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Hcropuueckas cripaBka

v Ilpodeccop O0mTeiiH - yuenuk mnarosora P. BupxoBa, 3HameHUTOrOo B
KapJMOJIOTHYECKUX Kpyrax IMpexJe BCEero cBoe «Tpuanoil BupxoBa» - aBTOp
HECKOJIBKUX (PYHIAMEHTAIbHBIX OMOXMMHYECKMX W KIMHUYECKUX TPYJIOB:
MaHyCKpUNT 00 OXHUPEHUM W HaApYIIEHUWU YIJIEBOJAHOrO oOOMeHa, 00
00e3BOKMBaHMM. Takke MM HamucaHa MoHorpadusi mo MOp(dOJIOTHM TMOYKU U
COLIMAJIbHOW TUTUEHE TOPOJIOB.

v/ OnHako yBEKOBEUMII €T0 UMSI OAWH CIy4ai, BOIIEAIINN B UCTOPHUIO MEIUIIMHBI TTO]
Ha3BaHWEM aHOMaMK OOINTeWHA: OIKMCaHWEe cepjilla CTPaJaBIIero CepACYHOU
HEJOCTAaTOYHOCTHIO manueHTa 1mo uMmeHu Joseph Prescher, kotopsiii B 19-etHeM
BO3pacTe yMep OT €€ JEKOMIICHCAIUH.




OnpenencHue. JIaHHBIEC CTAaTHUCTUKH.

AHoManust DOmITeiiHa - CIOXHBIN BpoxkaeHHbIM mopok cepamna (BIIC), oOycnoBieHHBIM
CMEILIEHUEM CENTalbHOM MW 3agHed CTBOpOK TpexcrBopuaroro kinamaHa (TK) wu
XapaKTepu3yrolieiics HeoObIYaiiHON BapraOeIbHOCTHI0O AHATOMUYECKUX BApUAHTOB MTOPOKA.

[lo naHHBIM JUTEPATyphl AOJATHE TOJbI CUUTAJIOCh, UYTO aHOMajiug OOIITelHa JOBOJIBHO
peaKas TaToJIOrHsl, 4YacToTa KOTOPOM Cpeau BCEX BPOXKICHHBIX IOPOKOB cepjla He
npeBbimaer 1% , a mo ganHeiM J.Nora (1984) u BoBce cocraBisier 0.005%. Ilo manHBIM
E.Oechslin u coaBt.,(2000) oH BcTpewaeTcs mnpubnusuteabHo B 1 cimygae Ha 20000
HOBOPOXJEHHBIX. M, TeM He MeHee, ATa penkas aHoMajus MPEJCTaBIsSIET coO0M Haubosee
YacThI MOPOK C IMATOJOTMEW TPEXCTBOpYATOrO KianaHa, cocraBisas 40% cpenm Bcex
BPOKJICHHBIX MOPOKOB CEP/ILIA C MOPAXKEHUEM MTPABOIO aTPUOBEHTPHUKYIISIpHOTO KiamaHa. [1o
nanHeIM G.Sharland u coast. (1989), Lang u coaBt.,1991 yacrtora aHoManuu D0mITeiHA
Cpell BPOXKACHHBIX MOPOKOB CEPJIlA, JTUArHOCTUPYEMBIX IMpPEeHATaIbHO cocTaBisieT 8,5%.
[IpubnusurenbHo TakoBa ke (7,8%) wacTtora aHoManmuu OOWITEHHA 0 JIAHHBIM
peHaTaJbHON dX0oKapAuorpaduu.



Onpenenenue. JlaHHbIE CTATUCTUKH.

