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«CuHOpOM pycanku»: onucaHue AByX KNMHUYECKUX CrlyyaeB M 0630p nuTepaTypbl
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AHHoTauums. Hactoswas pa60Ta NHTErpupyeTt faHHble COBPEMEHHON Haquon nuTepaTtypbl C PETPOCNEKTUBHbIM aHaNM30oM ABYX KITMHUYECKUX
CllyqaeB cMpeHoMesnnmn, a Takke OeMOHCTPUPYeT 4YacToTy BCTpe4aeMOCTU 3TOro cMHAopomMa B KypraHCKoﬁ obnactu. B oboux cry4qasax noMmmmMmo
CpaLLeHNs HUKHUX KOHEYHOoCTen ObINU BbISIBNEHbI HECOBMECTUMbBIE C >KU3HbIO BUcCLeparnbHble aHOManuu. OnuvcaHHble Cly4au ycnewHo gua-
FHOCTUPOBaHbI MNpwu KOM6VIHVIpOBaHHOM npeHaTtanbHOM CKpUHUHre | TpumecTpa 6epeMeHHOCTVI C nomMmouibto yJ'IpraSByKOBOVI Bu3yanusauun, nog-
YepKnBaa 3KCNEepPTHY0 poJib 4aHHOro MeToda B AMarHOCTUKe CMpeHoMeENnnn. MpumeyaTenbHO, YTO LMTOreHeTUYeckoe nccrnenoBaHne nokasslBano
HOpMarnbHbIV KapuoTtun. Takum 06pa30M, ncecnenoBaHne noareepXxaaet MHeHUe, YTO PaHHAA yrbTpa3ByKoBadA AMArHOCTUKa 3KCNEePTHOro ypOBHSA
ABMAETCH €AUHCTBEHHON BEPHON TaKTUKOW, MNO3BOMSOLEN MAEHTU(MUNPOBATL CIOXHbIE HECOBMECTUMbIE C XU3HBbIO aHOManuu nroga u CBoes-
PeMeHHO NoCTaBUTb BOMNPOC O Ll,eJ'IeCOO6p83HOCTVI NPONOHIMPOBaHNA 6epemeHHocw|.

KnroueBble cnosa: cmuHapom pycarnku, cnpeHomenua, npeHartarnibHaa AnmarHoCTuka, ynbrpa3BykoBada AnarHoCcTuka, anngemMmnonorms

Abstract. This study synthesizes data from current literature with a retrospective analysis of two clinical cases of sirenomelia and establishes
the regional incidence of the condition within the Kurgan Region, Russia. In both cases, the lower limb fusion was accompanied by lethal visceral
anomalies. The reported cases were identified via first-trimester combined prenatal screening utilizing ultrasound imaging, highlighting the critical
utility of this method in the diagnosis of sirenomelia. Notably, cytogenetic analysis revealed a normal karyotype in both instances. Consequently,
this study reinforces the consensus that early, expert-level sonographic assessment constitutes the definitive clinical strategy for the identification
of complex, lethal fetal anomalies, thereby facilitating timely decision-making regarding pregnancy management.

Keywords: mermaid syndrome, sirenomelia, prenatal diagnosis, ultrasonography, epidemiology

®PuHaHcupoBaHue. ViccnegosaHve He UMENo CMOHCOPCKOW NOAAEPKKU.

Onsa umtnposanums: Kubiw E.B., Kubiw O.E., KyapsiBuesa E.B., Koanes B.B. «CuHApoM pycankuy»: onvcaHue ABYX KIMHUYECKUX CryYaeB U
0630p nuTepatypbl. AKyTCKUIA MeauUmMHCKMIA xypHan. 2026. 93(1): 144-148. https://doi.org/10.25789/YMJ.2026.93.31

BBepneHue. CMpeHomenvm («CVIH- Hem3BecTHa, MO pPasfnU4YHbiM AdaHHbIM  dopmMauum cepﬂ,equ-cocyn,MCTon Ccun-

OPOM pycanku», aHrn. — mermaid syn-
drome) — peakas BpoxaeHHasi aHoMa-
nus, Hambonee dApkum Mopdonoruye-
CKUM MPU3HAKoOM KOTOpON HABNAeTCH
CpallleHne HKHUX KOHEeYHOCTel nnoja
¢ (hopMMpOBaHMEM €AWHOW akCuanbHO
pacnonoXeHHON HUXHEN KOHEYHOCTU B
BUAE «XBOCTa pycarnku». Brnepsblie oHa
6bina onucaHa Rocheus (1542) and
Palfyn (1553) n Ha3BaHa B YecTb pycan-
Kn (OT rpeyd. oeIpriv — cupeHa + PEAOG
— vyacTb Tena, KoHevHocTb) [1]. ToyHas
yacToTa BCTpe4aemMoCTU CUpEeHOMEnuu

