ANAZXZKOIMHIH
REVIEW

2UYXPOVEG AMOYEIC
0TO NMATOTVEVHOVIKO GUVOpOHO

Ot emmMAOKEG QMG TOUG TVEVHOVEG TWV NITATIKWY MAOoewv MOIKIANG attio-
Aoyiag amotehoUv etepoyevi opada. To nmatonveupoviké ouvépopo (HME)
Xapaktnpifetal amd tTnv Tpldda TNG NMATIKNAG VOOOU, TV dlatapaxwv Tng
avtaAlayng Twv agpiwv mov odnyouv o€ peiwon ¢ o§uyovwong Tou ap-
npLakov aipatog pe PaO, <80 mmHg o€ aépa Swpatiov 1 MIKPOTEPO AMO
v avtiotolyovoa atnv nAikia Kat Kupehidoaptnplakn dtagpopd >15 mmHg
Kl TNG TMaPOVCiag EVOOTTVEUHOVIKWY ayyelakwy Slatdoswv. H mapovoa
aVOOKOTINGN ava@EPETal GTOUG TABOYEVETIKOUG LnXaviopoug tou HIMZX, mou
£VOXOTTOI0UV TRV TAPAYWYH 1} TNV AMTORAKPUVOT KUKAO(POPOUVTWY GTO aipa
KUTTAPOKIVWV 1} AAAwV pecolafntwv. Avackomneital n Sidyvwon Twv ayyel-
akwv Slatdoewv Tou HIMX pe umepnxoypd@nua eVICXUHEVNG OKIOYPAPIKAG
avtifeong, pe omvOnpoypa@nHa IVEVOVWV KAl PE apTnploypagia. H mpwipn
Sidyvwaon tou HMX pmopei ouyxva va givalt SUGKoAN, aAld givat {wTIKAG on-
paciag yia tn diagopikn Sidyvwaon amd dANa TVEULOVIKA VOGHHATA Kal ThV
ano@uyn cofapwv emMmAOKWV Kat avermravopBwtwv BAapwv. H petapdoyeuon
NMatog amoteAei TN yovn anoteeoparikn Bepaneia Tou HMX pe tayeia ava-
otpo@n TG uno§uyovatliag, evw £Xouv emXelpnOei kat ANEG BepaMEUTIKE,
(POPHOKEVTIKEG 1] EMEPPATIKEG AKTIVONOYIKEG IPOCEYYIOELC. AvaliTnon Tou
HMNX pe e€€taon Twv agpiwv Tou apTNEIAKOU AiATOC GUVICTATAL GE OAOUG
Toug aoBevei¢ pe nmatomddela mou éxouv Svomvola 1 ival umoPrR@lot yia
METApOOXEVON NTTATOG.

1. EIZATQrH
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To nmatonveupoviké cuvdpouo (HM) eival KAvikora-
BoAoyoavatopikn ovtoéTnTa mou opiletal we N TpLdda NG
XPOVIAG NTTATIKAG VOOOU, TNG urmo§uyovaluiag (Ue HePIKA
niieon tov O, oTo APTNELAKO aiua, PaO, <80 mmHg os agpa
Swpatiou 1} pIKPSTEPO ATt TNV AVTIOTOLXOUCA 0TV NAKIA KAl
Kupehiboaptnplakn Siagopd —alveolar-arterial gradient— >15
mmHg) Kal TwV eVEOTIVEULIOVIKWV AYYEIOKWY S1aTACEWV.?
MNa dtopa nAkiag >64 1wV, Ta MaBoloyikd opla givat PaO,
<70 mmHg kat kupeAidoaptnplakn diagopd >20 mmHg.
H kupehiboaptnplakn dtagopd ummoloyiletal pe Tov TUTO:
PAO,—Pa0,=(FiO,[Patm-PH,0]-[PaCO,/0,8])-Pa0,, émou
PAO, gival n peptkn mieon tou O, oTig kKuYeAideg, FiO, To
mMocooT1o O, OToV EIOTIVEOUEVO a€pa, Patm n atpoopalpikni
mieon CO, oto aptnplakod aipa, PH,O n pepikn mieon twv
uvdpatuwy, PaCO, n pepikn mieon tou CO,. Ot uololoyt-
KEG TIMEG gival 4—8 mmHg (0,5—1,1 kPa). H oxéon peta&u
NTTATIKAG KAl TIVEUPOVIKA G VOOOU EMONUAVONKE yla TipwTn
@opd 1o 1884 o€ yuvaika pe Kippwon, MANKTEOSAKTUAIA
kat kudvwon.? To évopa 866nke to 1977, Baciopévo og

KAIVIKEG TTAPATNPACEIG KAl OE VEKPOTOUEG.>® ATTOTENEl TNV
artia Tng urmouyovailpiag og aoOeVeiG e NITATIKK) VOOO Kal
TIpéG PaO, <80 mmHg (8,0 kPa) mou SiopBwvovTal HePIKWG
pe xopnynon O, oe amoucia AANG KAPSIOTIVEUUOVIKNAG
vooou.”8

2. ENIAHMIOAOTIA

O emumoAacpog touv HIMX sival 4—47% (ouxvotepa
10—20%).°""" H peydAn SlakOavon OToV €MITTOAACHO
o@eileTAl OTOV OPIONO TNG KUYPEASOAPTNPLAKAG Sl1apopdc
Kat Tou PaO, mou ekppddel Tn Statapayn TNG avtarayng
Twv agpiwv. Tuvnbwg, to HMX ouvodelel TNV Kippwon
NTaTog e avanmtuén muAaiog LTTEPTAONG KAl oTTavioTePa
TNV §wnmatikf MUAaia uméptaon,’? To cuvdpouo Budd-
Chiari’*=’* kat omavia tnv ofeia WOXAIMIKA NIaTitida pe
oela NMATIKA AVemdpKela’® Kal Tn xpovia nrmatonddela
Xwpi¢ Kippwon 1} mulaia unéptaon.””~ MpoofaAlovtal
aoBeveic kdBe nAkiag.

