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Cunopom Maiiepa — Poxumarckoeo — Kiocmepa — Xay3epa — 6posioeHHAsT AHOMANUS PA3BUMUSL HeHCKOTE NOI0801
cucmembl, 6 0CHOBE KOMOPOTLL TIEH UM azeHe3Us MIOJLIEPOBbLX NPomokos. Ilamonoeus xapaxmepusyemcs nonAHbIM
UYL YACTMUYHBIM OMCYMCIBUEM MAMKU, BEPXHUX 08YX mpemeli 671a2anu4a, 6 pioe C/Iy4aes 8 CO4emaHuu

C AHOMANUAMU OPY2UX 0p2aHo8 U cucmem (ONOPHO-08U2AMENbHOT, BbL0NUMENbHOL, CEpOeUHO-COCYOUCMOL,

CT1YX06011).

B cmamve 0606u4eHbl coBpemerHble NPUHUUNDL KTACCUPUKAUUU, IMUOTIOZUS, MeM00bl OUAZHOCIUKY U JIeHeHUSL.
Ha cez00HAmHuUTl OeHb Haubonee UHPOPMAMUBHLIMU MEMO0AMU OUACHOCMUKU 0AHHO20 NOPOKA ABTIAIOMCS
YIbMpaseyKosoe Uccne008anue U MazHUMHO-pe30HaHcHas momozpagus. HeonepamusHoie memoovl neveHus
UCNONIL3YIOMCA O7IA CO30AHUS UCKYCCIMBEHHO20 8/1A2ANIUW4LA NOCPEOCINBOM PACANEHUS MKAHell 67142aTUULHOL
AMKU CHEUUATILHBIMU YCMPoiicmeamu (KOMbnodsioHeamopamu), onepamueHvle — 0715 AnbmepHAMUBH020 cO30aHUs

Heosazanuuia.

V3yuenue npuHuuno8 Hacne008aHusi CUHOPOMA, NPUMeHeHUe KOMNIEKCHO20 N00X00d K e20 OuasHOCHUKe
U aKmyanvHolx Memo0o0s sleueHus obecneuam 6onee IPpekmusHoe 6edeHue MAKUX NAYUEHMOK.

Knwoueevie cnosa: cunopom Matiepa — Poxumanckoeo — Koocmepa — Xaysepa, annasus mamxu u 61a2anuua,
nopoKu passumus, Konvnonoas
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Beepenne

B mocnepnme rogpl HaMeTHIACh TEHIEHIMA K YBeye-
HUIO YaCTOTBI C/Ty4aeB IIOPOKOB Pa3BUTIA MOYEIIONIOBOIA
cucrteMbl. Ha cerogHAIIHMIT TeHb OHM 3aHMMAIOT YeT-
BEPTOE MECTO B CTPYKTYPe BCeX IIOPOKOB pa3BuTuA. Tax,
Ha HuX npuxopurcsa 9,7%. Ilpu atom 4,0% cocTaBrAT
IIOPOKY PasBUTHUA SKEHCKOI MMOJIOBOI cucTeMsl [1, 2].
OpHuM U3 HUX ABJAETCA aIlasysA MaTKY ¥ BIIaTaluIna,
nnm cuHgpoM Maiiepa — Pokurtanckoro - Kioctepa - Xa-
y3epa (CMPKX).

CMPKX xapakrepusyercs GpU3MONOTMYHO PasBUTHIMU
BTOPMYHBIMM IIOJIOBBIMMU IIpU3HAaKaMu (XKeHCKUiT ¢e-
HOTMII), HOPMA/IbHBIM JKeHCKUM Kapuotumnom (46, XX),
BPOXXIEHHBIM OTCYTCTBMEM MAaTKM M BJarajuila WIN
MaTKU ¥ BEPXHMX [IBYX TpeTell B/larannia M HOpMab-
HBIM (QYHKIVIOHMPOBaHMEM SIMYHIKOB [3].

UcTopuueckas cnpaBka

CuHEpOM HasBaH B YeCTb YeThIPEX YUEHBIX, OIYO/IN-
KOBABLINX CBOM HabnoOmeHNUs 3a GONbHBIMU B pas-
NMUYHble MEePUOABI BPEMEHM, — HEMELKOTO aHaToMa
Asrycta ®@panna Mosepa Kapna Maiiepa (1829 1.),
aBcTpuiickoro anatroma Kapma ¢oun Pokuranckoro
(1838 r.), Hemerkoro ruHekonora l'epmana Kiocrepa
(1910 r.)  wBeitijapckoro ruHexonora YKopxa Augpe
Xaysepa (1961 1.).