oHa BapbupyeT o1 1:60000 go 1:100000
[2, 3]. CooTHOWeEHME BCTpeYaeMocTun
CMHPOMA ANS MYXYUH W XKEHLUWMH COo-
crasnset ot 2,7:1 go 3,1:1 [4, 5]. Cupe-
HOMEnus SBMSETCS 3a4acTylo NneTanb-
HOW aHOManven pasBUTUSA, XapakTepu-
3ysiCb CYyLLECTBEHHON (PeHOTUNNYEeCcKomn
N3MEHYMBOCTbIO: PA3NINYHON CTENEHbIO
CpaLLEeHNs HWKHUX KOHEYHOCTeNn, aHo-
ManuMaMy NO3BOHOYHUKA, Aucnnasuen
noyek, ypeTpbl U MOYEBOro My3bIps,
ManbgopmMaLmusiMim NOnoBbIX OPraHoB.,
XKEnyao4yHO-KMLIEYHOro TpakTa, Marb-
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CTeMbl U ApYrUx opraHos [6].

OTvonorus cMpeHoOMenuMn Ha cerog-
HALWHWIA OeHb He OO0 KOoHua pacwmdpo-
BaHa. Bknag XpOMOCOMHbIX aHOManui B
pa3BuTMNE CUHOPOMA CHUTAETCH HE3HAYU-
TeNbHbIM, @ BEAYLLUMM NaTOreHETUYECKUM
MEXaHM3MOM MpU3HaeTCsl «cocyaucTasi
rmnotesa» — HapylleHue KayaanbHOro
KPOBOCHabXeHNSA Ha paHHWX 3Tanax am-
bpuoreHesa, cBA3aHHOE C aHOManusaMmu
pa3BMTUS KayganbHOM YacTu gopcanb-
HoM aopTbl [6-8]. K dhaktopam pucka
pasBMTUS OaHHOW nartonormv y nnoga



OTHOCHAT caxapHbll AunabeT y marepu,
BO3JEWNCTBME TEpaTOreHOB, KypeHue wu
ynoTpebneHne NCMxXoakTUBHbIX BELLECTB,
Takke He WCKMYaeTca reHeTmyeckas
npeapacnonoXeHHoCTb [6-8].

HecmoTps Ha Hanuuve ob6lwmx 4ept
CUpPEHOMENWU, CUHOPOMA KaydarnbHON
perpeccun n VACTERL-accoumaumm (no-
POKM pasBUTUS MO3BOHOYHMKA, AHOPEK-
TanbHble aHoManuu), ux anddepeHum-
poBKa Mpu npeHaTanbHOW AMarHoCTuKe
NpeacTaBnsieT CNOXHY0 3a4ady: CUPEHO-
Menusa paccMaTpuBaeTcsl Kak caMoCTOs-
TenbHasa NaTonorusi, NaTtorHOMOHWUYHbLIM
NpU3HaKoM KOTOPOW SIBNSIETCH WUMEHHO
cpalleHne HMKHUX KoHevHocTen [8-11].

Llenb nccnegoBaHus: Ha OCHOBaHWUU
aHanu3a [AByX COOCTBEHHbIX KIUHWYe-
CKMX CIly4yaeB CUPEHOMENUN U OaHHbIX
COBPEMEHHOW Hay4YHOW NuTepaTypbl Npo-
BECTU CPaBHUTENbHbIN aHaNM3 KIMHUKO-
aHaToMu4ecknx ocobeHHocTen, aua-
FHOCTUYECKMX KPUTEPUEB U BO3MOXHbIX
naToreHeTUYeCcKUX MexaHu3mMoB hopMu-
poBaHUs JAHHOMO Mopoka pasBuUTUS AN
ynyylleHns ero Bepudmkauum B npeHa-
TansHoM nepvoge. Bece npencraBneHHble
OaHHble ObinNy MnonyYeHbl U3 MeaWLUH-
CKOM [OKyMeHTauuu, aenepcoHnduum-
poBaHbl 1 0hOpMIIEHbI B COOTBETCTBUM
C MpUHUMNAMXM MeOMLIMHCKON  3TUKU.

MauneHTkn npegocTaBUnM MUCbMEH-
HOe VH(OPMMPOBaAHHOE cornacme Ha
ncnonb3oBaHme 1 NyonMkaumnio KnmHmye-
CKOM MHbopmaumm B OenepcoHnduun-
pPOBaHHOM BUAE B HAY4HbIX LIENsiX.

