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Pesiome

B pe3synbTate HapylleHWA CMAHNUA MIOSIIEPOBbLIX MPOTOKOB B MpoLecce amMbpuroreHesa
MeXZy cobo, C MOYernonoBbIM CUHYCOM UM HEPACCaCbiBAHWA MEPEropoLK/ NPpK X Cpa-
LLLeHMU BO3HMKAIOT BPOXKAEHHbIE MOPOKM Pa3BUTMA MaTKM 1 Baranuwa. Hanbonee taxe-
nble GopMbl — ania3us BnaranuLia U MaTku, Bbi3blBaloLLivie Cepbe3Hble aKyLIepCKUe 1 CeK-
CyasibHble HapYLUEHNs, U BarMHanbHaa ob6CTPYKLUMA, CBA3AHHAA C annasmveli BRaranumuya,
HO NpY GYHKLMOHUPYIOLLEN MATKe, YTO TPebyeT HEOTNIONHON XUPYPrYecKom MoMOLLU.
B cTtaTbe npepcTaBneHbl MeTOAbl ANArHOCTUKM 1 fIeYeHNA YKa3aHHOW NaToNorm.
KnioueBble cnoBa: MionnepoBbl aHOManuu, annasna Bnaraaunwa, nepBryHasa ameHopes,
Ta3oBas 60sb
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Abstract

As a result of a violation of the fusion of the Mullerian ducts during embryogenesis
process with each other, with the urogenital sinus or non-resorption of the septum during
their fusion, congenital malformations of the uterus and vagina occur. The most severe
forms are the vagina and uterus aplasia causing serious obstetric and sexual dysfunction,
and vaginal obstruction associated with the vagina aplasia but with a functioning uterus
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which requires emergency surgical care. The article presents methods for diagnosing and
treating this pathology.
Keywords: mullerian malformations, vaginal aplasia, primary amenorrhea, pelvic pain

B BBEJEHWE

MionnepoBsbl Manbbopmauumn nNpeacTaBnaoT cobO aHOManuu, CBA3aHHbIe C Hapy-
LIeHneM CpaLleHrA MIONIEPOBbIX NPOTOKOB MexAy COOO0N, UTO NPUBOAUT K M3MEHEHU-
AM B GOPMMPOBaHNM BEPXHUX ABYX TPETbMX BRaranuiia U npocseTa MaTku. YKasaHHble
BPOXAEHHble NMopoku pa3sutua (BMP) maTkn u Bnaranuwa umerot 665bLIyl0 pacnpo-
CTPaHeHHOCTb, Yem npepnonaraeTca. Tak, cornacHo aHanu3y 6a3bl gaHHbix Medline-
PubMed c 1904 no 2018 r. yactoTta B obLen nonynauun coctasndaet 0,5-6,7%, a cpeau
MEHLMH C NPUBbIYHBIM HEBbIHaLLMBaHUEM 6epemeHHOCTU — 10 16,7% cnyvaes [1]. Anna-
31A Bnaranva ABMAETCA YaCTbilo CUMMTOMOKOMMIEKCOB OOMNbLIOro uncia reHeTnye-
CKMX CUHAPOMOB, B TOM uuncsie Hanboree N3BECTHOrO B NpaKTUKe cmHapomMa Mariepa —
PokntaHckoro - Kioctepa — Xay3zepa (MRKH-cungpom).

[nA oueHKN CTPYKTYPHbIX U3MEHEHWIA BaXKHO NMOHVMaHue ambpuroreHesa. Mionnepo-
Bbl NPOTOKU [BYCTOPOHHMeE. B npouecce smbprioreHe3a oHM OCTalTCA pa3fesieHHbIMU
B BEpXHeM cermeHTe, 06pa3ya MaTouHble TPyObl, @ B HMXKHEM CErMeHTe COefMHAITCA,
ob6pa3yA maTKy 1 BepxHUe ABe TpeTbux Bnaranuua. locne cnuaHmA MIOANepoBbIX Npo-
TOKOB Meperopofka Mexzay HMMU TakXe paccacbiBaeTcs, 06pa3ya MaToOUHO-Baranuiy-
HbI KaHan. JInwb HUXKHAA TpeTb Bnaranuvia 6epeT Hauyano oT YporeHUTanbHOro CMHyca,
Nno3ToMy Y MauMeHTOB C ansasven Braraavia npepgasepvie Bnaranuvlla, Kak npasuno,
coxpaHeHo [2, 3].

