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I'naBHbI pegakrop:

Tamken6aeBa JaeoHopa HermaToBHa
O00KMOP MEOUYUHCKUX HAYK, npodeccop, 3asedyiowas Kagedpoti enymperHux 6onesnetl u kapouonozuu Ne2 Camapkanockozo
T'ocyoapcmeennoeo meouyunckozo ynusepcumema, npedceoamensv Accoyuayuu mepanesmos Camaprxanockoti obracmu.
https://orcid.org/0000-0001-5705-4972
|

3amecTUTEIb IJIABHOTO peaakropa:

Xaii0yauna 3apuna PycianoBHa
00KMOP MEOUYUHCKUX HAYK, PYKOBOOUMENLb OMOeNd OUOXUMUU € 2PYNNOL MUKPOOUOLO2UU
I'Y «PCHIIMLIX um. axao. B. Baxuoosay https://orcid.org/0000-0002-9942-2910

YNEHDI PESAKLUOHHOM KONMETM:

Aassu Anuc JlroTdyniaeBny Puzaes Kacyp AnumakaHnoBu4
axademuk AH PY3, 0okmop meouyunckux O00KMOPp MeOUYUHCKUX HAVK, npogeccop, Pekmop
nayx, npogeccop, Ilpedcedamensy Accoyuayuu Camapranockozo 20cyo0apcmeenio20 MeouyuHcKo2o
Tepanesmos Y36exucmana, Cogemnux oupekmopa yuugepcumema, https://orcid.org/0000-0001-5468-9403
Pecnybnuxanckozo cneyuaiusuposanHo20 HayuHo-

NpaKmu4ecko2o yenmpa mepanuu u MeOUYyuHCKou 3usayanaes Llyxpar XynoiidepaneBuyu
peabunumayuu (Tawxenm) 00KMOP MEOUYUHCKUX HAYK, Npodeccop, nepablil

https://orcid.org/0000-0002-0933-4993 samecmumens QUpekmopa no akademuueckoii

Oesmenvrocmu Camapkanockozo guauana
Mesicoynapoonoeo Yuusepcumema Kumé 6 Tawkenme

https://orcid.org/0000-0002-9309-3933

Boxepus Jleo AHTOHOBHY

axkademukx PAH, 0okmop meduyunckux

Hayk, npogeccop, Ilpesudenm nayunozo yenmpa
cepoeuno-cocyoucmoii xupypeuu um. A.H. bakynesa

(Mocxea), https:/forcid.org/0000-0002-6180-2619 Hxan Koak

Ipogheccop, npedcedamenv Cosema Egponetickoco

Kyp6anos PapmanGek JaB1eToBH obujecmea Kapouoio208 no UHCYIbMY, PYKOBOOUMeEb

axademuk AH PY3, 0okmop meouyunckux nayx, npogecop, CheyuanusUpoSaHHotl KapoOuono2uil, 3a6e0yioujutl
Cosemnuk oupexmopa Pecnyonuxancko2o cheyuanusupo8anHo2o omoenenuem Kapouono2uu, Kapouo- u mopaKaibHol
HAYYHO-NPAKMUYECKO20 MEOUYUHCKO20 YeHMPa KapOUuoio2uu Xupypeuu, KOHCyibmanm-kapouonoe, 6onvnuya I nenguno,
(Tawxenm), https://orcid.org/0000-0001-7309-2071 Jlecmep (Benuxobpumanus)
lIkasieB Anexceii EBrenbeBuy Cepruo Bepaapauuu
A.M.H, npogeccop, pekrop DesepanbHOro rocyjapeTBeHHOro Tpogheccop knunuyeckol OGUOXUMUU U KIUHUYECKOU
OI0/KETHOTO 00Pa30BaTEIBHOTO YIPEXKACHHUS BBICIIIETO MOLEKYNAPHOI Buono2ul, 21AGHbLTL 6PAY OMOe
o0pasosanus «VbieBckas rocy1apCTBEHHAs MEUIMHCKAs nabopamopuoil meouyunvl, bonvHuya Ynusepcumema Top
akageMus»» MUHHCTepCTBa 34paBooXpaHeHus Poccuiickoit Bepeama (Pum, Hmaius)

Denepanuu

JIusepko Upuna Biragumuposna

O00KMOP MEOUYUHCKUX HAYK, npogeccop,

3amecmumens oupexmopa no nayke Pecnybnuxanckozo
CReyuanu3upo8aHHo20 HayuHO-NPAKMU4ECcKo20

Michal Tendera

npogheccop xagedpuvl kapouonocuu Bepxnecunesckoeo
Kapouonozauueckoeo yenmpa, Cune3cKuii MeouyuHcKul
ynugepcumem ¢ Kamosuye, [lonvwa (Tlonvwa)

https://orcid.org/0000-0002-0812-6113 MEOUYUHCKO20 YeHmMPa hmusuampuu u ny1oMOHOI0UU
Pecnybnuxu Y36exucman (Tawxenm)
IMokymanos Eprenuii AHATOIbEBIY https://orcid.org/0000-0003-0059-9183
O00KMOP MEOUYUHCKUX HAVK, npogeccop,
3amecmument 2eHepaIbHO20 OUPEKMOopa no Ilyplco Bﬂa}lnan BﬂKTOPOBﬂ‘I
HayKe u pazeumuio cemu KiuHuk «L{enmp noewix 00KMOp MeOUYUHCKUX HayK, npogeccop Ilepsozo
Mmeouyunckux mexwonozuity (LHHMT), (Hosocubupck), Mockosckoeo 2ocydapcmeenHo2o MeOUYUHCKO20
https://orcid.org/0000-0002-2560-5167 ynusepcumema um. U.M. Ceuenosa (Mockesa)

https://orcid.org/0000-0001-8040-3704

3ydapos Mup:xamon MupymapoBu4
O00KMOP MEOUYUHCKUX HAVK, NPOdeccop, pyKosooumeb TpurysioBa Panca XycannoBna
omoena I y «PCHIIMLX um. axkao. B. Baxuooea» JIOKMOP MEOUYUHCKUX HAYK, PYKOBOOUMENb
https://orcid.org/0000-0003-4822-3193 1abopamopu npesenmuenoii kapouorout,
8e0VIULl HAYUHBLIL COMPYOHUK 1abopamopuu
UBC u amepockneposa. Pecnybnuxanckuil
cneyuanu3upoSaHHuIl HayYHO-NPaAKMUYecKull
Meouyunckul yenmp kapouonozuu (Tawxenm)
ORCID- 0000-0003-4339-0670

