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AHHOTALMUA
Lens. MNpoBectn 0630p poccuinckoin n 3apybexxHon nuTepaTypbl NOCNEAHNX NET O COBPEMEHHbIX METOAAX ANArHOCTUKY U
TakTVKe BeeHWs OeTel C NErO4YHON rmnepTeH3nen.
MaTtepuanbl U MeToabl. [1poBedeH aHanM3 poccUcKkon 1 3apybexHon nutepatypbl B 6a3ax PUHL, Scopus, Web of
Science, Pubmed.
PesynbraTthbl. JlerouHas runepteHsus (JIF) pegkas, Tskenasi u nporpeccupytollasi natonorus ¢ HebnaronpuaTHbIM Npo-
rHo3om. Bnepsble knuHuveckun cnyyam JIIN onvcaH B Hayane XX Beka, W, TONbKO B NocneaHve AecaTUneTus nosisBunmcb
HOBblEe NEeKapCTBEHHbIE MpenapaTtbl, KOTOpPble CMOCOOHbI YNyYlUUTb BbKMBAEMOCTb NauneHToB. [Npobnema J1I B KnnHK-
YeCKOW NpakTuKe Bpaya neguartpa akTyanbHa, AaHHasi MaTtornornsa 4acTo ABMSIETCS OCMOXHEHWEM MHOMMX CepAevHO-Co-
CyaoucTbIX 1 BpoHXxoNyrbMOHarnbHbIX 3aboneBaHuii y aeTeit. bonblue NonoBuHbLI BPOXAEHHBIX NMOPOKOB CepaLla y AeTen
conposoxgatotcs J1I, 6poHxoneroyHas gucnnasnsa n MHTEPCTULMANbHBIE MOPAXEHUS NErkMxX Takke ABMATCS BeayLLMMm
npuynHamu JII B geTckon nonynauuv. 3BOMIOLUMA MeOUKaMeHTO3HOW Tepanuu CBA3aHa C HOBbIMU MPeACTaBeHUsMN O
natoreHese 3abonesaHus. Ecnu panee JII cBA3bIBanu ¢ HapyLLEHNEM COCYAMCTOro TOHyca, TO B nocrneaHee Bpemsi, na-
TOreHe3 paccmMaTpuBaeTCsi Kak COCyaUCTOe pPeMOAENMPOBAHME, CONPOBOXAALLEECS NAaTOMOPEONOrMYECKUM Kackaaom
KneTovHoW nponudepaumm, rmneptpoduert, anonTo3oMm, NpoayKumen n gerpagaumen MexknetodyHoro matpukca. OgHako,
He CMOTpPSA Ha O4eBMAHbIN NPopbIB B riedeHun J1TT, 3aboneBaHne oCcTaeTcst HEM3NEYUMBIM U XKU3HEYTPOXKAIOLLMM.
3akntouyeHue. CerogHs npobnema cCoBepLUEHHOW AnarHOCTUKN 1 addpekTmBHoro neveHmns J1I© 4o koHua He pelwieHa. OgHa-
KO, JOCTUrHYTbIN B NocreaHee AecATUNETUE NPOrpecc B NaToreHeTUYECKOW Tepanum NO3BONSET HAAEATLCS Ha NOsIBNIEHNE
HOBbIX NMpenapaToB, CMOCOOHBIX CYLLECTBEHHO YryyLLNTb MPOrHO3 U MPOANUTb XWN3Hb BOMBHOTO.

Knroyesnie crioea: oetu, NeroyHas runepTeH3nsi, aCCoLMMPOBaHHasA NerovyHas rmnepTeHsund, cepaedyHas HeqocTaTou-
HOCTb, AblXaTefnlbHas HeJOCTaTOYHOCTb
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ABSTRACT
Aim. The study was designed to review the Russian and foreign literature of recent years on modern methods of diagnosis
and management of children with pulmonary hypertension.
Materials and methods. The analysis of Russian and foreign literature was conducted in RSCI, Scopus, Web of Science,
Pubmed databases.
Results. Pulmonary hypertension (LH) is a rare, severe and progressive pathology with an unfavorable prognosis. For
the first time, the clinical case of LH was described in the early XXth century, and only in recent decades, there were
new drugs that could improve patients’ survival. The problem of LH is relevant in the clinical practice of a pediatrician.
This pathology is often a complication of many cardiovascular and bronchopulmonary diseases in children. More than
half of congenital heart defects in children are accompanied by LH. Bronchopulmonary dysplasia and interstitial lung
lesions are also the leading causes of LH in the pediatric population. The evolution of drug therapy is associated with new
ideas about the pathogenesis of the disease. If previously LH was associated with vascular tone disorders, recently, the
pathogenesis is considered as a vascular remodeling, accompanied by a pathomorphological cascade of cell proliferation,
hypertrophy, apoptosis, production and degradation of the intercellular matrix. However, despite the obvious breakthrough
in the treatment of LH, the disease remains incurable and life-threatening.
Conclusion. The problem of perfect diagnosis and effective treatment of LH is not completely solved nowadays. However,
the progress made in pathogenetic therapy in the last decade allows us to hope for the emergence of new drugs that can
significantly improve the prognosis and prolong the life of the patient.
Keywords: children, pulmonary hypertension, associated pulmonary hypertension, heart failure, respiratory failure



JlerouHas runepteHans (J1IN) oo HegaBHEro BpeMeHu
cyMTanacb OYeHb pedkum 3aboneBaHWeM, OgHaKo, CO-
rmacHoO NOCMEefHUM uccrefoBaHWsM, OTMeYaeTcs pocT
JaHHon natonormn. B HacTosiwee Bpemsa npobnema JII
CTaHOBUTCS OOHOM U3 aKTyarbHbIX B KITMHUYECKON Mpak-
TMKe Bpadva neguatpa. HecomHeHHo, JII aTO TpyaHbIn
AmarHos: ¢ MmomeHTa geblota 3aboneBaHns 4O ero Be-
prdunKaLmmn NpoxXoauT, Kak MpaBuIio, HECKOMNbKO neT. He-
CBOEBPEMEHHOCTb AMarHocTuku obycrnoBneHa Hecnew-
NPUYHOCTBIO KIMHUYECKUX MPOSIBIEHUN N CIIOXHOCTBIO
anddepeHumanbHO-AMarHOCTUYECKOro noucka.

JIC — aT0 Matoguanonormyeckoe COCTosiHUE C pas-
HOOGpasnem KIMHUYECKNX NPOSBIEHNI, OCITOXHSIHOLLIMX
TEeYEHNE MHOTUX CePAEYHO-COCYANCTBIX M BPOHXO-Myrb-
MOHarnbHbIX 3aboneBaHun 1 XapakTepusyeTcs Bblpa-
YXEHHbIMU reMOAUHaMUYECKUMWN HapyLLUEeHUSIMU B CUCTe-
M€ NeroyHbIX COCYAOB C MPOrpeccupyownmM THXerbIM
TeYEeHNEeM U NpexaeBpeMeHHON rmbenbio 6ombHOro.

OcHoBHbIM AnarHocTudeckum kputepuem JT — aenseT-
CSl MOBbILLEHVE CpeaHEero AaBreHusi B fiero4Hon aptepum /
JIA/ 6onee 25 MM.pT.CT. Npy KaTeTepmaaLm NonocTer cepa-
Lia y AOHOLLEHHbIX AeTer ctaplle 3 mecsaueB xu3Hm [1, 2].

