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4 OTAEA KAMHMYECKOM TPAHCIAQHTOAOTUK TOTO Xe LLeHTPa

> OTAEAEHME PEHTTEHOBCKOM KOMMBIOTEPHOM M MATHUTHO-PE30HAHCHOM TOMOTPAdOMM TOFO XE LIEHTPA

eJsb: mpeacTaBUTh PEAKUIN Cilydail COYETAHHOW MaTOJIOTUH — aHOMAaJIbHBIN IPEHAX MOPTaJIbHON CUCTEMBI B KO-
POHAPHBII CUHYC, TUIOIJIA3HsI IPABOM BETBU BOPOTHOM BEHBI M BBICOKAs JIETOUHAsl FTUIIEPTEH3Ms. MaTepHuaJibl
U MeToabl. [laruent I1. 22 et moCTynmui B OTAEICHUE XUPYPTHHA BPOXKIEHHBIX TOPOKOB cepara PI'BY « DHI|
TPAHCIUIAHTOJIOTHH W UCKYCCTBEHHBIX OpraHoB uM. akam. B.W. IllymakoBay. [Tocite oOciaenoBaHus OCTaBICH
JINArHO3 «BPOXKJIEHHBIM MOPOK — AaHOMAJIUS BIIaJICHUSI BODOTHOW BEHBI B IPABOE MPEACEPAUE; HELOCTATOUHOCTh
TPEXCTBOPYATOTO KJarmaHa 3—4-i CTeIeH!; BBICOKAs JIETOYHAsI THIIEPTEH3HS; HEOCTATOYHOCTh KPOBOOOpaIIe-
Hus lla, Il ¢pyaknmonanpHbIN Kiaccy. 110 maHHBIM CHIMPaTbHONH KOMITBIOTEPHOH TOMOTpaguH, OTCYTCTBYET
BHYTPUIIEUEHOYHOE JICJIEHUE BOPOTHOM BeHBI. BeHa apeHupyeTcst B MpaBoe Mpeacepaue MOCPEACTBOM IIyH-
Ta AMaMETPOM 2,3 CM CIIEAYIOIIEro OT BOPOTHOH BEHBI B KOPOHAPHBIM cHHYC. Pe3yiabrarbl. YunThiBas Oec-
MEePCIEeKTUBHOCTh KOHCEPBAaTUBHON TEpamuM, /Il MallMeHTa eIMHCTBEHHBIM METOJIOM paJNMKajJbHOW MOMOIIN
SIBJISIETCSI JBYXATAIIHOE XUPYPIHUECKOE BMEIIATEIBCTBO — TPAHCIUIAHTALIUS CEPAEYHO-TIETOYHOTO KOMIIJIEKCA U
TpaHCIUIAHTAIHS TeYeHH. 3aKaoueHue. OMUCaHHBIN PeNKU KIMHUYECKUH CITydail IEMOHCTPUPYET COUCTAHHE
BPOKJIEHHOW aHOMAJIMK MTOPTAJIBLHOM CUCTEMBI U CEpLia C BBICOKOM JIETOYHOW I'MIIEPTEH3UEN, B OCHOBE KOTOPO-
IO JeKUT (QyHKITHOHUPYIOIINN SMOPHOHAIFHBIN BEHO3HBIN MPOTOK (ductus venosus), ITyHTHPYIOIIUICS B 00X0.
TIEYCHH B IPpaBoe Ipeacepane (KOpOHAPHBIH CHHYC), B COYETAHUH C THUIIOIIA3UEH ITPaBO BOPOTHOM BEHBI.

Knrouesvie cnosa: eunonnazus GOPOmHOZZ GEHbI, AHOMANbHBILIL Opeﬂaofc nopmaﬂbﬂoﬁ cucmemal.
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Aim: to present an exceptional case of the combined pathology — an abnormal drainage of portal system to the
coronary sinus, hypoplasia of the right branch of the portal vein and high pulmonary hypertension. Materials
and methods. The patient P. of 22 years old arrived at congenital heart diseases surgical unit of V.I. Shumakov
Federal Research Center of Transplantology and Artificial Organs. After the examination he was diagnosed with
congenital disease — abnormal confluence of the portal vein in the right atrium. Insufficiency of the tricuspid val-
ve 3—4. High pulmonary hypertension. Insufficiency of blood circulation of Ila, III functional class. After compu-
ter tomography there is no division of the portal vein. Vein is drained in the right atrium bypass with a diameter of
2,3 cm following from the portal vein to the coronary sinus. Results. Considering hopelessness of conservative
therapy the only method of the radical help to the patient is two-stage surgical intervention — transplantation of
a heart-pulmonary complex and liver transplantation. Conclusion. Presented rare clinical case demonstrates the
combination of congenital anomalies of the portal system and the heart with high pulmonary hypertension, and
is based on a functioning fetal venous duct (ductus venosus), bypassing the liver in the right atrium (coronary

sinus) in combination with hypoplasia of the right portal vein.

Key words: hypoplasia of portal vein, abnormal drainage of portal vein.

