+%; ECONFSERIES f.

E CONF SERIES

International Conference on Modern Science and Scientific Studies
Hosted online from Madrid, Spain
Website: econfseries.com 20" January, 2025
HNCCJIEJOBAHUS B OBJIACTH KAPJIMOMUOIIATHUI
AO6nyBoxunoB A66oc bek3zonoBuu

cTyneHT 610 rpynmsl tedeOHoro (hakyapTeTa-1

XaitgapoB OaminxoH JlazuzoBuu
cTyneHT 608 rpynmsl jedeOHoro dakyapTeTa-1

Mamaconunes Kunuxon Mamacoiiu o'’
ctyaeHT 610 rpynmel ieueOHOrO pakyapTera-1

Jlxypakynos Kacyp Jxxadapouu
ctyaeHT 610 rpynmesl ieueOHOro akynprera-1

Camapkanjickuit ['ocynapcTBeHHbIM MeUIIMHCKUN
Yuupepcurer, r. CamMapkaHn, Y30eKuCTaH

AHHOTALMA:

Kapauomuonaruu npeacTaBisitoT co00i rpymniy 3a0051€BaHUi CepAeYHON MBIIIIILIBI,
XapaKTEPU3YIOUUXCS  CTPYKTYPHBIMHU M (DYHKIMOHAJIbHBIMU  W3MEHEHUSIMU
MHOKap/a, KOTOPBIE HE CBA3aHbl C apTEPUAIBLHON THUIIEPTEH3UEH, BPOXKICHHBIMU
NOpOKaMHU CepAlla WM HIIEMHUYECKOH O0JIe3HbIO. ODTHU MATOJIOTMM  SIBISIOTCA
BA)KHOM MPUYUHOMN CEPACUYHON HEAOCTATOYHOCTH U BHE3AMTHOM CEPJICUHON CMEPTH.
B 3aBucMMOCTM OT KIMHHKO-MOP(OJIOTHYECKUX OCOOCHHOCTEW BBIIEISIOT
TUIATallMOHHYI0, TUNEPTPOUUYECKYI0, PECTPUKTUBHYIO M  apUTMOTEHHYIO
KapIMOMHMOINATUH, a Takxke crnenuduyeckue (QopMbl, BO3HUKAIOIIME Ha (oHe
CUCTEMHBIX 3a00JI€BaHUI U T€HETUYECKUX HapyLIECHUH.

AKTYaJIbHOCTD:

[Io manHpiM BcemupHON oOpraHuzanuy 3ApaBOOXPAaHEHHS, PACIPOCTPAHEHHOCTH
KapIMOMUOTIATHI cocTaBisieT A0 1 ciydas Ha S00 denoBek A runepTpopuieckon
dbopmbl U okoso 1 Ha 250 yenoBek ISl AUIATAIMOHHOW KapJAMOMHOMATHH.
[IpuuuHbl pa3BUTHUS BKJIIOYAIOT T'€HETUYECKHUE MYyTalluM, BUPYCHBbIE WH(EKINH,
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TOKCUYECKHE BO3JIECUCTBUS (HANpUMEp, aJKOTroib U Ipenaparsl), ayTOUMMYyHHbIE
3a00JIeBaHUs U META0OJINYECKUE HAPYIIICHUSI.

AKTyaJTbHOCTh TEMBI OOYCJIOBJICHA POCTOM 4HCJIAa Cly4daeB 3a0ojeBaHUs,
TPYIHOCTSIMA paHHEH JWAarHOCTHKA W TIOTPEOHOCThIO B pPa3pabOTKEe HOBBIX
TepaneBTUYECKUX MOJIXO0JI0B.

KuarwueBsbie cioBa: Breszannas cepaeunass cmeptb, MOGE, kapaunomuonaTtus
Takairy0o, WHCTUHKTHUBHAS KapJMOMHOIIATHUS, runeprpodudeckas
KapIMOMUOTIATHSL.

MarepuaJibl M METOABI HCCJIEIOBAHUSA:

Knuunueckue ucnbiTanusa Obutd ujeHTuduurpoBanbl Pubmed no 30 mapra 2021
roga. KiroueBble ci0Ba moucka ObUTM «KapAHMOMHUONATHUH, BHE3aIlHAsi OCTAHOBKA
cepaua, IuaaTallMoOHHAas KapAXOMHOIIATUsl, TUIIEPTpOPUIECcKast KapAUuOMHOIIaTus,
PECTPUKTHBHASL KapAWOMUONATHs, apUTMOTECHHAs KapJHOMUONATHS, CHHIPOM
Takolyoo». MccnenoBanus Obut 0TOOpaHBbL, U X CCHUIKU OBLIM PACCMOTPEHBI s
NOTEHIMAIBHOIO BKIIOUEeHMs. MccneaoBanus, HalMCaHHbBIE HA S3bIKaX, OTJIUYHBIX
OT AaHIJIMHUCKOro, OBUIM HCKIIOYEHbl. Bce BbIOpaHHBIE HCCIIEOBAaHUS ObLIM
KaueCTBEHHO MPOAHATIM3UPOBAHBI.

