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Abstract: Cpenv 3a60J1eBaHMVI, COPOBOXKIAIOIIVXCS arUlasvell BarajIvila ¥ MaTKyM, OCHOBHOE MeCTO
3aHMMaeT cuHApoM Poknranckoro-Kiocrepa. Peabnmmrativist Takyx — CJI0XKHBIV IIPOLIECC, M3-3a KOTOPOTO
BO3HMKaeT XMpypridecKkasi KOppeKLys BHy TPEHHVX II0JIOBBIX OPraHOB, T.e. IUTACTIKA BJIaTaJInIIa
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Abstract: Among the diseases accompanied by aplasia of the vagina and uterus, the main place is
occupied by the Rokitansky-Kiister syndrome. Rehabilitation of such is a complex process, due to which
there is a surgical correction of the internal genital organs, i.e. vaginal plastic.

Keywords:. MRKH syndrome, Miillerian duct agenesis, anomaly in the development of the genital
organs.
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AKTyasTbHOCTB ITp00IeMbl. AHOMaINV Pa3BUTHS OPTraHOB PerpOayKTUBHOM
CUCTeMBI SBJISIOTCS TIOJIMATUMOJIOTMYHBIMM, CBSI3aHHBIMM C XPOMOCOMHBIMU U
reHHBIMY HapyIIeHUsMM, C Pe3yJIbTaTOM TepaTOreHHOIO BO3/eVICTBMS Ha IUIOZ,
pasMuHBIX PAaKTOPOB, TOPMOHAJIBHBIMI M3MEHEHMSMIM B IepUol], OpraHoreHe3a
[3].

HecMoTpss Ha 3HauMTesIbHOe YMCJIO IIyOJIMKaMyl IMOCIeTHMUX JIeT IIO
rpo0sieMe IIOPOKOB pasBUTHS BHYTPEHHMX IIOJIOBBIX OPraHOB >KEHIIMHBI, WX
YyacToTa B IIOIYJISLIVM CYMTAETCs YCTAaHOBJIEHHOV TOJIBKO [IJI OHOIO IIOpOKa -
arvtasuy MaTKM ¥ Biarajvilia, 4acToTa KOTOPBIX, IO JaHHBIM pPa3HBIX aBTOPOB,
kostebsietcst ot 1 Ha 4000-5000 [2] HOBOPOX/IeHHBIX JIeBOYEK.

Arenesusi MiojulepoBa IIPOTOKa IIPMBOAUT K BPOXIEHHOMY OTCYTCTBUIO
MaTKM W Bjarajuing, OpyM 3TOM C HOPMaJIbHBIM KapuoturnioM (46, XX) u
dysxumonupyomMmy - audHuKaMmu.  Otnosiornss CPK ocraerca HesicHOu, u
AMarHo3 OOBIMHO YyCTaHAaB/IMBAaeTCs B IIOAPOCTKOBOM Bo3pacTe. Y [eBOuYeK B
IyOepTaTHOM BO3pacTe IIpVI HOPMaJIbHOM IIOJIOBOM CO3PEeBaHUW BbIABIISETCS
IIepBUYHAas aMeHOopes], pexke BCTpedaeTcsl HeBO3MOXKHOCTb IT0JI0BOTO akTa. [lpm 1

THIIE CMTHIPOMa Ha6J'IIO,U;aeTC$I IIaTOJIOI'VIA TOJIBKO CO CTOPOHBI ITIOJIOBBIX OPI'aHOB, a
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npu Il - Tume coderaHme aHOMaJIMK IIOJIOBBIX OPraHOB C aHOMaJIMell KOCTHOV
CHICTEMBI VIV C aHOMaJIVISIMIU MOY€eBbIIeJINTeIbHOV CHICTeMBL COOTBETCTBEHHO B 10%
1 40% ciygaes [33].