Dopmbl NPOABNEHNA MIONIEPOBbLIX aHOMANNIN OYEHb Pa3HATCA: OT Nerknx beccum-
MTOMHbIX O TAXKesbix GOpM, KOTopble TPebyoT HeMeIeHHOro XMPYPrmyeckoro BMeLla-
TenbCTBa. Takum o6pa3om, annasus Bnaranuila ABnseTcs Taxenbim BIP.

[AunarHocTuka annasum Blaraaviya

MauneHTKM, y KOTOPbIX B JanbHeNLIeM MOXET ObiTb BblAiBMEHa annasuna Bnaranuia,
ob6pallaloTca 3a KOHCYNbTaTUBHOWM NMOMOLLbIO B CBA3M C MEPBUYHON ameHopeel, Ancme-
Hopeeli, Ta30BOW 60J1bt0, SHAOMETPUO30M, CEKCYaSbHbIMU 1 ICUXONOTNYECKMMU Npobie-
Mamu.

Mpwv 3TOoM TOUHaA gruarHocTunka BINP no-npexHemy octaeTca CNOXHOW 3afaden n3-3a
HEeLOCTAaTKOB NPEXHUX CMCTeM KnaccmdurKaLumm U NCNoSIb30BaAHUSA METOAOB ANAarHOCTU-
KU, TaK Kak HeKoTopble U3 HMX BeCbMa HeTouHbl. B HacTosAlee Bpemsa fOCTYNeH Wnpo-
KNI CNeKTP HEeMHBA3VBHbIX ANArHOCTUYECKUX NPOLeaypP, PAaCLLUMPAOLINX BOSMOXHOCTM
TOYHOrO onpefefieHNA aHaTOMUYECKOrO CTaTyCa »KEHCKMX MONOBbIX OPraHOB, a TakXKe
KOMIMAEeKCHaA cucteMa Knaccudukaumm ¢ XopoLo ONMCaHHbIMK Knaccamm 1 NogKnac-
camu [4, 51.

Kak npaBuno, nauMeHTam Ha3HauyaeTcA KOMMIeKC 06cefoBaHNi, KOTOPbIA BKIIOYa-
eT cbop aHaMHe3a, T’MHEKONOrMYecKnin OCMOTP, ABYMEPHOE Y/bTPa3ByKOBOe MCCNeno-
BaHue (2D Y3W), TpexmepHoe (3D) Y3/ BO Bpema MeHCTpyauuu, MarHMTHO-Pe30HaHC-
Hyto Tomorpaduto (MPT) Bo Bpema MeHCTpyauuu nubo B nepuog LmKnnyeckom 6onu B
crlyyaax OTCYTCTBMA MEHapXe, YTO ABMAETCA «30/10TbIM CTaHAAPTOM» UArHOCTUKM [4, 6],
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BarmMHOCKOMNuIO, rT’MCTEPOCKONNIO, ANArHOCTUYECKYIO JlanapoCKonuio. MNMocnegHnin meton
ncanenoBaHuA U,enecoo6pa3Ho BbINONTHATL Npw no6om NMOPOKe Pa3BnUTUA BJlarananila n
MaTKV OnA yTouHeHuA BuAa natonorunun, onpeneneHunaA obbema onepaTnBHOro emella-
TeNbCTBa, Npn HEO6XO,D,VIMOCTVI caHauumu manoro Tasa [4].

Xupyprunyeckas Koppekuusa n TakTuka BefjeH s nauneHToB

Ha ocHoBaHWK coBpemeHHoI Knaccndurkaumy MIonnepoBbix aHOManum, pekomeHgye-
Mol EBponeiickum obLyecTBom penpogyKumm yenoseka n ambpuonorum (ESHRE), EBpo-
nencknM o6LLEeCTBOM FMHeKonornyeckom sHgockonum (ESGE), a Takke AMepUKaHCKM
obwectsoM pepTtunbHocTU (AFS), BoigenstoT ase popmbl BIP, accoummpoBaHHblie ¢ anna-
3uen Bnaranuuwa [5]:
®m  knacc 1 (AFS) / U5aC4V4 (ESHRE/ESGE) — runonna3uns Wewnkn maTtku, CBA3aHHaA C Nos-

HOW NN YaCTUYHOW areHe3nen Bnaranmia;
®m  gnacc 1 (AFS) / U5bC4V4 (ESHRE/ESGE) — areHe3nst unv runonnasns MaTkvi 1 BRaranuLla.

