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Crarbs NocBsIeHa npodJieMe MoPTONy/IbMOHAIbHON runepTeH3un (JIerouyHas aprepuajibHas THIEePTEH3Hs, CBA3aHHAS C MOPTAJIb-
HOii runeprensueii). Jlerounas rumepreHsus SBISETCS PEIKHM, MPOTHOCTHYECKH HEOJATONPHSATHBIM OCJIOKHEHHEM MOPTAJIBHOMI
rUnepTeH3un, He3aBUCHMO OT ITHOJIOTHYECKOro (akTopa mocieaHeil. [HarHOCTHYECKMMH KPUTEPUSAMH MOPTONMY,IbMOHAIBHOM IH-
NepPTEeH3UH ABJIAIOTCS: HAJIMYHE MOPTAIBHON rMIePTEH3NH C WK 0e3 3a00J1eBaHus IeYeHH, CPeIHee JaBJIeHHe B JIETOYHOI apTepun
0oaee 25 MM PT. CT. B IOKOE, HOPMAJIbHbIE MOKA3ATE/IM JABJIEHNS 3AKJIMHUBAHMS B JIeroyHoii aprepun (<15 mm pr. cr), JerouHoe
cocyaucToe conporusiieHue oosee 3 exn. Byna/m?. Ilesb paGoTsl: onvcaHue pa3BUTHs KIMHHYECKON KAPTHHBI, JHATHOCTUKY M Jieye-
HHSI OPTOMYJIbMOHAJIBHOI TUIIEPTEH3HH Y 00JILHOTO Ha (hOHE KOPPUTHPOBAHHOM MOPTAIbHOM runepTen3un. CymecTBYIOT TPYAHOCTH
B IOCTAHOBKE JIMArHO32 MOPTOMY/IbMOHAIbHOI THIIEPTEH31H, TAK KaK ee CHMNTOMbI Hecnienupuynbl. Hanbosiee xapakrepHbie npu-
3HAKH — OJIBIIIKA, YTOMJISIEMOCTb, CHIZKEHHE TOJIEPAHTHOCTH K (PM3HYECKOil HATPY3Ke, CHHKONAJIbHbIE COCTOSIHUS.

Karouesvie caosa: demu, necounasn apmepuanvras eunepmen3sus, NOpMonyAbMOHAAbHAS SUNEPMEH3UA, AHMAOHUCHIbI SHOOMEAUHO-
8bIX peuenmopos, uHeubumopsl pocgoouscmepasvi-5.
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The paper deals with portopulmonary hypertension (pulmonary arterial hypertension associated with portal hypertension). Pul-
monary hypertension is a rare, prognostically unfavorable complication of portal hypertension, regardless of the etiological factor
of the latter. The diagnostic criteria for portopulmonary hypertension are portal hypertension with or without liver disease; a resting
mean pulmonary artery pressure >25 mm Hg; a normal pulmonary artery wedge pressure <15 mm Hg; and a pulmonary vascular
resistance of more than 3 Wood units/m?. Objective: to describe of the development of the clinical picture, diagnosis, and treatment
of portopulmonary hypertension in a patient during corrected portal hypertension. There are challenges in the diagnosis of portopul-
monary hypertension because its symptoms are nonspecific. The most characteristic symptoms of the disease are dyspnea, fatigue,
exercise intolerance, and syncope.
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CPEIHEro JIETOYHOTO apTepHaJbHOTO IaBJIEHUsT OoJee
25 MM PT.CT. B ITIOKO€, OIIPCACICHHOIO IIpMU KAaTCTCpU-
3alMK MpaBbix oTnesn0B cepaua [1]. Yamie Bcero serou-

'IerquasI aprepuajibHasi TUIIEPTEH3UsST — TeMOJIM-
HaMUYeCKoe M MaTo(MU3NOIOrnIecKoe COCTOSTHUE,
0o0beMHSIIONIEe TPYIIy 3a00JeBaHUi, XapaKTepu3sy-

