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OPOKU PA3BUTHSA TTOJIOBBIX OPI'AHOB COCTABIAIOT 14%
I_I OT BCEX BPOXKAECHHBIX AHOMAJIMI C YBEJIUYEHHUEM B

10 pas y geBodek 3a mocaegHue S Jiet [2]. AnoManuu
Pa3BUTHA OPraHOB PENPOAYKTUBHON CHUCTEMBI ABJIAIOTCA I10-
JIM3TUOJIOTUYHBIMH, CBA3AHHBIMHU C XPOMOCOMHBIMM M I'€H-
HBIMH HAPYLIEHUAMH, C PE3YJIBIATOM TEPATOI€HHOI'O BO3/EN-
CTBUA HA ILJIOJ PA3IMYHBIX (PAKTOPOB, FTOPMOHAJILHBIMUA U3Me-
HEHUSIMU B [IEPUO/T OpraHoreHesa [3—6).

CylecTByeT MHOMKECTBO KIACCU(UKAIMNI ITOPOKOB PA3BH-
THS IOJIOBBIX OPIdHOB, OCHOBBIBAIOIIUXCA HA PA3IMYUAX M-
OPUOIC€HE3d, PEYABTATAX PEHTICHOJIOTMYECKOTO UCCIEN0BA-
HUS, OTAC/IBHBIX KIMHHKO-aHATOMMYECKHX ¢dopmax. Haubo-
Jlee IPUMEHMMA Ha NPAKTUKE Kiaccudukanusa EAborpano-
Bor u 'H.Anmnm6aesoit (1991 1), B KOTOPOI paCCMATPUBAIOTCS
MOPOKHY, KIMHUYECKU NPOABJAIOIMUECA B IIyOEPTATHOM BO3-
pacre [2].

Knacc I — arpesus 4eBCTBEHHOM! IUIEBBI (BAPUAHTHI CTPOEHMS
JIEBCTBEHHOI IJIEBBI).

Knacc I — monmHas WinM HENOJIHAS aIula3usd BIArajiviga u
MATKH:

* [IOJIHAA AIUIA3UA MATKW W Blaranvma (CUMHApom PoxkuTaH-
ckoro—Krocrepa—Mariepa);
* NIOJIHAS AIUIA3Us BIATAINING U MEUKHA MaTKUA IIPU (PYHKIIHO-

HUPYIOIIEN MATKE;

* [IOJIHAS AIUIA3Ks BIArJINIA IPH (PYHKLIMOHHUPYIOLIEN MATKE;
* YaCTUYHAA AIUIA3Ws BIATAIMING JO CPEJHEH WU BEPXHEN

TpeTH NPH (PyHKIMOHUPYIOLEH MaTKeE.

Kiracc III — mOpOKH, CBA3aHHBIE C OTCYTCTBUEM CJIMAHUS WIN
HEMNOJIHBIM CJIMAHHUEM HAPHBIX 3MOPHOHAIBHBIX ITOJOBBIX
IIPOTOKOB:

* [IOJIHOE Y/IBOEHUE MATKU U BJIATJIMIIA;
* YIBOCHHE T€JId Y MIEHKU MaTKUA NPH HAIMYUK OFHOI'O BjIara-

JINIIA;

* YVABOECHHE TE€JId MATKH IIPU HAJTMYMU OAHOM IIEHKH MATKH U

OJIHOTO Bjarajuina (CEeIOBUAHASA MATKA, WIH JBYpOras

MAaTK4, WX MATKA C IOJIHOU U HEIIOJIHOU BHYTPEHHEN 1epe-
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TOPOJIKOM, WIM MATKA C PYAUMEHTAPHBIM (PYHKIMOHUPYIO-

UM 3AMKHYTBIM POT'OM).