AxkunnoB XaduoyJia ArayniaeBuq

00KMOPp MeOUYUHCKUX HayK, npogheccop, Jupexmop
Llenmpa pazeumus npogeccuonanvhoil kearugurayuu
Meouyunckux pabomuuxos (Tawxenm)

Hacuposa 3apuna Ax6apoBHa

DSc, ooyenm rkagpedpor nympennux 6oaezneil u Kapouorouu TypaeB ®epy3 Parxy1aeBu4
Ne2 Camapranockozo I'ocyoapcmeennoz2o Meouyunckozo 00KMOP MEOUYUHCKUX HAYK,
ynusepcumema (omeemcmeennviii cekpemaps) ORCID: 0000- Jlupexmop Pecnybnukanckozo cneyuanusuposaHHo2o
0002-8722-0393 (omeemcmeennulii cekpemaps) HAYuHO-NPAKMU4eckKo20 MeOUYUHcKo20 yenmpa

andokpunonozuu umenu axademuxa FO.I'. Typakynosa
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Bosh muharrir:

Tashkenbayeva Eleonora Negmatovna
tibbiyot fanlari doktori,professor, Samargand davlat tibbiyot universiteti 2-sonli ichki kasalliklar va kardiologiya
kafedrasi mudiri, Samargand viloyati vrachlar uyushmasi raisi
https://orsid.org/0000-0001-5705-4972
__________________________________________________________________________________________________________________________________________________|
Bosh muharrir o'rinbosari:

Xaibulina Zarina Ruslanovna
tibbiyot fanlari doktori, “akad V. Vohidov nomidagi RIJM davlat institutining mikrobiologiya guruhi
bilan biokimyo kafedrasi mudiri’” https://orcid.org/0000-0002-9942-2910

TAHRIRIYAT AZOLARI:

Alyavi Anis Lyutfullayevich Rizayev Jasur Alimjanovich
O'zbekiston Respublikasi Fanlar akademiyasining tibbiyot fanlari doktori, professor,
akademigi, tibbiyot fanlari doktori, professor, Samargand davlat tibbiyot universiteti rektori
O"zbekiston Terapevtlar uyushmasi raisi, Respublika https://orcid.org/0000-0001-5468-9403
ixtisoslashtirilgan ilmiy va amaliy tibbiy terapiya markazi

va tibbiy reabilitatsiya direktori maslahatchisi Ziyadullayev Shuxrat Xudoyberdiyevich

(Toshkent), https://orcid.org/0000-0002-0933-4993 tibbiyot fanlari doktori, professor, Toshkent shahridagi Kimyo

xalgaro universitetining Samargand filiali direktorining

Bockeria Leo Antonovich akademik faoliyat bo‘yicha birinchi o‘rinbosari (Toshkent)

Rossiya fanlar akademiyasining akademigi,

tibbiyot fanlari doktori, professor, A.N. Bakuleva https://orcid.org/0000-0002-9309-3933
nomidagi yurak-gon tomir jarrohligi ilmiy markazi
prezidenti (Moskva) Jan Kovak
https://orcid.org/0000-0002-6180-2619 Yevropa kardiologiya jamiyati insult kengashi raisi,
2017 yildan buyon ixtisoslashtirilgan kardiologiya
Kurbanov Ravshanbek Davlatovich kafedrasi rahbari, kardiologiya, yurak va torakal jarrohlik
O'zbekiston Respublikasi Fanlar akademiyasining kafedrasi mudiri, maslahatchi kardiolog Glenfild
akademigi, tibbiyot fanlari doktori, professor, kasalxonasi, Lester (Buyuk Britaniya)

Respublika ixtisoslashtirilgan kardiologiya
ilmiy-amaliy tibbiyot markazining direktor

maslahatchisi (Toshkent) Sergio Bernardini

https://orcid.org/0000-0001-7309-2071 Klinik biokimyo va I_(IiniI§ m_olekylyar bjologiya po'yicha
professor - Laboratoriya tibbiyoti bo'limi bosh shifokori —
Shklyaev Aleksey Evgenievich Tor Vergata universiteti kasalxonasi (Rim-Italiya)
Tibbiyot fanlari doktori, professor, Rossiya
Federatsiyasi Sog'ligni saglash vazirligining Liverko Irina Vladimirovna
"Izhevsk davlat tibbiyot akademiyasi" Federal tibbiyot fanlari doktori, professor,
davlat byudjeti oliy ta'lim muassasasi rektori Respublika ixtisoslashtirilgan ftiziologiya
. va pulmonologiya ilmiy-amaliy tibbiyot
Mixal Tendera markazining ilmiy ishlar bo'yicha

Katovitsadagi Sileziya Tibbiyot Universiteti,
Yuqori Sileziya Kardiologiya Markazi
kardiologiya kafedrasi professori (Polsha)
https://orcid.org/0000-0002-0812-6113

direktor o'rinbosari (Toshkent)
https://orcid.org/0000-0003-0059-9183

Surko Vladimir Viktorovich

Pokushalov Evgeniy Anatolevich tibbiyot fanlar doktori, professori
tibbiyot fanlari doktori, professor, "Yangi I.M. Sechenov nomidagi Birinchi Moskva
tibbiy texnologiyalar markazi" (YTTM) Davlat tibbiyot universiteti (Moskva)
klinik tarmog'ining ilmiy ishlar va rivojlanish https://orcid.org/0000-0001-8040-3704
bo'yicha bosh direktorining o'rinbosari

