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AHHOTALIUA
Ha nucceprannio Mamien Aitrepum KyaToBHBI Ha TeMy «JIMarHOCTHKA U KOMIUIEKCHAs
Teparlys JErOYHOU apTepUaIbHOU TMIIEPTEH3UN Y JETEU C BPOKACHHBIM JIEBO-IIPABBIM
LIyHTUPOBAHUEM KPOBUY, IIPEICTABICHHON HA COUCKAHUE CTEIIEHU JOKTOpa

dunocopun (PhD) no cnenmansroctn 6D 110100 — Menumuna.

AKTYaJIbHOCTH TeMbI

Jlerounass apTepuaiibHas THUIEPTEH3US TPU  BPOXKICHHOM  JIEBO-TIPAaBOM
myHtupoBanun  kpoBu (AJIAI-BIIC) sto marodusmonornyeckoe COCTOSHHE, MPHU
KOTOpPOM JIaBJICHUE B JIETOYHOW apTepUM TMOBBIMIACTCS >25MM.pPT.CT., JaBJIECHUE
3aKJIMHUBAHUS JIETOYHBIX KaIMLISIPOB <I5SMM.pT.CT. W JIETOYHOE COCYJIUCTOE
comporuBiacare (JICC) >3 Eaguamn Byga (Galié N., 2015) Bcieactsue
MOP(]OJOTHYECKUX U3MEHEHHI B CTEHKE COCYIOB JIETOYHOI'O pyclia h3-3a 00BEMHOMN
NEpEerpy3kd Malloro Kpyra KpoBOOOpalleHHs. YPOBEHb HOPMaJIbHOTO MJaBJICHHS B
JIETOYHOM apTepuu Uil AeTei ompenesieH B mpenenax 14 mm.pr.ct. (MM. Hoeper.,
2013; H.R. Cajigas, R. Awdish, 2015; D. Chemla, 2009; T. J. Kulik, 2011; R. J. Barst,
2008; P. D. Boyce, 2003). AnaTtoMo-(hH3HOJIOTHYECKHE OCOOEHHOCTH JETCKOIO
BO3pacTa CYLIECTBEHHO CKAa3bIBAIOTCA Ha KIMHUYECKUX MPOSIBICHUSIX M TEUECHHUH
AJIAT-BIIC (E. M. Balkin, 2016; D.-C. Wu, 2013; W. A. Zuckerman, 2013; A. Van De
Bruaene, 2016; M. Gorenflo et al. 2002).

CornacHo aHHBIM CHUCTEMAaTHYECKOro 0030pa W MeTa-aHajiu3a, MPOBEIECHHOTO B
2011 roxy D. van der Linde et al., exxerogao B Mupe poxxnaercst okosio 1,35 MULITHOHOB
JeTel C BpPOXKACHHBIMU TMOPOKAMH CEpJlla, CPEAU KOTOPBIX IMOPOKU C JIEBO-IIPABBIM
IIYHTUPOBAHUEM KPOBU COCTABISAIOT 57%. B mojioBUHE ciyd4aeB MpU €CTECTBEHHOM
tedeHun BIIC ¢ 5eBo-mpaBbiM LIYHTUPOBAHWEM KpPOBH pa3BUBAETCS JIETOYHAs
aprepuanpHas tuneprersus (JIAL) (L. Kidd et al.,, 1993). Takum o6pazom, npu
YCJIOBHHM TEpPANeBTHYECKOTO HEBMENIATENbCTBA, OKOJIO 400 ThICSY JETEM €KETrOIHO
HaxoAsATCs B 30HE pucka paszsutus JIATL'.

ITo manneim peructpoB JIAT y nereit, AJIAI'-BIIC npeacraBisitoT coboit ot 36%
(peructp TOPP - The Tracking Outcomes and Practice in Pediatric Pulmonary
Hypertension, 2016 r.), 1o 42% (Hauumonanshuseiii peructp Hunepnangos, 2011) cpenu
nepexoanoi JIAT, u g0 72% cpeau cnydaeB nporpeccupytomieit JIAIT (HaunonanbHbii
peructp HwunmepnannoB). Exxeromnas 3aboneBaemocts AJIAI-BIIC B Hunepnanmax
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cocraBmia 21,9 ciyuaeB Ha muyutnoH aetrckoro Hacenenus (D. D. lvy et al., 2013). [pu
stoM BbDKMBaeMocTh npu AJIAI'-BIIC 3HauMMO mNpeBBIIAET TAaKOBBIE IOKA3aTEJIN
cpeau npounx rpynn JIAI' u cocrtasmsger 92,3%, 83,7% u 56,9% wna 1, 3 u 5 rox, B
COOTBETCTBHMH C PETPOCHEKTUBHBIM aHAIU30M peructpa Benukoopuranuu (D. D. lvy et
al., 2013).

B nacrosiee Bpemsi, MPaKTUKYETCA ONEPATUBHOE JICYEHUE MOCTTPUKYCITUIATIbHBIX
HEPECTPUKTUBHBIX JedekToB Oonbiioro pasmepa (JAMXKII, OAII) B Bo3pacte 10 2 aeT
0e3 MpoBeACHUS MPeABAPUTEIBLHON KaTeTepr3alliu, 4TO MO3BOJISET U30eKaTh pa3BUTHUS
JIAT'. Tornma kak Ay IpeTPUKYCTUAATBHBIX Ae()EKTOB XUPYPrUueCKOe BMEIIATEILCTBO
MOET OBITh OTCPOUYCHO B CBS3UM C OTCYTCTBHEM meperpys3ku nasinenuem (W. A.
Zuckerman, 2013). OnHako, TaKue IIPOTHOCTUYECKUE KpUTEPUU
BBICOKOTIEPCOHUDUIIMPOBAHBI, UTO 3aTPYAHSACT NPUHATHE KIUMHUUYECKUX PEIICHUM.

[Ipumenenue crneuuduyeckoir meaukameHtosHon tepanuu (CMT) moBwicuiio
3 PEKTUBHOCTH OnepaTHBHOTO JieueHus nanueHToB ¢ AJIAT-BIIC (O. Hallioglu, 2003;
G. H. Ajami, 2008; M. Bizzarro, 2014; A. Limsuwan, 2005; S. Takatsuki, 2013; W. M.
H. Zijlstra, 2014; E. E. Vorhies, 2014). Ha ceroaHsmHuii aeHb, pa3paboTaHbI
PEKOMEHJAIMU 0 BOMPOCAM TAKTUKM MEIMKAMEHTO3HOW MOJATOTOBKH NAllMEHTOB B
peaonepallioHHOM Tepuoae. HecMoTps Ha 3TO, JMIMTENBHOCTH IPUEMA JIEKAPCTB B
MOCJICONIEPAIMOHHOM ~ MEPHOJE€ IMPU  YCIOBHUM  BOCCTAaHOBJIEHHUS  HOPMaJIbHOMU
reMOJAMHAMUKHM, a TakKe€ Ha3HAYeHUE MPEeJOoNepalMOHHON MEIUKAMEHTO3HOU
MOATOTOBKH OCTAIOTCS HEPEILICHHBIMH.

