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CJTIYYAN PEOAKOIO BPOXXAEHHOIO MOPOKA
KOCTHO-MbILLEYHO CUCTEMbI - CUPEHOMENUW
B COYETAHUUN C MEFTALIUCTUCOM

N EQUHCTBEHHOW APTEPUEW NYMNOBWHDI

CnperHomenus (CUHAPOM «pycankm») — BPOXLAEHHasi MaToNorvis, BO3HMKAIOLLAs BCIEACTBME HAPYLUEHNsS KPOBOCHAOXeHMs
3MOproHa. [1ns Hee xapakTepHO CAMSHUE HUXHUX KOHEYHOCTE B COMETaHNM C areHe3ner Noyek, annasuen Kpectla, NpsmMon
KWMLK 11 MOYEBOro My3blpst. YacToTa BCTpedaeMocT 1 Ha 60 ThiC. HOBOPOXKAEHHbIX, COOTHOLLIEHME MOMOB (MY>CKOro / KeH-
ckoro) = 2,7 : 1. CpeHoMenus He OTHOCUTCS K HaclleflyeMon aHoManum, OonbLWMHCTBO Clly4aeB Cnopafiuyeckme, no3ToMy
PUCK peLmanBa He3HaunTeneH. JanHas nybnmkaums nocesLieHa paHHeN A1MarHoCTVKe BPOXKAEHHOrO Mopoka KOCTHO-MbileY-
HOW C1CTEMbI — CUPEHOMENNI B COYeTaHWM C MEraumncTMCOM W eANHCTBEHHOW apTepuet MynoByUHbI.
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A CASE OF A RARE CONGENITAL DEFECT OF THE MUSCULOSKELETAL SYSTEM -
SIRENOMELIA IN COMBINATION WITH MEGACYSTIS AND A SINGLE UMBILICAL ARTERY

Sirenomelia (mermaid syndrome) is a congenital pathology that occurs due to a violation of the blood supply to the embryo.
It is characterized by fusion of the lower extremities in combination with agenesis of the kidneys, aplasia of the sacrum, rec-
tum and bladder. The frequency of occurrence is 1 per 60 thousand newborns, the sex ratio is male / female 2.7 : 1. Sirenomelia
does not belong to an inherited anomaly, most cases are sporadic, so the risk of relapse is not significant. This publication is
devoted to the early diagnosis of a congenital malformation of the musculoskeletal system - sirenomelia in combination with

megacystis and a single umbilical artery.
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CI/IpeHOMeJII/IH (cUHIPOM «pyCaNKu») — BPOKAEHHAsS
TATOJIOTHS, BO3HUKAIONAS BCJIEACTBIE HAPYIICHIUS
KpoBocHabxkeHnsg sMOpmona. /[l1sg Hee XapaKTepHO
CAMSHUE HIDKHUX KOHEYHOCTEH B COYETAHWN C areHe-
3ueil MoYeK, arviazueil Kpecriia, NPSMON KUIIKM U
MoueBOTO Ty3bIps. YacTota BeTpedaemoctn 1 Ha
60 TbIC. HOBOPOXK/IEHHBIX, COOTHOIIEHHE TTOJIOB — MYXK-
ckoro/kenckoro nojia 2,7 : 1 [1, 2]. Cupernomenus ne
OTHOCHTCS K HaCJeIyeMoil aHOMaJNH, OOIbIIIHCTBO
CIy4aeB CHOpaJMYecKue, TO3TOMY PHUCK PEIUnBa He-
3HAUNTEJICH.

Wcropnueckne 3aMeTKH O CHPEHOMEJNH BIIEPBBIE
ony6aukoBanbl B 1542 romy. B 1927 roay Otro
Kamnmaiiep o6HAPYKUJIT CBSI3b MEXK/Y CUPeHOMesHell 1
eIMHCTBeHHOI aprepueil mymosunbl. Tuddam Hopke
u3 Kiupyorepa (Daopuga) neperecia yenemmnyio one-
panuio 10 pasjieseHuio HOT, KOTJa eil He ObLIO elle
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roga. Ona ObLIa caMO JOJIIO BBIKHUBIIEH MAIIIEHTKOI
Ha CETOAHSNIHUN [IeHb, yMepJa B Bo3pacte 27 JieT.