IOIIMXCS TIPOTPECCUPYIOIIMM TIOBBIIIEHUEM JIETOUHO-
rO COCYIMCTOTO COMPOTUBIEHUSI U CPETHErO JAaBJICHUS
B JIETOUHOM apTepuu, YTO MPUBOIAUT K Pa3BUTUIO MPABO-
JKEJIyTOYKOBOW CEpIeYHOl HEeIOCTaTOYHOCTA W Tpe-
KIEBPEMEHHOM cMepTH TalMeHToB. JlerouHast aprepu-
ajilbHasl TUIIEPTEH3UsSI OMpenessieTcsl KakK ITOBBIIIeHNE
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Hasl TUMEePTEeH3Us] TUArHOCTUPYETCS Ha TO3AHEN CTaaluu
(c III v IV dyHKIIMOHANIBHBIM KJIACCOM) M TPUBO-
AT K TSKEJION MPaBOXEIyT0YKOBON HEIOCTATOYHOCTHU
C MOCJeNYIOIINM JIETAIbHBIM UCXONOM. JlerouHas apre-
puaibHasT TUTIEPTEH3UST SIBISIETCS KITMHUYIECKUM COCTO-
STHUEM, KOTOPOE XapaKTepu3yeTcsl HaJIMuMeM TpeKarnui-
JISPHOM JIETOYHOM TUTIEPTEH3UU TIPU OTCYTCTBUU JAPYTUX
MPUYKMH BCJIENCTBUE 3a00J1€BaHUI JIETKMX, XPOHUUYECKOM
TPOMOO3MOOIMYECKOT JIETOUHOI TUTIEPTEH3UU WU JPY-
rUX penkux narosnoruii [2]. JlerouHast aprepuajibHast TU-
MepTeH3UST MOXeT KaK HOCUTh MANOTATUIECKUIT XapaK-
TEp, TaK U aCCOLIMMPOBATHCS C APYTUMU 32001 BAHUSIMU
(C BpOXJEHHBIMU TIOPOKaMU cepilia, 3a00JjeBaHUSIMU
COeIMHUTEIbHOM TKaHW U 1p.). B ciaydae korma jerod-
Hasl apTepuajibHasi TUMEPTeH3Us pa3BUBaeTcsl Ha (hoHe
MpeIIeCTBYIONIEH MOPTaJIbHOW TUMEPTeH3UMU, OHA HO-
CUT Ha3BaHUeE MOPTOMYJIbMOHAIbLHOW TUTEPTEH3UN.
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Knmandeckas kiaccubuKalys JIETOYHON apTepruaib-
HOW TUTIEPTEH3UH MpeTepIiesa psii U3MeHEHWI ¢ MOMEHTa
nepBoro BcemupHoro cummnosuyma B 1973 1. B Hacrosiiee
BpeMsT MCTIONb3yeTCs KiacCu(uKanus, TpeiToXKeHHast
SKCIepTaMi BceMupHO# opraHu3alnu 3IpaBoOXpaHe-
Hus B 2008 . (r. ana [loitnt, Kanudopnust). Ha nsarom
Bcemmprom cummosuyme 2013 . (Hwima, Ppanims)
OblTa coXpaHeHa TIpeabIaylias CTPYKTypa Kiaccuduka-
LMY JIETOYHOU TUTTePTeH3UH, HO OBLIM BHECEHBI HEKOTO-
pble TOTIOJTHEHWST U UI3MEHEHUST C YYeTOM HOBBIX JaHHBIX
[3]. B MOTOTHUTEBHO BHECEHBI IMYHKTHI, KacaroIu-
ecsl JIeTOYHOM TunepTteH3uu y aereii [3]. Takum obpazom,
nornoyiHeHHas Kiaaccudukamnust ot 2013 1. oxBaTBIBaeT Jie-
TOYHYIO TUTIEPTEH3UIO KaK y B3pOCIbIX, TaK U y netei [3].
CoracHo 3Toii ki1accuduKaluy, BbIASISIOT TATh TPYIIIT
JIETOYHOM rumnepTeH3uun. [TopTomyabMOHalbHAsT TUTIEP-
TEH3UST OTpeleNsieTCsl KaK JieTouyHasl apTepuajibHas TH-
TepTEeH3Usl, CBSI3aHHasI ¢ 3a00JieBaHNEM TIeYeHU WU TTOP-
TaJIbHOU TUTIepTeH3uei 1, 4].

CornacHo pexkomeHmauusim (European Respiratory
Society Pulmonary Hepatic Vascular Disorder Task Force
2004 Consensus Report), 1narHoCTUUECKUMU KPUTEPUSI-
MM TIOPTOIMYJIbMOHATBLHON TUTIEPTEH3UU SIBIISIIOTCS: Ha-
JINYYe TTOPTaTbHOM TUTIEPTEH3UU ¢ WU 6e3 3a001eBaHUs
TeYeHU, cpeaHee AaBIeHUe B JISTOYHON apTepun Oolee
25 MM PT. CT. B TOKO€, HOpMaJIbHbIE ITOKA3aTeJ TN TaBJICHUS
3aKJIMHUBaHUS B JiIerTouHOM aptepuu (<15 MM pT.CT), Je-
TOYHOE COCYAMCTOE COMpOTUBIeHUe boee 3 en. Byma/m>.
OnucanHag Briepsbie B 1951 . E Mantz u E. Craige nop-
TOIYJIbMOHATbHAST TUTIEPTEH3USI BCTpeUYaeTcsl He4yacTo,
MTO3TOMY JIOJITO€ BpeMsl JUCKYTUPOBAJICS BOTIPOC, SIBJISI-
€TCs1 9TO coueTaHue 3a00JIeBaHUI CTydallHbIM WX TIPU-
YUHHO-00yca0BIeHbIM. Ha ykazaHHy10 (hopMy JIeTOUHOM
apTepuaJbHOM TMIIEPTEH3UH, TI0 JaHHBIM EBporneiicKux
PETUCTPOB, TIPUXOAUTCS M0 1% ciydaeB JISTOYHOU TH-
repTeH3uun y aeteit [5, 6]. JlerouHast TUTIEpTEH3UST SIB-
JIIeTCS  PEeAKUM, TPOTHOCTUYECKU HeOIaronpusiTHBIM
OCJIOKHEHHMEM TTOPTAJTbHOUW TUIMEPTESH3UU, HE3aBUCUMO
OT 3THOJoTUYecKoro ¢akropa mocienHei [7, 8]. Puck
pPa3BUTHUSA TTOPTOIYJbMOHAIBLHOW TUTIEPTEH3UNU He 3a-
BUCHUT OT TsDKeCTH 3abojieBaHmii meyeHu [9]. [IBa mpo-
CTIEKTUBHBIX MCCJIEIOBAHUST TeMOAMHAMMKM TTOKA3aJIu,
410 Y 2% OONBHBIX C LIUPPO30OM M TTOPTATLHOM TUIIEep-
TEeH3Wel UMeeTCsl 3HaYNTeTbHAsT JIeTOUHAast TUTIEPTEH3USI.
JIBa HemaBHO MPOBEACHHBIX MCCIIEAOBAHUS Y OOJBHBIX,
TepeHeCINX TPAHCTUTAHTAIIUIO TICUEHU, BBISIBUJIN JIETOY-
Hyto TunepTeH3uio B 4 u 3,5% cnydaeB. [TopTormyabmMo-
HaJIbHasl TUTIepTeH3UsT ompenensieTcss y 4—8% mauueH-
TOB — KaHAMIATOB Ha TpaHCIIaHTALWIO TieueHu [10].