Pecypcbl nokazaTenpHONM MEOUMUMHBI IS [AMEHTOB JIETCKOTO BO3pacTa
OTpaHUYEHBI U YaCTO MPEACTABIEHbI JAHHBIMU OIbITA OTAEIBHBIX SKCIEPTHBIX LIEHTPOB
JerodHoi runepreH3un 3apyoexusix crpan (K. Durongpisitkul, 2005; T. Kazue, 1995;
S. C. Apostolopoulou, 2005; D. Schranz, 1992; W. B. de Carvalho, 1998; O. I. Miller,
2000; R. Stephan et al., 2015; A. Fraisse, 2011). Ortmeuaercs OTCYTCTBHE
MIPOCIIEKTUBHBIX UCCIIEIOBAHUN B IETCKOM U MOJAPOCTKOBOM NpakTuke BeaeHus JIAL, 3a
uckmouenneM TOPP wuccnenoBanms, omyOnukoBaHHoro B sHBape 2016 roma (M.
Beghetti et al., 2016).

Takum o6pa3zom, AJIAI'-BIIC perckoro Bo3pacta sBISETCS aKTyalbHOMN
npoOJieMOl COBPEMEHHOW KapAUOXUPYPTHUU U KapJHUOMYyJIbMOHAIBHON MEIUIIUHBI.
Bompocel 0 11e1ecoo0pa3sHOCTH  MPEIONEPalOHHON MOATOTOBKHM  HOCPEICTBOM
HaszHaueHuss CMT, ompeneneHusi ornepabeIbHOCTH M CPOKOB KapIAHOXHPYPTHIECKOTO

BMEIIaTeNbcTBA, 00beM H iuuTeabHoCcTh CMT B mocieonepalmoHHOM TepUoJIe,
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pa3paboTka nHPOpMaIMOHHBIX 0a3 MaHHBIX ¢ peructpanuei nanueHToB ¢ AJIAI-BIIC
C LENIbI0 JAMHAMUYECKOTO HAOMIOJEHUS U OUEHKH H(P(HEKTUBHOCTH MPOBOJAUMOMN
Tepallil  OCTAIOTCS HEPEIICHHBIMH KaK i MEXKIyHapoJHOTo, TaK H IS

OTCUYCCTBCHHOI'O MCAUITMHCKOI'O coo6mecma.

Heabp wucciaeqoBaHUs: YCOBEPUICHCTBOBaTh KOMIUIEKCHYIO JIMarHOCTUKY W
JICYECHHE JIETOYHOM apTepUalbHOW THNEPTEH3UMU MPU BPOXKICHHBIX MOPOKAX cepila y
JeTeN.
3axaun
1. YcranoButh yactoTy BbeIsBiIsieMocTd JIAD, accoruupoBaHHO#M C BPOXKICHHBIM
JIEBO-TIPABBIM IYHTUPOBAHUEM KPOBH;

2. AnmanTtupoBaTh KPUTEPUHU OIICHKH pe3yJjbTaTa Ba30PEaKTUBHOTO TECTa Yy JCTEH
C BPOXJECHHBIM JIEBO-TIPAaBbIM IIYHTUPOBAHUEM KpPOBHU [JIsi ONpPEACIICHUS
onepabesIbHOCTH;

3. YCOBepIIeHCTBOBATh aJTOPUTM KOMIUIEKCHOU Tepanuu JIADL y nerelr mpu

BPOKJICHHOM JIEBO-TIPaBOM IIIYHTUPOBAHUU KPOBH;
4. ApanTupoBaTh MNPOTOKOJ JUAarHoCTUKH W JedyeHus JIADT nmnga pereit ¢

BPOXACHHBIM JICBO-IIPABbIM IMYHTUPOBAHHUCM KPOBH.

HayyHasi HOBU3HA

1. BnepBble yCTaHOBJIIEHAa peruUCTpUpyeMas 4acToTa BbisiBIgeMocTd JIAIT mnpu
BPOKJICHHOM JIEBO — IMPAaBOM IIYHTHUPOBAHUU KPOBU y AETEH MO OMBITY OJIHOIO
uentpa B Pecnybnuke Kazaxcran;

2. ApmantupoBaHbl Kputepuu oueHku omnepadensHoctT BIIC mo pesynbratam
BazopeaktuBHoro tecta npu AJIAI-BIIC y peteil mo ombITy OJHOTO LIEHTpa B
Pecniy6nuke Kazaxcran;

3. Bmnepsreie B Pecnnybnuke Kazaxcran aganTHpOBaHO MEXIYHAPOIHOE PYKOBOJCTBO
(2015, ESC/ESR, AEPC) mo muarHoctuke u jeuenuio JIAIT mpu BIIC ¢ neBo-
MPaBbIM HIYHTUPOBAHUEM KPOBHU Y JIETEM;

4. Pa3paboTaH anroput™M KOMIUIEKCHOM JUArHOCTUKH M TEpamuM JIETOYHOM
apTepuagbHON TMIIEPTEH3UU MPU BPOKICHHOM JIEBO-IIPABOM IIIYHTUPOBAHUU KPOBU

y JeTei.
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IIpakTHyeckas 3HAYUMOCTD

3nanue yacTtoThl BhiABiIsieMocTd AJIAI-BIIC cpeau nerckoro HaceneHust Oynaer
CIIOCOOCTBOBaTh OpraHu3alMi pa3pabOTKU peecTpa JeTed ¢ HCCleayeMbIM
3a0oneBaHUEM, YTO  T[O3BOJUT  ONTUMHU3UPOBATH  AJITOPUTMBI  OKa3aHUs
KBATU(GUIIMPOBAHHON MeauiuHckoi nmomonu aetsm ¢ AJIAT-BIIC, npousBoauTh
pPacyeTHYI0 KaJbKYJSLMIO HEOOXOAMMOrO JIEKAPCTBEHHOTO OOecreyeHus M
IPOrHO3UPOBATH YPOBEHb MHBAIUAU3ALUMU CPEIM JAHHON KaTeropuu NalueHTOB.
ApnanTtupoBaHHble KpuTepuu ouieHkH onepadensHoctu AJIAI-BIIC no pesynbTatam
Ba30pPEaKTUBHOIO TECTa SBJISIOTCS  pPAlMOHAIBHBIMU  JJI TNPUMEHEHUs B
KJIMHUYECKOM  MpakTUKe W MO3BOJSIOT  YIYYIIMTh  TEUEHHE  PAHHEro
NOCJIEONIEPALIMOHHOTO MEPHOIA.

IIpumenenue nporokona auarHoctTuku U jedeHus AJIAT-BIIC c BkiIroueHHEM
aJanTUPOBAHHBIX KPUTEPUEB OLIEHKH ONepadeIbHOCTH, alrOpUTMa JUATHOCTHKU U
BEJICHUSl JleTed C JaHHOW TAaTOJIOTHEH, YJydyllaeT paHHUE Pe3yJIbTaThl
ONEPATUBHOIO WM TPAHCKATETEPHOIO JIEUCHHS] BPOXKAEHHOTO JIEBO-TIIPABOr0
IIYHTHPOBAHUS KPOBH.