Kapnuomuonatuu mpencTaBisioT COOOW TeTeporeHHy TpYIIy M[aTOJOTHH,
XapaKTEePU3YIOUIMXCS CTPYKTYPHBIMU U (DYHKIIMOHAIBHBIMU U3MEHEHUSIMU cepLa
[1]. HemaBHO mpemnoxenHas cucrema Hozonoruii MOGE(S) Bomomaer Bce 31H
XapaKTEPUCTUKU U ONUChIBaeT MOpGodyHKIHOHATBHBIN (peHoTun (M), BoBieueHue
oprana(oB) (0O), renernueckuid Tun HaciaegoBanus (G), DITHUOJOTHYECKYIO
anHotanutio  (E), Bkiaouas  reHeTMueckuid — JePeKT MM OCHOBHOE
3a0oseBaHue/cyocTpaT, 1 PyHKIMOHAIBHBIN cTatyc (S) 3a0oieBaHusi, UCTIONb3YS
KaKk  CTaAui0  AMEpPHKAaHCKOTO  KoJule[pka  KapAHOJIOroB/AMepUKaHCKON
KapJIMOJIOTHYECKOM acCOLMAINK, TaK W (YHKIIMOHATIBHBIN KIIAcC Hbm-ﬁopKCKoﬁ
KapauoJIOrHuecKoi accoumanuu. IIpenoxxeHHas HOMEHKIIaTypa NOAAEPKUBAETCS
BEO-IPWJIO)KEHMEM WM MOMOraeT B ONWCAHMM  KapAUOMHOINATHUA Y
CUMIITOMATUYECKUX WA OECCUMIITOMHBIX MAllMEHTOB M WIEHOB HX CceMell B
KOHTEKCTE T€HETUYECKOTro TeCTHUpoBaHUs [2]. [uimaranmoHHas KapauOMHOMNATHS
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SBJISIETCSI OTHOM M3 OCHOBHBIX MPUYUH CEPACUYHON HEIOCTATOYHOCTH, OHA OOBIYHO
XapakTepu3yeTcs aWiaTanued W HapymieHueM (QYHKIWA OJHOTO WM 000mX
YKETyI0YKOB. Y MallMEHTOB MOXKET Pa3BUTHCS CEpJI€UHast HEIOCTATOYHOCTh, U Yallle
BCETO CUMIITOMaMHU MOTYT OBITh apUTMHH, TIPEICEPAHBIC WM KEITYTOYKOBBIC, U
BHE3aIHas cepjieuHasi cMepth [3,4]. D10 3a00sieBaHre MOXKHO KJ1acCU(DUIIMPOBATH
kak nepBuuHyro win BropuuHyro JKMII. Ileppuunas JKMII cuuraercs
UMOMATUYECKON, U JUATHO3 MOKET OBITh MOCTABJIEH TOJBKO IMOCIE UCKIIOYCHUS
BTOPUYHBIX MPUYUH [5].