AHOMamnus JpEeHUPOBaHUS MOPTAIBLHOM BEHBI B I10-
JIOCTH cepAla — 3TO PeaKast BpOXKJIeHHas aToJIoTHs, B
MHpPOBOHU JTeparype omnucano 30 maOmomenwid. [lpu
3TOM BPOXKJIEHHOE OTCYTCTBHE BOPOTHON BEHBI IIPAKTH-
YECKH Yy Ka)KJJOT0 MalMEHTa COYETAIOCh C BPOXKICHHbI-
MH [TOPOKaMH COCYIOB pa3HbIX OPraHOB. 3HAYUTEIIEHO
yale BCTPEUaeTcsi COOOLIECHNE MEX Iy CUCTEMaMH BO-
POTHOM 1 HUYKHEH 10JI0# BEH, 4TO 0COOEHHO BBHIPAKEHO
MIPU pa3BUTHM MOPTaJIbHOM runeprensuu [1-4, 11, 12].

Lesb: npeacTaBUTh peikoe KIMHUYECKOE HaOIo-
JIEHHE — COYETaHWE aHOMAJIBHOTO JpPEHaXka MOpTallb-
HOH BEHBbI B KOPOHAPHBIN CUHYC, TMIIOIJIA3UU ITPaBOU
BETBU BOPOTHOM BEHBI M HAJM4Us BBICOKOW JIETOYHOM
TUIIEPTEH3HH.

KPATKMIA UCTOPUMECKUIA OYEPK

IIepBoe ynnoMrHaHuE O CTPOCHUM IIEUEHU U €€ COCY-
noB ipunaiexut F. Glisson (1654). H. Rex (1888) yc-
TaHOBUJI, YTO OCHOBHOﬁ CTBOJI BOpOTHOfI BCHEI B BOpO—

Tax ICYSHHU JICTTUTCSI Ha TIPABYFO U JICBYFO JI0JICBBIC BETBU.
@.111. Banbkep (1920), B.C. I'yaxosa (1948), JI./I. Ba-
cunenko (1957), C.A. boposkos (1960) Beiaensutu ot 4
110 13 aHaTOMUYECKUX BapPHAHTOB 00pa30BaHUS CTBOJIA
BOpoTHOH BeHbl u3 nputokoB. K.X. HImugens (1748)
OoTMeYaJl HaIW4ue 4 TPYII aHACTOMO30B — B OOJIACTH
KEIy/IKa, MAIIEBOAA, TOJICTON KHUIIKA M B MajJlOM Ta3y.
[To3nuee 3TH cBemeHUd OBUIM JOMOJIHEHBI OIMMCAHUEM
COCyZI0B Kpyriol cBsi3ku nedenu. Kion beprnap oOHa-
PYXKHII TIpsIMbIE COOOIIEHUS MEXIy HIDKHEH MOIoN U
BopoTHOH BeHamH (1858). [TopTo-mmopransHbEIe aHACTO-
Mo3bI BriepBbie o0Hapysxuia P.C. Sappey Marie (1888),
no3nHee ux uccinenosanu [luk (1909), @.111. Banbkep
(1920), B.C. I'ynxoBa (1948), A.M. lllenemnes (1959)
u ap. [lonmyTHO U3y4YeHMIO BETBE BOPOTHOM BEHBI OT-
MEUajoch CTPOCHHUE U Tomorpadusi MEYCHOYHBIX BEH,
OJTHAKO TIEpBOE HAaWOOJIee MOJIHOE OMUCAHKUE UX OBLIO
nmano toimpko K.H. JlemummeBoit (1948), a mo3mHee
T.H. opoununoii (1959), u mokazansl pa3aIudHbIC aHO-
Manuu ux passurtus [§, 10, 11].
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STUOAOTUA, SMBPUOAOTUA