Kimacc IV — mOpoKH, CBA3aHHBIE C COYETAHUEM YABOCHUA U
AIUIA3UH IAPHBIX SMOPUOHAIBHBIX ITOJIOBBIX IPOTOKOB:

* YIBOCHHE MATKU U BJIAraJNIA C YACTUYHOH aruia3uel of-

HOT'O BJIAI'AJIMIIA;

* YIBOEHHUE MATKU M BIATIMINA C IIOJHOM aruiazuer o60ux

BJIATAJIAII;

* YIBOEHUE MATKU U BJIATATIHIIA C YACTUYHOM aIuIa3ue 060mux

BJIAT /TN
* VABOEHHE MATKA U BJIATAIMINA C IIOJHOW AIUIa3UEN BCETO

IIPOTOKA C OJJHOU CTOPOHBI (OIHOPOTast MaTKA).

B nocneayomem EABorganosa (2011 1) o6beaunmwia Il u
IV xmaccel B O4H [7].

[TOpOKY Pa3BUTHSL MATKH M BIATAIUINA COCTABISIOT 6,5% OT
BCEM T'MHEKOJIOIMYECKON IATOJOIMU Y JeBodek [8]. CaMbIMu
YACTBIMU CPEIU HUX SBJIAIOTCA AIUIA3MsA MATKU U BJIATJIAINA U
IIOPOKH, CBSI3AHHBIE C HAPYHUIEHHMEM OTTOKA MEHCTPYaJIbHOM
KpoBU [2]. Amiasus BJaraIMIa M MAaTKU  (CMHAPOM
Mariepa—Poxkuranckoro—Kiocrepa—Xayrizepa — CMPKX) sB-
JISIETCSL KPAMHEN CTENEHBIO BPOXK/IEHHOTO IMCMOpdoreHesa [4]
Cpeay BCEX CJIyddeB BPOXKIECHHOM ITATOJIOIUH OPIAHOB PEIPO-
JYKTUBHOU CHUCTEMBL YaCTOTA BCTPEYAEMOCTH TAKUX MAILIUCH-
TOK cocTasysger 1 Ha 4—5 TbIC. HOBOPOX/IEHHBIX JEBOYEK
[4, 20, 40]. Buepseie cunapoM 6611 onMcaH B Havae XIX B. He-
MENKHUM yueHbIM A.Matiepom (August Franz Karl Mayer, 1829)
KaK OTCYTCTBUE BJIATAJIMINA Y MEPTBOPOXKACHHBIX JIEBOYEK C
MHOJKECTBEHHBIMU IIOPOKAMHU PA3BUTHUA [9].

