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Pe3tome

WcTopus cuHapoma Maiepa—PokuTanckoro—Kroctepa—Xaysepa (CMPKX) noy4utenbHa He TOMbKO C UCTOPUYECKOI TOYKI 3pEHNS,
HO U C rHoceonoruyeckon. OcTatoTcs 3aragkoil He TONbKO MeXxaHU3Mbl 3MOPUOreHe3a, HO He PELLEHbl MHOTE XMPYPriuyeckue

aCMeKThl KOpPeKLM JaHHOr0 cuHApoMa. CAenaHa nombiTKa ynopsaounTh U [eTannsnpoBaTh HauGomnee UHTEPECHbIE acneKThbl
CUHApOMa.
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Abstract

The Mayer—Rokitansky—Kuster—Hauser (MRKH) syndrome is an instructive story not only from a historical but also a gnoseological
perspective. The mechanisms of embryogenesis as well as multiple aspects for correction of this syndrome remain enigmatic and
unsolved. Here, we attempted to organize and detail striking issues related to MRKH syndrome.
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OCHOBHbIE MOMEHTbI

Y10 yXe n3BecTHo 06 aToii Teme?

P 13BECTHO, YTO KapuoTMN MaLMeHTOB C cuHapomom Marepa—
PokuTaHckoro—Kroctepa—Xaysepa (CMPKX) HopmanbHbIid,
YKEHCKMIA 46, XX.

» CyLiecTBYIOT YnCTbIe M cMeLlaHHble hopmbl CMPKX.

» Crtpagaer MopcoreHes Bnaranuiua v Tena Martku, HO He
NPUAATKOB.

Y70 HOBOrO f1aeT cTaThsA?

» 1071080V MOP(OTeHe3 — PesynsTar CoXKHbIX XPOMOCOMHbIX
11 TYMOPaTbHbIX B3aNMOOTHOLLEHNI. MUTEHETIKA MOXKET CTaTb
cneaytoLLeil 0671aCTb0 HEOXKIAAHHBIX OTKDPbITHIA.

» OBOMIOLMOHHAS PONb MONOBOTO AUMOpMU3Ma HyxaaeTcs
B NEPEOLIEHKE 1 MePeoCMbICIEHNN.

» B 0T/IM4MEe OT MHOTUX, LUIKMPOKO NPUMEHSAEMbIX METOLOB KOJlb-
nonoa3a, NOCKYTHbI UMEET PAL NpeuMyLLecTB B 06ecrneye-
HUI Ka4yecTBa XXW3HU 1 NO3BOJIAET U36eXaTb MHOTMX NOCTO-
MepauyoHHbIX 0CII0XHEHNIA.

Kak 3T0 MOXET noB/AUATb HA KNMHUYECKYH) NPAKTUKY
B 0603pumom GyayLiem?
» Bbi6op MeToAa ANKTYEeTCH pakypcom. B faHHOM cryyae — 310

Ka4ecTBO XM3HW. B panbHedwem He TONbKO BO3MOXHbI, HO
11 HeOOXOAMMbI MHHOBALMMN.

What is already known about this subject?

» It is known that patients with Mayer—Rokitansky—Kister—
Hauser (MRKH) syndrome carry normal female 46, XX
karyotype.

» Pure and mixed types are distinguished in MRKH syndrome.

» Morphological structure of the vagina and uterine body but not
appendages are affected.

What are the new findings?

» Sexual morphogenesis results from numerous compound
chromosomal and humoral interrelations. Epigenetics may
become a new field for unexpected discoveries.

» Evolutionary role for sexual dimorphism needs re-assessment
and rethinking.

» Comparing to other widely used colpopoiesis approaches, the
strip technique has several advantages in improving quality of
life and allows to prevent many postoperative complications.

How might it impact on clinical practice in the foreseeable
future?

» The choice of method is dictated by a primary endpoint, in this
regard, being patient’s quality of life. Innovations may not only
be possible but also highly demanded.
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BBenenue / Introduction CBOBM OJIHOW OOMNbLUOA ANLEKNETKON. ITUM KEHCKas
noacuctema cTabunbHa, a CheaoBaTenbHO, KOHCepBa-
TUBHa.

Takum 06pa3om, No6as BHELLHAA MHpOPMaLNS, KOTO-
pas MOXeT MPUBECTW K W3MEHYMBOCTM B OLHOW MOACK-
cTeMe (MYXCKOW unu onepatuBHOM) nytem otéopa, pe-
aNM3yeTcs B npejenax Apyroi (XKEHCKOW Mnu KoHcepsa-
TUBHOM) NOACUCTEMbI.

I 6narogaps aumMopusmy M acMHXPOHHOCTM Hako-
NIEHNA N peann3aunm reHeTUYeCKUX Nporpamm y myx-
YMH W KeHLMH 06ecrnevynBaeTcs BHYTPUBMA0BAA YCKO-
PEeHHas 3BOJTHOLMSA.