CoryacHO JaHHBIM KJIWHUKU Meiio, Msrkas Tmop-
TONYJIbMOHATbHAS TUTIEPTEH3Us (CpeaHee OaBICHUM
B JIeTOUHO# aptepuu <35 MM PT.CT.) HE TIpeACTaBJIsIeT
CEepPBbE3HOM MPOOJIEMBI, HO YMEpeHHasl W TsDKesast TH-
MepTeH3un (cpelHee HaBJIeHWE B JICTOYHON apTepuu
>35 MM PT.CT. ¥ >45 MM PT. CT. COOTBETCTBEHHO) SIBJISIIOT-
¢S TIPEIUKTOPAaMU BBICOKOM JIETATbHOCTH TIOCJIE TPaHC-
MJIaHTaUWK TedeHn. [1o JaHHBIM yKa3aHHOMW KIMHUKU,
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MocjeonepaloHHas JIETaTbHOCTh TIPU TTOPTOITYJIbMO-
HaJIbHOM TUTIEPTEH3UU MPU CPeaHEM AaBICHUU B JIETOU-
HoOIi aptepuu 6ojee 35 MM pT.cT. coctaBmia 50 u 100%
MpU cpeHeM aaBjieHun Bbitre 50 MM pT.cT. [11]

BepoSTHOCTH  pa3BUTHUSI  JIETOYHOM TUIEPTEH3UU
y OOJBHBIX C TOPTAJBLHOW TUIEPTEH3MEW TOBBIIIACT-
csl IPY XMPYPTHUUECKUX MOPTOCUCTEMHBIX IIYHTaX, IMO-
CKOJIBKY, COTJIACHO pe3yjibTaTaM pPEeTPOCITEKTUBHOTO
HCCIIeIOBaHUS, TTPUOIU3UTENBHO Y 65% OOJNBHBIX C Jie-
TOYHOM TUTIEPTEH3UEH BBIMOTHSIOCH XUPYPTHUUECKOE
IIYHTUpOBaHUe, a y 35% — Het [12]. DTu maHHBIE YE€TKO
MMOKa3bIBAIOT, YTO JIETOYHAsI apTepHralibHasi TUTIEPTEH3US
y OOJIbHBIX C MOPTAJbHON TMMEepPTeH3Uel CBsI3aHa C pa3-
BUTHEM TIOPTOCUCTEMHBIX IIYHTOB B OOJBIICH CTere-
HU, YeM C MOPTaJbHOI TUIEpTeH3Meil caMoii mo cebe.
Ha puck pa3BUTHS JIETOYHON TUMEPTEH3UU MOXET BJIU-
SITh TOJBKO JUIMTETLHOCTDb CYIIECTBOBAHUS TOPTATBHOM
TUTIEPTeH3UU. B 3THOJOrMY MOPTANbHON TUIEPTEH3UU
y JIeTeil OCHOBHYIO POJIb UTPAIOT MOPOKU Pa3BUTHUSI COCY-
JIOB WJIA NX TPOMOO03.

IMaToreHes COCYIMCTBIX HapyIIEHU, CBI3aHHBIX
C TIOPTaJbHOW TUIIEPTEH3UEH, O KOHIIA HE M3YYEH.
YcTaHOBIEHO, YTO MJIST TTOPTOIMYJbMOHAJIBHOM THUTIEp-
TEH3UM XapaKTEePHbI TMTEPAMHAMUYECKUN THUM KPOBO-
o0OpallleHNs ¥ BBICOKUI CepIeYHBIN BBHIOPOC, KOTOPBIE
MPUBOIST K YBEJWYCHUIO HATIPSDKEHUsI B MaJloM Kpyre
KpoBooOpaieHusi. JlerouHoe CcOCyaucToe COIMpPOTHB-
JICHUE TIOBBIIIACTCS BCIEACTBUE Ba30KOHCTPUKIINM,
MPOTPECCUPYIONIETO JIETOUHOTO COCYIMCTOTO pPEMOJe-
JIMPOBAaHUST U TpoMOO3a JIETOUHBIX apTepuos. Hammuume
MMOPTOCUCTEMHBIX IIYHTOB MOXKET CIIOCOOCTBOBATH MPO-
HUKHOBEHMIO Ba30aKTWBHBIX BEIIECTB, B TOM YMCJIE DH-
JIoTeNMHa |, BA30aKTUBHOTO KUIIIEYHOTO MEeNTHIA, CEPO-
TOHUHa, TpoMOOKcaHa A2, MHTepJieliKHa- |, rIroKaroHa
U CEKpeTWHA M3 YPEBHOTO CTBOJIA B MaJIbIi KPYT KPOBO-
0o0OpallleHHs, YTO TTO3BOJISIET 3TUM Ba30aKTUBHBIM MeEIM-
aropaM OOXOJWTb METa0OJIM3M TMEeUYEeHU U CYIIECTBEHHO
BJIMSITH Ha JIETOUHYIO cocyauctyio cetb [13, 14]. Ilepe-
YHCJIEHHBIE MEIMaTOPhl CIIOCOOCTBYIOT Ba30KOHCTPUK-
LU JIETOYHBIX apTepUOJ, YTO MMPUBOAUT K UX TPOMOO3Y
U B TMOCJIEAYIONIEM PEMOICTIMPOBAHUIO, BbI3bIBAs JIETOU-
HYIO TUTEpTeH3UI0. Takke TPUIMHHBIMM (haKTOpaMU
(GopMHUpPOBaHUS BACKYJIOMATUM MOTYT OBITh MYyTalluu
TeHOB, HO MX POJb B Pa3BUTUU TMOPTOMYJIbMOHAIBHOM
TUTIEPTEH3UN TI0Ka He Joka3aHa [8, 15]. B 3aBucumocTu
OT YPOBHSI JIOKa3aTeJIbHOCTU Pa3IMyaloT «OIpelaeieH-
HbIe» (DAKTOPBI PUCKA JIETOYHON TUTEPTEH3UU: «OUeHb
BEPOSITHBIE», «BEPOSITHBIE» U «MaJIOBEPOATHBIE». TTop-
TaJbHasl TUTIEPTEH3UsT OTHOCHUTCS K OUYEHb BEPOSITHBIM
dakTopaM pHCKa pa3BUTUS JICTOYHOUN apTepHabHOM
rutniepTeHsuu [16, 17].

