EEHEHNFRRERDE (BEIHRBECRIFRESE)
DIBAFRImES

FERAREAZEIEAR S/ B M ERERE (CI5 1T D1 ¥ F I NDEREKS KU IMITENEDR ST
5 flosmE) 1 OY MRS JUVEHEXHDOL E1—

fAzoiEE 48H—=
IEBEARFAFREFZHATL 1T - BRA I NR—FT 0 TV —FDE FHEHT

MRES

Bx  fiEARAAZELERER (PVOD) ERMEMIMERELE (PCH) (I FERARODFNVUIAMBIIRIENS MELE C
HHD. INSOERBRICHT T DML SNIZEYPEE(F/R, PVOD/PCH ([CX L TA XY FZI WS ENIE
BIAS 15 FERESNTNDD, AXFZINEDLSIC, FeLDKXSREBEICHEI THINEIRBETSH
Do Bt Bt CTAXYFZITBEEZ (T PVOD/PCH DEHIERFIDERRST — 5 Z#& SmE (CFHE LTz,
PVOD/PCH D2lif(d. ORIEMMEEAMRMEAL. OMILEEES (%DLCO) <60%. O/NERIFRAIEE.
INERIDMERE LS. HRED > ) \EIERD S5 2 DU EDEDHREE CT R, OEEZRAWTITOZ. 1Y
FZT OFHIEEAREIR. FhlEHREOIRSEQFEE LMDz, &R : PVOD/PCH && 5 HIDDILT =R
sUfc. BEDOFRE 6713 %, %DLCO (X 29+8%. FIMBIIRE (L 40+7 mmHg THofz. ANF
—7(350-100 mg/HATHSZRIIASN. L 5 &0 2 2T WHO #EEDFR ERMmiTERENSE LTz, 2
D 2 & 1 GTRBMMERSEGRE U, [ 2 flofs#E LT, HRCT TUFAMNERLIERE &
FEhHSNIZ. Fiz 2 HF 1 HIOFIRTIE PCH OHDRIEFR RIS SNz, < F =T (3 PVOD/PCH
D—EBDIEBFI TEH TH D Z EHVRESN. FC HRCT TUFAMDNERLERE EFR 2R IER. PCH
DEZRNEVVEATIDBER TH D ENRESNTZ,

A. THzRERN
HRTA N F I EEE R Tz PVOD/PCH EHHEFIDERRIFBZ R SME (CHAT L. ANFZINED
REDHETEDXISRBECHM THOEh. LCHRESNIEEWERZIASMNITD I L.

B. HARASE

2008 LU (CEHR T PVOD/PCH & 52If UTTERTESZ AT Sk & Uz, PVOD/PCH (ILIF D 3 DE#E
Zimlc UisaCRRBR EZI UIZ. OB LHT—T)URE CTHImMEIRE (MPAP) A' 25 mmHg M L.
QBHLEEES) (%DLCO) <60%. @ENAFAEI> E1—SWifEiEss (HRCT) TRD 3FIRH 2 DU LEZR
3 : 1) NERPREEDEER. 2) #itFP) >/ \ERER. 3) /NEROMDIERZ, 728, HRCT Dt (SR EMST
BRRHENT Dz, Ffz. HRCT CTHIBIMHRZEZ RO DR (IR Uiz, BE(FZERAROMEIEREDT
RSA> (> TERSNZ. Fe. ARF I (HIUBEXFERGEZEORRZRF. NDOBENSE
HCKDRABZRF/LLTRE U, #ER5E(350-100mg/BE L. BEEENHA SNz, ARAFTIEAN
WS DFEE EZXDRDEERE(ICIED TITHNIZ,

TRETARAT

MERIEHID PVOD/PCH ZHIBFDERPRS — 4. fEIR. FHREEN - BEEMIRERRZRHE LI, =510 (Y
FT AR EEREOIEIRDZE L. IHREMIRERR. RHC T —YEREMREUZ, BB AXFZT
fERRIEDOT —5 DLEE (F PAH FENFEFINMER NN o 12iHE. F/z(E PAH HENERIDOASZEEN

