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CIIMCOK MCIIOJIb3YEMbBIX COKPAIIIEHUI

IIJIT'H — niepcuctupyroias JIero4yHasi TANePTEH3UsI HOBOPOKICHHOTO
A/l — apTepraIbHOE TaBJICHUE;

AKJI — anpBeosisipHas KanujuIsipHas IACIUIAa3Us
BJI/1 — 6poHxoseroyHas JUCIuia3us

B/I' — BpoxxaeHHas quadparMaibHas rpblka
BIIC — BpOoXI€HHBI TOPOK cepAala

JJIA — naBneHue B JIErOYHON apTEpUn

HUBJI — nckyccTBeHHAsA BEHTWISILUS JIETKUX
JII' — nerounas runepreH3us

JICC — neroyHoe cocyucToe COMpOTUBIIEHNE
OAII — OTKpBITHIN apTepUaIbbIHII TPOTOK
00O — oTKpBITOE OBAIBHOE OKHO

PAC — peciupaTopHbIil AUCTPECC-CUHIPOM
CCC — cucremMHO€e COCYIUCTOE COMTPOTUBIIEHUE
DJ1I — dhochoaudcrepasa

HAM® — nukyeckuil aneno3nHMonodocdar
ul'M® — nuxnueckuii ryanosuHMoHopochaT

IKMO - skcTpakopriopaibHas MeMOpaHHAsI OKCUT €HALIUS

INO — MHransUMOHHBIN OKCUI a30Ta



BBEJAEHHUE

IlepcucTupyromas jgerouHasi runeprensus HoBopoxkaeHubix ([IJII'H) -
pedpakTtepHas  apTepuaibHasi ~ TUIOKCEMHUS,  BO3HHUKAIOUIasi  BCIEJICTBUE
MOBBIIIEHHOTO COIMPOTHUBJICHUS JIETOUYHBIX COCYJIOB M IIYHTUPOBAHUS KPOBU W3
JIETOYHOW apTEepPUH B CUCTEMHBIM KPOBOTOK Yepe3 deTaabHbie KOMMYHHUKAITUH.

Huarno3 IIJII'H cnegyer moapasymMeBaTh y JIIOOOTO HOBOPOXKIEHHOTO,
HMMEIOIIErO0 THUIIOKCEMHUIO, HE COOTBETCTBYIOIIYIO CTEIEHH MapEHXUMAaTO3HOTO
MOpaXXEHUsI JIETKUX, W HMEIOIIUM CTPYKTYpPHO HOPMajbHO C(HOPMHUPOBAHHOE
cepate. BriepBbie 310 cocTosiHue ObII0 onucano B 1969 roay I'epconu (Gersoni) u
COaBTOpaMU KakK I[IMAHO3 TMOYTH C POXKIACHUS C HETSDKEIOW JbIXaTeIbHOU
HEJIOCTATOYHOCTBIO MPU OTCYTCTBUH BPOKJIECHHOIO MOPOKA CEPJILIA Y JOHOIIEHHBIX
HOBOPOXKICHHBIX [1].

DOTOT CHUHAPOM Ha3BaJd MEPCUCTUPYIOMIUM (PeTaibHBIM KPOBOTOKOM, TaK
Kak OH MOXET CONPOBOXAACTCS BBICOKMM (MPEBBIMIAIONIAM  CHCTEMHOE)
apTepUalbHBIM JaBJICHUEM B MaJlOM Kpyre KpoBOOOpalleHUs U COpPOCOM KPOBHU
crpaBa HajieBO 4epe3 (eTanbHble MyTH KPOBOTOKA (apTepUabHBIM MPOTOK H
OBaJbHOE OKHO), MpPH KOTOPOM CpeJHee JaBJieHHE B JICTOYHOM apTepuu
MPEBBIIIAET 25 MM PT. CT.

[lepcuctupyromas nerounas runeprersus (IIJI[') saBusercs omuum u3
HanOoJIee TSKEJbIX MaTOJOTHYECKUX MPOIIECCOB Y HOBOPOXKACHHBIX. YacToTa B
mupe coctapiser 2-7 Ha 1000 pomuBmuxcst xuBbiMU. [Ipuunnamu TN moryT
ObITh actupaius Mekonus (1o 50% caydaes), uadexuuu (10 20%), PIAC (okoio
5%), unnonaruueckas (1o 20%). ITo coBpemeHHBIM JTaHHBIM 710 10% cMepTHOCTH
HOBOPOXICHHBIX cBsizaHo [1JIT.

3a0071€Ba€MOCTh CTOMKOW JIETOYHOW THUIEPTEH3UEeH KoyeOneTcss B
nuarazone 0,4-6,8 na 1000 >xuBopoxxnaenuit B CIIA u 0,43 - 6 na 1000
xuBopoxaeHui B CoenuHenHoMm KoposieBcTBe, MpH BBICOKOM YPOBEHb

aetanpHOCTH OT 4 110 33% [2, 3].



ITHUOJIOT'UA
OcHoBHble npuunHbl pazputus [UIT™:
— TUIOIJIa3Us JIETKUX BCJIENICTBHE TMadparManbHOU IPbIKU
— MTHEBMOHMUS1, OCOOCHHO BbI3BaHHAS! CTPENTOKOKKAMHU rpynmsl B
— acnupanys MEKOHUS WJIM OKOJIOTUIOIHBIX BOJI
— NIEPEHOIIEHHOCTh
— TIOBBILLIEHHAS BSI3KOCTb KPOBHU (MOJIMIIUTEMHS, TUTIepHUOPUHOTEHEMUS )
— PENUPATOPHBIN TUCTPECC- CHHAPOM
— acukcus

— 3aJIep’KKa BHYTPUYTPOOHOTO Pa3BUTHUS BCIICICTBUE TIAIEHTAPHON
HEJIOCTaTOYHOCTH

— IIPUEM MATEPbIO0 HECTEPOUTHBIX MPOTUBOBOCTIAIIUTEIIHHBIX CPEICTB
— CUHIPOM YTEUKH BO3/1yXa (MTHEBMATOPAKC, UHTEPCTUIIMATIbHAS dMbuU3eMa)
— TPAH3UTOPHOE TAXUITHOE HOBOPOKIECHHBIX

(«black lung»PPHN) — nunnonarnveckas CToWKask JeroyHasi TUIEPTeH3Ms («UepHOe
JIETKOE»)

— BPOXKXACHHBIC aHOMAJINMHU JICTKHUX, B YACTHOCTH AJIbBCOJIIPHAA KAITMILJLAPHAA
AUCIIIa3uAa



ITATOTI'EHE3

@deTasibHasi ¥ MOCTHATAJIbHAS IUPKYJALMS TUIOJa OTJIMYAETCS TEM, YTO
JIETOYHBIE U CUCTEMHBIE LIENU padOoTarOT MapasuieabHo. Kak npaBbli, Tak U JIEBBIHA
KEITYJOUKH U3BEPratoT KPOBb B aOpTy C Mmocienyromeid nepdysuen IUiaeHTsl,
SMOpPHOHAJIBHBIM ~ OpPraHOM  OKcureHauuu. [IpaBelii  Keiyaoyek — sIBIsETCA
JOMUHHUPYIOIIMM, M KpPOBb IIYHTUPYETCS CIpaBa HAJIEBO 4YEpe3 OBAJIbHOE
OTBEPCTHE M apTepUaIbHBIN MPOTOK, TJIABHBIM 00pa30M MUHYS JETKUE, KOTOpPbIE
HE y4acTBYIOT B ra3000MEHeE.

Hamnporus, 3penas MOCTHATAJIbHAS HUPKYJISLHS NENUCTBYET
[IOCJIE0BATENBbHO. BeCh BEHO3HBIM BO3BpAaT NPOXOIUT 4YEpe3 IPaBYK) CTOPOHY
cepllla U B JIETKUE, TZI€ MPOUCXOAUT OOMeH ra3zom. OKCHUreHMpoBaHHasi KpOBb
BO3BpAIlaeTCs K JIEBOI CTOPOHE cep/ilia U 00eCIeUNBAET CUCTEMHYIO IIUPKYJIISALUIO
JUTSL TOCTABKH KUCJIOPO/ia B TKAHH.