PacnpocrpaHeHHoCTb

3aboneBaHne BCcTpevaeTca B nobom Bo3pacte. Uc-
TUHHAsi PacnpPOCTPaHEHHOCTb pPasnuMyHbIX opM narto-
norun HemseecTHa. B EBpone B o6uwen nonynaumm JIT
BCTpeYaeTcd ¢ yactoTon 5-25 cnyyaeB Ha 1 MUINNIMOH Ha-
ceneHus. B geTckon nonynsaumm aToT nokasartenb CocTaB-
nset 2,2-15,6 Ha 1 munnuoH geten. Cnegyet OTMETUTD,
41O B AeTckon nonynsumm J1I BCTpeyaeTcs ¢ 0AMHaKoBOM
YacTOTOM KaK Yy Marnb4nKoB, Tak 1y AeBOYEK, B OTNINYMNE OT
B3POCION Monynsaumu, rae npeobnagatoT nuua XeHCKo-
ro nona, sapbupysa ot 1,0:1,7 go 1:3,4. NpeobnagaHue
ML, XKEHCKOTO Mosa nosiBNsieTcs B NybepTaTHOM nepuo-
Je, Korga 3To cooTHoweHue coctaenseT 1:1,4 [3, 4, 5].
Mo gaHHBIM MeXayHapoaHOro perncTpa negnaTpuyeckon
JII, cpeam Bcex 3aperncTpupoBaHHbIX CryvyaeB Yy OeTen,
y 88% naumeHTtoB anarHocTtuposaHa J1I, npu atom 57%
Cny4yaeB COCTaBMSOT MaMonaTuyeckme MU HacrnencTBeH-
Hble cpopmbl, A0 40 % — accounmpoBaHHble PopMbl. Bo-
nee 85% accoumunpoBaHHbIX hopm npeactasneHs J1T,
OCIOXHUBLLEWN TeYeHue BPOXOEHHbIX MOPOKOB cepaua
(BMC), B 12%—accoumupoBaHHble € 3aboneBaHusMU
nerkvx, B 1% cnyyaeB ycTaHoBrneHa Tpomboambonuye-
ckaqa Il [6, 7]. Cnegyet oTMeTuTb, 4TO 70% NauneHToB C
JIT, UMetoT coveTaHHy0 CoMaTUYECKYH NaToNoruio.

B cootBeTcTBUMM C onpegeneHnem pegkoro 3abone-
BaHus: 144 ®3 Ne 323 «O6 ocHoBax OxpaHbl 340POBbSA
rpaxgaH B Poccuinckon depepauumny» ot 21.01.2011 .
JIAT aBnsieTca pegknm (opdpaHHbIM) 3abonesaHvem. Jle-
rovyHas (aptepuanbHas) rmnepTeHsns 1 nguonatnyeckas
(nepBuyHas) — BknoveHa B 23 «[TepeyHs )ku3Heyrpoxaro-
LLIMX M XPOHUYECKMX, NPOrPEeCCUPYHOLLIMX, peakmx (opdaH-
HbIX) 3ab0reBaHnin, NPUBOASLLMX K COKPaLLEHMIO NPoaos-
KUTENBbHOCTM KU3HU TPaXKaaH U UX MHBanMgHOCTUY.

B namoeeHe3e 3ab60rneBaHus BblAENSIOT 4 BeOyLLMX
nNaToU3nNOoNOrM4ecknx MexaHn3ma:

— aHrmocnaswm

— nporpeccupytoLLasa cocyanctas peaykums

— HapyLUeHNe 3MacTUYHOCTM JTIErOYHbIX COCYA0B

— TpomB03 NerovHbIX Cocyaos (in situ).

WHnyuupytowimmn dpaktopamu J1IT SBNAKOTCA reHeTu-
Yeckme, MONEKYMNspHblIE U TOPMOHasbHbIe HapyLUEHWS.
B ocHoBe natoreHeTuyeckux acnektoB JIIT nexur wH-
TerpanbHbIi NaToPU3NONOrM4Yecknii MexaHmam — Auc-
YyHKUMS 3HOO0TENusA, Kotopas opmupyeTca Ha goHe
HapyLLueHnsi banaHca Ba3oakTUBHbIX MeaNaTopoB (Ba3o-
KOHCTPUKTOPHOrO nentMaa — 3aHAoTenuHa-1, Tpombok-
caHa) n geduumTa BasogunaTaTtopos (MpocTaLuKknmHa,
okeuga asota (NO). MegmaTopbl € BblpaXeHHbIM Ba30-
KOHCTPUKTOPHbIM AENCTBMEM CNOCOOCTBYHOT TpaHcop-
Mauumn Tpombo3sa. M, B npouecce pas3BuUTUS NaTonorum,
He 3aBMCMMO OT BMAa MHULMMPYoLero dpaktopa, narto-
reHeTu4ecKkn kackag opMmpyeT NOPOYHbIN KPyr: Npo-
rpeccupyroLLyo AMCHYHKLNIO SHOOTENNUS, PEMOLENNPO-
BaHWe COCYAUCTOM CTeHKM (kak pesyrnbraT nponudepa-
uun angotenunansHbix n MK, dubpobnactos), o6CcTpyk-
LMo cocyamcToro pycna n popmmpoBaHme Tpombo3a in
situ, kak 3aBepLuatowien ctagum B reHese J1I [7].

Begywwmmn  natodmanonornyeckummn  oaktopamm
pa3sutus JII npu BpoxaeHHbIX nopokax cepgua (BI1C)
ABMAKOTCA reMOAMHAMUYECKNE HAPYLUEHUS: yBENNYEHNE
CKOPOCTUN KPOBOTOKA W MOBLILLIEHNE OABIIEHUS B CUCTE-
Me NeroyHbIX apTepui, NOBpeXAeHe SHO0TENNS BbICO-
KMM HanpsikeHueMm Kucrnopopga, W, kak crneacraue, dop-
MUpOBaHWe SHAOTENManbHOW OUCHYHKUMM C 3amnyCKoM
Kackaga OVMOXMMWYECKMX peakuuii C MOCneayowmum
pemogenvMpoBaHUeM feroyHbIX COCyaoB C Mpu3Hakamu
NonUUUTEMUN, NOBLILLEHWEM BSI3KOCTU KPOBU C hopMU-
poBaHWEM MUKpOTpombBoambonuu [7, 8, 9].

CerogHsa noaTBepXxAeHa porb reHeTUu4eckom npef-
pacnonoxeHHocTn JIAl: y 6onee 70% cny4aeB cemen-
HblXx ¢opm 3aboneBaHus OoKa3aHa MyTauusi B reHe
BMPR2, koTtopein kogupyet peuentop tuna Il Kk npo-
TenHy KocTHoro MopdporeHesa. bonee 20% cnopagu-
YecKMX CryyaeB COMPOBOXAAKTCSH MyTauuMen B reHe,
KoaupylLwem peuentop TpaHCcHOPMUPYOLEro dak-
Topa pocta B( TGF-B). 310 ankTyetr HeobxogMMOCTb B
reHeTU4eCcKoM MccrnegoBaHUM POACTBEHHMKOB 1 cTene-
HM poacTBa B6OMbHbBIX MOHOMEHHbIMK hopmamu Hacnea-
ctBeHHou JIAT ¢ uenbto Hanbonee paHHel AMarHOCTUKM
n cTpatudmkaumm pucka 3abonesanus JIAI [10, 11, 12].

Knaccudgpukauyus JII. B 3aBUCMMOCTM OT fokanuaa-
LMW NOBLILLEHHOTO COCYAUCTOrO COMPOTUBIEHUS pa3nu-
YatoT cneaytowime dhopmbl nerovHown JI

npekanunnspHas (aptepvanbHas) JII: B npouecc
BOBMEKalTCA BCE CINOW COCYAWCTOW CTEHKUM C Bblpa-
YKEHHOW nponudepaumnen UHTUMbI U obnuTepauuent co-
cypos. [Nponcxognt opMmMpoBaHMe BHYTPUETOYHbIX
LWYHTOB C oBpasoBaHMEM aHaCTOMO30B W pa3BUTUEM
MuKkpoTpombo30B. [aHHaa dopma crneunduyHa Ang
navonaTtmyeckon neroyHow runepteHsum (UM, noct-
Tpomboambonuueckon JII (MTINI), BeicokoropHown JI,
JIC npn 3aboneBaHUsAX COEOUHWUTENBHOM TKaHW, XpO-
HMYeCcKMX Hecneumdunyeckmx 3aboneeBaHMsAX nerkmx
(XH3J1), cuHopome dnseHmeHrepa, wmctocomose, JI
neKapCTBEHHOW M TOKCUYECKOW 3TUONorn 1 ap.;