UccnenoBanust D.Roberson N.Silverman (1989) cBuaeTenbCTBYIOT O TOM, YTO aHOMAJIMS
OOmITeiitHa - caMblii 4acTbld TOPOK, JAMArHOCTUPYEMbIM BHYTPUYTPOOHO. BbIpa’keHHBIE
HapyleHusl PyHKIUU CepAlla Ipy aHoMaauu DOIITeiHa, ene BHYTPUYTPOOHO, TPUBOISIINE
K KapJAWMOMErajud W TaxuKapAuu, SBISIIOTCS OJHOW W3 HauOoJee YacThlX NPUYUH
HaIMpaBJICHUS MMAIMEHTOK TMHEKOJOroB K KapauonoraM. C yd4eToM TOTO, YTO Ciydau C
HEBBIPAKCHHOW KapAHOMErajauenl »sxokapauorpagueid OObIYHO HE JUArHOCTUPYIOTCH,
MCTUHHAS 4acTOTa aHOMAJMU DOITEWHA Y IUIOJAOB €IIE BhIIIEC. ITU JIAHHBIE TOBOPAT O TOM,
YTO WCTUHHAs YacTOTa AaHOMaJUM OOIITEHA 3HAYUTENILHO BBINIE MPEANOoIaracMomu.
CommacHo ganHbiM D.Roberson u N.Silverman, (1989) cmeptHOCTH cpenu MIaJEHIEB C
anomanueit DomreliHa coctraBigaeT 80%, u 90% y miogoB. M3 nepexkuBmiux nepBbie 3-6
MecsAleB xu3HU - 70% xuByT 10 2x set, u 50% noxuBaroT 10 Bo3pacta 13 jset. bonbHbIE C
conyrcTByromumu BIIC - mo 2-x netHero Bo3pacta Ao0xuBaeT Toiabko 15%. B pannen
CMEpPTHOCTH OOJIbIlIasi A0J1 HEOJAronpusTHBIX MCXOJOB CBsi3aHA C HAPYUICHUSIMU PUTMA U
BBIPAYKCHHOM KapauoMeranuen. Hamm HaOoneHusa noka3bIBatoT, UTO B XOA€ €CTECTBEHHOTO
TeueHuss Kk 20 rogaM JoxuBarOT Bcero 34% OONBHBIX, TOIJIA KakK IIOCJE pagvdKaabHOMN
KOPPEKIIMU ITOPOKa CBOOO/Ia OT MMOBTOPHBIX omnepaluii coctasisieT 88%.
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« Ilpu 5TOM BpOXKAEHHON aHOMAJIMU OJIHA UJIY JIBE CTBOPKHU TPEXCTBOPUATOIO KJIallaHA PACIIOJIOKEHBI HE Ha
JOJIKHOM YPOBHE: OHM TPHUKPEIUISIIOTCA HEe K (UOPO3HOMY KOJIBILy MEXKIY IMpPaBbiM MPEACEPAUEM U
IIPABBIM JKEJIYOYKOM, a HECKOJIbKO HUKE €r0; CYX0KUIIbHBIE XOPAbl 3TUX CTBOPOK IIPUKPEIUIAIOTCA HE K
COCOYKOBBIM MBIIIIIIAM, a K CTEHKaM IPaBoro Xkeiynodka. Beerna npu anomanuu J01ITeitHA B OJIOCTh
IIPABOT0 KEIYJO0UKa CMEIIAETCS 3aIHss CTBOPKA TPEXCTBOPYATOTO KJlallaHa, JOCTATOYHO 4acTo — €LIE U
neperopojouHas crBopka. K aTpuoBeHTpUKYIApHOMY (UOPO3HOMY KOJIBILY OCTAETCSA MPUKPEILIEHHOU
TOJIKO €IMHCTBEHHAsl IMEPEIHssI CTBOPKA TPEXCTBOPYATOrO KJlallaHa. JTAa MAaTOJOTHS TaKXKe

COMPOBOXKAAETCS  paclIUpEHUEM  (PUOPO3HOro  KoJblla, YTO MPUBOAUT K HEIOCTATOYHOCTH
TpEXCTBOPYATOIO KJIallaHa.



KinHnyeckasa kapTrHa

B TskenbIx ciydasx y HOBOPOXKAEHHBIX oTMedaeTcsi CH, 4acTto ¢ BhIpaKEHHBIM ITMAHO30M.
[Ipu 0OBEKTUBHOM OCMOTpE:

[IMAHO3 C TAXUKAPJAUEH U TaAXUITHOD;

TUIIEPAKTUBHOCTH MPEeKapUaIbHON 00J1acTH;

I u II ToHBI cepaia 0OBIYHO HOpMAJIbHBIE, HO YacTo BhichyiuBatorcs 111 u IV;
MMAHCUCTOJIMYECKUM IIYM C BMHULCHTPOM IO HUKHEMY JIEBOMY KparO0 T'PYIWHBI BCJIEICTBUE
TPUKYCITUIAIbHOU PETYPTrUTALAM;

MOXKET BBICIYIIUBATHCS IIIYM M3THAHUA U3-3a 00CTpYyKIMHU Bbixona u3 [1DK.

B Oonee nerkux ciy4yasx B JETCKOM BO3pAacT€ MOTYT OTMEUAaTbCs JIMIIL HalpsKeHHas
OJIBIIIIKA PA3HOW CTENEHH, YTOMJIAEMOCTh M IIMaHO3. B Takux ciydasx (Qu3uKaIbHBIMU
npuzHakaMu sBJAoTcs pacierieHue [ u Il tonoB ¢ spkumu I u IV ToHamu (T.e. 1aHHBIE
ayCKYJIbTallMM XapaKTEPU3YIOTCSI PUTMHUYHOCTHIO). YacTo oTMeuaeTrcss MaHCUCTOJUYECKUUN
IyM [0 JIEBOMY HUKHEMY KPAtO TPYAUHBI.