JIMarHOCTUPOBATh JIETOYHYIO TUTIEPTEH31I0, OCOOEH-
HO Ha paHHMX 3Tarnax, 04eHb CJIOXKHO, TaK KaK KIMHUYE-
CKMe CUMIITOMBI HecnenuduyHabel. Hanbonee xapakrep-
Hble TIPU3HAKM — OJBIIIKA, YTOMIISIEMOCTh, CHUKEHHE
TOJIEPAHTHOCTH K (PU3MIECKOM HATPy3Ke, CHHKOIATbHbBIE
cocrostHus [18]. CuHKOMaIbHBIE COCTOSTHUSI MOTYT OBITh
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€IMHCTBEHHBIM TIPOSIBJICHUEM JIETOYHOU TUTIEPTEH3UU.
ITpu pyTMHHOM HCClIeIOBaHUM Ha PEHTIEHOTpaMMeE Op-
TaHOB TPYIHON KJIETKM MOXHO OOHApyXXUTb BBIOYXaHUE
crBosa Jjerouynoit aprepumn. DKI MoxkeT mpeaocTaBUTh
HaBOAMIIME WJIM TOATBEPXKAAIOIINe J0Ka3aTeIbCTBa
JIETOYHON TUNEPTEH3UM, NEMOHCTPUPYS TPU3HAKU TH-
nepTpoduu MpaBoro keayaodka M AuaTallMy TTPaBOTroO
npencepaus. [lo pesyabraTaMm sxokapauorpadud BbI-
SIBJISIETCSl TAJIaTallusl TIPaBbIX OTIEIOB Cepilia, a TaKxKe
MpsiMble U KOCBEHHBIE TIPU3HAKU JIETOYHON TUIIepTEeH-
3un. st ompenesieHusl TSKeCTH TTOPTOMYIbMOHAIBHOM
TUTIEPTEH3MU PEKOMEHIYeTCSl UCIOJIb30BaTh MaHeb Ma-
pamMeTpoB, TIpUBeAeHHBIX B Ta01. 1 [19].

JleueHue TOPTOMYIBLMOHAJNIBHON TUIIEPTEH3UM He-
JIocTaTOuHO pa3paboraHo. Kucimopomorepamnusi Ha3Ha-
YyaeTcsl 1o MOTPEeOHOCTU IJIsT TIOAMEPXKAHUST caTypaiiuu
apTepuaibHON KpoBU Gosee 92%. JIMypeTUKY WCITONb-
3YIOTCSl JIJISI YCTPAHEHUS Teperpy3ku o0beMOM, OTEKOB
u acuura [20]. [TpuMeHeHUsT aHTUKOATYJISTHTHBIX TIperna-
paToB cjenyeT u3beraTh Mpyu CHUXKEHUU (DYHKIIUU Teue-
HU 1 TPOMOOILIMTOIIEHUHU, a TaKKe Y OOJTbHBIX C PUCKOM
KPOBOTEUEHUI 3a CUET BAapPMKO3HOTO pACIIMPEHMS] BEH
MUIIEBO/A.

BbnaronpusitHoro monrocpouyHoro addexkra Tepanuu
AHTAarOHUCTAMM KaJbLMSI TIPU JIETOYHOM TMIEPTEH3UM,
O0O0YCJIOBJIGHHOW TIOPTOIYJIbMOHAJbHOW TUIEPTEH3UEH,
He orMmeueHo [21, 22]. beta-610KaTopbl, 0OBIYHO Ha3HA-
yaeMble MPU TTOPTAIbHON TMIEPTEH3UU W CHUXAIOIINE
PUCK BapMKO3HBIX KPOBOTEUEHU I, MOTYT TLJIOXO TIEPEHO-
CUTBCSI B CJTy4asiX aCCOLIMUPOBAHHON JIETOUHON apTepu-
aJIbHOM TUMEPTEeH3UN M3-3a OTPUIATETLHOTO MHOTPOTII-
HOTO BJIMSTHUSI HA MUOKap/I IIPaBoro xeyyaouka [17].

AHTaroHMCTDHI SHAOTEJMHOBBIX PENENTOPOB — TTPUOPU-
TEeTHBIE TpernapaThl B JICUEHUU JIETOYHOUN TUIEPTEH3UU
y neteid. Y B3pOC/bIX MalMeHTOB TaHHbIN KJlacc JieKap-
CTBEHHBIX CPEICTB Ha3HayaeTcs HambOosiee dacto [23].
boseHTan — mepopalibHbIlf aHTAaTOHUCT PELIENITOPOB H-
norenuHa A u B, siBisieTcst omHUM M3 TIEpBBIX U HanboJiee
WU3yYEHHBIX TpernapaToB yKa3aHHoOU Tpymnmbl. bo3eHTaH
MpeacTaBisieTcs: 60€30MacHbIM M XOPOIIIO TTEPEHOCUMBbBIM

Caovikosa JI. 1. u coasm. TlopTomnyibMOHAJIbHAS TUTIEPTEH3Ks Y peOeHKa

IIeTbMH; OH HanOoJIee YaCcTo IIPUMEHSIETCS y IeTell ¢ Jie-
rouHoi runepreHsueii [24]. I1o pe3ynbratam mocaeaHUX
WUCCIeNoBaHUil, 0O3eHTAaH PEKOMEHJOBaH B JICYEHUU
JeroyHoit runepreHsuu Il dyHKIIMOHaANIBHOTO KJlac-
cay JeTeit ¢ 2 JIeT, 4To AesiaeT ero OAHUM U3 HEMHOTHX
paspelieHHBIX B TIeAMATPUM JIEKaPCTBEHHBIX CPEICTB
U eIMHCTBEeHHBIM ucroib3dyembiM u B CIIA, n B EB-
porte [25]. OmHako M3-3a IMOTEHLMAJBbHOM TIeImaTOTOK-
CUYHOCTH OOJIBIIMHCTBO 3KCMEPTOB HE PEKOMEHIYIOT
MpU  TIOPTOMYJIBMOHAIBHON THUIEPTEH3UU TIPUMEHSTh
nepopajibHble aHTAarOHUCTHI SHAOTEJIMHOBBIX PELENTO-
poB. HecMmoTpst Ha Xopollne pe3yiabTaTbl MPUMEHEHMS
B 9KCTIEPTHBIX KIIMHUYECKUX IIEHTPaX, COOTHOIIIEHUE PU-
CKa 1 TOJIb3bl Y OOJIBHBIX C TIATOJIOTHEH TIeYeHU TpedyeT
TIIATEJILHOTO aHaIM3a Ha JOJITOBpEMEHHO ocHoBe [1].

