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JleroyHast aprepuanabHasi TMIIEPTEH3MsI, aCCOLIMMPOBAaHHAas
BPOXJIEHHBIMU MOPTOKABaJIbHBIMU IIIYHTAMU — HOBast popMa
MOPTONYJIbMOHAJBHOM TMIEPTEH3MM Y AeTeil U B3pOCIbIX

Muxkaamesny M. M.}, ITorpoxosa E. A.', Mopozos A.A."?
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JleroyHas aptepuancHas runepteHsus (JIAN), accoummnpoBaHHas ¢ nop-
TaNnbHOW rYNEpPTEH3UEN, UAKM NOPTOMYAbMOHANbHAS TUNEPTEH3US, SIB-
NAETCA TAXENbIM, XW3HEYrpOXaloLMM OCNOXHEHMEM MOPTabHOW
rMNEpTEH3NN /UK NOPTOKABANBHOTO LIYHTMPOBaHWS. BpoxaeHHble
noptokaeanbHble WyHTbl (BIMKLL) — pegkas cocyauctas aHomanus
nopTanbHOM CUCTEMBI, MPUBOASLLAS K Kackafy TSXENbIX natoduano-
NOrMYECKMX peakumii U MySbTUCUCTEMHOMY MOPaxeHuto, Bktodas JIAT,
Y3110BOE MOpaXeHWe MeyYeHn, KOrHUTUBHbIE, METaBoNYECKMe, MMMYH-
Hble, FeMaTosIorMYeckme 1 ANCrOPMOHaNbHbIE HApYLIEHWS. Taxenble
CepAeYHO-NeroyHble OCNIOXHEHUS BbISIBNAIOTCS Oonee yem y Tpe-
™! 60nbHbIX ¢ BIMKLL, 4To fIBNSIeTCH OCHOBHOIN NPUYMHOWM UX rnbenn.
B ctatbe npuBoaMTCS onmcaHve natopranonoriu, KIIMHUYECKUX Xapak-
TEpUCTUK, 0COBEHHOCTEN ANArHOCTUKM 1 BOSMOXHOCTEV COBPEMEHHO
TapreTHOW Tepanum 1ero4Hon apTepUanbHON rMnepTeH3UM, aCCoLMNPO-
BaHHOW C BPOXAEHHbIMM NOPTOKABaIbHBIMU LUYHTaMW. MaumneHTsl ¢ JIAT,
accoummnposaHHoi ¢ BIMKL (JTAT-BIKLL) HyxaatoTcs B KOMNAEKCHOM
CrneLyann3npoBaHHOM NOMOLLM 3KCNEPTHOrO LeHTpa. s nonrocpoy-
HOr0 YCMeLIHOro BeleH!si NaLMEHTOB peLLatoLLee 3HAYEHNe MEEeT Mo-
CTOSIHHAs!, afleKBaTHasi CTEMEHW TAXECTV 3aboneBaHusi, TapreTHas Tepa-
nust JIAT B coO4ETaHUM C XMpyprudecknm neveHmnem BIKLL.

KnioyeBbie cnoBa: BPOXAEHHbIA NOPTOKABaNbHbIN LUYHT, NErovyHas
apTepuanbHas runepTeHaus, NopPTonybMOHaNbHas rUnepTeHans, aeT-
CKuWi1 BO3pacT.
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Pulmonary arterial hypertension (PAH) associated with portal
hypertension, or portopulmonary hypertension, is a severe, life-
threatening complication of portal hypertension and/or portocaval
shunt surgery. Congenital portocaval shunts (CPSSs) are rare vascular
anomalies of the portal system, leading to severe pathophysiological
reactions and multisystem damage, including PAH, liver nodules,
cognitive, metabolic, immune, hematological and hormonal disorders.
Severe cardiopulmonary complications are detected in more than
a third of patients with CPSSs, which is the main cause of their death.
The article describes the pathophysiology, clinical characteristics,
diagnostic features and possibilities of modern targeted therapy for
CPSS-associated PAH. Patients with CPSS-associated PAH require
comprehensive specialized care in an expert center. For long-term
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successful management of patients, continuous targeted therapy for
PAH, in combination with surgical treatment of CPSSs, is crucial.
Keywords: congenital portosystemic shunt, pulmonary arterial
hypertension, portopulmonary hypertension, childhood.
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AP3 — aHTaroHUCT peLenTopoB aHaoTenuH, BMNKLL — BpoxaeHHbI nopTokasanbHbii WyHT, WJICC — MHAEKC Nero4Horo CoCyAUCToro conpoTtvenenus, JIAT — neroyHas aptepuansHas runepteqaus, JIAM-BMNKLL — JIAT,
accouuupoBarHas ¢ BMKLL, JIM — neroynas runepteHsus, JICC — neroyHoe cocyauctoe conpotusnenune, HMB — HuxHss nonas sexa, M — noptanbHas runepteqaus, MM — nopTonynbMoHanbHas rMnepTeH3us,
CU — ceppeuHbiii nuaekc, cpiJ1A — cpepHee faeneHve B neroqHoi aptepumn, NO — okcup asota, NT-proBNP — N-KOHLEBOI NPOMO3roBOI HATPUIYPETUHECKUA NENTUA.

KmoueBbie MOMEHTBI
Yro U3BECTHO O MpeaMeTe UCCIeT0BAHNUSA?

* [TlopronynbMoHanbHas runepteHsus (II1T7) — sTo
COCTOSIHUME, COMPOBOXIAEMOE COYETAaHUEM KPUTE-
pueB MOPTaJbHOM U JIETOYHOUW apTepUAIbHOM TH-
nepteH3uun (JIAT).

Yro 100aBASIOT Pe3Y/IbTATHI HCCIIETOBAHUSA?

e [III siBAsieTcsl OCNOXKHEHNUEM He TOJBKO MOpTaib-
HOI TUIIEPTEH3UM, HO U BPOXIEHHOTO MOPTOCHU-
cremHoro 1ryHTa (BTTKIII).

e JIAT gBnsieTcs OQHUM M3 OCHOBHBIX M TIPU 3TOM
MOTEeHUMANbHO (haTadbHbIX ocinoxHeHuir BITKIII.

* KnwoueBbiM otanuyueM JIAI, accouummpoBaHHOI
¢ BIIKII, or Tunuunoii IIII" saBagerca Hannuue
BPOXIEHHOTO MOPTOCUCTEMHOIO IIYHTUPOBAHUS
B OTCYTCTBME MEPBUYHOTO 3a00JIEBaHUSI MEUYECHU,
MPU 3TOM TTOKa3aTeJIM JaBJeHUs B MTOPTAIbHOI CH-
CTeMe MOT'YT ObITh HOPMaJIbHBIMU.

* [Ipu cBOeBpEeMEHHOI XMPYPIrUUYECKO KOPPEKIUU
BITKIII B panHeM Bo3pacte JIAI, accolmmpoBaH-
Has ¢ BITKII, MoxeT ObITh TOTEHLIMAIBHO U3JIC-
YUMOM.

Key messages
What is already known about the subject?
* Portopulmonary hypertension (PPH) is a condition
accompanied by a combination of criteria for portal
and pulmonary arterial hypertension (PAH).

What might this study add?

 PPH is a complication not only of portal hyper-
tension, but also of congenital portosystemic shunt
(CPSS).

* PAH is one of the main and potentially fatal com-
plications of CPSS.

* The key difference between PAH associated with
CPSS and typical PPH is the presence of congenital
portosystemic shunting in the absence of primary
liver disease, while portal pressure may be normal.

* With timely surgical treatment of CPSS at an early
age, CPSS-associated PAH can be potentially
curable.

BBenenue

Jlerounas aprtepuanbHas runepreHsus (JIAL) —
XpOHMYECKOEe Mporpeccupymoliee 3abojeBaHue, KO-
TOPOE XapaKTepU3yeTcsl TIOBBIIIEHUEM AaBJICHUS B CU-
CcTeMe JICTOYHOM HUPKYISLNU, KOHIICHTPUUECKUM pe-
MOJEIMPOBAHMEM JIETOYHOTO apTepUaibHOTO pyciia
C YBEJWYEHUEM JIETOYHOTO COCYIMCTOTO COTPOTUBIIE-
HUsI, HapacTaolIUM yBeJIMUYEHUEM IMOCTHATPY3KU Ha
MPAaBBI KeJyIoYeK C MOCIEAYIONUM pa3BUTHEM OU-
BEHTPUKYJISIPHOM CEpIeYHON HETOCTaTOYHOCTU U TIpe-
XIeBpeMEHHOM rudesnbto nanueHTa [1, 2]. Kpurepusmu
noctaHoBKM auarHo3a JIAT y neteii siByisieTcss KOMOMHA-
1IMsT TPEX OCHOBHBIX KPUTEPUEB, OTIPENENSIeMbIX Y IeTei
>3 Mec. XU3HU TIPU KaTeTepusalluy Cepilla: CpemHee
naBjaeHue B jerouyHoit aprepuu (cpdJIA) cocrasiser
>20 MM PT.CT.; naBjieHUe 3aKJIMHUBaAHUS JIETOYHOU ap-
tepuu <15 MM pr.cT.; uHaekc (MJICC) nerouHoro cocy-
avctoro conporusiaenns (JICC) >3 En. Byma/m? [1, 2].
3amava menMarpa, TepareBTa, KapauoJjiora — BbITION-
HUTb MaKCHUMaJIbHO TIOJIHOE OOCJienoBaHue IMallMeHTa
C 1IEJTBIO TIOMCKA BO3MOXKHBIX MPUIMH U TTYCKOBBIX (pak-

