YK 616-007-053.1
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AnHoraunusi: B Hacrosimeil crarbe mpeacTaBjeH 0030p HAY4YHBIX MyOJHKAUMI MO H3YyYEHHIO ITHOJIOTHH,
naToreHe3a, AMArHOCTUKH U JieYeHHs MePBUYHOI JierouHoi runepren3nu. [leppuynas jerouHas runepTeH3us
npeAcTaBJIsAeT co00il Nmporpeccupymoiiee, peuuJInBUpylollee, Heu3jleuuMoe 3a001eBaHNe HEYCTAHOBJIEHHOM
3THOJIOTHH, XapaKTepHu3ylolleecs: peMoAeJHPOBAHUEM JIETOYHOI0 COCYMCTOr0 Pyc/ia ¢ NPenMYyIIeCTBEeHHBIM
NMOpaskeHHEeM JHMCTAJIBHBIX JIETOYHBIX apTepuii. /lMarHocTM4eckMM KpuTepueMm 3a00/1eBaHMSI SABJISIETCS
TOBBIIIEHNE CPeIHEro NAaBJjeHHs B JIero4Hoi aprepum Gosiee 25 MM prT. cT. [MarHocTHKa JIeroYHOI
TUIIEPTEH3MH TPYAOEMKa, MOCKOJbKY KJIHHHMYeCKHe TNposiBleHUsl 3a0ojeBaHusl HecneUMPUUHBI U
HANIOMUHAIOT BPOKIEeHHbIH Nopok cepauna. IlepsuyHast IErouHasi runepTeH3ns ABJAsETCH peaKoii maToaoruei
(mmartHocrupyercst 2 ciay4das Ha 1 MJUIH JeTeif), MPU 3TOM OCTaeTCs aKTyaJdbHO#i MpodJeMoil MPaKTHIECKOM
NMeANATPUH, TAK KaK BeeT K Pa3BUTHIO H NMPOrpecCHPOBAHUIO MPABOKEIYA0YKOBOH HEAOCTATOYHOCTH, YTO
3HAYMTEJIbHO CHIKAET KadecTBO JKH3HH pe0eHKa W 00YyCJOBJMBAET PAHHIOKW WHBAJTUWAN3ALMUIO H
Npe:KIeBpeMEHHYI0 CMePTh.
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Resume: This article provides an overview of scientific publications on the study of the etiology, pathogenesis,
diagnosis and treatment of primary pulmonary hypertension. Primary pulmonary hypertension is a
progressive, relapsing, incurable disease of unknown etiology characterized by remodeling of the pulmonary
vasculature with predominant involvement of the distal pulmonary arteries. The diagnostic criterion for the
disease is an increase in the average pressure in the pulmonary artery of more than 25 mm Hg. Art. Diagnosis
of pulmonary hypertension is laborious, since the clinical manifestations of the disease are nonspecific and
resemble congenital heart disease. Primary pulmonary hypertension is a rare pathology (diagnosed in 2 cases
per 1 million children), while it remains an urgent problem of practical pediatrics, as it leads to the development
and progression of right ventricular failure, which significantly reduces the quality of life of the child and
causes early disability and premature death.
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[lepBuunas nerounas rumneptensus (IUUII) - aTo penkoe 3aboneBaHHe HEyCTaHOBJIEHHOMN
ATHOJIOTUH, KOTOPOE XapaKTEPU3YETCsl 3HAYUTENIBHBIM YBEJINYEHHEM JIETOUHOTO COCYAMCTOTO
CONPOTHUBJICHHMS], TTOBBIIIIEHUEM JABJIEHUS B JETOYHOW apTEPUU, UMEIOIIHE MPOTrPECCUPYIOIIEEe



TEYCHHUE C Pa3BUTHEM IIPaBOKEIYI0YKOBOW HeocTatouHocTH [1]. PacipocTpaneHHOCTH JaHHOTO
3a00JIeBaHHs COCTABIISIET 2 ciy4vast Ha 1 MIIDTHOH yenoBek. HeyTemmurenbHbl JaHHbIE CTaTHCTHKH
BeDKMBaeMocTu nanueHToB ¢ [JII - mpu OTCYTCTBUUM Tepamuu CpeqHss MPOAOJDKUTEIBHOCTh
JKH3HU COCTaBJISIET OKOJIO 3 JIET C MOMEHTA [TOCTAHOBKH JTMarHo3a [2].