CratucTvka no nokasaTtento poxaae-
mocTm 3a 2010-2025 rr. B KypraHckor 06-
nactu 6bina nonyyYyeHa M3 peroHanbLHoM
6a3bl JaHHbIX.

[OunszanH nccnemoBaHua ogobpeH no-
KanbHbIM aTU4eckum komuteTom ®PrbOY
BO «Ypanbckuin rocyqapCTBEHHbIA Me-
OVLIMHCKUIA YHUBEPCUTET», NnpoTokon Ne4
ot 05.12.2025 .

Cnyuan 1. MNaumeHtka P, cnassk-
CKOW HaumoHanbHOCTW, B Bo3pacte 35
net, B 11-12 Hegenb 6epemeHHOCTU 06-
patunacb B 06nacTHol nepuHaTanbHbIi
ueHtp (OlU) KypraHckon obnactu ans
npoBeAeHUs NpeHaTanbHOro CKPUHWMHra
(MC) | TpumecTpa. Ha MoMeHT uccneno-
BaHWs Xanob 6epemeHHas He npeabsB-
nsna. lNMpodeccrmoHanbHoe BpeQHOCTH,
coMaTtu4eckne n rMHeKonornyeckne, 3a-
OoneBaHusi (OCTpble U XPOHUYECKME) U
NPVBbIYHbIE WHTOKCMKALMKU  (anKororb,
KypeHue, ynotpebrneHne HapKOTUYECKUX
BelllecTB) oTpuuaeT. PocT naumeHTku co-
crtaBun 163 cm, Bec — 75 kr (MHAEKC Mac-
cbl Tena (MMT)=28).

B aHamHe3e — 3 GepemMeHHOCTH, 3a-
BepLUMBLUMECA podaMu, Bce OeTu pas-
BMBAOTCA MO BO3pacTy, He WMelT
BPOXAEHHbIX aHOManuin passutud. Ha-

Puc. 1. Pesyneratel Y3U B 14 Hegenb (cny-
yawn 1): nog umdpon 1 — TynosuLle nnoga, 2
— eIMHasi HKHSAS KOHEYHOCTb (BM3yanuaunpy-
10TCA pasgenbHble KOCTW rofneHun), 3 — cpoc-
Lunecst cTonsbl

cToswasi 6epemMeHHOCTb Yy MauMeHTKU
HacTynuna camMoCTOSTENbHO, UHOPUANHT
C Cynpyrom uckroyeH. bepeMeHHoCTb He
3annaHnpoBaHHasi, Ho xenaHHasi. Ponu-
€BYI0 KUCIOTY W Kanusi nogna npuHuMa-
€T C MOMEHTa NOCTaHOBKU Ha y4yeT (¢ 8-9
Hefenb rectauun).

Otey pebeHka Ha MOMEHT 3adaTus
O6bin B Bo3pacTte 43 net, npodeccuo-
HanbHble BPEQHOCTM, COMaTU4Yeckme 3a-
6oneBaHusi 1 NPUBbIYHLIE NHTOKCUKALUN
oTpuuaer.

Mo pesynbratam yneTpasByKkoOBOIO WC-
cnepoBaHus (Y3W) natonoruv nnoga He
BbISIBMEHO, NOATBEPXAEHa MaToyHasi be-
pEMEHHOCTb cpokoM 11 Hedenb, Kon4yu-
Ko-TemeHHon pasmep (KTP) nnoga — 44
MM, TOMNLWMHA BOPOTHUKOBOIO MPOCTPaH-
ctBa (TBI1) — 1,5 MM, OKpYXXHOCTb romno-
Bbl (OIN) — 72 mm, BGunapueranbHbin pas-
mep (BIMP) — 19 mm, HocoBas kocTb (HK)
onpegensercs. YunTbiBas HegocTaTod-
HbIi AN AaHHOrO cpoka GepemMeHHOCTU
KTP (nposegenue nonHoro NC pekomeH-
posaHo npu KTP 47-84 mMM), KOHCYNbTU-
pyemasi npurnaileHa Ha nostopHoe Y3W.