TOPOB, BJIMSIHUE Ha KOTOPbIE MOXET YIYYIIUTh KPAaTKO-
CPOYHBIIA U 1OJTOCPOYHBIN MPOrHO3 3a00JIeBaHUSI.
IMTopronyneMoHanbHas runepreHsus (III1T) saB-
JISIETCS PeNKUM, HO CEPbE3HBIM OCJIOXHEHUEM IOp-
TaJIbHOU TMINEPTEH3UU WIM MOPTOKABAJIBHOTO IIYHTHU-
poBanus. JIAI, accouuupoBaHHasi ¢ BPOXAEHHBIMU
nopTokaBaJibHbIMU 1TyHTaMu (BITII) (JIAT-BITKIIT) —
Tsikenas ¢hopMa JerouHoOi BacKyJaoMmaTuM, KOTopasi Ha
PaHHUX 3Tanax MOXET ObITh MOTEHLIMAIBHO U3JIEUMMOI
[3]. CornacHo onpeneneHuo BceMupHoii opraHuzauuu
3npaBooxpaHeHusi, kputepueM [T sBnsiercs omHo-
BpeMeHHoe Hanuuue JIAT u mopranbHO TUNepTeH3UN
(IT"). XpoHuyeckue 3a00ieBaHUS MTEYEHU, COMPOBOXK-
Jarolurecs TMOBBIIIEHUEM BHYTPUIEYEHOUYHOTO CO-
CYIMCTOTO COMIPOTUBJIEHUS, TPUBOJAT K YBEJIMYECHUIO
JNaBJICHUSI B MOPTAJIbHONW CUCTEME U MOCTEIEHHOMY
(opMupoBaHUIO BHYTPU- WU BHEMEUYEHOYHBIX MTOPTO-
CUCTEMHBIX KOJIJTATEPATIbHBIX COCYAOB U IIYHTOB, OC-
HOBHBIM NaTO(MU3NOJOTMYECKUM TOCIENCTBUEM KOTO-
PBIX SIBJIIETCS IIIYHTUPOBAHUE MOPTOME3EHTEPUATBHOMN
KPOBU B JIETOYHBII, a 3aTeM CUCTEMHBII KPOBOTOK [4].
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KitoueBbiM ominuueM JIAT-BITKIII ot tunuunoit ITTT
SIBJISIETCSI HAJIMYME BPOXIEHHOTO TMOPTOCUCTEMHOTO
LIIYHTUPOBAHUS B OTCYTCTBUE MEPBUYHOTO 3a001€BaHUS
TEeYeHU, TIPU PTOM TTOKA3aTesId JaBJIeHUs B TOPTATIbHON
CHCTEeME MOTYT GbITh HOpMaJIbHBIMU [3-6].

B ocHoBe 3aboeBaHUs — penKasi COCyaucTast aHO-
Mayius, BbI3BaHHas HapyLIEHUSIMU 3MOPUOHATIBHOTO
Pa3BUTHUS CUCTEMbI BOPOTHOU BEHBI, BOZHUKAIOIIUMU
B TiepBbIe 4-6 Hel. GepeMEHHOCTH B pe3yJibTaTe HermoJl-
HOI TpaHCchOpMaLMU COCYAOB MEXIY CUMMETPUYHBIM
SMOPUOHATBHBIM U ACUMMETPUYHBIM (DETATbHBIM Ie-
YEHOYHBIM U OKOJIOTIEYEHOUHBIM KPOBOOOpallleHUEM
U TipuBoASIIast K GOPMUPOBAHUIO AHATOMUYECKOTO CO-
OOIlIeHUs C TAaTOJIOTMYECKUM YaCTUYHBIM WU TTOJTHBIM
IIYHTUPOBAHUEM IMOPTOME3EHTEPUATbHON BEHO3HOM
KpOBU B cucteMy HuxkHel monoii BeHsl (HITB), Mmunys
(busnosornueckuii Me4YeHOUHbIN KIUPEHC, B OTCYTCTBUE
[ePBUYHOrO 3a00jIeBaHus IieueHu [4-6].

B HOpMme BeHO3HBINf OTTOK OpIOIIHON IMOJOCTHU
COCTOUT U3 NIBYX Pa3lebHbIX HUPKYISILIUN — CUCTEM-
HOTO BEHO3HOTO0 OTTOKA W MOPTaJIbHOTO KPOBOOOpa-
wmeHus. [TopTasibHas BeHa 0Opa3yeTcs: MyTeM CIUSHUS
BEpXHe-OpbIKeeuHO U cesle3eHOUYHOl BeH. KpoBb u3
CHUCTEMBbI MOPTAITBHON BEHBI IPEHUPYETCS B IE€UYEHb,
a 3aTeM, MPOWAS MeYeHOUHbIN KJIMPEHC, Yyepe3 meve-
HouHble BeHbl B HIIB, npu aTOM aHatoMuueckue cBsi-
31 MEXIy KOMIIOHEHTaMU MOPTAJbHON CUCTEMBI U CU-
CTEMHBIMUA WJIMA MEYEHOUYHBIMU BEHAMU BHYTPU WU
BHE MEYEHU OTCYTCTBYIOT. IlOpTOCHUCTEMHBIN WIYHT
TPUBOIUT K "KOPOTKOMY 3aMBbIKaHWIO" BCEll MW 4acTh
MOPTAJIIbHOUW KPOBU, KOTOpas MepexXoauT U3 OOJIbIIO-
ro Kpyra KpoBooOpalleHus B Majblil, He TIepdy3upyst
neuyeHs [5, 6]. [lpy naHHOI aHOMaIMKU BEHO3HAsI KPOBb
U3 BEpXHEN M HUXKHEN OpbIKeeUyHOI BEH, COCAUHSSICh
C CeJIE36HOYHON BEHOM, APEHUPYETCH IOCPEACTBOM
AHOMAaJIbHOTO COOOIIEHUSI HEMOCPENCTBEHHO B CU-
CTEMHYIO BEHy, a 3aTeM B MpaBoe MpeAcepaue, MUHYS
KaNWUIIPHYIO CUCTEMY MeYyeHU U (HU3U0TOTUYECKUMN
nevyeHouYHbI KiupeHc. LIlyHTHUpoBaHUE MOXET UCXO-
JIUTh U3 TIPUTOKA BOPOTHOI BEHBI (HAIIPUMED, U3 BEPX-
Heil OpbIKeeuyHON BEeHbI, HUXKHE! OpbIKeeuHO BEHBI
WIN CeJIe36HOYHON BEHBI), U3 OCHOBHOI BOPOTHOI
BEHbI WIN U3 €€ BeTBeil. MecToM CUCTEMHOTO OKOHYa-
HUs 00bIuHO siBasieTcss HITB, HO MoxeT ObITh U JitoOast
CHUCTEeMHas BeHa, BKJIIOYasi BETBU IMEUYEHOUYHbIX, ITOYEY-
HBIX WJIM MMOAB3IOLIHBIX BeH [3, 3, 6].

KittoueBbIM maTohU3NOI0rMYECKUM (PaKTOpOM
BITKII gBasieTcss apeHaX MNOpPTOME3eHTepuaabHOI
BEHO3HOI KPOBU, coiepxKallleif HAOTeHHbIe MPOAYK-
Thl METa00JIM3Ma, Ba30aKTUBHbIE TOKCUHBI, ajljiepre-
HbI, a0COPOUPOBAHHBIE XKETYTOUHO-KUIIIEUHBIM TPaK-
TOM, KOTOpbI€, HE MOABEprasich (pu3nOJIOTUYECKON
WHAKTUBAllUUM U META0OJU3MY B MEUEHU, HAMPSIMYIO
MOCTYNalT B MpaBble KaMEPhI CEP/LIA, Tajiee B JIErou-
HbIA, @ 3aTeM B CUCTEMHBIII KPOBOTOK, UTO BbI3bIBa-
€T TSKeJIble MYJIbTUCHUCTEMHBbIE MaTo(MU3noJornye-
ckue peakuuu [7]. CBoeBpeMeHHas] AMArHOCTUKA

U XUPYpPTUUYECKOe JIeUeHUEe MOTJIM Obl TIPEIOTBPATUTD
Pa3BUTHE TSIKEIBIX OCJIOXHEHUN WJIM YMEHBIITUTD UX
CTeTieHb, HO JI0 HACTOSIIEr0 BPEMEHU CYIIECTBYIOT
CJIOXXHOCTHU ¢ BepuduKaueilt 1mario3a, OTCyTCTBYET
COTTaCOBAaHHBIN MEXIMCIUTUIMHAPHBIN KOHCEHCYC 10
TaKTUKE BENEeHUs.

MertononoruyecKue noxxoabl

[Touck nuTepaTypHBIX MCTOYHUKOB TPOBENEH
10 3aroJioBKaM, COIEpKaHWIO aHHOTAILMA, KIIIoYe-
BBIM CJIOBaM B CHCTeMaX MHIEKCUPOBAHUSI HAYIHBIX
nyonnkanuit MEDLINE®, Embase®, BIOSIS Pre-
views®, PubMed, Google Scholar, Web of Science,
Cyberleninka u and Derwent Drug File. [TouckoBbI-
MM 3aIlpocaMM ObUTA KJTIOUEBBIE CJIOBA U BBIPAXKEHUS:
TMOPTOKABAJbHBIN IIYHT, JIETOYHASI apTepuaabHas Tv-
TepTeH3Ms, MOPTOITYJIbMOHAJbHAs JIeTOUHAsT TUTIEP-
TeH3Usl, NeTCKUI Bo3pacTt, congenital portosystemic
shunt, abernethy malformation, portal hypertension,
pulmonary arterial hypertension, medical treatment,
paediatrics. ImyOuHa moucka coctaBuia 35 JeT, Ha-
yyHasg ¢ 1986r. Crosb mupokas riyouHa rmoucka ooy-
CJIOBJIEHA PEIKOCTBIO maTojioruu. PaboTel, comepxka-
1IIMe TOJBKO pe3oMe, Te3UCHI, a TaKXe AyOJUPYIONTYIO
nHdopMaluio, 66N UCKIIOUEeHbl. HacTosmuit 0630p
OIMUCHIBAET OOOOIIEHHBIE U CUCTEeMaTU3UPOBAHHbBIC
naHHbie 40 TUTepaTypHBIX ICTOYHUKOB.