CumTaercsa, 4YTO HepBBIM BPOXJEHHOE OTCYTCTBUE
MAaTKM ¥ BiIarajanina OMUCaa UTANbIHCKUI aHATOM
Peanpno Komom60. B ero ocHoBHOM Tpyme “De Re
Anatomica” B tome 15 “De Iis Quae Raro in Anatome
Reeriuntur” («Penxme Haxogku B aHaToMum») (1562 1.)
OpraHmM3M >KeHIIVHBI 6e3 MaTKy M BIaraauina, KoTo-
pas )xayjoBanaach Ha 6OJIb MpU IONTOBOM aKTe, Ha3BaH
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vulva rara. Cycts cronerust A. Maitep un K. Poknran-
CKMIT He3aBUCUMO APYT OT Apyra cOOOLIMIN O ABYX
AHAJIOTMYHBIX CAy4asax. Y [BYX yMEPIIMX >KEHI[MH
ObIIM BBISIBJIEHBI YKOPOUYEHHOE C/Ieloe OKOHYaHUe
BIaTa/NIIa ¥ pySMMeHTapHble 3a4aTky Matku. K. Po-
KUTAHCKUII OIpPeleNINI, YTO IPY JAHHONM IaTONIOIUN
TaK>Ke OTCYTCTBYeT MaTKa, OHAKO AMYHUKI COXPaHI-
I0T CIIOCOOHOCTD ITOJTHOLIEHHO (DYHKIMOHMPOBATh. .
Kroctep He TOMbKO 060611/ MMeLIyIOCs nHPOpMa-
1o 0 3a60/IeBaHNUM, HO U JOIIOJTHUII €€ COOCTBEHHBI-
My HabmoeHnsaMu. OH epBbIM COOOINIT O KITUHNYe-
CKOM CJIy4ae y HallYIeHTKM, Y KOTOPOl ObIIN yAaIeHb
PYAMMEHTapHbIe 3a4aTKM MaTKU B CBA3Y C OO/IEBBIM
curppomoM. I. Kroctep nepsbiM onmcan nmpumepsl ya-
CTOTO COYETAHM AIIa3MM MATKM C IOPOKaMI pa3Bu-
A novek. B 1961 r. JK. Xaysep BBeI TepMUH«CUHIPOM
Pokuranckoro — Kiocrepa - Maitepa». Kpome Toro,
YUEHBIil OIyONIMKOBaN aHHbIe MHOTOYMC/ICHHBIX Ha-
OnromeHnit 3a 60TBHBIMU C YKa3aHHOI IIaTOIOTHEIL.
B 1977 r. oH nnpeAcTaBuUII C/Ty4Yali aTUIMYHOTO BapyaH-
Ta 3a00/IeBaHNA.

C ydyetom 60/IbIIOr0 BK/Iafla BCeX paHee MepednCIeHHBIX
y4eHbIX JaHHBII CUHAPOM ObII Ha3BaH «cuHApoM Maiie-
pa — Poxnranckoro - Kioctepa — Xaysepa» [4].

Knaccupukayma

B MupoBoJi mpakTuKe UCIONb3YIOTCA CIeLYIOLe Kac-
cuduKanuy BPOX/EHHBIX TOPOKOB PasBUTHUS PeNpo-
IYKTUBHON CUCTeMSI [5]:

= VCUAM (Vagina Cervix Uterus Adnex-associated
Malformation);

= CONUTA (CONgenital UTerine Anomalies).

B Hamreit cTpaHe npefiIo>KeHa U MIMPOKO MCIIONb3yeT-

¢l KIMHUKO-aHaTOMIYeCKas KIaccu(uKanysa MOpOKOB

pasButus nonoBoii cuctemsl JI.B. Anaman n A.3. Xamry-

K0eBOI1, B cooTBeTcTBUM € KoTopoit CMPKX oTHOCHTCA

K TIEPBOMY KJ/IacCy OPOKOB [6, 7].