(Novosibirsk) https://orcid.org/0000-0002-2560-5167 Trigulova Raisa Xusainovna

Tibbiyot fanlari doktori, Profilaktik
kardiologiya laboratoriyasi mudiri,
YulK va ateroskleroz laboratoriyasining
yetakchi ilmiy xodimi. Respublika

Zufarov Mirjamol Mirumarovich
tibbiyot fanlari doktori, professor,
"akad V. Vohidov nomidagi RIJM
davlat muassasasi" bo'limi boshlig'i"

https://orcid.org/0000-0003-4822-3193 __ ixtisoslashtirilgan kardiologiya
ilmiy-amaliy tibbiyot markazi (Toshkent)
Akilov Xabibulla Ataullayevich ORCID- 0000-0003-4339-0670
tibbiyot fanlari doktori, professor, Tibbyot
xodimlarining kasbiy malakasini oshirish Turayev Feruz Fatxullayevich
markazi direktori (Toshkent) tibbiyot fanlari doktori, akademik
) ) Y.X.To‘raqulov nomidagi Respublika
Nasirova Zarina Akbarovna o , ixtisoslashtirilgan endokrinologiya ilmiy
Samargand davlat tibbiyot universiteti 2-sonli ichki kasalliklar

A - ; - amaliy tibbiyot markazi direktori
va kardiologiya kafedrasi dotsenti, DSc (mas'ul kotib) ORCID: . ; i _ _
0000-0002-8722-0393 (mas"ul Kotib) https://orcid.org/0000-0002-1321-4732
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Doctor of Medical Sciences, Professor, President Jan Kovac
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AiumoB lounép AnBapoBuY
OOKIMOP MeOUYUHCKUX HAYK, OUPEKMOp
Pecnybnuxanckozo HayuHo2o yeHmpa
9KCMPEHHOU MEOUYUHCKOU NOMOWU

AdnynnaeB Akbap XataMoBuY
OOKIMOP MeOUYUHCKUX HAYK, 2NABHbL
HayuHwlll compyoHuk Pecnybonuxanckozo
CReYUAnU3UPOBAHHOZ0 HAYUHO-
NPAKMULECcKo20 YeHmpa MeOUYUHCKou
mepanuu u peaburumayui
https://orcid.org/0000-0002-1766-4458

Ara6aosin Upuna PyGenoBHa
KaHOuoam MeOuyuUHCKUX Hayk, OOYeHm,
3asedyiowas kageopoti mepanuu IO,
Camapranockozo I ocydapcmeentozo
MEOUYUHCKO20 UHCIUMYMA

Anunesa Huropa PycramoBna

OOKIMOP MeOUYUHCKUX HAVK, 3a6e0Vioudsl
kagedpoii I'ocnumansroti neduampuu Nel
€ OCHO8AMU HEMPAOUYUOHHOU MEOUYUHbL
TawlIMU

HcmaunnoBa Anosat AGa1ypaxuMoBHA
O00KMOP MEOUYUHCKUX HAYK, npogeccop,
3a6edyrowas 1abopamopueit
@yHnoamenmansHol UMMYHOIO2UU
HHemumyma uMmMyHON02UU 2EHOMUKU
uenogexa AH PY3

Kamanos 3aiinutaun CaiipyranHoBua
O00KMOP MEOUYUHCKUX HAYK, npogeccop,
3a6edyrowutl 1abopamopuetl
ummyHopezynayuu Hnemumyma
UMMYHONO2UU U 2EHOMUKU

yenosexa AH PY3

KaiomoB Yayroexk KapumoBuu

O00KMOP MEOUYUHCKUX HAYK, npogeccop,
3a6edyiowuil Kageopoil 6HympeHHuUx
bonesHell u menemeouyunsl Llenmpa
paseumusi npopeccuoHanbHoll
Keanuurayuu MeOUYUHCKUX pabomHuKos

Xycunona Llloupa AxbapoBHa
Kanoudam Gunocoghckux Hayk, ooyenm,
3aeedyiowas kagedpoil obuetl npakmuxu,
cemetinoil meouyunwvt OI70
Camapranockozo I ocydapcmeentozo
MEOUYUHCKO20 UHCIMUMYMaA

Mloauxynosa I'ysanaom 3ukpusieBHa
0.M.H., npogheccop, 3a6edyrouas
Kagedpoil enympennux 6onesnei No 3
Camapranockozo I ocydapcmeentozo
Meouyuncxoeo Uncmumyma
(Camaprano)
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Doniyorova Farangisbonu Alisher qizi
Toshkent Davlat tibbiyot universiteti
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dotsenti, DSc.
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reabilitatsiya ilmiy-amaliy
tibbiyot markazi" davlat
muassasasi bosh ilmiy xodimi
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Agababyan Irina Rubenovna
tibbiyot fanlari nomzodi, dotsent, DKTF,
terapiya kafedrasi mudiri, Samargand
davlat tibbiyot instituti

Alieva Nigora Rustamovna
tibbiyot fanlari doktori, 1-sonli gospital
pediatriya kafedrasi mudiri, ToshPTI

Ismoilova Adolat Abduraximovna
tibbiyot fanlari doktori, professor,
O'zbekiston Respublikasi Fanlar
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immunologiyasi institutining fundamental
immunologiya laboratoriyasining mudiri

Kamalov Zaynitdin Sayfutdinovich
tibbiyot fanlari doktori, professor,
O'zbekiston Respublikasi Fanlar
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genomikasi institutining Immunogenetika
laboratoriyasi mudiri

Qayumov Ulug'bek Karimovich
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Tibbyot xodimlarining kasbiy malakasini
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Jouusipopa ®apanHrucoony Anuuiep