AJlanTUpOBaHHBIN anroput™M auarHoctukd u Jedenuss AJIAT-BIIC y nereit
(aBTOpckoe cBumerenbcTBo No2866 ot 13 cenrssops 2018 roma) sBisercs
NOCTYNHBIM K TPUMEHEHUIO B MPAKTUYECKOM 3/IpAaBOOXPAHEHUU, IO3BOJISIET
IPOBOJIUTh CBOEBPEMEHHYIO THATHOCTUKY U OINPEIEISATh TAKTUKY BEICHUS JETEH C
AJIAT-BIIC kak B 10-, TaKk ¥ B MIOCJICONEPAITMOHHOM MEPHOJIE.

Pazpaborannas knaccudukanus kimmHudeckux cragui AJIAI-BIIC y npereit
(aBTopckoe  cBugerenbctBo  Nell63  or 23  ampens  2018) mo3BossieT
muddepeHnpoBaTh MOAX0] K TAKTUKE BEICHUS JETeH Ha pa3lIWYHBIX CTaAHUSIX B

KJIMHUYECKOM MPaKTUKE JETCKOTO KapJuoaora U KapAuoXupypra.

OcHOBHbBIE N0JI0KEHN S, BBIHOCMMbIE HA 3aIIIUTY
Jlerounas aptepuajibHasi TUIIEPTEH3US, ACCOLIMUPOBAHHAS C BPOXKIEHHBIM JIEBO-
MpaBbIM IIYHTUPOBAHHEM KPOBH, cepbe3Hoe ocioxxkHeHnue BIIC y nereli ¢ yactoToit
BeIABIIsIeMOCTH 17,45%.
MopaudunmpoBanusiii kputepuit Barst nns uHTepnperannu «mOJI0XKUTEIHHOTO»
orBeta Ha OBPT y maiueHTOB ¢ CHCTEMHO-JIETOYHBIM ITyHTHpoBaHueM npu Qp/Qs
>1,5: CHWIKEHHE CpEIHEro JIErOYHOTro aprepuaibHOro navieHust Oonee 20%, u

xoHeuHbIM nokazaTeneM JICC <3 Ex. Byna/m? mo3BosisieT IpOrHO3UPOBATh TEUEHHE




«C.IK. ACGEHANAPOB ATbIHAAFbI KA3AK ¥J1TTblIK MEAUMLUUHA YHUBEPCUTETI» KEAK

HAO «KA3AXCKWIA HALLMOHAJIbHbI MEAULIMHCKWNIA YHUBEPCUTET UMEHW C.1.ACOEHAUSIPOBA>»

. Penakmus: 1
Kadenpa nerckux 6oneznet Ne2 ¢ kypcom AHHOTAIHS .

HEOHATOJIOTHU Crpannna 5 u3 17

JIETOYHOM apTepUaIbHOM TUIIEPTEH3UM B PAHHEM IOCJIEONEPALMOHHOM NEPHOJE
(p=0,01).

3. Kommnekcnas tepanus AJIAI'-BIIC, Bkmouaromas B ceds HazHaueHue CMT c
0a30BOl  MEIUKAMEHTO3HOM Tepamued C TOCIEAyIolled  omnepaTUBHOM  /
TpaHckaTteTepHoil koppekuuerd BIIC, cHukaeT puCK pa3BUTHS OCIOXKHEHUN B
panHeMm mocieonepanrionHoMm nepuoae (1,3% mporuB  13,8%), yckopser
MopdodyHkiroHansHoe BoccTaHoBieHue cepana (p<0,01) m ynydiiaer mporHos B
paHHeM nocineonepanonHoM nepuoge (p=0,01).

4. YcoBepIICHCTBOBaHHBIA alrOpUTM JUArHOCTUKU W Benenus neredt ¢ AJIAI-BIIC
NO3BOJISIET MPOBOAUTH CBOEBPEMEHHYIO JIMATHOCTUKY U ONPEAENSATh TAKTUKY
BeneHus aereit ¢ AJIAI-BIIC kak B 10-, Tak ¥ B OCJICONIEPALIMOHHOM TNEPUOE HA

BCCX OTallaX OKa3aHUA MGJIHIII/IHCKOﬁ ITIOMOIIIH.

AnpobGanus padoThI
B xome wuccnegoBaHMs —TEKYIIME pPE3yJIbTaThl ObUIM  JIOJOXKEHBI Ha 3X
MEXTYHAPOIHBIX KOH(PEpEeHIIUAX, U3 HUX 2 3apyOeKHbIE:

— Il IenrpanbHo-A3uarckuii ~ CUMIIO3UYyM 1O  JIETOYHOM  TUIEPTEH3UU
«MynpTUINCIUIUIMHAPHBIE TOAXOAbl B JUArHOCTHUKE M JICYEHUU JIETOYHOMU
runepreHsuny, 1-2 OxTa6ps 2015 roma, Acrana, «OcobGennoctu JIAT,
aCCOLMMPOBAHHOM C BPOXKJAEHHBIMU MTOPOKAMHU cep/ilia» (YCTHBINA TOKJIAN);

— 11th ORPHEUS Conference. Lost in translation? From medical studies to clinical
research, Mapr 10 - 12, 2016, I'epmanus, «Facing the challenge with the absence
of pulmonary hypertension registry in Kazakhstan» (mocrepusiii nokian);

— CoBMecTHBI cUMIIO3UYyM AccOLMalMU JIETOYHOW runepreH3uun CaynoBcKon
ApaBun (SAPH) wu [entpansHo A3uaTckoid rpynnbl MexXayHapoOaHOTO
HccnenoBarensckoro nHCTUTYTa 3aboneBanuii cocynoB jerkux (CAPH), 28-29
centsiops 2016 roxa, r Capsr O, Keipreiscran, « KnmnHanueckuii cirydaii 1eroqHoM
apTepuaIbHOW THUNEPTEH3WHW y peOCHKa C BPOXKIACHHBIM TIOPOKOM CEPJIIa»

(YCTHBIN TOKTaM).

IMy0auMkauuu mo TeMe JUCCEPTALUM:
B mponecce auccepTallMOHHOTO MCCIENOBAHUS MO MaTepuaiaM U pe3ylbTaram
Obutn omyOnukoBaHel 20 pabor. M3 Hux 7 Te3ucoB (3 Ha aHIJIUHUCKOM S3bIKE),

MPEACTABICHHBIX Ha 3apyOeKHBIX MEXIYHApOJIHbIX KOH(pEpeHUUs X, U3 HUx 7
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3apyOexkHbIX; 8 cTarel (2 Ha aHTJTUHUCKOM SI3bIKE) U3 KOTOPBIX 6 B KypHalax,
pexomenoBaHHBIX KoMuTeToM KoHTpoJis B chepe oOpa3zoBanusa u Hayku MOH PK, 1 B
3apyOeKHOM CHEHAIM3UPOBAHHOM KypHaje, 1 B 3apy0exHOM HHIEKCHPYEMOM
KypHaie ©0a3bl JaHHBIX Scopus; 3 y4eOHO-METOAMYECKUX TMOCOOMs MO0 TeMme

AUCCCPTALIMOHHOTO NCCIICIOBAHUS 2 ABTOPCKUX CBUACTCIILCTBA.