Mpu noeTopHOM Y3 Ha cpoke 14 He-
Aenb ObinM OMarHOCTUPOBaHbI MHOXe-
CTBEHHbIE BPOXOEHHbIE MOPOKM pa3Bu-
ma (MBIP) nnoga (puc. 1):

1. MNpeBanupoBaHue npaBbIX OTAENOB
cepaua Haf neBbIMY;

2. [OedbekT mexokenyoovykoBon nepe-
ropoaku (OMXKI);

3. O6wmn apTtepuanbHbI CTBON W
BEPXHSIA Monas BEHa;

4. EQMHas HWKHASI KOHEYHOCTb C He-
pasgenuBLUMMUCSA cTonamu (Bce KOCTU
BU3yanu3npyloTcs pa3gerneHo);

5. Jedopmaumn no3BOHKOB B MOSC-
HWYHOM OTAEene C Hanuymem nonymno-
3BOHKOB;

6. AreHes3unsi NpaBon MOYKM;

7. [1Ba KNCTO3HbIX 0OpPa3oBaHMsA Myno-
BUHbBI (16 MM 1 10 MMm);

8. EavHcTBEHHas apTepus MynoBuHbI
(EAM).

B YW L

Bbin npoBefeH pacyeT pUCKOB aHe-
ynnonauMi y nnoga C MOMOLLb Npo-
rpammHoro obecneyenus Fetal Medicine
Foundation software FMF-2012 (Bep-
cusa 3): MHAMBMAyanbHbIA (CKOPPEKTU-
pOBaHHbIN) puck Tpucomumn 21 — 1:977,
Tpmucomum 18 — 1:1354, Tpucommn 13 —
1:12938.

B cBsisan ¢ MBIP y nnoga 6epemeHr-
Has Obina HanpaBreHa Ha KOHCYmbTauuo
Bpaya-reHeTuka W, parnee, Ha npeHa-
TanbHbIN KOHCUNUYM. Bbino pekoMmeHao-
BaHO OCYLLECTBNEHNEe WMHBA3UBHOW Mnpe-
HaTanbHoW gnarHoctuku (UMNO) ¢ uensto
UCKMIOYEHNS XPOMOCOMHOW aHoManuu
(XA) y nnoga. Beina npoeegeHa 6uoncus
BOPCWH XOpPUOHa M MocrneayowmMm LUTo-
reHeTUYeCKUM KccrneqoBaHnemM, Kapuvo-
TUN BOPCUH XOpuoHa - 46,XX (aunnowva-
HbI XEHCKMI KapuoTun).

Ha npeHatansHOM KoHcunmyme 6bino
NPUHSITO PELUEHNE O HanM4Mn MeguLmH-
CKMX MOKa3aHuM ANng npepbiBaHua Gepe-
MEHHOCTM, Y4MTbiBas XapakTep BbIsAB-
neHHbIx BIP, HebnaronpmnsTHbIM NPOrHO3
ONst Ku3HWM 1 30poBbs. Cynpyxeckas

napa npuHsina pelleHne o npepbiBaHUK
GepeMeHHOCTH, KOTopoe ObINo ocyLlecT-

e

..“-

Puc. 2. Y3W | TpumecTpa (cnyyan 2): a) 1 —
rornoea nnoga, 2 — Tynosuwe nnoaa, 3 — eau-
Hasi CPOCLLASICS HWDKHSAS KOHEYHOCTb (BU3ya-
nM3NpyloTCa pasfenbHble kocTu Geppa); )
1 — TynoBwuwwe nnoga, 2 — gecopmavms cton
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BMEHO MeanKaMeHTO3HbIM MeTooM. [pun
naTomMopONorMyeckoMm UnccregoBaHnn
yKa3aHHble Bbille aHOManuu pasBuTUS
nnoga 6biny NONHOCTBIO NOATBEPXKAEHDI.

Cnyuyan 2. lNauueHtka M., cnassiH-
CKOW HaumoHarnbHocTK, B Bo3pacte 36
net, B 12 Hegmenb GepemeHHOCTU 00-
patunacb B KabwHeT aHTeHaTanbHOW
oxpaHbl nnoga OrlL, KypraHckon obna-
ctn ans nposegeHus MNC | TpumecTpa.
Ha momeHT obGcrnemoBaHua xanob na-
uMeHTka He npegbssngana. [podec-
CMOHarnbHOe BPELHOCTU U MPUBbLIYHBbIE
WHTOKCUKaumMmM oTtpuuaet. [laumeHTka
Obina comaTu4eckn oTArolleHa — uMena
XPOHUYECKYIO apTepuanbHyt rmnepTeH-
310 (NpUHMMana aHTUrMNepPTEH3NBHYHO
Tepanuio — 3Hananpun). bepemeHHas
nepebonena OPBW B cpoke 11 — 12 He-
[Oenb rectauum.

PocTt naumenTkn — 159 cm, Bec — 84
kr (MMT = 33,3 4TO COOTBETCTBYET OXMU-
peHuto 1 ctenenn). B aHamHese — 5 Ge-
PEMEHHOCTEN, U3 KOTOPbIX OAHW CPOY-
Hble poAbl, 3aBEPLUUBLLIMECS POXAEHNEM
3[00POBOr0 Marb4vka, ABa MeaULMHCKUX
abopta go 12 Hegenb, ABa CaMOMpoO-
M3BOMbHbIX BblKMAbIWA B | TpumecTpe
(0AVH 13 KoTOpbIX NponsoLlen Ha doHe
nepeHeceHHon nHpekuun COVID-19).