AHOMaINKN Pa3BUTHA OpraHusMa (GOPMHUPYIOTCSI B 3MOPHO-
HAJIbHBIA IIEPUOJ, KOTOPBIN BKIIOYAET 2 (Pa3bl: GIaCTOrEHE3
(710 28 iHEN PA3BUTHS) 1 OpraHoreHes (¢ 29 1o 56-ro gust). len-
HBIE BJIMAHUSA, CEPbE3HBIE M MHOIJA CMEDPTEJIbHBIE, B IIEPHUOZ,
6J1aCTOre€HE3a CKa3bIBAIOTCA HA BCEM 3apojpllle. B nepuon op-
TraHOTE€HE3A MPOUCXOAUT BIMSHUE HA KAKOH-TO OJWUH OPrdH U
0e3 ymepOa BbDKHMBAHUSA PA3BUBAIOLIEIOCS OpraHusMa. dem
PAaHBIIIE PA3BUBAETCSA IIOPOK B IMOPUOHAIIBHOM MEPUOJE, TEM
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cepbesHee npoAsneHus B nocaeayromeM [10]. CMPKX — 3To pe-
3YJIBTAT HEYJAYHOI'O PA3BUTHS MEX/Y 5 U 6-I1 HeslenamMu 6epe-
MeHHOCTH [11, 12]. C 4 1o 20-10 HEeAEIO BHYTPUYTPOOHOIO
Pa3BUTHA IO TEOPUU MIoJIIepa IPOUCXOAUT IIpoLecc (POpMH-
POBaHUS JKEHCKUX IIOJIOBBIX OPraHOB. M3 Me30/epMBl O6pa-
3YIOTCSl TAPHBIE ME3OHE(PPAIbHBIE — BOJIB(OBBI IPOTOKU (M3
COOHPATENBHBIX KAHAJIBIEB NEPBUYHON IOYKH) U JIATEPATIb-
Hee OT HUX — MAPAME3OHEPPATIbHBIE — MIO/UIEPOBBI IPOTOKU
(U3 3MUTENNA YPOT€HUTAIBHOM CKIAAKN). Y IUIOLOB XKEHCKOI'O
110J12 IIPOUCXOJAT POCT U CJIUSHUC MIOJUIEPOBBIX IPOTOKOB B
KayJAJIbHOM HAIIPABJICHUU C OOPA30BAHHUEM MATOYHO-BJIArd-
JIMIIHBIX [IOJIOCTEN, PA3/ETEHHBIX IIEPETOPOKOM, C TTOCIIEAYIO-
e PEAYKIIMEN NIEPETOPOJKNA B KPAHHUAIIBHOM HAIIPABICHUH.
B pesyibsrare (pOpMHUPYIOTCS MATOYHBIE TPYOBI, €UHASA MATK4,
merka 1 paaranuie. O6pa3soBaHUE BIATAINING 3aBEPIIACTCA K
20-11 Hegene 3MOPUOHAIBHOIO PA3BUTHS B PE3YNIBIATE CIIMS-
HUsA y'pOFCHI/ITQIIbHOI‘O CHUHYCa (HI/I)KH?{?{ TpCTb BIarajaviga
NpeyIBEPHE) M KAYJAJIbHOI'O OT/E]d MIOJJIEPOBBIX IIPOTOKOB
(BepxHHe€ 2/3 Braraymma). [Ipyr OTCyTCTBUM POCTA MAPAMESO-
He(PPAIBHBIX IPOTOKOB B KAyJAJIbHOM HAIIPABICHUU (POPMH-
PYETCs aIlIa3us BAArAIUINA U MaTKU. IIpU OTCYTCTBHUU CIIUA-
HUS MIPOTOKOB C YPOI'€HHUTAJBHBIM CHHYCOM — YaCTUYHAs
AIJIa3Us BJIATUINING, IIPOTSLKEHHOCTh KOTOPOTO 3aBUCHT OT
CTETIEHU 3a/IEP/KKH POCTA IIPOTOKOB. YIBOEHHUE MATKU U BJIArd-
auma GOPMHUPYETCS NIPU HEPACCACBIBAHUM OOIIEH CTEHKU
MPOTOKOB IIOCJIE UX CIIUAHUA. BONb(MOBEI NPOTOKU PErpeccu-
PYIOT U OCTAIOTCS B BUZIC IIAPa- U SIHMO(POPOHA, PACHIONIATAIO-
LIUXCS B COOCTBEHHOM CBSI3KC SIMYHHMKA, U, MHOIZA, B BUC
rAPTHEPOBBIX XOJIOB U KHUCT BJIOJIb GOKOBBIX CTEHOK Bjara-
sima [13, 14] (CM. pUCYHOK).

Psp aBTOPOB HA OCHOBAHUH KJIMHHUYECKOTO MATEPUA/IA IIPU-
JEPKUBAIOTCA TEOPUH, YTO BJIATAINLIE (POPMUPYETCA U3 ME3O-
HedPATbHBIX (BOJIB(POBBIX) IPOTOKOB, 4 HE MIOJICPOBBIX
[15, 36]. MaTKa HPEAIIOIOKUTEIBHO OOPA3YETCs IPU CIIUSTHUN
ME30HE(PATBHBIX IIPOTOKOB C T'OHAJHBIMHU TSDKAMM (TOHA/IbI
34KJIQ/IBIBAIOTCA HA BEHTPAJIBHON CTOPOHE Me30HedPOCa).
IIpepasepye BIaraamid, BO3MOXKHO, ABIAETCA YACTbIO yPOI€HU-
TAJBHOTO cHUHyca [15]. OHO3HAYHOIO MEXAHU3MA PA3BUTHUA
IIOPOKOB IIOJIOBBIX OPIaHOB HET, IIOSIBUBIINECS HOBbIC JAHHBIC,
HE COBNAAAIOUUE C OOLICHPUHATBIMH 3aKOHOMEPHOCTIMU
MOpP@OreHe3a OPraHOB IIOJIOBOM CUCTEMBI, CBU/IETEIbCTBYIOT O
HEOOXOAMMOCTH MNPOJIO/DKEHUS JTATBHENIINX UCCIENOBAHMII,
HAKOIUICHUsT (PAKTOB U UX O6CYXaeHwMs [106].