KH3bI
doyenm Kagheopwl HeepoocuU u
Hapoorotl meduyunvl Taukenmckozo
20CY0apCmeeHH020 MeOUYUHCKO20

VHUBepcumema, OOKMoOp MeOUYUHCKUX

Hayk. hitps.//orcid.org/0009-0004-4140-
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AHHOTALIUA
Bpoxnennsie nopoku cepana (BIIC) ocratores oqH0# 13 Hanbosee akTyaabHbIX TPOOJIeM COBPEMEHHOM MEUIIMHBI, 3aHIMAas! BEIyIIee MECTO
B CTPYKTYpE BPOXKICHHOW MATOJIOTHH U ABJBLICH 3HAYMMOM MPHYMHON MIIaICHUYECKOH U IETCKOM 32a0071eBaéMOCTH, HHBATMAN3AINHA M CMEPTHOCTH.
B mnpexncraBnenHoM 0030pe 0000IIEHBI COBpEeMEHHBIC JaHHBIE O pacmpocTpaHeHHOcTH U cTpykrype BIIC, KImoueBBIX BK30T€HHBIX H
HACJIECTBEHHBIX (JaKTOPAX PHCKA, a TAKKe MOJEKY/SIPHBIX M KJIETOYHBIX MEXaHM3MaxX KapAHOreHe3a, HapyIIeHHe KOTOPBIX JIEKHT B OCHOBE
(opmupoBaHus IOpoKoB cepara. Ocoboe BHUMaHHE yAEIEHO POIU T€HETHUECKUX MapKepOB M IIPEIIIECTBEHHIKOB ITaTOJIOTHIECKOro mpouecca,
BIIMSHUIO HEOJIAronpusiTHBIX ()aKTOPOB OKPYXKAIOMIEH CPEAbl M COMAaTUYECKOr0 COCTOSHUS MaTepy. B craThe mpoaHann3upoBaHbl COBPEMCHHBIE
METO/BI IIPEHATATBHON U MOCTHATAILHON IHATHOCTHKY, BKJIIOUAs YIBTPa3BYKOBBIE X MOJIEKYIIPHO-TEHETHUYECKHUE TOIXO0IbI, a TAKKE aKTyaIbHBIE
CTpaTeTUN MEIUKAMEHTO3HOTO M XHUpPyprudeckoro yedeHus. [lomdepkHyTa 3HAYMMOCTH KOMIUIEKCHOTO MEKANCHUILIMHAPHOTO IOIXOJa K
U3YYCHHUIO U BeJeHHIO maipeHToB ¢ BIIC mis cHIKEHUs IepHHATANBHBIX HOTEPh U YITy4IIeHHs JeMorpaduecKiX MoKa3aTenei.
KitroueBble cj10Ba: BPOXXACHHbIE TOPOKH CEP/ILIA; KapAHOreHe3; TEHETUYECKas IPEIPACIION0KEHHOCTh; SK30I€HHbIE (PAKTOPBI; MOJICKYJISPHBIC
MEXaHU3MBIL.
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CONGENITAL HEART DEFECTS: FROM BASIC RESEARCH TO CLINICAL PRACTICE (LITERATURE REVIEW)

SUMMARY
Congenital heart defects (CHD) remain one of the most pressing problems of modern medicine, occupying a leading place in the structure of
congenital pathology and being a significant cause of infant and child morbidity, disability and mortality. This review summarizes current data on
the prevalence and structure of CHD, key exogenous and hereditary risk factors, as well as the molecular and cellular mechanisms of cardiogenesis,
the violation of which underlies the formation of heart defects. Special attention is paid to the role of genetic markers and precursors of the
pathological process, the influence of adverse environmental factors and the somatic state of the mother. The article analyzes modern methods of
prenatal and postnatal diagnostics, including ultrasound and molecular genetic approaches, as well as current strategies for drug and surgical
treatment. The importance of a comprehensive interdisciplinary approach to the study and management of patients with CHD is emphasized in
order to reduce perinatal losses and improve demographic indicators.
Key words: congenital heart defects; cardiogenesis; genetic predisposition; exogenous factors; molecular mechanisms.
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TUG‘MA YURAK NUQSONLARI: FUNDAMENTAL TADQIQOTLARDAN KLINIK AMALIYOTGA (ADABIYOTLAR
SHARHI)

ANNOTATSIYA

Tug‘ma yurak nugsonlari (TYN) zamonaviy tibbiyotning eng dolzarb muammolaridan biri bo‘lib golmoqda, tug‘ma patologiyalar tarkibida
yetakchi o‘rinni egallab, chagaloglar va bolalar kasallanishi, nogironligi hamda o‘limining muhim sabablaridan biridir.

Taqdim etilgan sharhda TYNning targalishi va tuzilishi, asosiy ekzogen va irsiy xavf omillari, shuningdek, yurak nugsonlari shakllanishining
asosini tashkil etuvchi kardiogenezning molekulyar va hujayraviy mexanizmlari hagidagi zamonaviy ma’lumotlar umumlashtirilgan. Patologik
jarayonning genetik markerlari va o‘tmishdoshlari roli, atrof-muhitning noqulay omillari hamda onaning somatik holatining ta’siriga alohida e’tibor

garatilgan.

Magolada prenatal va postnatal diagnostikaning zamonaviy usullari, jumladan ultratovush va molekulyar-genetik yondashuvlar, shuningdek,
dori-darmon va jarrohlik davolashning dolzarb strategiyalari tahlil gilingan. Perinatal yo‘qotishlarni kamaytirish va demografik ko‘rsatkichlarni
yaxshilash magsadida TYN bilan og‘rigan bemorlarni o‘rganish va olib borishda kompleks fanlararo yondashuvning ahamiyati ta’kidlangan.

Kalit so‘zlar: tug‘ma yurak nugsonlari; kardiogenez; irsiy moyillik; ekzogen omillar; molekulyar mexanizmlar.