Hactoswas 6GepemMeHHOCTb y na-
UMEHTKM HacTynuna CcamMOCTOSATENBLHO,
MHOpmanHr B Gpake wucknioveH. [lpe-
KOHLIENUUOHHasa MNoArotoBka He MNpoBO-
Annacb, C MOMEHTa NOCTAHOBKU Ha y4eT
NnpuHUMana BUTAMUHHO-MUHeEpPanbHbIN
Komnnekc, cogepxawmi 800 mkr doonu-
€BOW KNCMOThI.

Oteu pebeHka B Bo3pacTe 41 roga,
comaTtumyeckne 3aboneBaHusi N NpUBbIY-
Hble OTpULAEeT, umeeT npodeccrmoHarnb-
Hyt0 BpeaHOCTb (B1bpauus).

Mo pesynsratam Y3U nnoga yctaHoB-
neHo: KTP — 51 mm, TBIT — 1,5 mm, O
— 55 mm, BINP — 13 mm. Bbinmn BbISIBNEHBI
MBIP (puc. 2):

1. CnusiHne HWXHUX KOHEYHOCTEN C
opMMPOBAHMEM €OMHON HWXKHEN KO-
He4yHoCcTM C Jedopmaumen cron (Bce
KOCTU BU3yanuaupyTcsa pasgernbHbIMU);

2. AreHesnsi noyek (MOYKM He BU3yanu-
31MpOBanuchb);

3. OTcyTCcTBME MOYEBOrO Ny3bIps;

4. OMXKITT, nepukapguarnbHbli BbINOT
2,5 Mm;

5. KnctosHoe obpasoBaHve B GproL-
HOW nonoctn 4*3 Mm.

MaumeHTka Obina HanpaBneHa Ha
KOHCYynbTaLuMIo Bpada-reHeTrka, KoTopblii
pekomeHpoBan ocywectenexve UMM, no
pesyrnsTaTtaMm KOTOpoW onpeaeneH kapuo-
TWN BOPCUH XOpWoHa - 46, XY (gunnoua-
HbI MY>CKOWM KapvoTun).

KoHcynbTpyemas Gbina HanpasneHa
Ha NpeHaTarnbHbI KOHCUINYM, Ha KOTO-

Puc. 3. BHewHuii Bug aboptyca c cupeHome-
nuen Ha cpoke 12 Hepenb

poM ObINO NOATBEPXKAEHO Hanmu4yve Me-
OVUMHCKMX NOKa3aHWi Ansi NpepbiBaHNUs
6epemeHHOCTM (B COOTBETCTBUM C MpU-
kazom MwuHsgpaBa Poccum Ne736-H ot
3 pekabps 2007 r.). MNony4eHo cornacue
nauneHTKM Ha npepbiBaHve 6epeMeHHo-
cTu. BHewHui Bug nnopa npeacraeneH
Ha puc. 3.

Mo pesynstataMm MOPEONOrM4ecKoro
uccnefoBaHns y abopTyca onpepgens-
nMcb HenepgOpPUPOBaHHLIA aHyC, CpPo-
LLEHHbIE HWKHWE KOHEYHOCTU, areHesusi
noYek M MOYEBOrO My3bIpsl, OTCYTCTBUE
HapY>XHbIX NOMOBbLIX OPraHoB.

Bcero 3a nepuog ¢ 2010 no 2025 rr.
B KypraHckon obnactn Obino BbISIBMEHO
3 cny4yas cupeHomMenuu. YCTaHOBMNEeHHOe
KonmyecTBo popoB B KypraHckon obna-
CTW 3a COOTBETCTBYIOLLMIN NEPUOL PaBHS-
nocb 146265 cnyvaeB. COOTBETCTBEHHO,
ANMAEMMONOrMS CMpPEeHOMenun 3a yka-
3aHHbI nepuop B KypraHckon obnactu
coctaBuna 1 cnydvanm Ha 48755 poxae-
HUA unun 2,051 (95% posepuTenbHbIN NH-
Tepan —95% [N = 0.42 — 6.00) cnyyaes
Ha 100000 poxaeHui.

Mo nuTepaTypHbIM AaHHBIM YacToTa
BCTpevaemocTn Bapbupyetcs ot 0,1 go

4,2 Ha 100000 poxaeHun [5, 7, 12]. Co-
OTBETCTBEHHO, YacTOTa CIly4aeB CUPEHO-
menuu B KypraHckon obnactu cooTBeT-
CTBYET paHee ONMCaHHbIM 3HAYEHUSIM.