O0bem quccepTanuu U ee CTPYKTypa

Juccepranusa u3noxkeHa Ha 123 cTpaHunax MamMHONUCHOrO Tekcta. CTpyKTypa
NpeACTaBiIeHAa MIECThIO TJIaBaMU. TakKe JaHbl NPAKTUYECKHE PEKOMEHJAlUN U
PUIOKEHUS.

B mnepBoii rmaBe mpencraBieH 0030p JTUTEPATYpbl MO TEME HCCIEIOBAHHUS C
BKJIFOYEHUEM HCTOPUUECKUX OCHOB, ITHOJIOTHH, MTATOre€HE3a, KITMHUYECKUX MPOSBICHUM
WM TMarHOCTUYECKUX MeTonoB. [loMumo mpodero, ObLIM MCCIEAOBAHBI IMyOIUKAIIUN
10 HAIMOHAJIbHBIM PETHCTPaM TMAIMEHTOB, TI'€HETUYECKHUX OCHOB M UX CBSI3U C
BPOXKJICHHBIM  JIEBO-TIPABbIM  IIYHTUPOBAHUEM  KPOBH, HHTEPBEHIMOHHOTO U
XUPYPrU4EeCKOro JIEYEHUS UCCIIETYyEMOM MaTOJIOTHUH.

Bropas riaBa cogep>kuT uHGOpPMAIIMIO 110 MaTepuaiaM U METO/JaM HCCIEI0BAHUS
C M3JI0’)KEHUEM PE3YJIbTATOB B TpeThel riiaBe. B manbHelmux riaBax (4 — 6) mpoBeIeHbI
obcyxnenne U (GOpMyIUpPOBKA KIAaCCU(PUKAIMU KIMHUYECKUX CTaauid JIETOYHOU
apTepUAIbHOM TUIIEPTEH3UH, AaCCOUMMPOBAHHOM C BPOXKICHHBIM JIEBO-IIPABBIM
IIYHTUPOBAHUEM KPOBU y JI€TEH, aJropuTMa JUArHOCTUKH WU BEJICHHS MAlUEHTOB C
JTAaHHOM ITaTOJIOTHUEH.

Pykonucek compoBokaaercs 17 pucynkamu, 28 Tabmuiamu, 1 mpunoxeHuem, 3
dopmynamu. bubmuorpaduyeckuii cmucok coAepKUT 234 TUTEpaTypHBIX MCTOYHHUKA,
BKJIIOYAsE MCTOPUYECKUE CCHUIKM HA OPUTHMHAJIbHBIE HCCIEJOBAHHMS HAa PYCCKOM U

HMHOCTPAHHOM A3bIKaX.
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Mannen Alirepum KyaropHausiyg 6D 110100 — Menunnna MaMaHabIFbl OONBIHIIIA
dbunocodus noxkropsl (PhD) nopexecin any yurin «bananapaarsl Tya OITKEH COJI-OH
KaKTBHIK ITYHTUPJICYIMECH OKIICIIIK apTePUSIIAbI TUIICPTSH3USIHBI TUArHOCTUKANIAY KOHE
KEIIEH i TepaIus» TaKbIPBIOBIH/IAFbI YCHIHBIIFAH TUCCEPTAIMSICHIHA
AHIATIIA

TakbIPBINTBIH 03€KTIJIIr]

Tya OITKEH COJN-OH WIYHTTaybl KE3IHJErl OKIEeNIK apTepUsIbIK THIePTEeH3US
(ABAT-TXKA) — Oy naTopU3UONOTUSUIIBIK Kal-KyH, OYJT Ke3/ie oKIe apTepusChIHAaFbl
KBICBIM JKOFapbUTalIbl >25MM.C.0. O CT., OKIEIIK KamWwUIApJIapAblH ChIHAJIaHFaH
KbICBIMBI <15MM.c.0. 6 cT. s)koHe eknenik TaMmblp keneprici (BXKK) >3 Byn bipuiri (Galié
N., 2015), MmopdhostorusIbIK ©3repicTep calJapblHaAH OKIIe apHACHI KaHTaMbIPJIapbIHBIH
KaOBbIpFacChIHIaFbl KOJIEMJIIK JKYKTEMere opad KaHaWHaJIBIMBIHBIH IIEHOEp1 IIarbIH.
OKIie apTepUsICHIHBIH KaJbINThl KBICKIM JeHreni Oamanmap ymiH 14 MM. cbIH.0aF.CT.
mreriage ansikTanrad (MM. Hoeper., 2013; H. R. Cajigas, R. Awdish, 2015; D. Chemla,
2009; T. J. Kulik, 2011; R. J. Barst, 2008; P. D. Boyce, 2003). banamap >xaceIiHIaFbI
AHATOMUSIIBIK-(PU3HOJOTHSUTBIK ~ €PEKIIETIKTep KIMHUKAJIBIK KOPIHICTEpiHE KOoHE
AOAT-TXKA arpimbIHa aiiTapasikTaid ocep eteai (E. M. Balkin, 2016; D.-C. Wu, 2013,
W. A. Zuckerman, 2013; A. Van De Bruaene, 2016; M. Gorenflo et al. 2002).

2011 xbutel D. van der Linde et al. xypriresn »xyieni mony skoHe MeTa-Tajiaay
MOJIIMETTEpPIHE COMKEeC KbUI CalbIH oJIeMJIC IIaMaMeH >KYpeKTepiHae Tya OITKeH
akyanmapel 06ap 1,35 mMwuimoH 0ana TybUIaabl, ONApIbIH apachblHAa KAHHBIH COJ-OH
IIYHTTaybl akaybiH 57% Kypaitnpl. KanasiH con-oH myHTTaysl 0ap TOXKA Taburu araMmbl
KE31HJEeT1 JKaFJaiiapAblH KApTHICBIHIA OKIIe apTepUsUIbIK THumnepTeH3usIce (OAI)
namunbl (L. Kidd et al., 1993). Ocpunaiima, TepanusiIblK apanaciay >KaFJalblHaa KbLT
caiteia 400-Te xybIK 6ama OAI" mamy kKatepi aitmarbpiHIa OOTIAIBI.

bananapnarer OAD' Tipkenimaepinia gepektepi Ooibiama AOAI-TXKA36%
oinmipeni (TOPP Ttipkemimi - Tracking The Outcomes and Practice in Pediatric
Pulmonary Hypertension, 2016 x.), ermeni OAI' apaceiaga 42%-ra JeiiH
(Hunepnaunst ¥ntTeik Tipkemimi, 2011) xone yaemeni OAI xarpaiinapsl apacbiHia
72% - ra newin (Hunepmanabl ¥YaTThIK Tipkenimi). XKeut caiibia Hunepnanasima AOAT -
TXXAaypyianabirsl MUWUIHOH Oanara makkanaa 21,9 xxarpainapast kypansl (D. D. Ivy
et al., 2013). byn perre AOAI'-TXKAxkesinaeri emipmienaik OAIT 6acka ga TonmTapsl
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apacblHIarbl  OCBIHAAM  KOpCETKIIUTEpJl  aWTapibIKTail  SKOFapbulaTaibl  KOHE
¥apI0OpuTaHus TIPKETIMIHIH PETPOCIEKTUBTI TaiaayblHa coiikec 1, 3 koHe 5 kbuiaa
92,3%, 83,7% xane 56,9% kypaiiasl (D. D. Ivy et al., 2013).