Pe3ynbTaTsi

Onuaemuoorusg BITKII noctoBepHO HeusBecT-
Ha. [To JaHHBIM €BpOMNeHCcKUX MeauaTpuIeCcKux LeH-
TpoB yactoTa Bctpeuaemoctu BITKIII MoxeT Bapbupo-
Batbes oT 1/30 Thic. 10 1/50 ThIC. XKUBOPOXIEHHBIX [8].
C MomeHTa nepBoro onucanus Ixx. AbepHetu B 17931
AHOMAJILHOTO CcOeNMHEeHUs BOpoTHOU BeHwl U HIIB
y 10-Mec. 1eBOYKU, B MUPE 3apErUCTPUPOBAHO BCETO
HecKoJbkux coTeH ciaydyaeB BITKIII, u auib HecKob-
KO OINMucaHMii BKJIoUYaau jerouHyto runepreHsuto (JII)
[9]. TTouck pycCKOS3BIYHBIX JIUTEPATYPHBIX UCTOYHU-
KOB MOKa3aj HaIW4yue eNUHUYHBIX MyOauKauuii, mo-
CBSIILIEHHBIX BO3MOXHOCTSIM XUPYPrUUYECKOTO JIeUSHUS
BITKII BHe koHTekcTa JIAL, u nuilb OqHO omucaHue
ciyuas JIAT, accounupoBaHHOII ¢ aHoManueir Adep-
HeTHu y B3pocioi nauueHTku [10]. YuuTteiBasg kiuHu-
YEeCKYyl0 3HAYMMOCTb 3TOW PENKOU COCYyIMCTON aHO-
MaJIU, BKJIIOYAsl PUCKU TSKEIOTO0 MYJIBTUCUCTEMHOTO
nopaxeHus, ¢ 2022r npenyioxXeH U AeHCTBYeT MEXIy-
HapoaHblii peectp mid usydyeHus BITKII y HoBopox-
JIEHHBIX, IeTell U B3pOCIBIX |5, 6].

Knaccndpukanus

Anatomuueckas kiaccudukauuss BITKII Bkito-
YaeT BPOXIEHHbIE BHYTPUIIEUEHOUHbIE aHACTOMO3BI,
B T.4. IEPCUCTUPYIOIINI BEHO3HBIII MPOTOK, U BPOX-
JIEHHbIE BHETIEYeHOUHbIe aHacToMo3bl [3, 11, 12]. Tpu
BHYTPUIIEUEHOYHBIX aHACTOMO3aX IIIYHT HAXOAUTCS Ha
YPOBHE BE€TBEIi BOPOTHOM BEHBI MOCJIE €€ pa3neeHuUs,
TOrna Kak MpU BHEIMEYEHOYHBIX aHACTOMO3ax IIYHT
dopmupyeTcs Mexay MpUTOKAMU MOPTAIbHONW WIU
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Taomuuna 1

Knaccubukanus BHenedeHouHbIX BITKII (AHomanus AbepHeTu) [11]

Tun 1 ToranbHOE OPTOKABATBLHOE IIYHTUPOBAHKE C MOJTHBIM OTBEICHUEM TTOPTATbHON KPOBU B CUCTEMHBIC BeHBI (LIYHT "KOHEI B 60K").
OrcyrctByeT mepdy3ust edeHN MOPTATLHON KPOBBIO
Tun [a — PasznenbHbIit 1peHax BepxHeli OpbikeeuHol 1 cene3eHouHoit BeH B HITB.
Tumn Ib — BepxHsisi OpbikeeyHast ¥ cesie3eHOUHAas BEHbI COSMMHSIOTCS, 00pa3yst KOPOTKYIO BHEMEYEHOUHYIO OOIIIyI0 BEHY, KOTOpast
Bnazgaet B HIIB

Tun 11 YacTryHOE MOPTOKaBaJIbHOE LITYHTUPOBAHKE

BopoTHast BeHa 1/1ii ee BeTBU TMIOIIIA3MPOBAHbI C YACTMYHBIM IITYHTUPOBAHUEM TTOpTanbHON KpoBu B HITB uepe3 BHeNeueHOUHbII
aHacToMo3 (1yHT "60K 0 60k"). [Tepdy3us neyeHn MOPTaTbHOM KPOBBIO YACTUYHO COXPaHEHA

[Mpumeuanue: BKITLI — BpoxaeHHblit mopTokaBaibHblil 1yHT, HI1B — HuXHs4 nonas BeHa.

OpbIXEECYHOI CUCTEM WJIM OCHOBHOIH BOPOTHOI BEHOM
W CUCTEMHOI BEHOW. DTU aHATOMUYECKUE Pa3IU4Us
MMEIOT 3HAaYeHUe, MTOCKOJbKY BPOXIEHHbIE BHEIEYe-
HOYHbIE LIYHThI PENKO 3aKPBIBAIOTCS CIIOHTAHHO, B TO
BpeMsl KaK BPOXIEHHbIE BHYTPUMEYEHOUHbIE ILIYH-
Thl UMEIOT CKJIOHHOCTb K CIIOHTAHHOMY 3aKPBITUIO
B paHHEM BO3pacTe, YTO CHMXAET UX KJIMHUYECKYIO
3HAYUMOCTb [3, 5, 6, 11-14]. IIpu nepcuCTUPOBAHUK
OTKPBITOIO BEHO3HOTO MPOTOKa Tocje 3 Mec. Xus-
HU BEPOSTHOCTb CITOHTAHHOTO 3aKPBITUS MUHUMAJIb-
Ha. B cinyvae, ecnu cnoHtaHHoe 3akpbitue BITKIII He
MPOU30IIIO B TeUEHUE 2 JIET XU3HU, CJIEAYeT PacCMO-
TPETh BOMIPOC XUPYPTUYECKOTO 3aKPBITUS IIIYHTA U3-3a
pucCKa pa3BUTHUsI HEOOPATUMBIX OCJIOXKHEHUI [3].

Jlo HemaBHeTO BpeMeHHU "Majbghopmaius Abep-
HeTu" SIBJISIIach STIOHUMOM BPOXKIEHHBIX BHeTeYe-
HOYHBIX TOPTOKABAJIbHBIX IIYHTOB. B 1994r Morgan G
u Superina R mpemioxuiu noapasaejieHue BHEIeYe-
HouHbix BIIKIIl Ha nBa aHaTOMUYECKMX TMOATHUIIA,
OMpENeNSIOIMNX KIMHUYECKOE TeYeHUE U IMOAXOIbI
K Tepanuu (tabnuua 1) [12].

BITKII npeactaBasitoT co00il CUCTEMBI ¢ HU3KUM
rpangveHTOM NaBJIEHUS MEXIY MOPTAIbHBIM U CUCTEM-
HBIM BEHO3HBIM KPOBOTOKOM, UTO SIBJIsIeTCSl (hyHIAMEH-
TaJbHBIM OTVIMYMEM OT TPUOOPETEHHBIX BHE- U BHYTPU-
TMEYEHOYHBIX IIYHTOB MPU COCTOSIHUSIX, OCIOXHEHHBIX
TIT" [3-8]. [1pu 5ToM 00BEM IIYHTUPYIOIIEH KPOBU MPU
BHereyeHouHoM BITKIII MoxeT ObITh CyllleCTBEHHBIM,
BBI3bIBAsI 00BEMHYIO MEPErpy3Ky MpaBbIX KaMep Cepala.

Knunuyeckue nposiBieHusi

KnvuHuyeckue nposiBaeHUs 3a007€eBaHUS OTIU-
YAIOTCS BbIPAXEHHOUW BapuabeIbHOCTBIO OT OeCcCUM-
NTOMHOIO T€YEHUS, MPEUMYIIECTBEHHOTO MOpaXeHUs
OTHOTO OpraHa, A0 TSDKENbIX MYJBTUCUCTEMHBIX MTOpa-
xeHuii [4-7, 13, 14]. I1pu 3TOM TSIKeCTh 3a00J€BaHUS
U €T0 OCJIOXHEHUI MPsIMO MPOMOPLIMOHAIBHBI BO3pac-
Ty Ha MOMEHT JAUarHocTuku [8, 13].

OcHoBHBIMM NATOGU3NOTOTHYECKUMHU TPOSIBJICHHUS-
MM, ONpeAeSIONMMHA TSKECTh M NPOTHO3 3200J1eBaHus,
apasiored [5-8, 12-18]:

1. Tlopaxkenue meyenu, oOyCIOBIEHHOE HENOCTAT-
KOM BEHO3HO! mepdy3und U MTOCTaBKU MUTATEIbHBIX
BEULIECTB B NTeYeHb. B HEOHATAILHOM BO3pacTe COCTOsI-
HUE MOXET MPOSBISATHCS XoJecTazoM. B mocnenyoiiem

MOSIBJISIOTCS MPU3HAKU TOOpPOKauyeCTBEHHBIX 00pa3o-
BaHWI EYEHU: OYarOBOM Y3J10BOI rMNEpIIa3uu, y3J10-
BOW pereHepaTUBHOM TMITePIUIa3uU, TeNaTOLE/ITIONSP-
HOI ageHOMBbI. Pexe cocTossHrEe MOXET OCIOXHUTHCS
3JI0KaYECTBEHHBIMU HOBOOOPA30BaHUSMU MEYeHU (Te-
MaTo0JaCTOMON U renaTolesUTIOISIPHONM KapIlIMHOMOI).

