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MATOJIOTUsI AHOMAJIUM SBIITEMHA

Hypmemoe Xaouoynno Tynkunoguu

2-COH UYKU KACAJLTUKIAP NPONedesmuKacu accucmenmu
Illoomonkynosa /luépa booyp oouw

Maxxkamoea Moxoezum Azuz 0ouw

Cmyoenmul Tawxenmckou Meouyunckou Axademuu

AHoTaTtcusi: AHoMaius OOIITeHA 5TO BPOXKICHHBIM MOPOK Ceplla,
00yCJIOBIICHHBIN CMEIIIEHUEM CENTAIbHOM U 3aJHEH CTBOPOK TPEXCTBOPYATOIO
KJIallaHa B MOJIOCTh MPABOI'0 JKENyI0YKa C YMEHbBIICHUEM €ro noioctu. Onucan
npycckum natojgoroanaromom W. Ebstein B 1866 rony.

KiaroueBble  cjoBa: TMOpoK  cepaua,cepaneOuenue,uuano3, OKI,

axXoKapauorpadus

Ituosorus: JlokazaHo, 4YTO BOSHUKHOBEHHE MOPOKA BO BHYTPUYTPOOHOM
BO3pacTe MOXKET ObITh 00YCIOBIEHO MPUEMOM MATEPhIO COJICH JIUTHS B TCUCHHUE
MIEPBBIX TPUMECTPOB OEPEMEHHOCTH.

IlaTorene3: B pesynbraTe cMmenieHus: anmnapaTta TPUKYCHUAAIBHOTO KiarnaHa B
MOJIOCTh ~ MPABOro  JKeNyJouyka  oOpa3dyeTcss  aHOMajibHOE  IpaBoOe
aTPUOBEHTPUKYJISIPHOE OTBEPCTUE, PA3JESIONIEe NpPaBblil JKEIyJ04YeK Ha
MPOKCUMABHYIO «aTpUATM30BAaHHYIO»TOHKOCTEHHYIO YacTh, OOpPa3yoIIyIO
BMECTE C MpPaBbIM IMpPEACEPAUEM OTPOMHYIO MOJOCTb, M JUCTAIbHYI YacTh,
KOTOpasi CTAHOBUTCSI MAJICHBKOM KaMepou MpaBoro xeiaynouka. CTBOPKU 4acTo
YAJIMHEHBI, 1e()OPMHUPOBAHBI, UCTOHYEHBI, XOPJbl UX YKOPOUYEHBI, COCOUKOBBIE
MBIIIIIBl HE pa3BuThl. PUOPO3HOE KOJNBIO KIIallaHa YacTo pacmupeHo. B
pe3ynbTaTe HapYIICHUs 3aMbBIKATEIbHON (PYHKIIMHM TPEXCTBOPUYATOTO KIamaHa

4acTh BEHO3HOM KPOBHU BO3BpalaeTcss oOpaTHO B MpaBoe Npeiacepaue, T. €.
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BO3HHMKAET TPHUKYCHUJATbHAs HEIOCTAaTOYHOCTh. Kpome TOro, ymeHblleHHE
Macchl (DYHKIIMOHUPYIOIIETO MUOKapja MpaBOro KelyJouka MPUBOAUT K €ro
nucHyHKIMA. AHOMAajJWU dYacTO COMYTCTBYeT JACPEKT MEKIIPEACEPIHOM
NEepPeropojku (B TaKUX Ciydyasx @pPU TOBBIIICHUW [ABJIEHUS B IIPABOM
IpeIcepInu pa3BUBaeTCA cOPOC KPOBH CIpaBa HAJIEBO), PeXkKe CTEHO3 JIETOYHOM
apTepUU, OTKPBITBIA apTEPUAJIbHBIM MPOTOK. Y KaXKIOTO TPETHEro IMalUeHTa C
aHoMayiued OOImTeliHAa BBIABIAIOT cuHApoM Bonbda-Ilapkuncona-Yaiita,
00yCJIOBIICHHBIN HATMYUEM T0OABOYHBIX aTPUOBEHTPUKYJIIPHBIX My TeH
IIPOBE/ICHUSI B TIPABBIX KaMepax ceplia.