OCHOBHbBIE H3MEHEHHUS KpPOBOOOpAIEHHsS MPOUCXOAAT IPHU POXKACHUHU,
KOTJIa OpTraH razooOMeHa MEepexXOoAUT M3 IUIAlEHTHl B Jjierkue. [Ipm HopMambHBIX
obctosTenbcTBax  mporpeccupytomee  nagenue  JICC — compoBoxkpaaeTcs
HEMEJUICHHBIM  [OBBINIEHUEM CHCTEMHOI'O COCYAHMCTOIO  COINpPOTHBIECHMS. B
T€YEHUE KOPOTKOrO MEpUOAa CYUIECTBYET MEPEXOJHAsl CXeMa KpOBOOOpalleHus,
KOTOopasi couetaer B ce0e (PYyHKIMHM Kak IUIOJOBOTO, TaK W TMOCTHATaJIbHOTO
kpoBooOpamenus. Camxenue otHomeHust JICC / CCC npuBoauT K yCTOMYUBOMY
YBEJIMYECHHUIO KPOBOTOKA B JIETKUX U MOTJIOLIEHUIO KUCIOPO/Ia B JIETKUX.

Hopmanbhast amantanuss K BHEYTPOOHOM JKM3HU TpeOyeT OBICTPOro
YBEJIMYEHUS JIETOYHOI'O KPOBOTOKA MPH POXKIACHUM, YTOOBI 00ECNEUUTh ydacTue
JIETKUX B Ta3000MEHe.

JlerouHasi THIEPTEH3USI C YMEHBIIIEHHBIM JIETOYHBIM KPOBOTOKOM SIBJISIETCS
HOPMAJIbHBIM (PU3HOJIOTMYECKUM COCTOSTHUEM Y IUIO/A, TOTOMY YTO IUIALIEHTa, a
HE JIETKHE, CIYXXUT opraHoMm ra3zooOMeHna. Kowmmiekc (akTopoB, Takux Kak
3al0JIHEHHBIE JKUJIKOCTBHIO JIETKME, TMIOKCHYECKash Ba30KOHCTPUKIUSA JIETKUX U

UPKYJIUPYIOIIUE COCYIOCYKUBAIOLINE CPEJCTBAa, TAaKWE KaK SHIOTENWH-1, u
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OPOJYKTHl MYyTH TPOCTarjiaHauHa (TO €CTh JIEHKOTpHUEHa M TpOMOOKcaHa), BCe
UTPAIOT 3HAYUTENBbHYIO pOJb B MOjjepx)aHuu Bbicokoro ¢deransHoro JICC.
Croiikas JieroyHasi TUNEPTEH3USI HOBOPOXKJICHHOTO MOXET OBITh MPU TSIAKEITBIX
NapeHXUMATO3HbIX 3a00JICBAaHUSAX JIETKUX, TaKUX KaK CHHJPOM acHuparuu
MekoHus (¢ achurcuert wim 0e3 acPUKCHUN), PECTMPATOPHBINA JUCTPECC-CHHIIPOM,
ITHEBMOHUS, CETICHC.

Crolikass JieroyHasi THIEPTEH3Us HOBOPOXKICHHOTO YacTO OCJIOXKHSAETCA
TUINOIUIA3He  JerKuX  (HEeIOpa3BUTOCTh) MW3-3a  OJIMTOTHJIPAMHUO3a WU
BPOXKJIEHHON  nuadparMaibHOW TpPhDKA  WIM  BHYTPEHHEM  0OCTpyKUUHU
(ONMUIUTEMHsST C THICPBSI3KOCTBIO KPOBH). OTH (HaKTOPbl MPHBOIAT K
HECIIOCOOHOCTH pa3peluTh (PeTanbHyIO JErOYHYI0 TUMEPTEH3UI0 U BEOyT K
coxpaneHuto JerouyHor runepreHsuun win IIJII'H. Beicokue 3Hauenus JICC
YMEHBIIIAIOT KPOBOTOK B JIETKUX, IOTOMY YTO KPOBb MJET MO IMyTH HAUMEHBIIIETO
conpoTuBieHUs. HepaBHOMEpPHOCT, BEHTWISIIUU U Tepdy3ud U BHEJIETOYHOE
IIYHTUPOBAHUE JIEOKCUTEHUPOBAHHOM KpoBM cripaBa HaiieBo uepe3 OO0 u OAII
MPUBOJAT K 1uaHo3y. CaTypauusi KUCIOPOJia Ha HIDKHUX KOHEYHOCTSX Ha 5% -
10% Huxe, yeM Ha BEPXHEH KOHEYHOCTH M BBISIBISICTCS MPU UIYHTUPOBAHUU
KpOBM M3 JieroyHou aprepuu B aopty udepe3 OAIL Eciu OAII 3akpbIT ¥ IIyHT
HCKJIIIOUUTENBbHO HaxoauTcs Ha ypoBHe OOO, cTeneHp IMaHo3a CXOJHA KaK Ha
BEPXHEH, TaK U HA HWKHUX KOHEYHOCTsX. JlabuibHast rumokcemus (BHIpaXKEHHOE
W3MEHEHHE HACBIIICHUS KHUCIOPOJOM C MHUHUMAJIBHBIM WA OTCYTCTBHUEM
M3MEHEHHI B HACTPOMKAax BEHTWISATOpa WU (PaKIMU BIBIXa€MOTO KHCIOPOJa
(FiO,), xapakrepna mus [IJITH u oOycioBiieHa W3MEHEHHEM 00beMa BTOPUYHOTO
IIyHTa K HE3HAYUTENIbHBIM HU3MEHEHUsIM B TOHKOM OanaHce mexay JICC wu
CUCTEMHBIM COCYIHUCTBIM CONpOTHUBJICHUEM. Hike TpuBENeHbl HECKOJIbKO
KJIMHUYECKHU BaXKHBIX YCJIOBUH, cBsA3aHHbIX ¢ [IJIT'H.

Xots [IJIT'H TpamuiimoHHO cuuTaeTcs: 3a00JieBaHUEM JOHOIICHHBIX U
«MO3HUX HEJIOHOIIEHHBIX» HOBOPOXKIEHHBIX, OHA BCE Yallle IMATHOCTUPYETCS Y

KparHE HEIOHOIIEHHBIX JETEW. Y HEKOTOPBIX HEJOHOLIEHHBIX HOBOPOXKIECHHBIX C
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PJIC TIJIT'H pa3BuBaeTcs B IEPBbIE HECKOIBKO JTHEHN MOCIIE POKIACHUS, TOTAA KaK Y
HeJOHOIIeHHbIX Jered ¢ BJIJI nerounas TUNEpPTEH3UST MOXKET  OBbITh
JWArHOCTUPOBAHA TMO3KE€ M JAXE IMOCJIE BBIIUCKA U3 POAOBCHOMOTATEIBHOIO
yupexaeHus. JlerouHass aprepuanbHas THUIEPTEH3Us, OcCHoXHAtomas bJI/I,
MPEJCTaBIACT o000l mporecc, Heckoyibko oTiauyaromuiics ot [IJII'H u umeromuii
TEHJICHIIMIO K 3HAYUTEIHHOMY 3aTSATUBAHUIO 3a00JeBaHUS. DTO, MO-BUAUMOMY,
ABJISIETCSL  CJICJICTBUEM 0oJiee TOHKOTO CJIOSl JIETOYHBIX KamWUIAPOB TIpH
MEePECTPONKE CTPYKTYpHl JIeTkux mpu HOBoM (opme BJIJ] pemoaenupoBanus
JIETOYHBIX COCYAOB. MI3MEeHEHUs COCYI0B 3aTpPyIHSIOT JICUCHHE W 3HAYUTEIBHO

MOBBIIIAIOT TSKECTh OCJIOKHEHMH.