Kasipri yakpiTTa, yJIKE€H MeJIIEpAEri MOCTTPUKYCHUAAIbII PECTPUKTUBTI €MeC
aKaynapabl 2 *acka AeHiHri Oanaiapra ajAblH ana KareTrepiey oTKi30el, ornepaTuBTI
emaey Toxipubenae kKoigaueuibil kyp (AMXKII, OAII), o6yn OAI' namybH
Ooonmaeipmayra MyMKiHAiK Oepeni. Con  yHIiH NpeTPpUKYCHUAQNBA1  aKayjlapra
XHPYPTUSIIBIK apajiacy IMIaMajJiaH ThIC KBICHIMHBIH OOJIMayblHa OalIaHBICTHI KEHiHTE
Kanaelpbliybl  MyMkiH (W. A. Zuckerman, 2013). Amnaiiga, myHmail Oospkay
KpUTEpUIsIepl KOFaphl AepOecTeHIIpUIreH, Oy KIMHUKAIBIK HIeIIMIep KaObUiaay bl
KWBIH/IaTa]IbI.

Apnaitel  nopi-nopmektik  Tepanusiabl  (AIT) konmmany AOAI-TXA 6ap
HayKacTap/ bl xeaen emaey taiMautiria aptreipasl (O. Hallioglu, 2003; G. H. Ajami,
2008; M. Bizzarro, 2014; A. Limsuwan, 2005; S. Takatsuki, 2013; W. M. H. Zijlstra,
2014; E. E. Vorhies, 2014). Kazipri TtaHma, omepamnus ajAblHIaFbl Ke3CHJE
NAlMeHTTEePIl  JOpi-AOPMEKTIK  JallblHAay TaKTHKachl  Mocenesnepi  OoMbIHIIA
YCBIHBIMIApP d3ipiieHTeH. byraH kapamacTaH, onepanusiiaH KeHiHr1 Ke3eHIe KaJbIIThI
reMoJIMHaMMKa KaJlblHA KENTIPUIreH Ke3/le [9pl KaObuilay Y3aKThIFbI, COHJai-aK
orepanys anJbIHAAFbl Jopi-I9PMEKTIK JalbIHAAYbl TaFalbIHIAy MaKCAThl MIEHIUIMEN
KaJIBII OTHIP.

bananap >xaceIHIaFbl MAMEHTTEP YIIIH JJICNII MEIUIIMHA PECYPCTaphl MIEKTEYl
KOHE KH1 IIET eNJIEepJiH OKIe TUIEPTCH3UAChl OOMBIHINA J>KEKEJIereH capanTama
OpPTANBIKTAPBIHBIH ~ JKacaraH  ToxipuOeciHiH  gepekrepiMern  yceiHburaH (K.
Durongpisitkul, 2005; T. Kazue, 1995; S. C. Apostolopoulou, 2005; D. Schranz, 1992;
W. B. de Carvalho, 1998; O. I. Miller, 2000; R. Stephan et al., 2015; A. Fraisse, 2011).
2016 >xputFbl KaHTapaa xkapusutanran TOPP 3eprreynepin kocmarannga, OAIT G6amanap
MEH JKacecIHipiMaep ToKipuOeciHae XKyprizy OOHMBbIHINA MPOCTEKTUBTI 3€pTTEYIEPAiH
6onmaransl Oalikanansl (M. Beghetti et al., 2016).

Ocrpuaiima, Oananap ’KaChIHIArbl AOATI'-TXKXKA Ka3ipri 3aMaHFbI
KapIUOXUPYPIHsiia KOHE KapAUOMyJIbMOHAIBAI METUIIMHAAA ©3€KTI Macene OOJbI
taObimanpl. AJIT TaraiibiHAay apKbUIbl OMNEpanus alAbIHAAFbl  JTaNbIHIBIKTHIH
MaKCaTTBUIBIFBI TYpaIbl MACENeNep, KapAUuOXUPYPTHUIBIK apaiacyablH OMEepPaTUBTLIIT]
MEH Mep3IMJEpiH, KOJEMIH >KoHe omepamnusgad kKeuinri keseHae AJlT y3akThIFbIH

aHbIKTay, IMHAMUKaNIbIK Oakpuiay MakcaTbiHaa AOAI-TXKA Gap manueHTTepaAl TipKe
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OTBIPBIN, AKMapaTThIK JAEpEeKTep 0a3zacblH 3ipiey KOHE KYPri3UIeTIH TepamnusHbIH
TUIMJIUIINH Oaranay XaJbIKapaliblK >KOHE OTaHJBIK MEIUIIMHAIIBIK KOFaMJIACTHIK YIIIH

HIelIiIMereH Macese 00M Kajbll OThIP.

3eprTey MakcaThbl: OananapiblH Tya OITKEH >XYPEK akaybl Ke31HJEri OKIie
apTepUsUIbIK TUNEPTCH3MSChIHA JUACHOCTHKA JKacayJbl JKOHE eMCyll KelleHIl
KETUIAIPY.

Mingerrepi

1. Tya OiTKeH cofiJaH-OHFa Kapail KaHHBIH IIYHTTHLIAYBIMEH KaybiMaackaH OAID
aHBIKTAY XKUUIITIH OpHATY;

2. Omneparus xacayra 00JIaTBIHBIH aHbIKTay YIIiH Tya OITKEH COJiJaH-OHFa Kapain
KaHHBIH ITYHTTHIJIAYbI Oap Oanaiapjarkl BA30PEaKTUBTI TECT HOTHHXKEJIEPIH Oarasiay/IbIH
eJIeM IepiH Oerimaey;

3. Tya OiTkeH congaH-OHFa Kapail KaHHBIH IIYHTThUIAybl Oap Oamanapaarel OAT
KEIIeH 1 TePaIMsIChl AITOPUTMIH KETUIAIPY;

4. Tya GiTKeH COJiJTaH-OHFa Kapail KaHHBIH ITYHTTHUIAYBl Oap Oananapra apHaJIFaH

OAI nuarHocTukanay *oHe eMey XaTTaMallapblH OeHiMIey.