101
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C. AR

&5t 5 AD PVOD/PCH BENAAFTRDIRER DIz, FIFEN(F 6713 % 5 AH 4 ATt 5 A%
BN WHO BEENRRO SR I Eo Tz, 2 ADBERFEBMHECEZEH. 1 AFS VORI 7 X RS
ZERITTVVE, BRMAEERDE & %DLCO fE(F. ZNEN 68111 Torr & 29+8%/Eo>fc. ALHT—FTIL
RETIE. MPAP &ERMEIRFUIETNEN 40£7 mmHg BKU 10.8+£2.9 WU 2oz, AXFZIHS
#. 561t 2 FITT WHO #EEDFECALNT —TIUREDWENESNZ. D26 (EH 3 LAEI5) T
(F. HRCT EHf& E. BORR T ZFf < SEBICORAMDNEROERE LR 28z, ERRDER (S, Ahd 3 4
(C(EFERHSNIEM DTz, EFEEOFHEA TS, ) 3 & 5D 2 HIT HRCT FRRDBEEDOHENHS5NTZ. BE
SEREUTE ROEREAN 161 (EFI 2). BEEMXN 16 (GEF 3) (CERHSNIZ, AEB] 2 DRIk
WIARFZITDRE(CK D TERULH, EH 3 TRAYF I DSz I LTz, FivkEDRIIEEH
AE(FIANN DTz, TRIEEFRIFHES 2 1 (ERI 2 BKT 3) TITHN. EHI 2 TE PVOD & PCH DFF#. AERI
3 Tl& PCH DHDAFHNERD SNz,

D. R

SEDL FOXNRTT 1T - )\ 0Oy MAFKTIE. 5410 PVOD/PCH BETANF I DR ELZE MR
MLz, TOFER 2 AOBETHEED S A, FMITEENSRELUE. SO EE. ARFZINLTODRE
BlDERFRIREE R NET DD T(FR <. PVOD/PCH BBD—ETOHIEMTH DT EERL TS,

2 6 RO T. PVOD/PCH (CWH L TANFZITBEZZ(TZ 15 AOBENHKESNTND. N5D
RELOEEE LT, AAR TG, FMBHREOER/IESE2ZEE I D2 E/R<. PVOD/PCH BE(CH
TR RF_TEMOEZLEEEMEZEEMCETHMMm U e, DNONDOIARK TR, IRTOEEN T
FJERRTIEEREIC RHC 21Tz, > T A& —3Pd PVOD/PCH B& (5 6Ith 2 ) (CdHL)
T. ARFZITEHMGSHIMITEIRERRET D R UERIIDRETH S,

PVOD/PCH (Cx$3 241 Y F =T DIEF(CRE T DRAIDAEAFIHRE (& 2008 F(CHRKREINTZ. COWRETIE
200 mg/BDOAIFZI MRS EN. ¥VIEH%5% 24 BRILIA(CITIREEOSEN RSO SNz, HRCT FIR
B 1 HABICHELUZ. FEBDHRETE 3 ADBE(CHBVWTANF IS5 48 RFEIAACERRICRE
MRSz, INXT. Ogawa 56. 9 ADBEICHWVWTAIF T (C LD WHO #EEDFE S AhmiTEIEE(C
BERWEEZREL TS, INBHS. AXFZI (PR EE—ZPDIEFITIE. PVOD/PCH DfFREZ IR
PONCHETDZENREEND, 2120, DNONDIAFRTIE. T LIE 5 ADBED S SERRIIEN
FHBENEDIE 2 AEFTHD e, TOMEDERE LT, BEERHDE WS, MEEDELFERRE
DEBRBORENEIFSND., BE(CIRE SNIER & LEE U TARATTDAES &, WHO #EEDFEN REF
T. MPAP/EIMEEINBEN Dfc. TS5, B/ A FADEEEHEEE TSRV, AXF_IDBEMEE
BZRMESSICEHSHCT BHICF. KDZHBEITOFHMENNETH D,