Wurubutopsl ¢ochonmnacrepasbi-5 0Ka3bIBalOT Ba-
30IMJIATUPYIOILEe M aHTUIIpoJUdepaTUBHOE IEHCTBUE,
MOJIOXXUTETHHO BIMUSIOT HAa TeMOAMHAMMUKY, MOBBIIIAIOT
TOJIEPAHTOCTH K (PU3NYECKOI HArpy3Ke MpU JUTUTETLHOM
WCITOJIb30BAHUM Y TTAIIMEHTOB C JISTOUHOM apTepuaibHOMU
rutiepTeHsueit [26]. B Hacrosiiiee BpeMsi CYIIECTBYIOT
Tpyu UHTUOUTOpa hochonmnacrepasbl-5 — cumeHadu,
tagamacdwui u BapaeHadua. CeleKTUBHOCTD K JIETOUYHBIM
cocynaM BBISIBIIEHA Y TIepBbIX ABYX. OUueHb aKTUBHO TTPO-
JOJKAIOTCS UCcclienoBaHus cuneHaduaa. OmHako peko-
MEHJALMU 10 €ro JI03MPOBAHUIO JIOCTATOYHO MPOTUBO-
peuuBsl. C 2011 . B EBporne cunaeHadusn 6611 omoopeH
JUTS JIEYEHUS] JIETOYHOW apTepuabHOW TUIEePTeH3NU
y neteil. BaxXHBIM JTOCTOMHCTBOM TMperapaTa SIBIISIeTCsI
OTCYTCTBHME TeIaTOTOKCUYHOCTU. [IprMeHeHMe cuiie-
Hacdwuia TOBBIIIaeT (HYHKIMOHATIbHBIE BO3MOXHOCTH
GOJILHBIX, YJTy4IIas TeCT MECTUMUHYTHON XOIbObI, CHU-
JKaeT JIETOUHOE COCYAMCTOE COMPOTUBIEHUE U CPEeNHee
JaBJIeHUE B JIESTOYHOM apTepuu. PekoMeHaaumm 1o Bee-
HUI0 OOJIBHBIX C JIETOYHOM apTepyuaabHOM TUTIePTEH3UEH,
CBSI3AHHOW C TIOPTAJbHOW TUTIEPTEH3UEH, TPUBEICHBI
B TaoI. 2.

B kauectBe mpuMepa, WJUTIOCTPUPYIOIIETO ITOPTO-
MyJIbMOHAJIBHYIO TUTIEPTEH3UIO, TIPEACTABIISIEM CIIEIyI0-
WA KIIMHUYECKUI CITydait.

Tabauya 1. OueHKa cOCTOAHUS TAXKEeCTH NOPTOMY.IbMOHAIBHOI rMIePTeH3UH
CTeneHb TsSKeCT
ITapameTp Hopma

JIErKasa YMEpECHHas1 Ts2KE1ast
Kracc cepmeuHoii HemocTaTOUHOCTH® I, 11 11, 111 111, IV
MPAP, MM pT. cT. 1524 25-34 35-44 > 45
CI, n/mMun! /m? 2,54 >2.5 >2.5 <2,0
PVR, nun/c/cm™ <240 240-500 500-800 > 800
RAP, MM pT. CT. 0-5 0-5 5-10 > 10
ITporHo3s braronpusTHbIi CoOMHUTETbHBII ITnoxoit
Crienduueckas repanust Her TTon Bompocom Ha
OOpaTUMOCTb MOCJIE TPAHCIIJIAHTALIMY MIEYEHU Ha ITon Bonmpocom Het

Ipumeuarue. * CornacHo Helo-Mopkckoit accormanmn kapauonoros (NYHA): MPAP — cpentee nasieHue B ierouHoii aprepun; CI — cep-
neuHblii nHaekc; PVR — nerounoe cocynucroe conpotuieHue; RAP — naBieHue B IpaBoM MpeacepanM.
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Tabauya 2. PexoMeHIANNH 10 BEIEHUIO OOJIBHBIX C JIETOYHOIl apTepuaibHOl THIepTeH3uell, CBI3aHHOM C MOPTAJIbHOI rHnepTeH3uei

OrnpeneneHue

Knacc pekoMmeHnaimii YpoBeHb J10Ka3aTeJIbCTB

DxokaparorpadIecKii CKpUHUHT TS BBISIBJICHUS JIESTOUHOU TUTIEP-
TEH3UM PEKOMEH/IYeTCs Y OOJIbHBIX C CUMIITOMAaMU 3a00J1eBaHUS TIeYeHU I B

I/I/I/IJ’[I/I Y KaHIJaTOB Ha TPAaHCIUIaHTALlMIO IICYEHU

PexomeHnnoBaHo, YTOOBI MALIMEHTHI, CTPAAIOLINE JIETOYHOMI apTepralib-
HOW TMITEPTEH3UEN, CBSI3aHHOM € IMOPTaJIbHON TMIIEPTEH3MEN, HATIpaBIsi- I C

JIVCh B CIIELIUATTU3UPOBAHHBIE LIEHTPHI 110 JAHHOU Mpobaeme

Y GOJIBHBIX C JIETOYHOI apTepuaibHOI TUIEPTEH3MEH, CBI3aHHOM ¢ TIOp-
TaJIbHOI TUTIEPTEH3UEH, CIIe/IyeT pacCMaTPUBATh TOT K€ allTOPUTM,
YTO ¥ TIPY JICUEHUH OOJIBHBIX C IPYTUMU (HOPMAMM JIETOTHOM TMTIePTeH-