MNepBaa ¢opma npepctaBnsaet coboin BINP, xapakTepusyoWmMnca Hanmunem MaTkm €
pPyAMMEHTapHOW NONOCTbIO, BPOXAEHHOW aTpe3mnen WeKn MaTKn B COYeTaHnM € TOoTallb-
HOWM UM YaCTUYHOWM annasmen Braranuvia 1 noyvyeyHbiMM aHoManuaMmn. Betpeuaetca ¢
yacTtoton 1:80-100 TbIC. XeHLWWH. KnnHnYeckn NpoAaBnaeTca remaToMeTpou, remaTocasb-
NMUHKCOM C BO3MO>KHbIM OCTPbIM BHYTPUOPIOLLIHBIM KpoBOTEUYEHMEM. [103TOMY inarHocTu-
Ka 1 neyeHue TpebytoTcA Ha paHHMX ctaguax [1].

KnuHunueckoe Ha6nopeHve 1

[leBouka-noppocTok 13 neT obpatmnack B 'Y «PHIL «MaTtb 1 guta» ¢ xkanobamm Ha
LUMKNMYeCKylo Ta3oBylo 605b, Tpebylolyio MeaukaMeHTo3Horo obesbonusaHuA. pu
FMHEKONIOrMYeCKOM OCMOTPE Pa3BUTUE BTOPUYHBIX MOMOBbIX MPU3HAKOB COOTBETCTBO-
Basio BO3pacTHOW HOpMe, Onpeaenanoch npeafsepue Bnaraaumiya co csienbiMm xogom. Mo
AaHHbIM Y3/ Bu3yanusnposanacb rematomeTpa, MPT yKa3blBano Ha aTpe3uio LiepBurKasb-
HOro KaHana, annasuio Bnaranuiya. YctaHosneH gnarHo3s: BM1P nonosbix opraHoBs: annasua
Bnaranuia, No>KHas NepBnYHaA aMeHopen, HapyLUeHVe MeHCTPYyasibHOro oTToKa. Boinon-
HeHO ornepaTuBHOe NleyeHne B obbeme: GopMUpOBaHME LiepPBHKaNIbHO-BarMHaibHOro
COYyCTbA NOA NanapoCKONMYeCKNM KOHTPOEM, KOJIbMOM033 C UCMOSIb30BaHNEM KOXKHOMO
ayToTpaHCMaHTaTa. YKasaHHbI BU ONepaTUBHOrO leYeHuns BKoyan 4 stana (puc. 1-4).

B HacToAWwmMIA Nneprof LepBrKO-BarnHanbHoe coycTbe GyHKLMOHMPYeT, obecneunsaeT
OTTOK MEHCTPYanbHOW KPOBW, NPOBOANTCA By>KMpOBaHMe HeoBnaranumiya aunatatopamu
BO3pacTaloLlero ArameTpa o Hauyana perynsapHol NonoBOM »KU3HW.

Bropas ¢opma BIP, accouunpoBaHHas ¢ annasuei Bnaranuiia, XxapakrepusyeTca are-
He3nen UIn Bbipa)keHHOM rMnonnasmnen MaTkm 1 oTCyTCTBMEM BEPXHUX 2/3 Bnaranuia,
HUXHAA TPeTb BlaranuLla npm 3ToM pefKo NPOXOAUT Ha 2 ¢M B ry6uHy. [Ina nauneHToB
XapaKTepeH HOPMasbHbIN XEHCKUI Kapunotun (46, XX), Hannume BTOPUYHbIX MOMOBbIX
npu3HakoB. KpaliHAaa ¢dopma annasunm maTkm 1 Bnaranuila n3sectHa kak MRKH-cuHapowm,
aTunuyHble dopmbl cBA3aHbI ¢ BIP nouek, ckeneta, cnyxoBon cuctembl 1 cepaua. MRKH-
CUHAPOM MpOABNAAETCA NEPBUYHON aMeHopeel B Bo3pacTe 15-16 net, Nnpu ocmoTpe
Hapy»kHble MOMoBble OpraHbl He M3MeHeHbI, onpegensaeTca Hebonblwoe yrnybneHue B
npepasepvie BRaranua, Npu pekto-abaomMmmnHanbHOM NCCeOBaHUN MOXET Nanbnupo-
BaTbCA HEGOSbLLION TAX.
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Puc. 1. BarmHanbHbIl 3Tan: cospgaHne TOHHeNA

B PeKTOBe3MKa/IbHOM NMPOCTPaHCTBE C
dopmMmupoBaHnem LepBMKaNibHO-BarmHanbHOro
COYCTbA NOA lanapoCcKONnYecknMm KOHTponem
Fig. 1. Vaginal stage: creation of a tunnel in

the rectovesical space with the formation of a
cervical-vaginal anastomosis under laparoscopic
control