iHTepecHo, 4T0 ambpuonorus nona per se AeTepmu-
HMPOBAHA HE TONbKO W HE CTOMbKO HANM4YMeM MOSOBbIX
xpomocoMm. G 5-i Hemenn 6epEMEHHOCTI 3aKNaablBatoT-
ca Oyayuime roHafbl, Noka MHAMMMEPEHTHbIE. 3TO CO-
cTosiHue gnutcs Bcero 7—10 aHen. B yacTHOCTK, Hann4ne
TONbKO Y XPOMOCOMbI €LLe He eCTb rapaHTus MOSTHOLEH-
HOro (DOPMMPOBAHNA MYXCKOro oeHoTuna. 3aech Bax-
Hbl aHTUMIONNIEPOB FOPMOH, TECTOCTEPOH 1 pAL APYrux
FeHeTMYeCKMX curHanos. Takum o6pasom, pOpMupoBa-
HUE MYXXCKOro nona ecTb pesynbraT akTMBHOW audde-
PEHLUMPOBKN C y4aCTUEM MHOXXECTBA AOMOJIHUTENbHbIX
(hakTopoB (M3BECTHbIX W HEW3BECTHbIX). B NpoTMBHOM
Cc/lydae BCA cCUCTeMa peanuayeTcs ¢ (POpPMUPOBAHNEM
XKEHCKOro (peHoTmna [2]. Ho jaxke npu Hanu4un cTosb
CTabMNIbHO feTepMUHALMUN BHYTPU XKEHCKOT0 (peHoTuna
BO3MOXXHbI aHOManum pa3suTms. K c4acTbto, 4actora no-
A06HbIX aHOManNW HeBbICOKA, HO KaX[bl TAaKOW Clyyail
eCTb KOHKPETHas 4esioBeYeckas JIMYHOCTHas npobrema.
OfHOW U3 TaKMX aHOMamWi pa3BMTUA ABNAETCA CUHAPOM
Mariepa-Pokutanckoro—Kroctepa—Xaysepa (CMPKX), Ha
MaeHTMduKaumo kKotoporo ywno okono 130 net [3].

‘Ommnia mirabilis rara, sed baec

appretiare potentia rariorest”

«Bce yousumensroe peodro, Ho cnocoOHOCNb
OUEHUMB MO euye peice»

poxdoy pue A301000uAix) ‘so111918qQ)

Bcio aBonoumto GMonoruyecknx BUOB (OyHOAMEH-
TanbHasi Hayka paccmaTtpuBana C no3uuui Knaccuye-
CKOr0 AapBMHKM3MA, a UMEHHO, W3MEHYIBOCTY, HACNed-
CTBEHHOCTU M oTHopa. It 3 hakTopa WU ONpPEAenstT
AVHAMUKY afanTupyemoctit 61onormyeckoro supaa. B ka-
YECTBE OCHOBHOIO aprymeHTa 3BOJIHOLMOHMPYIOLLErO Ha-
yana OWMONOrMYECKOro BMAA BCEraa paccmatpueanach
Pa3HOMNONOCTb. HO Kak 0Ka3anoch, NWlb MOMOBOW M-
MOPMU3M CO MHOXXECTBOM BO3MOMHbIX XPOMOCOMHbIX
KOMOUHAUUA 1 0T60POM Hanboniee MPUCTOCOBIIEHHbIX
He MONTHOCTbI OTpaXkaeT CyTb AuMopduama. GornacHo
9BOMOLMOHHOM Teopun nona B.A. TeoaaksaHa, MyXckoe
11 )KEHCKOEe Hayana npencTaBistoT co60i CONpsKEHHbIE
MOJACUCTEMBI, KOTOPbIE 3BOMKOLMOHUPYIOT YXE aCuH-
XPOHHO W pearnpyloT Ha Nl06ble M3MEHEHUS OKPYXato-
LLei cpefibl C Lenblo 6bICTPOI aganTtaumn. ABTOp BBOAUT
NOHATUE «YCKOPEHHas BHYTPMBWUAOBas 3sonouns» [1].
Kak aTo npoucxoaut?

Bo-nepBbix, 32 C4ET aHATOMO-(PM3NONOTUYECKUX 0CO-
OEHHOCTEN. IK30NO3NLUA MY>XCKUX FOHAJ Y>Xe pacnona-
raet K peuenuuu no60oi BHeWHen nHgopmauumn, B ToM
Yucre U MyTareHHo, n 4oNiroe Bpems «HenoHATHbIA 13-
nuiLeK» crnepmaTo3onaos nossonseT Mpupoae akcnepu-
MEHTUpPOBAThb. [103TOMY MYXXCKasi MoCcUCTEMA ONepaTuB-
Ha. XKEHCKMe XXe roHa/ibl pacnonarakTcs B 0C006bIX FOMeo-
CTATMYECKUX YCMOBUAX U Peann3yrTcs B O0NbLUUHCTBE

uonon
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Cunapom Maitepa—PoknTaHckoro—Kioctepa—Xay3epa

CvHapom npeacTaBnseT co60it  HapylieHWe BHYTPY-
YTPOGHOr0 Pa3BMTUS MIONNIEPOBLIX NPOTOKOB M BCTpE-
yaetcs ¢ vactoTtoi 1:5000. XapakTepHOW KIMHUYECKON
KapTUHOW SABNAETCS areHe3uns unu anniasus Matku 1 Bna-
rajmiia npyu HopmasibHOM XeHCKOM kapuoTune (46, XX).
Hapy>Hble reHuTanuu pas3BuUTbl MPaBUbHO, PENPOAYK-
TUBHAs SHAOKPUHHAA (OYHKLUSA He HapylleHa. Takue Je-
BYLLKMW [OCTUrat0T Ny6epTaTHOro nepuoaa ¢ HopmarbHbl-
MW Tenapxe u nybapxe.