—rnocmkanunnsapHas (BeHo3Has) JII: xapakTtepusy-
eTcsa runepTpodmen LMPKYNAPHbIX MbILLEYHbIX BONTOKOH

(9) gz :810Z MuisaA Ixsudipaw [Auyoneu sueqny
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B apTepuonax v Menkux apTepusix, Hanmyinem [onon-
HUTEMbHBIX 3MacTUYecKUX MemOpaH M NpPOoAOSbHOMO
MbilleyHoro crnosi. B ocHoBe natomopdornornyeckmx
N3MEHEHUIN NEXUT rMnNepTpodus MbILLEYHbIX CTPYKTYp
MEmnKUx BeH U cknepo3 nHTumbl. CneunduyHa ans ne-
BOXENYA04YKOBOW HEeLOCTaTOMHOCTU Mbon aTuonorum
(cucTonnyeckoM W AMacTonMyeckoM BapuaHTax), Mu-
TpanbHbIX U aopTanbHbIX MOPOKaX, MUKCOMbI, Tpomb0o3a
nesoro npeacepaus (J11);

— cmewaHHas JIIT — MoXeT codetaTb naTtomopdo-
rniornyeckne ocobeHHOCTW NpekanuinsapHON U NocTKa-
nunnsapHon NI Cneuundpmyna gna BIC ¢ yBennyeHHbIM
NEroYHbIM KPOBOTOKOM, NPy MUTpansHom cteHose (MC).

C uenbto OLEHKM BbIPpaXKEHHOCTW reMOAMHAMMNYECKMX
HapyweHun npu JIIN B HacTosee BPeEMsi MCMONb3YHT
pekomeHgaumm BO3 (2003 r.):

sle2kasi cmereHb: ypoBeHb AasneHus B JIA Haxo-
OWTCS B AManasoHe 3Ha4vyeHun 25-45 mm. pr. cT.

cpedHsisi cmeneHb: YpoBeHb AaBneHus B JIA Haxo-
OnTca B gmManasoHe 3HavyeHun 46-65 Mm.pT.cT.

mspKkenasi cmeneHb: YpoBeHb AasneHusi B JIA 60-
nee 65 MM.pT.CT.

KnuHuyveckas knaccugbukayus J1I e neduampuu. Ce-
rogHs B CBOEW MPaKTUYECKOW AeATeNbHOCTU neauatpbl
N OEeTCKUEe KapAavonoru 1cnonb3ylT ABE B3aMMOogomnor-
HSAOLLME KNUHUYeckne knaccudpmkauum NAT:

1. KnuHuueckas knaccughukauyusi Dana Point 2008
2., kotopas 6bina moguduumpoBaHa Ha |V BcemmpHom
cumnosunyme no JII 8 CLUA [13] (Tabn. 1).

2. [MaHamckas Kraccugbukayusi r1e2oqHol eurnepmeH-

3uu 2011 2. — yTBEpXKOEHA Ha MEXOYHapPOOHOM KOHepeH-
umn B MNMaHame, nocesileHHon npobneme JIM y aeten, roe
BnepBble Obin NpeanoXeH TEPMUH «neguaTpudeckasi rmnep-
TEH3MOHHas cocyaucTas 6onesHb Nnerkvx» 1 NpeactaBneHa
nepBas KnmHudeckas knaccndmkaums J1y aeten. B knaceu-
hrKaLMM NOCTaBMNEHbI aKLEHTbI HA BaXKHOCTb BHYTPUYTPOO-
HbIX 1 NepuHaTanbHbIX hakTopoB pucka. Knaccudmkaums
cuctemMatusmpyet reteporeHHocTb JIT 1 obneryaet Bpady
CIOXHYH0 3a1ady AnarHocTmyeckoro novcka [13] (tabn. 2).

Lns oueHku cmeneHu msxxecmu JIIT B KNMMHUYECKOW
NpakTUKe WCMNOMb3yT MOAMPULNPOBAHHbBIA BapuaHT
Knaccudukauum Hb+o—I7I0pKCK017| Accoumnaumn Cepgua
(NYHA).

HecomHeHHO, knaccugukaums NN obbemHa, HO ne-
pea BpadoM Bcerga CTOUT rnaBHbI BONpPoC: ¢ kakon J1T
OH MMeET eno, NePBUYHON UMM acCOLMNPOBAHHOM, Tak
KaK MMEHHO TOuYHbI OTBET OMnpenensieT LeneHanpas-
NEHHOCTb CBOEBPEMEHHONM MATOreHETUYECKOn Tepanum
B crny4yae nepsuyHon JIIT unu npodmnaktnyeckoe Bo3-
Jencrteume npu accoummpoBaHHon J1I.

Knunuueckne, napaxknuHuyeckme u

MHCTPYMeHTanbHbie Kpurepun guarHocruku JIF
XKanobsbi: BeaywMMnN KIMHUYECKNMMU NpPOoABIEHUA-
Mu Al ABNSIKOTCA OUCMHO3 W ofblllka / MHCMMPaTOpPHO-
ro xapaktepa/, acTeHus, kapgunanrum n cepguebneHve
( TaxmapuTmMmm), KOTopble OOYyCMOBMEHbI HapyLleHUeM
TpaHCnopTa K1Ucnopoda B JIErovHbIX Kanunnapax, yxya-
LUeHneM OKcureHauunm KpoBMWU. Kawenb un KpoBOXapkKa-
Hbe (Y AeTel peako) — XxapaKTepHbIA MPU3HaK BbICOKOTO

Tabnuya 1/ Table 1

KnuHunyeckas knaccudmkaums JII /The 4 th World Symposium on PAH, Dana Point 2008/
Clinical classification of LH /The 4th World Symposium on PAH, Dana Point 2008/

JleroyHas apTepuanbHaa rmnepTeH3nsa

Wounonatuyeckas (nepBuyHas)

HacnepncteenHas ( reH BMPR2, reH ALK1, SHOOMWH, HEW3BECTHOW 3TUOIOMM)
CBsi3aHHas ¢ NeKapCTBEHHLIMW U TOKCUYECKMU BO3LENCTBUAMM
AccoummpoBaHHas:

CvicteMHbIMM 3a60neBaHNSIMU COEANHUTENBHO TKaHU
BUY-uHbekumen
NopTansHom rnepTeH3nen
BpoxaeHHbIMK Nopokamm cepaua
LLnctocomozom
XPOHUYECKON reMOMTUYECKON aHeMUEn
MepcucTupytoLas nerovHas rmnepTeH3nst HOBOPOXAEHHbBIX
JleroyHas BEHO-OKKITIO3MOHHAs 60Me3Hb M/UnM NErovHo KanunnspHbIn
reMaHrmomMaros

JII, accoummpoBaHHas ¢ NOpaXeHsIMK NeBbIX OTAENO0B cepaua

JII, accoummnpoBaHHas ¢ naTonormen goixatesibHon
CUCTEMbI M/VIN TUNOKCUE

2.1. Cucronuyeckas AnchyHKUms
2.2. Inactonnyeckas ancgyHKUMS
2.3. MNopaxeHuns knanaHHoOro annapara

3.1. XpoHnyeckue 06CTPYKTUBHbIE 3ab0neBaHns nerkux
3.2. VHTepcTuumancHble 3aboneBaHns Nerkux
3.3. JleroyHast natonorvsi co cMeLlaHHbIMM 06CTPYKTUBHO-
PECTPUKTUBHBLIMW HapyLLEHUSIMU
3.4. HapyLueHus apixaHus BO Bpems CHa
3.5. AnbBeonspHas rmnoBeHTUIALMS
3.6. BbicokoropHas JT
3.7. [opoku pasBuTus

JII" BcnegcTBue XpoHNMYECKUX TPOMOOTUYECKUX U/MNMaMBonnyeckmx sabonesaHnm

CwmeLlaHHble hopMbl

5.1. Tematonorunyeckne 3abonesanus /MmuenonponudepatnsHble 3abonesanus, cnneHakTommus/
5.2. CuctemHble 3aboneBaHus /capkonaos, rMCTMOLMTO3, MMMEaHIMoMaTos, HelpodubpomaTos, BackynuTbi/
5.3. Metabonunyeckune pacctpoicTsa /HapyLeHne obmeHa rmukoreHa, bonesHb ayyepa, naTtonorus WUTOBUOHON xenesbl/
5.4. [ipyrue /onyxonesas o6cTpykumns, hmbpo3upyoLLmin MeanacTMHUT, XpOHUYeckas NoYeYHast HeJOCTaTOYHOCTb/