Hens wucciaenoBanms. Llenpio paboThl SBISETCS HM3YYCHHWE HA OCHOBAaHHMHU JIUTEPATYPHBIX
UCTOYHHKOB AaCIEKTOB 3THOINATOTeHE3a, KIMHUYECKUX IMPOSBICHUN, TMArHOCTHUKH W JICYCHHS
HaLUECHTOB C ICPBUYHOM JICTOYHO TUIIEPTEH3UEH, 8 TAK)KE BOIPOCOB IIPOTHO3a M peaOHIHTALIUH.

Martepuajbl M MeTOALI HccjaenoBanus. [lonck W 0030p Hay4HBIX ITyOJIHKAIH,
pa3sMEIICHHBIX Ha OJJICKTPOHHBIX pecypcax: https://pubmed.gov, https://cyberleninka.ru,

https://www.elibrary.ru.

OOcyxaenne: DTHUONOTUS TEPBUYHON JIETOYHOM TUIEPTEH3UMH OCTACTCSl HEBBIICHEHHOM,
HECMOTpS Ha AaKTHMBHOE HU3y4€HHE MPOOJIEMbl, OJHAKO HCCIENOBATENH MPEANONaraiT, 4To
3a00JI€BaHUE€ TEHETUYECKH JETEPMUHUPOBAHO. JlMarHo3 HACIEICTBEHHOW TMEPBUYHOU
apTepuallbHON TUNEPTEH3UU YCTAaHABIMBACTCS B CHUTYallMH, KOrjJa OOHapy)XHUBaeTcs OJHA W3
HECKOJIbKMX T'C€HETHYECKUX MyTalui. MyTaluu B pernentope KOCTHOTO MOP(HOTreHETHYECKOTO
6enka 2 ( BMPR2 ) obuapyxuBatotcst y 75% nanuentos ¢ ITJII'. JlaHHBIA T'eH JIOKAJHU30BaH B
nokyce 2033 BTOPOil XpOMOCOMBI, KOTOPBIA KOAUPYET KOCTHBIA MOP(HOTreHeTHYECK A OSITKOBBINA
perentop 2 u peryaupyer pocT U nponudepanuio SHAOTEIHUs. 3aboneBaHHe HACIEAYeTCs IO
ayTOCOMHO-IOMHUHAHTHOMY TUITy. OTHAaKO y OcTaNbHBIX 25% O0IbHBIX 0OHAPYKUBAIOTCS JPyTHe
conyTcTByomue reHerndeckue myranuu. K aum otocarcess ACVLRL , ENG , SMAD4 u BMP9,
U3 KOTOpbIX TIE€pBble TpPU TAaKXK€ CBS3aHbl C HACJEACTBEHHONM TIeMOpparuueckoin
TEJI€aHTUOIKTA3UEH, OCIIOKHEHHEM KOTOPOH MOKET SIBISATHCS JIETOYHAs THIIEPTEH3Us. DTU TeHbI
KOAUPYIOT O€NKH, KOTOpble WrpalOT pojb B CHUTHAIBHOM IIyTH CyIepceMencTBa
tparchopmupyroirero dakropa pocra-oera (TGF-f). Takke HMEIOTCS IaHHBIE, YTO MYTAIHH B
TeHe, KOAUPYIOIeM aKTUBUH-perentop-nonoonyto kunazy 1 ( ALK1 ), taxke Be3biBator [JIIN y
narueHToB.  ['enst ACVLR1 u ENG koaupyroT Oeiku, yd4acTByOIIME B HaJceMeNCTBE
tpanchopmupymomiero ¢akropa pocra 6era (TGF-B), curHaabHOro MyTH, HEOOXOAUMOTO JIIS
aHrHoreHesa. M3MeHeHus: B JaHHOM IyTH MOTYT MPUBECTH K MpoiudepaTuBHON BACKYJIOMATUU
npu [T [8].B oTmenbHy0 KaTeropwio CleayeT OTHECTH IEePCHCTUPYIOIIYIO JIETOYHYIO
runepreH3uo HOBOpokAEHHBIX ([TJII'H), mockoiapKy OCOOEHHOCTH KpOBOOOpAIEHUsS ILI0/a
00yCJIOBIMBAIOT HAJIMYHE XapaKTEPHBIX TMATOTEHETHYECKHMX H KIMHUYECKHX AaCIEKTOB,
oTaMyaromux e€ OoT mnepBUYHOM JerouHod rumeprensuu. [IJITH - 3aboneBanwue,
XapaKTepu3ylolleecs TMOBBIIIEHHBIM JIaBJI€HUEM B JIETOYHBIX COCyJaX W MpaBO-JIEBBIM
HIYHTUPOBAHUEM KPOBHU Uepe3 OBAIbHOE OTBEPCTUE ITPU OTCYTCTBUU MHBIX BPOXKAEHHBIX TOPOKOB
cepaua. OcHoBHo# npuunHoi uanonatudeckoi IJITH sBnsiercs nnurenpHas BHYTpUyTpoOHas
TUIOKCHUS, MPUBOASMIAS K PEMOJEIMPOBAHUIO JIETOUHBIX COCYAOB, KOTOPOE BBIpa)Kaercs B
THNEPIUIA3UU TIIAJAKOW MYCKYJIaTyphl, YTO, B CBOKO OYepedb, NMPUBOIUT K IOBBIIICHAIO
COCYJIUCTOT'O COTIPOTHUBIIEHUS. Y 3/J0POBBIX HOBOPOXKIEHHBIX B PE3YJIbTAaTe CTUMYJISIIUHI BO BpEMS
MIPOXOXKJICHHS Yepe3 POIOBBIC ITyTHO U3MEHSIETCSI aKTHBHOCTD Ba30AKTHBHBIX BEIIECTB, TAKUX KaK
OKCHJI a30Ta, MPOCTALMKINHBI, TpoMOOkcaH. OCHOBHBIM mNaTorenernueckum 3senom [IJII'H
CUUTACTCS AUCOATAHC KOHIICHTPAIIMY Ba30aKTHBHBIX BemecTs [3].