3UM, IPpUHUMAA BO BHUMAaHUE COITYTCTBYIOIIIEC 3a00J1eBaHUS

AHTUKOATyJSTHTHAs Teparnus He peKOMEH/IyeTCs TTallMeHTaM C JIeTOUHOM 11 C
apTepUaIbHOI TUIIEPTEH3UEM, CBI3aHHOM C MOPTaJbHOM TMIEepTeH3UEH

HCpCC&HKa MEYECHU MOXKET paCCMATPUBATLCA Y OTACJIbHBIX NMallMEHTOB, b C

XOpOILIO OTBCYAIOLIMX HA TEPAITUIO

TpaHCHJ'[aHTaL[I/IH TICYCHU IIPOTHUBOIIOKA3aHa OOJILHBIM C TSKEJION U He- 111 C

KOHTPOJUPYEMOU JIETOYHOW apTEPUAIbHON TUTIEPTEH3UEN

Knunuyeckoe HabnoaeHne

Bonpnoit A., 13 netT. PebeHoK oT BTOpOIT OepeMeH-
HOCTH, MPOTEKABIIEil ¢ TeCTO30M (TIOBBIIIEHUE apTepH-
aJbHOTO JaBJIEHUsI, OTEKW) BO BTOPOW TOJIOBUHE Oepe-
MeHHOCTH. Ponbl BTOphIe, B CpoK. Macca Mmpu pokaeHU!
2700 1, niuHa 49 cMm. Ha 5-e cyTku mocie pofoB repe-
BeJieH B JIETCKOE OTIeJeHNe ¢ TUArHO30M: KOHBIOTaIl -
OHHag XenTyxa. BelmrcaH moMoit yepe3 5 mHel B yI0B-
JIETBOPUTELHOM COCTOSTHUM. KaTeTepusalns myrmoyHoi
BeHBI He TpoBoauiack. C ABYXJIETHEro Bo3pacTa y pe-
OeHka HaOJIONATUCh peluuAUBUpYIOIMEe 00U B XKU-
Bote. He o6cnenosan. C 7 jeT peryiasipHO HaOJI0maics
KapauoJIOrOoM, KapAWOXUPYPTrOM C OWAarHO30M: CTEHO3
AOPTHI JIETKOW CTeneHM; (PYHKLIMOHAIBHO IBYCTBOpYA-
TBI A0OPTaJIbHBIN KJIalaH.

B Bospacre 8 ner 14.10.2010 r. rocnuTanuzupo-
BaH B XMPYpPrUuyeckoe OTAesieHue C Xajobamu Ha 0o
B XXMBOTE, TOUIHOTY. BriepBble MpoBemeHbI JIabopaTop-
HO-UHCTPYMEHTAJbHbIE WCCIACIOBAaHUS W BBISABJIEHA
Tpombotutonenust 87 000/mi, mo naHHBIM PudporacTpo-
nyoneHockoruu (PIIC) oTMeueHO BapWUKO3HOE pac-
IIMpeHne BeH MUIIeBoAa 3- CTereHM, XKenyaka 2—3-i
CTeTieHU, racTpoayomeHonatus. Ilpu  yiIsTpa3ByKOBOM
uccnenoBanuu (Y3W) renaTonaueHanibHON cUCTEMbI 00-
HapyXeHO yBeJIMYEeHUE pa3MepoB IedyeHn 10 126x58 MM
(ripaBasi 10J151), TIEPUTIOPTAIbHBIN (PUOPO3 C eNMHUYHbBI-
MU KoJutatepaisiMu. JlnaMeTp TOopTalbHOM BEHBI CYXXEH,
MeYeHOUHBbIE BeHBI AWJIaTUPOBaHbl. CeJie3eHKa yBeTUde-
Ha, ceJie3eHOYHas BeHa paciupeHa. [1o TaHHBIM peHTTe-
HOBCKOI KOMITBIOTEPHOI TOMOTrpaduu BbISIBJIEHA CILIe-
HOMeTaJns, pacliupeHre W U3BUTOCTb BEH TOPTAIBHOM
CHUCTeMBI ¢ TIpU3HAKaMU KaBepHO3HOU TpaHchopMaluu
BOPOTHOM BeHBI B 00J1ACTH BOPOT MEYEeHMU.

IMoctaBneH AWarHo3: TOpTajbHas TUIIEPTEH3US,
BHeTieueHOUHast ¢opMma. Bapuko3Hoe pacmimpeHne BeH
nuiieBoga 3-# cTermeHW. Bapukos cocymoB Kelyaka
2—3-i1 cTenieHu. TacTpomyoneHOMaTUs TUTIEPTEH3UBHAST.

TunepcrieHn3M. 3armIaHUPOBaHO OTIEPATUBHOE JICUCHUE
B ry1aHoBOM niopsiike, Ho 08.2011 r. (9 neT) nocTasieH ca-
HUTApHOI aBUaIMell ¢ KpOBOTeUEHNEM 13 BEH TTUILEBOIA
u xeayaka. OnepupoBaH: HaJOXEHUE CIIEHOPEHATbHO-
TO ¥ ME3eHTEPUKO-PEHAIIBHOTO COCYIUCTOTO aHACTOMO-
3a «00K B 00K». [IMHAMUYECKU HaAOIIOAANICS XUPYPTOM.
ITo pesynsratam Y3U, ®TIC oTMeueHa MOJIOKUTETbHAS
OUHAMUKa.