Kayden James 12.21.07-7.14-11... Kayden had dilated cardiomyopathy & ebstein's
anomaly. He passed away waiting on a heart transplant, he was 3 1/2 years old. He

was also born with a bilateral cleft lip & palate and had pyloric stenosis at a month
old.



Knuanuecku

B 80-85% cnyuyaeB npu aHoMaJIMu DOINTEeHA UMEETCs MaToJIOrMYeCKOe COOOIICHUE MEXKTY
PaBbIM U JIEBBIM MPEACEPAUIMHU, KOTOPOE, KaK MpaBUIO, 0OYCIOBICHO PACTSXKECHUEM KpacB
OBaJILHOTO OTBEPCTHS (OHO B HOPME BCKOPE MOCIE POXKIACHUS peOEHKA JOJKHO 3aKPhIBATHCS
M 3apacTaTb) WJIW, YTO PEXKe, CYIIECTBOBAHMEM BTOPUYHOrO Je(EeKTa MEXKIPEACepaHON
neperopoaxu (JIMIIIT).

Kak roBopunock panee, aHomainus OOIITEilHA BCTpEYaeTCs TOBOJIBHO PEIKO: YacToTa €€
coctapngeT 0,5-1% oT Bcex BpokAEHHBIX MOPOKOB cepiua. HaOmromaercss ¢ oavMHAKOBOMN
4acTOTOM y JIMI[ MYXXCKOTO M >KEHCKOTro mojia. AHomanus OOmreitHa B 5% ciydaeB
COUYETAETCSl C JPYTMMHU BPOXKIEHHBIMU MOPOKaMHU cepaima: Ae(HEKTOM MEXKETyT10YKOBOM
neperopoaku (JIMIKII), cteHo30M JIETOYHOM apTepUH, OTKPBITBIM apTEPUATIbHBIM ITPOTOKOM,
CT€HO30M WMJIM HEJIOCTATOYHOCTHIO MUTPAIIBHOTO KJIAIlaHa, aTPE3UEN A0PTHI.




Knaccundukauns aHomanum SoLTenHa
(HLL CCX nm. A.H. bakyneBa)

Tun A VamMeHeHUsa B cepaue MUHUManbHbI,
HEe3HaUUTENbHO CMELLEHbI CenTanbHasa n 3agHas
CTBOPKWN.

Tun B 3agHas nanunngpHasa Mbiliya
OTCYTCTBYET. 3agHAA U cenrtanbHag CTBOPKU
onywleHbl B MNpaBbid XenyaoueKk, Kpensarcs
KOPOTKUMU xopaamu, dopmupys
aTpuanu3oBaHHYIO YacCTb.

Tun C BblpaxXeHHOe oOrpaHuuyeHue B
NOABWXHOCTU CenTanbHOW W 3agHEen CTBOPOK.
ATpunanuaosaHHas yacTb bonbLiag W
TOHKOCTEHHas.

Tun D OrtcytcBue TtpabekynapHOW 4acTtu
DK, nepegHss nanunngapHas Mbillla He
onddepeHUnpoBaHa.

Tun E lNepeaHasa cTBopKka Takke cpalleHa C
MUOKapAoOM, XopAbl OTCYTCBYIOT, MpaBbliA
Kenygoudek NpaKTUYEeCKn NOMNHOCTLIO

npeacraelieH anMaﬂM\?nOBaHHOVl Tﬁ?\? Sh d
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Mexanuszm pPa3sBUTHA HAPYILICHUA I'CMOANHAMUKNA H

« IIpaBoe npencepaue BMECTE C aTpUAIM30BAHHOM YaCThIO MTPABOIO HKEJIYI04Ka CTAHOBUTCSI aHATOMUYECKU
€IMHOM TMOJNIOCThIO TpaBoro mnpenacepaud. OIHAKO TpPU 3TOM COOCTBEHHO MpaBoe MpeAcepaue
COKpalllaeTcsd B CHCTONY (IIEPHOJ] MBIIMIEYHOTO COKpAILEHUs) MpPEACepInid, a aTpuaju30BaHHAas 4acTb
IIPABOTO KEJIyI04Ka MPOAOIKAET COKPAIATHCS B CUCTOILY HKEITYIOUYKOB. DTO MPUBOAUT K 3HAUUTEILHOMY
3aTPYAHEHUIO ONOPOKHEHHS KPOBU U3 MPABOTO MPEACEPANS B IIPABBIN KEITYI0UEK.