FblbIMU KaHAJIBIFBI

1. Kazakcran PecnyOnukaceiHAarbl OPTAIBIKTBIH OipiHIH ToXipuOeci OolbIHIIA
Oamayiapjarel Tya OITKEH COJIaH-OHFA Kapail KaHHBIH IIYHTThUIAybl Ke3iHae OAI
AHBIKTAYBIH TIPKEJICTIH KULIIT alFall peT OPHATHUIIHI;

2. Kazakcran PecnyOnukachiHIarel OPTAIBIKTBIH OipiHIH ToxkipuOeci OoHbIHIIA
Oamanapaeig AOAI-TXKA ke3iHae Ba30peakTUBTI TeCT HOTWKenepi Ooiibiama TXKA
oriepalys )acayra OOJaTBIHBIH Oarasiay KpuTepuisepi OeliMIenTeH;

3. Kazakcran PecnyOnukaceinaa 6ananapiarsl Tya OITKEH COJIJTaH-OHFa Kapail KaHHbBIH
wyHTThIayel 0ap TXKA ke3inae OAIT nuarHoctukanay >xkoHe emjey OOWbIHIIA
aJFanI pet Xaubikapanbik 0acmbuislk (2015, ESC/ESR, AEPC) Getiimaeni;

4. bamanapnarel Tya OITKEH COJJIaH-OHFA Kapal KaHHBIH ITYHTTHUIAYBl KE31HIE OKIE
apTEepPUSIIBIK TUTIEPTCH3UACHIH KEMIEH I JTUarHOCTHKANAy KOHE €MJIey aJrOpUTMi

o31pJICH .
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IpakTUKAJBIK MAHBI3ABLIBIFbI

bananap apaceinga AOAI-TXXKA anbikTay >KUUINH OUly 3€pTTENETIH aypyMeH
aybIpaThiH OananapAblH TI3UTIMIH O31pJieyal YHBIMIACTBHIpYFa BIKMNAT €Tedl, Oy
AOAI'-T)KA Oap Gananapra OUTIKTI MEIULIMHATIBIK KOMEK KOPCETY aJrOpUTMAEPiH
OHTAITAHABIPYFA, KAXKETTI JOpI-TOPMEKIEH KaMTaMachl3 eTYyHIH  €CeMNTIK
KaJbKYJISIUACHIH JKYpPri3yre >KOHE OChl CaHATTarbl MAIMEHTTEPIIH apachIHa
MYTEIEKTIK JICHTeiiH Oo/KayFa MYMKIHIIK Oepe.

BazopeakTuBTi Tect HoTmxkenepl OoibiHma AOAI-TXKA OeifimaenreH onepanus
’acayra OOJIaTBIHBIH Oarajay KpHTEpUUJIEpl KIWHHKAIBIK TMPaKTUKaaa KOJJIaHy
YIIIH YTBIMIBI OOJBIN TaObUIA/bl JKOHE €pTe OlepalusfgaH KEHIHT1 Ke3eH IIIiHe
KakcapTyFa MYMKIHJIIK Oepe/l.

Beitimnenren omeparus jxacayra OOJIaTBIHBIH Oarajiay KPHTCPUHIICPIH, OCBHIHJIAN
NaToJIOTHSACH Oap OananapJblH JUArHOCTUKACBIH JKOHE OHBI Kapay ajlrOpUTMIH
enrize oreIpbil, AOAT-T)KA nuarHocTMKachkl MEH €MJIey XaTTaMachlH KOJJIaHy
KaHHBIH Tya OITKEH COJI-OH IIYHTTAaybIH JKEJIe]l HEeMece epTe TPaHCKATETEPIl eMIey
HOTIDKEJIEPiH KaKcapTabl.

bananapnarer AOAI'-TXKA OGeliiMaenreH JUArHOCTUKACHI KOHE €MJIeY aJTOpUTMI
(2018 xputFbl 13 KbIpkyHekTreri No2866 aBTOPJIBIK KYOJiK) IMPaKTUKAIBIK
JIEHCAyNBIK CaKTayla KOJJIaHyFa KOJ JKeTIMJIi OoJbIlT TaObUIaNbl, OIepalusFa
JENIHT1 )KoHe onepanusaan keiinri keseHae AOAI-TXKA Gap O6amanapsl yaKThLUIbI
JMAarHOCTHKAJIAy KoHE Kapay TaKTUKAChIH aHBIKTayFa MYMKIHJIIK Oepei.
bananapnaret AOAI'-T)KA OolibiHIIa 93ipiiereH KIMHUKAIBIK CcaThbulap KiKTeMeci
(2018x. 23 coyipmeri Nel163 aBTOpiBIK Kyonik) Oanajmap KapAUOJOTHI >KOHE
KapJIUOXUPYPTBIHBIH ~ KIWHUKAIBIK  MPAKTUKACBIHBIH ~ OPTYpPJi  Ke3eHIepiHae
Oaanmapabl Kapay TaKTHKAChIHAA capajaHFaH TOCULAEpl KOMAaHyblHA MYMKIHIIK
oepeni.

Koprayra yCHIHBLIATBHIH HETIi3ri TYKbIPpHIMIAP
Tya OiTkeH comjgaH-OHFa Kapall KaHHBIH IIYHTTHUIAYBIMEH KaybIMIACTHIPBUIFaH
OKMENIK apTepUsIIBIK TUIEPTEH3HsI, aHbIKTay >xuiniri 17,45% oOanamapma XKTA
alTapJIbIKTall aCKbIHFaH.
Barst monudukanusnanran KpuTepuill )Kyenik-eKme IyHTTTaybl Oap HayKacTapaa
OBPT «on» xayantel Tycinaipy yurid Qp/Qs >1,5 GonraH ke3iHJe: opTa OKIeliK

KaH KbICBIMBbIHBIH ToMeHAey1 20% actam, xoHe bXKK conrbl kepceTkimi <3 OIpIik.
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Byn/M? epre omepaumusnaH keiiinri kesege (p=0,01) ekme apTepHAIIBIK
TUIEPTEH3USHBIH aFbIMBIH 00JKayFa MYMKIHJIIK Oepe/l.

bazanwik nopi-gopmektik tepanusimen Oipre CMT TaralibiHaaynbl, keiinnen TXKA
Kegen/TpaHckareTepii Ty3eTylal KamTUThiH AOAI-TXKA kemenal Tepanusichl
ornepauusiaH KEeWIHr1 epTe Ke3eHJEe AacKbIHYJaplblH JaMy KayliH TeMEHJIETe[l
(13,8%- ra kapcel 1,3%), xypekTiH MOphOGYHKIMOHAIABIK KajalblHA KEIyiH
xpuigamaaraasl  (p<0,01) sxoHe omepanusgad KeHiHTr1 epre Ke3eHjae Ooypkam
xacayabl kakcaptaasl (p=0,01).

AOAI'-T)KA 6ap Oamanapapl JuUarHocTUKanay >KOHE KapayJlblH >KeTUIIIpUIreH
AITOPUTM1 METUIIMHAIBIK KOMEK KOPCETYIIH OapiblK Ke3eHJIEpiHAe, ONepalusra
JIEHIHT1 J)KOHEe ornepanusaan keiinri kesenne AOAI-TXKA 6ap 6ananapasl yaKThUTbI

JIMArHOCTUKA KYPri3yre jKoHe Kapay TaKTUKAChIH aHbIKTayFa MYMKIHIIK Oepei.