OaBneHns B NErovHblX cocygax; NpecuHKonarnbHble 1
CVHKONarsnbHble COCTOSIHWUS, OOYCMOBMNEHHbI CHUXEHNEM
cepaeyHoro BbIbpoca; OcUMMOCTb ronoca, AUCEOHUS
CBsi3aHHas C KOMMpeCccuii ropTaHHOro HepBa AnnaTnpo-
BaHHOM J1A (cumnTom OpTHEpa); OTEeKW rofnieHewn u cTon,
renaTtomeranusi, acuuT (NporpeccupoBaHne NpaBoXeny-
[OYKOBOWN cepaevyHon HeagoCTaTouHOCTH). BaxHbiM ana-
FHOCTUYECKMM KpUTepuem, No3BOSSIOLWLMM 3anogo3puTh
JII npy AMCNHOS 9BRseTCa HanMymMe «BULLHEBOIO LnaHo-
3a» (0C0BEHHO ry0) C BTOPUYHBIM 3PUTPOLMTO30M.

AHamMHecmuyeckue Kpumepuu: Hanmyne B aHamHe-
3e HacneacTBeHHOW npedpacnonoXxeHHocTy K 1IN asng-
€TCs OOHUM M3 BeyLUMX AMArHOCTUYECKUX KPUTEPUEB.
CnepgyeT yuntbiBaTb puck popmupoBanus J1IN npu neve-
HWUW aHTUAenpeccaHTaMu, aHOPEKTUYeCKMMU cpeacTBa-
MU, NPy NpoBeAeHM XxumMmmoTepanun (uuknodocdar). B
aHamMmHe3e obsa3aTenbHO YTOYHUTL Hanuune 3abonesa-
HWIA, accoummnpytowmxes ¢ passutuem JI: BMC, 3abo-
rnieBaHus CoOeANHNTENbHOMN TKaHW, TPOMB03bl/TPOMBOIM-
6onun, BUY-nHdbekuns.

Qu3ukarnbHbie duazHOCMUYecKUe Kpumepuu: B OCHO-
BE BeayLUMX KnuHu4eckmx nposenenusax J1 nexut xpo-
HMYecKasi MMNOKCUMMUS U CHUXEHWE cepaedHoro BblGpo-
ca, KoTopble pe3Kko ycyrybnsawTcs Ha doHe drnsndeckon
Harpysku. Y naumeHTOB OTMeYaeTcsl 3afepxka usmye-
CKOro pa3BUTKS, YacTble OPOHXO-NynbMOoHarnbHble 3ab0-
reBaHusl, CHWKEHNE TONEepaHTHOCTU K OU3NYECKUM Ha-
rpy3skam. [Npn 06bEKTUBHOM OCMOTPE BbISIBSIKOTCS MMMNOK-
CUMUYeCKNe 3Haku Ha nepudepumn: nameHeHns danaHr
nanbLes no Tuny «6apabaHHbIX Nanovek», HOrTen B BuAe
«4yacoBblx cTekony. PacwupeHve n HanornHeHwe BeH
LIen B KMNMHOMONOXeHun n optoctase. ynbcaumsa Bo 2
Mexpebepbe Mo NeBON NapacTepHanbHOWM NMHUK, B 3MU-
ractpasnbHou 0bracTv /KNMHUYECKUIA KpUTEPUIA TMNEPTPO-
doun npaebIx oTAenNoB cepgual. Hanmune cumntoma «2-x
MOSOTOYKOBY» MpW ayckynstauum cepgua: xnonarowmim 1
TOH, aKUeHT 2 ToHa, Hanu4yme 3 ToHa cnpasa OT rPyAuHbI.
B aT0W e Touke MOryT BbICIYLUMBATLCS KIUKU — pe3yrib-
TaT ygapa cTpyu KpoBu O paclumpeHHyto JTA. Wym Mpe-
xama-Ctunna (amuactonuyeckun wym Bo II-IV mexpebe-
pbe crieBa OT rPYAUHbI KaK NPOSiIBIIEHWE OTHOCUTENBLHOWM
HegoCTaTOMHOCTW MYNbMOHAMLHOMO KranaHa), CUMMATOM
Pueepo-Kopeanno (cMctonmyeckunin lwym OTHOCUTENbHOM
HeOOoCTaTOMHOCTM TPEXCTBOPYATOro KnanaHa).

napaxnmmuecxoe uccnegosaHue:

— O6wwuii aHanu3 KpoBu (cneumduyHbl NPU3HaKKU
nonMumuTEMMUN).

— Buoxnmunyeckoe nccnegoBaHue KpoBu C OLIEHKON
YHKLUMM NEeYeHN, YPOBHA MOYEBOW KUCMOTbI OTpaXkaeT
HapylleHne mMetabonuama Kucriopoga B nepudepunye-
CKMX TKaHSX, NOBbIEHWEe CBUAETENbLCTByeT O Hebna-
ronpusaTHOM NPOrHO3e/, NCCNefOBaHNE YPOBHS nakTaTta
Kak Mapkepa TKaHEeBOW rMMOKCUN.

— [[@30BbIN COCTaB KPOBM.

— YpoBeHb TPOMNOHMHOB T 1 | — Kak MapKepoB Mo-
BpeXOEeHUA MWOKapAa, KOPOHApHOro cuHApoma w
ocTpoi TpoMmboambonuu.

— Moaroson / BNP/ HaTpuiypeTtnyeckoro nentug /
MONOXUTENbHO KOppenupyeT C (PyHKUMOHaNbHbIM CO-

Tabnuya 2 / Table 2
NMepunaTtpuyeckan knaccudpukaumusa
rMnepTeH3NOHHOM COCYAUCTON BONEe3Hn Nerknx

( Panama, 2011)

Pediatric classification of hypertensive vascular lung
disease (Panama, 2011 )

MpeHaTanbHas ge3aganTauusl COCyAoB Jerkux
(mepcucTUpyioLLas NnerovyHasi runepTeH3us
HOBOPOXAEHHbIX)

CepaeyHo-cocyancTble 3abonesaHus

BpoHxonerovHasa aucnnasug

VM3onupoBaHHas runepTeH3MoHHas cocyamctas 6onesHb
nerkmux
(n3onupoBaHHas nerovyHasi apTepuanbHas rmnepTeHaus)
MHorocakTopHas runepTeH3noHHas cocyaucTtast 6onesHb
Nerkux, accoumMmpoBaHHas ¢ BPOXAeHHbIMU nopokamu/
CUHOpOMaMu
3aboneBaHus Nerknx
Tpomb6oambonusi cocyqoB NErknx
[MnoGapuyeckasi rmnokcus
MnepTeH3noHHas cocyamcTasi 6onesHb nerkux,
accoummpoBaHHasi ¢ 3aboneBaHMsaMUN OPYrMX OpraHoB U
cuctem

CTOSIHMEM MUOKapda W nokasaTensamy remoguvHamuku/.
MNoBblweHne 3HadeHus BNP 6onee 130 nr/mn — cBuge-
TenbCTBYET O HEBNaronpUATHOM MPOrHo3e.

— MpeacepaHbint /INT- proBNP/ HaTpuitypeTuyeckumi
nenTna — ypoBeHb Bbille 1664 nr/ Mn — NPOrHOCTUYECKN
He GrnaronpusTeH.

— Wceneposanne tupeoctata (T3, T4, TupeoTtpon-
HbIi TOPMOH).

— Cepornoruyeckas guarHoctuka renatutos, BUY-
NHEeKLMN.

— WccnepoBaHne remocTtasa € LENbio UCKIIOYEHUS
Tpombodunuu: D- gumep, aHTuTpom6buH lll, npotenH C,
aHTMdochonMnuaHbIE U aHTUKAPAUONUMUHOBLIE aHTK-
Tena.