Ot aoBeveig pe HMX €xouv kupeAiboaptnplakn Stapopd



728

>15 mmHg kat katatdyxOnkav avaloya pe tn Bapltnta TG
vurno§uyovaipiag og aépa dwatiov o TEooepig OUASEC: (a)
ue PaO, <80 mmHg, (B) pe PaO, <80 mmHg kat >60 mmHg,
(y) pe PaO, <60 mmHg kat >50 mmHg kat (8) pe PaO, <50
mmHg kat >60 mmHg kat <300 mmHg oe xopriynon O-
100%.%° H cuoxétion tng ekSriAwaong tou HIMX pe t Bapu-
TNTA TNG NITATIKAG VOOOU cUU@WVA HE TN otadlomoinon
¢ Baputntag NG Kippwong katd Child-Turcotte-Pugh
1 katd to model for end-stage liver disease (MELD) &ivai
HIKPoU Babuov,?’ al\d yevikd, To HIMX eival cuxvétepo oe
Kippwon otadiov katd Child C.2%

3.MAOOTENEIA

H akpifng maboyévela tou HMZ mapapével dyvwoTn.
H onpavtikétepn artia tng umofuyovaipiag gival ot evdo-
TIVEUUOVIKEG ayyelakéG Slataoelg, % Siapétpouv 15—160
UM Kal omaviotepa >500% (puoloAoyikd 7—17 um), ol
oroieg ouvodevovTal and eVOOTIVEULIOVIKE] AVATOMIKN KAl
Aertoupyikr} Slaguyr), ACUNEWVIA AEPICHOU Kal AlHATWoNG,
kabwc¢ kai Statapayn Tng Siaxuong tou 0,272 Ot S1aTACELS
QAUTEC €YIVaV YVWOTEC amtd To 1956, o€ vekpoTopIkn €étaon
KIPPWTIKOU UE KuAvwon.*? ETol, N TIVEUHOVIKH) KUKAO@OpPia
gival SleotaApévn oto eminmedo Twv TMPOTPIXOEISWV Kal
TPIXOEOWY, VW Kal oTov UTTeE(WKAOTA UTTAPYXOUV AYYEIW-
patwdelg omidol. H mapouciaon toug emPBefaiwdnke kat
OKTIVOAOYIKA LE EVOOPAERBIA XOPriyNon AKTIVOOKIEPNG YEANG.
EE dM\\ov, ogpaipidia Siapétpou >20 pum €l0€pyovTal OTh
oLOTNUATIKA KUKAOPOpia SlapelyovTag amo TNV TIVEUOVIKH
KUKAO@Opia.’’?? Ol CUYKEKPIUEVEG AYYEIWHATWOELG BAABEG
OCUUTTEPIPEPOVTAL WG APTNPLOPAERIKEG AVACTOUWOELG TTOU
emTpémouv Tn Slaguyn aipatog xwpig va o§uyovwBei kat
odnyouv og aueon emkovwvia Se€1d mPog Ta aploTePd pn
ofuyovwuévou aipatog (evdomveupovikn Siaguyn). Ot ev
AOyw ayyelwpatwdelg Slatdoelg mapatnpolvIal CUXVOTEPA
OTIC TIVEUMOVIKEG BAOELG, gpunvelovTag TNV ekdnAwon
mAatunvolag kat opBoimodiag (orthodeoxia).

To HMX ocuvodeletal amd umePSUVAIK) CUCTNUATI-
KN KUKAo@opia, Tou xapaktnpiletal amd cucTNUATIKY,
TIVEUUOVIKN KAl OTTAQYXVIKH] ayYElo81aoToAr Kal avénuévo
Katd >70% &giktn kKapdSlakng mapoxng (ocuxvd >7 L/min).
H ayyel08100ToA 0TNV TIVEULIOVIKH KUKAO@Opia au€davel
TO XpOvo S1080u TwV £PUBPOKUTTAPWY Kal TO XPOVO yia
o&uydvwon, mpokaAwvTag Statapaxr TG oxéong AdTwonc-
AgPIOMOU Kal avéavovTag Tnv KupeAiboaptnplakn Siagopd
(alveolar-arterial oxygen gradient >20 mmHg). Emi mAéov, n
avénuévn kapdlakr TTAPOXH HEWVEL TO Xpovo Sidf3aong otn
XOUNAWV TTIIECEWV TIVEUOVIKH KUKAO®OpPIa, TTou gival Kal
0 XpPovog o&uydvwongc, MPOKAAWVTAG uto§uyovaluia ano
Aetrtoupyikn Staguyny. H puikn doknon auvavel mepattépw

2. NTOYPAKHX

TNV KapSlakn Tapoxn emMOEVWVOoVTaAG TNV uto§uyovalpia
kat avdvovtag tn Aeltoupyikr Siaguyn.*

H ummo&uyovaipia Touv HMX empével mapd tn xopriynon
100% O, (avatopuikn Staguyny). Opwge, pmopei va BertiwveTal
UEPIKWG, YEYOVOC TTOU OQEINETAL OTIG ATEAEIG APTNPIAKES
AVOOTOUWOELG pe TN Sucappovia KUPeNSO-TPIXOEISIKOU
O, (alveolar-capillary oxygen disequilibrium).?* Adyw tng
ayyetoS1a0ToAAg, To O, ammd TIC YEITOVIKEG KUPENISeCG Sev
prropei va StayuBei Tpog To KEVTPO Tou SIATETAUEVOU TIVEU-
HOVIKOU TPIXOEIS0UG Yia va 0§UYOVWOEL TNV Aloo@alpivn
TwV gpuBpokuTTApwv.* H xopriynon 100% O, mapéxel apKETH
TMEON YlO VA UTTEPKEPAOEL EV PEPEL TO EUMOSIO AUTO.