BBenenne.ToyHas qUarHOCTHKA, BU3yalu3alys U BEIOOP METOOB
JICUCHUSI BPOXKACHHBIX IIOPOKOB CEpAIld MPEACTaBIIET aKTYalbHYIO
npoGiieMy. B HacTosiee BpeMsi BPOXKICHHBIE BPOXKICHHBIE TOPOKH
SIBISTIOTCS. CaMBIMH PAaCHPOCTPAHEHHBIMU II0 PaHHEH CMEPTHOCTH B
mupe. K Bpoxxaenneim mopokam cepamna (BIIC) otHocutes takme
3a0o0neBaHus Kak: IePPEeKT MEXKETYIOUYKOBOH M MEXKIIPEacepIHOM
neperopoaku  (JAMOKII, JMIIII), TpaHCHO3UIHKS MarucTpaibHBIX
cocyno (TMC), koapkrarms aoptel (KoA), OTKpBITHIN apTepHaIbHBII
mpoTtok(aykryc OAII), cTeHO3 NETOYHOI apTepuu u Ap.

Paspurne Bpoxknéunsix mopokoB cepama (BIIC) mpoucxomur B
SMOpHOHATBFHOM Tiepuoae — ¢ 3-if mo 8-10 Hememto recrauuu [1] u
HOCHUT TOJIMITHONOrHYecknii xapakrtep. Ilaromorms oOycioBieHa
BO3/ICHCTBHIEM KaK BHEIIHUX (PakTopoB (MH(DEKIHOHHBIEC 3a00IeBaHMIS
MatepH, BKJIIOYas HHQPEKLUHUH, BBI3BAHHBIC [-TEMOJIUTHYECKUM
CTPENITOKOKKOM I'PYIIEI A, BUPYCOM KPacCHYXH, a TAKXKe aJIKOTOJIM3M,
yHoTpebieHne HapKOTHUECKHUX BEINECTB U Jp.), TAK M TEHETHYECKHUX
(haxTOpOB, BKITIOYAs! HACTIEICTBEHHBIE MyTaIUN.

CyIIecTBeHHYIO PONIb WIPAIOT MYTALUH TEHOB, PETyIHPYIOMIUX
Mopdorenes cepaua, cpeau koropbix: GATA4, NKX2-5, NOTCH1-2,
TBX1, TBX3, TBX5, TBX18, TBX21, HEY1, HEY2, FOXHL1 [2].

Kpome Toro, B mocinegHHE TOABI AKTHBHO  M3y4aloTCS
MOJIEKyJSIpHbIe OnomMapkepsl, B udacTHocTH MHKpoPHK, wurparomme
BaXXHYIO pOIb B pPEryJSIIMH KapAuoreHesa u (HOPMHUPOBAHUU
BpoxaEHHBIX mopokoB cepaua (BIIC) [3]. YcraHoBieHo, 4TO Takue
MukpoPHK, kak miR-1, miR-133, miR-21 u miR-126, y4actByior B
mporeccax AuM(GHEpEeHIUPOBKA KApAHMOMHOIUTOB, AaHTHOTEHE3a U
CemTalMM CepACYHBIX CTIpPyKTyp. Hapymenne wux skcmpeccuu
aCCOIIMMPOBAHO C Pa3BUTHEM OE(EKTOB MEXKIIPEACEPAHOH U
MEXOKEITY JOUKOBOH Eeperopo/iok, a takxe apyrux gopm BIIC [4].

OtenpHOE 3HAYCHHE UMEIOT TeHETHYeCKHe (aKTopbl. BhIABICHBI
KIIIOUEBBIE TE€HBI, PEryJIupylomue MophoreHes cepana, BKIIOYast
GATA4, NKX2-5, NOTCH1-2, TBX1, TBXS, HEY! u HEY2.
MyTamuy B AAHHBIX T€HAX ACCOLMHPOBAHBI C PA3TMYHBIMH THIIAMHU
BIIC:

myTtanun NKX2-5 — ¢ gedexramu MexmnpeacepIHoi IeperopoaKku
1 HapyIIEHUSAMH POBOMMOCTHY;

myTtanun TBXS — ¢ cuanpomom Xonra—Opama;

mytanuu JAG1 — ¢ CHHAPOMOM AJaKHIIs;

HapymeHus: curHanpHoro mnytm NOTCH C aHOMaIHIMHU
KJIAMTAHHOT'O arapara v BEIHOCAIIMX TPAKTOB cepaua [5—7].

Kpome Toro, mpoBomsaTcs wuccienoBaHus OmomapkepoB [3],
OKa3bIBAIOIIMX BIMSHHE HA KapAUOT€He3 M MPeJOTBPAIIAIONINX
pa3BuTHE TOpPOKOB cepaua. Hampumep, aBTopel [4] onpememuin
CUTHaJbHBIE IMyTH 3Kcmpeccuio Mukpo PHK u TapretHeix reHoB.
onpenemmu 22 mukpo PHK, xotopeie ydacTByroT B (pOpMHPOBaHUHU
e eKToB MEXIIPEACepIHOM MIEPETOPOJIKH. CBoboanHo
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nupkynupytomue Mukpo PHK B sMOproHe MO3BOJSIIOT MPOBOIUTH
npeHaranbHyto  guarHoctuky BIIC. B passutum  nmedexrtoB
MexoKeNyqoukoBoi nieperopoaku (JMIKII) oxaspiBaloT MyTamum B
rerax NKX 2-5. OTu TeHBl B HOpME KOAMPYIOT PETYIATOPHI
Mopdorenesa cepauna u 4% Bcex caydaeB Terpamsl Damno (TD)
cBs13anbl ¢ HUMHU. Kpome Hux. MyTtarmuu B rere JAG 1 Takske CBS3aHBI €
CHHIPOMOM XpoHHYEeCcKOH  ¢ubpomuanruu [5,6]. K Td wmoryr
MPUBOANTH XPOMOCOMHBIE MyTallUM HampuMep cuHipoMm  Ju
Jxopmkun, cuaapom Jlayna, cunapom Kopuemmm pe Jlawre, [7].
OcHOBHOe BHHMaHHE wuccienoBareneid mpukoBaHo k NOTCH-
CHUTHAJIBHOMY IIyTH, KOTODBIIl KOHTposupyeT auddepeHIpoBKy,
nponreparyio, aronTo3 KIETOK ¥ TKaHEH B SMOPHOHATIBLHOM IIEPHOIE
¥ OKa3bIBacT BIMsHHUE HA Mopdorenes [§]. MyTanun CHrHaIbHOTO Iy TH
cBsi3aHbl ¢ pasnuuHbiMu BIIC, okasbiBaloT BiIMsHHE Ha MopdoreHes
KJIallaHOB, JKEIy[0YKOB, MATOJOTHM BBIHOCSINETO  OTHAENA JIEBOTO
xemynouka (BOJIXK).