2. MeTadoimyecKue HApyHmIeHHsl, CBSI3aHHBIE C OT-
BelleHWEeM TMPOAYKTOB pacmaja U3 YpeBHON BEHO3HOU
CUCTEMbI HEMOCPEACTBEHHO B CUCTEMHBIN KPOBOTOK.
[lepBBIMU KIMHUYECKUMU TIPOSIBIICHUSIMU Y JeTei
paHHEro BO3pacTa CAYXXUT TUIEPrajakTo3eMusl U Tu-
MepuHCyIMHEMUYECKas (BCIEICTBUE HAapyLIEHUS Je-
rpajgalii TopMOHa B MeueHu) rurornukemusi. Cormac-
HO ONYyOJMKOBAHHBIM NaHHBIM, TUMEPrajlaKTO3eMUs
BhIsiBIIsIeTCst 'y 70% HoBopoxkneHHbIX ¢ BITKII. B 60-
Jiee MO3JHEM BO3pacTe JUAUPYET TUIepaMMOHUEMUS,
pexe BCTpeyYaeTcs TMOBBIIIEHUWE B CBIBOPOTKE KPOBU
YPOBHS MapraHia.

3. TemaToJoruyeckne HapymieHusi, KOTopble 00y-
CJIOBJIEHBI KoJeOaHUsIMU (HaKTOPOB CBEPTHIBAHUS
U TUPKYJUPYIOIINX aHTUKOATYISTHTOB U MOTYT TIPOSIB-
JISThCS CHUXKeHueM ypoBHs dakropos V, VII-X u yniu-
HEHHEM MPOTPOMOMHOBOTO BPEMEHU B COYETAHUU WU
6e3 TPOMOOLIMTOIIEHUU.

4. HapyuieHue (pyHKIUU MEYEHU, YIACTBYIONIEH
B CHMHTE3€ W Jerpajallyd rOPpMOHOB, MOXET MPOSIB-
JISITHCST IMCTOPMOHAJIBHBIMU HAPYIIEHUSIMH: JTUCPETYJIISI-
LIUSI TOHAM, BKJIIOYAs TUIIEPAHIPOreHUIO, TUTIOTUPEO3,
BTOPUYHBIA K AePUIIUTY TUPOKCUHCBSI3BIBAIOIIETO
0esika, CUHAPOM U30BITOYHOTO POCTA.

5. Nmmynnbie Hapymenus. [leyeHb siBsieTCS He-
OTHEMJIEMOI YacTbhlO PETUKYJIOIHIOTEIUATBHON CU-
CTEeMBbl U CIYXUT (UJIBTPOM IS KPOBU, BO3Bpalllalo-
meiicd K cepaly M3 XKeayAOYHO-KHUILIEYHOTo TpakTa.
O0xon OOIMPHOI CETU CUHYCOUAOB, OOOTaIleHHBIX
pe3uneHTHeIMU Makpodaramu (kietkamu Kymndepa),
noasepraet nauueHTa ¢ BITKII pucky remaToreHHbIX
nHdekuuit. KpoMe Toro, HapylieHre KJIUpeHca UMMY-
HOIJIOOYJIMHOB B TIEYEHU MOXET COMPOBOXIATHCS M-
MYHOIE(UITUTHBIMU COCTOSTHUSIMM.

6. HeiipoKOrHUTHBHBbIE HApyIIeHHsI, OOYCIOBJIEH-
Hbl€ TOBBIIIEHUEM YPOBHS aMMMAaKa, 3aBUCSIIUE OT
CKOPOCTU HapacTaHWUsI €ro KOHLEHTpaLUU, JJIUTENb-
HOCTU 3a0ojieBaHUS. BBIpaxXeHHOCTh KIMHUYECKUX
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MPOSIBJIEHUI MOXET BapbUPOBAThCS OT MaJ03aMETHBIX
U MO3TOMY HEJOOLIEHEHHBIX CUMIITOMOB, B BUIE TPYA-
HOCTel Mpu OoOydyeHUM B IIKOJE, HEOOBSICHUMOM 3a-
JNePXKKU YMCTBEHHOTO Pa3BUTUS peOEHKa, CUHApOMA
nedunrta BHUMaHUS, SMU3000B 1€30pUEHTALIMU U pa3-
JIPAXUTETbHOCTH, J0 TSKEbIX PACCTPOUCTB JTUYHOCTH,
KOTHUTUBHBIX HapYyUIEHWIA, aTaKCUU, CYAOPOT, KOMBI.

7. OnHO UM KOMOWHALIMS HECKOJbKUX CepeuHo-
JIETOYHBIX OCJIOXKHEHUH BBISBIISIOTCS Y TPETU OOJIbHBIX
¢ BITKIII:

+ TenaTomyabMOHAJBHBI CHHAPOM, TIPOSIBISIO-
IIUIACS B BUOE TSIXKENOW rmmokceMuu Ha oHe aud-
(y3HOII apTeprOBEHO3HOI Majlb(PopMalUU JETKUX;

* IIpekamuunsipuas JIT;

* CepneuHass HeIOCTATOYHOCTb C BBICOKHUM Cep-
JNIEYHBIM BBIOPOCOM, aCCOLIMMPOBAHHAS KaK C COIYT-
CTBYIOIIIMMU MOPOKaMU cepaua, Tak u ¢ JIAT.

BITKIII yacTo coyeTarTcsl CO MHOXECTBOM JIpy-
TUX BPOXIEHHBIX aHOMAJIUIA: B MEeIUATPUUECKUX UC-
clenoBaHMsIX Y 55% neteil BBISBISIICS CUHIPOM Te-
TepoTakcuu, y 45% — BpPOXIEHHBIN MOPOK cepila,
BKJIOYast ne(heKThl MEXIIPeNCcepaIHO Meperopoaku,
nedeKThl MeXKeTyI04YKOBOI Meperopoaku, OTKPBITHIA
apTepuaibHbIi IPOTOK, TeTpany Damio, y 18% — aHo-
MaJIUM aHyca U BPOXAECHHbBIE NedEeKThl TO3BOHOYHUKA
[5, 8, 11-13]. Accoumauus BITC ¢ BITKII AbepHetn
npenrnosiaraer odlllee MOBPEXIEHUE CTPYKTYp cepala
U TIOPTAJIbHOM CUCTEMBI Ha PAaHHUX CTaausIX dSMOpPUO-
HanpHOro pa3sutus. Hepenko Hanmuuue BIIC ¢ apre-
PUOBEHO3HBIM COPOCOM MacKUpyeT runeparuHamMuye-
ckue 3¢hdEeKTsl MOPTOCUCTEMHOTO IIYHTUPOBAHUS.
Couetanue BITC u BITKII accouuupyetcs ¢ psaom
TEHETUYECKUX U XPOMOCOMHBIX aHOMAaJuil, B T.4U. IO
27% GoabHBIX, cTpagaioT cuHapoMoM lllepereBckoro-
Tepuepa [7].

JIAT gBasieTcsi OIHUM M3 OCHOBHBIX U TIPU 3TOM
noTeHLUalbHO (atanbHbIXx ociaoxHeHuit BITKIII.
C pa3BUTHEM METONOB BU3yalM3allMM B IOCJIEIHUE
necsarunetus BITKII Bcs yalue BBISIBISIIOTCS Y neTeit
¢ HeoObsicHumoit JIAT [4-7, 18-20].

PasButue JIAT y GONBHBIX C aHOMAJUSIMU CUCTE-
MbI MOPTAJIbHOM BEHbI MOKa3biBaeT, uto [1I" He aBseT-
csl 00s13aTeNIbHBIM (haKTOPOM, MPOBOLIUPYIOIIUM pa3-
Butue I1I1I. ITo HalleMy MHEHUIO, 3TOT (PakT TpedyeT
nepecmoTpa onpeneneHus: auarHosa IITIT, kpurepus-
MU KOTOPOi HEOOXOAUMO cUUTaTh He coueTaHue JIAT
u IIT, a couetanue npekanuuisipHoit JII' 1 noprocu-
CTEMHOTO IIYHTUPOBAaHUS (BPOXIEHHOTO WIU MPUOOD-
PETEHHOTrO0, B T.Y. XUPYPTUYECKOTO).

Bo B3pocnoit nonynsiuuu ITIT passuBaerca y 1,1-
6,3% nauuentoB ¢ I1I, B GOJBLIMHCTBE CIIy4yaeB O0Yy-
CJIOBJICHHOU 1LIUPPO3OM IMEYE€HU, XOTS HEUUPPOTUYEC-
ckue npuuuHbl TIIIT, BkiIoyasi TpoMOO3 BOPOTHOM
BEHBI, I'PaHYJIEMAaTO3HYIO 00JIe3Hb, AayTOMMMYHHbBIE
3a00J1eBaHUs, JIEKAPCTBEHHbIE peaklUuu, UHGMEeKIUU
(takue xak renatut C) [20, 21]. ¥V meteit ¢ IIT" pacnpo-
crpaneHHocth TIITN koneGnercs ot 1 no 5,2% [4, 21].