H3sBecTHO, uTo K PokuTanckuii (Carl Freiherr von Rokitansky,
1838) [17] u I'’Kiocrep (Hermann Kuster, 1910) [18], udy4as na-
TO(PU3UOJIOTUIO U IATOJIOTUYECKYIO aHATOMHIO HaPYIICHUM
Pa3BUTHSA KEHCKHUX IOJIOBBIX OPIaHOB, YIBEDXKIAIN, YTO IIPU
3TOM ITOPOKE PA3BUTHA YACTO OTCYTCTBYET M MATKA, U OH COYe-
TAETCA C AHOMAIMAMU JPYIUX OPraHOB U cucrem. [LXaysep
(Georges André Hauser, 1961) [19] 0606ImuI faHHBIE MEXKIY
AIUIa3ued MATKU U BIATAINIA U AaHOMAIMAMU PA3BUTHA CKe-
sera u nouek [4]. CMPKX xapaxkrepusyercs (PpU3HOJIOTHYECKU
Pa3BUTBIMU BTOpI/I‘{HbIMI/I I1IOJIOBBIMU ITPU3HAKAMU ()KCHCKI/Iﬁ
(PEeHOTHUIT), HOPMATIBHBIM JKEHCKUM KApUOTUIIOM (46, XX),
BPOXKACHHBIM OTCYTCTBUEM MATKH WU BIATAIMINA WIHM OTCYT-
CTBUEM MATKU U BEPXHUX 2/3 Biiaranuina [20, 21] 1 HOpMaJIbHO
(DYHKUMOHUPYIOLUUMU SIMYHUKAMU [4, 22, 23]. 1o faHHbIM 3a-
py6exnon mureparypel, CMPKX nnospasae/sior Ha 3 BApUAHTA.
[lepBbIi BADHUAHT — TUIHUYHBINA (IIPOCTON WIM H30JIMPOBAH-
HBII) — XAPAKTEPU3YETCA OTCYTCTBUEM MATKU U BJIATAJININA.
Broport BapraHT HA3BIBAIOT ATUIIMYHBIM WIM CIOXHBIM. [I1a
HETO XaPaKTEePHA KPOME OTCYTCTBHS MATKH U BJIATAJIAINA €1IE U
TIOYEYHAs WIN CKEJIETHAA MaTonorus [24). Tpetnit BapuanT —
MURCS-accoumnanus  (CUHAPOMOKOMIUIEKC, BKJIIOYAIOMIUNNI
AIIA3UIO MIOJUIEPOBBIX IIPOTOKOB, TOYEYHYIO AUCIVIA3HIO U I1a-
TOJIOI'HIO IMIEHHO-TI'PY/IHOT'O OT/IE/IA TIO3BOHOYHUKA) [25]. Heko-
TOPBIE ABTOPBI 32YACTYIO OTOXKAECTB/IAIOT ATUIIMYHBIA BADUAHT
1 MURCS-accoumanuio [26]. JIpyrue UCCiIeoBaTeIn CIUTAIOT,
4TO TUNMYHBIA BapuanT 1 MURCS-acconmanus — 310 ABa pas-
HBIX cUHApoMA [27]. IIo AaHHBIM UCCAEAOBAHUS, IIPOBELEH-
Horo POppelt u coasr. (2006 1), BCTPEYAEMOCTh THUITUYHO
dOpMBI CMHAPOMA COCTABAAET 47%, aTHUNAYHOU — 21%,
MURCS-accoumanus — 32% ciaydaes [25]. OTe4yeCcTBEHHbBIE aB-
TOPBI YKA3bIBAIOT, YTO AHOMAIMU PA3BUTHA MATKU U BIATAIAIA
B 77,9% CilydaeB COYETAIOTCA C OTKIOHEHUAMU B PA3BUTHH IPY-
I'MX OPraHOB U CUCTEM, B 33,3% CJIlydaeB — C IOPOKAMU MOYE-