B pannem oHToOreHese, HaunHas ¢ 6-i Henenu, me-
YEHb SIBJISIETCSl OPraHOM KPOBETBOpEHUS, a ¢ 12-i He-
JIeNI CHHTE3UPYeT XKeldb. B aMOpHOHANBHBIN TIeproj
KpOBB TIOCTYTIaeT B NE€U€Hb M0 MyTOYHON BEHE, IPOXO-
JsIeil mo cBoOomHOMY Kparo ligamentum falciforum
B JIEBYIO BETBb BOPOTHOM BEHBI. DTa 4acThb V. portae
COCNUHSCTCSI C TICYCHOYHON BEHOHW uepe3 ductus ve-
nosus, najaee KpoBb NMOCTYNAET B IIPaBOe MpeicepIue.
B sMOpuoHabHBIN NEPUOA KPOBb U3 IJIALICHTHI Yepe3
IITIOYHBIM KaHATHK IMOCTYNAeT B MEYEHb IO ITyIOY-
HBIM BEHaM, BIAAAIOMUM B sinus venosus. 1o mepe
pocTa TeYeH! MyNOYHbIe BEHBI OBICTPO COSIUHSIIOTCS
u popmupytot hepatic sinusoud, OTKya KpOBb HIET K
cepany. IlpaBeie u neHTpanbHBIE MYNOYHbIC BEHBI aT-
podupyroTCS WHTpaHATAJIbHO, MO Mepe (OpMHPOBa-
HUS TIEYEHOUHBIX CHHYCOB. /lucTanmpHas yacTh JIEBOM
ITIOYHOHM BEHBI JOCTATOUYHO OOJIBIIAS M COXPAHIETCS
10 POXKICHHUS, OCE 4ero GOpMHUPYET CEPHOBUIAHYIO
cBs3Ky (ligamentum falciforum). VI3 KeNTOYHBIX BEH,
pacroararomxcst Mex1y CHHYCOUIaMU U Sinus veno-
sus, GOPMUPYIOTCS TICYCHOYHbIE BEHBI. MIHTpaHaTaib-
HO KPOBOTOK 4Yepe3 IPaBylo JKEJITOUHYIO BeHy OOJbIIE,
yeM yepes JeByr. KpoBOTOK B JI€BOM IynOYHOU BEHE
uaer Oonee KOPOTKUM IyTEM K CEpAIly, 3a cyeT duc-
tus venosus, KOTOPbIH MMEET aHACTOMO3BI C V. porte.
Ductus venosus — 3T0 TUaroHaJbHBIN COCYN, CPOPMH-
POBaBLIMIICS MEXy MPaBOM U JICBOM IYIIOYHBIMU Be-
Hamu, Ha (oHe OBICTPOro poCTa MPaBOM JOIH MEUCHU
u GopMHUpOBaHUs B HEH BHYTPHUIIEUCHOUYHBIX COCYIOB,
UTPAOIIMKA paclpeiesony0 poib U HAIPABIISIOINA
KpPOBB OT IUTALIEHTHI K Cep/Ily, MUHYS BHYTPHUIICICHOY-
HBIE COCY/IbI Ha CTaauu uX GpopmupoBanus. Takum 00-
pasom, ductus venosus peacTaBiIseT co00l OObIION
BEHO3HBIN MIYHT B 00xox nedeHu (puc. 1). Ilocne pox-
JIEHUS ITyTIOYHBIC BEHBI U ductus venosus OOIUTepupy-
IOTCSI U TIPEBPAILAIOTCS B KPYIIIYIO CBS3KY (ligamentum
teres) (puc. 2). B mepBbIe e 4achl MOCIE POKIACHUS
9T CTPYKTYPbI MOXXHO BHU3yaJM3HPOBATh KaK KaHAJHU-
kynsipable. [lo3nnee ligamentum teres BUIHA KaK MJIOT-
Has CTPYKTYpa, PaclpoCcTpaHsIomascs oT JEBOM 4acTH
BOPOTHOH BeHBI. EciM BO3HHMKaeT Bo3pacTaHHE BHYT-
PHUTICYEHOYHOTO BEHO3HOTO JIABJICHUS (IIPH ITUPPO3E),
KpyTyias CBsi3Ka TMeueHu pekaHanmsupyercs. Iloprans-
Hasl KpOBb HAUMHAET OTTEKaTh OT MEYEHH K MYTIKY, B pe-
3yJbTaTEe YEro BAPUKO3HO PACIIUPSIIOTCS OKOJIOMYIIOU-
HbIE BeHHI (caput medusae) [5-7, 10-12].

AHATOMUS KPOBOOBPALLLEHUA MEYEHU

K meyeHu mo neyeHOUYHOW apTepud U BOPOTHOMU
BeHe moctynaet 70 20% obmiero oobema cepAedHoOro
BbIOpoca. [leueHouHast apTepusi OTXOAUT OT YPEBHOTO
cTBOJa n obecneunBaer 25-30% addepeHTHOrO Kpo-
BOTOKA, I0CTaBIsAs K edeHn oonee 50% morpedisiemo-
r'o KHCIIOPOJIa, YTHIM3UPYEMOTO OPraHOM B COCTOSIHUT
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Puc. 1. Cxema pa3BUTHSI IIyIOYHBIX, KEITOUYHBIX, ITyITOYHO-
KHIIEYHBIX COCYJOB B OOJIaCTH MEYEHH B ASMOPHOHAIHHOM
mepuofe: A — carruTanbHBINA cpe3 B 001acTu nedeHn; B — mo-
TIePEYHBIN cpe3 B obmacT neuenu; C — B OPraHOB Oprom-
Ho# monoctu B 3—5 Henenb; D — Ha cpoke 4 Henenu; E — Ha
cpoke 5 Heaenb; F — Ha cpoke 7 Heaenb; | — mpuUMHUTHBHAS
KuIIeuHast TpyOka; 2 — MEYeHOYHbIH JUBEPTHKYI (IUBEp-
THKYJ IKCTPAIEYCHOYHBIX MPOTOKOB); 3 — IyIOYHAs BEHA;
4 — KeNTOYHBIC ITyIIOYHO-KUIICYHBIC BEHBI; 5 — CHHYCOUIBI
meuenn; 6 — nmpotok Krosbe (duct of Cuvier); 7 — mopTais-
Hasl BeHa; 8 — celle3eHOUHas U BEPXHsisi OpbDKEEUHAs! BEHBI
1 00JIacTh MX COEIIMHEHUs, yUacTBYIOIas B (POPMUPOBAHUN
MOPTAILHON BEHBI; 9 — aHACTOMO3BI MEXKLY JKENTOYHBIMU U
ITyTIOYHO-KUIIEYHBIMU cocynamy, 10 — BEHO3HBII IPOTOK
(Arrandius ductus); 11 — me4eHOYHbBIC BEHBI