IlepBble onucaHust enrHUYHBbIX ciaydaeB JIATL, acco-
uuupoBaHHbIXx ¢ BITKII 6e3 mpu3HakKoB MEPBUYHO-
ro nopaxeHus neuyeHu u II, onybaukoBaHbI B KOHIIE
MpOIILIOro-Havaje HblHelIHero Beka [22, 23]. ITo Mepe
HaKOIUIEHUsI TaHHBIX OBIJIO YCTAaHOBJIEHO, YTO 3Ta (hop-
Ma JIAT' He Takas yxX penkasi. PacmpocTpaHeHHOCTb
JIAT y nereit ¢ BITKIII MmoxeT BapbMpOBaThCS B 3aBUCH -
MOCTH OT perroHa nonysiuuu ot 10 1o 45%, uto onpe-
nensiet BITKII kak Benyuryto npuunny [T B neTckom
Bospacrte [3, 4, 8, 18-20]. I1lo naHHBIM OTHOLIEHTPOBOTO
ucciaenoanus Bobhate P, et al., B koTopoM B TeueHue
5 ner Habmonanu 3a 104 nmanuentamu ¢ JIAT B Bo3pacte
ot 9 mec. no 31 rona, JIAT, accouuupoBanHas ¢ BITKII
nuarHoctupoBaHa 'y 10% 60mpHbIX [20].

B mimuTenbHOM MeEXITyHapOmHOM OOCepBallMOH-
HOM HaOmoneHuu 1989-2018rr, Kyaa BOLLIM JaHHbIE 66
MaLKMeHTOB CO cpenHuM BodpactoM 21 (0-66) ron us 23
ueHtpoB (benbrus, bpasunus, Benukoopurtanus, Mc-
naHus), ObL10 Moka3aHo, 4to JIAI' ocioxHuaa teue-
Hue BITKII y 15% 6GonbHBIX B Bo3pacTe oT 2 10 42 jieT,
y 29% pasBuiach neueHoOYHast sHLedanonarus, y 65%
0OJIbHBIX BBISIBUIIM Y3JI0BOE TIOpaXkeHUe TeueHu [6].

PeTpocrniekTHBHOE OJHOLIEHTPOBOE UCCAEIOBAHUE
Wu J, et al., u3yyaBuiee KIMHUYECKUE XapaKTePUCTUKHU
u ucxonsl 33 nereii ¢ BITKII 3a nmepuon 2012-2019rr,
rnokasaJjo, 4To pacrnpoctpaHeHHocTh JIAT B meguatpu-
YECKOM TTOMYJISIIAK BbIle u nocturaet 45% [19].

B Hacrosimee BpeMs CymieCTBYIOT HECKOJBKO TeO-
puii pa3sutus JIAT npu BITKIII:

— Toxcuueckast Teopust;

— lemommHamuueckast Teopusi, 0OyCIOBIEHHAs
YCKOPEHHBIM, MUHYIOIIUM Te4eHb, KPOBOTOKOM, T10-
CTyMaloINM B TIpaBble KaMephl cepilla U BbI3bIBAIO-
LM TePErpy3Ky 00beMOM;

— MukpoTpoMboTHIecKasi TeOprsi — HapyIIEHUST
Koaryasaiuu Ha (oHe HapylieHus (PyHKIIUU TeUYeH!,
KOTOpOE MPUBOAUT K TpoMO0aMOomueckoit JIT.

OcHoBHoi1 Bepcueit matoreHe3a JIAT mpu BITKIII
SIBJISIETCS] TOKCMYECKas, BKJIIOUAroIas BO3IeiiCTBIE Ba-
30aKTUBHBIX BEIECTB M TOKCUHOB, MPUCYTCTBYIOLINX
B KUIIEYHOUW LMPKYISAIUM (CEPOTOHWH, TMCTAMUH,
3CTPOTeH, TII0OKAaroH), KOTOpble, He METa0OIN3UPYSICh
B MEYeHU, MOIMAagaloT HETIOCPEACTBEHHO B JIETOYHOE
apTepuaJibHOE PYCJI0 M BBHI3BIBAIOT YCTOMYUBYIO Jie-
TOYHYI0 Ba30KOHCTPUKIIMIO U TOBBIIIEHUE JIETOUHOTO
COCyAUCTOro cornpotunieHus [4-7, 21, 22]. JlerouHast
COCYIMCTas CUCTEMa CTAHOBUTCSI ySI3BUMOM 1Ol BO3-
NEUCTBUEM 2HIOTOKCMHOB M MMMYHOMOIYJIUPYIOIINX
OaKTepUATbHBIX META0OJUTOB KUILIEYHOH MUKPOOUO-
ThI, KOTOpPbIE MOTYT TIPOHUKATh B BEHO3HBIII KPOBOTOK
[23]. TTomumo BO3AEHCTBUS TOKCMHOB U MPOAYKTOB
pacmana rmorepsi Me4YeHOUHOTO KJIMPEeHCa MOXET TIpH-
BECTU K HapYIIEHWIO CUHTe3a aHTMAaHTMOTeHHBIX (hakK-
TOPOB, BKJIIOUYAsT 9HAOCTATUH W aHTMOCTATUH, KOTOPHIE
00ecneynBaloT LEJOCTHOCTh JIETOUHBIX COCYIOB, YTO
TaKkXe MOXET OBITh IYCKOBBIM (PAaKTOPOM pa3BUTHUS
JIT. Tokcuueckue 3¢hdeKTh runepaMMOHUEMUN Ha
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nyTh okcuaa azora (NO), Bkitouass epMeHThI LIUKIa
uTpyInH-NO, apruHasy U poACTBEHHBIE METa00IU-
Thl B TOJIOBHOM MO3Tr€, U3yYeHbI Ha XXMBOTHBIX MOJE-
Jx [24]. NO obpa3zyeTcst U3 aMUMHOKUCIOTHI apTMHU-
Ha W MOJIEKYJIbI KUcaopoaa ¢ momMouipio NO-CUHTA3HI.
HutpynnuH, kak npoaykT NO-CUHTa3HOW peakluu,
MOXeT OBITh TlepepadoTaH B aprMHUH ABYMS (hepMeH-
TaMHU, YYaCTBYIOIIUMU B LMKJIE MOYEBUHBI: apTUHU-
HOCYKIIMHATCUHTETAa30i M apTMHUHOCYKIIMHATINA-
300i. XOTS MOJHBINA [IUKJI MOYEBUHBI SKCIIPECCUPYETCS
TOJIbKO B TMEYEHU, YKa3aHHbIe (PepMEHTHI SKCIPECCU-
PYIOTCSL B IPYTUX OpraHax, BKJIIOYasi MOYKU M SHIOTE-
Jmii cocynoB. HapylieHue obMeHa MOYEBUHBI U CBSI-
3aHHbIN ¢ HUM yTb NO — ellle oqHa padoyast Bepcus
natoreHe3a JIAI mpu BITKII [24].

IMaToduznonornyeckue U3BMEHEHUS JIETOUYHBIX CO-
cynoB, Habmonaemble Tipu TTIT, naeHTUYHBI MAKONA-
tudyeckoit JIAI' u BKJIIOUAlOT MATOJOTUYECKYIO Ba3o-
KOHCTPUKIIUIO, Tposrdepannio SHAOTEIUS U IaaKUX
MBIIILL, TJIEKCOTEHHYIO apTepUOoIIaTuio, TPOMOO03 in Situ
u ¢pudbpos [4, 18].

JInarHocTuka

Juarnoctuka BITKII TpeOyeT ueseBoro rnoucka
MpPU BO3HUKHOBEHUU KJIMHUYECKOTO MOAO3PEHUS WU
SIBJISIETCS CTyYaliHOI HaXoAKOU mpu 00CieqI0BaHUU T10
MOBOAY APYTUX 3a00ieBaHUN WIM HecreuudUuIecKux
MPU3HAKOB U CUMIITOMOB. B niutepatype Haubosiee yac-
TO ONmMChIBAIOT 4 cueHapus BoisiBienus: BITKIII [5, 6,
13, 21, 22]:

a) aHTeHaTaJIbHOE YJIBTPa3BYKOBOE UCCJIEIOBAHUE
TeYeHHU,

0) oOciegoBaHue MO MOBOAY HEOHATAJbHOIO XO-
Jlecrasa,

B) cydyaliHasl Haxojka,

I) LeJeHanpaBJeHHbI MOUCK MPU HAJTUYUU CU-
CTEMHBIX OCJTOXKHEHUH.

VabTpa3ByKoOBO€e MCC/IeIOBAHME MEYEeHU C JOMIie-
POBCKHMM HCCJIeIOBAHNEM, KaK MPABWIO, SIBJISIIOTCS UC-
CJeOBAHUEM MEPBON JUHUU U TO3BOJSIET OLUEHUTH
aHATOMUIO, MOP(OJIOTrUI0 MEYEHU U COCYIOB U BBI-
SIBUTh Pa3JIMYHbIe BapUAHThI MaJb(hOpMaIliKi COCYIOB,
B T.4. aHATOMUYECKOE COOOIIEHUE MEXAY CHUCTEMOM
BOpOTHOI1 BeHbI 1 cuctemoit HIIB [5-7, 25, 26].

KomnbloTepnasi Tomorpadgus OpIOIIHONH NMOJOCTH
¢ aHruorpadueil BOpoTHOI, OpbIKEEUHO U cese3e-
HOYHOI BEH, MAarHUTHO-PE30HAHCHAas ToMorpadus re-
YEHU ¢ KOHTPACTHBIM YCUJIEHUEM WJIM UX KOMOWHALUS
MOATBEPXIAeT 3a00eBaHUE, a TaKXkKe MO3BOJISIET BbI-
SIBUTb JIIOOBIE IPYTUE COMYTCTBYIOIINE AaHOMATUU U MO~
poku pasButus [5-7, 14-16, 25, 26].

WNuBa3uBHasa aHruorpadusi ¢ mpoBeneHUEM Mpsi-
MO mopTorpaduu ¢ OKKIIIO3MOHHOU MPOo0OOoil SBIsgeTCs
"30;oTeIM" cTanmapToM muarHoctuku BITKIII, mmo3Bo-
JISIOIIUM BU3YAJIM3UPOBATh CKPBIThIE BHYTPUIIEYEHOU-
Hbl€ BETBM BOPOTHOU BEHBI, OLIEHUTb T€MOIUHAMUKY
U BbIOpATh BEPHYIO XUPYPTUUYECKYIO CTPATETUIO Jieue-
Hus [13-16].