Am6puoreHes: 6-20-A Hepenu rectaumu (M.A.CTpuxakosa, 2005).
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BBIICJIATE/ILHON cucTeM [28]. TTaToorus OnopHO-ABUIATE/Ib-
Horo armnapara npu CMPKX nposiBisieTcst OT CKOJIN03a JJO CUH-
apoma Kiunnenss—®Penns (3TO0 BPOKIAEHHBIN TOPOK PA3BUTHS
LIEHHBIX ¥ BEPXHETPYAHBIX ITO3BOHKOB, U1 KOTOPOI'O XapaK-
TEPHA KOPOTKAA U MAJIONOJABIKHAA 1mied) [29]. [Topokn opra-
HOB MOUYCBBIICJIUTC/IBHON CUCTEMBI XAPAKTCPUIYIOTCS AIlIa-
3UeN MOYKH, AUCTONUEN (TA30BOU WIH MOSICHUYHOM) €IHH-
CTBEHHOM ITOYKHU, OJTHON WJIN OOEUX, TUIIOIUIA3UEH OJHOU U3
TOYEK, L-00pa3HON Wi NOJKOBOOOPA3HON ITOYKOH, atuta3uen
OHOU IIOYKHU W TIEPEKPECTHON AUCTONMHUEN MOYETOYHHUKA.
Taxoke nnpu CMPKX BbIAEIAIOT 3 BAPHAHTA AIUIA3UM MATKU: B
BUZIC OJHOI'O LWIHHAPHUYECKOIO BaJIHKa (CIPaBa, CJICBA, B
LICHTPE), JBYX MBIIICYHBIX BAJIMKOB U IIOJIHOI'O OTCYTCTBUSA PY-
JUMEHTOB MATKU [4, 30]. [I0 JaHHBIM MHCTPYMEHTA/IbHBIX MC-
CJIEZIOBAHUH, SH/IOMETPHI BU3YAIN3UPYIOT Y 25% IMAITUEHTOK, 4
PYHKIHOHUPYONTHET — y 6—-10% [31].