B MupoBoii nuTeparype BBILENANT TPU BapuaHTa

CMPKX:

1) TMnMYHBI (IPOCTOIL, M30MPOBAHHBII), XapaKTepu-
SYIOIIMIICA areHesuell MaTKY M B/Iara/InIla, eT0 BCTpe-
9aeMOCTb cocTaBseT 47%;

2) aTunu4HbI (CIOXHBIN), OTAMYAIOIUIICA TTOTHBIM
OTCYTCTBMEM MATKM M BIaTalIMINA ¥ COYeTAIOIIl-
Csl C IOPOKAaMU Pa3BUTHSI MOUYEBBILENNTETbHON VN
OIIOPHO-IBUTATE/IbHOI CUCTEM, BCTpedaeTcsa B 21%
CITydaes;

3) MURCS-accounanys, BK/I04as aljaasuo MIOUIEpO-
BBIX IIPOTOKOB, AMCIUIA3MIO ITOYEK VI IOPOKY Pa3BU-
TUA LIeMHOTO ¥ TPYAHOTO OT/E/I0B II03BOHOYHNKA,
PacnpoCTpaHEeHHOCTD focTturaer 32%.

Opnu aBTOpH! OTOXAEcTBNAIOT MURCS-accounanuio

n atunnyHb Bapuant CMPKX. JIpyrue cunTaoT, 4To

aTumaHb BapuanT 1 MURCS-acconmanus —gBa pas-

HBIX CUHZIpOMa.

CornacHo [JaHHBIM POCCUIICKMX YYEHBIX, COUYEeTaHNE

IIOPOKOB Pa3BUTNsA IIONOBOM CUCTEMBI C OTK/IOHEHM -

MU B Pa3sBUTUM BBIETUTENbHON CHUCTEMBI OTMEYaeTCA

B 22,1% crmy4aes, C IOPOKaMM pa3BUTUA APYTUX OPTaHOB

u cucreM — B 77,9%.

AKyLLIEpCTBO 11 TUHeKonorna

Jlekuun ana spaden

[Tou CMPKX natosnioria onopHo-ZBMraTensHoro
annapara Bapbupyer ot CKoNM03a A0 CUHAPOMA
Knunnena — Qeiina, BpoXeHHOO NopoKa
PA3BITA LLIEIHOTO U BEPXHETO OTAENA IPYAHBIX
N03B0OHKOB. (peay NOPOKOB MOUEBbIENUTENbHOI
CUCTeMbI BCTPEYAGTCA anna3ua NOUKM, AUCTONKA
(Ta30Bas UM NOACHWYHAA) eAUHCTBEHHON NOUKM,
OZHOI N 0bewX, TNonnasia OHON 13 Noyex,
[-00pa3Has 1 NoKOBO0OPA3Had NoYKa,
annasua OfIHOM NOYKM B COYETaHIM C AUCTONMeN
KOHTpanarepanbHoro MOYETOYHIKa

IIpn CMPKX maTtonorms OmopHO-ZBUTATENbHO-
ro ammapara BapbupyeT OT CKOIMO3a 4O CMHJpOoMa
Knunnens — ®eiina, Bpo>XIeHHOTO IOPOKa PasBUTHUA
LIeJIHOTO ¥ BEPXHEro OTjena TPy/HbIX II03BOHKOB,
XapaKTepU3yIoLerocs Tpuamoil CUMITOMOB — KOPOT-
Kas ¥ MaJIONOABYDKHAA Ied, HM3Kad JIMHUA pocTa
BOJIOC Ha lllee, OrpaHMYeHHasl MOABVDKHOCTD TOJIO-
Bbl. Cpefy MOPOKOB MOYEBBI/I€TUTENbHON CUCTEMBI
BCTpeYaeTCs amaasus MOYKH, AUCTOmMs (TasoBas
WM MOSACHUYHASA) €JUHCTBEHHON IIOYKM, OZHON
nnn 06eux, TUIIOIUIa3Ks OJJHOI U3 movek, L-ob6pas-
Has MM NOAKOBOOOpa3Hasa MOYKa, alylasusl OGHOI
MOYKM B COYETAHUM C OUCTONMEN KOHTpanaaTepaib-
HOT'O MOYETOYHMKA.

B 3aBuCMMOCTHM OT HaIM4NUA PYAUMEHTAPHBIX 3a4aTKOB
MAaTKM BBIJIETISIOT aIl/Ia3yI0 MaTKM B BYJie OJHOTO LVIIVH-
APpUYECKOro Banuka (CIpaBa, C/ieBa, B IIeHTPe MajIoro
Tasa), IBYX MBILIIEYHBIX BaJMKOB U MOTHOIO OTCYTCT-
BUA pyAUMEHTOB. [Ipy 3TOM sHIOMETpUIL ONIpefenaeTca
y 25% manueHToK, GQyHKIMOHMpyomuit — y 6-10% [8].