<\
\ "\\\ VENOUS DUCT

INFERIOR
VENA CAVA

UMBILICAL VEIN™
PORTAL VEIN

Puc. 2. Pa3BuTne BeH IMeueHH MOCIe POXKACHUS (B MOCTHA-
TaJTHHOM TIEPUOIE)
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nokosi. B To jxe BpeMsi BopoTHast BeHa, (hopMUpYOLLa-
SICSI TIPY CITMSTHUH CEJIC3€HOUYHOM U BepXHEH OphhKeed-
HOli BeH, obecneunBaeT 70—75% 001Iero neueHoIHoro
KPOBOTOKA, HO IOCTaBJIsIeT K oprany MeHee 50% HeoO-
XOIUMOTro Kuciopoaa. KpoBb U3 neueHOUHBIX apTepu-
OJ1 ¥ BOPOTHBIX BEHYJ MOCTYIMAET B CHHYCOU/BI, 1ajiee
B ILIEHTpPAJbHBIC BEHYINBI, OOpa3ylolinue NeYeHOUYHbIE
BeHbl. D(QEepeHTHBII KPOBOTOK OCYILECTBISETCS IO
MEYCHOYHBIM BEHaM, BIAJAIOIIUM B HMKHIOIO IIOJIYIO
BEHY. YMEHbIIIEHUE NOCTYIUIEHHUs] KPOBU 10 BOPOTHOU
BEHE MPHUBOAUT K HEMEIJIEHHOMY YCHUJIEHHIO KPOBOTO-
Ka 1o neuyeHoyHol aprepuu [11, 12].

KAMHUYECKUNA CAYYAN

B npeocmasnennom nudice KIUHUYECKOM ciyyde
AHOMATILHBIN OPEHAdC NOPMATLHOU 8EeHbL 8 KOPOHAD-
HbLI CUHYC COYemaics ¢ eunoniasuell npagou eemsu
B80POMHOU 6eHbl U J1ecOyHoU eunepmensueil 1V cme-
neHu.

bonvnou 11. 22 nem nocmynun ¢ omoenenue xupyp-
euueckoeo neuenus BIIC OI'BY «DHL] mpaucnaan-
MON02UU U UCKYCCIMBEHHBIX OP2AHO8 UMEHU aKademu-
ka B.U. Illymaxosay 11 ¢gpespans 2013 2. ¢ duacnozom
«BPOIACOEHHDIL NOPOK — AHOMANUSL BNAOEHUSL BOPOMHOU
8€HbL 8 NPABoe npedcepoue; HedOCMAMOYHOCHb Mpex-
CMBOpYAmMo20 KIanana 3-ii CMeneHu,; 8blCOKAs 1e20Y-
Has eunepmeH3us; HeOOCMAMOYHOCHb KpOo8oobpa-
wenust 1l a, ¢pynxyuonanvroiii kracc I; nopmanvuas
2unepmeH3usy».

Ipu nocmynienuu nayueHm npeovASIAL Hcdl00bl
Ha c1ab0Cmb, NOBLIUEHHYIO YMOMASAEMOCHDb, 0ObIUKY
u cepoyebuenue npu Quauyeckol HazpysKe, Kynupyio-
wuecsi 8 nokoe, nepuoouyecKue omexku cmon, NoKau-
JIUBAHUSL, YCUTUBAIOUJUECS OCEHbIO, CHUIICEHUE annemu-
ma u 20/106Hble DONU, BO3HUKAIOWUE Yepe3 HEKOmMOopoe
epems nocie npuema nuuu.