« WM3-3a coueraHns MaJIbIX pa3MEpOB COOCTBEHHO IPABOI0 KEJIyJO4YKa U OOYCIIOBIEHHOW aHOMaJIbHBIM
CTPOCHUEM CTBOPOK HEJOCTATOYHOCTH TPEXCTBOPYATOIO KJIAallaHa 4YacTh KPOBM OTTEKAeT OOpaTHO B
paBoe mpejacepane (Y4ero B HOpMe ObITh HE JOJDKHO), TEM CaMbIM €II€ CHIBHEE COKpAIaeTcs
CUCTOJIMYECKUN 00BEM MPABOTO XKEIyJ0UKa, a CIEI0BATEIBHO, U 00BEM KPOBH, MTOCTYNAIOIIEN U3 HETO B
MaJiblil (JIETOYHBIN) KPyT KPOBOOOpAIIEHUSI.
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MexaHn3m

[TocTeneHHO pa3BUBACTCA YBEJIUUYEHUE MBILIEYHOW MACChl U Pa3MEPOB MPABOTO MPEACEPAUS,
YTO MPUBOIUT K MPOTPECCUPYIOLIEMY MOBBIIICHUIO JIABJICHUS KPOBU B HEM. B TOT MOMEHT,
KOTJ]a MATOJIOTUYECKU TOBBIIICHHOE JABJICHUE B MPaBOM IPEACEPAUU CTAHOBUTCS OOJIBIIIE,
4yeM B JIEBOM IMPEJICEPINM, TOSBISIETCS MATOJOTMYECKUH COpPOC KPOBHM W3 TIPABOro
npeacepansl B JIEBOE YEpE3 HE3APAIEHHOE OBAIIBHOE OKHO — TaKMM O0pa3oM, pa3BUBAETCS
BEHO3HO-APTEPUAIBHBIN LIYHT.

Korma ysenmueHHOE mpaBoO€ MpeAcepAre TEpPsSET BO3MOXKHOCTbD M JAJbIIC PACHIAPSTHCH,
CO3MAETCSA 3aTPYAHECHUE MTOCTYIUICHUIO KPOBU U3 TOJIBIX BEH, IPUHOCSIINX KPOBb K CEPAILY, B
MOJIOCTh MPABOr0 Mpeacepaus. B pesynbrare pa3BUBAEeTCS BEHO3HBIM 3acTON B OOJIBIIOM
KpyTe KpOBOOOpaIIEHUS.

Ebstein's Anomaly

https://www.youtube.com/watch?v=725x0XYQmns
https://www.youtube.com/watch?v=0ahBOpBqnvQ
https://www.youtube.com/watch?v=FwGPNEvy_Ow

https://www.youtube.com/watch?v=725x0XY Qmns ‘ “\ EBSTEIN
[0, ANOMALY

https://www.youtube.com/watch?v=0ahBOpBgnvQ

https://www.youtube.com/watch?v=FwGPNEvy Ow




JlnarnocTuka

+ JlabopaTopHO: YpOBEHb I'€éMOTIIO0MHA.

* HMHCTpyMEHTaNbHBIE UCCIIEIOBAHUA:
IKI', Pentrenorpadus, 9xoKT';
(IOMOJIHUTENIBHO: KaTEeTepU3aluA
riosiocteit cepana u AKT (1o
nokaszanusm), MPT, KT, 90N).




o PentreHorpadusi rpyaHOM KIETKW: Y HOBOPOXKICHHBIX - KapAUOMETaJIMs, KOTOpask MOXKET
ObITh MACCUBHOM; JIETOYHAs THUIIOIJIA3US M OJUTEMUS; B JIETKUX CIy4asX €IUHCTBEHHBIM
IPUA3HAKOM MOYET OBITH JIeTKas WJIA yMEpEHHAs KapIMOMETaJIHS.










B

Figure 2A-B. (A) Two-dimensional echocardiography showing severe Ebstein’s
anomaly with large atrialization of right ventricle; and (B) color Doppler echo-

cardiography showing severe tricuspid valve insufficiency.
APRV=atrialized portion of right ventricle; LA=left atrium; LV=left ventricle;

RA=right atrium, SLT=septal leaflet of tricuspid valve.




IxoKT

Memoo uemko 8vla615€M AHOMANUIO, OOHAKO CYULeCmEyiom cneyuguieckue uepmol, Ha KOMopble
cnedyem obpamums 0cob60e BHUMAHUE:

TOYHAs OLIEHKA CTBOPOK TPUKYCHUIAIBHOTO KJIallaHa, UX NPUKPEIUICHUS U CTETIEHU PETyPrUTAINM;
LEJIOCTHOCTh MEXKIPEACEPIHON NEPETOPOIKHU;

ueaoctHocth MOKII;

oneHka pasmepa IDK;

MPOXOJIMMOCTH U pa3mep BbIxoaHOTO oTaena [ K u Beteit JIA;

IMPOXOAUMOCTD apTCPHUAJIBHOTO ITPOTOKA,

O OO0 Oo O &

HCKJIFOYEHUE AaHOMAJIMH JICBOW MOJIOBUHBI CEPLIA.