B Bospacte 12 net (12.2014 1.) BriepBbie 00CenOBaH
B OTHEJIEHUU KaparopeBMaTosiornu JleTckoit peciryoim-
KaHckoi knmHu4eckoir conbHMLBI (JIPKB) ¢ xamoba-
MM Ha OJHOKPATHBIN OOMOPOYHBIN MapoOKCU3M Ha (oHe
¢dusnueckoil Harpy3ku. bbuUin MpoBeneHbI clenyrolme
HCCIIeIOBaHUs: XOITepoBcKoe MoHuUTopupoBaHue DKI,
axoKapauorpadusi, cyTouHoe MOHUTOPUPOBAHUE apTe-
pUABHOTO JABJIEHUsI, YIbTPa3ByKOBas HOTUIeporpacdust
COCY/IOB IIIeH, PEHTIeH IIEHHOro OTHeNia MMO3BOHOUHU-
ka. [To pesynbratam MccieaoBaHUi MOCTABIEH JAUArHO3:
KJIamaHHbBI CTEHO3 aOpTHI JIETKO cTereHu. JIBycTBOp-
YaThIl a0pTalIbHBINM KilanaH. BeretaTuBHast AUCHYHKINS
rnepuoaa mybeprata MO CUMIIATMKOTOHUYECKOMY THUITY
¢ uedanruamMu, apTepuaibHONW AUCTOHUEH. OTHOKpaT-
HBI 0OMOPOYHBII Mapokcu3M. KoppuruposaHHast mop-
TaJbHasl TUTepTeH3Usl. BeIMcaH B CTAOUIILHOM COCTOSI-
HUU, Ha3HaYeHa ceJaTUBHAs Tepariysl.

Yepes 1 ron (11.2015 ) moctynui B KapauopeBMa-
tosnornyeckoe otneneHue JPKDB no noBoay moBTOpHBIX
9MU30/I0B CUHKOME Ha (oHe (u3nueckoll Harpys3Ku.
Ha MoMeHT rociuTanu3anmny COCTOSTHHE TSIKeJI0e TI0 0C-
HOBHOMY 3aboJyieBaHMI0. KOXHBIE MOKpPOBHI OJieTHBIE,
YUCThIE. YMepeHHas MOTIUBOCTh. [1epKyTopHO Ham Jier-
KUMM 3BYK JIETOYHOMN. AYCKYJIBTaTUBHO B JIETKMX JIbIXa-
HUE MMPOBOIUTCS IO BCEM TTOJISIM, BE3UKYIISIPHOE, XPUTIOB
HeT. [TepKyTOpHO rpaHUIIbI CEP/LIA HE PACIIIMPEHBI, TOHBI
PUTMUYHBIE, TPOMKHUE, BbIpaxkeHHBIN akueHT Il ToHa
Han JierouyHoit aprepueii. [leuenb He yBenunueHa. Cerne-
3eHKa He MaJTbITUPYyeTCs.
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Caovikosa JI. 1. u coasm. TlopTomnyibMOHAJIbHAS TUTIEPTEH3Ks Y peOeHKa

Tabauya 3. IMHaMUKa noKa3arteJieil TpPaHCTOPAKaJIbHOI 3X0Kapauorpaduu 00abHOTO A.

JlaTta obcrenoBaHMs

Hoxasarens 22.10.2014 16.12.2015 ¢ 01.03.2016 .
[IpaBoe pencepane He yBenuueHo YBenuueHo VYBenuueHo
JlnameTp paBoTo XKeIya0uKa, MM 14 35 20
CreneHb TPEXCTBOPYATOM perypruTaliu Dusnonornyeckas I Dusnonornyeckas
CIJIA, MM DPT. CT. 23 117 45

JlonoJIHUTENbHBIE 0COOEHHOCTU

MexoKeTyT09KOBast IIEPEropoaKa
MpoJIabupyeT cripaBa HaJaeBO

Ipumeuarue. CIAJIA — cucTONIMYECKOE AaBJICHKE B JIESTOYHOM apTepPUU.

[aHHble N1abopaToOPHOro U UHCTPYMEHTAJIbHOIO
nccnepoBaHumn

BrisiBnena tpomo6oumtorienust (40 000—62000/mi);
MO JaHHBIM OMOXMMMUYECKOTO aHaji3a KPOBU — TMOBBI-
IIeHWe aKTMBHOCTU acrnapTaTaMHWHOBOI TpaHCaMUHAa3bl
(ACT) no 78,0 EIl/n, moBbIllIeHWE YPOBHSI OMIMpYOU-
Ha 3a cyeT HemnpsiMoi ¢pakuuu (oOmuit OMIMpyouH
70,7 MKMOJb/, TIpsiMOW OWIMPYOUMH 15 MKMOJIb/J);
KpOBb Ha MO3roBoi Hatpuitypetnueckuit mentun (NT-
pro-BNP): 143,8 nr/mia (Hopma).

OKI': puTM CMHYCOBBII1, YaCTOTa CEPACUYHBIX COKpa-
meHuit 74 B MuHyTy. OTKJIOHEHUE JIEKTPUUECKON OCHU
cepaua BrpaBo. biokama npaBoit Hoxku Tyuka [uca.
IMpusHnaku runeprpodun mpaBoro xenayaouka. [Toabem
ST-cermenta B otBeneHusx V,-V, 1o 2,0 mm, B I, AVL,
V. 1o 1,0 mm. Jlenipeccus ST-cermenta B oteeneHuax 11
1o 1,0 mm.

Y3U opraHoB OpIONIHO¥ MOJOCTH: YBEJTMYSHME TTPaBOit
noau nedeHu po 135 mm. JlnameTp mopTajibHOW BEHBI
CyXeH 1o 2,8 MM. BeIpakeHHBIN MepuriopTaibHblii hu-
opo3. Cene3zenka yBenmmdeHa, pasmep 130x54 mm. Cene-
3€HOYHAs BeHa paciirpeHa (B 00J1acCTU XBOCTa MOJIKETy-
JIOYHOM XeJie3bl nuameTp 7,0 MM, B BOpOTax Cesie3eHKHU
nrametp 6,1 Mm).

