa%cv@%Méné%Wﬁn

Wiy v F 279574 —THWLNSRI VX F OFEE NS MENR LK E LB 5

A [T ERKEEE e T LT I Y Z & SR I TE R B OZ W - #ih

59 HANIEEE ® 73 % 35 2014 3 ) 283 }



IPAH @D HRCT

Pulmonary veno-occlusive disease : to date

8 B 9 ZK#HE! CTEPH @ HRCT
NERLEEOROEIRE 0 B, 5 ﬁmk?w¢0ﬁ7zﬂmﬂ%mwéﬁ FDORAIBER AL
VARAR L2 P\/ODa‘r&Jé:J:LhL T, /NEE BB LK CH Y, EHFA 77— LM EN5,
HEsEOREZRSNY, 045 28 M@Dmfﬂﬁazﬁﬁlkﬁaé:tﬁﬁiéo
f%éPVODﬁﬁuzkwoﬁ= T\,
WCHHEENT WA, THEY, ZomRETERZBRERGEE IR
L®WMR//%7774—#%rjﬁ% T FEBETHREORELRSNAEY,
ThHMEMFEEREREERE LT CTEPH FIT, ¥ty —THBETHEEZHIC
WELZTH D, K10 &:/@ﬁfﬁﬂﬂoﬁi/ YFT o7 PVOD 5EFNCE LT, #FOHEEHA
T 74— R3 A, BMEBRITZEETH A2 FECHE LA, UTOLEI) 3%

it 15 TR A L A ME 8 & A L“'»—&%J‘ BHELIR
DIMFERIBEZFD, WFNIBEREL I 2
Sy FERLTW D, )
—J5, [T < Bl i A i (K R oD IPAH
EFOMMKRS > 77774 —%BR111I5R
T IPAH TIIRECRBHEICL Y 2 EE
FMImATREET AL b p7s, E
MRTRE LTER11ICART L9 % [mot-
tled pattern] &\ I3 BEIRO ARG —MLFEAT
RPEZTHE, T2, 0L 7% mottled
pattern IZ IPAH DA 59 ¥ ¥ ¥ MEAIC
RETAMBMEET ROND 2 &8 5
NTWv5b, B12 1270 {GEERTT 5,
FhTIix, PVODOliE Y »F 7 5
T4 —FTRICELTIEEWI &, AlsoH
ETHLEFEOMAREGEED B L SN

= G

|

284 E FIANG IR @ 73763 % 2014 63 !

_53_

WCHETE R EEDbN,

@O LM CBRET 5 M ET 2 60): RER
BERASIIR T, TOMESTH/INY — >~
GEEH O BRE SNy — v ERERE Eb
%1793)9)0

@ UFAETH» WARE—RiitsfA (2
) AR FRZ K 14 1TRT
L THEHMOBSREFEZED [ IEF ISR
MEAFAHTH B, TEIWIBIEF LTV
TLIEE IS AR oS ] &
AL TWhH, AY—2MRSTATIEH S
7%, mottled pattern 7 & ? & 9 A KT
WA —METIE R L, EFIC R 528
MR BAE—EOHEN D B,

@ CTEPH @ X 9 24Mll &2 .0 2S5 A1
R R (16) - REFEEEHEZX 15 IR

Tk B

° 5?1:51/}])?% &



ANT

10 CTEPH JEf

a WBKS>F55 74— b
T A s

W& ) TIERE2EO RV, i (b T
W & & AN A O s 2389 A BLIR IR T ~ KR
S A D, BELEDIATyF e ET S, CTEPHO
Wiges L THREBTHS,

LPO-45

Wik s v+ 75

; POST

Rt

POST

11 IPAH fEfI

a WMmE>F757 44—, b
7:{ o

HEE () TREFZROL VD, EE (b TR’
WG & b IS SR —AitE 2 2 L, BEIGE (mottled
pattern) ##H 5, IPAH & LTHFE L ZWIHETR TS
A% S LD 7% motiled pattern i IPAH IGRRG 4P
RTCIERwv,

12 Vv MEEICKDBEMESIE
LS RARAE (VSD) Tl iigs

I v ML EE %58

FILC &R

B ShTwliE. Rell

19T ABE, AR, M

HLFE @ BURIE VSD MO IE 30 Stk dr o 72e SFINIE)IRIE

PAP=43 mmHg. Qp/Qs=207,
BElR () TREN

RO HVA, MR (b) TEMIiE b

AT R — AR E B L, RO PAH TR O L9 K

IS

(mottied pattern) % 5, Mottled pattern % IPAH 124¥F

BRBR TRV LARBEN S,

._.54__

i FARI SR @ 73 %35 204 3 ¥ 285 1



Pulmonary veno-occlusive disease | to date

~ANT | P
B 13 PVOD EFIDILEY VF IS5 T o« —
FIEFIC RS A MR T /99 — o £HRIICIER IS VR
BB L, I LI o L g L CIETF LT
B

ANT POST

B 14 PVOD EGFIDRILRS Y F IS5 T 4 —

UF AETHA R —TMESA /¥ — v SR
AR —TH5A, IPAH ICK 5415 mottled pattern @ & 5 %l
RERIG—MIEED St v, ‘