3M6puonoruﬂ, aTuonorna, reHeTuka

VI3 mapHbIxX mapame3oHepanbHbIX (MIO/IEPOBBIX) IIPO-
tokoB (IIMII) pasBMBaIOTCS MaTOYHBbIE TPYOBI, MaTKa,
IIejika MaTKV U BepXHME IBe TPETY B/IATA/ININQ, 13 MOYe-
IIOIOBOTO CYHYCA — HIDKHSA TPeThb BIArajniia.

ITMII 3axnafpIiBaeTCs Ha IATOM-IIECTON Heflesie aMOpu-
OHAJIbHOTO Pa3BUTUA. VI3 I[eTOMMUYECKOTO 3MUTEeNUs
YPOTeHUTANTbHBIX IpebHeil GOPMUPYIOTCS ABYXCTOPOH-
HIe VHBarMHALNM, POCT KOTOPBIX MMeeT KpaHMOKay-
Ja7bHBI XapakTep, B pe3y/lbTaTe 4ero MHBAIMHALUN
AOCTUTAIOT IpPOCBeTa yporeHuTanbHoro cuuyca. Ka-
ynanbHble yactu AByX [IMII cnmBaroTca u garoT Hava-
JI0O MaTKe, IIeJIKe MAaTKU ¥ BE€PXHell 4acTy Bjarajauiia,
a U3 KpaHNWAaJIbHBIX YacTell 06pa3yloTcs JBe MaTOYHBIE
TpyOBl. B oTcyTcTBME pocTa [IMII B KaymanpHOM Ha-
mpaBieHnu GOpMMUPYETCs allIasys Blaraluina 1 MaTKIL,
a yacTMYHasA allasus BaTaauina — IpY HapyLIeHUNn
cmusanusa IIMII ¢ yporennranbubiMm cunycom. IIpu sTom
ee MMPOTsHKEHHOCTD 3aBUCHUT OT CTETIEHM 3a/Jep KK pOCTa
IIPOTOKOB.
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Ho cux mop ocraercs HescHon atuonornsa CMPKX.
QopMmupoBaHue MaTTepHa TKaHell U MopdoreHes op-
raHOB y 3MOpMOHA MpeRCTaBIsieT CO0O0J CIOXKHBII
Ipoliecc U SABAAETCSA Pe3ylbTaTOM COYeTaHUA CBOEB-
PEMEHHBIX CUTHAJIOB OT reHeTMUeCKNX, XUMIIECKUX,
MeXaHUYeCKMX (aKTOpOB, YTO MO3BOJIACT BBIAETUTDH
HECKOJIbKO BO3MOXXHBIX 3TMOIOTMYECKUX BapMaHTOB:
MOHOTEHHBbIE, OJIUTOTeHHble, MOJUTeHHble, MHOIO-
¢dakropHble U 3aBuUCALME OT GAKTOPOB OKPYIKAIOIel
cpenbl. Kpome Toro, MoryT 6bITh 3aeiicTBOBaHBI pe-
TyIATOPHbIE MEXaHM3MBI, HAIPUMEP SMUTeHEeTUYECKEe
(akTOpHI, ¥ cOMaTHYeCKUe TeHeTUYeCKIe BO BpeMsI 9M-
6puorenesa [9].

Ha 6a3e HayuHoro ILjeHTpa aKylIepcTBa, TMHEKOIO-
IMM ¥ IEPMHATONIOTUN M. aKafemuka B.J. Kymakosa
(HMUII ATII um. B.J. Kynakosa) 6110 mpoBefie-
HO reHeasioTudeckoe obOcnemoBanme 145 maiueHToK
C anasuen Bjaranauuia U MaTku, y 27% U3 KOTOPHIX
BBIAIBJIEHA OTATOIeHHAsA HaCle[CTBEHHOCTDb. [Ind re-
HEeTUKO-MaTeMaTUIeCKOro aHanmu3a GBI 0TOOpaHBI
26 poIOCIOBHBIX, IPOOAHBI KOTOPBIX MIMe/IY He MeHee
onHoro cubca xxeHckoro nona. [Tpy onpenenenny tuna
Hac/leJoBaHMA MCIIONb30BaIN MIPOCTON U AlpUOPHBIN
MeTOx cubcoB. ITonydyeHHbIe Pe3yabTAThl IIO3BONU-
M BBIJBUHYTH TMIIOTE3y O PElleCCMBHOM TUIIEe Ha-
clefoBaHyA JAHHOTO NMopoka pasBuTuA. HexoTopsie
ydeHble JOMYCKalOT BEPOATHOCTb ayTOCOMHO-TOMMU-
HaHTHOTO Tima HacnemoBauusg CMPKX o oTioBckoit
nuHuN. COIIAaCHO pe3ynbTaTaM PeTPOCHeKTUBHOTO
VCCTIe[OBaHMsA, y 34 meTeil, KOTOpble OBUIN POXKAEHBI
oT xeHMH ¢ CMPKX, ucnonp3oBaBunx JJOHOpCKue
aitexkneTku (50% meTeil >KeHCKOTO I1071a), He BbIAB-
JIEHO HJ OJJHOTO IIOpOKa PasBUTMUA MOYEINONIOBOI CU-
crembl. O HU3KOII IEHETPAHTHOCTHU U BapuabenpbHOIt
9KCIIPECCUBHOCTH JAaHHOTO IIOPOKa MOXXHO TOBOPUTH
B KOHTEKCTe ayTOCOMHO-JOMMHAHTHOTO TUIIa Hace-
poBaHud [10, 11].