Briepsble cuHnpoM Mariepa-Pokuranckoro-Krocraepa-Xaysepa (CMPKX) Obut
ommcaH B Hadaste XIX B. Hemenikyum anaromoM Asrycrom Marntepom (Mayer C.ALJ.,
1829) kak otTcyTcTBMe Bilarayimimia y 4 MepTBOPOXIEHHBIX [JeBOYeK C
MHOXKeCTBEHHBIMI ITOPOKaMM Pa3BUTHSA. ABCTPUNCKUIL Bpad M IIaTOJIOrOAHATOM
K.Poxuranckuit (Carl Freiherr von Rokitansky, 1838) [17] u I Kroctep (Hermann
Kiister, 1910) [18], m3yuasg naTodm3MOIOTMIO ¥ IIATOJIOIMYECKYI0 aHATOMMIO
HapyIIeHUI Ppa3sBUTHA JKeHCKMX IOJIOBBIX OPraHOB, yTBep XHasIy, 4TO IPU 3TOM
IIOpOKe Pas3sBUTKA YacTO OTCYTCTBYeT M MaTKa, M OH codeTaeTcd C aHOMaJIMsAMU
apyrux opraHos m cucreM. IlIBerapckunt ruHekosnor I'.Xaysep (Georges André
Hauser, 1961) [19] o6oOmwr maHHBIe MeEXIy arviasuerl MaTKW ¥ Bjlarajivina u
aHOMa/IMsIMM ~ pasBuTusA ckelleta u 1odek [4]. CMPKX xapakrepusyercs
dusnosiornyeck pasBUTBIMM BTOPWYHBIMM IIOJIOBBIMM IHpPU3HaKaMM (XKeHCKU
deHoTUII), HOPMaJIBHBIM >KEHCKMM KapuoTumnoMm (46, XX), BpoXaeHHbIM
OTCyTCTBMEM MAaTKM ¥ BJlaraIvilia WIM OTCYTCTBMEM MaTKM ¥ BepxHux 2/3
paraymina [20, 21] u HopMarTbHO PYHKIMOHVPYOMMI SMIHKamm [4, 22, 23].

Becrutofiie 1 HEBO3MOXXHOCT HOPMAJIBHOTO IIOJIOBOTO aKTa — 3TO (paKTOpBI,
KOTOpBIe, MEeIOT HamOosIbIllee BIIMSIHME Ha KauecTBO Xn3HN. [Tpu nogTeepxaenmm
AVarHo3a MOIPOCTKY M JKeHIIMHBI [OJTyYaloT [Ty OOKMII IICVXOJIOIIUECKIUTL CTPecc,
IajlaeT caMOOIleHKa ¥ OTCYTCTByeT IPUHSTIE CBOero Tejla, B pe3yJbTaTe TpeTb
MallMeHTOB cTpajaloT gerpeccuent (4). 'ecranimonHoe cypporaTHoe MaTepPUHCTBO -
BO3MOJKHBIVI BapMaHT 111 KeHIIMHbI ¢ AnarHozoM CPK, ogHako puck nmoBTopeHms
cuagpoma MPKX y noromcTBa onjeHmBaeTcs B 1-2%.

Ienp mcciegoBaHus. VIsydeHne TakTMKM BelleHMs [IeBYIIEK C CUHIPOMOM
Poxuranckoro-Kroctaepa.

Marepuanpl M MeTOOBI WMccjIedoBaHMsA. MaTepuasioM It HacTosIIeN
PpaboTBl TIOCITYXWIN pe3yJIbTaThl 0OCiIe[IoBaHMs U XUpyprudeckoro jgedeHus 120
IIOAPOCTKOB C cuHApoMoM PoxmraHckoro-KrocrHepa, OIlepUpPOBaHHBIX B
OTHeIeHUN [eTCKOV TMHEeKOJIOTMM MHOTOIIPOWIBHOV HeTCKOM KIMHUKUA U B
vactHo dpupme «OOO [Jokrop» ¢ Hoa6psa 2015 r. mo HOsO0ps 2021 r. Bospact
nanneHToB cocTaBuil oT 14 go 18 srer. CpenHmil Bo3pacT IalieHTOB cocTaBwI 16
jtet+1,2.

KimmHnueckn  xapaKTepusyrOTCsi IIepBMYHOV aMeHopeell C HOPMaJIbHO
PasBUTBIMM HapPY>XHBIMM IIOJIOBBIMM OpraHamMy W PasBUTBIMM MOJIOYHBIMU
XeslezaMn. 3aboJieBaHMe OMArHOCTUPYIOT OOBIYHO B ITyOepTaTHOM BoO3pacTe, B
CBSI3M C XXas100aMy Ha OTCYyTCTBIe MEHCTPYyaLA.
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Bcex mammenTos (100%) ¢ CPK GecriokomIo oTCyTCTBME MEHCTPYaLUT, pexe
LIVIKITYeCKVIe, eXXeMeCsTIHO TSHyIye 00 BHU3Y XMBOTA MM B IoscHuIte (80%) 1
apyrue.