— WcknodeHne cuctemHbix 3aboneBaHuii coeam-
HUTENbHOW TKaHW: aHTUHYKNeapHble aHTuTena, dsDNA,
anti- RO, U3- NRP, B23, Th/To and U1- NRP.

— lMeHeTn4yeckoe nccnegoBaHWe N KOHCYNbTaums re-
HeTuka 6onbHbIM ¢ UJTAT n HacnepcTtBeHHon JIAI ans
onpeneneHnst MOneKynsapHO-reHeTYeCKOro BapmaHTa u
npoBefeHus cTpaTudukauum pucka 3abonesaHums.

WUnctpymeHTanbHbie kputepun:

OKTI — npnsHakm runepTpocmm 1 neperpyskun npasbix
OTAENoB cepAla: CMeLLeHNe aneKTpUu4ecKon ocn cepa-
ua Bnpaso, Hann4yne «P — pulmonale», 6nokaga npaBon
HOXKM nyyka [nca, TaxmaputMum, yarMHeHUe UHTepBa-
na QT.

PeHTreHorpadus opraHoB rpyaHON KreTKu: no3Bons-
€T BbISIBUTb MHTepCTULManbHble 3aboneBaHust nerkux,
BINC, nprobGpeTeHHble mopoku cepgua. duarHoctude-
ckumun kputepuamm JII aensioTcs BolibyxaHne cTBona u
NeBOWN BETBW JIErOMHOW apTepun, pacluMpeHue KOpHeW
Nerkvx, kapguomeranusi ¢ npeobnagaHnem npaeblX OT-
OernoB cepaua, NoBblLLEHWE NPo3paYyHOCTU nepudepnmn
NeroyHbIX nonew (CUMNTOM amnyTaumm).

Ox0-KIN — oueHnBaeT aHaTOMMIO U MOpPdONOrnto Ka-
Mep cepgua, remogvHamudeckue nokasartenu. Cneu-
NMUYHBI pacluMpeHne nornocTen npasoro npeacepaus
N NpaBoro enygoyka, «napagokcanbHoe» ABWXKeHne

(9) gz :810Z MuisaA Ixsudipaw [Auyoneu sueqny
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MEXOKEeNyao4KOBOM NePEropoaku, yTonileHne nepegHen
CTEHKW NpaBoro xenyaoyka. [ing onpegeneHnst BEposT-
HocTum JII ncnonb3ytoT nokasartenb CKOPOCTM MOTOKa Ha
TpuKycnuganbHOM knanaHe (Tabnuua 3).

3onoTbiM cTaHaapToMm B guarHocTuke JIIT aBngaercs
kaTeTepu3aumsa npasbix otgenos cepaua (KMOC), ko-
TOopas NPOBOAMTLCH HE TOMbKO C Lenblo Bepudukaumm
AmarHosa, HO 1 ANng peLlleHns Bonpoca o Bbibope narto-
reHeTMyeckon papmakoTepanmm.

HuaeHocmuyeckumu kKpumepusmu JIIT sensomcs
Hanu4ue cpedHezo OasrneHusi 8 JTA 6onee 25 mm pm.cm.
8 rokoe u, bonee 30 MM pm.cm. npu Hazpy3ke, Oaesrie-
Hue 3aknuHusaHusi ne2oyHol apmepuu (H3J1A) meHee
15 mm pm.cm., ne2oyHoe cocyducmoe cornpomusrieHue
(/1CC) bonee 3 mm pm.cm./ni/MuH. (eOuHuUyb! Byda) [15].

C nomoublo OCTpbiX hapmakonornyecknux npobd
(O®IT1) Bo Bpemsa KIMOC moxHO onpeaenvTb NOTEHUM-
anbHbIV yCnex fnevyeHus aHTaroHMcTamm Kkansumus. Tect
COCTOWT B OnpeeneHn OCHOBHbIX nokasaTenen remo-
OVMHaMWKM B OTBET Ha BBeAEHME KOPOTKOAENCTBYHLLMX
Ba3ogmnaTaTtopoB: Kucnopoga, CMecu okcuaa asoTa,
nnonpocra.

— efoBaHne yHKUNW BHELLHEro AblXaHWs NO3BOMs-
eT BepuduUMpOoBaTb MOpaXeHUs AblxaTenbHbIX MyTewn
U NapeHxMmaTo3Hoe 3aboneBaHne nerkmx.

— MarHutHo—pe3oHaHcHas Tomorpadums cepaua —
NPOBOAMUTCS C LiErNbi0 OLEHKN aHaTOMUKM 1 pyHKLMM npa-
BbIX OTAENOB cepaua.

— KomnbloTepHas Tomorpadms BbICOKOro paspetue-
HWS MokasaHa Ans AeTanbHOW OLEHKU aHaToMun fner-
KMX, NTErovHbIX COCYAOB U CPeAOCTEHNS.

— KoHTpacTHas koMnbloTEpHAA Tomorpadudeckas
aHrvorpadusi nerkux pekomeHgoBaHa GonbHbIM ¢ JIT
ONS OLEHKM CTPYKTYpbl, aHaTOMUM 1 ocobeHHOCTeN re-
MOAVMHaMWKN NErOYHOro COCyaAMCTOro pycrna.

— BeHTuUnaunoHHo—nepdysnoHHas cumHumrpadms
— NPOBOAMTCA C Lenbio npoBegeHuns guddepeHuymnans-
Horo amarHosa WII n xpoHuveckon Tpomboambonuye-
ckon bonesHu nerkux (gedektol Nnepdy3nn obHapyXu-
BalOTCA B JOMEBbLIX M CEIMEHTAPHbIX 30HaX).

— Buvonicua nerkux He aBnseTcst oba3aTenbHbIM Me-
ToOooM uccriegoBanus y 6onbHbIx JII, MoxeT GbITb pe-
KOMeHOOoBaHa Npu Nogo3peHUn Ha Hanmyne MHTepcTu-
umnanbHblX 3aboneBaHui Nerknx, KOHLEHTPUYECKON W
anbBeONAPHON aucnnasnu.

— Y3 opraHoB GpOLLIHON NOIOCTN — NPOBOANTCH C
Liernbio UCKIMIOYEHNST LMppo3a NevyeHn n/mnm noptansHowm
rMNepTEH3UN.

— YneTpasBykoBas Aonneporpadust BEH HMKHUX
KOHEYHOCTEeW 1 Manoro Tasa — No3BonsieT Bepudnumpo-
BaTb UCTOMHUK TPOMOO3IMOONNM U OLIEHUTb PUCK peLu-
avea.

— TecT 6-MuHyTHOM x0abbbl (T6MX) ncnonb3yetcs
y geTen ctapwe 7 net. TecT umeet GonbLloe NpoOrHo-
CTn4Yeckoe 3HadveHue. NonyyeHHbIn pesynbrat AUCTaH-
unm T6MX obpaTHo KoppenupyeT ¢ yHKLUMOHANbHBIM
knaccom J1I. CHMXeHne HacbIWeHNs KNCIOPOAOM apTe-
pvansHon kposu 6onee 4yem Ha 10% Bo Bpemsa T6MX
yKas3blBaeT Ha MOBbILLIEHNE pUCKa NETaNbHOCTY.

@Papmaxorepanus

Jleuenue JIIM pormkHo BbITb HanpaBneHo Ha obnerye-
HMEe CMMNTOMOB, yNyyLlEHNe Ka4ecTBa XM3HU BONbHBbIX,
npegynpexageHve nporpeccupoBaHns 3aboneBaHus u
yBenMYeHne NpoJomKUTENBHOCTU XU3HW. HesaBnucmumo
OT npuymHbl JII, Bcem 6oMnbHBIM NOKa3aHo OrpaHUYeHne
hU3NYECKNX Harpy30K, akTUBHOE fNevYeHne NeroyYHbIX NH-
dekunii, NnpoBeaeHne BakLMHALMN NPOTUB NMHEBMOKOK-
KOBOW MHpeKumn, rpunna.