OcHOBHOI NOBOA 06palLeHns K Bpayam — nepeuyHas
ameHopesi. MoryT ObITb LIMKNNYECKME 60N BHU3Y XKNBO-
Ta, gucnapeyHus. Ecnu nepBuyHas ameHopes SBNSETCA
NNWb ¢OAKTOM, TO LUMKNUYECKUA 60SIEBON CUHOPOM YXXe
eCTb )xanoba. Kak roBopun BenuKuin dopaHLy3CKUin Xu-
pypr PeHe Jlepuw: «340p0oBbe — 3T0 XWU3Hb B TULLUNHE
opraHoB». K coxasneHuto, CnoXmnnoch Tak, 4To B MeanLm-
He No3HaHne peannayeTcs Yepes natonoruio. MiHave — ye-
pe3 NaTonorut Mbl N03HaeM HOpMy. MicTopus OTKpbITUSA
CUHAPOMA HAa KAKOM-TO 3Tane NOATBEPXKAAET 3Ty UCTUMHY.

MaTonormsa nopon TeCTUPYeT Halu 3HaHusd. Hanpu-
mep, coyetaHne CMPKX n aHgomeTprosa gaxe npu non-
HOM annasuu u, CregoBaTtenbHO, OTCYTCTBUM (DYHKLMO-
HUPYIOLLEr0 3HAOMETPUA CTaBUT NOJ COMHEHIE TEOPUio
peTporpagHoi MeHcTpyaunun CumncoHa (0AHa W3 KOH-
Lenuuin aHaoMeTpro3a).

He MeHbLIWA WHTEPEC C THOCEONIOTMYECKON TOu-
K 3peHMs NpefcTaBnsioT coyveTaHHble dhopmbl. Ecnn
CMPKX B cOYeTaHWM C areHe3meil WU SKTOMWEH noyek
BMOJIHE COOTBETCTBYET M3BECTHbIM Mpasuniam amM6puo-
reHesa, T0 aHOManun pa3BuUTMS LENHOIO 0TAena no3go-
HOYHMKa, Tem 60iee NaTonornks CyxoBoro annapara uim
MOPOKM cepAua TPYAHO BNUCHIBAOTCA B 3TW «NpaBuna».
ViccnenoBaHms, NpoBOAUMbIE HA TEHETUHECKOM YPOBHE,
He Npu6aBuIn ACHOCTU. Tak 4YTO Ha CBOEM MyTU NO3Ha-
HUA MeAuuMHA eulle [onro 6yget CnoTbikaTbCsa A0 Tex
nop, NMOKa Mbl HE CMOXXEM BbIpaboTaTb 60J1ee Uin MeHee
MPUEMSIEMbIN eINHbIA KOHLENT XXU3HN.

Becbma WHTEpPECHA 1 NOy4MTenbHa WCTOPUS UOEHTH-
ukauum faHHoro cuHpgpoma. Ewe B 1562 r. utanbsiH-
CKuUM aHaToM Peanbao Konom6o onucan aHOManumio pas-
BUTUS NOJ Has3BaHWeM «vulva rara». HO UCTUHHO Hayu-
HOE NO3HaHWe CMHOPOMA HadnHaeTtcs 3,5 Beka cnycts. U
B 9TOM CBOK HEOLEHUMYID POJib CbIrpanyt «aHaToMuye-
CKune Teatpbl» EBponbl. BriepBbie aHaTOMUYeCKoe onuca-
HUEe annasuy Matku 1 Bnaranuiia He3aBUcUMOo Apyr oT
Jpyra ONuCbIBAOT ManoW3BeCTHbIA HEMELKUA maTonor
Maitep 1 3HaMeHUTbII ABCTPUIACKWUA NaTONOroaHaToM,
nosMTUK 1 donniocod 6apoH d)oH POKMTAHCKMIA.

HTepecHo, 4To Maiep onepeann POKWTAHCKOrO Ha
9 net. Ho n3-3a MHOPMALUOHHON U30/IMPOBAHHOCTM
Tex NeT OHM 06a CHWTAKOTCA NepBOOTKPbIBaTENAMU. He
NOC/IEQHIO POJb Cbirpasn, BUAUMO, KOMOCCambHbIA aB-
TOPUTET POKUTAHCKOrO.

MpoxoaunT ewle 80 f1eT, NoKa HemeLKUi rnHekonor Kio-
ctep (1910) onepupyeT AeBYLUKY C LUKAUYECKUMMU 6015~
MW 1 aTpesuei Bnaranuia. 310 Kak pa3 TOT CUMNTOM-

HbIA Cfly4ail, KOTOPLIA NOMOr LeTannu3nposars naTtomMop-
honoruio pyanMeHTOB MaTtKW, U yAaneHuem KOTOPbIX
o6sieryun cocTosiHue naumeHTku. I nuwb cnycts 6onee
nosyBeka LUBenLapcKuii ruHekonor Xaysep (1961) ge-
TaNIM3NPYET BCK MOMHOTY KINUHWYECKUX hOpM CUHAPO-
Ma C BbIENEHNEM YUCTbIX U COYETAHHbIX, CUMMTOMHBIX
1 «HeMbIX» (DOPM (B 3aBUCKUMOCTI OT CTEMNEHN annasum),
1 YCTaHaBNNBAETCA KapAuHanbHas creunguka cuHapo-
Ma — HOpPMarnbHbIi XeHCcKuin kapuotun (46, XX) [4].

113BECTHO, 4TO OJHUM W3 (DYHOAMEHTANIbHbIX CBOWNCTB
XKWBOW Matepun ABnseTcA BOCmpoussedeHue. [lpu
CMPKX BCSi ncuxoamoLmMoHanbHas, aHI0KPUHHAA U pe-
LenTMBHasA CUCTeMbl B 60JIbLUNHCTBE CBOEM pPa3BUTHI
MOSIHOLEHHO. A criefloBaTesibHO, [NaBHAsA BHYTPEHHSAS
TeHAEHUUS K peann3aumm BoCnponu3BeaeHns — nubuao —
He HapylleHa. 1 oTCyTCTBME YCNIOBUA (Bnaranuiya) ans
peann3auny CekcyarbHON (PYHKLNU ABNIAETCA [T1aBHbIM
TPaBMUPYIOLLUM (DAKTOPOM.