KIMHNYECKHUE MPOABJIEHUA 11JIT
KimHnueckast kKapTiHa CTOWKOM JIETOYHOU TMIIEPTEH3NUN BKIIFOYACT:

e lI3MEHYMBYIO TMIIOKCEMHIO W LIMAaHO3, HE COOTBETCTBYIOLIUE TKECTH
OJIBIIIKH, HO YCUJIMBAIOIIUECS NP HATPY3KE.

e bosee BBICOKYIO HACBIIIEHHOCTh KUCIOPOAOM KPOBU apTEpUM IIPaBOM PYKHU
(npemykTanpHOM), yem aptepuil HoOr (moctaykranbHo#). PaO2 kpoBu mpaBoi
Jy4eBOM apTepuu 3Ha4YUTENbHO npeBblimacT PaO2 mynoudnon aprepuu. OmHako,
ecinu cOpoC MPOUCXOAUT MPEUMYILIECTBEHHO Yepe3 OBaJIbHOE OKHO, pa3HULA
HACBIIIEHHOCTU KuciopoaoM U PaO2 kpoBu mpe- W NOCTAYKTAJIbHBIX apTepuid
OTCYTCTBYET.

VYBenuueHrue  TEHH ~ Ccepala  Ha  pEeHTreHOrpamMMax — IPYJHOM  KIJIETKH.
ConyrcTBytomue 3a0oaeBaHus (pecnupaTopHbI JUCTPECC-CUHAPOM, BPOXKICHHAsS
nuadparMalibHasi TPhDKA) MPUBHOCSAT B PEHTICHOJOTMYECKYI0 KapTUHY CBOM
ocoOeHHOCTH. {11 HIMOMAaTHYECKON CTOMKOMN JIErOYHOM TUIIEPTEH3UH XapaKTePHO
o0eTHeHNEe COCYTUCTOTO PUCYHKA («IEPHOE JIETKOE) )

Oxokaparorpagusi UrpaeT BaXKHYIO POJb B UCKIIOUEHHUU BPOXKIECHHOTO IMOPOKa

ceplilla W TOATBEPNKICHUU JUArHO3a CTOMKOW JIETOYHOM THUIEPTECH3HMU.

9



Oxokapauorpaguueckas KapTUHA TMOCIEAHEW BKJIIOYAET MpPaBO-JIEBBId CcOpOC
KPOBM Uepe3 OBAJIbHOE OKHO U apTepUalbHBIM MPOTOK, HEIOCTATOYHOCTH
TPEXCTBOPUYATOrO KJalaHa, TUMEPTPOPHUIO TMPABOTO KEIYJ0UYKa, CMEIICHHE
MEXOKENTYJOUYKOBOM — MEPEeropoAKHd  BJIEBO, YJJIMHHEHUE CHUCTOJBI IPABOTO

KEITy104Ka.

OCHOBHBIMH KJIUHUKO-AMATHOCTHYeCKUMU KpuTepusimu IIJII'H saBasrorcs
e CroiKHil IEHTpaIbHBIA IHAHO3

L TaXI/IHHOS, 9acTO HE COIIPOBOKAAOIICCCA BTAKCHUCM YCTYITUYHNBBIX MCCT

IPYJHOM KIIETKH
e HopmoteHnsus, 3aTeM apTepruaibHas TUIIOTEH3Us

e Ilpu ayckynpTanuu cepana: CUCTOIMYECKUH IIyM Ha JIA
e axueHT Il ToHa Hax neroyHoil aprepueil, Ha GpoHe npuraymenus I Tona
e Pe(dpakTepHOCTh K OKCUTEHOTEpAIIUU

e BpIicokasi BEpOSTHOCTh HEI(PPEKTUBHOCTH KOHBEHIIMOHAIBHON BEHTUJISLIUN

HEPCUCTUPYIOUIASA JIETOUYHASA T'NITEPTEH3USA I1PU
HEKOTOPBIX BPOXKXJIEHHbBIX 3ABOJIEBAHUSX.

Bpoxnennasi numadparmaibHas rpeika (B sBisercs nedextom
pa3BUTHs IuadparmMel, KOTOpas OTAEISET IPYIHYIO KIETKY M KUBOT W SIBIISETCA
HanOoJiee BAXKHOM NMPUYMHOM THIOIUIA3uM Jerkux, npuBomsmend k TIJITH. BA
umeer cMmeptHocTh OoT 20% no 30%, a cTeneHb acCOUMUPOBAHHOW JIETOYHOMN
TUIIOIVIA3UM W TSDKECTH JIETOYHOM THUIIEPTEH3MM OCTAKOTCA  OCHOBHBIMU
ompenensonuMu  ¢GakTopamMu  BbDKMBaHHMS. HecmMoTps Ha  3HA4YMTENbHOE
ynyuueHue BpbpkuBaeMoctu [UJII'H B pesynprare apyrux nmpuyvH, CMEPTHOCTh U
notpedHocTh B OKMO ocraroTcs Bbicokumu y MnazgeHues ¢ B/II.

AJbBeoJisipHasi kanwuisipHasi aucniasust (AKJ]) peakas netambHas
BPOKJCHHAs AHOMAJIMS, XapaKTEPU3YIOIIAsCd HAPYIIEHUEM CTPOEHUS JIETOYHBIX

COCYJIOB: YTOJIIIEHUEM MEKAJIBBEOJSIPHBIX IEPETOPOJIOK M YMEHbBIIICHUEM

iRV



KOJIMYECTBA MEJKHX apTepuil M KanwusIpOB B JIETOYHOM mnapeHxume. OHa
peACTaBsAeT co00M pecnupaTOpHYI0 HeaocTaTouyHocTh M cTovikyro IIJITH ¢
MEePBbIX JHEH >KU3HU, MPUBOJIA K TSHKEIOW TMIIOKCHMU BCIEACTBHE cOpoca KpOBU
cIpaBa HaleBO W npuBoAs K cmeptHocth moutd B 100% cioyuaes [4].
I'ucronornyeckoe uccaeq0OBaHUE JIETOYHOM TKAaHU OCTAETCs 30JI0TBIM CTAHAAPTOM
JJI8 TUarHOCTUKH. Bo03MOXHOCTH Owoncuu Jierkoro st uckirodeHus AKJ]
CIEAyeT paccMaTpuBaTh JJISI HOBOPOXKACHHBIX, y KOTOPBIX HE YIIy4lIaeTcs
KJIMHAYECKAsl CUTyaldsl B PE3ylbTare TPAAUIMUOHHOTO JICUEHUS, & TaKXKE HET
npu3HakoB yxonaa ¢ OKMO.

B Hacrosiiee Bpemsi UMEIOTCSI JaHHBIE O TOM, YTO Y psiJia MAIMEHTOB €CTh
reHeTHUYECKasl MPeIpacioiOKEHHOCTh K (DOPMUPOBAHUIO JIETOUYHON apTepUaIbHON
runepren3uu. K reHeTudecku  OOYCIIOBJIEHHBIM  BapHaHTaM  OTHOCSTCSA
uauonaruyeckasi (mepBUYHAsi), BPOXKICHHAsA (HACJEICTBEHHas1) JEro4Hasi
THIEPTEH3Usl, & TAK)KE HEKOTOPBIE CIy4al BTOPUYHOM JIETOYHOW TUIEPTEH3UU
npu BpOXACHHBIX TOpokax cepaua [9-7]. K nHambonee vacto BcTpedaronimmcs
BHUJIaM T€HHBIX MYyTallli, CIIOCOOCTBYIOIIMM Pa3BUTHUIO JIETOYHOM apTepUaibHON
TUINIEPTEH3UU OTHOCSTCS MyTalllU:

- reroB peuentopa Il tTuna mMopdoreHeTndyeckoro Oejika KOCTHOM TKaHU
(BMPR2),

- perieniropa I Trima Mopdorenernyeckoro Oeska KkoctHoi Tkanu (BMPR1),

- mporenHoB SMAD,

- perienitopa | Tuna akTuBUH-110100HO0M KrHa3el (ACVRL1),

OTHOCSIITMXCS K CynepceMeicTBy Tpanchopmupyroiiero pakropa pocra-b (TGF-b)
[8,9].