FouibiMu eHOEeKTIH anpodanuschl:

3epTTey OapbIChIHIA aFbIMIAFbl HOTIDKENEp 3  XalbIKapajblK KOH(EpEeHIHsAa

OassHIanbl, COHBIH 1IIHAE 2 METENIIK:

Il HenrpanbHo-A3uarckuii  CUMMOO3UYM MO  JIETOYHOHW  THIEPTECH3UU
«MynbTUANCIUIUIMHAPHBIE TOAXOAbl B JHArHOCTUKE M JICUEHUU JIETOYHOM
runepreHsuny, 1-2 Oktsa6ps 2015 roma, Acrtana, «OcobenHoctu JIAT,
ACCOIIMMPOBAHHOM C BPOXKJACHHBIMH IMOPOKaMU cepia» (yCTHBIN AOKIIAN);

11th ORPHEUS Conference. Lost in translation? From medical studies to clinical
research, Mapr 10 - 12, 2016, I'epmanus, «Facing the challenge with the absence
of pulmonary hypertension registry in Kazakhstan» (mocrepusiii nokian);

CoBMeCTHBIM CHUMMIO3UYM AccolManuu JeroyHon runepteHsun CayaoBCKOH
ApaBun  (SAPH) wu IentpansHo A3suaTckoid rpynnbl MexXayHapOgHOTO
HccnenoBarensckoro MHCTUTYTa 3aboneBanuii cocynoB nerkux (CAPH), 28-29
ceHtsa0ps 2016 roga, r Caper Oil, Keipreizcran, «Kinaudeckuii ciy4dail 1erouHomn
apTepuaibHOM THUNEPTEH3WHW y peOeHKa C BPOXKICHHBIM TIOPOKOM CepIra»

(YCTHBIN TOKJIAN).

KapusiianraH :KyMbICTap
JluccepTanusuiblK 3epTTey MPOIECiHAe MaTepraiap MeH HoTHxkeep OolbiHia 20

KYMBIC >KapusiaaHapl. OHBIH IMIHAE MMETEAIK XalblKapaldblK KOH(EpeHIusIapra

YCBhIHBUIFaH 7 Te3uc (3-yl aFbUIIbIH TUTIHJIE), OHBIH 1lIiHJe 7 MmeTeNaik; 8 Makana (2-yi
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arpUTIIBIH TUTIHAE), OHBIH 6-ybI KP BFM Feuibim kone OutiM canacelH Oakbuiay
KOMUTETI YCBIHFAH FBUIBIMH JKypHajaapaa, 1-yl IIeTeNJIK MaMaHJIaHIbIpbUIFaH
KypHannaa, l-yi Scopus pgepekrtep Oa3achlHAa WIETENJIK HHIEKCTEITeH >KypHajiaa
KapUsUIaH[Ibl; JHCCEPTALMSIIBIK 3€pPTTeY TaKbIphIObl OOMbIHIIA 3 OKY-9AICTEMEINIK

KypaJi; 2 aBTOPJIBIK KYJIiK Ka3bUIJIbI.

Juccepranus KeJieMi ’K9He OHbIH KYPbLJIbIMbI

Juccepranys MallMHAJIBIK jka30a MOTiH OoiibiHIIa 123 OeTTeH Typajbl *KoHE
KYPBUIBIMBI ~ JKaFbIHAaH aiThl Tapayiapasl Kamtuael. CoHpaii-ak, ToXipuOemik
YCBIHBICTAp >K9HE KOChIMIIIanap Oepiii.

bipinmi Tapayna Tapuxu HEri3JIepiH, 3TUOJIOTHSCHIH, MAaTOTEHE31H, KIMHUKAJIBIK
KOPIHICTEPIH HEMece AMArHOCTUKAIBIK 9JICTEPIH €HT13€ OTBHIPHIN, 3€PTTEY TaKbIPHIObI
OolipIHINA ofeOneTTepre MOy YChIHBITFaH. bynan Oacka, ManMeHTTepIiH TeHETUKAIBIK
HET3epiHIH YITTHIK TIPKETIMIEpl >KOHE OJIapAblH KAHHBIH Tya OITKEH COJI-OH
IIYHTTaybIMEH OalllaHbIChl, 3€PTTENETIH MATOJOTUSHBIH WHTEPBEHLUMSIIBIK JKOHE
XUPYPIUsUIBIK eMjiey OOMBIHIIIA KapHUsUIaHbIMAp 3€PTTENII.

Exinmni tapay yuriHimi tapayja HOTHXKeNepl OasHIaIaThiH 3epTTEy MaTepHaiIaphbl
MEH 9icTepi OOMBIHIIA aKapaTThl KaMTUABI. Keiinri Tapaynapaa (4 — 6) 6ananaparsl
KaHHBIH Tya OITKEH COJ-OH IIYHTTaybIMEH KaybIMJIAaCKaH ©KIIe apTEepHUsIIbIK
TUNIEPTCH3WSICHIHBIH ~ KIIMHUKAJIBIK ~KE3CHJEpPIH JKIKTey, OCBhl TATOJIOTHSACHI Oap
HayKacTap/bl JHarHOCTHKajIay KOHE Kapay alrOpUTMIH TaJIKbUIAY KOHE TY)KbIpbIMAAY
KYPTriziii.

Komxkaz6ana 17 cyper, 28 kecte, 1-kocbimina, 3 dhopmyna 6ap. bubmuorpadusiibik
TI3IM KypaMbIHJIa OPBIC JKOHE IIET TUIAEPIHAET1 Oipereit 3epTreynepre OepiireH Tapuxu

cinTemenepai Koca OThIphIN, 234 o1e0u Ke3/11 KaMTHIB.
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ANNOTATION
for the dissertation by Mullen Aigerim Kuatovna on the topic «Diagnosis and
comprehensive therapy of pulmonary arterial hypertension in children with congenital
left-to-right shunt», submitted for the degree of Philosophy Doctor (PhD) in specialty
6D 110100 - Medicine.

Relevance of the topic

Pulmonary arterial hypertension in congenital left-to-right shunt (APAH-CHD) is a
pathophysiological condition in which the pressure in the pulmonary artery rises
>25mmHg, pulmonary capillaries wedge pressure (PCWP)>15mmHg and pulmonary
vascular resistance (PVR)> 3 Wood Units (Galie N., 2015) due to morphological
changes in pulmonary vessels’ wall due to volume overload. The normal pressure in the
pulmonary artery for children is defined within 14 mmHg. (MM. Hoeper., 2013; H.R.
Cajigas, R. Awdish, 2015; D. Chemla, 2009; T. J. Kulik, 2011; R. J. Barst, 2008; P. D.
Boyce, 2003). The anatomical and physiological characteristics of childhood
significantly affect the clinical manifestations and course of APAH-CHD (EM Balkin,
2016; D.-C. Wu, 2013; WA Zuckerman, 2013; A. Van De Bruaene, 2016; M. Gorenflo
et al. 2002).

According to a systematic review and meta-analysis conducted in 2011 by D. van
der Linde et al., around 1.35 million children with congenital heart defects are born
annually in the world, among which defects with left-to-right shunt constitute 57%. In
half of the cases in the natural history of CHD with left-to-right shunt, pulmonary
arterial hypertension (PAH) develops (L. Kidd et al., 1993). Thus, subject to therapeutic
non-interference, about 400 thousand children annually are at risk for developing PAH.

According to PAH registers in children, APAH-CHD represent from 36% (TOPP
register - The Tracking Outcomes and Practice in Pediatric Pulmonary Hypertension,
2016), to 42% (Netherlands National Register, 2011) among transitional PAH, and up to
72% of cases of progressive PAH (Netherlands National Register). The annual
incidence of APAH-CHD in the Netherlands was 21.9 cases per million children (D. D.
Ivy et al., 2013). At the same time, APAH-CHD survival significantly exceeds those
among other PAH groups and is 92.3%, 83.7% and 56.9% for 1, 3 and 5 vyears,
according to a retrospective analysis of the UK registry (DD lvy et al., 2013).
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Currently, surgical treatment of large-sized post-tricuspid non-restrictive defects
(DMS, OAP) under the age of 2 years without prior catheterization is practiced, which
avoids the development of PAH. Whereas for pretricuspid defects, surgery may be
delayed due to the lack of pressure overload (W.A. Zuckerman, 2013). However, such
prognostic criteria are highly personalized, making clinical decision making difficult.