H aitia Tng ayyelo81a0ToAiG OTNV TIVEULIOVIKY] KUKAO-
popia Sev gival capnc. H ocuyxpovn Bewpia tnv amodidel
o€ acuyypovia HETAU ayYEIOCUCTAATIKWV Kal ayyelodia-
OTAATIKWV emMOPACEWV OTOV TIVELPOVA. H peTapooyeuon
NTTATOC PITOPEL VA avTIoTPEYPEL TNV uTTouyovallia o€ Aiyeg
NHUEPEG, YEYOVOC TTOU €ival CUMPATO UE AEITOVPYIKAG AITLO-
Noyiag ayyelodiaotoAn and tn dpdon ovoiwv. Ot ev Aoyw
ayYEI08100TAATIKEG OUCieC Oa prmopovoav va ival NITATIKAG
1| TIVEVHOVIKNAG TIPoéAeuong TTou Sev KataBoAioTnkav amd
To maoyov nrap.3” ‘Etol, ta emineda ayyeloS100TANTIKWY
oucoIWY, OW¢ To povoéeidio Tou alwtou (NO*), n yAu-
Kayoévn,” n otauivn,*” n ogpotovivn,” 1o mentidlo mou
ouoxeTifetal pe to yovidlo tng Kalottovivng (calcitonin
gene-related protein peptide),” To evtepikd ayyelo8pacTIKO
nentidlo (vasoactive intestinal peptide, VIP*#), To KOATTI-
k6 vatplodioupnTtikd mentidlo (atrial natriuretic peptide,
ANP#47) n oucia P*%* ol petafoliteg Tou apaxidovikou
0&€0¢,”? ival avénuéva otnv Kippwon Tou AMATOG XWPIg
va éxel emPeBaiwbei o poAo¢ Tou Kabevdg otnv Altio-
Noyia tou HMZX. Emiong, n evéoto&ivaiuia pe tn ocuvodd
unepriapaywyr Tou NO Kal Tou TTapdyovTa VEKPWOoNG ToU
éyKou-a (tumor-necrosis factor, TNF-a) Aoyw Baktnplakng
SlapetdBOeong Gram apvntikwv Baktnpidiwy € artiag g
mulaiag uréptaong, n omoia dev AvTIHETWTTICETAL A\OYW TWV
TTUAQLOCUCTNHOTIKWY OVOOTOUWOEWV KAl TNG MEIWUEVNG
AEITOUPYIKOTNTAG TWV KUTTAPWYV TOU SIKTUoeVS0ONnAlakou
CUOCTAMATOC, UTTOPEL VA AUITIOAOYROEL TNV AyYEIOSIA0TONR
OTNV TIVEUUOVIKH KUKAo@opia.®’

Ta emineda Tou eknvedpevou NO mou umodnAwvouv
TNV TIVEVUOVIKH TTapaywyn givat avénuéva o aocOeveic pe
HMNZ, cuoxeti{dpeva pe TNV kupehidoaptnplakr Slagopd.
Ta enimeda pewvovTal TAXEWG HETA ATTO TN UETAPOOXEUON,
ondte n kKupehidoapTnplakr S1a@opd YiveTal UCIONOYIKN.
3 & povtéla (wwv, N ayyeloouoTaATiky Spdon TnG gavu-
Ae@pivng (B-adpevepylkdG aywvIoTAG) OTNV TIVEUOVIKN
apTNEIia KIPPWTIKWYV VAl CNUAVTIKA HEIWMEVN OE OXEON HE
TOUG HApTUPEC.® Emi MAéov, og HIMX éxel StamotwOei avén-



HIMATOMNEYMONIKO XYNAPOMO

Hévn ékppaon Tng ouvBetdong tTng mapaywyng NO (nitric
oxide synthase, NOS)**** oTo ev600rjA\l0 TWV TIVEUUOVIKWV
TPIXOEIBWV Kal TwV uTToSoxEwv TUTTOU B TG evdoBnAivng*®
mou odnyouv og auvénuévn mapaywyry NO. H xoprjynon tou
avaotoAréa tng NOS N(G)-nitro-L-arginine kaBiotouoe @uot-
OMNOYIKN] TNV AYYEIOCUOTAATIKN) Spdon TNG PAIVUAEPPIVNG,
evw Sev gixe kamola §paon ota PUGCIOAOYIKA AToua.

TENOG, N YeVETIKN TPoS1A0e0N O€ CUYKEKPLUEVN LOPPN
AYYEIOYEVEONC Eival CNUAVTIKN OTNV AVATTITUEN TWV ayYEla-
Kwv Statdogwv og HIMX kat otn Snuioupyia TnG AyyeIaKNnG
avadlopydvwong (vascular remodeling).6-*%