Tadmna 2
Kpurtepun noctanoBku nuarnosa JIAT-BITKII

Kpurepuu nocranosku nuartosa JIAT-BITKI

Hanunuune npexanuiisipHoii JIT mo naHHBIM KaTeTepu3alvu cepaia

Busyanuzauus BITKIL npu KT u/unm uHBa3uBHO# aHTHorpadun

OTCyTCTBHE APYTUX 3HAYNMBIX TIPUYUH MJIA COCTOSIHUIA,
JIOCTOBEPHO acCOLIMUPOBAHHBIX ¢ pa3BuTueM JIAT

[Mpumeuanue: JIAT-BKIIIL — nerounast aprepuaibHasi TUTIEPTEH3US,
ACCOLIMMPOBAHHAsI ¢ BPOXKIEHHBIM MOPTOKABANbHBIM IIYHTOM, JII —
sieroyHast runeptensusi, KT — komnbloTepHast Tomorpadus.

TunepamMmmoHuemMusi — yBeIuUyeHNe YPOBHSI aMMUa-
ka (NH;) u (ammonust, NH,") B kxposu >100 MKMOJIB/TT
Yy HOBOPOXIEHHBIX U >50 MKMOJIb/J1 y GoJiee cTapIimx
JeTeil U B3POCJBbIX BCJIEACTBUE HAPYIICHUS NETOKCU-
Kalluv aMMOHMSI B TITapeHXUMeE TIeUeHU, SIBJISIETCST Hau -
0oJiee YaCThIM CUMIITOMOM, BhISIBIIIEMBbIM y 90% nereii
¢ BITKII [17]. TTpocToii CKpUHUHT HA YPOBEHb aMMO-
HUSI B KPOBM HATOIIAK MMO3BOJISIET 3aMION03PUTh aHO-
MaJIbHOE TTOPTOKABAJIbHOE LIYHTUPOBAHUE MPU OTCYT-
CTBUM JPYTUX MPUYUH TUIlepaMMOHMeMUU. JluarHo-
ctuyeckuit mouck BITKII, kak mpUYMHBI CUMIITOMOB,
cllefyeT MPEennpuHsSTh Y MIAACHIEB C TUIOTIUKEMU-
el uiIu xoJecta3oM, y JeTeil crtapliero Bo3pacra npu
nuddepeHIIManTbHON TMarHOCTUKE Y3JI0B TIEYEHU WU
HaJIMYMU HEWPOKOTHUTUBHBIX HapymeHuit. Mckio-
YaTh HAJIMYUE BPOXIECHHBIX MajbhopMaliuii COCyaoB
MOPTAJIbHOU CUCTEMBI CTPOIO PEKOMEHIYETCS BO BCEX
ciyvasix HeoobsicHuMol JIAT y neteit u B3pocibix [5-7,
17-19].

Kpurepusmu noctanoBku auarHosa JIAI, acco-
uuupoBanHoit ¢ BITKIIT (JIAT-BITKII), sBastorcs
Hanuuyue npexkanuuisipHoit JII' mo naHHBIM WHBa3UB-
HOI OLIEHKU MapaMeTpOB TeMOAMHAMUKU, BU3yaan3a-
st BITKII npu KT u/wim uHBa3WMBHOW aHTHOTpa-
(un, oTcyTCcTBHE APYrMX 3HAYMMBIX IIPUYUH WIU CO-
CTOSIHUM, JTOCTOBEPHO aCCOLIMUPOBAHHBIX C PA3BUTUEM
JIAT (tabnuua 2).

VY 6onbimmHcTBa nanueHtoB JIAT-BITKII nposis-
JISIeT ce0sl Ha TIEPBOM WJIM BTOPOM AECSATWIETUU XKU3-
HU [4-6, 18-20]. B Tsxenbix ciyvasx JIAI MoxeT pas-
BUTBCST B paHHeM BospacTe [8, 12, 13]. Y 80% 6obHBIX
JIT" Ob11a mepBbIM MPOsIBJIEHUEM, KOTJAa OCHOBHBIMU
KJIMHUYECKUMU CUMIOTOMAMMU SIBJISUIMCH Xajao0bl Ha
OJBIIIKY, YTOMJSIEMOCTb, OOMOPOKHM, a COOCTBEHHO
BITKII BoisiBisiercst nmo3aHee [18]. IToaToMy ueneBoit
MOUCK U UCKJIIOUeHUEe MalbGopMaluili MopTaIbHON
CUCTEMBI CTPOro IMOKa3aH BO BCEX cliydyasiX HeoOb-
sgcHumoit JIT' kak y neteit, Tak U y B3pocibix. Bmecrte
C TeM, peryJisipHOe HabJIoJeHe C CUCTEMAaTUYeCKUM
MOHUTOPUHTOM COCTOSIHUSI CEpAEeYHO-COCYIAUCTON
U JIETOYHOI CUCTEM Y OOJIbHBIX C paHee YyCTaHOBJIEH-
HbiM auarHo3dom BITKII sBasieTcss panMoHaJIbHOMR
cTpaTerueil U Mo3BOJISIET CBOEBPEMEHHOTO BBISIBUTH
CepAEYHO-COCYIUCThIE OCJIOXHEHUS U Ha3HAYUTh UX
aZIeKBAaTHYIO TepaIuIo.
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Huarnoctuka JIAI' BKJIOYaeT MpeaBapuUTEIbHOE
obciiefoBaHue, B T.4. dJeKTpokKapauorpaduio, 3xo-
Kapauorpaguio no nporokoay JIT, peHTreHorpadpuio
TPYIHON KJIETKU, CTaHAApPTHbIE JaOOpPaTOPHbBIE TECTHI.
Huarnos JII' 1 ee reMoAMHAMUYECKOTO Kjlacca Bepu-
(unmpyercs npu katetepusalnuu Kamep cepaua. Jdus
WCKJIIOUEHUS IPYyTUX BO3MOXHBIX NpuuuH JIAI mpo-
BoAATCS (DYHKIIMOHAJIbHbIE JierouHble TecThl, KT-
aHruorpadus Jerkux, BEHTUISLIMOHHO-TIep(y3MOHHAas
clUHTUTpabUs JeTKUX, UHBa3UBHAas aHruorpadus Jyier-
KUX, MaTHUTHO-PE30HaHCHast ToMorpadus cepaiia u co-
CYIOB C KOHTPACTHBIM yCcUJieHUeM [ 1, 2].

Jleuenue 3a00eBaHus

Bue 3aBucumoctn ot tuma BITCII B Benenun ta-
KUX MallMEHTOB NOJKHA YYaCTBOBATh MYJIBTUAUCIIATLIA -
HapHasi KOMaH/a, BKJIIOYAIoIasi CeUaIUCTOB M0 UH-
TEPBEHIIMOHHOW PaaUOJIOTUU, COCYOUCTBIX XUPYPIOB,
KapIUOJIOTOB, TeMaTojoroB, HEBPOJOTOB, MICUXUATPOB
W Apyrue MeAuLIMHCKME CIIYKObI, €CJIM 3TOTO TpeOyeT
KJIMHUYECKasl KapTUHA MalMeHTa.

CpoeBpeMeHHOe xupypruueckoe jedyenue BITKII
SIBJISIETCSI €MMHCTBEHHO BO3MOXHBIM PaIUuKaJIbHBIM
METOIOM JIEYEHUsI, KOTOPOE TMO3BOJISIET CTAOUIU3UPO-
BaTbh COCTOSTHUE, IPEIOTBPATUTh Pa3BUTUE U YMEHb-
IIUTh CTENEHb BBIPAXXEHHOCTU MYJIBTUCUCTEMHBIX OC-
JoxHeHuit. OcHoBHas uenb Jeyenus:t BITKII cocrout
B pa300IleHUN TOPTATBHOTO U CUCTEMHOTO BEHO3HOTO
KPOBOTOKA U 3alllUTe MaJoro Kpyra KpoBooOpaleHus
OT MPEAIoJiaraeMoro OCHOBHOIO IMAaTOT€HETUYECKO-
ro MeXaHu3Ma: BO3[AEHCTBUS MOPTOME3EHTEePUATbHOMN
KpPOBU, IIYHTUPOBAHHON B JIETOYHBIN, a 3aTEM B CU-
CTEMHBII KpOBOTOK [3-7].