Hecmotps Ha TO, 4TO (haKTOPHI, MPUBOISAIIKE K 3AIYCKY MaTOJIOTHYECKUX N3MEHEHHH B JIETOYHBIX
CoCy/ax, OKOHYATEJIbHO HE OIpe/esieHbl, Ha CErOTHSIIHUA J€Hb HMCCIEI0BAaTENIN OCHOBHBIM
NaTOr€HEeTHYECKUM MEXaHU3MOM MPU3HAIOT TEOPHIO SHAOTEIHAIbHON TUCHYHKIUH, KOTOpas
CBUJICTEIIECTBYET, YTO TIOBPEKICHUE U TUCHYHKINS SHAOTEIUS JETOYHBIX COCYI0B MPUBOIUT K
Ba30CHa3My M PEMOJEIMPOBAHUIO COCYAMCTOrO pyciia. B maToreHese BBIIEISIIOT HECKOJIBKO
MAaTOT€HEeTUYECKHUX 3BEHBEB: BA30CIa3M, PENYKLHUs JETOYHOTO COCYAHUCTOrO pycia, CHUKEHUE



9JIACTUYHOCTHU JIETOYHBIX COCY/OB, UX OOJIUTEpalus BCIEACTBUE TpoMOO3a M mpoiaudepanuu
IJIAJAKOW MYCKYJIaTyphl. DHIOTENUAIbHAS TUCHYHKLIUS MPOSBISIETCS CHIDKEHHUEM O0pa30oBaHMSA
OKCHJIa a30Ta M MPOCTAllUKIMHA - BELIECTB, OOJaJAIOUIMX AHTUIPOJUGEPATUBHBIM U
Ba30IMJIATUPYIOMIUM JICHCTBHEM, M YBEIMYEHUEM MPOAYKIMH TPOMOOKCAHA W SHAOTEIUHA,
o0naaronMX Ba30KOHCTPHKTOPHBIM M TponudepatuBHbiM neiictBuem [3].  Takke wumeer
3HaUEHUE HApyLIEHUE padOThl MOTEHIMAI-3aBUCUMBIX KaJIMEBBIX KaHAJIOB IJ1aJKOMBIIIEYHON
MYCKYJIaTypbl, KOTOPOE€ BBI3bIBAET CIIa3M COCYJOB U MPOIH(epalnio IiIaiKoMBbIIIEYHbIX KIETOK
B pe3yJIbTaTe MOBBIIICHHOTO BHYTPUKIETOYHOTO COJIEpKaHus Kanblud. JJepunur okcuaa azora
CHOCOOCTBYET XPOHHYECKOMY Ba30CIa3My, KJIETOUHOW Mpojudepanuy, BHYTPUCOCYIUCTOMY
TpoMOo0oOpazoBanuio. TakuM 0O6pa3zoM, 3aMBIKAeTCsl MOPOYHBIA KPYT - TOBPEKACHUE YHIOTEIHSA
HPUBOJUT K PEMOJICITHPOBAHUIO COCYIOB [5].

ITaTosoruyeckue mpoueccsl Ipy JITOYHOM apTepPUAIBHON TMIIEPTEH3UU 3aTPAaruBarOT BCE CIIOU
COCYZIOB, BOBJICKasl Pa3HOPOAHbBIC TUIIBI KJIETOK. IlepBOHAaYabHO NOBPEXAAIOTCS apTEPHOINIBI U
aprepun MblmieyHoro tumna. CpeaHss o0005I04Ka apTepuosl TOABEPraeTcsi THUIEPTPOPHH.