IKI
1Haunboee 9acTo 0TMEUaroTCss HU3KHKA BOJIbTax KoMruiekca QRS
IMTpu3naku BITHIIT n ynmuaenHbiii natepsaiom P-R.
1YBenuuenue 111 nposiBisieTcst BBICOKHM 3y01iom T.
1HamxenymoukoBasi apuTMHSI MOKET BOSHUKATh M B HEOHATAIBHBIN MEPUO/I, HO Yallle MOsBISIETCS B Oojee
MO3/THEM BO3pacTe.
IMoryT BCTpeyaThCs MPU3HAKA BEHTPUKYIIIPHOTO MPEBO30YKICHHUS.
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Jleuenue asomMaiauu DOIIITEHNHA

KoHcepBaruBHas Tepamnusi aHOMaiauu ODOIITEHHA HampaBi€HA HA YCTPAHEHHWE HAPYILICHUI CEpIEYHOrO
pUTMa U YMEHBIIEHUE BBIPAKEHHOCTH CEPJICYHON HEIOCTaTOYHOCTU. B KauecTBe aHTHUAPUTMUUYECKUX
npernaparoB Ha3Ha4yaroTCs OeTa-0J0KaTophl, OJ0KATOPhI KaJbIIMEBBIX KaHAJIOB, CEPJICUHBIC INIMKO3UIBI.
IIpu cepaeuHOM HEJOCTATOUHOCTH HA3HAYAIOTCA JAUYPETUKH, CEPACUYHBIC TJIMKO3UJbl, MHTUOUTOPHI
aHTMOTEH3UHIIpeBpaliatoiiero ¢pepmenta (MHruouTopsl AIID).

XUpypruyeckoe JICUCHHE JIydllle IMPOBOAUTH B IMOAPOCTKOBOM BO3pACTe: ONTHMAJIBHBIM  JIJIS
OTIEPaTUBHOTO BMEIIATEILCTBA SBISAECTCS Bo3pacT 15 neT u crapmie. [Ipu oTcyTCTBUM MM HEOONBIIHX
pasMepax MEXIPEACEPIHON TEPETOPOAKH Yy JETe B BO3pacTe 2-3 MECSAIEB MOXKET Pa3BUTHCS
KPUTUYECKOE COCTOSIHUE, TaK KaK HE MPOMCXOIUT Pa3rpy3KH MPaBOTO mpeacepaus myTéM coOpoca KpoBu
U3 TMPABOTO MpEACepAus B JIEBOE;, TaKWE JIETHU MOTYT MOTHOHYTh OT MPOTPECCHUPYIOIIEH CcepacuHOn
HEA0CTAaTOYHOCTH. UTOOBI M30ekKaTh TAKOTO HMCXO/Aa, B SKCTPEHHOM TMOPSJIKE MPOBOIAT HCKYCCTBEHHOE
paciipenue aedeKTa MeXOKeTy104KOBOM Ieperopoaku 0ammoHom (poreaypa Pamkunaa).

PanukanbHOE onepaTruBHOE BMEIIATEILCTBO MPU aHOMAIUU DOIIITEeiTHA TPOBOAUTCS HAa OTKPHITOM CEPJILIC
B YCJIOBHUSIX MCKYCCTBEHHOTO KpoBooOpaiieHusi. OHa 3aKII04aeTCsl B YCTPAHEHUU <«JIUITHErO» ydacTKa
MPaBOr0 MpPEICEPAUs MYTEM YIIMBAHUS, IUIACTUKU TPEXCTBOPUATOrO KJIAaHa, KOTOPBIM MOCPEIACTBOM
IIBOB TPUIIOAHUMAETCS M YKPEIUISIETCS B ONM3KOW K HOPMaJbHOW TMO3WIMU, a TAKXKE YCTpPaHECHUU
HMCTOYHUKOB HAPYIIEHUM CEPACUHOTO PUTMA U 3aKPBITUH JePekTa MeKIpeacepIHON neperopoaku. Eciau
MJIACTUYECKass KOPPEKIHs TPEXCTBOPYATOrO KJIallaHa HEBO3MOXKHA, MPOU3BOAUTCS €r0  3aMeHa
HUCKYCCTBEHHBIM ITPOTE30M.



KnuHuueckui ciydau

bepemennas b., 31 rog.

[Toctynuna B mpuemHoe otaeneHue 1 pomunbHoro aoma Cankr-llerepOypra ¢ xkanob6amu Ha OTCYTCTBHE LIEBEJICHUS
IUI0/1a B TEYEHUE CYTOK. BO/bl HE OTXOAMIIH, APYTUX KAJI00 HET.