CnefosarteflbHO, CO3JaHNe WCKYCCTBEHHOIO Baraau-
LA (HeoBaruHbl) CTasio OCHOBHOM WAEEN Ha NyTW ynyy-
LUEHNA KA4ECTBA XKIU3HN ITUX MEHLLMH.

icTopnyeckn UMEHHO XUpypris ABAANach TeM eauH-
CTBEHHbIM WHCTPYMEHTOM, KOTOpas [aBana BO3MOX-
HOCTb PEKOHCTPYKLIMI aHATOMUYECKUX CTPYKTYP.

Ha aToM nyTn BaXKHO pa3nuyaTb 2 60NbLUNX Nepuoaa
Pa3BUTUA XMPYPruu — [LOAHTUCENTNYECKMA N COBPEMEH-
HbIli (QHTUCENTUYECKMNIA) NEPUOAdbl, HA CTbIKE KOTOPbIX
nexar ugeun senukoro xoseda Jluctepa, a rog 1872
CHNTAETCS HAYaNIOM 3pbl AHTUCENTUKN.

Npes OontoutpeHa (1817) cospanus KaHana B nysbip-
HO-MPAMOKWLLEYHOW KJIeT4YaTKe PACC/I0EHUEM TKaHewn,
T. €. UAeA KONbonoasa, XoTa W 3apofunach B A0AHTH-
CENTUYECKYIO 3py, MO CYLECTBY, CTana KOHUenTyasb-
HOW. Ham Heo6XxoaMMO Yalle BHWUKATb B CYTb MPOLEC-
COB, 4YTOObI N0 AOCTOMHCTBY OLIEHUTb 3M0XaNbHOCTb TO
Unn NHoW uaen. Hanpumep, naes Kecapesa CeveHus yxe
cama ro cebe reHmasnbHa 1 copasmepHa ¢ M306peTeHnem
koneca [5]. Takux upein B MeLuUMHE HE Mano, HO U He
MHOT0.

B panbHeliiem 6binu NpeanoXeHsl cnocobbl co3na-
HUS WCKYCCTBEHHOMO Bnaranuiia u3 Koxu, 0TPe3KOB Ku-
LLEYHMKA, OPIOLLVHBI, MOYEBOr0 My3bIps, PacLUMPEHHON
YPEeTpbl U PYOUMEHTOB MaTKu. AKTyanbHbIMW OCTANIUCh
KOXHbI (lenHep K.®. 1872, Abbe-Mcindoe), Knwwe4Hbli
(J. Baldwin, 1904) n 6ptowmHHbin (01T O.0. 1897; [dasbl-
no8 C.H.; AnamsH J1.B.) [6-8]. Bce 3 meToanKu 0THOCAT-
CS K ayTONMacTMYeCKNM PEKOHCTPYKLUMAM. HTO KacaeTcs
rOMONNACTUYECKMX (LOHOPCKIX) 1 reTeponnacTuyeckunx
(OT XXMBOTHbIX, U3 CUHTETUYECKUX MaTepuanos) Cnoco-
00B CO3[aHNA HEOBAruHbl, OHW HE HALIW CBOEro npu-
MeHeHus. Ho Kak 3T0 4acTo OblBAaeT, HeMb3s UCKITYUTD
TEXHOMOTMYECKMIA MPOPbIB, KOTOPbIA CMOXXET aKTyannau-
pOBaTh 3TW naen.

113 HeXupypruyeckux MeTodOB Crefyer YnoMsHyTb
AnnaTaumoHHbIn n Tarosblil (G. Vecchietty) [9]. U3-3a
CMOCOBHOCTY TKAHMU BYNIbBbI K pacTsxeHuto ewle B 1830 .

m http://www.gynecology.su
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Fletcher u Amusat npeanoXxunm TexXHUKY ANUTENbHOro
HaJlaBNMBaHUSA NanbLEM B 30HE NPeaaBepus Bnaranuiia
C MnocTerneHHbIM 06pasoBaHuem yrny6requs. B 1938 r.
®paHk moauuumposan 3T0T METO4 C WUCMOSIb30BaHM-
eM CneuuanbHbIX NPOTE30B (Pa3nUYHON ANIMHbI U AUame-
Tpa) [10]. C Tex nop AunatauuoHHas TexHWKa npeTep-
nena pag moancuKaLuii, HO CMbICT OCTaNCcs NPEXHUNA.
MpaBna, meton TpebyeT BPEMEHU, TEPNEeHUs N HACTPOS
MaLNEHTKMN.

Tarosbln meToq Vecchietty otnnyaetcs oT gunarauu-
OHHOrO TeMm, 4TO BAABMEHWe OyayLlero BRaranuia cos-
JIAeTCA 32 CHET BbITSHKEHNS Kyrnona nocneHero TAroBbiM
annapaTtoMm, YCTaHOBMEHHbIM Ha MepeaHei OpOLIHON
cTeHke [9].

Takoe 1306unne MeToA0B CO3aHNSA HEOBArMHbl Camo
no cebe y>xe roBOPUT O TOM, YTO HET OAHOI0 U uaeanb-
HOro. 160 BCe OHU UMEIOT CBOW MOJIOXKMUTESIbHbIE U OTPK-
LlaTenbHble CTOPOHbI. 1 BbIGOP OCTAETCS 32 XUPYProm, 3a
MOJCHETOM PUCKOBbIX MOMEHTOB /19 XKU3HN NaLNEHTKN
1 BO3MOXHbIX PAHHUX W OTAASIEHHbIX OCNOXHEHUIA.