['magxoMbllIeuHble KIETKH MHUIPHUPYIOT B HHTHUMY COCYZAd, B HEH IPOUCXOAMT aKTUBHAS
nposmdepanuss KIETOYHBIX 3JEeMEHTOB. llepBoHAa4anbHO TUNEPTPOPHS HHTHMBI HMEET
o0paTuMbIil XapakTep, OJHAKO B AajbHEHIIEeM U3MEHEHUs He0OpaTUMbl — HaOJII01aeTCsl pa3BUTHE
¢ubpo3a. B HEKOTOPHIX CiTydasx KOHIEHTPUYECKUN (PUOPO3 MHTUMBI MTOTHOCTHIO O0IUTEPUPYET
cocynucTblii  mpocBer. B anBeHTMHMM — HaOMOAaeTcss  MOBBIIEHHAas  MPOAYKLUS
HKCTPALSIUTIOJIIPHOTO MaTPUKCa, KOJUIareHa, dyiacThHa, (puopoHekTnHa. Cexpenusi MeAnaTopoB,
00afalolMX  Ba30CMACTUYECKUM  HPQPEKTOM,  MEepPeBOJUT  COCYAMCTOE  PYyClo M3
AQHTUKOATYJITHTHOTO B IPOKOATyJISTHTHOE, YTO MOBBIIIACT BEPOSITHOCTH pa3BUTUS TpomMOo3a [9].
Jlerounoe cepaue (JIC) pa3BuBaercss npu NMEPBUYHON JITOUYHOW TUMEPTEH3UM, BO3HUKIIECH B
pe3yabTare HapymeHus (QYHKIHW SHAOTENHsS, CTPYKTYPHBIX M (YHKIHMOHAJIHHBIX H3MEHEHUI
JerouHbix cocynoB[8]. Muokapa moaBepraercss U3MEHEHHUSIM B BHIE THIICPTPOhHHU, 1UcTpodu,
aTpoUu ¥ HEKPO3a TIAJKOMBIIICYHON TKaHH MPABOTO JKeIya0uka. B Mbrmednsix BosokHax [1DK
BO3HHUKAIOT aTpodUYecKue MpoLEecChl, B IPAaBOM IMpPeICepAUH U TPaBOM IKEIyHAOUKe -
dubposnacto3 sugokapaa. Umeer mecto nunaranus [1K [6]. BeimenepeuncieHHble M3MEHEHHS
MIPUBOJAT K MOBBIIICHUIO JIETOYHOI'O COCYAUCTOrO CONPOTUBIICHUS, U YBEIUYECHUIO Harpy3KU Ha
IpaBbIi JKEITyA0YEK, ero runepTpoduu, Junataluuy, pa3sBUTHIO MPABOKEIYJOUKOBOM cepIedHON
HeyoctaToyHOoCTH. [1oBBIIIIEHHAs SKCIpEcCcHsl aHTMOTeH3UH-TIpeBpalnatoniero pepmenra (AIID),
KOTOpBIM ydacTByeT B BbIpaOOoTKe aHruoreHsumHa |l u pa3BuTUM NOpa)keHUH WHTUMBI,
CHOCOOCTBYSl MPOTPECCUPOBAHUIO MPOIIECCOB COCYAUCTOrO PEMOJECIMPOBAHUS, TaKXKe HUIpaer
HEMaJIOBaXHYIO poJib [8] .