’

Puc. 3. UHTpaBarnHanbHoe BBeileHe peTpaKkTopa
C KOXKHbIM JIOCKYTOM

Fig. 3. Intravaginal insertion of a retractor with a
skin flap

334

Puc. 2. 3a60p KOXHOro JIOCKyTa € nepegHen
noBepxHOCTN Gefpa NaumneHTa

Fig. 2. Harvesting a skin flap from the patient’s
anterior thigh

Ko A

Puc. 4. Qukcauma peTpakTopa ¢ KOXHbIM
NIOCKYTOM K NpeAfBepbio Blaranuiia

Fig. 4. Fixation of the retractor with a skin flap to
the vestibule of the vagina
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KnuHunuyeckoe HabnogeHue 2

MaunenTKa K., 18 net, obpatunacek B I'Y «PHIL, «MaTb 1 guTa» ¢ »anobamu Ha OTCyT-
CTBUE MEHCTpyauuu, cekcyasbHble Mpobnembl. [pu rMHEKONOrMYeCckoM OCMOTpe pas-
BUTME BTOPUYHbBIX MOJIOBbIX MPU3HAKOB COOTBETCTBOBANIO BO3PACTHOM HOpPME, onpe-
AenAnocb npegasepuie BAaranuila co cenbiM XoAoM. o AaHHBIM MHCTPYMEHTaNbHbIX
MeTonoB obcnenoBaHus (Y3, MPT) guarHoctupoBaHa annasusa MaTku 1 Bnaranuwa. Jua-
rHo3: BITP nonoBbix opraHoB: anna3na MaTKuW, ania3ua Blaranauia, NnepBryHas aMeHopes.
C yyeTom *anob naumeHTa NPOBELEHO PEKOHCTPYKTUBHO-MIACTUYECKOE OMepaTMBHOE
nleyeHne — nanapoCcKonnYecknin nepuToHeanbHbi Konbnonoa3 no C.H. dasbigosy. Npun
5TOM MEepBbI 3Tamn — BarvHasbHbIN, Kak 1 B NEPBOM KIMHUYECKOM HaboaeHUN, 3aKio-
yaeTca B pOpMUPOBAHNN TOHHENA B PEKTOBE3MKANIbHOM NPOCTPAHCTBE NOJ NlanapoCcko-
NMUYECKUM KOHTPONEM. 3aTeM NMPOU3BOAMTCA BCKPbLITME U HM3BEAEHNE Ta30BOW OploLm-
Hbl B NpeaABepue Baraauviia ¢ nocsiegyowmm GopMrMpoBaHMeM Kynona HeoBnaranmiia
KMCeTHbIM LWBOoM (puc. 5-8) [7-9].

Puc. 5. BckpbiTie Ta30BoOl GpIOLIMHDBI NyTeM Puc. 6. HnussepeHne Ta3oBoi1 GpIOLWIHBI MeXAY
rupponpenapoBku MOUEBbIM NMy3bIpeM U NPAMOIi KMLLIKOMN

Fig. 5. Opening of the pelvic peritoneum by Fig. 6. Reduction of the pelvic peritoneum between
hydropreparation the bladder and rectum

Puc. 7. ®uKcayma Ta3oBoi 6PIOWINHDI K Puc. 8. DopmmnpoBaHue Kynona HeoBnaranuia
npeaaBepuio Bnaranuiya KUCETHbIM SHAOLBOM 13 Ta30BOI GPIOLINHBI N
Fig. 7. Fixation of the pelvic peritoneum to the PYAMMEHTapPHbIX MaTOUYHbIX BaJINKOB (yKa3aHbl
vestibule of the vagina cTpenkamm)

Fig. 8. Formation of the dome of the neovagina
with a purse-string endosuture from the pelvic
peritoneum and rudimentary uterine ridges
(indicated by arrows)
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Konbnonoa3 13 Ta30BoW 6PIOLLMHBI C TaNapOoCKONMUYEeCKon acCUCTEHLMEN NMeeT clie-
AyoLire npenmyLlecTsa:
= obecneunBaeT GOpMUPOBaHNE HeoBNaranuwa 4OCTaTOYHON FyOHbI OLHOMOMEHT-
HO (11-12 cm);

TpebyeT NCNonb30BaHNA TONIbKO COOCTBEHHbIX TKAHE OpraHn3ma;

COMpPAXEH C MUHVMAsbHOW KpoBoNnoTepen;

He TpebyeT 1CNonb30BaHUA crneLmanbHOro obopynoBaHus;

KOHTpOJSIMpyeMoe MHUMalbHoe obe36onmBaHve noce onepaumu;

paHHee BOCCTaHOBJIEHVE NOMHOLEHHON aKTUBHOCTU.