Jns muarsoctku, Busyanusamuu BIIC ucmons3yror pasnmyHbie
MeTtozbl. [IpenatanpHas TMarHOCTHKA III0/a TPOBOJAUTHCS C TIOMOIIIBIO
YnprpasBykoBoii  mmarHoctmku Y3, manee OxoKI, mpm
HEOOXOIUMOCTH C TIOMOIIbI0 OHOMAapKepoB. JTO  TO3BOJSET
IUIAHUPOBATh, HATPABIATH, B CICNUATH3UPOBAHHBINA aAKYIIEPCKHI
LIEHTD, CBSI3BIBATHCS C KApAUOXUPYPTHUECKUM CTallMOHAPOM, a TAKXKe
pemaTh CONUANBHBIE ApP. BOINPOCHI YTO, B KOHEYHOM CUETE, CHIKACT
MIIaIEHUECKYIO CMEPTHOCTb.

C momornipio Y3/ MOXKHO OIEHHTh CHCTOJIHYECKYIO (DYHKIHIO
cepAna, pa3Mepsl KaMep U MOTOK KpoBH. K HEMHBAa3MBHBIM METOAAM
takoke orHocAT OKI, KOTOpoe MO3BOJSIET ONpENeNUTh H3MECHEHUS
pHUTMa cepira, yBeJIIMICHHE KaMep CepAlia, Mo IeKTPOKapAuorpaMme
MOXHO YBHUJCTh PEIOJSIPHU3AIMNIOCBI3aHHYI0 C IEPErOpOIKaMHU
ceplma, TUNEPTPOGHUI0 MBI (CEPACYHYI0 HEIOCTAaTOYHOCTH).
VY IIpTpa3ByKOBBIC HCCIIEOBAHMS MO3BOJIIOT ONPEICIUTH THII IOPOKa,
CTEHO3 JIETOYHOIO CTBOJNA U COCTOSHUE  MEXIKEIYJOYKOBOI
MeperopoAKy. VICIonp3yIoT Takke NHBA3UBHBIN METO]] 30HAUPOBAHUS
kamep cepama. C TIOMOIIBIO PEHITEHOrPAMMBI OPraHOB TPYIHOM
KJIETKM YCTAQHABIMBAIOT COCTOSIHUE CepAla M JErkux. Jlommeposckoe
HCCIIEJOBAHUE TIO3BOJIIET ONPENEINTh aHOMAIBHBIM KPOBOTOK Yepe3
MEXOKETYyJOUKOBOH  MEPErOpOJKH CEepAlla, YBEIHUCHHE TOKA KPOBU
yepe3 KiamaH JieroyHoi aprepum [9] . HMcmonp3oBaHrme MarHuTHO
pe3onancHoit Tomorpaduu (MPT) mo3Bosser nmoaydaTs HHPpOpMAIUIO
0 pa3Mepax KaMep Cepila, COCTOSHHE MHOKapia M COCTOSHHHU
cepaeuHblx knamnaHoB. [lpeumymecrBenno MPT B ToM, uTO
OTCYTCTBYET MOHH3HPYIOIIEE N3ITyUEHHE.

Ilpy HENmONHBIX [AHHBIX BU3YAIHM3ALUM BBIIIE YKAa3aHHBIMHU
METOlAMU  HCCIENOBAaHMS M C LENbI0 YTOYHEHUS TaKTUKU
XUPYPTUYECKOr0  JICUYCHUS] ~ HCIONB3YIOT  MYJIBTHCIHPATBHYIO
komnbioTepHyto ToMorpaduo (MCKT). Dt1o cBs3ano ¢ TeM, d4TO
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JUTITENIbHOE TpeObIBaHUE B TOJIe CKaHepa mammeHTa mpu MPT
NPUBOJMT K  JIBUraTtelbHbIM  apredaktam. JlmarHoctuyeckas
sHaynMocte MCKT omnpenensierca Gonee neTanbHBIMU CBEICHUSIMU B
MIPOCTPAHCTBCHHOM u  BpemeHHoM  paspemenun[10,11] R
YCTAQHOBJICHMEM CTENEHH CTeHo3a JIA, cTemeHM AeKCTPaNoO3UINH
aopTHI, HAMMYUE OOJIBIIMX Aa0PTO-JIETOYHBIX KoJIarepajeld aprepuit
(BAJIKA), maructpanbnbix aprepuil. C momompio MCKT moxHO
BU3YaJIM3UPOBaTh YACTUYHBIN aHOMAJbHBIN JpPEHaX JIETOYHBIX BEH
(YAJIB), uro mnoxo Buzyanmsupyetcs ¢ nomorpto OxoKT', [10,11].
Ucnone3oBanne MCKT compoBoxmaercss JydeBOH HArpy3KoOw,
KOTOPYIO ~ CHIDKAIOT  IYTeM  KOPPEKTHPOBAaHHS  IPOTOKONIA
CKaHMPOBAHMS, BHIOOPOM MHAMUBHIYATIBHBIX 03 ¥ BUIA KOHTPACTHOTO
BEIIIECTBA.