4. KNINIKH EIKONA

2uxvd, To HIMX gival acuunmtwpatiko. Ta cupnmtwuata
Kal Ta onueia touv HMX avtavakAoUv TNV Natikn Kat TNV
TIVEUMOVIKN VOOoO. ATd 54 KippwTikoug, ot 10 (18,5%) gixav
KAWVIKEG eEKONAWOELS (BUOTIVOLA OTNV KOTIWON, OTNV NPEUIa
1 kat ota SV0o, KUAvwon, TANKTPOSAKTUAIA Kal Baptd uro-
Euyovaipia) kat ot 7 (13%) utokAIVIKEG ekdnAwoelg HMZ. H
TANKTPOSAKTUAIA €XEl TNV LPNASTEPN OETIKA TTPOYVWOTIKA
aéia (75%) kat n duomvola Tn HeyaAUTEPN apvnTIKn (100%)
yla tn Sidyvwon tou HMZ.*? YuvnBwc, mponyeitat yia ToAd
XPOVIA N NTTATIKN) VOOOG. TN QUOIKN e€€taon Sev unapxouv
onueia n kat cupmtwpata StayvwoTikd tou HIME. H mapoucia
AYYEIWHATWSWV OTIAWY, TANKTPOSAKTUAIAG, KUAVWONG KAl
Bapiag umo&uyovaipiog <60 mmHg cuvnyopouv yia Tnv
mapovocia HMX.° H dvonvola emdeivwvetal otnv 0pOila
Oéon (mAaturnvola), ondte cuvodevetal amd embeivwon
Tn¢ ummo&uyovaituiag (opBoumoéia). H Svomnvola kai n uro-
Euyovalpia BeAtiwvovtal otnv KatdkAon. H embeivwon
TNn¢ vnmofuyovaiuiag (peiwon tng Pa0O, katd >5% n >4
mmHg, -0,5 kPa) amodidetal otnv mapouvaia Twv ayyelakwv
APTNPLIOKWY SIATACEWY, KUPIWG OTIC TIVEUUOVIKEG BACELC,
KAl 0T MEYAAUTEPN AIUATWOT] TOUS AOYW BapUlTNTAC KATA
TNV 6pBla Bon, mou Snuiovpyei Aetrtoupyikn Staguyn de&ld
POG Ta aplotepd.’’ Ot aoBeveic mapouoidlouv umodTaACN
Kal Taxukapdia Adyw TnG CUVUTTAPXOUCAG CUCTNHOTIKNAG
ayyelodl0o0TtolnG.®? Kabe ofeia 11 xpovia nmatikry véoog
pmopei va ouvumdpxel pe 1o HME. Opwg, Samotwvetal
Kupiwg TTUAaia uéptacn amod Kippwon 1 e€wnmatikd aitia
ME TIC oLVNAOEIG KAIVIKEG EKONAWOEIG TNG (AoKiTNG, Kipooi
olco@dyou, onAnvopeyaia). Ot meplocdTEPOl aoBeveic
€XOouv oTnNV KAWVIKN €€€Taon onpeia Xpoviag NIATIKAG vo-
oou (ayyetakoug omiloug [spider nevil, maAauiaio epuBNua
KATL). Ol aoBevei¢ YUe TOUG TTEPIOCOTEPOUG AYYELAKOUG
OTTIAOUG €XOUV TN PEYAAUTEPN CUCTNMATIKE KAl TIVEUOVIKA
AYYELOSI00TONN, TIG MEYAAUTEPEC SlATAPAXEC TWV AgPiwV
KAl TN MIKPOTEPN AYYEIOCUOTIAON TNG TIVEUHOVIKIG KUKAO-
popiag amd Tnv unmoguyovaipia. Evéexopévwg, ot ayyelakoi
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omnilotl va amote oV To SeppaTIKO SEIKTN TNG TTApoUsiag
Tou HMX.#

5.AIATNQXZH

XapaktnploTikd, oto HIMX umndpxel umofuyovaiuia.
Jtnv €€étaon Twv agpiwv Tou aipartog n Pao, sival <70
mmHg i WKPOTEPN amod TNV avTtiotolyolod oTnV nAIKia
og aépa Sdwpatiov pe TNV KuPehidoaptnplakr diagopd
>20 mmHg, xwpig autd va o@eiletal e ANNN TIVEUUIOVIKN
véoo. H e€étaon Twv agpiwv aipatog mpayuatonoleital o
umTia Kat o€ 0pOla Béon. H pébodoc gival KATAAANAN yla
va UTTOAOYIOTE( To KAAOHA TNG emKovwviag Se€1d mpog ta
aplotepd (calculate the right to left shunt fraction), 6tav
0 aoBevn¢ avarnvéel O, 100%.%

H am\fj aktivoypagia Bwpaka Sgv Bonba 1blaitepa
otn Sldyvwon, a@ou mapéxel Pn €8IKA eupnuaTa, (owg
UE EVTOVOTEPN OKIAYPAPNON TwV SIAUECWV OTOIXEIWV
OTA KATWTEPA TIVEVHOVIKA 1edia, TTOU AvTavakAoUV Tnv
Tapousia Twv SIEXUTWV TTVEVUOVIKWVY aYYEIOKWV Slatdoe-
wv. H ev Aéyw avénon tou Sidpecou Siktuou oTIC BACEIC
TWV NVELOVWY Sev gival 181K Kal UTTOPEL va TIPOKOAEOEL
mpofArjuata Sagopikng Sidlyvwong ano SIAUECEG TIVEL-
povormdbelec. Emiong, n afovikny Topoypagia auvénuévng
eukpivelag (high-resolution computed tomography) kat
n HayvnTIKA Topoypagia dev Bonbolv onuavtikd otn
Stdyvwon tou HIMZ.

H peiwon tng diaxuong tou CO €ival n povadikr Soki-
pacia eEAéyXou TNG TVEUPOVIKNAG AElToupyiag, oto cuvrion
é\eyxo, mou xapaktnpilel to HMX.® Opwg, dev gival €161-
KN%¢” kal Pmopei va mapapeivel maBoAoyIkn Kal UETA amo
N METAPOOYELON NMATOG, O avtifeon pe Toug AANOUG
Seikteg avtal\ayrg Twv agpiwv.4%? To yeyovog amodidetal
oe avadidtaén (remodeling) Tng mveupoviKig ayyeiwong.””
H oAk CwTiKr XwpeNnTIKOTNTA Kal N EKTTVEVOTIKN pon gival
(PUCIONOYIKEC, EKTOC EAV CUVUTIAPXEL ATTOPPAKTIKN N TTIEQL-
OPIOTIKN TIVELUOVOTIABOELA.