OpHako cnepyeT MOMHUTb, YTO BbIOOP yKa3aHHOro MeTofa OMepaTMBHOIO Jeye-
HMA OCYLLEeCTBAAETCA UCKIIOUUTENBHO B CJlyYae rOTOBHOCTU MaLMEHTKN K MOCTOAHHOMN
MONOBON KN3HW 1 PaCTAXEHUIO HeoBnaranuviia Bo nsbexaHune ero pybLOBOro cTeHo-
31poBaHuA.

B ruHekonornyeckom otgeneHumn 'Y «PHML «MaTb u guta» Bnepsble B Pecny6nmnke
Bbenapycb 6bi1a NprMeHeHa MeToAMKa JlanapoCKOMMUYeCckoro nepuToHeanbHOro Kosb-
nonos3a no C.H. laBblgoBy. Ha MOMEHT HanucaHWA CTaTbW BbINOIHEHbI TPU YKa3aHHble
onepayuu, Npu NOBTOPHOM BM3UTe CNycTA 3, 6 MecALEeB NaLyeHTbl yI0BNeTBOPEHbI NOnYy-
YeHHbIM pe3y/bTaToM.

B 3AKJTIOMEHUE
B HacTosLlee BpemA popMUpOBaHMe HeoBnaraaula 13 Ta3oBO GPIOLLNHBI ABAAET-
€A 9pPeKTUBHBIM 1 OTHOCUTENTIbBHO He30MacHbIM METOLOM KOJIbMOM033a C MUHNMAsbHbIM
YNCIIOM MHTPaoNepPaLNOHHbIX U MOCNeonepaLMOHHbIX OCoXHeHn [1, 10].
BO3MOXXHOCTV F’MHEKOIOTMYECKOI XMPYPIriK, BbiCOKasA KBannprKaLuma Bpayer no3so-
NAT KOPPEKTUPOBaTb TAxenble BINP NonoBbix OpraHoB, YTO CMOCOBCTBYET YyULIeHNIO
KauecTBa »K13HK, B TOM YNCe CeKCyanbHON, 1 MOBbILIEHWIO CAMOOLIEHKM NaLMeHTOB.

l JINTEPATYPA/REFERENCES

Passos I., Britto R.L. Diagnosis and treatment of mullerian malformations. Taiwan J Obstet Gynecol, 2020;59(2):183-188.

24 Pizzo A. et al. Mayer-rokitansky-kuster-hauser syndrome: embryology, genetics and clinical and surgical treatment. ISRN Obstet Gynecol,
2013;2013:628717.

3. Jost A. A new look at the mechanisms controlling sex differentiation in mammals. Johns Hopkins Med J, 1972;30(1):38-53.

4. Grimbizis G.F. et al. The Thessaloniki ESHRE/ESGE consensus on diagnosis of female genital anomalies. Hum Reprod, 2016;31(1):2-7.

5. Grimbizis G.F. et al. The ESHRE/ESGE consensus on the classification of female genital tract congenital anomalies. Hum Reprod,
2013;28(8):2032-44.

6.  Olpin J.D. et al. MR Imaging of Mullerian Fusion Anomalies. Magn Reson Imaging Clin N Am, 2017;25(3):563-575.

7. Willemsen W.N., Kluivers K.B. Long-term results of vaginal construction with the use of Frank dilation and a peritoneal graft (Davydov procedure)
in patients with Mayer-Rokitansky-Kuster syndrome. Fertil Steril, 2015;103(1):220-7 e1.

8. Grimbizis G.F. et al. Successful isthmo-neovagina anastomosis after Davydov’s colpopoiesis in Mayer — Rokitansky — Kuster — Hauser syndrome
patients with a functional rudimentary uterine horn.J Minim Invasive Gynecol, 2015;22(1):142-50.

9. Davydov S.N., Khromov B.M,, Sheiko V.Z. Atlas of gynaecological operations. 1982. 2nd ed.

10. Politova AK. et al. Laparoscopic peritoneal colpopoiesis using uterine rudiments in a patient with Mayer — Rokitansky — Kuster — Hauser
syndrome. Obstetrics and Gynecology, 2021;3:196-201.

336 "Reproductive health. Eastern Europe’, 2023, volume 13, Ne 4