BREREY(C (L. £D PVOD/PCH BENA Y F I (CRIFICRIET DN ZESBRICTFAIT I ENEETH D,
TIT. KDNONEANYF I U TCRIFRRISZERUIEEE 26 (EFI3 &£5) & RIGHFARTHD
=23 NDBEZIE Uz, B2, Fl. MRl HPRE. MERE>T—4 . MMiREE(CBRMRE RN
oz UHU. RIERREDZ 3 AEERD, AXFZINEREEZ SN 2 I TIE. 4FD HRCT /(&
—PHBNIZ. F1D5E. fICURAMCHTN T D/NERLEDORE LFRBDEFECHD. DI &G,
$FTEED HRCT /N —>A IF 2T (M I DERRMIRZ IS BRI (TR I DaIeERE L TWLD, =5I(C.
ARFZINDRIGENRRIZ D TZRERI 2 TITHONIZEIRART(E. PVOD & PCH OMisZ R MEREEN
OSSNz, WIS, AXFZINBEEDIZEER 3 TlE. PCH ORIBFHRHEN RO SNIZH. PVOD
OFRIBZINFHIERDOSNMN >, NS5 LD, PVOD T3 < PCH OMEREEN 1 VF T (C L KE
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ARFLIDEEREEERICE, HERER (B TRRE) « RBMER. GRS, SHEH. /M
BURRIRENSD D, BIIRD 15 AEFIT(IRREAE. FIMERRAME. SFEAERAE, FHEEEIEE. RIBEMMAR
ERHFBNTUVZ, KEETRIEG. AYFTCHITIBEOHRTARESRBELR >N, SEIDHER
PLFNCIRE SNIERI TR MEBREEBH SN Dz, —MRIIC, A NF T OEWFRORLEREG
PVOD/PCH B&TI(d. BHERERDJRE(CLEATERL., INE. BHEREREFECLEX. PVOD/PCH B2&T(E
ARFIDBEAE (50-200 mg/H) AMEV (BHIEETE 400 mg/H) CEN—BHFSLTLINE
LRLY,

S EFIERSH),. BESROBGEDLRIGE, FUVRETENETEIARTETH 2. BIIC, AXFT
DIRSEFFAICHEESNTH ST, BHEDOHE(ICERSNIZ. TNANER/ A7 XZ5|IERI Uit
&3, &E&IC. PVOD/PCH ORIEFHIZHRZ 5 Bl 2 HlDHTITHNZ. UIeh> T AhlERDIEH
IR FRZMEERATH O 12,

E. a5

AEER T, A<XFZIH PVOD/PCH FBE 5 AH 2 ADFER EffMiTEEztiE L Ic S &ZRUiz, A
NFZT(CH U TCRIFRRIGER UTZEE LRSI D ERBEBDOLBNSANYF T (E. FFED HRCT /(&
—>X°PCH ZB I DEREICHNT. KDBEMTHDEREMENRESNIZ. PVOD/PCH DERICHITD Y
FITDGEIZIASHNCL, BERIEFIDIRRZRET DEH(C(F. SSRJIARNMVETHD.
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Abstract

Background Pulmonary veno-occlusive disease (PVOD) and pulmonary capillary hemangiomatosis (PCH) are rare types of pulmo-
nary arterial hypertension with dismal prognoses; there is no established medical treatment for these conditions. Possible efficacy of
imatinib against these conditions has been reported in 15 cases; however, how and in whom imatinib is effective remain unknown.
Methods We retrospectively evaluated clinical data from consecutive patients with PVOD/PCH treated with imatinib at our
institution. The diagnosis of PVOD/PCH was established using the following criteria: pre-capillary pulmonary hyperten-
sion; diffusion capacity of the lung for carbon monoxide < 60%; and two or more high-resolution computed tomography
findings of interlobular septal thickening, centrilobular opacities, and mediastinal lymphadenopathy. The dose of pulmonary
vasodilators remained unchanged during the assessment of imatinib.

Results The medical records of five patients with PVOD/PCH were reviewed. The patients were aged 67 + 13 years, their
diffusion capacity of the lung for carbon monoxide was 29 + 8%, and their mean pulmonary artery pressure was 40 + 7
mmHg. Imatinib was administered at 50—100 mg/day; consequently, the World Health Organization functional class improved
in one patient. In addition, imatinib improved the arterial oxygen partial pressure in this and another patient (these two also
experienced a decreased mean pulmonary artery pressure and pulmonary vascular resistance after imatinib usage).
Conclusions This study indicated that imatinib improves the clinical condition, including pulmonary hemodynamics, of
some patients with PVOD/PCH. In addition, patients with a certain high-resolution computed tomography pattern or PCH-

dominant vasculopathy may respond favorably to imatinib.
Key Points

Pulmonary veno-occlusive disease and pulmonary capil-
lary hemangiomatosis are rare types of pulmonary arte-
rial hypertension with dismal prognoses; no established
medical treatment is available for these conditions.

The use of imatinib has been documented in a small
number of cases, and it is uncertain whether and how
. it improves the clinical and hemodynamic outcomes of
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the symptoms and pulmonary hemodynamics in two out
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some patients with a certain high-resolution computed
tomography pattern or pulmonary capillary hemangio-
matosis-dominant vasculopathy.
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