JluarHocTrka MEepBUYHOM JIETOUYHOW TMIIEPTEH3UU 3aTPYAHEHA, MOCKOJBKY KaloObl MallleHTOB
HOCST HecnenupuYecKuil XapakTep W MOI'YT HallOMHUHATh BPOXACHHBIM MOpoOK cepaua. B
OOJIBIIMHCTBE CIIy4aeB KJIMHUYECKHE MPOSABICHUS (POPMUPYIOTCS MTOCIIE PA3BUTUS HEOOPATUMBIX
U3MEeHeHnH B Jjerkux. OrmedaroT cnabocTh, YCTalOCTh, OJBIIIKY, KpOBOXapKaHbE,
rOJIOBOKPY>KE€HHUE, a0 JOMUHANBHBIN AUCKOM(OPT, CHHKONAJIbHBIE COCTOSHUS, O0JIM 3a TPYAUHOM.
[Ipu ocmoTpe oOHapyuBarOTCA MyJbcalUsl IIEHHBIX BEH, renaromeranusi, nepudepuyeckue
orekd, acuut. llampmaropHo ompexessieTcs myJibcallds B YETBEPTOM MeXpedephe clieBa OT
TPYAUHBI, YBEIMYEHHE IPABOT0 KEIyI0YKa. AYCKYJIbTaTUBHO MOYKHO OIPENEIUTH YCHUIICHUE
BTOPOTO TOHA BO BTOPOM Mexpedepbe crpasa [7].

[Tpr 0ObEKTUBHOM HCCIIEJOBAaHUM MALMEHTOB BBISABISAIOT CEPJIEYHBIN TOTUYOK, AMUTACTPAIBHYIO
nyJIbCcaluio, 00ycIOBICHHbIE TUIIEPTPpOodHe TunaTalen mpaBbIX KaMmep cepla, akLeHT BTOPOTro
TOHA HAaJ JIETOYHOW apTepueil. MoKeT BBICIYIINBATHCS CUCTOJIMYECKHH IIYM Y OCHOBaHUS
MEUEBUIHOTO OTPOCTKA, OOYCIOBJIEHHBIH HEIOCTaTOYHOCTHIO TPHKYCHUAAIBHOIO KIanaHa,
JMACTOJIMYECKUI IIyM HaJ JIETOYHOM apTepHel, CBSI3aHHBIM C perypruTalnueld 4epes KilaraH
JIETOYHOH apTEPHUH.

[Tepeyerr HEOOXOIUMBIX WHCTPYMEHTAIBHBIX METOJOB MCCIeA0BaHMs BKIouaeT B ce0s DK,
pPEeHTreHorpa(uio OpraHoB IPyIHON KIIETKH, 3XOKapaAnorpaduio, KaTeTepu3aiio IpaBblx KaMmep