OcHoBHBIE KaJ00bI:

OJIBITITKA; CepAIICONCHIE

OCHOBHBIE CUMIITOMBI .
LIUAHO3;

4acTO — CHIKEHHE apTepuaibHOro AaBieHus (All);
MyJbCalUsl MICHHBIX BEH;yBEJIWYEHHE pPa3MEPOB CEP/la; ayCKYJIbTaTUBHO: Yy
OCHOBaHUSI MEUEBUIHOTO OTPOCTKA BBHICITYIIMBAIOT TPEX- WM YEThIPEXUJICHHBIN
putMm (pacuierienue | u |l tonoB, mosiBnenue Il u IV TOHOB), myroutuit
CUCTOJIMYECKUN LIyM (CIIEICTBHE
HEJ0CTAaTOYHOCTH KJlarnaHa), peKo — IUaCTOIUYECKHil 1ryMm (oOpa3yercs mpu

KOJIeOATeNbHbIX ABMKEHUSAX YIITMHEHHOMN NepeIHEeN CTBOPKU TPUKYCITUIATBHOTO
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KJIalaHa);

R

Il ToH Ha JierouyHoM apTepuun ociialieH.
OKT:

yaJiMHeHue 3ybona P (3amemsieHue  BHYTpUNPEICEPAHONM MPOBOIUMOCTH

o p—
e
o]
=
==
* o BCJIE/ICTBUE
® £
> ¢  DacCIMpPCHHs MPABOrO MPEACCPINs) H YBEIMICHHE €O aMILIUTY I (PCBBIIIACT
g — kommiekc QRS 111AHOMAJIMSI DBHITEMHA B m1paBbiX TIPyIHBIX
=
.’é‘ "=  oTBexeHWsx), He BCTpeya
=) = IoLIeeCs MPU APYTrux 3a00JI€BAHUSX;
o=
‘= ©  yummenne unrepsana-PQ;
=
o CMEIICHHE JIEKTPUIECKOM OCH Cep/lia BIIPaBo;
_— .
E = OJ0Ka1a MpaBoi HOXKKM TydKa ['uca;
&~ E gacTo — mpu3Haku cuaapoma Bonbda-Ilapkuncona-Yaiita
=
cf XapakTepHbl TPUCTYIBI IKUIHEYTPOXKAIOMIMX TaXUAPUTMHMA, KOTOpPHIE
s ==
_g E MOTYT OOYCJOBHUTH BHE3alHYI0 CMepTh.PeHTreHorpadusi opraHoB TIpyaHOM
'.g = KJIETKU: CBETJIbIE JIETOYHBIE TIOJIS, YBEITMUEHUE TIPABOTO MPEACEpIusl.
>, =L  Ixoxapamorpadus:
o= :
E U30BITOYHOE Y/UIMHEHUE TIepeTHEN CTBOPKHU;
E yAJUHEHUE U CMEIICHNE K BEPXYIIKE CENTaIbHON U 3aHEH CTBOPOK U
o p—

(YyHKIHMOHAIBHOTO KOJIbIIA TPUKYCIUAAIBHOTO KIIAMaHa;

o

aTpruaIn3anusa 4aCTH IIPAaBOTO KCJIyJ04YKa U €T0 AUJIaTalusA,

zZamonaviy

JUJIATaIMs TIOJIOCTH TIPABOTO MPEACePaus;

IIm fan taraqq
ta'l

YMEHBIUIEHUE TOJIOCTH (PYHKIIMOHAIBHOTO MPABOT'0 KEITY0UKa;

TPUKyCHUJANbHAS PErypruTanus;