COBpPEMEHHBIE MCCIEOBATEIN OTMEYAIOT JOCTATOYHO 4Ya-
CTYIO BCTPEYAEMOCTb CEMEHHBIX CJIy4aeB 3a60JIEBAHUS, YTO
MOJTBEPK/AACT MMIIOTE3Y O I'€HETUYCCKUX IIPUYMHAX, BUJUMO
OH IEPEACTCS IO AyTOCOMHO-IOMUHAHTHOMY THITy HACIEO-
BAHHA C HEMNOJHOH MEHETPAHTHOCTBIO M 3KCIIPECCUBHOCTDIO.
DTO rOBOPUT JINOO O MyTallMU B KPYITHOM I'€HE, INO6O O XPOMO-
COMHOM auc6anance [22]. Baeasior HECKOIBKO I'€HOB, y4a-
CTBYIOIIUX B HOPMAJIbHOM Pa3BUTHUU MIOJ/UICPOBbIX, TIOYEYHBIX
U CKEJIETHBIX CTPYKTYP; OHU JICJISITCSL HA 2 TPYIIIBL, IIPEAIONO-
JKUTENbHO BaxkHewmue u3d Hux: HOXA u WNT4. Tak, ren
HOXA10 oTrBeTCTBEHEH 32 pazButue MaTtkyd, HOXA11 — Hux-
HEUM CETMEHT MATKU U MENKy MaTku, HOXA13 — 32 Braranuine;
HAPYIIEHUE UX KCIIPECCHUU NTPUBENO K pa3BuTHIO CMPKX. MH-
TEpPeCHO, uTO reupl HOX CBA3aHBI ¢ HOPMAJIBHBIM PAa3BUTUEM
IIOYEK, KOCTHBIX M COCYJUCTBIX CTPYKTYP, YTO IIOAKPEIUIACT I'1-
[OTE3y O JAUCPETY/SIUN I'€HOB B IIEPUO/ SMOPHOHAIBHOIO
Pa3BUTHS JKEHCKOI'O IIOJIOBOTO TPakTa [32—34]. BO3dMOXHO,
€llle 2 IeHa ICTEPMUHUPYIOT 3Ty natosnoruio — TCF2 (HNF1B)
u LHXI1 [35]. Cnenuduydeckue MyTalluyd HECKOIbKUX I'€HOB —
WT1, Pax2, HOXA7-HOXA13, PBX1, WNT4 moryr urparb
KJIIOYEBYIO POJb B 3THOMATOIEHE3€ ITOrO CHUHApOMA [30].
HMerorcs JaHHbIE, UTO reH WNT4 urpaer BeyIyio pojib B M-
OPHOHATBHON 3BOJIIOIIUY KEHCKUX ITOJIOBBIX OPI'aHOB [34, 37].
OtcyrcerBre aKkcnpeccuu B reaax WNT4, RSPO1, FOXL2 u TBX6
MOXET OBITh CBSI3AHO C aenenviert B 16p11.2 u 17q12, rae 26-¢
TEHBI 32/ICCTBOBAHDL B JU(D(HEPEHIINPOBKE MIOJIIEPOBBIX IIPO-
TOKOB. KpoMe TOro, M3MEHEHHUs B allOIITO3€ PErYISITOPHOIO
6enka Bcl-2 ¢cBA3aHbI C OTCYTCTBUEM PEIPECCUM MATOYHOM I1e-
peropogxu. HecMOTps Ha O4EBHUJHOE OOBSCHEHUE KIACCHUYE-
CKOTO OOHApPYKEHHS PYAUMEHTAPHOHN WU OTCYTCTBYIOIIEH
MATK{ M BJIATAININA Y UHIUBHIYYMAa C KapHOTUIIOM 46, XX,
MMEETCSl HENPABUIbHAS aKTUBALMA MIOJUIEPOBOIO HMHIUOU-
PYIOLIETO BELIECTBA, KOTOPOE CIOCOOCTBYET TOPMOXKEHUIO
Pa3BUTHSA ITAPAME30OHEMPPATBHBIX CTPYKTYP Y JKEHIIUH IIPUA OT-
CYyTCTBHH JIOKA34TEJIbCTB HA MOJIEKY/LIDHOM YpPOBHE [25, 38].
KpomMme Toro, CymecTByeT IPEANoNOKEHUE O MyTALIMH B I'€HE
AHTHUMIOJUIEPOBA TOPMOHA WIH €TI0 PELEHTOPOB, YTO MOYKHO
paccMaTpuBaTh B KAYECTBE NMOTEHIIMAIbHBIX PpUYrUH CMPKX
[39]. Taxxe B IUTEPATYPE HUMCIOTCS CBEJCHUSA O BIMSHUH HA
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(POPMUPOBAHUE MOPOKOB ITOJOBBIX OPI'dHOB TOKCHYECKHUX
ATEHTOB, TAKUX KAK TATUIOMUJL U AU THICTUIOECTPOII [6].

Takum ob6pazoM, CMPKX — 3TO maToyIorys CO CJIOKHON U
MHOTO(AKTOPHOM TUOJIOTUEN; IIPUTOM, TEHETUYECKUE U3ME-
HEHMS, BJIMAIOUINE HA SMOPUOHAIbHBIIN ITPOMHUIIb, BHOCIT CBOH
BKJIQ/1 B €€ onpejiesieHrne. HecMOoTpst Ha IOCTUTHYTHIE YCIIEXU B
TIOCJIETHEE JIECATHUIIETUE B OOIACTH I'€EHETUKN U 9MOPHOJIOTHY,
KOTOPBIE TTO3BOJISIIOT JIYYIIE BBIICHUTD 3THOJOIHIO U OTKPBITh
HOBBIE BO3MOJKHBIE TE€PANEBTUYECKHE IOPU3OHTHL [40], ocra-
€TCs €IIC MHOI'O 3TUONATOICHETUYECKUX BOIIPOCOB, YTO HE
IO3BOJIAET B HACTOAIIEE BPEMs Pa3paboTaTh NPOPUIAKTUKY
cuHjpoma [2].
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