IIpenaraapHasi AMAarHOCTHKA CHHIPOMA <«PYCATKI»
OCHOBaHa Ha OOHAPYKEHUN NATOTHOMOHUYHOTO JIJIsI
HEro MPHU3HAKA: CJAUSHUS HISKHUX KOHEYHOCTEN.
Cinsinne MOKET KacaThCsl MSITKUX TKaHel U HEKOTOPbIX
TPyOUAThIX KOCTEH KOHEYHOCTEH B COYETAHWU C TUIO-
IIas3nell WM amjasmell KocTell KOHeuHOCTell M Tala,
BPOSKJIEHHBIM BBIBUXOM OGefipa, Cru6arebHbIMH KOH-
TPAKTypaMu Ta300e[PEHHBIX U KOJEHHBIX CYCTaBOB,
Kocosanoctpio. IIpu aToM MOryT ObITh CHOPMUPOBAHBI
JIBE CTOIIBI, OJIHA WJIN OTCYTCTBOBaTH 00e [3, 4].

Bo/bIIMHCTBO  CJIydaeB CHPEHOMEMU CIIOPa[nye-
CKMEe ¥ HE CBSI3aHBI C XPOMOCOMHBIME AHOMAJHSIMU.
CHHIPDOM «PYCAJTKHI» 9aCTO COUETAETCS C BPOXKIAEHHOM
areHesueil MOvYeK, 4TO 06YCJIABINBAET TSIKECTh COCTOSI-
HUA IJI0a B JajbHeimieM [, 6].
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W3-3a coueranusa ¢ areHesueil oYeKk CUPEHOMeEJIHS
ABJSETCA JIETAIBHBIM TIOPOKOM. OfHaKo, B PEIKNX
cIydasX, areHe3Msl MOXKeT OTCyTcTBoBarh. Tak, B Ha-
crosilee BpeMs U3BECTHO O YeTbIpeX IalUeHTKax,
SKMBYIIUX TI0CJI€ MHOTOKPATHBIX XUPYPIUYECKUX OIlle-
panuii 1o MOBOAY CUPEHOMEJH.

MATEPWUAJIbI U METObI

IMarmentka 31 roga, o6paTuBHIAsICS B KAOUHET YJIb-
TpasBykoBoro ckpununra Kys6acckoii 061acTHON KJn-
nnveckoit 6ompautbl M. C.B. BesseBa, mpu npose/e-
HUM KOTOPOTO HATHOCTHPOBAH BPOXKIEHHBIH TOPOK
KOCTHO-MBIIIEYHON CUCTEMBI — CHPEHOMEJNH B COYETa-
HUH C MEralucTuCOM U eMHCTBEHHOU apTepueil Imymno-
BUHBI.

PE3YJIbTATbI N1 ObCY>XXAEHUE

Ha mnpuem B kaGuHer I1epBOTO CKPUHHUHTA
Kysb6acckoit 06JacTHON KJINHUYECKONH OGOJIBHUIIBI WM.
C.B. bensieBa o6patmmach xenmuna 31 roga, mo Ha-
[IPABJIEHUIO C MECTA JKUTEJbCTBA /ISl TIPOBEJIEHIS BTO-
POro ypoOBHSI IIPEHATATBHONU [HMATHOCTHKH B IHEPBOM
TpuMectpe GepeMeHHOCTH. BepeMeHHOCTb Gblja TPEThs
10 CYeTy, HACTYIUJIA B Pe3yJibTaTe OBTOPHOTO 9KCTPa-
KOPIIOPAJIIbHOTO OIJIOIOTBOPEHUS], TIePBbIe /[BE 3aKOH-
YHUJICH BBIKHU/IBIIIAMU B PAHHEM CPOKE.