H StayvwoTikn e€étaon ekAoyng yia tn diamiotwon Twv
AYYEIOKWV SIATACEWV Kal TwV ApTNPIOPAERIKWV AVACTOMW-
oewV ival n S1a0wpPaKIKA UTTEPNXOYPAPIa EVIOXUHUEVNG OKIO-
YPa®Ikng avtiBeong (contrast-enhanced echocardiography).
H pébodog Baoiletal otnv evSo@AEPLa xopriynon mpdcivou
NG vdokuavivng (indocyanine green) 1 (UGCIOAOYIKOU
opoU pe avadeuon (agitated saline), ikavry yia Snuiovpyia
Hikpopuoahidwv (microbubbles), Stapétpouv 60—150 um.”’
3 € PUOIOAOYIKN] TIVEUOVIK KUKAO@OpIia oKlaypagpouvTal
Hovo ol 6e€léc KapSIaKEG KOINOTNTEG, A@OU Ol UIKPOPU-
oalidec eykhwBiCovTal oTnV TIVEUPOVIKE KUKAO@OpPia Kal
anmoppo@wvTtal. Otav UNTAPXoUV EVOOTIVEUUOVIKEG SIATATELG
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KAl apTNPIOPAERIKEG EMKOIVWVIEG, OKlaypAPETAl Kal O
APLOTEPOG KOATIOG, OTIG TTIPWTEG 3—6 KAPSIAKEG CUCTOAEG.
To unepnxoypdenua avtiBeong Sia@opodiaylyvwokel
HETAEY €VOOTIVEUMOVIKWY ETTIKOIVWVIWV Kal KApSIakNg
emkowvwviag §e€1d mpog ta aplotepd (cardiac right to left
shunt), a@oU c& auTr oKlaypaPEiTal O APIOTEPOC KOATTOC
TIPWIHA, EVTOC TWV TTIPWTWYV TPLWV KAPSIOKWY CUCTOAWV.”?
‘Opwg, To urtepnyoypaPnpa avtifeong dev umopei va mno-
coTikomolfoel TN Slaguyry Kat va tnv avtidlaoTeilel and
TNV aAnOn aptnEloPAeRIKA emkovwvia.”? Emi mAéov, Kal n
€181KOTNTA TOL SV gival KAAR, a@ov UTTAPXOUV KIPPWTIKOI
TTOU €X0ULV AYYEIOKES SIAaTATEI AANA OX1 uTTo§uyovalpia Kat
ouvenwg HMZ. H Stamiotwon HéyloTou OYKou TOU aploTE-
pPoU KOATToL 50 mL pmopei va Stayvwoel pe akpifeia tnv
mapoucia HMXZ.7# Akoun, SlacTtolikry SucAgtoupyia NG
6e1a¢g Kolhiag SlamoTwveTal CUXVOTEPA OE KIPPWTIKOUG
pe HMNX mapd xwpic autd.”” To Siolcopdyelo umrepnxoypd-
@PNUa PE Xpnon YEANG ival eploocotepo evaiobnto amno
T0 S1aOWPAKIKO.”

Eval\akTikd, yia tn Sidyvwon tou HIMX pmopsi va
XpnotomnotnOei To omvOnpoypd@nua aldTwon . X€ auTo,
(UOLIOAOYIKAE, o@alpidla Aeukwpativng PadlooEonUACUE-
vNng e #MTc, Stapétpou >20 pum, cuyKkpatouvTal TIARPWG
OTNV TIVEUUOVIKH) KUKAO®OpPIa Kal HOVO OE TTOCOOTO <5%
mpocAaupavovtal armod Tov YKEPANo. 2 € acOeveic e HMZ,
n mpocAnYn tou padlo@appdkou gival opatry o ANa
opyava, 6w OToUG VEPPOUG (>6%), OTOV €YKEPANO 1y
oto omAnva. H ouykekpipévn pébodog emrtpémel Kal TNV
moooTtikonoinon Tng Staguyng (shunting). Opwg, n dtago-
pkn Stdyvwon HeTady Tng Kapdlakng emkowvwviag Se€ld
TIPOC TA APLIOTEPA ATTO TIG EVOOTIVEUHOVIKEG SIATATELG TOUG
givat aduvartn. To urtepnxoypd@nua avtieong eival TAéov
gvaiobnto amd 1o omvOnpoypdenua alpdtwonc.””

H nveupovikn ayyeloypagia, n méov emepatikr pébodog,
XPNOIUOTIOLETAL KUPIWG YIA TOV ATTOKAEIOUO AAAWV alTiwv
vrouyovaiuiag. Ot ayyeslakég Siataoelg Slakpivovtal og
Suo Tumouc:” O TUTOG 1 xapakTnpEileTal amo TTEPLOPICUEVEG
HIKPOOKOTTIKEG KAl SIAXUTEG AYYEIWHATWSELS BAAPBEG, TTOU OKI-
aypagouvTal we apdxvn fj TIOyyoG. ATTOTENE TO CUXVOTEPO
TUTTO, ElVal AVACTPEWPIHOG HETA ATTO HETAPOOXEVON ATTATOG
Kal cuoxetiCetal pe Bapld umo&uyovaipia, opBoidmoia kat
KaAry avtamokpion otn xopriynon O, 100%.” O tUmog 2
gival Atydtepo ouxvog, PE HMOKPOOKOTIIKEG Kal SlaKPITEG
EVTOTTIOUEVEG APTNPIOPAEPIKEG AVAOTOPWOELG Kal PaO,
<300 mmHg pe xoprynon 100% 0,.8° O tOmog autog dev
AVTATIOKPIVETAL KAAG OTN METANOOXEVON NITATOC Kal Yid
TNV QVTIPETWITION TOU MIOPEl va amartnOei Xelpoupyikn
agaipeon 1 Ogpareia pe ePBOAICUOS, TTOU CTIAVIOTEPA ATTAL-
TouvTal otov TuTo 1.5” 310 CcuyKekplUévo TUTTo Tou HIZ,
ouxva urtdpxel évoelEn Sievépyelag ayysloypagiag.