Kak wu3BecTHO CBi3p MeXIy OONBIIUM W MAIBIM KPYroM
KpOBOOOpAIIeHHEM MPOUCXOAUT B JNErkux. JlBa IIyHTa B HOpME
3aKpBIBAIOTCSA  TIOCHE POXKACHHS. OTH OIyHTBI - OTBEPCTHE
MEXKIPEICEpAHON MEPErOPOAKH U COCTUHEHUE JIETOYHOM apTepuu U
aOpThl - OTKPBITBIM apTepHanbHbIi mporTok. K OmemHeIM mopokam
OTHOCSTCS Ae(EeKTBI MEXIPEACEePIHOI U MEXOKEeITyJOUYKOBON
MIEPErOPOIKH, OTKPBITBIA apTepUANbHBIN MPOTOK, OTKPBITHIA OOMIMit
aTPUOBEHTPHKYJIIPHBIM KaHaI, aHOMAJIbHBIN PEHAXX JIETOYHBIX BEH U
1p. IIpu sToM mponcxoaut cOpoc KPOBH U3 JIEBBIX OTAEIOB B IIPaBhIC
OTJIETIbI, KOTOPBIE YBEIHIUBAIOTCA B pa3Mepax. [Ipu «cuHHX » TTOpoKax
MIPOUCXOJUT COPOC KPOBH C NPaBBIX OTJEIOB B JIEBBIE, HAIPUMEP B
clydasx aHoManuu OOmTelHa, TPAaHCHO3UIUM MAaruCTPalTbHBIX
COCYJIOB, aTpe3uu TpexcTBopyaroro knanaHa, T®d, runomiazun
MIPaBOr'o JKEIyA0UKa U Jp., IPU 3TOM HaOMIOAAIOT INAHO3, BCICACTBUE
CMEIIMBAHU BEHO3HON M apTepuasibHON KpoBU. Pexke BcTpeuaroTcs
MIOPOKH C TIEPEKPECTHBIM COPOCOM U BCTPEUAIOTCS TOPOKH KJIAITAHHOTO
amnmapara.

OcnoBroe neuenune BIIC — xupyprudeckoe, KoTopoe ObIBaeT
OTKPBITBIM U 3HIOBACKYJISIPHBIM. OTKPBITHIE ONEPAIA MOTYT OBITH C
WCTIONIB30BaHUEM  HCKYCCTBEHHOTO  KpOBooOpamieHHs U 0e3
HCKYCCTBEHHOTO KpoBooOpameHus. Panee mns ycrpaHeHus cTeHO3a
BBIBOJHOTO OTBepcTHs mpaBoro xemygouka (BOIDK) u 3akperrus
nedekta MexokenynoukoBor meperoponku (AMXKII) BeimonHsm B
paHHEM BO3pacTe PAAUKAIbHYIO KOPPEKIIMIO, HCIIONB30BATH METOJ
BEHTPHKYJIOTOMHUH U ITOCIEAYIOIYIO TPAHCAHYIIIPHYIO IacTuky. [Ipu
9TOM , MHOTJA, HE yIaBaJloCh COXPAHUThH KJAIAH JIETOYHON apTepuu
[12].

TpancapTepualibHpli ¥ TPaHCIYJIbMOHAJIBHBIM JOCTYIBl IPHU
pamukanbHoii (PK) cHIKaeT puck apUTMHIA U TO3BOJSET BBITIOJHUTH
BOIDK un JAMXII. [ins ysemnuenus ¢ubpo3noro kompma JIA
BBINONHAIOT TaKXK€ HHTPAONEPALHOHHYI0 OaUIOHHYIO IUIACTHKY, B
JIOTIOTHEHUH KOTOPOH MCHOMB3YIOT IIACTUKY CTBOPOK ayTO3aIulaTaMy
u QuKcanuio cTBOpok no komuccypam [13]. OgHako Takoif MeTrox
MOJKET TPHBOAWTH K YBEIWYCHHIO CTETNEeHW peryprutauuu [14]. B
WCCIICZIOBAHMAX OBLJIO YCTAHOBICHO, YTO COXpaHEHHE (PUOPO3HOTO
kxonbua (PK) knanana JIA npuBoamiio k 6oee paHHEMY CTaOMIBHOMY
MOCTICONEPAlMOHHOMY — mepuoay 1o cpaBHeHmto ¢ TAII
(TpaHcaHHyNSIpHAs ~ IUIACTHKA) H  MPEAOTBPAIIAII0O  PAa3BUTHE
nmuactonuueckoit auchynkimu [DK [15].

VY manueHToB HEOHATAJIILHOTO BO3PAcTa C IIMAHO30M UL JICUCHHS
BBIMOJNHAIOT MAJUICATUBHYIO KOPPEKIMIO HAIOXKCHUSI CHCTEMHO-
nérounoro mynTa (CJILL), cTeHTHpOBaHMS OTKPBHITOrO apTePHaIbHOTO
nporoka (OAII), 6amnonuposanue u crenrupoBanue BOIDK. Takas

KOPPEeKIMs MOXET HpHBOIUTh K ociokHeHmsaMm. CJIII souser nHa
cokparutenpHyto  ¢ynkmuto [DK [16] , nerounyro rumep -u
runonepdysuto, 1eGOopMaIio JETOYHBIX apTepHid, TPOMOO3y IIyHTA.
[17]. Meron crenrupoBanust OAIl Moxer npuBOIUTH K
runeprepdy3un Jierkux W JE€royHoil runeprensuu. Henmocratkom B
OamutoHnpoBaHuy U cteHTUpoBanun BOIDK sBnsercs moTeps knanaHa
JIA mocne mvrutanTanuu crenra [18]. Korma BOIDK naxomutbcs Ha
KJIATaHHOM YPOBHE BBITIOJHSIOT HWHTEPBEHI[IOHHOE BMEIIATEIIHCTBO
OaJUTOHHYIO BaJbBYJIOINIACTHKY Kiamana JIA [19]. B HeoHaTamsHOM
MIEPUO/IC BHITIOJIHSIOT TAKKE pauKaIbHYI0 Koppekuuio [20].