B ocHOBe maToreHeTHYecKoro MexaHm3mMa reHeTHYeCKH 00YyCIOBIEHHOM JIErOYHON
apTepUaAIbHOMN TUIIEPTEH3UU JIEKUT M30bITOYHAS nposideparus
[JIaJKOMBIIIEYHBIX KJIETOK COCYIOB JIETOYHOTO PycCla 3a CUET YErO MPOUCXOIUT
YTOJIILIEHUE HMHTUMBI WU AJBEHTHUIMS COCYJIOB, a TAaKXE€ AaKTHUBAIMs alonTo3a

SHAOTENUOIMTOB JETOYHBIX KanwuigpoB. [leHeTpaHTHOCTH OOHapyKEHHBIX
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MyTaliii MOXeT ObIThb pa3HoW. Tak mNpu HacHeACTBEHHOW Qopme n€rouyHoun
aprepuanbHOil runepreHsun y 80% pOJICTBEHHUKOB, SBISIOIIMXCS HOCHTEIISIMHU
MyTaHTHOro rena BMPR2, nérounas aprepuaiibHasi TUIIEpTEH3Us HE Pa3BUBAETCS
[6]. B skcmepuMeHTe Ha JKMBOTHBIX ITOKa3aHO, YTO pa3BUTHE 3a00JICBaHUS Y
HocuTeneld MytaHTHoro reHa BMPR2 moker mnpoucxoauTh TOJA BIIHMSIHUEM
JOTIOJIHUTEBHBIX MPOBOIUPYIONINX (AaKTOPOB, TAKUX KaK BO3JACHCTBHE TUIIOKCUU
WIM BOCHAJCHUs, Torja kak y juin ¢ mytamusmMu reHa ACVRL1 nérounas
apTepHalibHas THIICPTCH3Ms pa3BuBaeTcs crontanHo [10,11].

Y nmereil n€royHas apTepUalibHas THUIEPTECH3US HEPEIAKO BXOAUT B
CTPYKTYpy T€HETH4YeCKMX cHHIApoMOB. Tak, no0 13% cinydaeB néroyHoi
TUIEPTEH3UUM B MJIQJICHUYECKOM BO3pacTe HaOMIOJaeTcsl MPU  XPOMOCOMHBIX
3a00JIeBaHMSIX, B TICPBYIO OUepe/ib PU TprCOMHUHU 110 2 1-if mape xpomocom [5].

HccemenoBanus TMOCIEOHUAX JIET YKa3blBAlOT HA B3aUMOCBSA3b PAa3BUTHUSA
NErOYHOM apTepHaIbHONM TUIEPTEH3UH C MOJIUMOP(GHBIMU BapHaHTaMHU TEHa,
Koaupymomero (¢akrop pocra sHgoreaus cocyaoB (VEGF). dakrop pocra
SHAOTENHSA COCYIOB SBISCTCA KIIOUEBBIM MeauaTopoM anruoreneza. VEGF
CHelU(pUUECKH BO3JIEHCTBYET HaA OJHJOTEIUANbHbIE KIETKM U CIIOCOOCTBYET
YCUJIEHHOMY aHTHOTEHE3Y, COCYIUCTON MPOHUIIAEMOCTH U POCTY SHIOTEINUATIBHBIX
KieTok. buonormyeckas pone VEGF B pazButum JEroyHoM aprepuaibHON

TUIICPTCH3HUN 3aK/II0YaCTCd B H3MCHCHHU APXHUTCKTOHUKHU COCYHHCTOﬁ CTCHKH

[12].

JANATHOCTHKA
[Tpu runoxcemun auddepenumansuas auarnoctuka BIIC u [IJII'H umeer
BaXKHeHIIee 3HayeHue. [lepBoHavyanbHas OLEHKA JOJDKHA BKIKOYATh TIIATEIbHBIN
coop aHamHe3a W ¢u3uKaIbHOE oOcienoBanue. OTHOBPEMEHHO HEOOXOIUMO
U3MEPUTh  TNPEAYyKTAJIbHYI0 W MOCAYKTAJbHYH  caTypaiuio, IpOBECTH
pEHTreHorpauio TPYJHON KIETKM W aHaJIW3 Ta30B B apTEPUATBHONW KPOBH.

FI/IHOKCCMI/IH, HECOopasMEpHasd TKCCTH MAPCHXUMATO3HOTO 3a00JIEeBaHHsT Ha
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PEHTreHOrpaMMe  TIPYJHOM  KJIETKH, MOXET TMPUBECTH K MBICIH 00
uauonaruueckod [IJITH (umm «cunero» tuna BIIC). Ins auddepennumanuun
IUI'H or BIIC BaXHO HW3MEPUTHh CaTypallMi0 M MAapUUAAIBLHOE HANpPSKEHUE
kuciaopona. Paznuuus B carypamun oT 5% no 10% wim mapudalibHOTO
HaMpsHKEHUST KUCIOPOAa pa3audus COCTaBISIIOT B pazmepe 10-20 MM pT. CT. MEXIY
MpaBoOd BEpPXHEH KOHEYHOCThIO M HUXHUMHM KOHEUHOCTAMH CUUTAIOTCS
3HAYUTENIbHBIMU. Y HOBOpPOXJIeHHBbIX ¢ [IJII'H u myHTHUpoBaHneM KpoBU clipaBa
HaJIeBO JaHHbIE MOKa3aTeJM KaK Ha MPaBOM pyKe, TaK U Ha MpaBod HOre OyAyT
Hu3kuMu. I Haobopot, muageHisl ¢ OAIl u koapkramueil aopTbl MOTYT UMETh
paznuuusi B dtux mnokazarensx. [Ipu IUII'H runokcemusi ywacto naOuiibHa, B
OTJINYME OT MOCTOSHHOM TUIOKceMHH, Habmonaemon npu «cunux» BIIC. Tect Ha
TUNIEPOKCHIO (M3MEpPEHUs Ta30B KPOBU B apTEpHAIIbHOM KpOBU uepe3 15 MUHYT
BozzerctBus  100% kuciiopoga) M TECT Ha TUIEPOKCUIO-TUIIEPBEHTUIISLIUIO
(TUnepokcus M MOCIEAYIONINI ajaKaio3, BHI3BIBAIOIINE Ba30UIATAIIMIO JIETKUX U
yIy4yllalolmue  MOKa3aTelu  MapUUAIbHOTO  HANpsDKEHWs  KUciaopoda B
apTepHaIbHOM KPOBHM) B HACTOSIIEE BpPEeMs HE MPAKTUKYIOTCSA H3-3a HM3BECTHBIX
m0OOYHBIX 3(P(HEKTOB THUIEPOKCUHM W ajKaio3a. ITUX TECTOB MOXHO H30€KaTh,
MOATBEPJUB TOBBIIIEHNE JABJICHUSI B JISTOYHOM apTepUM TMPU TOMOIIM pPaHHEH
AXOoKapauorpaduu.