JunataniioHHasi KapJWOMHUOIATUSI SIBIAETCS OJHOM M3 OCHOBHBIX MPUYUH
CEp/JICUHON HEIOCTaTOYHOCTH. Ee pacnpoCTpaHEHHOCTh CpEId HACEJICHUS C
CEpAECYHOM HEAOCTAaTOYHOCThIO coctaBisier 1:250—400 mnanueHTOB, cpenu
HacelleHUsT B 1neaoM — 1:2500 mnammenToB. YacToTra AMIaTallMOHHOMU
KapauomMuonaTtuu cocrasisier 7 ciydaeB Ha 100 000 genmosek B roa [6,7]. Kpome
Toro, B 1990-x romax wmavonatuyeckasl AWIaTallMOHHAs KapJAHMOMHUOMNATHUsI ObLIa
yKa3aHa Kak Beayllas MpUYrHA TpaHcIuiaHTauuu cepaua B CoenuHeHHbIx [Tatax
Awmepuku [8]. B neTckoil nomysdiuy AuiaTalioOHHAas KapAUOMHUOIIATHS COCTABIISIET
60% xapaIMOMHUOIIATHI, U IETH B BO3pacTe 10 12 MecsaueB UMEIT CaMytO BBICOKYIO
3aboneBaemocth [9,10]. [3,4]. Tuneptpoduueckas kapauomuomnatus (I'KMII)
ABJISIETCA HauboJee pachHpOCTPAaHEHHOM HACIEICTBEHHON KapJIUOMHUOIATUEH,
OOyCJIOBJIEHHON MyTallMsIMH B  MHOTOYMCIIEHHBIX TeHaX. PecTpukrtuBHas
kapauomuomnarus (PKM) — 9310 3a0oneBaHue  CepACUHON  MBIIIIIHI,
XapakTepU3yroleecss KECTKOCThIO CTEHOK  KEIyJOYKOB, MPUBOIALIEH K
JAACTOINYECKOW  JAUCHYHKIIMU, TOBBIIIEHHOMY  KOHEYHO-JAHACTOJINYECKOMY
JIaBJICHUIO W pACIIMPEHUI0 mpencepaui [1]. ApuTMoreHHas KapJIUOMHUONATHS
(AKMII) — »r1o marosiorusi, XapakTepu3yrollascsi 3aMelleHUeM MHOKapa
(buOPO3HO-KUPOBON TKAHBIO, YTO OOYCIIOBIMBAET PAa3BUTUE APUTMUNA, CHUOKEHHE
CUCTOJIMYECKOM (DYHKIIMM M BHE3AMMHYIO CEPJCYHYIO CMEPTh, OCOOCHHO y MOJIOIBIX
nareHToB [1]. KapauomuomnaTtusi Takoiry0o, Takke H3BECTHAas KaK CTpecc-
WHIYIIMPOBAHHAS  KapJAHMOMUOMNATUS WM  CHHIAPOM  pa3OUTOro  cepiia,
OTpeieIIeTCs KaKk BHE3aIMHOE Hayaio AUCHYHKIIMHU JICBOTO KeyouKa B OTBET Ha
CUJILHBIN AMOIMOHATIBHBIN WiIH (hU3H0IOTHYecKui cTpecc [1].

35| Page



IFN o
&

a5

+%; E CONF SERIES

E CONF SERIES

International Conference on Modern Science and Scientific Studies
Hosted online from Madrid, Spain
Website: econfseries.com 20" January, 2025

Pe3yabTarbl ucciaen0BaHWsA: AMEpPUKAHCKas KapJIHOJOTHYEcKas accolualus
OIKCHIBAECT CUCTEMY KJIacCU(UKALINU, KOTOpas KIacCu(GUIUpyeT KapJMOMUOTIATHIO
KaK TIEPBUYHYIO WM BTOPUYHYIO. B MEepBUYHBIX Clydasx mporiecc 3a00JIeBaHus B
OCHOBHOM OIPaHHYMBAETCS CepALeM. BToprnuyHas KapIuOMUONATHS ONUCHIBAET
COCTOSIHUS, TIPU KOTOPBIX MOPaKEHUE Cepla MPOUCXOJUT KaK YaCTh CUCTEMHOTO
COCTOSIHUA. JTa cuUcTeMa KiacCu(UKaIMu HECOBEPIIEHHA, U YacTO HAOJIOMaeTCs
HaJI0)KECHUE.

['uneprpoduueckas KapIMOMUOIIATHS ("KMII) SIBJISIETCS HauOoJee
pacupoCTpaHEHHOW MEPBUYHON KapAMOMHUOIIATUEN C paCIIPOCTPaHEHHOCTHIO 1:500
yenoBeK. MHorue nanuenTsl ¢ ' KMII He nMeI0T cHMIITOMOB M JUArHOCTUPYIOTCS
BO BpEMSI CEMEHHOTO CKPUHUHTA.