BeigenstoT asa Buga capmakotepanum J1I:

Cumnmomamuyeckasi: OKCureHoTepanusi, oparnbHble
aHTMKOArynsHTbl, AMYPETUKUN, CepaeYHble MUKO3nabl.

lNamozeHemuyeckas: GriokaTopbl KanbLneBbIX KaHa-
NOB, UHrMOUTOPBLI hocchoanacTepasbl TUNa 5, NpocTaHo-
nabl, aHTOFOHWUCTbI PELENTOPOB 3HAOTENUHA.

OkcueeHomepanusi: N3BeCTHO, YTO BAbIXaHWe K1CMo-
poaa BedeT K CHUXKEHMIO NEro4HOro cocygucToro conpo-
TMBneHus y naumeHtos c J1I, ogHako, cerogHs HeT paH-
OOMU3MPOBaHHbIX UCCNefoBaHUn, KoTopble Bbl noaTBEp-
Xaanw, 4To ANuUTenbHOE MCNonb3oBaHWe Kucropoaa AB-
nsietcs acpdekTMBHBIM. [inuTensHas okcureHauust (15-18
YacoB B [i€Hb) MOXET OCTaHOBUTb NporpeccupoBanHue J1IM
y 6onbLlUMHCTBA NALMEHTOB, HO MPWY 3TOM HopManusaums
[aBneHus B NerovHon aptepun He npoucxoguT [16, 17].

CepdeyHble 2nuko3ulbl, UHOMPOIHbIE rpenapameal.
B ocHoBe reHesa nporpeccupytoLlen NpaBoXenyao4Ko-
BOW CepaeyHon HegoCTaTOMHOCTWU NexuT rrnobansHoe
CHWXEeHMe CcoKpaTuTenbHoW cnocobHOCTU Muokapaa,
4YTO onpefensieT nokasaHus K Ha3HavyeHuto cepaedHbIX
rmMko3naoB. CerogHs M3BECTHO, YTO FUMOKCUSA, AblXa-
TenbHbIN auuaos, runokanuemMus, Kotopble COMpoBO-
XOAKT CepaeyHyld HeLOCTaTOMHOCTb CrnocobCTByHOT
MOBBILLEHUIO YYBCTBUTENBHOCTM MMoOKapga K TOKCu4e-
ckomy addPeKTy cepAeyHbIX Mukoanaos. Noatomy AaH-
HYI0 rpynny npenapartoB criegyeT HazHavaTb ¢ 6OMbLION
OCTOPOXHOCTBbK U B HeBblcokux gosax /0,00001 r/kr/s
CyTKM 3a 2 npuema nog koHTponem YCC/.

HdobymamuH vcnonb3yetca B TepMUHarnbHOM CTa-
Avn 3abornesaHvs u, B psge criyyaes, MO3BONSET OO-
CTUYb CcTabunusaumm coctosHusa. WMcnomnb3yT [o3bl
2,5-5 MKI/Kr/MVH., BO3MOXHO NMOCTEMNEHHOE YBENUYEHNE
cKkopoCTN NHAY3MKM 80 10 MKI/Kr/MUH.

Huypemuku: nokasaHbl Npy NporpeccupytoLLen npa-
BOXENy4O4YKOBOW CepAeyvyHOM HeQoCTaTOMHOCTU. Yryu-
LLaT KIMHUYeCckoe cocTosiHme naumneHTos ¢ 1M [18, 19].
MokasaHo Ha3HaueHue dypocemnga 0,5-3 mr/kr/B cyT-

Tabnuya 3 / Table 3
Oxokapauorpadmyeckune Kputepum guarHoctukm JII

Echocardiographic criteria for the diagnosis of LH [14]

MukoBas cCkopoCTb TPUKYCMMAANBHON
peryprutaunms2,8m/c
Cuctonuueckoe fasnerme B JTAS 36 MM.pT.CT.

OteyTCTBYHOT AoNONHUTENbHbIE AXO- KpuTepum T
MnkoBasi CKOPOCTb TPUKYCTIMAANBHON perypruTaumm <2,8m/c

nr CucTonuyeckoe aasneHue B JIAS36 MM.pT.CT.

Ectb gononHutenbHble IXO-KI- kputepum NI
InkoBast CKOPOCTb TPUKYCTAAMBHOI perypritaLim >2,9m/c

Cuctonnyeckoe aasneHue B JIA 37\-50 Mm.pT.CT.
nr [nkoBasi CKOPOCTb TPUKYCTMAAMBHOI perypritaLm >3,4m/c

OOCTOBEpHa Cuctonnyeckoe fasnexue B JTA>50 MM.pT.CT.

JII mano
BeposiTHa

BeposiTHa




Ku, Tpuamnypa 1-2 mr/kr/B cyTku, runotmasvga 1-3 mr/
Kr/B CyTKMW, LenecoobpasHo Ha3HavyeHne BepOoLLNMPOHa
1-3 mr/kr/B cytkm 3a 2 npuema. [OuypeTtudeckas Tepa-
nys OOMKHa COMPOBOXAATbCA PErynsipHbIM KOHTPONeM
YPOBHS! 3NEKTPONUTOB U (PYHKLUN MOYEK.

AHMukKoa2ynsHmbl u Oe3azpe2aHmbI: ONNTENb-
Has Tepanus aHTUKoarynsaHTamMmmn 3Ha4YMTenNbHO yrydlla-
eT nokasartenu remogmHamuki. CerogHa npenapaTom
Bblibopa ABnsaetcs BapdapuH B Aose 0,2 Mr/Kr/B CyTKu.
BapdgapuH HasHadaeTcss ogHOKpaTHO, Bevepom. He-
obxogum cTpormn nabopaTopHbIN KOHTPOMb: LieneBomn
YPOBEHb MeXAyHapO4HOro HOPManu3oBaHHOIO OTHOLLE-
Hus (MHO) gomkeH Haxogutcst B AuanasoHe 3HadeHui
1,5-2,5 [20]. B kayecTBe ansrepHaTvBbl BapdapuHy na-
uneHtam c JIAI moxeT ObITb pekoMeHAOBaHa Tepanus
HU3KOMOEKYNSApHbIMU  renapvHamn  (dppakcmnapuH,
knekcaH). Y nauneHToB ¢ BIC uenecoobpasHo ncnonb-
30BaThb KapanomarHun B fo3se 3-10 Mr/kr/cyT nnm kuey-
HopacTBOpVMble (hOpMbl acnupuHa (acnupuH Kapguo,
Tpomb6o ACC). InuTenbHOe UCNonb30oBaHWe aHTuKoary-
NSIHTOB MOBbILIAET BbPKMBAEMOCTb BOMbHbIX, HO Ha 00-
Llee COCTOSIHME OHM OObIYHO HE BIUSIIOT.

AHmaeoHucmbil kKanbyusi /AK/: nepsble addek-
TMBHblE Ba3oaunataTtopbl, MCMOMNb3yeMble y NauneHToB
¢ JIAT. AK He TONbKO CHWXAIOT AaBMNEeHUe B NEro4vHomn
apTepuu, HO U ynyyllalT KIMHUYECKNE MPOSBIEHUS U
NPOAOIMKMTENBHOCTL XM3HKM [21, 22]. CerogHsa fokasa-
HO, 4yTOo AK abdeKkTUBHbI TOMBbKO B BbICOKMX [03aX W
nvwb y Yactu 6onbHbIX. cnonb3oBaHWe OaHHOWM rpyn-
Mbl MpenapaToB COMNPSHXKEHO C PUCKaMu, CBA3aHHbIMU C
CUCTEMHOWN MMMNOTEH3NEN N CHUKEHNEM CEePAEYHOro Bbl-
Opoca. lNMpenapatamu Bbibopa ABNAKTCA HUPEAUNUH 1
anntruasem. Tepanuio Ha4MHaKT C Manbix 403, TUTPOBa-
HVMe NPOBOAAT 4O MaKCMMaribHO NepeHOCMMbIX A03UPO-
BOK C yyeTom ctenenm JI.

PexkomeHdyeMbie 003bi Onist demel: AK ncnonbay-
0T y AeTen ctapwe 1 roga.