U3 anamnesa uzeecmno, umo pebernok om 2-ii Oe-
pemennocmu, npomexasuteti ha ¢one OPBU na pan-
HUX CPOKAX bepeMeHHOCTU, Yepo3e npepuleanus bepe-
MeHnnocmu 6 1-m mpumecmpe, om 1-x ceoespemeHHbIx
camocmosmenvuvix pooos. C 7 nem y nayueHma Ovli
OUACHOCMUPOBAH BPONCOCHHBIL NOPOK cepoya — Oe-
ghexm medicnpedcepoHotl nepecopooku. Manvuux na-
01100a1Cs ¢ NOPOKOM cepoya 8 KapouoLo2Uyeckom
yenmpe no mecmy scumenvcmea. B 2001 2. no IXO-KI”
ObLIA BbIAGILEHA YMEPEHHAA OUNAmayus Npasvlx Om-
0enos cepoya U OMHOCUMENbHAST MPUKYCHUOANbHAS
Heoocmamoynocme 1—2-u cmenenu, uoOUOnamu4eckoe
pacuuperue ne2ounoll apmepuu. bviio pekomenoosa-
HO onepamushoe newenue nopoka cepoya (AMIIII).
B 2002 2. npu npedonepayuonnom obcredosanuu Ha
AH2UOKAPOUOSPAPDUUECKOM UCCAeQ08aHUU ObLIO NOO-
meepocoeno Hanudue JIMIIIT be3 eemoounamuuecku
BBIPANCEHHO20 COPOCA U BbICOKAS 1€20YHAS 2UNEePIIeH-
sust (CHJIA — 95 mm pm. cm., JIJIA — 37 mm pm. cm.,
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cp JIA — 56 mm pm. cm.). B c:3u ¢ Hanuuuem 8blcOKollL
Jle20YHOU 2unepmen3uu onepamueHoe iedyeHue He npo-
B00UNOCH, HAZHAYEHA CUMNMOMAMUYECKAs Mepanusl.
B 2007 2. nocmasnen ouacno3z «nepeuuHas n1e20unas
2unepmeH3us, OMHOCUMENbHASL HeOOCHANOYHOCHb
mpuxycnuoanvhoco kianawa 3-u cmenenu, HK 2ay.
Hasnauen Ovin npuem nopeaxca (5 me/cym), eapgha-
puna (2,5 me/cym). B 2011 2. nogmopHo npooounocs
aneuoepagpuueckoe ucciedosanue ¢ kamemepuzayuell
npasvix omoenos cepoyd, Ha KOmMopoM GblAGILEHO Ha-
qauyue CIJA — 90 mm pm. cm. u na IXO-KI npaso-ne-
811l COPOC 8 OONACMU MENCHPEOCEPOHO20 COOOUCHUA.
B nosope 2012 2. nayuenm nanpasnen ¢ @I'BY «Poc-
CULICKULL KapOUONIO2UHeCKULl HAYYHO-NPOU3B00CTNEEH-
Hblll kKomniexey Munucmepcemea 30pagooxpanenus PO
0Jis1 ymouHeHUs: OUuaeHo3da u noobopa mepanuu, 20e npu
06cnedosanuu ObLA BbIABIEHA AHOMANUS BNAOEHUS 8O-
PpomHoll eenvl 8 npagoe npedcepoue. Ilayuenmy pexo-
menoosana koucynomayusi 6 PI'BY « OHI[TUO umenu
axaoemuka B.U. [llymakxosay ors pewenus gonpoca o
B03MONCHOCTNU PEKOHCMPYKMUBHOU ONepayuu Ha 80-
POMHOU geHe.

Ipu ocmompe — KodicHbie NOKPOGyL OIEOHON OKpaC-
Ku, wucmoie. Tenocnooicenue acmenuueckoe. I pyonas
K1emKa degopmuposana, kugockonuos. Obnacms cep-
oya He usmeHena. B neekux Ovixauue di#ecmrkosamoe,
nPoOBOOUMCst 60 6ce omoenvl, Xpunog nem. Buzyano-
HO onpeoensiemcsi 8epXyuleuuvili moaioK 8 obnacmu
5-20 medxcpebepvs NO CPeOHeKIOUUYHOU TUHUU Cle8d
om epyounul. Ilpu ayckyremayuu — mousl cepoya Ac-
Hole, pummuunsie ¢ YCC 92 yoapa 6 munymy, akyenm
2-20 moHa 60 2-m medicpebepbe ciesa om Kpas epyou-
Hbl. Buicmywusaemcesn cucmonudeckuii wym ¢ Makcu-
MAbHOU UHMEHCUBHOCIbIO 80 2-M Mexcpebepbe clesa
om Kpasi 2pyOunsl U HAO 00LACMbIO MeUe8UOHO20 O~
pocmia. JKusom 6 pazmepax He ygenudeH, npu naibna-
yuu mackuil, besboneznennwlii 60 6cex omoenax. Ileuenw
He ysenuyeHa, nanvnayus dezoonesnennasn. Cenesenka
ne nanovnupyemcs. CUMAMOM «HOKONAYUBAHUA» OMPU-
yamenvuwlil ¢ obeux cmopon. llepughepuueckux ome-
KO8 Hem.

OKT': cunycosvui pumm, npasunvhoviti, ¢ HYCC
92 yoapa 8 Munymy, pe3koe OmKIOHeHUe dIeKmpuyec-
KOl ocu cepoya enpaso, HDioKadvl 3a0Hell 6emau i1esoll
Hooicku nyuka I uca.

Penmeenoepagusa opeanos epyonoii kiemku: pac-
wupenue cepoya 3a cuem npasoeo npeocepoust ¢ IKc-
nawncuetl eco cmenxu. Kopuu neexux pacuupenvt, nyio-
cayusa ux ycunena. Ommeuaemcs no 1e6omy KOHmMypy
svlOyxanue dyau 1e2oynol apmepuit (puc. 3).

DBJ] — ocuznenHas emMKocmy 1e2KUX 3HAUUmMenbHo
cHudicena. Tlpusnaxku ymepenHou pecmpukyuu annapa-
ma eHMUuaAYUU.