HoBas 3pa OTKpbInach C CO3[laHMEM BCMOMOraTenb-
HbIX PENPOAYKTUBHbLIX TEXHOMOTUIA, B YaCTHOCTU, 3KCTPa-
KopnopasnbHoro onnofgoTeopeHns (3K0). BoamoxHocTu
9KO ewle 60nee paclUMpPUNNCh C NPUBNEYEHNEM CYPPO-
raTHOr0 MaTepuHCTBA U JaiM BO3MOXHOCTb 3TUM XEH-
wuHam ¢ CMPKX gocTuyb 6MONOrM4YecKoro BOCNpou3-
BOZICTBA W TEM CaMbIM MaTEPUHCTBA — 3TOr0 60XECTBEH-
HOrO W TPYHO ONUCYEMOro (PeHOMEHa.

Haun60orbLInit UHTEpEeC NPeACTaBASAOT NOMNbITKN TPAHC
MMaHTALMOHHOIO pelleHns npobnemsl. Ewe B 1996 r.
B LIBEACKOM ropofe [ete6opre Hayanucb OMbITh
no nepecagke matku. I yxe B 2013 r. 9 XeHLmHam
¢ CMPKX TpaHcnnaHTMpOoBanu JOHOPCKIUE MATKK, U3 HUX
y 7 ycnelHo. HakoHel, B 2014 r. BnepBbie B Mupe ny-
TeM KecapeBa Ce4eHMs poauICcs HOBOPOXIEHHbIA OT Ma-
TepU C NepecakeHHoW MaTkom. VIHTepecHo, 4TO AOHOP-
cKas mMaTtka npuHagnexxana »eHwmHe 61 roga, aBax[bl
POXaBLIEN U yXe 7 NeT HaxoAsLencs B nocTMeHonay-
3anbHOM nepuoge [11].

Knunangeckuri ciaydari / Clinical case

[MaumenTka P.A., 1996 r.p., o6patunack B Pecnybnu-
KQHCKWUA UHCTMTYT PenpoLyKTUBHOIO 3[40P0BbA, NepuHa-
Tosiorum, akywepcrsa u ruHekonoruu 07.01.2022 no no-
BOZly aMeHOpen W OTCYTCTBUS Braranuia. KoHcTutyuu-
OHaNbHO HOPMOCTEHNYECKOro TenocnoXeHus, poct 168
CM, macca Tena 56 kr. [1eTCKuUn aHaMHe3 He OTArOLLEH,
pocsfia 1 passueanacb HoOpManbHO. BTOpuYHbIE NONOBbIE
NPU3HaKK pPa3BuTbI NPABUIbHO.

[opMOHanbHbIA  cTatyc (cogepXkaHue (onnmkyno-
CTUMYNNPYIOLLEr0 TOPMOHA, JOTEUHU3MPYIOLLEro rop-
MOHa, 3CTPaauona, aHTUMIONNEpPoBa roOpMOoHa, Nponak-
TWHA) B Npeaenax U3N0Norn4eckoi HOpMbI, KapuoTmn
46, XX. OBynaTtopHasa (PyHKLUSA AMYHUKOB HOpMasibHas.
VnbTpa3BykoBoe uccrefoBaHue (pue. 1) mokasano OT-

PucyHok 1. TpaHcpekTanbHoe npeaonepaLmoHHoe YbTpasBykoBoe
CCrei0BaHMe: @) r1nonnacTuyeckas mMarka (2,72x0,94x2,61 cm),
b) npasbiit (3,93x1,89x2,28 cm) n ¢) nesbiit (4,22x3,03x2,76 cm)
HOpMasbHble ANYHUKIA. CTPYKTYPbI 0603HAYEHbI CTPESIKAMU.

Figure 1. Transrectal preoperative ultrasound examination:

a) hypoplastic uterus (2.72x0.94x2.61 cm), b) normal right
(3.93x1.89x2.28 cm) and ¢) left (4.22x3.03x2.76 cm) ovaries.
Arrows indicate the structures of interest.
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CYTCTBME MATKMW, HOpPMasbHble MPUAATKA U OTCYTCTBUE
BEPXHUX 2/3 Bnaranuwa. HapyxXHble reHnTanum passutbl
npasusibHo. OBOJIOCEHUE MO XEHCKOMY Tuny. bonbLumne
MnosoBble ry6bl NPMKPbIBAIOT Masble. Bxoa BO Bnaranuile
B BUAe HebonbLuoro yrnyénenus (1,5-2,0 cm). Pacnono-
XKEHME MOYENCnycKaTenbHOro KaHana, Knutopa u nps-
MOW KMLLIKK TONOrpadonyeckm He HapyLeHbl. GO CTOPOHbI
OCTallbHbIX OPraHoB GPOLIHON MONOCTM aHOMANIA pas-
BUTMS 1 PacnosioXeHns noyvek He BbisBreHo. Co cTopo-
Hbl CIIyXOBOIO annapara, N03BOHOYHMKA W cepAua naro-
NOTNiA He BbIAB/IEHO. [JuarHoctuposaHa N30mMpoBaHHas
(4mctan) dopma CMPKX. OT anuTenbHOro aunaTaumoH-
HOr0 MeTofa NaLmMeHTKa oTKasanach. [03TOMY XeHLLHe
OblJT NPEAN0XEH XMPYPrudeckui Kosibnonoas.