[MaToreHes cupeHomenun 4o CUX mnop
He YCTaHOBMEH, BCe cryyau — crnopaau-
yeckue, YTO CBUAETENbLCTBYET O BEPO-
ATHOM  MYNbTUAKTOPHOCTM  NPUPOAbI
cvpeHomenuu [2, 6, 7]. CywecTtByer 3
OCHOBHbIE MaTOreHeTU4eCcKne TeEopum:

1. 'vnoTe3a cocyamcToro obkpaabiBa-
HUS (cocyamcTas runortesa) — aHomarsb-
Has NynovHas apTepus OTBOAUT KPOBb OT
Kay[anbHOro KoHLUa K NnaweHTe;

2. Tuwnote3a pecbekTHOro 6Gnactore-
He3a (HegocTaTovHoe obpasoBaHue Ka-
yaanbHOW Me30o4epMbl BCrieacTBue Ae-
dekTa Ha cTaguu ractTpynsauum);

3. PaHee cuuTanocb, 4YTO CUPEHO-
Menus — camas Tsxenasa gopma CuH-
ApOMa KayaanbHOW perpeccum, ogHako
cenvac 60NbLUIMHCTBO aBTOPOB CHUTAKOT
MX PpasHbIMW HO30MOrnsAMMU (MOCKONbKY
npu CUPEHOMENUM XapakTepHa efuH-
CTBEHHAs MyrnoyHas apTtepus, a npu
CYHOpOME Kay[arnbHOW perpeccum — mx
ase) [10-12].

HecMoTpsi Ha OTCyTCTBUE SIBHOW Mpu-
UYMHBI, OMMCaHbl (PaKTOPbl pUCKa «CUH-
Apoma pycankum»: caxapHbli guabert y
MaTepu, MHoronnogHasi 6epeMeHHOCTb
(0COBEHHO MOHO3UrOTHblE OGrnM3Heubl),
Bo3pacT matepu <20 n >40 neT, BO3aen-
CTBUE TEpaToOreHoB (MPUeM PETUHOMAOB
unu BapdapuHa, TSXenble MeTannbl,
KokauH, TabakokypeHue) [5, 7, 10-12]. B
nepBoM OMUCAHHOM HaMu Cryyae yka-
3aHHble akTopbl pucka He Obinn 3ape-
rMCTPUPOBAHbI, BO BTOPOM Crlyyae maTb
Oblnla comaTU4eckn oTsArolleHa no apre-
puansHOM rMnepTeH3nn, a Takke uMena
OTATOLUEHHBIA  aKyLUepCKUA  aHamHe3
(MHOropoxaBlas — 5 pogoB, MeguLUMH-
ckne abopThbl M BbIKMAbIW B aHAMHE3e).

Knaceundukanus cupenomenuii no Croxepy u Xaiigerny [13]

Tun Hazpanue XapakTep nopakeHUs] HUKHUX KOHEUHOCTEN
I TIpuCYTCTBYIOT M BU3YaJIH3UPYIOTCS BCE KOCTH
Oe/pa U ToJICHU
Sympus dipus uin symmelia
II ymp p Y Enunas (cpocmasicst) ManoOeprioast KOCTh
11 [onHOE OTCYTCTBHE MaI00EPIIOBOI KOCTH
v YacTtuuHoe cpamieHne OeipeHHBIX KOCTeH,
) eHast MaJo0epIoBast KOCTh
Sympus monopus wim uromelia -
v YactruHoe cparieHue OepeHHbIX KOCTE,
OTCYTCTBHE MaJIOOEPI[OBOI KOCTH
VI EnuHas GeipeHHast KOCTb, eIHast
. . GonbliedeproBast KOCTh
Sympus apus mim sirenomelia
VI Enunas 6expeHHas KocTb,
OTCYTCTBHE OONBIIEOEPIIOBOI KOCTH