Ecm  AJIA u JAMXII compoBoxpmaercsi ¢ OONbIIUME
a0pTOJIETOYHBIMU KoJutaTepanbHbiMu  aprepusiMu (BAJIKA), usydator
pacmpesieieHHe UX B JIETKMX W OTXOXIEGHHE HX OT aopThL
[TpeanoYTUTEeNbHO MPOBOAUTE YHHU(OKAIM3ALMIO TMOCIE KOPPEKLHU
IyTeH OTTOKA, YTOOBI IPEIOTBPATUTH PA3BUTHE JIETOUHOH THIIEPTEH3UU
MU CO3[aTh MPsIMBIE AHACTOMO3bI MEXIY HCTUHHBIMH JIETOYHBIMH
aprepusimu 1 BAJIKA.  VYuudokammzammss BAJIKA nposenena B
pabote [21].

Kpome OCHOBHBIX METONOB JIEUYCHHS - KOHCEPBATHBHBIN W
XUPYPTUYeCKHH, B HACTOSIIEE BpEMsl IPEAINONAraloT TEPamuio C
MMOMOIIIBIO CTBOJIOBBIX KiIeTOK. Hampumep, y mamuentoB ¢ BIIC npu

TEPMUHAIILHON cepieyHoin HEJOCTaTOYHOCTH TIOJTyYEHbI
MOJIOKUTENbHBIE — pe3ydbraTbl  [22].  YcTaHOBIIEHa  BpeMCEHHAs
nponuepaTuBHas AKTUBHOCTH JO 6 TH MeECANEB  KIETOK

MPEIIICCTBEHHUKOB KapIUOMHOIMTOB [23] W TpoBedeH aHaIM3
nponugeparuBHO akTuBHOCTH y Aeteid ¢ JIMXKII ¢ 1 ro mo 12 mecsiie
[24]. Tlokazano uro B rpymnme ¢ BIIC co cHmxeHHOH (pakumeit
BBIOpPOCA BBOJMIJIM PE3U/ICHTHBIC CTBOJIOBBIC KJIETKH B JIOTOJHEHHUE K
XHPYPrH4eCKOMY ¥ KOHCEPBATHBHOMY JICYCHHIO M  OTMETHIN
YIIy4IICHHE KIMHUYECKOTO COCTOSHHUS 10 CPaBHEHMIO C MAllMEHTAMH
KOTOpBIE MOJIyYalH TOJIBKO XHPYyprudeckoe JeueHue [25].

Crnemyer OTMETHTB, YTO BCECTOpPOHHEE m3ydeHue npodiemsr BIIC,

BKJIIOYAIOIIEE BIMSHHE OK30T€HHBIX (DAKTOPOB, HACIEICTBEHHBIX
(axTopOB, MapKepoB, TMIPEIIIECTBEHHUKOB, 3aITyCKaOMUX
MATOJIOTMYECKUH MpOIecC Ha MOJIEKYIIPHOM, KIETOYHOM U

OpPTaHM3MEHHOM YPOBHE, a TaKXe COBEpPIICHCTBOBAHHE METOLOB
JIMArHOCTHUKH U JICUCHHUSI TO3BOJIAT BHECTH OOJIBIION BKJIA]] B BOIIPOCAX
JemMorpaduu 1 0340POBICHHS HACETICHHUSI.

3akiaouyenue. Takum o00pa3oMm, BPOKICHHBIE MOPOKH CEpIIa
MPEACTABIAIOT c000i MHOTO(AKTOPHYIO MATONOTHI0, (OPMUPOBAHNE
KOTOpOH OOYyCIIOBIICHO CIIOXKHBIM B3aHMOAEHCTBHEM T'€HETHYECKHUX,
SMUICHETHYECKMX W 9K30TCHHBIX (DaKTOpPOB, pPEaTM3YIOLIMX CBOE
JIEHCTBHE Ha MOJIEKY/SIPHOM, KJIETOYHOM M OPraHU3MEHHOM YPOBHSIX.
CoBpeMeHHBIC JaHHBIE CBUJETENBCTBYIOT O TOM, UTO yIIyOJIeHHOE U
BCECTOpPOHHEE M3ydeHHe Mexanu3MoB passutus BIIC, Bkirouas
HUACHTU(UKAIMIO MApKepoB pPHCKA U PAaHHUX IPEALIECTBEHHHUKOB
MATOJIOTMYECKOT0 TIPOIECCa, SIBIAETCS KIFOUCBBIM YCIOBHEM IS
COBEPIICHCTBOBAHUS MPOQUIAKTUKY, PAaHHEH THArHOCTHKU M BBIOOpa
ONTHUMAITFHOM JIeueOHON TakTHUKU. Pa3BHUTHE BBICOKOTOYHBIX METOIOB
MIPEHaTaIbHOr O CKPHHUHT'A, MOJIEKYJIIPHO-TeHETHIECKOH THarHOCTUKU
U KapIUOXHPYPrMYECKHX TEXHOJOTHH TO3BOISIET CYIIECTBEHHO
MOBBICHTh BBDKHBAEMOCTh M Ka4ecTBO >ku3HHM nanuentoB ¢ BIIC. B
KOHEYHOM HTOre€ HHTerpamus (yHIAMEHTAIBHBIX M KIMHHYECKUX
HMCCIIEI0BAHNM B JaHHOM 00JIaCTH MOYKET BHECTH 3HAYMTEIBHBIN BKIIAT
B peleHne AeMorpapuuecKux IpodiieM U 030POBIICHIE HACEICHUS B
L[EJIOM.
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