ANT

RPO-

K 15 PVOD EFIORIIRY VFIZ5T 14—

%355 HELRMFE G (CTEPH B 787 — >, Mk %
RIS 5T B BRI T ~ X% 50, CTEPH (ot
B MFERE 38 — >, BB, OEMIIEIIRESHE
WEBWT LR Z P ~MERRDHDLENTED, i
ElRERF R LD CTEPH E LTHFELLZVBE T, PVOD
EDEINIHEMERERNTH o/

| |
i 286 % HAR SRR @ 7345352014 3 7 t - 55 —




To B, NEFHIIEMOMBIREL 2 &

D ERAT R L5 CTEPH & 2 Eh T

By, HRTHDTPVOD DEZEIZE -

TERITH 5,
PEDOWE D SHITwTFhIiCE L PVOD T
FMFEDORE— A —DDIFHFTR L L TH
DETFONE, 272, ThIBRER - &
Wl TH 5720, ENZH~OFRAEEZE
DBELDIZZ DR —z EEFMHT 5N
{, WEICEOEREZREL, BOEBRRD
ho Y Mo mDORERE (AT FSD) ®
K, EFEPF - IPAH R - PYOD FEHF D 3
EERECTHETS W) BIIRE 21T 72,
EAMIZIE O 2%, @L-& - THET
DB, 3 A1 - AR TOLREBO 3 KIS
DOWTKRE 2T 7245, wWIFhIZBWTH 3
REROBMIZIIARELZEZ2RD L o7 K
BT BRI Y Y >~ ORI~
IBERELR ETHHIT 2 DA TIREEET
WWREHTRWZ LB L,
SGHEOFEH—MEEEEMTEHELLT
[75 2% VEF] PO TWBED, BEI
IZIEFB - COPD B & UBHERE D& H
MKy v F79 74 —OMRGHFDT T2 5
VEMPER Tholz L OHELH Y, 5%
WRCD L) BB LRENICETS LR
bbb,

HSHDIC

Dk, PVOD IZH¥ 5 ERESH DRt
KR DENHIIOVWTHAEOHELEDT
BRHFE LI ChETRRTERLLEBDY,
PVOD ICBE L THLICHEN IR E WS
LORZL VW Ehs, L ETHERTIR

CNODFRDY2 S PVOD %2 [59 & o 237
ETHILPEENLEERZOLNS, KRES
ZICL T, MEmEEEMICTLTALLTY
PVOD O EEHICDOWTEBEICEWV T W
FTNIEENTH 5,

SRR voersrereretrortrsniintinreisinennet sttt s
1) Swensen SJ, Tashjian JH. Myers JL, et al. Pulmo-
nary venoocclusive disease : CT findings in eight
patients. AJR Am ] Roentgenol 1996 167 : 937~

40.

2) Almagro P, Julid ], Sanjaume M, et al. Pulmonary
capillary hemangiomatosis associated with pri-
mary pulmonary hypertension : report of 2 new
cases and review of 35 cases from the literature.
Medicine 2002 ; 81 : 417-24.

3) Resten A, Maitre S, Capron F, et al Pulmonary
~ hypertension : CT findings in pulmonary veno-
occlusive disease. ] Radiol 2003 ; 84 : 1739-45.

4) Resten A, Maitre S, Humbert M, et al. Pulmonary
hypertension: CT of the chest in pulmonary
venoocclusive disease. AJR Am J Roentgenol
2004 ; 183 : 65-70. _

5) MIEF, BRELC. SEOMSIMEERREIC
BT AZH DKL >~ . Pumonary veno-occlu-
sive disease & pulmonary capillary hemangioma-
tosis DEBT DA 4 >~ +. Ther Res 2012;33:
1532-4. A

6) MIEF, BRELECD. KELREBEOHER. W
HIREIZEE (pvod). M E$2012;40:1435-9.

7) Grosse C, Grosse A. CT findings in diseases asso-
ciated with pulmonary hypertension:a current
review. Radiographics 2010 ; 30 : 1753-77.

8) F LIEHE, A4fsh, R f 3. Weh
FERED CT FF R AFICEREMN S MEE & B4
fii AR ZEARAE D8RI % Fu0C. H IR EEE 2006
44 : 485-91.

9) Bailey CL, Channick RN, Auger WR, et al. “High
probability” perfusion lung scans in pulmonary
venoocclusive disease. Am J Respir Crit Care
Med 2000 ; 162 :1974-8.

BABRER @ 73535 2014E3H ‘ 287 !

__.56_