Hunmuasem — HayanbHasa gosa 0,5-0,7 wmr/ kr Ha
npvem 3 pasa B CyTKM nepopasribHO C NOCTEMNeHHbIM
noBbILLeHNeEM [03bl Ao 1-1,7 mr/kr Ha npyuem 3 pasa B
cyTku. MpenapaTtbl C NPONOHIMPOBaHHBLIM BbICBOOOXAE-
HMEM MPUMEHSIOTCA TOMbKO MPW NEPEeHOCMMOCTUN 3d-
drekTUBHOM 03kl NpenapaTta KOPoTKOro AeNCTBUS.

HugbedunuH — HavanbHas gosa 0,2-0,3 mr/ kr Ha npu-
em 3 pasa B CyTK/ nepoparnbHO C NOCTENEHHbLIM MoBbILLEe-
HMem go3sbl go 1-2,5 mr/kr Ha npyem 3 pasa B CyTKM.

AmnodunuH — HadanbHasa gosa 0,05 mr/kr Ha npuem
2 pasa B CyTKM nepoparnbHO, C MOCTENEHHbIM ee yBenu-
YEeHUEeM B 3aBUCMMOCTM OT NepeHoCMMocTu o 2,5-10 mr
Ha npviem 2 pasa B CyTKM.

[MonoxuTenbHbIM TepaneBTUYECKMN 3a(pdeKkT Ha Ba-
3ogunataTtopbl oTmedaetcs y 40 % naumeHToB ¢ JIAT.

CoepemeHHasi mepanusi JIIL eo30elicmeyem Ha
mpu OCHOBHbIX Namo2eHemu4ecKuX 38eHa:

1. @YHKYUOHasbHY aKmu8HOCMb 3HOOMEsIUHa.

OHpotenuH-1 (3T-1) 3aHMMaeT Beayllyl ponb B
reHese JII. OT0 nenTua aHOOTENMAanNbLHOMO NPOUCXOXAe-
HUS, ABNAETCS CaMblM MOLLHbIM Ba30KOHCTPUKTOPOM C
MUTOreHHbIMK cBolicTBaMu. OT-1 CBS3bIBAETCS C ABYMS
TMnamu peuenTtopoB — murn A (3TA), nokanuayowmnmm-

csiHa TMK v mun B (3TB), dhyHKUMOHUPYIOLLMX Ha 3HAO0-
TennanbHbix n TMK. Aktneauma 3TA n 3TB peuentopos
MK BbI3blBaeT Ba30KOHCTPUKTOPHBLIA N MUTOrE€HHbIN
adppekT ¢ peanusaumen naTtonorn4yecknx 3¢dPdeKToB
OT-1. UHakTnBauusa peuenTopHOro annapata crnocob-
cTByeT knupeHcy JT-1 B Nerkvx, yBenuyeHuo npoayk-
UMM okcuaa asoTa M OCBODOXAEHWUIO NPOCTALUMKIMHA
—MOLLHOTO Basofunaratopa M MHrMbutopa akTuBaumu
TpombouunToB [23, 24, 25].

Fpynna aHmazoHucmoe peuenmopoe 3HOome-
nuHa (APJ):

Tpaknup (603eHmaH) NepBbI NepopanbHbIN aHTa-
FOHUCT peuenTopoB aHAaoTenuHa. lNpenapat 6rnokupyet
HexernaTternbHble apdekTbl sHaoTenvHa npu J1IN, 3amea-
NsieT Temnbl NporpeccupoBaHns 3abonesaHus, cnocob-
CTBYET YryYLLEHUIO KnnHudeckoro Tevenus T

Tpaknup (603eHMaH) — eQUHCTBEHHBIN odhnLManbHO
paspeLlueHHbI Ha TeppuTopumn PP npenapart, pekoMeH-
[OBaHHbIN K Mcnonb3oBaHuio y ageten. CtaptoBasa fosa
- 2 mr/kr/ B CyTKW; NogaepXvBatoLas gosa coctaBnser
4 mr/xr/ B cyTkM 3a 2 npuema.

2. iameHeHue banaHca okcuda azoma:

Okcud azoma (NO): MOLUHBIA 3HAOMEHHbBIN Basoauna-
TaTop, CEneKTVBHO AEWCTBYET Ha COocydbl Manoro Kpyra
KpoBoobpalLeHns, yrny4dllaeT okeureHaumio kposu. Okeng,
a30Ta MOBbLILIAET YPOBEHb LIMKIMYECKOrO ryaHo3unH-hoc-
data (uM®), yyacTByloLLErO B Kackage peakuui, Mpueo-
OSLWMX K CHUKEHWUIO TOHyCa MMagKon MycKynaTypbl COCy-
noB. B opraHuame okcumg asota 6bicTpo meTabonuampyet
¢ obpasoBaHMEM TOKCUYHbIX NMPOAYKTOB 0OMeHa, CBSA3bI-
BaeTCcs C okcureMorriobuHoMm ¢ obpasoBaHvem MeTre-
MornobuHa 1 HUTpaToB. BbisiBneHa 3HaunTensHas Bapva-
6enbHOCTb reMoAMHaAMNYECKOro AENCTBUS OKCuaa asoTa:
20-40% naumneHTOB He pearvpyroT Ha ero BBegeHne. Ag-
heKTMBHOCTb 1 6e30nacHOCTb ANUTENbHON UHransLMoH-
Hom Tepanuu TpebyeT AanbHenLero nsyveHus. B Hactos-
LLlee BpeMs OKCWA, a30Ta He UCMOMb3YHTCHA B Ka4eCTBE Me-
Toda NOCTOSIHHOW Tepanuu, a pekomeHayeTcs B Buge 2-3
HeOenbHbIX KypCoB B Te4eHUN 5-6 YacoB B CYTKM, Ha4YMHas
co ctapToBoy [o3bl 20 ppm., Npy oTCyTCTBMU achdekTa,
posy ysenuumsatoT 4o 40 ppm. Vcnonb3oBaHne BbICOKUX
no3 NO npvBoguT K pasBUTUIO METFEMOIOBUHEMUN.

CundeHagpun (Sildenafil) MOLWHBbIN CeNeKTUBHbIN
nHrméutop ulrMod-3asucumont occoamnacTepasbl (TUn
5) (NDO35). NP5 Bo3gencTBYeT Ha BeayLlee 3BEHO
natoreHe3a JIAI — nsmeHeHve GanaHca okcupa asora
B pesynbraTte HapyLlUleHWs ero CMHTe3a B coveTaHuu C
aKkTuMBauuen TpombGounToB, ocBoboxaeHvem 6uonoru-
YEeCKM aKTMBHbIX BeLlecTB (TpombBOKCaHa, CEPOTOHMHA,
akTopoB cBepTbiBaemoctn). MPOI5 cnocobeTytoT
noBbILEeHNo ypoBHS LIM® B TMK 1 ctumynupyet amna-
Taumo NeroYHbIX cocynos [26, 27, 28, 29].

CundeHaghun — opobpeH FDA B kayecTBe MOHO U
KombuHMpoBaHHOM Tepanun y naumeHToB c JII. HasHa-
yaetcs B gose 1-4 mr/kr/cyT B 3 npuema.

3. OYHKUUOHaIbHY aKkmugHOCMb pocmayukiuHa:
ncnonb3oBaHne 3dEKTOB NPOCTaALMKIIMHA U ero aHa-
noroB Ans neveHns pasnuyHbix dopm J1IM aensetca nep-
CNEeKTMBHbIM HanpaeneHvem. lpocmaHoudsb! — dap-
Makonoruyeckas rpynna MOLLHbIX Ba3O4MNATAaTOPOB C
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LUMPOKUM CMEKTPOM AOMNOMHUTENbHbIX 3PdEKTOB (aHTU-
arperaumoHHbIM, aHTUNponudepaTnBHbIM, LIUTONPOTEK-
TMBHbIM). [1pocTaHoMabl HE TOMBbKO YCMELUHO CHMKatoT
OaBrneHne B NIeroYHon apTepun, HO 1 3aMeansitoT pemo-
OenupoBaHne NeroYHbIX COCyaoB, NPEensATCTBYOT TPOM-
6oo6pa3zoBaHuto [30-33].