Hunatanuonnas kapauomuornartus (JIKMII) umeer pacnpoctpanensocts 1:2500 u
ABJISIETCS OCHOBHBIM IIOKa3aHWEM K TpaHcmuiaHtaiuu cepaua. JKMII moxer
BO3HMKHYTh B JIIOOOM BO3pacTe, HO Yallle BCEr0 BCTPEYACTCS Yy MAIMEHTOB B
Bo3pacte ot 40 1o 59 ner. Xapakrepusie cumnTombl JJKMII BkITO4aroT apuT™Muu U
TpoMOOAIMOONMYecKkne CcoObITHs. [laToreHHble WM BEPOATHO MATOTEHHBIC
BapUaHTHI ObLIM OOHAPYKEHBI B BOCBMU reHax, (20%) U3 KOTOPBhIX HE BKJIIOYEHHI B
CTaHAApPTHYIO KOMMEpYECKU JOCTYITHYIO naHeb JTUIaTalMOHHON
kapauomuomnaruu. [lopaxenne JDK npu APXK xapakrepusyeTcss KIMHUYECKUMH U
CEpACUYHBIMH MATHUTHO-PE30HAHCHBIMU MPU3HAKAMU, KOTOPHIE OTINYAIOTCS OT TEX,
koTopbie Habmomarotcs mpu JJKMII. Haubonee ornuuuntenbHoi yepToit heHoTumna
APX-JDK saBasercs Oousbmioit o06beMm (¢GuOpo3a, KOTOPBHIM HANPSIMYH U
OTPULIATENILHO BIMSET HA CUCTONMNYECKYIO (yHKIuI0 JIK.

PecTpukTrBHasT KapAUOMHUONATHUS SBISETCS HaWMMEHEe PaCIpPOCTPAHEHHOW U3
OCHOBHBIX KapJAHMOMHONATHH, cocTaBisis oT 2% 1o 5% cmydaeB. PectpuktuBHas
KaTeropusi BKIIOYAET B C€0S MHOYKECTBO OCHOBHBIX ITHOJOTHUN W OMpEeisieTcs
dbusmnonornyeckor GpyHKuue, a He anaromuei. ['enernueckass PKMII moxeT ObITh
BbI3BAaHA MYTAalMIMH B T€HAaX HECAPKOMEPHBIX, CAPKOMEPHBIX M CapKOMep-
aCCOITMUPOBAHHBIX OCIIKOB.

Kapauomuonarust Takoiy0o ompesensieTcss Kak BHE3alHOE Hauyajao AUCHYHKIUU
JIEBOTO JKEJIyJ0YKa B OTBET HA CHJIbHBIM SMOIMOHAIBHBIMA WIH (PU3MOTOTUUECKUN
cTpecc. Yamie Bcero cTpaaaroT )KEHIIUHBI B TOCTMEHONay3e. [11]
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Jleuenune kapauomuonaTun
Tepamusi HampaBieHa Ha 3aMeIJeHHE TMPOTPECCHpPOBAHUS  3a0o0JieBaHUS,
YCTPaHEHHE CUMIITOMOB U IPEIOTBPAIICHUE OCIOKHEHU.

1. Junataunonnas kapauomuonatus (JJKMIT):

* MeaukamMeHTO3Has Tepanusi:

* Nuaruburtopsr AII® (sHanmampui, TU3UHONPUII) WIM aHTarOHHCTHI PELENTOPOB
anruotensuHa Il (Jo3apran) 11 CHUYKEHUS! HArPY3KHU Ha CepALe.

* bera-agpeno06aokaTops! (METONPOII0I, OUCOMPOIION) IS YIyUIIEHUs CEPACYHON
(YHKLIHMH U KOHTPOJIS YaCTOTHI COKPAILIEHUH.

* luypetuku (ypocemMui, COMPOHOIAKTOH) JJII YMEHBIIEHUSI OTEKOB M 3aCTOs
KUIKOCTH.

* AHTHKOAryIsHTHI (BapdapuH) npu pucke TpoMO00Opa3oBaHus.

* IMmuianTanus yCTponCTB:

» Kapanoseprep-nepuOpriisTopsl sl IpeIOTBPAILIEHUs] BHE3AITHON CepaeyHOMN
CMEPTH.

* KapanoctuMynsTopel mpu He0OXOAUMOCTH KOPPEKIUU HAPYLIEHUH pUTMA.

* Tpancnnmanranusa cepima: B CiIydae TSHKEIOM CEPACYHOM HEAOCTATOYHOCTH,
HEMO/JIAl0IIeHCsl METUKAaMEHTO3HOM Tepaliuu.

2. 'mneprpoduueckas kapauomuonatus (I'KMII):

* MenukaMeHTO3Has Tepanus:

* bera-anpeHo0n0KaTOpbl WM OJIOKATOPHI KaJbIUEBBIX KaHAJIOB (Bepamammul,
JTWITAA3EeM) JUIsl CHIMDKEHHSI YacTOThl CEpPJCYHBIX COKpAIICHUH U YIydllIeHUs
JINACTOINYECKON (PYHKIIUHU.

e Jluzonupamua 17 YMEHbIIEHUS OOCTPYKIMHM BBIXOJHOTO TpaKTa JEBOTO
KEITyJJ0uKa.