OnucaHo 601bLIOE KONMYECTBO PasfIMYHbIX KOXHbIX
NIOCKYTOB, NPUMEHSAEMbIX C LieNbto KONbMNOomnoasa: KOXHo-
MbILLIEYHbIE JIOCKYTbl TOHKOW MbiwwLbl 6egpa [12], 4pes-
Ta30Bble KOXHO-MbILIEYHbIE FOCKYTbl NPAMORA  MbiLL-
Ubl XuBoTa [13], CBOOOAHbIN NONATO4HbIA NOCKYT [14],
nonoBoi NockyT Gefpa 1 apyrue. Cpean HUX, Ha Hal
B3INAA, BbIFOAHO BblAENAETCA MOIOBOM NOCKYT 6enpa
(aHrn. Pudendal Thigh Flap, PTF), nockonbky oH mpocT
B 3abope, HafleXeH, HeTpaBMaTWyeH Ans AOHOPCKOro
noxa, npu 3Tom 06/11aaeT BbICOKUM YPOBHEM 4YYBCTBM-
TENbHOCTY 1 3N1aCTUYHOCTU. TOT KOMMEKC TKaHel 6bin
Bnepsble onucaH J.T.K. Wee n V.T. Joseph B 1989 r.
B CuHranype [15], nocne 4ero psag LEHTPOB COO0OLLAN
0 XOPOLWMX pe3ynbratax npu ero Mcronb3oBaHun Ans
Konbnonoasa [16-19].

Onepauus cocTosna u3 creayroLux 3Tanos:

1) co3faHue nosiocTy B Manom Tasy /s HeoBnaranu-
L1 C 1anapoCKOMMYeCKUM KOHTPOJSIEM CO CTOPOHbI
OpPIOLLHON NONOCTY;

2) BblAe/eHne no npensapuTesibHoi pasmeTke CuHra-
MYPCKMX JIOCKYTOB;

3) (hopmMupoBaHMe HeoBnaranuiia M3 BbILESIEHHbIX
NOCKYTOB;

4) pa3mMelleHne HeoBnaranuuia B MoJIOCTb Manoro
Tasa.

o HWKHEMY Kpaw BX0fa B OCTATO4HOE Braranuulie
BbIMONHMIM pa3pe3 B hopme «6aboyku». B obnactu
[AHHOT0 paspesa cqhopmMmpoBany OTBEPCTUE, Yepes Ko-
TOpOe TynbiM MyTem (C MCMONb30BAHWMEM pacLLUMpuTe-
nsa Terapa Ne 26) cos3fanu nonocTs 419 Heosnaranua
(puc. 2B). PacnonoxeHne HeoBarmHanbHOro JioXa cooT-
BETCTBOBA/IO HOPMaIbHOMY PACMONOXEHWO BRaranua.

PTFs Bbigensanuck 6unatepanbHo. JTIOCKYTbl OrpaHu-
YeHbl MeAManbHO BOJIOCMCTON 4acTbl 6GONbLUKMX MOS0-
BbIX ry6, AMCTaNbHO — BO3MOXXHOCTAMU KPOBOCHAGXe-
HUS, NPOKCMMANTbHO — CYX0XWU/bHbIM LEHTPOM NPOMEX-
HOCTK, NaTepanbHO — BESIMYUHON JOHOPCKOro aedekta
(puc. 2a). Pasmepbl nockKyTa 3aBUCAT OT KOHCTUTYLMN
naumeHTa v BapbupytoT B cpefiHeM 0T 4 10 6 CM B LINpK-
Hy n 0T 12 0o 15 cm B AnuHY. B NOCKYTbI BXOAUT KOXa,
NOAKOXHAsA XUpoBasA KNetyaTka, Lnpokas gacums 6en-
pa (rny6okas dpacuus), aNMMU3UA NPUBOAALLNX MbILLL,.
OC06EHHO B2XXHO COXpaHeHue nepdopaHTHbIX COCYAOB,
BXOJALNX B OCHOBAHWE NTIOCKYTOB 11 HE MELLAIOLLUX UX
poTaumu. [loHopckas 06nacTb Oblia 3aKpbITa NEPBUYHO.

BblaeneHHble 0CKyThI (pUC. 3a) CLunin Mexay cobon
ONUTESIbHO paccachlBaOLLMMCS LLIOBHBIM MaTepuanom
Ha LepBuKanbHoM pacluuputene lerapa Ne 26 B dhopme
Tpy6KM, NpeAcTaBnsioleidl coboi HeoBaruHy (puc. 36).
3ateM KOHCTpyKuus 6blna nomelleHa B cGHopmMUpPOBaH-
HYl0 MONOCTb B MAnOM Ta3dy W YKpensieHa Hapy>XHbIiMu
wsamu (pue. 38, 3r).

Mo OKOHYaHMM oOnepauun nosioCTb HeoBfaranuLLia
Oblfia TYro TaMnoHWPOBaHA MapsieBbiM TamMNoHOM, Mpo-
MUTaHHbIM JIEBOMEKOSIEM. YCTaHOBMEHA TaKXe CucTema
aKTUBHOr0 ApeHupoBaHms. B mecTa 3abopa NOCKYTOB

PucyHOK 2. 3Tanbl BbINOSHEHMS
onepauuu: a) npegonepaunoHHas
pa3aMeTKa KOXHO-thacLmanbHbIX
CuHranypckux nockyTos; b) Bug
0TBEPCTUSA, 4epes KOTOpoe
thopmmpoBanu NoNoOCTb Ans
HeoBnaranmuia.