ITopaikeHne BHYTPEHHHX OPIaHOB IPH CHPEHOMeJIMU

Cucrema opraHoB XapaxTep nopaKeHHUsl Jlureparypa
ATeHe3Hs WIH JUCTEHE3USs MTOYUEK,
Mouernonosas MOYETOYHUKOB, MOYEBOTO ITy3BIPS, [6, 12]
Hapy)KHbIX IIOJIOBBIX OpFaHOB
ATtpesus anyca (HerepopUpOBaHHBIN aHYC
IIumeBapurensHas P Y (“ pbopup y©), [6,7,10,12]
aTpe3us MPSIMOM KUIIKH, aTPe3ns MHIIEBOIa
Ckenet AHOMaINM MOSCHUYHO-KPECTIIOBOTO OT/ENA
(TTOMMMO HI>KHUX U Ta3a, BKJII0YAsi areHe3MI0 KpecTia, anoMainbHo | [6, 7, 10, 12]
KOHEYHOCTEH ) c(hopMHUPOBAHHBIC TIO3BOHKU
EnuncTBeHHas mynodHas apTepust
CepaeuHo-cocyaucrast (Ipon3BOJHOE KENTOUHOI apTepu), [5,6,11,12]
BBICOKO OTXOJISIIIast OT A0PTHI, TOPOKU CEepIa
Hepsras MueoMeHHHTOoIIeTIe [3, 6-8]
T'unonnasus nerkux (BCieacTBHE
JlpixarenbHas [7]
[ToTTep-mocne0BaTeIbHOCTH IPHU MaJIOBOIHHN )

/3BECTHO, YTO PUCK yKa3aHHOW naToro-
rv BbilE ANS NOLOB MYXCKOro nona u
coctaenser 2,7 — 3,1/ 1, B nepBomM onu-
CaHHOM cny4ae non nnoga Obin XXeHCKUM
(kapuotun 46,XX), BO BTOpOM cry4ae
MyXCKum (kapuoTtun 46,XY) [7].

CvipeHOoMENMS XxapakTepusyeTcs Luu-
pPOKOM  (PEHOTUNMUYECKON  U3MEHYMBO-
CTblO, YTO MPOSIBNSIETCA KaKk B CTEMNEeHU
CpaLLEHNs HKHUX KOHEYHOCTEN, TaK U
B pasHoobpasuu ComyTCTBYHOLUX BUC-
LeparnbHbIX HapyweHun [6]. AHomanuu
HWDKHUX KOHEYHOCTEN SIBMSATCS MMaBHbIM
npu3HakoMm cupeHomenuu [5, 7, 12]. Cte-
NeHb CpaLLeHMst MOXET BapbupoBaTb OT
NErkMx Crny4Yaes ¢ BU3yanuampyoLmnMmcs
KOCTAMW 06enX HUXKHUX KOHEYHOCTEW [0
TSKenbIX POpPM C OOAHON PyAVMEHTapHON
KOHeYHoCTblo [6]. Ons knaccudukaumm
COCTOSIHWUSI HVXKHNX KOHEYHOCTEW Npu Cu-
peHomenuu B 1987 r. CTokepomMm n Xam-
detuem (aHrm. — Stocker and Heifetz)
6bina npegnoxeHa  knaccudukaums,
pasgensowas BapnaHTbl CMPEHOMENun
Ha VIl Tunos (tabn. 1).

O6a npeacTaBneHHbIX cryyast OTHO-
CATCS K | TUNY cupeHomenuv BBUAy BU3Y-
anusauum Bcex Kocten begpa v ronexun
(cnnsaHMA KOCTEN He BbISBMEHO).

MockonbKy OaHHBIN CUHAPOM SBMS-
€TCs  CUCTEMHbIM MOPOKOM, MOMUMO
NOPaXXeHUsI HMXXHUX KOHEYHOCTEN, nme-
0T MECTO ¥ pasHooOpasHble TsbKenble
BHYTPEHHWE aHOManuu, OnuCaHHble B
Tabn. 2. XapakTepHblM Npu3HakoM cupe-
HOMENUM Takke SIBNSETCA ManoBogne y
matepwm [5, 7, 12].

CvpeHomMenust Takke 4acTo couve-
Taetca ¢ VACTERL-accouumaunen: V
(aHrn. Vertebral anomalies) — aHomanun
no3BoHo4HuKa; A (aHrn. Anal atresia) —
aTtpesusd aHyca; C (aHrn. Cardiovascular
anomalies) — nopoku cepaua; TE (aHrn.

Tracheo-esophageal fistula) — Tpaxeo-
NULLEBOAHbIV CBULL, C aTpe3nen nuiie-
Boga; R (anrn. Renal defects) — aHo-
Manuu novek, eAMHCTBEHHas nynoyvHasi
apTepus (areHesus, gucnnasus, rugpo-
Hedpo3s); L (aHrn. Limb defects) — ge-
deKTbl ny4eBOM KOCTU — runonnasus |
nanbLa unu nyYyeBON KOCTWU, Mpeakcu-
anbHasi NONMMAAKTUNSA U CUHOAKTUNUS
[6, 10].

