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Beenenue

Mansie anomanuu pa3Butus cepana (MAPC) - 3To aHaToMHuyeckue BpOXKIEHHBIE W3MEHEHUS
cepua, He IPUBOISIINE K TpyObIM HapyleHHIM (pyHKIHHA ceplieqHO-COCYIUCTOM esiTenbHOCTA. OAHaKO
C OZJHOH CTOPOHBI OHU MOTYT PAcCMAaTPUBATHCS KAK OTHOCUTEJIBHO «0€300MAHBIEY, T.€. HE IPUBOIAIIKE K
Cepbe3HBIM (YHKIMOHATBHBIM M3MEHEHHSM CEpAlla, a C APYrol CTOPOHBI - KaK MpUYAHA Pa3InIHBIX
HapylmeHHH B padOTe CEPAEYHO-COCYIUCTOH CHUCTEMBI, CYNIECTBEHHO BJIMATh Ha BHYTPHCEPICUHYIO
TeMOJUHAMUKY, IIPUBOAUTE K HAPYIICHUIO PUTMA U BBI3BIBATH CHHAPOM BHE3AITHOW CMepTH y neTei. Tem
HE MEHee, JAHHBIE BOIIPOCHI HE N0 KOHIA M3YYEHBI M OCTAIOTCS CHOPHBIMHU. B CBSI3U C OTCYTCTBHEM
HaJJIeKalUX 3HAHUM O MajblX aHOMAJHUSAX MHTPAIBHOTO KiamaHa cepAud, U3Y4YeHHe HX SBISETCs
AKTyaJIbHBIM.

enn ncciaenoBanus

N3yunts cTpoeHHEe CTPYKTYP MUTPAJILHOTO KJIallaHa y B3POCJIOro 4eA0BEKa, a TaKKe
BBISIBUTH UX Majible aHOMaJIHH.

MarepuaJibl U METOABI

Marepuanom mocnyxund 11 cepaem, B3ATBIX 0e3 BBIOOPKH. MeToIbl HMCCIIEIOBAHUS:
aHaTOMHYECKUH, MOP(HOMETPUIECKHU, THCTOIOTUIECKUH.

Pe3yabTaTsl

CocoukoBsie MbIIIbI (CM) SBIAIOTCS OCTOSHHBIMH @HATOMHUYECKUMHU CTPYKTYPaMHU CTBOPUYATHIX
KJIaIaHOB ceplilia U MPEACTaBIISIIOT COO0U MPOAOIKEHHE MUOKapIa )KeTyA04KoB. B xo/e npenapupoBanus
cepuel; mpu oObIYHOW (opMe TepeaHel COCOYKOBOWM MBINIIBI M CYXOKHJIBHBIX HHUTEH HaMu ObLia
oOHapyKeHa HeoObIuHasl 3aJHssI COCOYKOBAas MBILIIA MHUTpadpbHOro knanmana. OHa Oblia pa3aBOCHA,
HEe3HAYUTEIbHAS €€ YaCTh UMea KOHYCOBUAHYIO (hopmy, a 60mbiias — GopMy IJIACTHHKH, Ha KOTOPOM
OTMEYaJINCh MHOTOYHUCIIEHHBIE 0TBepcTHs. OHa THIOTHO MpHIIeKana K 3aJHeH CTEHKE JIEBOTO JKeTyA0UKa.
[anee, B Xo[ie THCTOJIOIMYECKOIO MCCIEAOBAHMS OblUIa BBISBICHA OUCIUIA3HS COEAMHUTEIBHON TKaHH.
Hucnnasus coenunurensHol TKaHUA(JCT) — sT0 HapymieHwe pa3BUTHS COCOUHUTENBHONW TKAaHH B
SMOPHOHAFHOM M TOCTHATAJIBHOM IIEPHO/IaX BCIEJICTBHE ICHETHUECKH M3MEHEHHOTo (QHUOpUILIOreHe3a
BHEKJIETOYHOTO MAaTpUKCa, MPHUBOJSIIEE K pacCTpOMCTBY TOMEOCTa3a Ha TKaHEBOM, OPraHHOM U
OpPraHU3MEHHOM YPOBHSIX B BHJE Pa3IMUHBIX MOPPO(DYHKIMOHAIBHBIX HapylIeHui. [ naBHOW npHYnHOii
cugpoma JICT cepauma“ siBisieTcsi reHeTHdeckn oOycioBieHHBIH paedekt komtarena Il Twma,
Nepealoniicss M0 ayTOoCOMHO-IIOMWHAHTHOMY THITy HacienoBaHus. [lpm 3Tom HaOmogaercs
MHKCOMAaTO3Hasl JIeT¢Hepalds MHUTPAIBHOTO KIialaHa, XOpJ, pa3pylleHHe M YyTpaTa apXUTEKTOHUKH
KOJIUTATCHOBBIX U 3MACTHYECKUX CTPYKTYP COSMHUTEIBHON TKaHHU C HAKOIUIEHHUEM B PHIXJIOM (HOpPO3HOM
ClIo€  KHCJBIX =~ MYKOIOJHCaxXapuaoB, (QHUOPO3HBIH CJIOH HMCTOHYAETCS, CTBOPKH MpPH 3TOM
rUNepTpoUPOBAHBL, OTHAKO MPU3HAKH BOCHIAIIEHHS OTCYTCTBYIOT. Y CTAHOBJICHO, UTO TAKUE SIBJICHUS, KaK
aHOMAaJIbHOE CTpoeHHe W pacnonoxkeHne CM sBisercd OJHONW M3 NMPUYMH BO3HUKHOBEHMS IMpoJIarica
MutpaibHOro kiamnana (ITIMK).

BriBoanl

Maiisle aHOMaJIMU MUTPAJILHOTO KJIallaHa MOTYT OBITh IPUYMHON MOPOKOB cepaia. AHOMAJIBHOE
CTPOEHHE COCOYKOBBIX MBIIII U, IPUKPEIUISIOMIUXCS K HUM, CyXOKHIIBHBIX HUTEH, KOTOPbIe PUKCUPYIOT
CTBOPKH KJIallaHa, SBJSETCS OJHOW M3 BPOXKACHHBIX NMPHYWH Pa3BUTH MPOJIaica METPAIBHOTO KJlaraHa.
Koporkue cyxoxumpHbIe HUTH, KOTOPBIE MEIIAIOT CTBOPKAM KJIallaHa IMOJIHOCTHIO 3aKPBIBATHCS, SBIISIOTCS
OJTHOM M3 MPUYMH BPOKJICHHON HEAOCTATOYHOCTH MHUTPAIBHOTO KilanaHa. B OCHOBE TaHHBIX MPOIECCOM
nexut cuaapom [ICT cepana. B HacTosiee BpeMs paHHss TMarHOCTHKA MM03BoseT BeIsiBUTE MAPC B 97-
99% cmyuaeB. CBoeBpemenHas nuarHoctuka JICT u HeoOxoaumas Tepanus B paHHEM BO3PacTe MOXKET
MPUBECTH K YMEHBIICHUIO IPU3HAKOB IIpoJIalica KJIAMAHOB, YaCTOTHI BBIABICHHS MUTPAIbHON
perypruTann, YMEHBIICHHIO BBIPAKEHHOCTH KIMHUYECKUX MPOSBICHUN BEreTaTUBHOM NUCHYHKLHUH, a
TaK € YaCTOTHI )KEITyJOUKOBBIX apUTMHIL.
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