cepAla, KOTopas BBINOJHAETCS AN HOATBEPXKIEHHS  JAMarHo3a, OLIGHKH  TKECTU
TreMOJIMHAMHYECKIX M3MEHEHUH U TIPOBEICHUS TECTa HAa BA30PEaKTUBHOCTH COCY/IOB JIETKUX [5].
PexomenayeMbiii 00beM J1a0OpAaTOPHOM MUATHOCTHKU: OOIIMK aHAM3 KPOBU, KIMHUYCCKUN
aHaM3 MOYM; OMOXMMHUYECKUH aHalIM3 KPOBH B IEJSAX OLUEHKH (PYHKIIMOHAIBHOTO COCTOSHUS
IICUYEHHU U IOYEK, colepxaHus Oenka), Oolnpe/ieieHne YpPOBHS TOPMOHOB IIUTOBUIHOM KeJe3bl,
TECTBl Ha BOJIYAHOYHBIM aHTUKoaryisHr, BWY, koarymorpamma, wucciegoBaHue Ha
tpoMOodminto. dakropamMu HeOJArONpPUATHOIO IPOTHO3a SBJSETCS IOBBIILICHHE YPOBHS
MapKepoOB MOBPEXIECHUS MHUOKapJa: TpPonoHHHA T, MO3rOBOr0 HATPUIYpPETHUECKOIO NENTH]A,
HOopajapeHanuHa, sHpotenanHa [5]. [lpu aHanmM3e ra3oBOro cocraBa KpOBH U HCCIICIOBaHHU
(YHKIMU BHEIIHETO [BIXaHHWS PETUCTPUPYETCs yMeHblIeHue and@dy3noHHONW CcrnocoOHOCTH
MOHOOKCHJIA YIJIEPOAd, CHWKEHHME MapLHUaIbHOro naBieHus ra3zo kposu. OKI' mo3Bosser
BBISIBUTH HAPYIICHUS CEPACYHOTO PHUTMA, TMIEPTPO(UI0 M AMIATALUIO MPABOTO JKEIIYI0YKA.
PentreHorpaduyecky BbIABISAETCS YBEIMUEHHE NIPABbIX OT/AEIOB Cep/lia, yBEJIMUEHUE AUaMeTpa
JIETOYHBIX COCY/IOB.

Oxokapauorpadus sBisiercss Hanbonee HHPOPMAaTUBHBIM HEMHBA3UBHBIM METO/I0M JUarHOCTUKU
IIEPBUYHOM JIETOYHOU rUnepTeH3uu. MimeeTcs BO3MOKHOCTB paccueTa CUCTOJINYECKOIO JaBICHUS
B JIETOYHOM apTepuu, OCHOBAaHHOI'O Ha MCII0JIb30BaHUM ITMKOBOIM CKOPOCTH MOTOKA PErYpruTaluu
TpUKyCNIUJANbHOrO KianaHa. Pesympratel OXoKI' Xopowio comocrtaBUMbl € JIJaHHBIMH,
HOJYYEHHBIMU NPU KaTeTepU3alluy MPaBbIX OTAENIOB CepAlla, YTO Ha JAHHBIM MOMEHT SBJISETCA
«30JIOTHIM CTaH/JIapPTOM» HMCCIICIOBAHUS JIaBIICHHS B JISTOYHOU apTepuu.[4].