Knunnyeckas KapTuHa N ANarHoCTuKa

Kak mpasuio, aMeHoOpes ABAETCSA BeJYIIMM CYMIITO-
MOM Y HaI[IeHTOK C HOpMa/lbHbIM (DEHOTHUIIOM U Kapy-
otumoM 46, XX, ¢pusnosnorueit, aHaTOMIEN SNIYHUKOB
Y OTCYTCTBUEM IIPU3HAKOB U30OBITKA aHJPOTeHOB.

ITpu ¢pmsukanbHOM 06CIeOBAaHNYN OTMEYAeTCA U30-
CeKCYa/lbHBIMl TUII Pa3BUTHA BTOPUYHBIX HOJIOBBIX
IpPU3HAKOB NPV OOBIYHOM TeMIIe II0JIOBOTO CO3peBa-
HIA. BO3SMOXHBI BapMaHThl, IPY KOTOPBIX BIaraaniie
MIO/IHOCTBIO OTCYTCTBYET MM OIpeNendeTcsa B Bufe
YKOPOUYEHHOTO C/Ieroro Memka. [Iopok BHYTpeHHUX
IIOJIOBBIX OPIaHOB MOXKET NPOABIATHCS HAIMYNEM PY-
IMMEHTApPHOI MaTKM B BUJIe HE6OIBIIOTO MBIIIEYHOTO
TsDKA MM OBYX POTOB C TOHKMMM HEIOTHOIIeHHBIMU
¢dannonuespiMu Tpy6amMu 16O MOTHBIM UX OTCYTCT-
BueM [12].

B xadecTBe HONMOHUTENbHBIX METOHOB JUATHOCTUKMU
UCIIONIb3YETCs YNbTPa3BYKOBOE JMICC/IEOBAHE OPraHOB
Mmasoro Tasa. IIpu ero nposefeHun MOTYT BU3yanusu-
poBaTbcsi 06pa3oBaHus, CO3AAONINE 3XOrpapuIecKyo
KapTUHY QYHKIMOHVPYIOMIMX MAaTOK, — Y CTEHOK MaJIOrO
Ta3a OINpeJeIAITCS M309XOTeHHbIe MBIIIEYHON TKaHM

MAaTOYHBIE PYAMMEHTHI, UMEIoIIVe II0JIOCTb C OHOM VI
obenx ctopoH. [Ipy aToM IepexonHas 30Ha SHJO- M MU-
oMeTpus HepaBHOMEpHAadA WM OTCYTCTBYeT. AMIHuUKM
pacIonaralTcs BHICOKO B MajloM Ta3y. VIx pasmepsl co-
OTBETCTBYIOT BO3PAaCTHOM HOpMe. B TpeTu cnyvaes gu-
arHOCTMPYETCS IOMUKUCTO3 WIn obegHeHre (HOJUIIKY-
JIIPHOTO anmnapara 060X AMYHIKOB, CTEHKI BIara/nIna
He BU3YaIM3UPYIOTCA.

MarsuTHo-pe3soHaHCHas ToMorpadusa Kak Hambonee
MH(pOPMATUBHBII METOJ, HEMHBA3UBHOTIO 00C/IE[OBAHNS
Heobxoxnma s guddepeHnanbHON AMarHOCTUKN.
Oma mpuMeHseTcs A1 BepupuKaluy CIOKHBIX U aTu-
OUYHBIX GOPM aHOMANuUl MaTKY, a TaKKe IpU HaIu-
YYY COYETAHHOJ I'MHEKOIOTMYeCcKO maronoruu (mpu
atunuyHoM Bapuante CMPKX mmn MURCS-accomna-
uym) [13].