NHpekc okcureHanuu (CpelHee [aBJIICHHE B MbIXaTEIbHBIX MYTAX [CM
H,0] x Bupixaemas (pakuus O,[FIO;] X 100 / I1a0,) ucnonb3yeTcst sl OLECHKH
TSDKECTU 3a00JIEBaHUS U OMPECNICHUS CPOKOB BMEMIATEILCTB (B YACTHOCTH, IS
WHTASIIMOHHOTO  OKCHAAa  a30Ta  [MHAGKC  OoKcureHamuu  15—25] wu

AKCTpaKopropaibHOi MeMOpanHoi okcureHaruu [OKMO — uHIEKC OKCUTeHAIH

> 40]).
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JIEYEHUE IVITH
Kiawuesblie paxkTopsl pannei tepanuu IIJITH:
* Crporuii 1e4eOHO-OXPaHUTEIbHBIN PEKUM
* Pecnmparopnas nomonip
e T'eMoanHaMuuecKas TEpaIusi: BOJIEMUYECKas MOIJEPHKKA, UHOTPOIIHAS
Tepanus
*  HWurubutops! pocdonuscrepasbl
* KoHTpoiib 1 KOppekuus remocrasa
* AnTtubaxkTepuanbHas Tepamnus

* Konrpois 3¢ppextuBroctr o nanaeiMm KOC u 9xo-KI'

JleueOHO — OXpaHHUTEIbHBIN PeKUM

OOGecnieunth TEpMOHEUTpaAIbHOE OKpykeHue. [10 BO3MOXHOCTH MaKCUMabHO
UCKJIFOYUTH JIFOObIE MaHUMYJISAIMK U 3a00pbl aHAJHU30B, 00CCIICUNTh aJCKBATHYIO
aHanresuto. [Ipu pa3BUTHU AECUHXPOHM3ALMM JIbIXaHUs peOeHKa C amnmapaTHBIM
neixanueM 1pu nposenennn UBJI/ BUO UBJI BBoaATCS ceaTUBHbBIE TpenapaThl:
Huazemam 0,5% - B/B 60omrocHOo 0,1-0,25 Mr/kr Kaxkapie 6 4acoB,
®enrannn 0,005% - B/B 60a1r0cHO 110 5-10 MKI/KT, B/B KaneiabHo 1 — 5 MKr/Kr/4ac;
Mopdun 1% - B/B 60mocHo 0,05-0,2 Mr/kr, B/B kaneiasHo 0,1-0,15 Mr/kr/4.
HNckyccTBeHHASI BEHTHJISIIIAS JIETKHX

Jlms  oOecneueHMsT aaeKBaTHOTO Ta3000MEHA B JICTKMX W H30CKAHUS

O0apoTpaBMbI U BOJIBFOMOTPaBMbI, PEKOMEHIYIOTCS MITKHE CTPATETHH BEHTHIISIIUN
¢ ontuMmaibHbeIM PEEP, oTHOCHMTEIbHO HHM3KMM IHKOBBIM JaBJICHHEM Ha BIOXE
WIK JbIXatedbHbIM  00beMoM [13]. VYV  HOBOPOXIEGHHBIX C  TSHKEIBIMU
3a00J1€BaHUSMU JIETKUX YaCTO HCIIOJB3YEeTCS BBICOKOYACTOTHAS] BEHTHIISIIUS IS
ONTHMHU3AIMKA UHQISALIUK W MUHUMH3AIUMU TpaBM Jerkux [14]. Ecmu numkoBoe
JaBlicHHEe Ha Baoxe mpeBbimaer 25-28 cm H,O wmim apixarenbHbI 00BEM,

MpeBBINAMMN 6 M /KT, HeoOXoaumbl 1t noaaepkanus Pa CO , menee 60 MM
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pPT. CT., TO PEKOMEHAYETCS IMEepPEeHTH Ha BBICOKOYACTOTHYIO (CTPYHHYIO WIH
OCIHWUISITOPHYIO) BEHTWISLHIO. B KIMHMYECKMX HMCCIIEOBAaHUSAX COYETaHUE
BBICOKOYACTOTHOW BEHTWISIHUUA C HCIOJB30BAHUEM BJBIXaEMOIO OKCHJZIA a30Ta
(INO) mpuBoaMiaO K HauOOJbIIEMYy yIydlIeHHIO OKcureHanmn mnpu I1JITH,
cBs3aHHOM ¢ A y3HON apeHXUMATO3HOU OOJIe3HBIO JIeTKHX, Takoi kak PJIC u

IIHEBMOHUS, HO HE MMEJIO NpenmylecTts npu uauonarndeckom [UJITT mmm BJIL

[15].

I'emoguHamMu4eckas Tepanus
Bonemuyeckas Harpy3ka HeoOXoJuMa TOJBKO JIJII  TAIMEHTOB C
HEJI0OCTATOYHOCTHIO peIHArPY3KH. Pekomennyercs HCIIOJIb30BATh
sXoKapauorpaduueckyto OIEHKY TeMOJIMHaMuKu. Bollemuueckas Harpyska
KOJUIOMJAMU U / WIIA KPUCTAJUIOUIAMH HE JIOJHKHA MCIOJIB30BAThCS y NAI[UEHTOB C
KApJIUOTE€HHBIM IIIOKOM.
HNuorponnas repanus IJII'H
JoOyramun. J[0O0yTaMUH TpPHU3HAH «30J0THIM cTaHaapTom» jgedenus 11T
JlobyramMuH TIpeACTaBiIsIeT COOOM CHHTETHYSCKHN KaTeXOJaMHH, KOTOPBIH
JNEUCTBYET IO CYyIIECTBY Ha [-peuentopsl, co3aaBas aJpeHEepruyecKuit
addekT. [loOyramMmuH  sABISIETCS  BTOPBIM  HawbOoJee 4YacTo HCIHOJIb3YEeMbIM
MHOTPOIIOM JJIs JICYEHUS] TUIIOTOHUM Yy HEJOHOIICHHBIX JNETEW CUUTAETCS, YTO OH
o0nafaeT TeMH K€ MPEUMYIIECTBAMHU, YTO U Ao(amMuH, HO 0e3 neprudepruuecKoro
COCYZIOCYXKMBAIOMIETO (P deKTa.
JnuHepuH
Huskue no3el (Menee 0.03 mr/kr/muH) -
* uHOTpOMHKIH 3h ekt (B1-pementopsi) - poct AJl;
* xpoHOTpomnHbIN 3PPekT (al-penentopsr) - poct HCC;
* O0OYCTIOBJICHHBIA CTUMYJISIIIUEH [B2-perenTopoB CUCTEMHBIA W JICTOYHBIN
Ba30IMIISATUPYIOMUNA d()PEKT - yMEHBIICHUE BPEMEHH «OJIETHOTO TSTHAY,

poct auypesa, camkenue FiO, u JIJIA.
15



Bricokue 10361 — (6osee 0.03 Mr/kr/muH)

*  Ba30MPECCOPHBIN APPEKT CHCTEMHBIN M JICTOYHBIHN (0l-aPCHETHUCCKUH )

* poct JIJIA un yxxecrouenne napametpo NUBJI;

* PoCT pe3nCTEHTHOCTH ME3EHTEPHUATHHOTO KPOBOTOKA,;

* ['mneprinvkemus u naKkTaTanuaO3.

[Tpu pedpakrepHoM K HonMHUHY, T0OyTaMHHY B 00beMy mIoke go03a ot 0.05

10 0.3 Mkr/kr/muH.

HeoOxomuMocTh B yBEJIMUYEHHMH 103  Ba3OMpPECCOpPOB B JUHAMHUKE
acconuupyercsi ¢ TsbkecThio nporecca u [1JIIN. Takke mpOUCXOAUT aKTHBAITHS 0.
penenTtopoB. OTO  TpeOyeT  pacCMOTPEHUsi  BOIpoca O  IEPECMOTpE

reMOJIMHAMHYECKOW Tepanuu U 00CYKIeHUS IPUMEHEHUs HHTHOUTOpoB DJ13.

HNurudurops! ¢pochoandcrepassl.

MujapunoH. Monudukaiys ypoBHEH MUKINUYECKUX HYKJIETUOB MPU MPUMEHEHUN
JAHHBIX ITpenapaToB TakoBa. Poct koHueHTpauuu tAM® B MUOKap/ie MPUBOIUT K
pOCTy ynapHoro oobema, MUHYTHOTO 00bema. [loBeienue konreHnTpanuu il MO
B IUIQIKUX MBIIIIAX JIETOYHBIX COCYAaX BEAET K AuiIsTauuu U cHuxeHuto JIJIA.