[Tpu mpoBejieHNN YJIbTPA3BYKOBOTO HCCJIEI0BAHNUS
6110 BbIsiBeHO: Cpok GepeMeHHOCTH COCTABJSLI 110
pasmepaM 1ioga 12 memenp m 4 gua. OO6HapysKeHBI
creyonne u3MeHeHns: — o6e HIKHIE KOHEYHOCTH
ObLIN CPAIIEHbl, ABUKEHUSI B KOJEHHBIX U TOJEHOCTOTI-
HBIX CycTaBax oTcyTtcrBoBain. Koctu rosexn Gbliu
YKOPOYEHbBI, BCE KOCTH HUMKHUX KOHEUHOCTEIl IPUCYT-
CTBOBaJIM B NOJTHOM 00béMe. Ha o6enx cromax ormeya-
Jlach mosmakTuamst, no 6 u 7 nasipies. [louku Bu3ya-
JIN3UPOBAJIUCDH T10]] MOYEBBIM ITy3bIPEM B MaJIOM Ta3y,
0OBIYHOH (POPMBI W OOBIYHBIX Pa3MepoB, C He3HAUU-

PucyHok 1

CoHorpadcus NynoBuHbI Nioaa
Figure 1

Fetal umbilical cord sonography
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TEJbHO PACHIMPEHHLIMM JOXaHKAMHU B TIpejiesiaX HOop-
MBI. MoueBoii my3bIphb ObLT yBesamdeH g0 11 MM Ha
MIPOTSIKEHUH BCETO OCMOTPA, He onopoxHsAncs. Takxe
ObLT BBISIBJIEH BPOSK/JEHHDII MOPOK PA3BUTHUS IIYIOBU-
Hbl — eanHcTBenHas aprepus (puc. 1 u 2).

IIpu npunesbHOM HCCaeJOBAHUM HA TPeAMeT Map-
KEPOB XPOMOCOMHBIX aHOMAJHUH OBLTO BBISBJIEHO:
yMEHbIIIEHUE [IJINHBI HOCOBBIX KOCTEH M CHUKEHHE UX
XOTEHHOCTH, OTMEYaJsCsl MaTOJOTMYeCKHil KPOBOTOK B
BEHO3HOM IIPOTOKE C PEBEPCHBIM IMACTOTNYECKUM KOM-
IIOHEHTOM.

[Ipyrux codyeTaHHbIX MATOJOTUI U aHOMAJIUI HE Bbl-
SIBJIEHO, TOJIOBHOH MO3T, TO3BOHOYHUK, BEPXHUE KOHEY-
HOCTH, OCTaJbHbIe BHYTPEHHHE OPraHbl BBITJISAICIN
OOBIYHO JJIST TAaHHOTO cpoka rectaiiui. OKOJIOMIOHbIE
BOJIBI I XOPUOH TaKe OBLIN B HOPME.

ITo pesysnbraTaM OMOXUMIYECKOTO CKPUHITHTA JKEH-
IMHA HAXO/IMJIaCh B, TaK HAa3bIBAEMOM, «Cepoil 30HE»,
rpy0ObIX OTKJIOHEHUIT IO TIOKa3aTejeM TOPMOHOB KPOBH
He BBISBJICHO, PUCKU 10 XPOMOCOMHBIM TIaTOJIOTUAM
Obumu BhImre, yem 1 : 100.

JKenmuna 6blta HanpaB/ieHa B aKyIIepy-THHEKOJIO-
T'y-TIPEHATAJIOTY M Ha MPEHATAJbHbII KOHCUJIUYM COOT-
BeTcTBeHHO. OHa TMpHWHSAJIA pellenne MpepbiBaTh Gepe-
MEHHOCTH B CBSI3U C BBICOKUM PHUCKOM TJIyOOKOI WHBa-
Juan3anuu peGeHKa U BBICOKHM PHCKOM CMEPTHOCTH.

BbiBOJbl

Panngsa auarnocruka BposKJAeHHOTO IOPOKaA IIPeJoT-
BpaTmja HeOIaTONPUATHBIN NCXOA 6epeMEeHHOCTH IS
SKEHIIMHDL U ILI0JA.

Nudopmanus o ¢punancupoBannu u KoudpIuKTe
HHTEPECOB
HccegoBamite He UMEIO CTOHCOPCKOT TOIEPIKK.
ABTOPBI JIEKJAPUPYIOT OTCYTCTBHE SIBHBIX U MOTEH-
[UAJTBHBIX KOH(MJIUKTOB WHTEPECOB, CBSBAHHBIX C My-
6aUKaIeil HaCTOSIIEN CTaThH.

PucyHok 2

CoHorpadusa pyyek nnoaa
Figure 2

Sonography of fetal handles
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