Jlamapockonys IpOBOAUTCA HpU 60NEBOM CHHAPOME,
acCOIMMPOBAHHOM C GYHKIMOHUPYIOIMMU PyAUMEH-
TaMI MaTKMY, ¥ TTOKA3aHNUAX /1A 9KCTPEHHOTO XUPYpPIiu-
4ecKoro yedenus [5].

Jleyenne

Henbro nevyenus mamuenTok ¢ CMPKX sBnsercs co3pa-
HIe VICKYCCTBEHHOTO BJIarajmiia (KO/IbIoI033).
MeTopp! nedeHns NOpasfeATCa Ha KOHCEpBATUBHbIN
(konmbIIO9MOHTAMA) U ONepaTUBHBII (popMupoBaHye
BJIaTa/MIA C ayTOTPaHCIIAHTalMell TKaHeil U3 Taso-
BOJT OPIOLINMHBI, KOKM BY/IbBBI Vi IIPOMEXHOCTH, OTpe3Ka
KUIIKY UM C UCTIONb30BaHMEM CUHTETUIECKUX (ammo-
IUTACTUYECKVX) MaTepuanoB). Xupypruueckye MeTORbI
B CBOIO Ouepelb MOfpa3esAI0TCs Ha TATOBbIe M TPaHC-
IIaHTauyoHHble. DPPEKTUBHOCTD XUPYPIrUIECKOTO
neyenus gocruraer 80-90%, 4To He IPEBHIIIAET MTOKA-
3aTertb 9 (PeKTUBHOCTI HEXVPYPriudeckoro [2, 14, 15].
Y noppOCTKOB c alTasuent Blaraauila ¥ MaTKU KO/IbII03-
JIOHTaLys NOIyCTUMA B Bo3pacTe 15 jieT u crapiue.

ITpu pacTsyKeHUM TKaHell BlaralauIHON AMKMU 32 CUeT
NOCTEIeHHOr0 HajJaB/AMBaHUA 3a 3afHEN CHalKou
MaJIBIX IIOJIOBBIX T'Y0 06pasyeTcst MCKYCCTBEHHOE BIa-
ranuiie [16].

KoHcepBaTuBHBIN KOTBIIONO033 IPOBOANUTCSA aKyILIEPOM-
TMHEKOJIOTOM IIpY IOMOIIY KO/NbIIO3/IOHTaToOpa C MUC-
II0/Tb30BAHMEM KPEMOB CO CMATYAIOLIVM, pereHepupyo-
LIVIM U IPOTUBOBOCIIAINTE/IbHBIM JIeMICTBMEM, KOTOPbIE
HAHOCATCS Ha 00/1acTh BIarajniiHON SIMKU B PEXMMe
OfVH pa3 B CYTKM B TeueHMe 20 MUHYT IIOf] KOHTPOIEM
6071eBBIX OLIYIIEHNIT. B fapHelieM B OTCYTCTBIE BBI-
paXKeHHBIX 6OJIEBBIX OLIYIIEHNIT KOIbIIOIOHTIAINS BbI-
IO/IHAETCH [Ba pa3a B CyTKu B TedeHne 30-40 MUHYT.
Kypc kompnosnoHranum BKmodaeT 15-20 mpouenyp.
Jns moctmxeHus Tmy6uHBI HeoBnaramuia 10-12 cm
TpebyeTcss OT OFHOTO O TpeX KypcoB (mpsiMasi Koppe-
JALUA C BBIPQOXEHHOCTBIO JUCIIIA3UN COENVHUTENbHON
TKaHM) C IepepbIBOM IBa-TpU MecAna. Mexny Kypcamu
PEKOMEHYeTCA eXXeJHeBHO 00pabaThIBaTh 30HBI 3aJHEl
CITaJiKyl MaJIbIX ITOIOBBIX I'y0 ¥ KOXXI CHOPMUPOBAHHOTO
HeOBJIaTa/INIa KPeMOM C 3CTPUOTIOM.

ITanmenTKam 16 jeT U cTapuie C amIasyuei Baraaninga
U MaTKM, >Ke/MTA0MMM HadyaTb MOJIOBYIO KM3HDb U/UIN
HaXOMsAIMIVMCS B 3aperucTpUpOBaHHOM Opake, IOKa-
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3aH XUPYPIUYECKUI KOIbIIONO33 — CUTMOU/IA/IbHBI,
OPIOLIMHHBIN C allapOCKOIMYECKON aCCUCTEHIME,
XUpPYyprudeckas KOJIbIIO3IOHTALMs C TOMOIbIO MeXa-
HUYECKUX TATOBBIX YCTPOICTB (MeToAMKa BukbeTTn)
u ip.