Bo Bcex ciryuasgx mpm aruviasuy MaTKM U BjlarajIviiia, He3aBUCUMO OT CTeIleH!
pasBUTMSL PYOMMEHTOB MaTKV, WMEIOTCS MaTOYHble TPYyObl W SSMYHUKU
HOPM&JIBHBIX pa3MepoB. B pemgkmx ciiydasx MOXeT CYIIeCTBOBaTb aKTWMBHBIN
SHOMETPUI C aHAJIOTOM PYAVMMEHTAPHOV MaTKM, KOTOPBIVI CTAHOBUTCS aKTVBHBIM
B HPUCYTCTBUM XOPOIIO 3CTPOTeHM3MPOBAHHOIO COCTOSHMS. B jmuTepatype
yIIOMMHAETCS, YTO  MMOMa  pPegKo  pasBMBaeTcCs B PYOMMEHTapHON
HeYHKIIMOHAJIBHOV MaTKe [2].

OOmHOCTP  SMOPMOHAIIBPHOTO  ITPOVMCXOXIIEHMS WM CXOOHBIE  CPOKU
OpraHoreHe3a OpPraHOB MOYEBBIIE/INTEIIbHOV CUCTEMBI VI BHYTPEHHMX IIOJIOBBIX
opraHos, IOOymwm Hac oOpatuTe ocoboe BHMMaHMe Ha aHATOMO-
dpyHKIMOHATIBHOE  COCTOSTHVIE MOYEBBIIENINTEIBHOV CUCTEMBI  ITAIlMIeHTOB C
IIOpOKaMVI BHYTPEHHVX I10JIOBBIX OPraHOB.

VcciremoBaHme OpraHOB MOYeBBIIEIINUTEIbHOM cucTeMbl y manyeHTtoB CPK
niokasasio ripu Y3V nouek y 36 (30%) >keHIIIMH oOHapyXeHO: aIula3us IOYKu y 16
(44,4%), nyicrons riouek y 14 (38,9%) v yosoenwme nouxkm y 6 (16,7%) (pwuc. 22).

Ocoboe BHMMaHMe oOpalai Ha COCTOSIHVIE CBEPTBIBAIOIIE CCTEMBI KPOBH,
y4UTBbIBasl BBICOKMII PUCK TPOMOO3IMOOIIIYECKIX OCTIOKHEHWI PV BIIaraIMIITHbBIX
omepaumsx, BceM OOJBHBIM B AMHAMMKe IIPOM3BOOWIM KOaryjorpammy. OTu
IoKasaTe/Ilt BO Bcex cilydasx ObUIM B IIpeferiax HOpMBL Ilepen omepaiiveit Bcem
O601pHBIM OBUIa Ha3HaUeHa d7IacTidecKas KOMITPeCCsl HVDKHMX KOHEYHOCTE.

BosibHBIM, KOTOPBIM IUIAaHMPOBAJIOCH CO3[aHMe MCKYCCTBEHHOIO Bjlarajniila
M3 CerMeHTa TOJICTOM KWUINKM, TpeboBastlach ocobasi moaroroBka. 3a 3 [HS 10
ornepanyy IIPOM3BOAVIN OUMIIIeHMe KUIIeYHMKA C IIOMOIIBIO0 OYMCTUTEIbHO
KIVM3MBI - [IBa pa3a B JIeHb B TeueHMe Tpex OHen. VIckroueHme M3 pallyoHa
OUTaHWS  [OPOAYKTOB, OoraThIX KIIeTUaTKOW; Ha3HadaJM MOJIOYHBIE W
KVCJIOMOJIOUHBIe IIPOAYKTHI, @ TaKXXe II0KOJIafl, KOHQEeTHI 1 T./.