Jo3a ot 50 mkr/kr 3a 20 muH 10 75 Mkr/kr 3a 60 munyt. [logaepxxuBaronias
no3a - 0,25-0,75 Mkr/kr/mMua

Jns HenonomeHHbpIXx MeHee 30 Hemenb mpo3upoBka 0,75 MKI/Kr B TeueHue 3
4acoB, najnee TuTpoBanue 0,2 MKT/KT/MUH.

N3 mo6ouyHbIX 3(HEeKTOB BO3MOKHBI TPOMOOIUTONEHUS, apuTMus. Hemb3s
BBOJUTH JJAHHBIN IIPEIapar B apTepUAIbHBIN IyIIOYHBIN KaTeTep.

Harpy3ounass go3a mwipuHoHa (50 Mkxr / kr) B TeueHue 60 MHUHYT C
nocneaytomum uHpysuen (0,33-0,99 mkr / kr / mMuH) B TedeHue 24-72 yacos.
[Ipumep pacuet no3b1 npencrasieH B [Ipunoxenun 4.

Cunpgenadui
B Hacrosmee Bpemss B siedyeHun nanueHTtoB ¢ IIJII' B kauecTBe OogHUX W3

HanOoJiee MEepPCIEeKTUBHBIX MpPenaparoB MOTYT paccMaTpUBAThCs cuiAeHapuil U
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taganapui. HWccnepoBanus ¢ cuiijieHa@UIOM NPOJOJIKAIOTCS OYEHb AKTHBHO,
CTaHOBSITCS Bce 0oJiee MacIITAOHBIMU U COOMPAIOT BCE OOJIbIIE HOBBIX JAHHBIX O
MEepPCIEKTUBAaX MOHOTEpANUU HSTUM IMpPEnapaTtoM M €ro HCIOJIb30BaHUA B
KOMOUWHAIIMU C JIPYTMUMH CPEJCTBAMHM JJIsi JICUEHUsl JIErOYHOM runepreH3uu. Ha
nanabii MoMeHT FDA CHIA onobpuio npumenenue cunaeHaduia B qo3e 20 mr 3
pasa B JIEHb NEPOPAIBHO Yy B3POCIBIX C JETOYHOW apTepUAIbHOM runepreHsuei. B
EBpomnie yTBepkJeHbl aHAJIOTHYHbIC TO3UPOBKU, OJHAKO JOJTOCPOUHBIN A(DPeKT
HaOmoaaeTcs npu ux nossimeHuu A0 40—80 mr 3 pasa B 1eHb

WccnenoBanus mokasaiu yaydllleHWE MHJIEKCA OKCUTEHAIMU U CHIDKCHHE
CMEPTHOCTU B Tpynmax Jered ¢ npuMeHenuem cuigeHadumna (5,9% npotus 44%)
B n03e 0,4 mr/kr 3a 3 gaca, u ganee 0,067 mr/kr/gac nepopanbro 0,5-2,0 Mr/kr
KaxIble 6-12 yacos.

B omnom u3 uccnenoanuii [Perez KM et al., 2015] onenuBanock paHHee
UCIOJIb30BaHue cuiijeHadumna (rmocie 7-ro JHA KU3HU) Y HEJIOHOIICHHBIX JIeTel
s npodwnaktuku BJIJI [16]. Ontumanbhas no3a cuiaeHaduna B Gopme s
OpaJIbHOTO TPUMEHEHUS Y HOBOPOXKICHHBIX M JIE€TeH SBISETCA MPEIMETOM
TUCKyccui. bpuTaHCkuil HAIIMOHATBHBIN (GOPMYIISIp NIt AETEH COBETYET BBOJUTH
10361 0T 0,5 MI/Kr 710 2 MT KT Kaxkaple 6 gacoB [17]. KnmnHuueckumMu noka3aTelisiMu
YCIEIIHOTO OTBETA SIBIISIFOTCS YIYUILIEHHBIC MOKA3aTeld OKCUTEHAIUU, a UMEHHO
yBeIUYEHUE carypauun kuciopoja Ha 10% c yMeHbIIEHUEM pa3HULbI MEXKIY
3HAQYEHUSIMM TIpe- U TOCTAYKTaJIbHOW carypauud. Bpemss oTBeTa MOXKET
BapbUpoBaThcsi OT 20 MHUHYT [0 3 4YacoB IOCIE€ NEPOPaIbHOrO MpHUEMA.
OntumanbHas TPOJOIHKUTEIBHOCTh JICUCHHS] IMOKa HE OMNpEAEsieHa, U BaKHO
HaOJI0/1aTh WHAWBUAYAJIbHBIA OTBET C TEM, YTOOBI MpEKpaIllaTh MPUEM JICKAPCTB
MOCJIE YETKOTO OTBETAa OpraHU3Ma W YIyUIIeHUS KIMHUYECKUX W JabOpaTOpPHBIX
nokasareinei. JleueHue creayeT TakKe MpeKpaTUTh mocie 6-8 103, eclid HeT
yiaydmieHus. Takke CHUKEHHUE J03bl WIM TPEKpalleHHe JCYCHHUs HEOOXOIMMO,

CCJIM TUIIOTOHHA pa3sBUBACTCA, HCCMOTPA Ha HHOTPOIIHYIO ITOJACPIKKY.
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B cnyuasx, xorjga JieyeHHWE HMHTAIALMOHHBIM WIJIONPOCTOM, NPUMEHEHHE
OKMO wmm wHramssuuu okcuga aszora INO HEBO3MOXHBI, MEPOPATbHBIN
cuiigeHapuI MOKET ObITh adbTEpHATUBHBIM BapHAaHTOM TEpamuH MpH JICUCHUHU
[TJITH. Uccaenoanue M.AbdulRahman. et al. 2017 [18] mokazamno, yto B 9
CllydasiX OpraHM3M JIeTell OTBeYasl Ha OpalbHBIN CHIAeHAPMI. JTO Takke ObLIO
MOKa3aHo U B OoJiee paHHUX uccienoBaHusx. Jlo3a BapeupoBanach ot 0,3-1 mr/kr
KaXkJpie 6-8 yacoB. Y manueHToB Hcue3aia KUCIOPOJ03aBUCUMOCTh B TE€YEHUE OT
10 no 14 nueit 6e3 cepre3HbIx MOOOUHBIX 3PdexToB. Tonbko ogHOMY peOeHKY B
ATOM HCCIIEJOBAaHUU TpeOOBaJUCh WHTAISIMK OKCHJAA a30Ta BMECTE C

MEXaHUYECKON BEHTWIIAIIMEH.

Kpurepuu 3¢p(peKTUBHOCTH JIeUEHUSA:
» JlukBupanus apTepraibHON TMIOTEH3UN (HOPMATHUBHBIC 3HAYCHUS
npeacraniieHsl B [Ipunoxenuu 1)
*  OTCyTCTHBE CHMXKEHUS ITyJILCOBOTO JTABJICHUS
* Jluype3s Oosee 2 mir/Kr/4ac
*  CumnTom OJIeTHOTO TMATHA MEeHee 2 CeKyHT
*  Hopwmanuzanust cepieuHoro Beiopoca
*  CHwmxenue [JJTA
* CHWXEHHE KOHIICHTPALNH JIaKTaTa
*  «Cwmsruenue» napamerpos UBJI
* Cuamwxkenue o6mero nepudepudeckoro conporusieHus (OI1C)
3a mocnegHue [nBa AecATwiieTdss aAuarHoctuka u  jedenue [UJITH
3HAYUTEIIBHO  YJIYUYIIWINCh. AKIEHT CMECTHUJICS C THUIEPOKCUICHAIUA U
TUTIEPBEHTWISIIIUM Ha YIydllleHHbIe, 0oJiee INAAIIUE CTPATeTUM BEHTUJISLIUH,
9TOOBI ONTUMU3UPOBATH «PACKPBITHE» JETKUX U MHUHHUMH3UPOBATh TOKCHYECKUE
addexTsl kuciaopoaa. Takke HUCMOIB3YETCS NMEPMUCCUBHAS («pa3periuTeabHas)))
TUINIEPKANHUS B COYETAHUU C TEPANEBTUUYECKUM HCIIOJIb30BAHUEM MPEMApaTOB

OK30I'CHHOTI'O CprbaKTaHTa N MHTAJISIOHUKY OKCH A a30Ta. OTH U3MEHEHUS IIPUBCIIN K
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3HAUYUTEIIBHOMY YMEHBIIEHUI0 4Yuciaa HOBOpoxkAeHHbIX ¢ [IJII'H, koropeiM
notpedoBanacs IKMO.