Taktuka xupypruyeckoro jedyeHus: BITKIII ompe-
nensieTcss aHatoMueit mopoka. IlanueHtaM ¢ aHoMaIu-
el AGepHeTu 2 TUMA MOXET IMTOMOYb MOJTHOE 3aKPhITHE
IIIyHTa, B TO BpeM$ KaK MallUeHThI C MOPOKAMU pa3BU-
TUs | TUMA MOTYT OBITh KAHAUIATAMU HA TPaHCIUIaHTA-
1uIo neyeHu. Becem O0IbHBIM ¢ aHOMaIUE AGepHETH
2 tuna u JII' moka3aHa KaTeTepu3alusl cepala B coue-
TaHWU C noprtorpadueil U Npodoii ¢ OaJTOHHON OK-
KJII03Uei 1yHTa. B psine KJIMHUK B KaUYeCTBE KPUTEPUS
IJISE IPUHSTUSL PEIIEHUS] O BO3MOXHOCTU 3aKPbITUS
MOpPOKa Pa3BUTUS MPEMIOKEHO BbISIBICHUE BHYTPUIIE-
YEHOYHOU MOPTAIBLHON CUCTEMBI NPU MPSIMON aHTHUO-
rpaduu. KputepreM onepabeabHOCTU SBISIOTCS pe-
3yJIBTAaThl TECTOB Ha OKKJIIO3UIO C UBMEPEHUEM TTOPTO-
cucteMHoro rpaaueHTa [3-5, 10, 11]. IIpu npoBeneHUMn
npsMoii moptorpaduu B IIYHT MOMENIAIOT BpEMEHHBIH
0aJUIOH, MPU 3TOM U3MEPSIOT JaBJI€HWE B BOPOTHOM
BE€HE U B 00JbIIOM Kpyre KpoBooOpameHus. Eciu
MOPTOCUCTEMHBIN TPagUeHT He >25 MM PT.CT., OaJIJIOH
OCTaBJISIIOT Ha cpok A0 3-x cyT. [Ipu nmepeHOocUMOCTH
0a/UIOHHOM OKKJIIO3UM MOCTOSIHHOE 3aKpPbITHE LIYyHTa
MOXET OBbITb MPOMOJKEHO SHAOBACKYISIPHBIM METO-
JIOM, UYTO 3aBUCUT OT aHATOMUYECKUX OCOOEHHOCTEM.
Pucku naHHOI mpolenypsl 3aKJIIOYalOTCS B KOMIIPO-
METalluu TOPTaJbHBIX KoJIaTepaseil, KpOBOTOKeE

B HIIB, meuyeHOUHBbIX BEHaX WIM APEHaXe U3 APYTUX
OpraHoB, TaKUX KaK CeJe3e€HKa WJIW MOYKMU, MUTpa-
LIMM YCTPOMCTBA B Ceplle U MaJblii KpyT KpoBOOOpa-
meHus. OTKphITasl onepanus pacCMaTpUBaeTCs, €CIu
€CThb MPOTUBOMOKA3aHUSI K UHTEPBEHIIMOHHOUN paauo-
goruu. 3akpbiTie BITKII cienyer paccMoTpeTh IO
TOrO, KaK MalMeHTy MCIOJIHUTCS 2 rofa, U3-3a BbICO-
KOTO pucKa pa3BUTUs nporpeccupytoieit JIAI u nop-
TOKaBaJIbHOI sHIedanomatnu [3, 13, 15-17]. Bémbpmras
YacTh MAllMEHTOB, KOTOPBIM ObLJa MpOBeIeHa OKKJIIIO-
3Ud IIyHTa B paHHEM BO3pacTe, MPU KOHTPOJbHOM Ka-
TeTepu3alluy cepala yepe3 12 Mec. mocie onepauuu
MoKa3aid CHUXEHUE WU HOPMaTU3alWI0 NaBACHUS
B JerouHoii aptepuu u JICC [3, 11, 12]. IIpu Goaee
MO3HEel AUaTHOCTUKE MOKa3aHa KOMOWHUPOBAHHas
TaKTUKA: coueTaHue xupyprudeckoro jeyenus:t BITKIIT
U MEIMKaMEHTO3HOoI Tepanuu. [lauueHtam ¢ Bepudu-
uupoBaHHoU npekanwuisipHoit JIT Ha done BITKII
cJiemyeT pacCMOTPETh KaK MOXHO 0oJjiee paHHee Ha3Ha-
yenue JIAI-cnenuduyeckoii Tepanuu, 00beM KOTOPOit
(MOHO-, ABOMHAs WM TpOIiHas) ONpenesseTcss Ha Oc-
HOBaHUM PE3YJIbTAaTOB CTpaTU(UKALIMU pUCKA HebJa-
TOTMPUSITHBIX COOBITUIA, BKJItOUasl JieTaabHOCTb [1, 2].

B cnyyae, eciu mpu3HaKu JIETOYHON BacCKyJO-
MaTUU BBISIBJIEHBI, JIOOOMY XUPYPTUUYECKOMY Jieye-
Huto BITKII nmosxHO mpeninecTBOBaTh TapreTHas
JIAT-cnenuduyeckass Tepanus W3-3a pUCKa MEPU-
OIepalMoOHHbBIX ocnoxHeHuit [18-20, 27]. IMoka3zaHus
K TpaHcIUlaHTauuu nedyeHu npu [T BkiItoyaoT mne-
YEHOYHYIO 3HIe(anonaTuio, HeMOAJAIOIIYIOCS Meau-
KaMEHTO3HOMY JIEYEHUIO, OMYyXOJIU MEeUYeHU, TaKrhe KaK
rernatobiactoma, (oxkanbHas y3jaoBas TUMNEpIUia3us
U COMYTCTBYIOIIME MOPOKU Pa3BUTHUS, TAKUE KaK aTpe-
31 XKeJYeBBIBOAAIIUX MyTeid. OlleHKa pUCKOB Mepu-
OMNEepalMOHHBIX OCJIOXHEHUI BKJIOYAET MapamMeTphl
reMoauHamMuku (tadmuna 3) [28]. Ecniu puck nepu-
orepaloHHOM JieTalbHOCTH cocTaBisieT 50%, TpaHc-
TUTAHTALAIO TEYEHU CIEAYET PacCMaTpUBATh C OCTO-
POXHOCTBIO. [T yIydiieHus TeMOAMHAMUKU CJIeayeT
MPOBOAUTH MpeaBapUTEIbHOE MEIUKAMEHTO3HOE Jie-
yeHue JIAT-cneuubuyHbiMU TipenapataMu. Eciau 1ie-
JIeBbIE MMOKAa3aTeJu HU3KOTO pUcKa OyayT JOCTUTHYTHI,
npoileaypa TpaHCIUIAaHTALlMY MeYeHU MOXET ObITh pac-
cMmoTpeHa. [IpoBeaeHue omepanuu CTPOTro MPOTUBO-
MOKAa3aHo MPU OLIEHKE pUCKa MepuornepalMoHHOM Jie-
taxbHOCTH B 100%.

ITo cpaBHeHMIO ¢ uauonarudeckoit JIAI' nauueH-
Thl ¢ T uMerT Xyalyo BbIKUBAEMOCTb. B oTcyT-
CTBUE JIEUEHUS TIPOTHO3 3a00JIeBaHUS HEOIaronpusT-
Hbli. [IaTUIeTHSST BBDKMBAeMOCTh MHTAKTHBIX B3pOC-
nbix nauueHToB ¢ IIIT cocrasnser Bcero 14,2% [21].
V nereit nnutenbHble HaGmoaeHus IIIIT, Bkiroyas
JIAT-BITKII, orpaHnyeHbl OMUCAHUSIMU HECKOJIbKUX
ciydJaeB, Tae 3-JeTHsS JIeTalbHOCTh cocTaBmiia 60%
[29]. KnroueBbiMU (pakTOpamMu THMOEAU AeTeil B 3TUX
rpymIax ObUTW MO3IHSIS IMArHOCTUKA U MOHOTepamnus
JIAT-cieuuduyeckumu npemnaparamu. Hampotus,
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paHHee U arpecCUBHOE JIeUeHUE C IPUMEHEHUEM KOM-
ouHupoBaHHOl JIAT-cnenuduyeckoil Tepanuu 3Ha-
YUTEIBHO YJIy4YlIasao MPOTrHO3 3a00JIeBaHUSI.

B nHacrtosgmee Bpems npu IIIIT ucnonb3ytorcs
Bce Buabl Tepanuu JIAT, onHaKoO peKOMeHAalluu OC-
HOBaHbl Ha OTPAaHUYEHHOM YPOBHE NOKAa3aTeJIbCTB
U3 HEOOJbIIUX CEepUil cilyyaeB, PEeTPOCIEKTUBHBIX
HWCCIENOBAHUNM W MHEHWU SKCHEepPTOB, IMOCKOJBKY
nmanueHTsl ¢ [ITIT mcxkimoyanuch m3 OOJBIIMHCTBA
KOHTPOJUPYEMBIX ucciaeaoBaHuii nmo JIAI-Tepanuu.
M3-3a onaceHUil MOTEHIMATbHON renaTOKCUYHOCTHU
nauueHTsl ¢ ITTIT ObUIM UCKITIOYEHBI U3 KIMHUYECKUX
HWCCIEeIOBAaHNUI aHTATOHUCTA PELIENTOPOB PHAOTEIN-
Ha (APD) 6o3eHTaHa, U Bpauu HEOXOTHO Ha3zHavalu
npenapar mauueHTaMm ¢ HUMppo3oMm neyeHu. OmHaKo
VYnpapieHrue Mo caHUTApHOMY Hal30py 3a KaYeCTBOM
MUILEeBbIX MPOnyKToB U MeaukameHToB CIIA u EB-
poreiickoe areHTCTBO IO OLIEHKE JeKapCTBEHHBIX
CPEeACTB 0100puanu OO3€HTaH IS JIeueHUs Bcex hopm
JIAT, He uckmouasa koHkpetHo IIIIT, nmpu ycioBuu
CTaOWJIbHOU (DYHKIIUU MEYEHHU.

Heb6onbpimoe HadmogeHnue B 20051 11 GoabHBIX
¢ INI1T, npuHuMaBIIUX OO3€HTaH B TEUEHUE OJHOTO TO-
Ja, TI0Ka3ajo, YTO OH YJIy4yllaeT TeMOAUHAMUKY (aB-
JieHue B mpaBoM npencepauu, cpJIA, JICC, pyHkuuio
cepaia), a Takxke (yHKIMOHATIbHbIE MOKa3aTeau, Npu
5TOM Tpenapar XOpoIlo MEPEHOCUJICS BCEeMU Mallu-
€HTaMU, MPU3HAKOB JIEKAPCTBEHHOTO MOPaxXeHUs Tie-
yeHu He ObL10 [30]. B mocnenyroiieM B MccaeTOBaHUM
3 PeKTUBHOCTU U Oe30MacHOCTU 003eHTaHA y TMalu-
enroB I1I1T" B 2013r acpdexkTuBHOCTH TIpenapaTa Obl1a
MOATBEPXKIEHA, OTHAKO, Y 5,5% MalleHTOB BhISIBJIE-
HO 3-KpaTHOE TOBbIIIEHUE YPOBHS TpaHCAMUHA3, YTO
SIBUJIOCH MPUYMHOI ero oTMeHbI [31].