B anamHe3e kpacHyxa W BeTpsiHas ocma B jerctBe, xpoHudeckuit otut, BBHK, snmomerpmo3 06e3 HapymeHus
MEHCTPYaJbHOTO IMKIIA, 2 MenuuuHckux adopta (2006, 2009 rT. 63 ocnoxkHeHuit) u 2 cpouHbix pomoB (2008 . — 3700/52,
2011 r. —4200/60, 6e3 ocnoxHEHUI), MyK 310poB. HacTosias 6epemeHHOCTh Tisitasd. Ha yuere B sKEHCKOW KOHCYJIBTAIMH C
21 nepenu 6epeMeHHOCTH, IToceTusa 6 pa3. bepeMeHHOCTD MpoTekaia Ha (POHE APOXKIKEBOTO BAarMHUTA U JKEJI€301€ PUITUTHOM
anemuu Il crenenu (Hb 75-65-811/11), nepuoanuecku HazHadanuch copoudep, peppymiek, Burpym, numadyuun. OO0mias
npubaBka B Bece 3a OepemeHHOCTh cocraBuia 4,3 kr. AJl 90/60—100/70-110/75, ananu3sl MOYM B Mpeseiaax HOPMBI.
[IporpombunoBsiii unnekc 106%, dbudpunoren 4,8 r/n u 5,1 r/n, A(Il) Rh(+). B 36 Hegenp nonydana jeueHUe aHEMHUH B
JTHEBHOM cTaIoHape (deppymiiex).

1 Y31 — 6epemennocts 22 Henenu. BIIP He BeisiBieHo. [1nanenTa no 3agHei creHke, Ha 40 MM BbIllie BHYTPEHHETO 3€Ba.
PexoMeH10BaH n0mOMHUTENRHBIN ocMoTp uepe3 10 anelt (He siBunack). 2 Y3U — G6epemennocts 31 Henensa. BpoxaeHHbie
MOPOKU: MPU OCMOTPE 4-KaMepHOTo cpesa cep/ia BelsiBieHo yMeHbienue pazmepon JOK u JIIT (BIIC, IJIOC — runomnasus
JeBbIX OTporoB cepaua). PekomennoBano Y3U 2 yposus (He siBunace). 3 Y3U B MI'L] — 6epemennocts 33 nepenu, BIIC
ioAa: aHoManust D0mTeitHa, KapIuOMeraus.

[Ipu nccnenoBaHuy rPYAHOM KIIETKH IUIO/IA ONPEACIAeTCS KapauoMeraaus (pa3Mephl cepia 3aHUMaroT 00Jiee MOJIOBHUHBI
rpyaHoit kietku). Och cepjilla CMEIIeHa BJIEBO, YBEIMYEHUE Pa3MEPOB CEPJLla 3a cueT mpaBbix oTAenoB. [IIupuHa seBoro
XKemymnoduka 8,8 MM, 4TO B Mpejenax HOPMBI JIJIsS IAHHOTO CpoKa OEpEeMEHHOCTH, IUPHUHA MPABOTO KEITYI0YKa 25 MM, UTO
Oosee 95 TPOIEHTHIIS )1l TAHHOTO CpOKa OepeMeHHOCTH. JlmaMeTp aopThl Ha YPOBHE aOPTAIBHOTO KjiamaHa 5,4 MM, 4TO B
npeaeaax HOpPMbI JIJIg TaHHOTO cpoka. OmpenensieTcs CMElleHre cenTaibHo cTBOpKM TK B CTOpOHY BEpXYIIKH, MPABOE
IpeIcepIne PE3KO yBEIWYEHO B pa3zMmepax (mupuHa 29 MM, uto 6ojee 95 mpoueHTuIs i JaHHOTO cpoka). Onpenensercs
HegoctatouHocTh TK (puc. 4).

IIpu ocmorpe Gepemennoii. Bec 84,6 kr, poct 162 cM, mpaBUiIbHOE TEIOCIOXKEHUE, U30bITOuHOE TTuTanue. KoxxHbie

NOKPOBBI U BUJUMBIE CIIM3UCTBIE Oneanbie. Pa3mepsl Taza 26—28-32-21 cMm, okpyXHOCTb kuBOTa 104 cM, BbICOTa CTOSIHUSA
nHa Matku 36 cM, mpeanonaraeMbiit Bec tioga 3700 r. Cocrosinue ynosnerBoputensHoe. [lynbc 78 ya/mun, AJl 120/70 mwm.

Marka B HOpMaIbHOM TOHYyce, 0e3001€e3HeHHas MIPU MaJIbIIAIMK BO BCEX OTnenax. [010BKa miioia mprkara Ko BXOAy B
ta3. Cepauebuenue mioga npuraymeHo, 160 B MuH.
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Puc. 1. AHaTOMMYecKue BapwaHTbl CTBOPOK KnanaHos npu A3 [2].

Puc. 2.

Bbipa)keHHaA Kapavuomeranua u3-3a gunatauumn npeacepaHon Yactm
npasoro xenygouka (MXK). Cnpasa — HopManbHoe cepALe.