Pe3ynpTaThl wmccilegoBaHMsI WM wx oOcyxmenme. Ilpu paBypydHOM
peKToaboMIMHaIIbHOM MCCIIeIOBaHNUN MaTKa He ornpefesisuiach y 120 nanmeHTok. Y
16 manmeHTOK dYepe3 IIepeAHIOI0 CTEeHKY IIPSMOV KUIIKM IaJIbIVpOBasICs
IIOIIEPEeUHBINl TSK, y 8-TM - B MecCTe IMPOeKIIMVM MaTKM B IIOJIOCTVI MaJIOro Tasa
oIpenessuIoch IUIOTHOe oOpa3oBaHMe, HallOMMHaloOIlee PyAMMeHTapHYIO MaTKy
pasmepamm 2,5 x 2,5 cm.

ITpn Y3-uccinenosanum y 11 601pHBIX MaTKa OIlpedeislach B IIeHTpe MajIoro
Tasza B BUIIe 00pa3oBaHMS IIVUITMHIPUYECKOT (POPMBI, pa3Mepbl KOTOPOVI B CpelTHEM
He TIPeBBIIAIVI 3HAYeHWUV, XapaKTepPHBIX IS 2-7-JIeTHEro BO3pacTa JIeBOUYeK C

HOpPMaJIbHBIM IIOJIOBBIM ¥ (PM3MYecKUM pas3BuTveM. [[jIvHa pyauMeHTa MaTKU B
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cpentem cocraBwia 3,08+0,08 cMm, mmpwuHa - 1,41+0,11 cM, nepenHesagHU pasmep -
0,94-0,14 cMm. Y 6 OobHBIX MaTKa oOIlpesiesisulach B BUJle IBYX MBIIIEUHBIX BAJIIKOB,
PacIOJIOKeHHBIX IIPUCTEHOYHO B IIOJIOCTM MaJIoTO Ta3a pasMepaMmy, He
npesblmatomymm 2,7 x 1,2 x 2,5 cMm. JInuHMKM pacrosiarajmnch BBICOKO y CTE€HOK
MaJIOrO Tas3a M VX pa3Mepbl COOTBETCTBOBaJIM BO3PacTHOM HOpMe. Y 7 OOJIbHBIX
oIpefessUICh (POJUIMKYIIBI AriaMeTpoM OT 1,2 1o 2,5 cM B ITHV OBYJIALIVN.

Cosmanue VICKyCCTBEHHOTI'O BJIaraJINIIIA, SIBJISTIOIIIEeCs OCHOBOTI
demmnmsupyromen 1wiactuku npu CPK sbemmonHena sceM momgpoctkaM 100%. B
pesyJibTaTe IIpoBeleHHOM Xxupyprudeckon Koppekumun CMPK y 46 nanueHTOB
ObUIM BBIIVMCAHBI JOMOV B YIOBJIETBOPUTENIBHOM cocTosgHUM. OCIoXHeHUsS B
paHHeM II0CjIeollepalliOHHOM IIepuoie uMelr MecTo y 4 manueHToB (8,68%)
TaOsmria 10.

V3mepenne  apTuduIMaJibHOIO  Bjarajiviiia C  IIOMOIIBIO  30H7A
CBUIETEJIbCTBOBAJI O TOM, UTO ero pasmepsl KojleOaymchk B mpepernax 80-155 mm
(wmHa) 1 26-44 MM (DMaMeTp BXOza).

Mukpoditopa apTrdmMaIbHOrO BiIaraaniia, M3ydeHHas y 46 O0IbHBIX, KaK
IIpaBWIO, COCTOsUIa W3 accolyanuyl KWUIIeYHOV HaJIouKy, SHTePOKOKKa,
caripodUTHOro cradpMIOKOKKA VM CTPEelITOKOKKA.

Peaxiyst apTrduUIIMaIbHOTO Bilaraiuiia mn3ydeHa y 43 OOJIbHBIX C TIOMOIIIBIO
VMHOVMKATOPHBIX OyMaxek «Siemens» mig m3mepenns pH. Ilocirequmnin korreOarcs B
nipenernax 7,4-7,8 (citabo-mmeriounast peakiiys).

LIBeT cymmsmcrom ob6ostoukm pos3oBeil. CKIaKM XapaKTepHBI IS CKJIaJOK
ToJIcTOM KuIIKM. [IpociexmuBaercs mepuctaibTka. ATpodnyeckrie M3MeHeHMs
CJIV3UCTON 000JIOUKe OTCYTCTBYIOT. B oTHasieHHOM cpoke HU y OAHOV HallMeHTKN
He OTMeUYeHO HaIM4uy 3all0pOB, [IOHOCOB VIV HapyIlleHu aKTa gdedeKalii.