Figure 2. Stages of surgical
operation: @) preoperative mapping
of fasciocutaneous (Singapore) flaps;
b) a type of orifice through which the
cavity for the neovagina was formed.
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MOMELLEHbl PE3NHOBbIE BbIMYCKHUKW. PaHa yKpenneHa
cBepxy Kocmonopom. MapneBblid TaMMoH Oblfl 3aMeHeH
Ha HOBbIN Yepe3 7 JHEN, MOCMe Yero OH TOXe OblN 13Bne-
YeH eLlé vepes 4 aHs.

CocTosiHMe TKaHei nocne onepauyuu 661710 HOpPMasb-
HbIM, OCJTOXXHEHWIA He BbISIBIIEHO, BNlaranuile 6bIao npo-
xogaumo (pume. 4). [InnHa HeoBaruHbl cpasy nocne ore-
paumu coctasuna 10,5 cm, B LWUMPKUHY Bnaranuuie npo-
nyckano 2 nanbua. O HanU4UM CnNeoB BMeLLATeNbCTBA
npn obuiemM OCMOTpe Tena CBMAETENbCTBOBANU NWLLb
He6oMbluMe py6Lbl B MeananbHbIX 06/1aCTAX MaxX0BbIX
CKnagok (puc. 5). 10 XenaHuo LeByLIKY B JaNibHElLLem
MOTYT ObITb BbINOJIHEHbI NPOLEAYPLI 3CTETUYECKONA KOp-

PucyHok 3. 9Tanbl BbINONHEHNS
onepauuu: a) npouecc
BbIIENEHNS KOXKHO-
thacumanbHbIX OCKYTOB;

b) aTan co3gaHus HeoBnaranuLya
Ha LepBUKaNbHOM
pacluuputene lerapa;

C) pasmMeLLeHne HeoBnaranmiia
B CCDOPMUPOBAHHYIO NONOCTb

B MasioM Ta3y MeXay MO4YeBbIM
ny3bIpem, ypeTpoi 1 npsMon
KULIKOR; d) BUI HAPYXXHbIX
NOJIOBbIX OPraHoB cpasy nocre
3aBepLLEeHNs onepauun.

Figure 3. Stages of surgical
operation: a) separation

of fasciocutaneous flaps;

b) formation of neovagina

on the Hegar cervical dilator;

¢) neovagina is placed into small
pelvis cavity formed between the
bladder, urethra, and rectum;

d) the appearance of the external
genitalia immediately after
surgical operation.

PEKLMN HapY)XHbIX MOMOBbIX OPraHoB U py6bLoOB onepa-
TUBHbIMW 1 HEONEPaTUBHbIMI CrIOCO6AMU.

lMocne n3BneyYeHns mapseBbIx TAMNOHOB B HEOBArMHy
HUYEro He BBOAWIIOCH B Te4YEHME 3 MECALEB, AnnaTaLmnoH-
Has Tepanus B 9TOT OTPE30K BPEMEHM TOXE He NPoBOAY-
nacb. Yepes 3 mecsua nocne onepauuu 6bino peKOMeH-
[I0BaHO BKNOYATb PErynsipHyt NOMOBYI XWU3Hb, NN6GO
NCKYCCTBEHHO paspabarbiBaTb NOSIOCTb AN NPaBUbHO-
ro ee YOPMIUPOBAHMSA BO BpeMs NPOAOKAOLMXCS NPo-
LLleCCOB peMoaennpoBaHms paHbl. Mbl cHuTaem BaXKHbIM
co6niofieHne JaHHOW pekoMeHpaumn B TedeHue 1 roga
nocne BMeLLATebCTBA, NOCKOSbKY 3TO MpefoTBpaLlaeT
BEPOSATHOCTb KOHTPAKLWWU NOCKYTOB 1 CTEHO3MPOBAHMUS

PucyHok 4. MauneHTka P.
MpoxofMmMOCTb (a) W BHELUHMIA
BV HAPYXHbIX MOMOBbIX
opranos (b) Yepe3 2 mecsua
nocne onepauuu.

Figure 4. Patient R. Patency (a)
and appearance of the external
genitalia (b) 2 months post-
surgery.
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MosIoCTK, a TakXe CMNOCOOCTBYET YBENNYEHWUIO ANWHbI
HeoBarMHbl 40 HYXXHbIX pasmepoB. Yepe3 1 rog nocne
onepaumn nonyyeH pesynsrart B BuAe yHKLUMOHANbHOIO
BNarasinLa HYXKHOW LWWUPUHbI U TYOUHBI, 3MOLMOHASb-
HOT0 YA0B/IETBOPEHMSA OT HANIM4MA MONOBOM XXN3HW.

[To HalweMy MHEHWI0, JAHHbIA METOA UMEET psj CyLe-
CTBEHHbIX MPENMYLLECTB:

1) KoXa CHab)XeHa KOMoccabHbIM YUCIIOM YYBCTBU-
TeNbHbIX PELenTOPoB U3 06NacTeil BHYTPEHHUX MNo-
BEPXHOCTen 6efep 1 naxa, 4To 06eCcrneynBaeT Xopo-
LUYIO MOBEPXHOCTHYO YYBCTBUTESILHOCTb;

2) OCHOBHble 3Tanbl Ornepauun MpoBOAATCA 3KCTpa-
NepuTOHeanbHo, 4To NO3BONAET U36€eXKaTb MHOTUX
OCJTIOXKHEHWN;

3) He TpebyeTca NOXW3HEHHOW AunaTauMoHHOW Tepa-
MUN C LEnblo NPeaoTBPALLEHN KOHTPAKLUK 1 CTe-
HO3MPOBAHUA;  PErynspHbIi  KOUTYC/UCKYCCTBEH-
HOe paspabarbiBaHue NOSIOCTM 0653aTesbHbl TOSIb-
KO B Nepuoj peMOAesMpOBaHNs paHbl (MPUMEPHO
1rog);

4) pybubl Mano3ameTHble, pacnonarakTcs no naxoBoi
CKIazKe;

5) BO3MOXHO NPOBELeHNe 0CHOBAHUA JIOCKYTA B MOA-
KOXXHOM TYHHene [And JIydWero 3CTeTUYeCKoro
BWAA NPOMEXHOCTH.