B MHOTOLIEHTPOBOM OTKPBHITOM 24-Hen. Habsone-
Huu 31 B3pocioro nmamuenTta c¢ ITIIN 6put0 MokaszaHo,
YTO aMOpM3EHTaH YJydylllaeT TeMOIVMHAMUKY (daBJie-
HUe B mpaBoM mpeacepauu, cpdJIA, GyHKUIMIO MUO-
Kapaa), a Takxke (pyHKUMOHaJIbHbIe Moka3atenu [32].
HaubGonee yoenutenbHble noKa3aTeabcTBa 3G GhEKTUB-
Hoctu TapreTHoil Tepanuu npu [T monyyeHsl u3
PaHIOMU3MPOBAHHOTO IBOWHOIO CIEMOro Iuiaiedo-
KOHTPOJMPYEMOTO MPOCHEKTUBHOTO MHOTOLEHTPO-
Boro ucciaegosanusi PORTICO (PORtopulmonary
Hypertension Treatment wlth maCitentan — a ran-
dOmized Clinical Trial) ¢ ucnonszoBanuem APD manu-
TeHTaHa B 103¢e 10 Mr exxenHeBHO B TeueHue 12 Hen. [33].
Ha ceromHsiHuil AeHb 3TO €IMHCTBEHHOE PAHIOMU3H-
POBaHHOE KOHTPOJIUPYEMOE UCCIIeNOBaHUE, MOKA3bIBa-
[ol1ee MPeuMyIIecTBa JIeUeHUS] UMEHHO Y MalleHTOB
¢ IIIT ¢ TsKenbIM NpeKanuuISIpHBIM KOMITOHEHTOM
(uJICC >4 En.Byna). bolia gocturHyta nepBUYHas Ko-
HeYHasl ToYKa B BUIE 3HaUUTeAbHOTO cHUxXeHus: JICC
(Ha 35%) 1 MHOTOYMCJICHHBIE BTOPUYHBIE KOHEYHBIC
TOYKM, B T.U. yayuwieHue cpdJIA u dbyHkuuu cepu-
11a Ipu XopolieM Tpoduie 6e30MmMacHOCTU sl eYeHU
Ha (oHe Tepanuu MauuTeHTaHoOM. He BbISIBIEHO Cy-

Tabauna 3
Pucku nepuonepalimoHHO JIeTaTbHOCTH
y nauueHToB ¢ ITI1I mpu TpaHcmIaHTalu

neyeHu [28]
Puck Kpurepuu
TIeprOTePallnOHHON
JIETATBHOCTH
Huszkwuit cpJIA <35 mm pr.ct., JICC <3 En. Byna
Puck 50% cplJIA 35-50 mm pr.cT., JICC >3 En. Byna
Puck 100% cplJTA >50 MM pT.CT.

Ipumeuanue: JII' — nerouynas runeprensusi, [T — nopromnynbmo-
HaJlbHast JierouHas runepreHsust, cpIJIA — cpenHee qaBieHue B Jeroy-
Hoit aprepun, JICC — JIerouyHoe CoCyaucToe CorpoTUBIICHUE.

IIECTBEHHBIX Pa3IMUMil MEXIy TpynIaMu B JTMCTaH-
UM TIpU TecTe 6 MUHYTHOIN xomb0bl, DK 1 ypoBHSIX
N-KOHIIEBOTO MPOMO3TrOBOr0 HATPUNAYPETUYECKOTO
nentuga (NT-proBNP). Hebonblivie HEKOHTpOIUpy-
eMmble ucciaenoBaHusl 3GhGOEKTUBHOCTU WHTUOUTOPOB
dochonuasctepassl 5 Tuna npu [T npoaemMoHcTpuU-
pOBaJIM yydllleHWE TMOoKa3aTeseil JIerOuHO reMoauHa-
MUKU (naBjieHue B ripaBoM npencepauu, cpJIA, JICC,
cepaeuHasi (pyHKIMS), TTEPEHOCUMOCTU (DU3UYECKOI
Harpy3ku u ypoBHeil BNP u NT-proBNP 6e3 kakux-
b0 HexenaTenabHbIX 3 dexToB [34, 35]. B Hebob-
ol noarpymnmne 6oabHbIX ¢ [TT1I, BKIIOYEHHBIX B UC-
cnengoBanue PATENT-1 (Randomized, Double-blind,
Placebo-controlled, Multi-centre, Multi-national Study
to Evaluate the Efficacy and Safety of Oral BAY63-
2521 in Patients with Symptomatic Pulmonary Arterial
Hypertension), mpuMeHeHWe pyUoLUTYyaTa, CTUMYJISITOpa
PacTBOPUMOI T'yaHWIATIWKJIA3bl, TPUBOAUIO K yIyd-
meHuto remoauHamuku (JICC u cepnedHoro BeIOpoca),
®K u ypoBHst NT-proBNP) [36].

CuHTeTHYeCcKMe aHAJIOTY SHIOT€HHOTO MPOoCTallv-
KJIMHA CYUTAIOTCI HaubOosiee 3(pGheKTUBHBIMU Tpena-
patamu 1y TapreTHoil Tepanmuu Bcex TuUmnoB JIAT.
BHyTpuBeHHBIE aHAJIOTU PHAOTEHHOTO MPOCTALMKIIM-
Ha UCTOpUYecKU ObLIM mepBoil rpymnmnoit JIAT-che-
uuduueckoin Tepanuu y manuentos c IIII. Tpu JIT
OT YMEpPEeHHOU /0 TsKeJoil HenpepbiBHAss MHDY3US
MPUBOAWIIA K 3HAYUTEIbHOMY YIYYIIEHUIO (KaK OCTPO-
My, TaK ¥ IOJATOCPOYHOMY) MapaMeTPOB JIETOYHOU CO-
cynucroit remonuHaMuku (cpIJIA, JICC, cepnedHoro
BbIOpOCa) y HebousbIoi rpynnbl namueHtos ¢ TITIT
[37]. Onnako 60% GOJBHBIX U3 TSIKEIOU TPYIMIIbI MO-
rubau. Ilocnenyomue HaOMOAEHUS TOKa3alu JIy4d-
LIYIO JOJTOCPOUYHYI0 3(P(HEKTUBHOCTh HENIPEPHIBHOM
BHyTpuBeHHOU Tepanuu IIIII" mpoctaHoumamu, mo-
3BOJISIIONIEH TTePeXUTh TpaHCIUIAaHTAUMIO TledeHu [38].
K coxanenuto, aToT a(pdexT He HabIIOIaNICI Y UHTa-
JISIIIMOHHOTO MpocTaHouaa wiomnpocTa. JleueHue He
MPUBOAUIO K KAaKMUM-JIMOO 3aMETHBIM M3MEHEHUSIM
B TSIXKECTU reMoIuHaMuueckux HapyweHuii (cpdJIA,
JICC, cepneuHsblii BbiOpoc) y namueHToB ¢ IIIIT,
U OCTaeTCs HESICHBIM, 3aBUCST JIU TOJIOXUTEIbHbIE (-
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(extrl Tepanuu npoctauukauHoMm npu [T ot mytu
BBeneHus [39].

Knunuueckue vcciienoBaHus, HalpaBieHHbIE Ha
nsydyeHue 3QpGEeKTUBHOCTA U/UI1 OE301TaCHOCTH aro-
HUCTa PeleNTOPOB MPOCTALIMKIMHA CeJIeKCUIlara mpu
seyenuu INITN He mpoBoawnuck. JanHas rpynna JIAT
OTHOCWJIACh K KPUTEPUSIM UCKIIIOUEHUSI B UCCIEHO-
BaHuu GRIPHON (the Prostacyclin (PGI2) Receptor
Agonist In Pulmonary Arterial Hypertension). B nute-
parype onucaHbl eMMHUYHBIE IPUMEHEHUS 3TOTO Tpe-
napata y aeteil u mojonbix B3pocibix ¢ [T npu ne-
pexone oT BHYTPUBEHHbIX pocTaHounoB. Hannyuiiue
pe3y/bTaThl MOJYyYeHbl TPU MPUMEHEHUU KOMOUHUPO-
BaHHOI Tepanuu celeKcuIaroM B KomouHauuu ¢ APD
U uHruoutopamu pocdonuscrepassl 5 tTuna [40].

OcHOBa yCHEelIHOW CTpaTeruyu BeAeHUs BCEeX THU-
nos III1T, Bkirouast JIAT-BITKIII, 3akitouaeTcs: B co-
YeTaHUM aIeKBAaTHOM TSKECTU MENMKAMEHTO3HOM Te-
panuy U XUPYPruyeckoro jeyeHus ¢ 00s3aTeTbHBIM
pacyeToM MepruornepalioHHOrO PUCKa.

3akioueHne

BpoxaeHHbIe MOPTOCUCTEMHBIE IIYHTHI BCE yallle
MPU3HAIOTCS B MUPE B KaueCcTBE PEeNKoii, HO TMOTEHIIU-
anbHO uzneuynmoil mpuuunsel TITIT. CBoeBpeMeHHast Ux
XUpypruueckasi KOppekuus Mo3BoJjisieT u3dexaTb TskKe-
JIBIX MYJBTUCUCTEMHBIX OCJIOXKHeHUM, BKitodas JIAT.
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