®DIJIC: Bapuko3HOE paciIpeHue BeH muiieBona 1-i
creneHu. lactpuT, OybOUT, yMEPEHHO BbhIpaskE€HHBIE.

PentreHoBckass KommbloTepHasi ToMorpagus: cOCTOsI-
HUE TIOCIe HAIOXKEHMST CTIEHOPEHAJIBHOTO U ME3EHTEPU -
KO-pEHaJIbHOTO aHACTOMO30B, TPU3HAKK KaBEPHO3HOM
TpaHchopMallMy BOPOTHOI BeHbl. HepaBHOMepHasi 11u-
pUHa MPOCBeTa ME3EHTEPUKO-PEHATLHOTO aHACTOMO3A.

Benoapromerpus: ToepaHTHOCTh K (DU3MYECKOIN Ha-
rpy3ke HusKas. [unepToHnyeckuit TUM reMOAUuHAMUKU.
HapyuieHust putMa 1 mTpoBOIMMOCTH HE 3apeTUCTPUPO-
BaHO.

Dxokapauorpadus (BbIMOJHEHA Ha (DOHE NpenACHH-
KONAJIbHOTO COCTOSIHMSI): BBISIBJIeHAa 3HAYWTEJbHAsl JU-
JlaTallMsl TPaBbIX OTAEJIOB CEpAlla U BBICOKAsl JIETOYHAs
rurniepreH3usi. [lpaBbiit kenaymouek 35 MM, JieroyHasi
aprepus 38 MM, BeTBM 10 20 MM. JlaBieHue B JIETOYHOI
aprepun 117/36 MM pT.cT. MexckeaynoukoBast Tepe-
ropoaka Tiposadbupyer crnpaBa HajeBo. CoXpaHSIOTCS
MPU3HAKW JBYCTBOPYATOrO aOPTAJIbHOTO KJlaraHa C Jier-
KAM CTEHO30M M MUWHUMAJIbHON HEIOCTaTOUHOCTBIO.

Tuneprpodust Muokapaa paBoro 1 JIEBOTO KETYJI0YKOB
(Macca Muokapaa 148 r).

3aKII0YMTEbHBIA KJIMHMYECKHil THATHO3: JIeroYHas
apTepuajibHAsA TUNEPTEH3UsA, CBA3aHHASA C BHENEYEHOYHOM
nopranbHoii runeprensueii. HemocraTouHocTh KpoBO-
oopamennsi 1. CocrostHUe TOCe HAJOXEHUS CIUICHO-
PEHAJIBHOTO, ME3eHTEPUKO-PEHATLHOTO aHacTOMO3a
(09.2011 r). BereratuBHast auchyHKIMUS mepuona Iy-
OepraTa ¢ 1aOUIBHOW apTepualbHON TUMEPTEH3UEH.
KnamaHHBIN CTeHO3 aopThl JieTKoi crereHu. MyHK-
IIMOHAJILHO IBYCTBOPYATHIM aopTalbHBIN KiamaH. [u-
mepTpodusT MUOKapaa MPaBOTO U JIEBOTO KEJTYIOYKOB.
BapukosHoe paciivpeHue BeH MuileBoja 1-i cTerneHu.
Ddubpo3 reyeHw.

Hasnauena tepanus: cungeHadpwia uurpar (Pesa-
o) B mo3e 30 mr B cytku. Yepes 3 mec (02.2016 1) ro-
CMUTATU3UPOBAH B TUTAHOBOM TOPSIAKE TSI KOHTPOJIb-
HOTO 00cyeoBaHMs Oe3 aKTUBHBIX kajob. [Ipomomrkaer
nosyyath cuiageHadwia uutpar (Peaumo) 30 mr/cyt.
IMepeHocMMOCTS TTpeTiapaTa yIoBJIeTBOPUTETbHAS.

Ha sTtom ¢oHe oTMeueHa TOJ0XUTeNIbHAs AUMHAMU-
Ka: pebCHOK JIydIlle TIepeHOCUT (hU3UIECKYIO Harpys3Ky,
CHHKOTIE ¥ MX 9KBUBAJICHTOB He OTMe4YeHO. Takke oTMe-
YaIOTCs YIIYJIIIEHWs] B JTAOOPATOPHBIX IMOKA3aTeNsIX: Mo~
BBIIIIEHUE YPOBHS TpoMOoLuToB 10 129 000/M71; B OMOXM-
MUYECKOM aHajn3e KpoBu HopMmanm3anun ypoBHs ACT
(24,0 E[1/n), cHuxXeHUe YpoBHsI 00llIero OuaupyouHa
(24,8 Mmxmonb/1).

DxoKapauorpaMma: TIpaBble OTHEIBI Ceplila yMe-
PEHHO YBEJTMUYEHBI, CUCTOJIMYECKOE TaBJICHUE B JIETOU-
HOW apTepuu CHMU3WIOCH A0 45 MM PT.CT. (10 Tepanuu
117 mm prt.cT.). InHaMKMKa sXoKapauorpaduiecux mpu-
3HAKOB JIETOYHOW TMIIEPTeH3UU TTAallMeHTa MpeACcTaBIeHa
B TabJ. 3.

BbiBoAbI

1. BueneueHouHas IIopTajibHasA TUIICPTCH3UA —
OIHa U3 IMPUYNH pa3BUTUA TAKUX OCJ'[O)KHCHI/Iﬁ, Kak Jie-
To4yHad apTepuajibHasd TUIICPTCH3UA, KOTOpasd MOXET
Pa3BUTHCA OAXKE y YCIICITHO OIICPUPOBAHHBIX OOJIbHBIX.

2. CuHKONaJIbHBIE COCTOSTHUS Yy NainuMeHTOB C KOp-
pI/IFI/IpOB&HHOﬁ BHEIMEYEHOYHOU l'[OpTaJ'[bHOVI TUTICPTCH-
3Ue MTOJKHBI BbI3bIBATH HAaCTOPOXEHHOCTbL B OTHOIIIEC-
HUU JIETOYHOM TUTICPTCH3UMN.
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