Ox0-KI': pasmep nesoeo scenyoouka: (K/[P—4,3 cm;
KCP — 2,5 cm, ®U — 65%), neoe npedcepoue — 2,8 cm
(3,1 x 3,0 cm), npasviii scenyoouex — 2,6 cm. Tonwu-
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na MOKII — 1,5 cm, monwuna 3aoueti cmenku JIK —
1,5 cm, monwuna nepeoneii cmenku IDK — 1,0 cwm.
Ilpasoe npedcepoue — 4,2 x 3,9 cm. Juamemp aopmol
Ha yposne OK — 2,1 cm, socxodswuti omoen — 3,4 cm.
Aopmansuelii kn1anan 6e3 ocobennocmeu. Mumpans-
HbILL KIanan — 6e3 ocobeHHocmel, Cmenensb pezypeu-
mayuu — 0-I cm. Tpexcmeopuamoiii kranan — @K —
46 mm, cmeopku QuOpo3HO U3MEHeHbl, NOOBUINICHBIE.
Pecypeumayus 6 npasoe npedcepoue — 3-ii cmeneuu.
Juamemp @K necounoti apmepuu — 30 mm, Vmax —
1,28 m/c, ouamemp cmeona — 36 mm, npasas 6emeb —
19 mm, nesas — 23 mm. Iluxoswlil epaduenm OasieHus
Ha K1anawe 1e204Hol apmepuu Makcumanvio — 134 mm
pm. cm. MIIIT u MOKII unmaxkmusl. Pacuwupen xopo-
Hapuolli cunyc (puc. 4-7).
CnupanvHas KOMNbOMEPHAs momozpagus opea-
HO8 2pPYOHOU KiemKu U OPHOUHOU NOIOCMU C KOHM-
pacmuposanuem: cepoye y8eluyeHo 8 pamepax, npe-
UMyuwjecmeenHo 3a cuem npaswvix omoenos. Pazmepwi
npasoeo npeocepoust — 5,0 x 7,0 cm, nesoeo npeocep-
’?'é,yu:f,«ﬁ 225 ousi — 2,7 em, KJP IDK — 5,7 cm, KJ{P JDK — 3,9 cm.
e 7en e . Muoxapo He ymonwen, ommeyaemcss NOGbIULEHHAs
i mpabexyiaprocmv [DK, eunepmpoghust mooepamopro-
20 nyuka. J{auHvlx 3a cenmanbHvle epexmul He Noy-
yeno. Ommeuaemcs pacuuperue KOpoHapHo2o CUHYCa
0o 2,2 cm. B koponapuwlii cumyc omkpwvieaemcs utyHm
ouamempom 2,3 cm, credyrowuil u3 OpIouHoON noioC-
mu, aHacMoMO3UPOBAHHbIIL ¢ 860pomHol geHoti. Cmeon
ne2ouHol apmepuu pacuwiuper 0o 4,8 cm, ouamemp
npasoti eemsu JIA — 2,6 cm, neeou — 2,7 cm. anuvix
3a mpom603 He noryyero. Jlecounvie geHvl gnadarom @
nesoe npedcepoue. J{aHHbIX 3 AHOMAIbHLIL OPEHANC
He nonyueno. BIIB — obviuno cghopmuposana, eénaoa-

Puc. 3. Pentrenorpadus opraHoB rpytHOi KJIETKA

Puc. 4. TpauctopakasnbHas 3xokapauorpadus. Pacmmpenue
CTBOJIa JIETOYHOM aprepun u ee Betseit (d JIa— 3,8 cM, d mpa-
Bas BeTBb Jla — 2,3 cMm, d sieBas BetBb Jla — 2,5 cm)

ductus venosus

Puc. 5. TpancropakanbHas sxokapauorpagus. Pacimpenne  Puc. 6. CrimpanibHasi KOMITbIOTEpHAsi TOMOTpadusi OpraHoB
¢ubpo3HOTO KOJNIBIIA TpexcTBOpYarToro kinanana (D =41 MM)  TpyAHOW KJIETKH C KOHTPACTHPOBAHUEM
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Puc. 7. CnmpanbHasi KOMIBIOTepHas TOMOTpadHs OpraHoB
TPYIHOW KIIETKH C KOHTpacTHpoBaHUeM: | — myHT (ductus
venosus), COSAUHSIOIMN V. porte N BIAAAIOIMK B IIpaBOe
npencepane (KOpoHapHbIN CUHYC)

em 6 111, ouamemp npu eénadenuu 6 I111 2,7 X 2,3 cm.
Jluamemp socxoosuyeii aopmot — 3,3 cm, dyeu — 2,2 cm.
B nonocmu nepuxapoa cooepacumozo ne 6vis61eHo.

bprownas norocms — c60600HO1 JcUOKOCMU HE 8bl-
seneno. Tleuens 0bbIYHOL Popmbl, ¢ YEMKUMU KOHNY-
pamu, He yeenuyena (eepxue-HudicHull pasmep — 8,5 cm,
qesotl donu — 35,0 cm). Ilnomuocms napenxumvi neyeHu
6 Npedenax HOpMbl, OYACOBbIX USMEHEHULL He BbIABIEHO.
Brympuneuenounvie npomoku e pacuupensi. Cmpyx-
mypul gopom neueru ouppepenyuposanvt. Cmeon 60-
POMHOU 8eHbL 00LIYHO20 PACNONONCEHUS U QuamMempda,
omcymcmeyem GHYmpUneueHoyHoe oOeleHue opom-
Holl genvl. Bena Openupyemcs 6 npagoe npedcepoue
HOCPEOCMBOM  8bIULEONUCAHNHO20 UiyHma. JKenunwiil
NY3bIPb YEEIUYEH, ¢ HATUYUEM O8YX NePemsiiceK 6 00-
nacmu OHa u mena. Cooepacumoe e20 00HOPOOHoe, He3
KoOHKpemenmos. [1odacenyoounas jcenesa, cene3eHka u
nouka 6e3 namonocuul.