Habop Takmx CcepbesHbIX, MHOXe-
CTBEHHbLIX aHOManui pas3BuTUS denaet
NPOrHO3 ANs XWU3HW NoAa Npu «CMHOpPO-
Me pycankuy» KpaviHe HebrnaronpusaTHbIM,
KaK npaBuIIo neTanbHbIN UCXon HacTyna-
€T B nepuHaTansHom nepuoge. OnucaHsbl
criyyan XUBOPOXOEHUSI OeTel C cupe-
HOMENMeNn, oOfHaKO NPOJOIMKUTENBHOCTb
MX XKM3HW Yalle BCEro He mnpesblllaeTt
1 Hegenu [2, 7, 11, 12]. KpaiHe manoe
YMCNO MIadeHUeB C «nerkon» opmMon
NPOXWBaIOT JOnblUe Hemenu u Hyxaa-
I0TCSA B CITOXXHOM KOMIMIIEKCHOM IleYeHUn
(BKMIOYasA PEKOHCTPYKTUBHYIO XUPYPIUIO),
a MpOrHo3 Ansi UX XWU3HW KparHe COMHU-
TeneH [2, 4].

MpeHaTanbHass OMarHocTuka wmMeet
pellaillee 3HavyeHne Mnpu CcupeHome-
nnun, ocobeHHo B | TpumecTpe. YunTbiBas
CTEeNeHb TSKECTU UM MHOXECTBEHHOCTb
NMOPaXEHUs, BO3HMKAIOT MeAMLMHCKUE
nokasaHusi K anMMuHauun 6epemeHHo-
CTU B COOTBETCTBUM C OEWCTBYHOLLMMU
HopMaTuBHbIMK akTamu [11, 12]. 3ono-
TbIM CTaHOApTOM AMAarHOCTWKW 3TOW na-
Tonorun nnopa senserca Y3U [11]. Ha
bonee no3gHMX cpokax OepemMeHHOCTU
Bu3yanusaumsa npu Y3W n onpegenexuve
XapakTepa nopoka MoryT ObiTb 3aTpyn-
HEeHbl BCNEACTBMUE BbIpaXEHHOro mano-
Boaums [5, 11].

XapaKkTepHbIMU MPU3HAKaMU  «CUH-
OpoMa pycarnkuy» SIBNAKTCS cpalieHve
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KOHEYHOCTEW, Hanmume aH3XOreHHom
CTPYKTYpbl B HWXHEN 4YacTu xusoTa [5,
11]. C nomouwbto gonnneporpadun Bu-
syanuanpyetrcsa EAMN (Hanunuine pgByx
NynoYHbIX apTepUIn UCKMOYaeT AnarHos
cupeHomenust) [11, 12, 14]. Hanbonee
paHHUI OMUCaHHbIA B NUTepaType Cpok
Y3-gmarHoctukn cuHgpomMa coctasun 9
Hegenb [15]. B npoaeMoHCTpUpoBaHHbIX
Hamy cnyyasx Y3W BbIABMIIO CUpPEHO-
Menuto Ha cpoke 14 n 12 Hegenb, 4TO
cornacyeTtcsi C JaHHbIMU Hay4YHOW nuTte-
patypsbl.

3akntoyeHue. CupeHomenusa («CuH-
OpOM pycankm») sIBNAETCs pPeakomn, HO
CMEepTENbHON CUCTEMHOW BPOXOEHHOM
aHomanven. Ee nposBneHus kpaunHe
pa3HoobpasHbl M OXBaTbIBAIOT MpaKTU-
YecKre Bce opraHbl M CUCTEMbI, HO Hau-
bonee xapakTepHbIM SBNSETCH cpalle-
HWE HWXHUX KOHEYHOCTen. IdTumonorusi
OaHHOW aHOManun He U3BeCTHa U Be-
POSITHO MYynbTUdAKTOPHAs!, MOCKOMbKY
OMUCaHO MHOXEeCTBO (DaKTOPOB pucKa,
OfHAKO HW OOWMH U3 HUX He SABMSEeTCS
cneunduyeckum  ans  CUMPEHOMENUN.
CnepoBaTtenbHO, EAUHCTBEHHOW BEPHON
TaKTMKOW SIBNSIETCS NIaHOBOE YyrbTpa-
3BYKOBOE uccrieqoBaHve B | TpumecTpe
0epeMeHHOCTM C Uemnbl UCKIIOYEHMUS
JaHHoro nopoka y nnoga. B cnyyae 06-
HapyXXeHUs XapaKTepHbIX YrbTpa3ByKo-
BbIX MPU3HAKOB CUPEHOMENMUMN NaLUNEHT-
Ky uenecoobpasHo HanpaBuTb Ha Mpe-
HaTanbHbIA KOHCUIMYM ONs peLlueHusi
BOMpoca O npepbiBaHUM GEPEMEHHOCTH
BBUAY KpavHe HebnaronpuaTHOro npo-
rHo3a ans pebeHka.
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