Taxenaa A3. IMeloTcA: annKanbHoe cMelleHne cTBopok TK (cTpenkamum
OTMeYeHbl XOp/bl); PacluMpeHHan nNpeacepaHasa YacTb NPaBoro
Xenyaouka (ARV); Hebonbluaa GyHKUMOHANbHYIO YaCTb NPaBOro
xenygouka (RV); u3rn6 sneso MXIT; BblpaxkeHHaA Aunatalma NpaBoro
npeacepaua (RA). LA — nesoe npepcepaue; LV — neBbiit Xenygoyex.
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KTI' naona. Taxukapaus 160—170 yn/MuH, aMIIuTyAa OCHWJULIUMNA 5, 4acToTa OCHWUIALIMNN >6, akienepanuu
OTCYTCTBYIOT, MO3AHUE Acreneparuu (omneHka 6 6amios). [Ipu3Haku HapyIeHUS KU3HEACATESTLHOCTH IUIO/IA.

Per vaginam. [lleiika nouHo# 1 cm, Msirkasi, Mo IPOBOJHOM OCH, IIEPBUKATLHBIN KaHaJ CBOOOAHO MPOXOAUM JJist 2
MAJIBIEB 3a BHYTPECHHUHN 3€B. [[1OIHBINA My3bIph 1IE€JI, BCKPBIT C YYETOM COCTOSIHUS IUIoAA. M3IMiInCh OKOJIOIIIOAHbBIE
BOJIbI, TYCTO OKpalleHHble MEKOHMEM. [0JOBKa IMjo/a MmpuXkara KO BXOAy B Ta3. MbIC HE AOCTHXHUM, Ta3z 0e3
nedopmaruii.

JAuarno3 nmpu mocrymiaenun. bepemennocts 39/40 nenens, BIIC nnoda, amomanus Dowmetina. XpoHUYECKAS
TUTIOKCHS TUIoJia B cTaauu AckomieHcanuu. AHemus III. OTsromeHHbli akymepckuii 1 THHEKOJIOTUYECKU aHaMHE3.
BBHK. JIocpouHast aMHHOTOMUS.

3akiioueHne. YUuThIBasg JACKOMIICHCUPOBAHHYIO XPOHUYECKYH) THUIIOKCHIO TIUIOAA, PEIICHO POJAOPa3PEIIUTh
OepeMeHHYI0 TyTeM KecapeBa cedeHus. Ha BTOpoil MHMHyTe OT Hayana oOmepalud 3a TOJOBKY HU3BJICYEH MKUBOU
JIOHOIIICHHBIM peOEHOK MY>KCKOTO ToJia ¢ otleHkoi no Amrap 1/1 6ann, maccoit 3830, poctom 51 cm, nepenan neauarpy.
Onepanys npoBOWIACH IO/ 3HAOTPAXEATBHBIM HAPKO30M, TUITUYHO. KpoBomnorepst 650 mut.

[Ipu u3BnedyeHun pebeHKa — aToHUs, apedieKcusi, pa3aIuTON IMAHO3 MO KOXKHBIM MOKpoBaM. CaMOCTOSATEIHLHOTO
nbixanust HeT. UCC — enunnunbiii. PeObenok untyOupoBan Ha 1 munyte, canamus BJIIL. UBJI 100% kucopogom — 6e3
saddexra. B BeHy mynmoBUHBI BBEJICH aIpeHAIMH B BO3PACTHOM 103upoBKe N02, 60I0CHO — (hU3HMOTOTUYECKUI PacTBOpP.
Ha 5 munyte UCC >100 ynapoB B muH. Ha 10 MuHyTE niepeBeficH B OT/ICICHUE MHTEHCUBHOM TEpAMU HOBOPOKIAECHHBIX
B KpaiiHE TSKEJIOM COCTOSHUU. Yepe3 27 MHHYT TOCIE POXKICHUS OCMOTpeH Opuranoil peanumanuu. CocTosHUE
reMOJAMHAMUKA HECTaOWUJIbHOE 3a CYET IMEPEHECEHHOW TSDKENOW ac(UKCUU M TSANKECTH CEepJCUYHOrOo MOpOKa, IM03a
narymkd.  JpIxaHwe —anmapatHoe, pe3Ko OciabieHHOe, IUIOXO TMPOBOJUTCS B BEPXHUE OTIETbI, OOMIHE
Pa3HOKAIMOCPHBIX XPHUIIOB, TOHBI CepAlla MPUDIYHICHbl, pUTMUYHBbIC. CHCTONMYECKUH IIyM C Hppaadanuei B
MOJIJIONIATOYHYI0 00sacTh. [paHuIel cepialia pacimiupeHbl BOpaBO W BIeBO. B momHOM o0beMe NpOBOIUIUCH
peaHnManuoHHble MeponpusaTusa. OaHako depe3 2 yaca 30 MUHYT HacTynuia acUCTOJIMS, PEAKUHs 3PauyKOB Ha CBET
OTCYTCTBOBaJa, KOHCTaTUPOBaHA CMEPTh pedeHka. [IpogomKuTenbHOCTD KU3HH 2 Yaca 32 MuH.