* lHBa3UBHBIE METOBL:

* CenTaigpHasi MUIKTOMHUS JUIsl yCTPaHEHUS! OOCTPYKLIUU.

* AnkoroyipHasi cenrtajbHas a0yALus (MHBEKLHS aJIKOTOJs B IEPEropoIOUuHYI0
apTepHIO ISl YMEHbIICHUs runepTpodun).

* ImmutanTanus KapauoBepTep-ae@uopuiuisiTopa: Ipu BBICOKOM PUCKE BHE3AITHON
CEpIIEYHOM CMEPTH.
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3. PecTpukTHBHAs KapAMOMMOIIATHSA:

* JleueHue HanpaBiIeHO HA YCTPAHEHUE CUMIITOMOB CEPACYHON HENOCTATOYHOCTU
Y NIOJJIEP/)KaHNE HOPMAJIBHOTO PUTMAa CEpALa.

* JInypeTrKu JUIsi yMEHBIIEHHUS 3aCTOS KUIKOCTH.

* AHTMApUTMHUYECKHE MPENapaThl IPU HAPYLICHUAX PUTMA.

* JleueHne 0CHOBHOTO 3a00J1€BaHMs (HallpUMeEp, aMHJION103a WIIA CapKOU103a).

4. ApuTMoreHHast KapAMOMHOIIATHUS ITPABOTO JKEIIyA0UYKa:

*  MeaukaMeHTO3HOE  JICYEHHE:  aHTHAPUTMUYECKUE  IIpenaparbl Ul
MPENOTBPAILCHUS APUTMHU.

* MmnanTanust kKapauoBepTep-nepuOpuiuiaTopa: Ipu pUCKe KU3HEYTPOKAIOIINX
apUTMUM.

* OrpannyeHue GU3NUECKOW aKTUBHOCTH JIJISl CHUOKEHUS] PUCKA apUTMHUIA.

OOu1re NoaXoabl:

* l'enernueckoe  KOHCYJbTUPOBAaHME MPU  HACIEACTBEHHBIX  (hopmax
KapIHOMHOIIATUH.

* Ilpodunaktuka TPoMOOIMOOIMUECKUX OCJIOXHEHUH NpH HAIWYUU (HaKTOPOB
pucKa.

* Perymsapubiii  mMonutopuHr ¢GyHkuuu cepaua ¢ nomouipto  OKIT m
aXoKapauorpaduu.

JleueHne [OKHO OBITh HMHAWBHUIYATU3UPOBAHHBIM M  IMPOBOAMUTHCS IOJ
HAOJII0JIEHUEM KapIM0JIoTa C Y4ETOM OCOOCHHOCTEH KaXKI0ro MalueHTa.

BriBoabI:

B uwactHoCTH, coobmanock, uro ['KMII sBisiercs Hambosiee Ba)KHOW MPUUMHON
BHE3aITHOM cMepTH Ha criopTuBHOM momaake B Coenqunennbix [ltatax. U3nuine
TOBOPHTH, HACKOJIBKO Ba)KHO 3HATh, KAKKE U3MEHEHHUS B CEP/IIe U3-3a (PU3NISCKOM
AKTUBHOCTH SABJISIFOTCSI HOPMAJIBHBIMU, & KOT/Ia OHU SIBJISIFOTCS MATOJIOTUYECKUMM.
OnHako O4YEeHb BaXHO JIOCTUYb 1€JU, JOCTUTHYB TII€pUoAa, B KOTOPOM
(hapMaKkoJIOrH4ecKre U UHBA3UBHBIE MPOIETYPHI O0IbIIE HE OYyT € AMHCTBEHHBIMHU
MEpaMHU JJIs JIEYEHUS KapAMOMHUONIATU I, IPEAOTBPAEHUS BHE3AITHOW CMEPTU UJIU
TpaHCIUIAHTAIMKA ~ cepaua. EcTe Hagexnaa, 4YTO JajJbHEWIIEEe ITOHUMAHUE
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MOJIEKYJISIPHOM TE€HETHKH KapJIUOMHOINATHI MOXET MPUBECTH K KIMHUYECKUM
noctmxkeHusiM. B gactHocTH, Oynyuiue TepameBTHUECKHE MOIXObl OyIyT
BKJIIOYATh TMepenpouInpoBaHHbBIE MOJEKYJISIPHO-HAIMIPABJICHHbIE —TpenapaThl,
noJiaBjicHHe reHoB Ha ocHOBe SIRNA u pepakTupoBaHuEe reHoMa.
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