Wrak, 3aKaH4YMBas XapaKTepUCTUKY OTIaJIEHHBIX Ppe3yJIbTaToB
PEKOHCTPYKTMBHO-IUIACTVYECKNX OIepalyii, BbIIOJIHeHHbIX y mnaunmeHtos CPK,
XOTeJI0Ch OBI OTMETUTH 3HAaUeHMe, KOTOPOe OHM VMMEIOT B XM3HV caMOV1 OOJTBHOV
ee cempu. YYeM MeHblle BO3pacT MalMeHTa, TeM Jierde IIePeHOCUTCH
KOppUTrMpYyIolas onepamms M TeXHWYecKM Jlerde OHa BBINOJIHAeTCs. B ocHoBe
KOPPeKIINN JIeXaT IIpeXse BCero IICMXOCOIMaIbHble ITOKa3aHMs, HeOOXOAMMOCTb

co3laHMs  HeoBarMHBI B  Ooslee  MoslomoM — BospacTe.  OTTsArmBaHMe
PEeKOHCTPYKTMBHO-IUIACTMUECKMX oHepanuii Ha Oojlee IO3OHUI  HEPUOL
Hen30eXXHO dopmupyer TICYIXOJIOTMYeCKUA KOH(JIVIKT, KOMILICKC
HETI0JTHOIIEHHOCTN.

ITommo TOro, 4YTO PpaHHASA IUIACTMKA W PEKOHCTPYKIMS TIeHUTaINUN
IIpeJoTBpalllaeT IICMXMYECKYIO0 TpaBMaTU3allMiO IIallyieHTa, OHa OKa3bIBaeT
OsrarompuATHOE BO3/IEVICTBYIE Ha IICUXOJIOTMYeCKNI MUKPOKIIVIMAT CeMb.
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[D1actmka Braraymima M (eMUHU3MPYIOMIAs PEKOHCTPYKIMS TeHUTaINv,
BBIIIOJIHEHHAs1 B IIyOepTaTHOM BoO3pacTe, oOecrieumBaeT YCJIOBMS peadIuIMTalnm
OompHBIX. Vcmorp3oBaHMe pa3pabOTaHHBIX CIIOCOOOB, HamIpaBjIeHHBIX Ha
NPOPWIAKTUKY Pa3JIMIHBIX OCJIOKHEHUN CIIOCOOCTBYIOT YJIYUIIIEHUIO II0JIOBOV 1
COLIVAJIBHOW afjallTalyyi MAVIEHTOB 110 TOCTVDKEHWU VIM 3PeJIoro Bo3pacTa.

Pe3yipTaThl yCOBEpPIIIEHCTBOBAHHOW IUIACTMKM BJlarajlvilla M3 CerMeHTa
TOJICTOVI KMIIIKM IIpu cuHApoMe Martepa-PokuraHckoro-KiocTHepa m3y4eHs! y 46
MaIMeHToK, Y Bcex KOoCMeTudecKye 1 (PyHKIVMOHaIbHble pe3ysIbTaThl paclieHeHbl
KaK IOJOXWUTeIbHBIe. [lpm masblleBOM MCCIeIOBaHUM — apTUUIMAIBHOE
BJIaraJINIIe MaJIO OTJIMYAJIOCh OT ecTecTBeHHOro. KaTamMHecTdueckoe HabogeHms
IOKasay, YTO TIOJIOBag ajalTalysd IalieHTOB C BO3pacTOM  IIPOXOOUT
yIOBJIeTBOPUTEIbHO. JKUBYT IIOJIOBOVI XXM3HBIO ¥ OTMEYaloT Hajmdyne oprasMa 14
manyeHToK. [Ipm 3ToM HM DauMeHTb, HM WX MOapTHEPHl He WCHBITHIBAIOT
Hey100CTB.

BeiBogpl. TakmMm oOpasomMm, IUIaHOBOe KaTaMHeCTHYecKoe HaOJIofeHe,
Ipecsieyioniee IieJlb CBOEBPEMEHHOIO0 OOHapyXeHMs ¥ KOPpeKIMy aHOMaJIiM
MaTKVM ¥ Bjlarajuiia, MO3BOJIWIO YJIYUIIUTH JledeHue OOJIBHBIX VI TeM CaMbIM
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