MP-momocpagusi 201061020 MO32a:  GbIAGNEHbL
cUMMempudHble 30Hbl N0 MUNY 0e2enepayull 8 NPoex-
yuu 6a3anbHLIX s10ep Mo3ed.

Koncynomuposan nesponocom — na momenm oc-
MOMPA OAHHBIX 3d NOPAICEHUE HEPEHOU CUCTNEMbL HEMN.

Y3U opeanos bprownoii nonocmu — pazmepvi neve-
HU He ygenuuensl (npasas 0ons 13,2 cm, neas— 5,9 cm).
Koumypot posnule, uemkue. Ilapenxuma oughghysno u3z-
MeHeHa 3a cuem QuUOPOHLIX UMEHEHULl, IX02eHHOCb
ymepenno. Ommeyena eunepIXo2eHHOCmy CIMEHOK COo-
CYO08 U JICETUHbIX NPOMOKOS. Amunuunoe cmpoenue
BOPOMHOIL 6€HbI — NPOCTENCUBACMCS 00 YPOBHS GOPOM,
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ouamempom 1,1 cm 8 mecme ciusnus 6epxmeti Opuvloice-
€UHOIl BeHbl U Celle3eHOYHOU enbl. B napenxume ne-
ueHu npasas eemevb 8 MM nocie OeleHus u oaiee He
npociexcusaemcsi. Jlesas eemev ouamempom 1,2 cm 6
Mecme Oenenus u danee ouamempom 1,3—1,5 cm edu-
HbIM CIBONIOM NPOXOOUM uepe3 1e8yio 000 NeyeHl,
npuiemM KposomoK mpex@anulil, Kax 6 ne4eHOYHbIX Ge-
Hax. Tleyenounas apmepus 10yupyemcs Ha ypoeHe 80-
pom neyenu 8 napenxume. Huodicnss nonas eena — oua-
memp 1,7 cm. Ilodocenyoounas sceneza ne ygeiuuenda
u ne usmenena. Cenesenka — pasmepul He Y8eIUyeHbl,
10,2 x 2.9 cm, S — 29 cm’. Cenesenounasd eena 7 mm,
KPOBOMOK mpexghasHbvlll, N0 Muny apmepudaibHO20
Vmax — 58 cm/c.

OI'JIC — nosepxnocmuwiii eacmpum. [{yooenum.

B ananuzax xposu na cebs obpawaem @HuMaHue
apumpoyumemusi (5,87 % 10%/n), eunepenodbunemus
(193 2/n), mpomboyumonenus (105 < 10°/n), umo, oue-
BUOHO, CBA3AHO C HANUYUEM BbICOKOU JIe20UHOU 2unep-
meH3uu, eunepourupyounemus (0owui ounupyoun —
58,6 mmonv/n, npamou ounupyourn — 7,9 mmonsv/n).
Koaeynoepamma — acpecayus ¢ aopeunanurom 25%, c
ANlD —50%, AYTB — 37, [ITH 67%, MHO — 1,55, pu6-
punoeen — 1500, PKOM — 3,5. Ananus xposu na supyc-
Hble 2enamumol — OMPUYAMenbHbL.

PE3YABTATbI U OBCYXAEHMUE

B HOpME K nedeHHU 0 MEYEHOYHOM apTepUH U BO-
poTHOil Bene noctynaetr 10 20% obuiero odbema cep-
nedHoro BeIOpoca. [ledeHouHast apTepusi OTXOTUT OT
YpeBHOIo cTBONa U obecneunBaeT 25-30% addepeH-
THOTO KpOBOTOKa. BopoTHas BeHa, (opmupyromascs
NpU CIUSHUM CEIEe3CHOYHON M BepXHEH OpbLKeeyHOM
BeH, oOecneunmBaeT 70-75% o0O0MIErO MEYEHOYHOTO
KpoBOTOKa. KpOBb M3 IEUEHOYHBIX apeTeproll U BO-
POTHBIX BEHYJ IOCTYNAeT B CHHYCOM/IbI, Aajiee B [ICH-
TpaJibHbIE BEHYJbI, 00pa3yOlIie MEYEHOYHbIC BEHBI.
DddepeHTHBIII KPOBOTOK OCYIIECTBIAETCS MO Tiede-
HOYHBIM BEHaM, BIA/IAI0NIMM B HU)KHIOIO TTOJTYIO BEHY.
‘VYMeHbIIIEHNE TOCTYIUIEHUSI KPOBU 110 BOPOTHOW BEHE
NPUBOAUT K HEMEIJICHHOMY YCHJICHHIO KPOBOTOKA B
MEYEHOUYHOU apTepuu, Vmax B NEYEHOYHOU apTepuu
41 cm/cex (HopMa 10 6570 cm/cek), 9YTO TOBOPHUT O Ha-
JMYUH Pa3rpy304HOTO IIYHTA, CBSI3aHHOTO C BOPOTHON
cuctemoii neuenu. [lo nanubim Y3/1C cocynoB nevyenu,
KPOBOTOK B BOPOTHOH BeHE M3MEHEH (M3-3a TUITOILIA-
3UM BOPOTHOW CHUCTEMBI), Tpex(a3HbIi, CHIKEH, KaK B
MEYCHOUHBIX BEHAX, U3-3a ATOTO MOJHOIEHHOTO KPOBO-
oOpalleHus B IEYEHH HE OCYLIECTBIISIETCS , HO TaK Kak
UMeeTCsl 00X0THOW AIMOPHOHANBHBIN IIYHT, 110 KOTOPO-
My OCYIIIECTBIISIETCS KaK OBbI pa3rpy3ka o0beMa KpoBO-
TOKa B 00XOJ IeueHH, TO Ojaromaps emy y MalueHTa
elle He Pa3BHIIOCh Ha ()OHE MMEIOIICHCS MOPTAILHOM
TUTIEPTEH3UH pacIIipEeHne BEH MHIIEBO/a, THIIePCILIe-
HOMETaJTHS.
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Ha ocHOBaHWM TONMY4YEHHBIX NAaHHBIX TpU 0OCIe-
JIOBAaHUM yCTAHOBJICH MTUArHO3 «BPOKICHHBIN IMTOPOK —
AQHOMAJIBHBIN JPEHAXK [TOPTAILHON BEHbI B KOPOHAPHBIN
CUHYC; THIOIUIa31s NpaBOi BOPOTHOM BEHBI; HEAOCTA-
TOYHOCTh TpexcTBopuartoro kiamana Il crenenu; se-
royHas runepreHsus [V creneHu; HE0CTaTOYHOCTh
kpoBooOpartneHus 110, pyHkIMOHaIBHBIH Ki1ace [V,