[Tpu ycraHOBIEHHMH AMarHo3a NEPBUYHOM JIETOUHOW TI'MIIEPTEH3UHM HEOOXOIUMO HEMEUIEHHOE
Ha3HauYeHHE CIIeNU(PUUECKO MEANKAaMEHTO3HOH Tepanuu. HazHaueHue JeKapCTBEHHOH Teparnun
UMeEET OIpeIesICHHbIE TPYAHOCTH, IIOCKOJIbKY UCCIIE0BAHMs, JT0Ka3bIBaolLle 3PGHEKTUBHOCTD U
0€30MacHOCTh MEIMKaMEHTO3HBIX IpenapaToB, HEMHOro4McieHHbl. KoHcepBaTuBHOE jeueHue
[UIT" mpenycmaTpuBaeT Ha3Hau€HHE aHTArOHUCTOB KaJIbLUsl, AaHTUKOATYJIIHTOB, INYPETUKOB IPU
NPaBOXKEITYA0YKOBOM  HemocratouHoctd. CungeHaduina nuTpaT WMEET 3HAYUTENbHBIC
Ba30/IMJIATUPYIOIIKE CIIOCOOHOCTH B COCyJax JIETKUX, B CBA3M ¢ 4eM Obl1 ofoOpeH B CLIA B
kavecTBe mpenapata st sedenus LI [4]. Bo3aMoxHO Takke MalIMaTUBHOE XUPYPIUYECKOE
JIEYEHUE - TPAHCIUIAHTALM OpPraHOKOMIIIEKCA «cepale-ierkue». llpenaparamu nepsoro psna B
JICYEHUHU JIETOYHOW THUIIEPTEH3MHM CUYMTAIOTCS OJIOKATOPhl MEIJIEHHBIX KaJlbLIUEBBIX KaHaJIOB
(BMKK). ITo mamaeiM S. Rich et al. (1992), xopommii oTBeT Ha Tepamnuio OJIOKaTOpamu
KaJbIIMEBbIX KaHAJIOB OOECIEUMBACT MANMEHTaM TISITUICTHIOW BBDKHBaeMOcTh B 95% ciydaeB
[8]. Ilpu mONOXKUTENBHOM pe3yibTaTe OCTPOTO TECTa HA Ba30PCAKTHBHOCTh HA3HAYAIOT
muntrazeM, auruaponupuauHoBsle  BMKK  (ammomunub, ucpagunuH); BbIOOp mpemnapara
OIpPEACIAETCS MCXOJHOM 4acTOTOM CEpACUHBIX COKpAIleHHH. J[0CTaTOYHO BBICOKHI YpOBEHBb
JIOKA3aTeNbHOCTH TPUMEHEHUS MOJCPKUBAIOLICH Tepanmuu HMMEIT: OKCUI'€HOTEparus,
JMYPETUKH, OpajlbHble aHTUKOATyJSHTBI, TTTMKO3UAbI Ipu GuOpHUIALMu npeacepauid. Havamo
TEepanuu C Ha3HAYEHUEM MPOCTarjJaHAMHOB (SMOMPOCTEHONON, WJIONPOCT, TPENPOCTUHUI,
OepampocT),  CIIOCOOCTBYIOIIMX  Pa3BUTUIO  Ba3OAWJIATAllUM, AHTUArPEralMoOHHOIO U
anTunponrdepaTuBHOro 3¢(HeKToB, MPOBOJAT B CIydae MOJyUYEeHUs OTPUIATEILHOTO OTBETAa Ha
HEMEIJICHHOE BBEJCHUE Basoamiaratopa [6]. AHTAaroHHCTBl pPELENTOPOB SHAOTEINHA
(amOpuceHnTaH, OOCEHTaH, CUTAKCEHTAH) YYaCTBYIOT B JKCIPECCHH B JIETKHUX JHAOTEIWHAa-1,
BBI3BIBAIOIIETO BA30KOHCTPUKTOPHBIK W  MHUTOTeHHbIM d(dexTsl. [loBblmeHre ypoBHs
MEYECHOYHBIX (PEpMEHTOB, aHEMUSI, OTEYHbIN CHH/IPOM OTPaHUYMBAIOT Ha3HAUEHUE aHTarOHUCTOB
peuentopoB sHAoTenrHA [5]. [Ipn HEdh(heKTHBHOCTH CTaHAAPTHOW MEAMKAMEHTO3HOM Teparnuu
MIPUMEHSIOTCS] OKCHJI a30Ta U HHTHOUTOPHI (hochoandcTepassl TUMa S (cruaeHadui, Taganapur).
[Ipumenenne HHrHOUTOPOB (QochoaudcTepasbl TUHNA S CHHXKACT JIETOYHOE COCYIUCTOE
CONPOTHUBJICHUE, YIIydIlaeT TEMOJAMHAMHKY M TEPEHOCUMOCTh (u3nyeckoil Harpy3ku [8].
Takponumyc, mpemnapar, HCHOJIb3YEMBIH JUIsl MPEIOTBPALICHUS OTTOP/KEHUS aJUIOT€HHOTO
TpaHCIUIAaHTaTa OPTaHOB, OBLI WCCIENOBaH B KauecTBe aktuBaropa BMPR2 mpu IIJII". Beino
OoOHapyXeHO, 4To OH 3(dekTuBeH IN VItro u in Vivo, camxkas yacrory IIJII. Takpomumyc
yBEJIMUYHMBACT dKCIpeccHio HaoranHa. OH akTuBupyer Smadl/5/8 u mpoTHBOCTOMT CHrHAType