JIBe mpo6iieMbl, OCTAalONIMECs OYEHb aKTyadbHBIMH BKJIIOYAIOT B CEOs
BEJICHUE MALMEHTOB MPHU JETOYHOM THIOIUIA3UM M JIETOYHOW TUINEPTEH3HH IPHU
B/II' n neroyHoy runepreH3ud y HEIOHOUIEHHBIX naereu, ceasaHHou ¢ bJIJ[. B
HACTOSAIIEE BPEMS M3Y4arOTCS HOBBIE JIETOYHBIE BAa30JMJIATaTOPbI, B YAaCTHOCTHU
AHTUOKCUIAHTHI (CYNMEpPOKCUIANCMYTAa3a), PACTBOPUMBIE TI'yaHWIATIMKIA3HbIC
aKTUBAaTOpbl WM  HMHICUOMTOpPHl  pOKHMHa3bl. B TO ke BpeMs  MHOrue
POJIOBCIIOMOTATENbHBIE YUPEKIICHUS 10 BCEMY MUPY HE MOTYT MO3BOJIUTH cede
IIPOBEPEHHBIE, HO TOPOTrOCTOSINE METObI JICUEHHUs], TAKUE KaK UHTAIIALMU OKCHIA
azota u OKMO. HeoOxonumbl JanbHEHIINE HCCIAEAOBAHUS ISl pa3pabOTKU
COOTBETCTBYIOIIUX 3KOHOMHYECKH 3()(PEKTUBHBIX CTpaTeruil i yIydlICHUs
JIEYEHUs] JIETOYHBIX COCYAMCTBIX 3a00JIeBaHWIl, CBSI3aHHBIX C  TaKUMH
COCTOSTHUSIMH, KaK aclMpallMOHHasl THEBMOHUS U TsKenas acUKCUs, 0COOEHHO B

Pa3BUBAIOIIUXCA CTpaHaX.

19



CIIMCOK JIMTEPATYPbI
1.Gersony WM, Due GV, Sinclair JC: «PFCy» syndrome (persistence of fetal
circulation). Circulation 40:3-9,1969.
2. Walsh-Sukys MC, Tyson JE, Wright LL, et al . Persistent pulmonary
hypertension of the newborn in the era before nitric oxide: practice variation and
outcomes. Pediatrics.2000;105(1, pt 1):14-20
3. Bendapudi P, Rao GG, Greenough A. Diagnosis and management of persistent
pulmonary hypertension of the newborn. Paediatr Respir Rev. 2015;16(3):157-161
4. Fan L.L., Deterding R.R., Langston C. Pediatric interstitial lung disease
revisited // Pediatr Pulmonol. — 2004. — Vol. 38(5). — P. 369-378.
5. Machado R.D., Eickelberg O., Elliott C.G. et al. Genetics and genomics of
pulmonary arterial hypertension. J Am Coll Cardiol 2009; 54:1: S32—S42.
6. Pfarr N., Fischer C., Ehlken N. et al. Hemodynamic and genetic analysis in
children with idiopathic, heritable, and congenital heart disease associated
pulmonary arterial hypertension. Res Res. 2013; 14: 3.
7. Rabinovitch M. Molecular pathogenesis of pulmonary arterial hypertension. J
Clin Invest. 2012; 122:12: 4306—4313.
8. Deng Z., Morse J.H., Slager S.L. et al. Familial primary pulmonary hypertension
(gene PPH1) is caused by mutations in the bone morphogenetic protein receptor-11
gene. Am J Hum Genet 2000; 67: 737—744.
9. Humbert M., Deng Z., Simonneau G. et al. BMPR2 germline mutations in
pulmonary hypertension associated with fenfluramine derivatives. Eur Res J 2002;
20: 518—523.
10. Chida A., Shintani M., Nakayama T. et al. Missense mutations of the BMPR1B
(ALK®6) Gene in Childhood Idiopathic Pulmonary Arterial Hypertension. Circ J
2012; 76: 1501—1508.

20



11. Roberts K.E., McElroy J.J., Wong W.P. et al. BMPR2 mutations in pulmonary
arterial hypertension with congenital heart disease. Eur Respir J 2004; 24: 371—
374.

12. Sitbon O, Morrell N. Pathways in pulmonary arterial hypertension: the future is
here. Eur Respir Rev 2012;21:321-7.

13. Wung JT, James LS, Kilchevsky E, James E. Management of infants with
severe respiratory failure and persistence of the fetal circulation, without
hyperventilation.Pediatrics. 1985;76(4):488—494

14. Kinsella JP,Abman SH. Clinical approaches to the use of high-frequency
oscillatory ventilation in neonatal respiratory failure. J Perinatol. 1996;16(2, pt 2
suppl): S52-S55.

15. Kinsella JP, Truog WE, Walsh WF et al. Randomized, multicenter trial of
inhaled nitric oxide and high-frequency oscillatory ventilation in severe, persistent
pulmonary hypertension of the newborn. J Pediatr. 1997;131(1, pt 1):55-62

16. Perez K.M., Laughon M. Sildenafil in Term and Premature Infants: A
Systematic Review of the evidence. Clin Ther. 2015 Nov1;37(11):2598-2607.

17. Hakam Yaseen, Maha Darwich, and Hossam Hamdy. Is Sildenafil an Effective
Therapy in the Management of Persistent Pulmonary Hypertension?
J.Clin.Neonatol. 2012 Oct-Dec; 1(4): 171-175.

18. AbdulRahmanM. Alnemri. Saudi Med J. 2017 January; 38(1): 97-100. Black
lung persistent pulmonary hypertension of the newborn Saudi experience with
sildenafil and nitric oxide.

19. Kahveci H, Yilmaz O, Avsar UZ, Ciftel M, Kilic O, Laloglu F, Ozturk K. Oral
sildenafil and inhaled iloprost in the treatment of pulmonary hypertension of the
newborn. Pediatr Pulmonol. 2014 Dec ;49(12):1205-13.

20. McNamara PJ, Shivananda SP, Sahni M, Freeman D, Taddio A. Pharmacology
of milrinone in neonates with persistent pulmonary hypertension of the newborn
and suboptimal response to inhaled nitric oxide. Pediatr Crit Care Med. 2013
Jan;14(1):74-84. https://www.ncbi.nlm.nih.gov/pubmed/23132395.