3aKJIIYNTENbHBIH AUATHO3.

OcHoBHOW — acuKcusi TSXKEIOW cTeneHu npu poxjaeHuu, codetaHHbii BIIC (anomanus DO0mTeiiHa) B
craauu nekomnencanuu, JJH I116 HKIII. ConyrcTByrommii — I'unomnasus nerkux? BYN?

Ocnoxuenne — [1OK (nepcuctupyroniee ¢perarbHOE KPOBOOOPAIIICHHE).

IMaTronorus mocjena. JlucconmupoBaHHOE CO3PEBaHNE BOPCHHYATOTO XOPHOHA C TTpeodIagaHueM He3pebix
npoMexxyTouHblx BopcuH. JIHK-BupycHbIN mumanieHTUT. XpoHHUYECKass HEJOCTATOYHOCTh IUIAIICHTHI C OCTPOM
JIEKOMITEHCAIIUEN.

IlaTos10roaHaToMu4YeCKU TMATHO3.

OCHOBHOI: BpPOXJIEHHBIN MOPOK Cepla — aHoMaius OOmTelHa (MOPOK TPUKYCIUIATHHOTO KIlaraHa:
nucruiasusi, aedopmanus, ¢GuOpoO3 M 3HAYUTEIHHOE CMEIEHHWE CTBOPOK B MOJOCTh MPABOTO JKETYyHAO04YKa,
NpUBOJsLIEEe K OOpa30BaHUIO aTPUATIM30BAHHOM YAaCTU MPaBOro >KEIYI0YKa, COCTABISAIOIIEH OIHO IEJ0oe C
MIPaBbIM MPEACEPIUEM).

OcnoXHEeHUs: XpOHUYECKasi cep/iedHasl HeJJOCTaTOYHOCTh, MMOCTHATaIbHas acPUKCHUsl, pa3BUBIIAsCS Ha (oHE
aHTEHaTaJIbHOM TMIIOKCHUU, MACCUBHAs aCMMpalisl OKOIUIOAHBIX BOJ| C IPUMECHI0 MEKOHHS.

COHYTCTBYIOHIPIﬁI AKIIMACHTAJIbHAA NWHBOJJIOLIHS BUJIOUKOBOM K€JIE3hI 2 CTEIICHU.

Takum 00Opasom, TEPEUUCICHHBIE MATOJOI0AaHATOMOM 3HAUUTEIbHBIE COYETAHHBIE MOP(OIOTUYECKUE
aHOMAaJIMM TPABOrO OTJIEeNIa CEPJIlla, BBIPAXKCHHAs KapAHOMeETasus, SBJSIONIMECS XapaKTepHbIMHU JUIsl 5 TUNa
(camoro TsKENOoro) mMopoka, He ornepadesbHbl U HE COBMECTUMBI C KH3HBI0. DaTagbHBIM 711 HOBOPOXKIEHHOTO C
AD sBuioch M OBICTpPOE 3aKpBITHE OBAIBHOTO OTBepcTHs. [IpekpaleHune MeXNpencepaIHoro COOOIIeHUs
MPUBEIIO K TsDKEIBIM HapymieHusM. [IpaBoe mpeacepane COBMECTHO C BXOJHOHM (aTpUaIM30BaHHOM) YacThIO
MIPaBOro KEIyI04Ka 00pa30Bajio OONBIIYIO MEPENOTHEHHYIO KPOBBIO MOJIOCTh C PE3KUM HCTOHYEHHEM CTEHKH.
Hapymienne kpoBooOpalieHusi BbI3BAIO BHYTPUYTPOOHYIO TUIOKCHIO ILJI0/Ia, COMPOBOXKAABIIYIOCS MaCCHUBHOM
acrypanyedl MEKOHUAJbHBIX OKOJOIUIOAHBIX BOJ, KOTOpash HE pazpemwiach nociie poaoB. [loctHaranbHas
ac(uKcHs SIBUIACh HETIOCPEACTBEHHON MPUYMHON THOEIN peOeHKa B IEPBbIE CYTKHU KU3HHU.

B 3axnouenue cnenyer emnie pas ckazaTh 0 HEOOXOIUMOCTH PaHHEH MpeHaTaTbHOW TUATHOCTUKU MHPEKINHA 1
TSDKEIBIX TOPOKOB pa3BUTHUS IUI0AA. TakoW MOAXOZ IO3BOJIUT COXPAHUTh 30POBbE MAaT€pu U CHU3UTH
HEOHATAJIbHBIE TTOTEPH.
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