OnonpocteHon ( Epoprostenol) — nepBbiin cMHTETK-
YeCKU MPOCTaUMKIMH, npeacTtaBnsieT cobow npocTo-
rnaHguH [2-npoctaumknuH. [JokasaHa a(pekTMBHOCTb
Tepanuu anonpocTeHorioM B neavatpuu. [osa npena-
paTta TUTPYeTCsi MOCTEMNEHHO B 3aBUCMMOCTU OT KIMHU-
YeCKUX NPOSIBNEHNIA: Ha4YMHAOT Tepanuto ¢ 2-4 Hr/Kr/MuH
1 0oBoasaT Ao nevyedHom 0o3bl 20-40 Hr/kr/MyH. CnoXxHo-
CTU Tepanuu 3akn4varTcs B HeobxoammocTu nogdopa
WHAMBMAYaANbHOW [03bl, NEPEHOCUMOCTU Mpenaparta u
yxofa 3a BHYTPUBEHHbLIM KaTETOPOM.

Unonpocm (BeHTaBWUC) — CTabWnbHbLIA aHanor npo-
CTaUMKIINHA, PEKOMEHAOBAH AN MHransiuMOHHOro ne-
yerusa JII. JokaszaHa a(pdeKTMBHOCTb MCMONb30BaHUS
npenapata B negvatpun. HayanbHas gosa mnonpocta
coctaBnseT 2,5-5 mkr/vHransumto. CnoXxHocTu Tepanum
3aKmYalTCca B pexuMme 0o3npoBaHuns o 6-12 pas B
cyTkn. [eTn HyxpgatTcs B 6onee BbICOKMX Ao3ax Mpo-
CTaHOMAOB, YeM B3pochble. Y AeTel Yalle pa3BuBaeTcd
TONEPaHTHOCTb K Npenapary, 4To TpebyeT NoCTOAHHOro
KOHTpOMNsS W MNpOBeOEeHUsT Koppekuun [o3bl. BnusHue
MnonpocTa Ha AONrOCPOYHbIA MPOrHO3 OCTaeTcs elle
HEeLOCTaTOYHO U3YYEHHbIM.

Xupyprunyeckoe nevyenne

lNposedeHue npedcepdHol cenmocmomuu. co3aa-
HWe LWyHTa cnpaBo-HaneBo NO3BOMSAET YNy4yllUTb reMo-
OWHAMWKY: CHU3UTb [aBreHvMe B NpaBoM Npencepauu,
YMEHbLUNTb Neperpysky NpaBoro Xenyaoudka, ynyywunTb
OKCUIreHaumto, CHM3WUTb CUMMNATMYECKYIO rMnepakTnsa-
umto. daHHbI MeToq nokasaH nauueHtam c Il n IV ©K
(BOB), ¢ NOBTOPSAOLMMUCA CUHKOMAmNbHbLIMKA COCTOSI-
HUAMW, pedpakTePHOM K Tepanuu npaBoXenygo4KkoBOn
cepaeyvyHon HegoCTaTOUYHOCThIO.

MemoObI mpaHcnnaHmayuu nezkux u cepouya
pa3paboTaHbl 4N NneYeHnst TepMmmnHansHom ctagum JTAD
B 1980-x rogax. CMHTE3 HOBbIX COBPEMEHHbLIX natore-
HETMYEeCKMX NpenapaTtoB NPUBEN K COKpaLeHUO KOomu-
YyecTBa NaUMEHTOB, HYXXOAKLIMXCA B TpaHCMnaHTauuu.
TeM He MeHee, JONTOCPOYHBIN MPOrHO3 BOMbHLIX C Bbl-
CokMM pyHKUMoHanbeHbIM Kknaccom no NYHA octaetcs
KpariHe HebnaronpusaTHbIM.

Bbibop TakTukm nevenua JII y geten onpenensietcs
TSXKECTbO 3aborneBaHns n Tpebyet KoMOMHALUK TakTun-
YeCKMX PeLLUEHU, BKIIOYaLWMX: peKoMeHaaLmm no Kop-
pekumn obpasa XunsHu, metogam pusnM4eckon 1 NCmUxo-
niormyeckon peabunutauuu, BakuMHauuv; NpoBedeHve
noagepKuBaroLLEen MEANKaMEHTO3HOW Tepanumn: KOppek-
UMst rMnokcemun, aumposa, obesdbonveaHue, cegauuio,
Ha3Ha4YeHne aHTMKOarynsaHTOB, AMYPETMKOB, CEPAEYHbIX
MMUKO3NA0B, UHOTPOMHbIX MpenapaTtoB; Mepbl, HanpaBs-
NEHHbIE Ha KOPPEKLMIO accouMMpoBaHHOro 3abonesa-
HWs; cneundmdeckyto Tepanuio JIAT, BKntoyatoLwyo Me-
ONKaMEHTO3HYH Ba3oaunaTUpYoLy U aHTunponudge-
paTUBHYIO TEpanuio N XMpyprriyeckne MeToabl NeYeHus.

lMpozHo3 JII" 3aBMCKT OT hOpMbI, CTagun pasBUTULA
N TeyeHns OCHOBHOro 3abonesaHus. ExerogHas cmepT-
HOCTb MpPU COBPEMEHHbIX MEeToAax fMeyvyeHusi cocTaBnsaer
15%. BegyLimmm npegukTopamu HeEGNaronpusaTHOro NCXo-
a sSBnsATCA: Bepudurkauma amarHosa B rpygHoOM Bo3pac-
Te, Hanuuue Il — 1V ®K no NYHA; HM3kas TonepaHTHOCTb K
hr3NYEeCKMM HarpysKkam; BbICOKME NnoKasaTenu AaBneHus
B JNIEro4HOM apTepum 1 NpaBoM Npeacepann; Nporpeccu-
pyloLLas npaBoXenyaoykoBas HEAOCTaTOMHOCTb C Bblpa-
YXEHHbIMU reMOAMHaMUYECKUMU HapyLLEHUSMU; BUOXMMU-
YeCKMMMN Mapkepamm SBNSHOTCA NoBbllleHne yposHA BNP
1 N KoHUeBOro parmeHTa ero npegilecrseHHnka NT-pro
BNP. Bonbluon Bknag B nporpeccupytoLllee TedeHne 3a-
BoneBaHWs BHOCHAT CUCTEMHble 3aboneBaHus COeAnHW-
TenbHOM TKaHW, TPOMBO3IMBONUYECKne COCTOSHUS.

3aknioueHue

Takum obpasom, yrnybneHHoe u3yvyeHue naTore-
HeTu4yeckmx mexaHnsamoB JIIT cnocobCcTBYeT co3fgaHuio
HOBbIX rpynn npenapaTtoB. CerogHs paccmaTpuBaeTcs
LenecoobpasHocTb kKOMOMHMpoBaHHOW Tepanun J1T, oa-
HOBpPEMEHHO BO3AENCTBYIOLWEN Ha BedyLiMe MexaHus-
Mbl Pa3BUTUSA NATONOrMM, 0COBEHHO 3TO akTyarnbHO AN
naumMeHToB, KOTOpble pedpakTepHbl K MOHOTepanuu.
KombrHupoBaHHas Tepanusi nNpeacTtaBnsieTcs BecbMa
3(PPEKTUBHON C TOYKM 3pPEHUA (PYHKLMOHANbHOrO Co-
CTOSIHWSI BOMbHbIX, OAHAKO ee BNUsIHWE Ha OTAANEHHbIN
nporHo3 TpebyeT n3yyeHus. CerogHsa npobnema cosep-
LLIEHHOW AMarHoCTUkM 1 acpdekTuaHoro nedenus JIN go
KoHUa He pelwleHa. OgHako, AOCTUrHYThbIN B NOCneaHee
JecaTuneTne nporpecc B MaTOreHeTM4eckom Tepanuu
NMo3BOMsIET HAOEeATbCA Ha MOSBIEHWE HOBbIX Mpenapa-
TOB, CMOCOBHbIX CYLLECTBEHHO YNyYLUNTb NPOrHO3.
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