21


https://www.ncbi.nlm.nih.gov/pubmed/?term=Perez%20KM%5bAuthor%5d&cauthor=true&cauthor_uid=26490498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Laughon%20M%5bAuthor%5d&cauthor=true&cauthor_uid=26490498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Laughon%20M%5bAuthor%5d&cauthor=true&cauthor_uid=26490498
https://www.ncbi.nlm.nih.gov/pubmed/26490498
https://www.ncbi.nlm.nih.gov/pubmed/26490498
https://www.ncbi.nlm.nih.gov/pubmed/26490498
https://www.ncbi.nlm.nih.gov/pubmed/?term=Yaseen%20H%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Yaseen%20H%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Yaseen%20H%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darwich%20M%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Darwich%20M%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hamdy%20H%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hamdy%20H%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
https://www.ncbi.nlm.nih.gov/pubmed/?term=Hamdy%20H%5BAuthor%5D&cauthor=true&cauthor_uid=24027721
http://pubmedcentralcanada.ca/pmcc/solr?term=author:(AbdulRahman%20M.%20Alnemri)
http://pubmedcentralcanada.ca/pmcc/solr?term=author:(AbdulRahman%20M.%20Alnemri)
http://pubmedcentralcanada.ca/pmcc/solr?term=author:(AbdulRahman%20M.%20Alnemri)
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kahveci%20H%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kahveci%20H%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Yilmaz%20O%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Yilmaz%20O%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avsar%20UZ%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avsar%20UZ%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ciftel%20M%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ciftel%20M%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kilic%20O%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Kilic%20O%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Laloglu%20F%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Laloglu%20F%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ozturk%20K%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ozturk%20K%5bAuthor%5d&cauthor=true&cauthor_uid=24420987
https://www.ncbi.nlm.nih.gov/pubmed/24420987
https://www.ncbi.nlm.nih.gov/pubmed/24420987
https://www.ncbi.nlm.nih.gov/pubmed/24420987
https://www.ncbi.nlm.nih.gov/pubmed/?term=McNamara%20PJ%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shivananda%20SP%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Shivananda%20SP%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sahni%20M%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sahni%20M%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Freeman%20D%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Taddio%20A%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/?term=Taddio%20A%5bAuthor%5d&cauthor=true&cauthor_uid=23132395
https://www.ncbi.nlm.nih.gov/pubmed/23132395
https://www.ncbi.nlm.nih.gov/pubmed/23132395
https://www.ncbi.nlm.nih.gov/pubmed/23132395
https://www.ncbi.nlm.nih.gov/pubmed/23132395

IIpuioxkenue 1

HOpMaTI/IBHLIe SHAYCHUA aPTECPUAJIBHOI0 1aBJCHUSA Y TOHOIICHHBIX I[eTeﬁ

Bospact Cucronnueckoe Juacronmueckoe Mean (mmHg)
nasieaue(mmHQ) nasienne (MmMHQ)

1 gac 70 44 53

12 gacos 66 41 50

lcyr (con) 70+/-9 42+/-12 55+/-11

1 cyr 71+/-9 43+/-10 55+/-9

(6oapcTBOBaHNE)

3 cyt (con) 75+/-11 48+/-10 59+/-9

3 cyT 77+/-12 49+/-10 63+/-13

(6oapcTBOBaHNE)

6 cyT (coH) 76+/-10 46+/-12 58+/-12

6 cyT 76+/-10 49+/-11 62+/-12

(6oapcTBOBaHNE)

2 Heaenu 78+/-10 50+/-9

3 Henenu 79+/-8 49+/-8

4 nenenu 85+/-10 46+/-9

HopMmaTuBHbBIE 3HAYCHUS APTEPUAIBLHOIO JABJIEHNS Y HEIOHOIICHHBIX JeTel

CyTKH )KU3HU

Systolic range (mmHg)

Diastolic range (mmHg)

1 48-63 25-35
2 54-63 30-39
3 53-67 31-43
4 57-71 32-45
3) 56-72 33-47
6 S7-71 32-47
7 61-74 34-46
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IIpuioxkenue 2

PacyeT 00beMa IpenaparoB 1.1 NP0 IOHTHPOBAHHOH
XHH(Y3IHH MOKHO IPOBOIHTE 0 dopMy.Te:

DxmxT
C

D - 1o3amnpenapara- MKI/KI/MHH;
- MaccaTeaa - KI:
T - epevms HHQVIHH - MHH;

MJI —

C- colep:RAaHHeNpenmapaTak 1 M.I- MKL

JlosupoBka Dopamine

Hdosza _
Peuento KnMHWU4YeCcKMA 3 eKT
MKF/Kr/MWUH H P PP
YBenn4yeHne no4ye4yHoro,
KOpOHapHOro
_ DA1, DA2
0,5-2,0 ! Me3eHTepuanbHOro
KpOBOTOKa

MWHOTPOMNHbIN,
2,0-6,0 EH - [32 XPOHOTPOMHBIN

6,0-10,0 | al-a2 pocTOMNC
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IIpuioxkenue 3
Kanaunyeckue ciayuyau
Pedenok E.
Ponwr 14.04. 2016. Ouenka no mkaie Anrap 2/MBJIL.
Juarnos: [TneBmonus. Ilepepacnpenenurenbubiii pepakrepubiit mok. [T 95
mM. pT. ABC.
Sildenafil 4 mr uepes 6 yacos. 14,15 04. B )enyA0K yepe3 30H]T

Tabmuua 1 - Knunuko-nabopaTopHble noka3arenu pedenka E.

NBJI 14.04. | 15.04. | 16.04.
Freg. 1/min 65 50

FiO,% 100 | 92-40 | 60-35
Pin 35 30 24
PEEP 5 5 5

Tin 0,4 0,4 0,4
Tin:Tex 1:2,3 |1:1,3 [1:113
Dopminpg/kg/min 20 20 10
Dobutamin pg/kg/min 20 10
Epinephrin pg/kg/min | 0,5 0,5 0,1
JlaBrenne B JIA mmHg | 95 75

Peoenox JI.

Ponpr 05.09.2018. Onenka no mkane Anrap 0.

Jluarno3: Bpoxnennslii cerncuc. [lepepacnpenenurenbHplid pepakTEPHBIA IIIOK.
AGaoMuHaNIBbHBIN U TUIEBpaNibHbIN KomnapTMeHTsl. [IJII" 85 mm.pt. JIBC. pH 6,9
cLac 20 pCO2 Harpy3ouHas no3a MmuipuHoHa (75Mkr / kr) B Teuenure 60 MUHYT ¢

nocnenytorum undysuei (0,75-0,5-0,3 Mxr / kr / MuH) B Teuenue 13 cyTok.

HFOV. Crabunuzanus k 20. 09. 2018.
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IIpumep pacyera 1031 MUJIPHMHOHA 1)1 peOCHKa Maccol 3 Kr

Imr/mn 1000 mMxr/mo - hiakoH

Jlo3a HackIeHnsT 75 MKI/KT 3a l14dac

Jlo3a momnepxku 0,5 MKr/kr/MuH Ha 24 gaca
MakcumanbHas koHueHTpamus 200 MKr/mi
PaGouas xonnenTpanus 100 Mxr/mi

Jlo3a HachIEeHUS 225 MKT
Milrinon 2,2 mi

Sol. Natrii chloridi 0,9% - 8,0 (ckopocts uH(}Y3uH 10MI1/9ac).

Jlo3a nogaepxku 0,5 MKr/kr/muH Ha 24 Jaca
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Ipunoxenue 4



VYyeOHOEe n3nanue

IInmko ['eopruit AnekcanapoBud
KpacreneBa Mpruna MuxaiijioBHa
Canornuukuii Anekceir BsuecinaBouu

CyxapeBa Anacracus I[1aBioBHa

[NEPCUCTUPYIOIAA JIETOUYHAA TTNITEPTEH3UA VY
HOBOPOXJAEHHBIX

VY4ueOHO-METOAUYECKOE TOCO0ME

B aBTOpCKOM penakunn

IToanucano B mevats 26.12. 2018. dopmat 60x84/16. bymara «Discovery».
[Teuats puzorpadus. ['apaurypa «Times New Romany.
[Teu. . 1,63 Vu.- u3a. 1. 1,24 Tupax 100 sk3. 3akaz 19

N3narens u nomurpadguieckoe UCTIOTHEHUE —
benopycckast MeMIIMHCKAs aKaIeMUsl TIOCIIEAUTNIOMHOTO 00Opa30BaHMUS.
CBHACTEIBCTBO O TOCYIAPCTBEHHOMN PEeTUCTPAIIIK U3AaTEINsI, U3TOTOBUTEIS,
pacnpocTtpanuTens nevatHbix uzganuii Ne 1/136 ot 08.01.2014.
220013, r. Munck, yi. I1. BpoBku, 3.
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