L
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IToka3zaHus K XMPYPru4eCKOMY BMeIIATEJIbCTBY:
OCHOBHOH 1I€bI0 XHUPYPrUUE€CKOr0 BMEIIATENbCTBA IIPU aHOMAINK DOIITEiiHA
SBIIICTCS BOCCTAHOBJICHHE 3amUpaTelbHOM (QYHKIUH TPHUKYCIHUIATHHOTO
KjlaaHa M OJHOBPEMEHHOE YCTpaHEHHE NpaBoO-JeBOro cOpoca uepes
MexIpencepaHoe  coodmenue.Ilporpeccupyroniee  yBelaMueHHE — pa3MepoB
IPaBOrO JKENMyAoYKa, AUCHYHKIHS, HEAOCTAaTOYHOCTh TPUKYCIUAAIBEHOTO
KJIallaHa, HapacTaHUE SBJIICHUW CEpACYHONM HEJOCTATOYHOCTH SIBISIOTCA
MOKa3aHUSMHU JJIS CPOYHOTO XUPYPTUYECKOTO BMENIATENbCTBA (0COOCHHO MpH
HaJIM4YMM  1MAHO3a) —  [POTE3UPOBAHUS  TPEXCTBOPYATOrO  KiamaHa
OMOJIOTMYECKUM  MPOTE30M U 3aKpbITUs  JedeKkTa  MEeXIpeacepIHou
neperopoaku.llpu comyrcTByromem cunapome Bonbda-Ilapkuncona-Yaiita
NOKa3aHO  TMPOBEACHHE  BJIEKTPO(U3UOIOTMUECKOIO  HUCCIEIOBaHUS U
paanovactoTHOM abnaruu.CuMOTOMaTHYeCcKas: MEIWKAMEHTO3Has Teparus:

[TarmeHTsl ¢ IPOCTHIMU

dbopmamu aHOMaJIUK DOIITEHHA MOTYT JICYUTHCS MEIUKAMEHTO3HO MHOTO
ner. Tepamust  BKJIIOYAET NOPUMEHEHHE  JUYPETUKOB M BEHO3HBIX

Ba3zoqUIaTaTOPOB.
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AHTUKOAryJISHTHaS
Tepamnus Mmoka3aHa Mpu MapagoKCaaIbHON AMOOIMU U MEpIaHUM MpeAcepauil B

AdHaMHC3C.

AHTHapUTMUYECKas Tepanus WIH ANIEKTPO(PU3NOIOTUIECKOE
BMEULIATEIbCTBO

1€JIeCO00Pa3HO MPHU BOSHUKHOBEHUN HAKETYJOUYKOBBIX apUTMUH.

JAuHamMuyeckoe HaOJw0aeHne: Bce omepupoBaHHBIE MMAIMEHTHl C
aHOMaJIhueHu
O0mTeitHa HYXKIAIOTCS B ©KErogHoM  oOcnemoBanmu. [Ipodummaktruka
WH(EKITMOHHOTO JHIOKApAWTa II0Ka3aHa HEOMEPUPOBAHHBIM TAIlUEHTAM C
aHomajuein DOIITelHa, a TaKXKe OTIEPUPOBAHHBIM OOJILHBIM B MEPBBIE 6 MECSIIEB
MOCJIC XUPYPTUUCCKOTO JICUCHUS WM TIPU HATHYWN PE3UAyaJIbHOTO cOpoca MiIu

COHYTCTBYIOIHeﬁ KJIallaHHOM MaTOJIOTHH.

Bepemennocts: bepemeHHOCTh ManueHTKaM ¢ aHOMaiuel OOmireliHa U
TOTaJIbHON HENOCTATOYHOCTHIO TPUKYCHUAAIBHOTO KJIAllaHA HE PEKOMEHI0BAHA
110 IPUYMHE BHICOKOW MAaTEPUHCKON 1 BHYTPUYTPOOHOM CMEPTHOCTH. JKEHIIUHBI
C HE3HAUYUTEIbHOMW HEJOCTAaTOYHOCTBIO TPUKYCIUJAIBHOTO KiamaHa u 0e3
COMYTCTBYIOIIUX MOPOKOB HE UMEIOT OOJIBLIOTO PHUCKA CEPJIEYHO-COCYAUCTBIX
OCJIO)KHEHUH Tpu OEpPEeMEHHOCTH, KOTOpas OOBIYHO XOpOIIO IEPEHOCUTCS.
OmneprpoBaHHbIE MAIMEHTKU O€3 COMYTCTBYIOIIMX MOPOKOB TAKXKE HE HMEIOT

OOJIBIIOTO PUCKA CEPACYHO-COCYIUCTHIX OCIOKHEHUN IPH OEPEMEHHOCTH.

HNCHOJBb30BAHHASA IMTEPATYPA:

1.A.B. Tononsuckuii., A.JI.Béptkun., [IOPOKM CEP/LIA, M2019
2.®.1.bopuc., A.B.Caii., Xupyprus, M2005
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