The use of specific drug therapy (SDT) has increased the effectiveness of surgical
treatment of patients with APAH-CHD (O. Hallioglu, 2003; GH Ajami, 2008; M.
Bizzarro, 2014; A. Limsuwan, 2005; S. Takatsuki, 2013; WMH Zijlstra, 2014; EE
Vorhies, 2014). To date, recommendations have been developed on the tactics of
medical preparation of patients in the preoperative period. Despite this, the duration of
drug administration in the postoperative period, provided normal hemodynamic are
restored, as well as the appointment of preoperative drug preparation, remain
unresolved.

Evidence-based medicine resources for pediatric patients are limited and often
presented by the experience of individual expert centres for pulmonary hypertension in
foreign countries (K. Durongpisitkul, 2005; T. Kazue, 1995; SC Apostolopoulou, 2005;
D. Schranz, 1992; WB de Carvalho, 1998; Ol Miller, 2000; R. Stephan et al., 2015; A.
Fraisse, 2011). There is a lack of prospective studies in pediatric and adolescent PAH
practice, with the exception of the TOPP study published in January 2016 (M. Beghetti
etal., 2016).

Thus, pediatric APAH-CHD is an urgent problem of modern cardiac surgery and
cardiopulmonary medicine. Questions about the appropriateness of preoperative
preparation through the appointment of SDT, determining the operability and timing of
cardiac surgery, the volume and duration of SDT in the postoperative period, the
development of information databases with the registration of patients with APAH-
CHD for the purpose of dynamic monitoring and evaluating the effectiveness of therapy
remain unresolved as for the international, so for the domestic medical community.

Aim: to improve the diagnosis and comprehensive treatment of pulmonary arterial
hypertension in congenital heart defects in children.
Tasks
1. To establish the frequency of detection of PAH associated with congenital left-
right blood bypass surgery;
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. Adapt the criteria for evaluating the result of a vasoreactive test in children with
congenital left-to-right shunt to determine operability;

Improve the algorithm for the comprehensive treatment of PAH with congenital
left-to-right shunt;

. Adapt the protocol for the diagnosis and treatment of PAH for children with
congenital left-to-right shunt.

Scientific novelty

. For the first time, a prevalence of PAH in congenital left-to-right shunt in children
was established based on the experience of one centre in the Republic of
Kazakhstan;

. Adapted diagnostic criteria for evaluating the operability of CHD based on the
results of a vasoreactive test for APAH-CHD in children from the experience of
one centre in the Republic of Kazakhstan;

. For the first time in the Republic of Kazakhstan, international guidelines (2015,
ESC / ESR, AEPC) for the diagnosis and treatment of PAH for CHD with left-to-
right shunt in children have been adapted;

. An algorithm has been developed for the diagnosis and complex therapy of
pulmonary arterial hypertension in congenital left-to-right shunt in children.

Practical significance

. Knowledge of the prevalence of APAH-CHD among children will help organize
the development of a register of children with the disease under study, which will
optimize the algorithms for the provision of qualified medical care for children
with APAH-CHD, make a calculation of the necessary medication and predict the
level of disability among this category of patients.

. Adapted criteria for evaluating APAH-CHD operability based on the results of a
vasoreactive test are rational for use in clinical practice and can improve the course
of the early postoperative period.

. The use of the APAH-CHD diagnostic and treatment protocol with the inclusion of
adapted criteria for evaluating operability, an algorithm for diagnosing and
managing children with this pathology improves the early results of surgical or
transcatheter treatment of congenital left-to-right shunt.
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. The adapted algorithm for the diagnosis and treatment of APAH-CHD in children
(copyright certificate No. 2866 of September 13, 2018) is available for use in
practical health care, allows for timely diagnosis and determination of tactics for
the management of children with APAH-CHD and in the postoperative period.

. The developed classification of the clinical stages of APAH-CHD in children
(copyright certificate No. 1163 of April 23, 2018) allows us to differentiate the
approach to tactics for managing children at different stages in the clinical practice
of a pediatric cardiologist and cardiac surgeon.

Key Points to defend

. Pulmonary arterial hypertension associated with congenital left-to-right shunt, a
serious complication of CHD in children with a detection rate of 17.45%.

. The modified Barst criterion for interpreting a “positive” response to AVRT in
patients with systemic-to-pulmonary shunt with Qp/Qs over 1.5: a decrease in
mean pulmonary arterial pressure of more than 20%, and a final PVR of <3 WU /
m2 allows predicting the course of pulmonary arterial hypertension in the early
postoperative period [46].

. Combined therapy with APAH-CHD, including the appointment of SDT with basic
drug therapy followed by surgical / transcatheter correction of CHD, reduces the
risk of complications in the early postoperative period, accelerates morpho-
functional recovery of the heart and improves prognosis in the early postoperative
period.

. An improved algorithm for the diagnosis and management of children with APAH-
CHD allows for timely diagnosis and determination of tactics for the management
of children with APAH-CHD in the pre- and postoperative period at all stages of
medical care.

Approbation of the thesis
— During the study, the current results were reported at 3 international
conferences, 2 of which were foreign:
— Il Central Asian Symposium on pulmonary hypertension ‘Multidisciplinary

approaches in diagnosis and treatment of pulmonary hypertension’, 1-2
October 2015 Astana, «The features of APAH-CHD»;
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— 11th ORPHEUS Conference. Lost in translation? From medical studies to
clinical research, March 10 - 12, 2016, Germany, «Facing the challenge with
the absence of pulmonary hypertension registry in Kazakhstan;

— Joint symposium of pulmonary hypertension association of Saudi Arabia
(SAPH) and Central Asian group of Pulmonary Vascular Research Institute
(CAPH), 28-29 September 2016 SaryOy Kyrgyzstan, «Clinical case of
pulmonary arterial hypertension in a child with congenital heart disease» .

Published works

In the process of dissertation research, 20 papers and abstract were published. Of
these, 7 theses (3 in English) presented at foreign international conferences; 8 articles (2
in English) of which 6 in journals recommended by the Committee for Control in
Education and Science of the Ministry of Education and Science of the Republic of
Kazakhstan, 1 in a foreign specialized journal, 1 in a foreign indexed journal of the
Scopus database; 3 pocket-books on the topic of dissertation research; 2 copyright
certificates.

Scope of the dissertation and its structure

The dissertation is presented on 123 pages of typescript. The structure is presented
by introduction, literature review, chapters Materials and research methods, research
results, discussion, conclusion. Practical recommendations and applications are also
given. The manuscript is accompanied by 17 figures, 28 tables, 1 appendix, 3 formulas.
The bibliographic list contains 234 literary sources, including historical references to
original studies in Russian and foreign languages.