2. NTOYPAKHX

6. AIAOOPIKH AIATNQZH

Alapopikn Stdyvwon amarteitat and AANEG TIVEULIOVIKEG
1} UTTECWKOTIKEG EMITTAOKEC TNG NTTATIKAG VOoou. levikd, n
Suonvola pe ouvodo eAappd ummo&uyovalpia givat cuxvr o
A0BEVEIC e TIPOXWPENUEVN NTTATIKK VOO0, agoU Oxl oTTavia
CUVUTTAPXOUV avalpia, aoKitng, oidrjpata amo Katakpdtnon
vatpiou Kal USATOC, ATENEKTAGIA ATTO TTHEDT), TTAEUPITIKO LYPO
(KIpPWTIKOG USPOBWPAKAC) KAl ATTWAEIA HUWV AOYW TNG
KaKNG BpéPnc.t2-% H opBolmoia umopei va mapatnpnOsi
Kal o€ UTTOTPOTIIACOUCEC TIVEUMOVIKEG EMPBOAEG, HETA aTTO
TIVEUHIOVEKTOW), OE€ LECOKOATTIKI] ETTIKOIVWVIA KAl OE XPOVIEG
TVEUUOVOTIAOELEC.” XT0 30% Twv aoBevwv pe HMX pmopsi
VO GUVUTTAPXEL XPOVIA ATTOQPAKTIKH TTVEUOVOTIAOELa (XATT)
1} mveupovikr ivwon.® H Siagpopikry Sidyvwon Ba Baociotei
oTnv €€€TA0N TWV AEPIWV AINATOG O KATAKEKAIUEVN KAl
o 6pBia B£on, oTnV akTivoypagia Owpaka Kat oTig SOKI-
Haoieg avamveuoTIKAG Asrtoupyiag. ‘Ouwg, akoun Kal o€
ouvuTTapén AAAWV TIVEVUUMOVIKWY vVoonudtwy, n didyvwon
Oa Baoclotei otV Mapoucia Twv ayyelakwy Slatdoswv
OTNV TIVEUUOVIKI] KUKAOQOpPIa Ol OToieg TTPOKAAOUV TN
AeToupyikn Slaguyn, OMwg auth SIAMOTWVETAL PE TO
umepnxoypdenua avtibeong i pe 1o omvOnpoypdenua
TIVEUUOVWV UE UTTOAOYIOHO TNG TTIPOGOANYNG OTOV EYKEPANO.E
Mveupovikég ayyelakég Slatdoelg, SIAXUTEG 1 E0TIOKEG, PE
ouvodo Bapid umofuyovaluia umopei va mapatnenbolv oto
ouvbpopo Rendu-Osler-Weber (KANpOVOUIKH, AIMOpPAYIK
TNAEAYYEIEKTAGCIA) KAl PETA ATIO XEIPOUPYIKEG EMEUPAOELS
OLUYYEVWV KapSlomabeiwv.®

H muAatomveupovikn uméptaon dev cuvodevetal anod
oofapri umo&uyovaipia, aAA cuyxéetal cuxvd e o HIMX.*!
3TNV TTUAQLOTIVEUPIOVIKI UTTEPTAON UTTAPXEL AYYEIOCUOTIO0N
OTNV TIVEUOVIKI ApTNPLOKK KUKAO@QOPIa Kal TTAXUVOT TOU
emMONAiov Kal TwV A&iwV PUTKWV VWY, TOTIKR Bpdupwon
Kal aptnplondBela (plexogenic arteriopathy). H avénon
TWV TIVEUOVIKWV AYYEIAKWY avTioTdoswy odnyei o S€la
kapdSlakn avemdpkela kat 8avato. H diayvwon mpaypato-
moleital pe KaBetnplaopd Twv €IV KOINOTATWY Kal Ta
AlHOSUVAUIKA KPITAPLA TNG TIVEUHOVIKNG UTTEPTAONG.

7. ®YZIKH IZTOPIA

To HMX amoteAei TveELPOVIKN AyyElOKn Slatapayr UTTEL-
Ouvn ya avénuévn voonpotnta kat Bvntotnta acOevwv
UE KN QVTIPPOTIOVPEVN KipPwon ATTATOG O€ AVAMOVN 1} UN
yla petapodoyevon Amatoq. H @uoikn 1otopia tov HIMX ka-
OopioTnke, cUYKpivovTag TNV OUASA TTOU HETAMOOXEVUTNKE
o€ OX€0N HE AUTH TTOU AVTIHETWTIIOTNKE CUVTNPENTIKA AOyw
AA\WV CUVUTTAPXOUCWV TTAOACEWV 1| AKATAAMNANG NAKiag.*
Mpoomntikr HeNETN 27 acBevwv pe HIMX €8e1&e 6TL amoTeAei
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ave€dptnto mapdyovta Kivdlivou Bavdtou acBevwv pe
Kippwon. Etol, n Sidpeon emBiwon o€ KippwTikoUg pe HMZ
Atav 10,6 pAveg, evw xwpic HMX avepyxotav o€ 40,8 prveg.
2 & mapakoAovBnon 2,5 eTwv, N Bvntétnta acbevwy pe HMZ
tav 63%. H kOpla artia Bavdtou ATtav n pebalpoppayikn
katamAnéia Adyw atpoppayiag memtikoU.”* e AAAN TIPOOTITIKN
HEAETN, N Stdpeon emPBiwon oToug 24 PNVEC OE AUTOUG TTOU
Ogv HETAPOOXEUTNKAV NTAV 23%. YTV avtiotolxn opdda
e avaloyng PaputnTag NIATIK VOoo Kal xwpic HMZ, n
Siaueon emBiwon Atav 87 Prveg Kal n MeEVTAETHG 63%.%
H emBiwon Atav onuavTika Xelpodtepn o€ 0ooug gixav PO,
<50 mmHg (6,7 kPa) katd tn Siayvwon, e etriota emBiwon
16—38%.7%7 & avadpouIKn MEANETN 22 aoBevwv pe HIMZ,
n OvntétnTa ATav 41% pe péon Tun 2,5 xpoévia Petd anod
™ didyvwon.”® ‘Etol, og kdBs aocBevn ue Kippwon Nmatog,
n ocuvunapén tou HMZ, avefdptnta, Suoxepaivel TV Mpod-
yvwon, mou urnopei va emdeivwdei mapd tn otabepn xpodvia
NIatikn avendpkela.® Ot aoBeveic ue HMX katahrjyouv
amd MIMAOKEG TNG NTTATIKAG VOOOUL Kal ormavidtata anod
UTTOEUYOVAIUIKT AVATIVEVUOTIKH AVETTAPKELQA.