YuutbiBas 0eCrepCreKTHBHOCTh KOHCEPBATHBHOM
Tepanuu, 11 NalueHTa ¢ HaJuYHeM BPOKICHHOW ma-
TOJIOTUM CEpJilla U TE€YEHHU, OCIOKHEHHOU BBICOKOM
JIETOYHON THUINEPTEH3UEH, E€AMHCTBEHHBIM METOIOM
paauKaIbHOM MOMOIIY SIBISIETCS XUPYPrHUUECcKoe BMe-
wartenbeTBO. [TokasaHo 1-M 3TanoM BEINOIHUTH TPAHC-
IJIAHTAITMIO  CEPACYHO-JIETOYHOTO KOMIUIEKCA, TIpH
STOM aHATOMMSI aHOMAJILHOTO JApEHa)Xka MOPTaTIHHOU
CUCTEMBI Oy/IeT aHACTOMO3HPOBAHA C MPABBIM IPEICEP-
JIMeM CepJIeUYHO-JIErOYHOr0 KOMIUIEKCa, 2-i 3Tamn — op-
TOTONTMYECKAsT TPAHCIUIAHTAITUS TTEYCHH C Pa300IIeHu-
€M COYCThS MIOPTAILHON BEHBI U MPABOTO MPEICEPAUs.
W3 noctynHol oTeuecTBEHHOU U 3apyOeKHOW JTUTEpa-
TYpbl ONMCAHKE CIIyYaeB ONEPATUBHOIO JICUEHUS TAKO-
TO TIOPOKa Cep/la U ICUCHN HaMHU HE HalIeHO.

[TanieHT OT MPENIOKEHHOTO OTMEePATUBHOTO Jieue-
HUA OTKazalcs. B HacTosiee BpemMsi IPOBOAUTCS Tepa-
us (IMHAMUKO, JVJITHA3EM, acCITHPUH-KapIno).

3AKAIOYEHMUE

OrnrcaHHbBIN peAKUi KITMHIYCCKUH CITydail JeMOHC-
TPUPYET COUYEeTaHUE BPOXKJICHHON aHOMaJIMU MOPTallb-
HOM CHCTEMBI M CEpPALIA C BBICOKOH JIETOYHOM IT'HITepTEH-
3Weid, B OCHOBE KOTOPOTO JIEKUT (YHKIIMOHHUPYIOIIUI
AMOpPHOHATBHBIA BEHO3HBIN MPOTOK (ductus venosus),
LIYHTUPYIOIIUKCSA B 00X0/ IIEYeHH B MpaBoe Mpescep-
nue (KOpOHApHBIN CHHYC), B COYETAaHHU C TUIIOILIa3UeH
MpaBoil BOPOTHOM BEHHI.

Ortuonorudeckunii paxtop (OPBU c BeicOkol mH-
Xopaakoi B 1-M TpuMecTpe OepeMEHHOCTH, yrpos3a
IpepbIBaHnsl OepEeMEHHOCTH), BO3MOXKHO, OKa3bIBall
BIHMSHYE HA IJIOJ HA paHHUX Cpokax ero (opmuposa-
HUS, B TIEpUOJ] KapIMOTeHe3a U aHTHoTreHe3a. B maHaom
cllydyae Tl BIUSTHUEM 3THOJOTHYECKUX (PaKTOPOB U B
COUYCTAHUU TUIOIIA3UU MPABOI BETBU BOPOTHOM BEHBI
y TaIMeHTa CoXpaHmics U GyHKIIMOHUpPYET ductus ve-
nosus, KOTOPBI SBJSETCS KOMIEHCATOPHBIM COCYIOM
JUIsL OCYIIIECTBIICHUSI KPOBOOOPAIIICHUS B IICUCHH.
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