MIPOAHTUOTCHHON PKCITPECCUH TEHOB, CBsA3aHHOM ¢ moTepen ¢pynkiuu ALKL, mHabmomaemoit npu
HHT Tuna 11 [9 ].

bepanuzyma0, monoknonanbHoe antutesno (IgG1), ucnonb3yemoe 1ist IeUeHUS Pa3IMYHbIX BUIOB
paka, paccMaTpHUBaeTCs Kak noreHuuanbHas tepanus 1IN JleictBue npenapara HalpaBiIeHO HA
dakTop pocTa HHAOTENUS COCYAOB, HMHTUOMPYIOIIMKA HeoaHrnoreHe3. bbIIo BbICKa3aHO
MPEANOI0KEHHUE, YTO OKTPEOTH bl MOTYT OKa3bIBaTh MOJOKHUTEIbHOE BIMSHUE HA KIMHUYECKUE
cumntombl  [UUII.  OxTpeoTuapl  SBIAIOTCS  aHAJIOTOM  MPUPOJHOTO  COMATOCTATHHA,
WHTHOUPYIOIUM TOPMOHBI POCTa ¥ MHCYIUHOMOAO0HBIN (akTop pocTa 1, M MCHONB3YIOTCS MPH
HOBOOOPa30BaHMSX JKEIYTOYHO-KUIIEYHOTO TPAKTa U HEHPOIHIOKPUHHBIX omyXxouisix [9].
[TporHo3 y OOJIBHBIX C IEPBUYHON JIETOUYHOW TUIIEPTCH3UEH HEONaronpusITHBIN. BEDKHBaEMOCTh
0e3 cnernuduuecKkoil MeTMKaMeHTO3HOM Tepanuu B TeueHue 1 roga cocrapiser 68%, 3 net - 48%,
5 net - 34% [4], a Ha ¢oHe neueHHUs BBDKUBACMOCTh cymiectBeHHO Bbimre: 90%, 75% u 65%
cootBeTcTBeHHO [3].. B cpennem okoso 15% namueHToB, MOayqaroinX COBPEMEHHYIO TePAITHUIo,
noru0aroT B TEYCHUE TO/1A.

BeiBoabl: Takum o6pasom, IJITI' - Tspkenoe mporpeccupyroiiee 3aboaeBaHne, MI0X0 MOIA0IIEECs
JIEYCHUI0 W UMeolee HeOIaronpusaTHBIA TPOTHO3. Y HOBOPOXKICHHBIX MATOJOTHS OCIOXKHIETCS
0COOCHHOCTSIMU T€MOJJMHAMUKH U 4acTO TPHBOIUT K JieTalbHOMY Hcxony [2]. OmaHako, HAKOTTHUBIIHIACS
KJIMHUYECKUM ONBIT MPEIOCTaBISET BO3MOXKHOCTh MCCIENOBaTh MEXAHU3MBl €ro IaToreHesa u
pa3pa6aTbIBaTb HOBBIC MCTOABI OMArHOCTHKU W JICYCHUSA, IMO3BOJIAIOHNIMC HE TOJBKO MNPOJAJIUTH KHU3Hb
nanyeHTaM, HO U YJIYUYUIUTHL €€ KadCCTBO. I/I3yquH€ 9THOJIOTMHU M IMAaTOI'CHCTHYCCKHUX MCXAaHH3MOB
WJIMONIATUYECKOM JIErOYHOM TUIIEPTEH3UH TTO3BOJIUT HAWTU HOBBIE MMYTH MOMOILA OOJILHEIM, CTpaJaroluM
OT JaHHOW Oose3Hu. TiiaTenpHbIE KIMHAYECKUE HAOIIOACHUS, OCHOBHBIE MOJICKYIJISIPHBIE OTKPBITHSA H
JOCTHXKCHHUS B Ha60paTOpHLIX TCXHOJIOTHUAX  CACHIAJIM BO3MOXHBIM HNCPCIOCKTUBY BHCAPCHUA
TFCHETUYCCKOTO KOHCYJIBTUPOBAHUA W TCCTUPOBAHUA MAUMCHTOB C JUArHO30M HGpBH‘-IHOﬁ JIETOYHOM

TUIIECPTCH3UU.
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