HecmOoTps Ha BCe MOMOXUTESIbHbIE MOMEHTbI, METO-

ANKa He NULLEHA He0CTaTKOB:

1) HanM4me XOTb 1 Man03ameTHbIX, HO BCE Xe BUAM-
MbIX CHapyXu py6uoB MPOMEXHOCTW W NaxoBoW
cKnagkw,

2) He06X04MMOCTb ANA NoJsly4eHns Hanbosiee pusmo-
NOTUYHBIX PE3YNbTaToB XOTb M BPEMEHHOW, HO BCe
K€ [MnaTaunoHHoR Tepanny;

3) OTCYTCTBME CTECTBEHHOI NTybpuKayuu;

4) pocT BOJNIOC B nosiocTy Bnaranuwa. Mpo6nema pe-
LIaema WCnosb30BaHNEM Mepeq onepauuen nasep-
HOM anunauun. Kpome T0ro, Co BpeMeHeM Habno-
[AeTCA TeHAEHUNS K YMEHbLUEHWNIO NHTpaBarnHasb-
HOro pocTa Bonoc 6narogaps npoueccam atpodum
BOJIOCAHLIX PONNNKYNOB 1 MeTannasum Koxu [20];

PucyHok 5. MayneHTka P.
BHewWwHwnit B Tena cnepeamn

(a) n caagw (b) 4epes 2 mecaua
nocne onepawuu.

Figure 5. Patient R. Front (a)
and back (b) general appearance
2 months post-surgery.

i

5) CKIIOHHOCTb JIOCKYTOB K anuKanbHbIM HeKpo3am,
4YTO OrPaAHNYMBABT UX LJIMHY (KaK Npasusio, Makcu-
mym 15 cm). lMpuynHa JaHHOro (peHOMeHa B TOM,
410 CUMHranypckuii NOCKYyT KPOBOCHA6XaeTcs U3
3 aHrMocoM: nepeas — U3 CUCTEMbI BHYTPEHHEN no-
NOBOIA apTepui, BTOpas — U3 3anupatesbHON apTe-
pum, TPETbA — U3 CUCTEMbI HAPYXXHOW MONOBOI ap-
Tepun. CornacHo Teopun Teinopa u Manmepa, Mex-
[y aHruocomamu ecTb MukKpoaHacTomosbl (choke
vessels), u ecnu Mexay nepsoii aHr1ocomoil (B mMe-
CTe MUTAKOLLIEN HOXKI) U BTOPOI aHTOCOMOI MOLLL-
HOCTU 3TWUX COCYOMCTbIX COELMHEHWA [OCTATO4HO,
TO MEXJy BTOPOI U TPETbel (anukanbHOM) aHruo-
COMOW KPOBOCHAGXEHUE MOXET CTaTb HEL0CTaTOou-
HbIM. T1py XKenaHun yanMHUTL NOCKYTbl MOXHO WC-
MnoJsib30BaTb CMOCOObI UX «TPEHUPOBKU» [21].

3axarouenue / Conclusion

PeKOHCTpYKUMA Bnaranuiia KoXXHo-gacuuanbHbIMu
CuHranypckumm nockytamu npeacTaBfiser cob60i Ha-
JEXHY0 METOAMKY, B OObLLUMHCTBE CMy4aeB NULLIEHHYH)
KaKUX-n60 OCNOXHEHWIA. [1apameTpbl HeoBarnHaNbHbIX
KapmMaHOB BO MHOrOM HanOMWHAKOT HOPMasbHYH XeH-
CKYK) aHATOMMIO: MMEIOT [OCTaTOYHYIO [NYOUHYy 1 Win-
PWHY, NPaBUIIbHBLIA Yrofl HaKIOHA, He TPe6yT NoXn3-
HEHHOII aunataumu, 0611aaatoT XOPOLLIEN 3NaCTUHHOCTBHO
1 YYyBCTBMTENTbHOCTbIO, HE CKJIOHHbI K nponancy. Bce
3T0 NMPUBOAUT K BbIBOAY O TOM, YTO 3TOT CMOCOO KOJib-
nonoasa MoXeT ObITb XOPOLLUMM BbIBOPOM Kak B Clyyae
BPOX/EHHbIX MaTONOrNiA BRaranuia, Tak v npu gpyrux
cutyaumsx. Ho ogHom nuuib «MOPMONOrMYecKon UMun-
Taumen» HEBO3MOXHO [OCTWYb MOJIHOLLEHHOW Camo-
uaeHtTudukaumn. [ing atoro TpebyeTca AnuTeNbHas ncu-
X03MOLMOHANbHAA peabunutauma ¢ Luesiblo 4OCTUXKEHUS
NyYLero KayecTsa Xu3Hn. MeanumHckas Hayka elle He
cKasana CBOEro OKOHYaTeslbHOro CnoBa, HO OfIHO chpa-
BE[UINBO: C NMOCTMXKEHMEM 3arafjo4HbIX SBMEHUA XKU3HN
CTaHYT BO3MOXHbI CamMble (DaHTACTUYECKNE MMaHbl Yeno-
BEYECKOro pasyma.

m http://www.gynecology.su
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