CremyeT mOf4epKHYTb, YTO YKa3aHHbIE BbIIIE METOJbI
MMeEIOT OTPaHMYeHHOE NIPUMeHEeHNe, I09TOMY He Bcerfa
yAaeTca JOCTUYD XKETAeEMOTO Pe3y/IbTara JIeYeHNA.
Pepnxo u npenmymecrseHno B Poccum BrInmonHAeTCA
KOJIBIIONI033 PE3ELPOBAHHBIM OTPE3KOM CUTMOBUIHOM
KUILIKY, VCIO/Ib30BaH/e KOTOPOTO HEPENKO OCIOXKHA-
eTCsl pecTeHO3aMM, M30BITOYHBIM HEIPUATHBIM KHIIIeY-
HBIM OTHeNsAeMBIM, BbIMafieHNeM cHOPMUPOBAHHOTO
BIarajIMIla, a TAKXKe Pa3BUTUEM ITOC/IEONEPALMIOHHON
KUIIE€YHOV HENPOXOJMMOCTH U BOCHA/JIEHNA B OTKIIIO-
YEHHBIX OT/[e/IaX TOJICTOM KMUIIKMN.

C y4eToM 6ONBIIOro KOMMYECTBA OCIOXKHEHMIT KaK BO
BpeMs OIepallyy, TaK U IOC/e, B HACTOsALlee BpeMs BO
MHOTMX CTpaHaX MMPa METOJ] CUTMOUZA/IbHOTO KOMb-
IIOT10393a NPEJICTAB/IAET UCKIIOYNTETbHO MCTOPUYIECKII
MHTepec.

MeTopguka BukpeTTu ocHOBaHa Ha MCIIONb30BaHUM
MEXaHUYECKMX TATOBBIX YCTPOJMCTB: IOJ MalapOCKO-
IMMYECKMM KOHTPOJIEM 4epes IpeffBepue Baaraania
B OPIOIIHYIO IOJIOCTD IPOBOAATCS jBE MOHO(DIIIaMEeHT-
Hble HUTY, IPUKPENNEeHHble K aKpUTIOBOMY OJIMBOO-
6pasHoMy 11a610HY. X0 HUTEN COOTBETCTBYET IIOTEH-
L/1a7TbHO BO3MOXKHOMY XOJY BIara/IMIlia, HUTU KPEIATCA
CHAPY>KU Ha IlepefHelt OPIOIIHOI CTEHKE K CIIeLa/IbHO-
MY YCTPOJCTBY, CO3/a0IIeMy BOCXOAAILee HATSKEHNE,
nopraryBas madmon. Hutu moprarusarores Ha 1-2 cm
eXeflHeBHO B TeueHMe 7-10 gHeit. IIpu goctmxenun po-
CTATOYHOI TTyOMHBI TATOBOE YCTPOICTBO YAAMSIETCS.
[MarmeHTKaM peKOMeH[yeTCsl OY>KUpOBaHe BIaranin-
Ila B T€YeHNE IIeCTH MeCALeB WM O Hadaja IOI0BOM
JKMU3HU [ IPelOTBPAleH sl YKOPOUEHMA U CTEHO3a He-
osaruHbl. [locreonepalnoHHbI IEPUOJ, COMIPOBOX/A-
€TCs1 BBIPAXXEHHBIM OOJIEBBIM CUHAPOMOM, AIUTETbHBIM
IIEPUOJOM BOCCTaHOB/IEHNA. YacTO BOSHMKAIOT C/I0>KHO-
CTY IIpYU IIPaBUILHOM pa3MellleHUM KpelexKeil IabioHa.
ITpu yBenuyeHuy CUIbl HAaTSKEHMS alllapaTa BbICOKA
BEpPOATHOCTb Hepdopanny mpsAMOit KUIIKK M MOYEBOTO
ITy3bIps, IEPEKPYYMBAHMA MOYETOIHMKA.