8. OEPATEIA

H Bepaneia Tou HIMZ, ektog amod tn xopriynon O,, 01twg
£@ApHUOleTal O ONEC TIG TIEPIMTWOELG uTTouyovaldiag,
OTOXEVEL OTNV ATTOPPAEN TWV TIVEUHOVIKWY SIATACEWV Yia
S16pBwon ™G Sducappuoviag APATWONG-0EPICHOU, OTNV
AVTAYWVIOTIK 8pdon og ayyeloOI00TAATIKEG OUCIEG Kal
otn PBeAtiwon NG NMATIKAG vooou. Eylvav TOAEG Tipo-
OTABEIEC PAPUAKEUTIKNG BeATiwong Tng umofuyovaluiog
Kal BeAtiwong Twv agpiwv Tou aipatog oe aoBeveic pe
HMX, aA\d xwpig Beapatikd amoteAéopata. Ot HENETEG
AVAPEPOVTAL OE TIEPLYPAPEG PEPOVWHEVWVY TIEPUTTWOEWV
Kal o€ JIKPO aplBud acBbsvwy, xwpig opdda paptupwv. H
TMAQCHOPAIPECN PE OKOTIO TNV ATOUAKPUVON AyvwoTtng
AyYEl08100TAATIKA Spwong ovuciag, kKabwg Kal n Xprnon
QYYEIOCUOTOATIKWY CUMTOONTIKOUIMNTIKWY ouolwy, Sgv
gixav kahd amoteAéopata. Ot TAEOV TTIPOCPATEG MENETEG
EMKEVTPWONKAV 0TO OKTPEOTIOIO, TTAPAYWYO TNG CWHATO-
OTATIVNG TTOL AVACTENAEL AYYEIOOIOOTAATIKA SPpWOEC OUaies.”
H BoriBe1d Tou otn Bepaneia Tou HIMZ sival meploplopévn.
H almitrine bismesylate’® givat §pacTikog Sieyéptng Twv
XNUEIOVTTOSOXEWV TOU APTNPEIAKOU TOIXWHATOGS, BEWPNTIKA
SpWVTAC AYYEIOCUOTIACTIKA E TN SuVATOTNTA PEIWONG TNG
Slaguyng Kat xpnotuormolgital otn Bepareia TNg Xxpoviag
QATTOPPAKTIKAG TIVELHOVOTIAOEIOG. Ta amoTteAéopATa OTN
Bepareia Tou HIMX itav amoyonteuTikd,'”’ mapd TG apyl-
KEC OETIKEC AVAPOPEC UEPOVWUEVWVY TTEPITTTWOEWV.’? Ta
Siokia okopdou Beitiwoav Tnv unofuyovaidia oto 40%
TwV acBevwy, O Hla UIKPN HENETN SIAPKEING 6 UNVWV.'%
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H wdopebakivn givat avactoléag TG KukAoo&uyevaong, n
omoia avaotéAN\ovTtag Tig mpootayhavdiveg Oa pmopovoe
Va UEIWVEL TNV ayyEoSIaoToAR. QOTO00, N €V AOYyWw UTO-
Oeon Sev emPBefaiwdnke.’* H xprion dvoCOKATACTAATIKWY
(KOPTIKOELSH, KUKAOQWOo@Auidn) Sev fondnoe.’”

Emeidn n avnuévn mapaywyr Tou ayyeloSIacTaATIKOU
NO cuppuetéxel otnv maboyévela Tou HIMZ, amotéAeos oTtoxX0
NG BEPATTEVTIKNAC TTPOCEYYIONG TOL CUVSPOOU. To Kuavo Tou
pebuleviou (methylene blue) sival pacTikog avacTtoléag
Tou NO Kkal Tou evOOKUTTAPIOL pecoAaPNTr TNG YOUAVIAIKAG
KUKAAoNG (guanilate cyclase), mMpoKAAWVTAG TIVEUHIOVIKN
ayyeloocvomaon, auv§Avovtag TN CUCTNUATIKA apTNELOKN
Tieon Kal PeEwvovTag TNV unofuyovallia oe aoBeveig
pe HMX.'9%6797 Emi TAéOV, O €IOTIVEOUEVOC AVACTOAEAG TNG
ouvBeong NO N(G)-nitro-L-arginine methyl ester pmépeoe
va avénoel Tnv ofuyodvwon og EpLypaPn mepimtwong.’*
‘Ouwg, N BeATiwon TN CUCTNUATIKAG KAl TNG TIVEVLIOVIKNAG
ayyel081a0TtoAnG Sev cuvoSeuTnKe amd BeATiwon TG uro-
Euyovaipiac.’”? Etol, n pakpoxpovia xopriynon Tou Kuavou
Tou peBUAeviou N Tou N(G)-nitro-L-arginine methyl ester
Sev xpnotpormolndnkav otnv Kabnuepivy KAVIKA TTpdén
avtipetwmmong tou HMX.% Ztnv maboyévela tou HMX Sev
OUMMETEXEL HOVO N AYYEIOSIACTOAN TWV TIVEUUOVIKWY TPL-
XOEIOWV, a@oL n avénon TG SIAPETPOU TWV TIVEUUOVIKWY
Tpixoedwv oto HIMX eival Touldyiotov Sekamidoia tng
(PUCIOAOYIKNG KAl UTTAPXOUV AiYeG Agieg MUIKEG (veg yia va
Staotalouv.”’ Towg oTnV UTTOEUYOVAIIO CUMUIETEXEL KAl N
Slatapayn otnv ayysloocvomnaocn.’’? H xopriynon avtiBloTikwy
umopei va Bondnoel tnv umo&uyovaiuia.’>'* H mevtou-
@UAAIVN, TTOU €ival PN €181KOC AVACTOAEAC TNG YWOPODIE-
otepAonc, avaoTéNel Tn cuvBeon NO kat mapepumodilel Tn
6pdon tou TNF-a ota gpAeypovwdn kat ota evéoOnAakd
KUTTapA. ApXIKd, o€ Telpapatolwa, €6ei€e evOappuvTIKA
amoteAéopata PeATiwvovTag Tnv umouyovalpia Kat Tnv
TIVEUUOVIKN] ayYyeloS1a0ToAr Xwpig va Siagoporoleital n
mEoN 0TN CUCTNMATIKA KAl TNV TTUAAia KUKAo@opia.'’>76
H peAétn @daong 1 og avBpwTioug SIOKOTINKE AOYW AVETTI-
OuunTwyv evepyelwv.’’”