JI.B. Agaman 8 HMUII AI'TI um. B.M. Kynakosa Bnep-
Bble Oblla MOAMGULMpPOBaHA METOAVKA OpPIOIINH-
HOTO KOJIBIIONO33a JIallapOCKONMYECKUM JOCTYIIOM:

Nuteparypa

Jlekuun ana spaden

Peiko v npenmyLLecTBeHHO B Pocciv BbinonHAeTcA
KO/IbOM033 Pe3eLnpoBaHHbIM OTPE3KOM
CATMOBIALHOI KULLIKIA, NCMI0JIb30BaHIe KOTOPOTO
Hepe/IKO OCTOKHAETCA PECTEHO3AMIA, U30bITOUHBIM
HeNPUATHbIM KULLIEUHbIM OTAENAEMbIM,
BbiNazieHem chopMUPOBAHHOTO BRATNMLLLA,
TAKXe Pa3BUTUEM NOCNIEONEPALIMOHHON KLIEYHON
HeNpOXOAUMOCTY 1 BOCTINIeHIAA B OTKJIKOUEHHbIX
OTAeNaX TONCTON KMLLIKIA

upeHTrrKanys cBOOOJHON U MOABIKHOI YyacTu Opro-
IIMHBI MAjJIOTO Ta3a U CO3JaHMe KYIojia HeoBJIaraiu-
112 JIAAPOCKOMMYECKUM [JOCTYIIOM C IapajeNbHbIM
BBIIIO/THEHNEM TYHHETUPOBAHUA MEeX[Y YPeTpoli, Mo-
YEBBIM ITy3bIPEM U IPAMON KMUILKOI CO CTOPOHBI IIPO-
MexxcHoctH [17]. @opMupoBaHue HeOBaruHbI 13 OPIOIN-
HBI SIBJIAETCS TEXHUYECKM CIOKHBIM U OTHOCUTENBHO
6€30IacCHBIM METOIOM KOJIBIION033a (C MUHMMA/TbHBIM
KOJIMYECTBOM MHTPAOIIEPALMOHHBIX 11 TIOCTIEOTIEPALH-
OHHBIX OC/IOXXHeHuIt). [Ipennoxennas MopuduKanus
OpIOIIMHHOTO KOJBIION033a II03BOMAET YIPOCTUTD,
006€30I1acUTDb U YCKOPUTD TAIl HU3BeeHUA 1 pukcarum
OPIOIIMHBI K KpasM paspesa KOXI MPOMEXHOCTI. ITO
IpefyIpeXxjaeT BO3MOXHbIE PAHEHNsI COCETHUX Opra-
HOB U TKaHel [5, 14, 18, 19].

3aKknioyeHue

Ina neyenusa nauyuenTok ¢ CMPKX Heo6Xomum MexXguc-
LIUIUIMHAPHBIN NOAXof. Vcnonb3oBaHue MpueMIeMbIX
KmaccuduKanmit HOPOKOB Pa3BUTHUS MIOTOBOI CHCTEMBI,
HOBBIX IOJAXOM0B K AuarHoctuke u nedyennio CMPKX,
M3y4yeHMe NMPUHIIUIIOB ero Hac/lefoBaHuA U pa3sBUTUA
MMEIOT pellalolliee 3HaYeHMe I/IA yAydlleHns KadecTBa
SKV3HU MAI[MEHTOK C JAHHBIM IIOPOKOM.

JocTioKeHNA BCIIOMOTATeNbHBIX PEeIPONYKTVBHBIX TeX-
HOJIOTUII NO3BOMNAKT peann3oBaTb PeNpoOAyKTUBHYIO
(YHKIVIO C MCITONb30BAHMEM COOCTBEHHBIX SIIIEKTETOK
U CyppOraTHOTO MAaTepMHCTBA, OfHAKO PUCK Iepefadn
CMH[IPOMA JOCTOBEPHO He MOXXET OBITh OLlEHEH, ITO 00-
YCIIOBIIMBAET IOTPEOHOCTD B JOIIOTHUTEbHBIX YICCTIENO-
BaHusax CMPKX.
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Mayer - Rokitansky - Kiister — Hauser syndrome is a congenital abnormality in the development of the female
reproductive system based on the agenesis of the Miillerian ducts. The defect is characterized by complete

or partial absence of the uterus, upper part of the vagina, in some cases combined with anomalies of other
organs and systems (musculoskeletal, excretory, cardiovascular, hearing). In this review the modern principles
of classification, etiology, diagnostic methods, conservative and operative methods of treatment are summarized.
Ultrasonography and magnetic resonance imaging are the most informative methods of diagnosing this defect.
Non-operative treatments can be used to create an artificial vagina by stretching the vaginal tissue with special
devices (colpoelongators), surgical methods of treatment of this congenital abnormality provide alternative
ways of creating neovagina. A comprehensive approach in diagnosis, study of the principles of inheritance

and the application of current methods of treatment allows to provide more effective management of patients
with Mayer — Rokitansky — Kiister — Hauser syndrome.

Key words: Mayer - Rokitansky — Kiister - Hauser syndrome, aplasia of the uterus and vagina, congenital
disordet, colpopoiesis
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