e aobBeveic mou Sev PBeAtiwvovTal e TN Yopriynon
0O, 100% kal n €lkOva oTNV ayysloypagia gival cupfatn
e HIMZ tomou 2, yivetal mpoomdBela yia andéepaén Twv
AYYEIAKWV S1oTAcewV PE EUPONOpO.""8? Ta amote éopata
Tou eyPoAiopov Sev gival Osapatikd, aAd urmopei va xpn-
olpomoinBei wg yépupa Tpog TN PETApOoxXeLoN.'?°

AvékSoTeg TEPLYpapéG aoBevwy €8e1€av PeAtiwon tng
vno§uyovaipiag pe tomoBétnon Siaoceayitidikng dinma-
TIKAG TTUAALOCUOTNUATIKAG gvompdBeong (transjugular
intrahepatic portosystemic shunt, TIPSS’?'~%), yeyovég mou
UTTOSNAWVEL TN CUMMETOXN TNG TTUAAIAG LTTEPTAONG OTNV
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maBoyévela tou HMZ. Ta amoteAéopata gival TolkiAa Kat
n tomoBétnon TIPSS Sgv cuviotdtal, a@oU UTTEPTEPOUV Ol
avembupunteg evépyelec.’”” e ouvdpopo Budd-Chiari amd
ano@paén Tng Avw KoiAng urmopéei va mapatnpenBei Bertiwon
HETA amo SIadePUIK AmoKATACTACN TNG anmo®paéng.

Mpog to mapdy, N HeETAPOCXELON TOU ATATOG €ival N
BOepareia ekAoynG o€ aoBevei ue TPOOSEUTIKA AVOEKTIKN
otn xopnynon O, umro§uyovaituia. 2to TapeABoy, n Bapld
vnofuyovaipia amotehovoe avtévdelfn otn Sievépyela
™G HeTapodoxevons Opwg, SiamotwOnke Beltiwon NG
ofuydvwong Kal avaoTpo®r TwWV AVOCTOUWOEWV HUETA
anod TN HETAPOOXKELON Kal TNV arokatdoTaon TG NTTATIKAG
Aertoupyiag.’?%'?? H umoxwpnon tou HIMX yivetal dueoa oe

2. NTOYPAKHX

Aiyeg npépeg 1 kabuotepnuéva og 2—14 prves. H ummoyw-
pnon tng umofuyovaipiog givat Bpadutepn 1 ateNig o€
A0o0UC EiXaV TIPOUETALOOXEVUTIKA MEYANUTEPEC AYYEIAKES
SlaTACEIC Kal EMKOWVWVIEC e peNéTn 24 aoBsvwv pe
HMX mou unoBABnkav og petapodoyevon rmatog,™’ To
29% katéAnée og 10 eBSopadec, evw to 71% emPBiwoe ya
TouldyloTov 1 xpovo.”® AuEnuévn BvNTOTNTA CUCKETIOTNKE
UE MpoeyxelPpNTIkKOG Pa0, <50 mmHg oe aé¢pa Swpatiou.
AN\ TapAyovTeg KIVOUVOU UETEYXEIPNTIKAG BvnNToTNTAG
gival n kabuoTtepnuévn UETEYXEIPNTIKN BeATiwon Kal n
emdelvouevn urto§uyovaluia PETA amo Tn HeTapdoxevon.”®
H maBoAoyikn dokipacia diaxuong dev BeATiwveTal PETA
ano Tn YeETAPOOXEVON AMATOC.*°

ABSTRACT

.........................................................................................................................................................

The hepatopulmonary syndrome: Current trends
S.P. DOURAKIS
Second Department of Internal Medicine, University of Athens, School of Medicine,
“Hippokratio” General Hospital, Athens, Greece

Archives of Hellenic Medicine 2011, 28(6):727—-736

Lung complications may occur as a result of hepatic disease from any cause and they represent a highly heterogene-
ous group of conditions. The hepatopulmonary syndrome (HPS) is characterized as the triad of liver disease, pulmo-
nary gas exchange abnormalities leading to arterial deoxygenation (PaO, <80 mmHg at room air and alveolar-arterial
gradient >15 mmHg) and evidence of intrapulmonary vascular dilatation. Although a number of different pathoge-
netic mechanisms are likely to be involved, chronic liver dysfunction may cause pulmonary manifestations because
of alterations in the production or clearance of circulating cytokines and other mediators. The role is reviewed of the
three diagnostic imaging modalities in current use, namely, contrast-enhanced echocardiography, perfusion lung
scanning and pulmonary arteriography, which identify the presence of intrapulmonary vascular abnormalities. Early
recognition of HPS may be challenging, but is crucial both for formulating a meaningful differential diagnosis and for
avoiding severe sequelae and irreversible damage. Liver transplantation is considered to be the definitive treatment
of HPS, often resulting in successful reversal of hypoxemia. Trials have been conducted, however, of other forms of
treatment, such as the use of pharmacological agents and radiological intervention. Screening for HPS with the use
of arterial blood gases is recommended in patients with chronic liver disease who report dyspnea or who are candi-
dates for liver transplantation.

.............................................................................
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