oon

www.mednauki.ru

Cmamvsa nocmynuna 6 pedaxyuio 12.04.2022 2.

IOmenko M.A., Pooya A.B., Earuna C.U., Mosec B.T'., Pyxaesa E.B., Kexesnasa A.A.,

Mpamopuosa I1.H., Mosec K.B.

Kys6acckas xkaunuuecxas 6oavnuua un. C.B. Beasesa,

Kenepoescxuil zocydapcmeennvii MeOuyunckul ynueepcumen,

Kemeposckuii zocydapcmeennoii ynueepcumem,
MBOY Tumnasus No 1,
2. Kemeposo, Poccus

Joneyxui nayuonaronowi meduyunckuil ynusepcumem um. M. Topvrozo,

2. [Joneyx, [doneuxas Hapoonas Pecnybauka

CUHAPOM MAMEPA-POKUTAHCKOIO-KIOCTHEPA-
XAY3EPA (KNTMHUYECKUIA CNYYAI)

CuHapom Marepa-PokutaHckoro-Kioctepa-Xaysepa (CMPKX) npencrasnset cobon HapyLleHne BHyTPUTPUYTPOBHOMO pas-
BUTNS MIOSJIEPOBbIX MPOTOKOB, MPVBOAALLEE K anfia3uy BRaranuia 1 matku. AunarHoctmpyetca y 1 n3 4500-5000 HoBopo-
KOEHHbIX AeBoYeK. ITUONOrMA BOSHMKHOBEHWS CUHAPOMA M3y4eHa HeoCTaToqHO. [0 AaHHbIM MUPOBOW CTAaTUCTUKM, POIb
HacneaCcTBeHHbIX (hakTOPOB B (POPMUPOBAHMM NMOPOKOB Pa3BUTUA PeNpoayKTUBHOW cucTeMbl cocTaBnseT oT 10 go 25 %.

B npenctaBneHHoOM CTaTbe OMMCaH Pefkni KAMHUYECKM ciiydar cuHapoMa MPKX. YyuTbiBas onTvManbHyio BbiOpaHHYyio
TaKTUKY BEAEHWS NaUMEHTKI Obln NonydYeH GNaronpusTHBIA MCXOL ANs KEHLLMHBbI.

Kniouesble crnoBa: CMHOPOM Mal?lepa—POKMTaHCKoro—K»ocmepa-)(aysepa; annasng snarannila,; MaTkmn
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MAYER-ROKITANSKY-KUSTER-HAUSER SYNDROME (CLINICAL CASE)

The Mayer-Rokitansky-Custer-Hauser syndrome (SMRCX) is a violation of the intrauterine development of the Pmuller ducts,
leading to aplasia of the vagina and uterus. It is diagnosed in 1 out of 4500-5000 newborn girls. The etiology of the syndrome
has not been sufficiently studied. According to world statistics, the role of hereditary factors in the formation of malformations
of the reproductive system ranges from 10 to 25 %.

This article describes a rare clinical case of MRC syndrome. Considering the optimal chosen management tactics of the patient,

a favorable outcome was obtained for the woman.

Key words: Mayer-Rokitansky-Kuster-Hauser syndrome; aplasia of the vagina; uterus

ungpoM Maiiepa-Pokuranckoro-Kiocrepa-Xaysepa

(CMPKX) upezcrasisier co6oii HapylieHue BHY-
TPUYTPOGHOTO PA3BUTHSI MIOJIJIEPOBBIX MPOTOKOB, MPU-
BOJISIIIlEe K aIyia3un BJarajinia u Marku. /luarnoctu-
pyercsa y 1 u3 4500-5000 HOBOPOKIEHHBIX IeBOYEK
[1, 2]. DTronOTYMS BO3HUKHOBEHUS CWHIPOMA H3ydeHa
He0CTaTouHO. 110 aHHBIM MUPOBOI CTATUCTUKHU, POJIb
HACJIe/ICTBEHHBIX (PAaKTOPOB B (POPMUPOBAHUN OPOKOB
PasBUTHS PENPOJYKTUBHON CHCTEMbBI COCTABJSIET OT
10 % 10 25 %. 3HAUNMOCTH MPO(HECCHOHATBHBIX BPE/I-
HocTell B Karamuese poauteseil (KOHTaKT ¢ XUMUYECKH-
MU BELECTBAMU, Pajuallieii), a Tak:Ke KOHKPETHbIE Te-
parorentbie (PaKTOPHI, OCTAIOTCS HEBBISICHEHHBIMHE, YTO
He TM03BOJIsIeT pa3padoTarh NpodUIaKTHIecKue Mepo-
PUSITHSI, HAlpPABJIEeHHbIE HA MUHUMM3AIMIO MOPOKOB

WHdopmaumsa ans uMtnpoBaHus: d

fOwerko M.A., Pobyn A.B., Enrvna C.W., Mo3ec B.T., Pynaesa E.B., XXene3ras A.A., MpamopHosa M.H., Mo3sec K.6. CuHgpom
Marepa-PoknTaHckoro-KiocTHepa-Xay3epa (knuHudeckunin ciyyai) //Matb v Quts B Kysbacce. 2022. N22(89). C. 35-39.
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MmaTtkn u Biaaraguiia |3, 4]. IlomaBaaiomniee GOJBIIINH-
CTBO TOJOOHDBIX AHOMAIUN PA3BUTHUST MPOSIBJSIIOTCS
JINATHOCTUPYIOTCST B MOJ[POCTKOBOM BO3pacTe. BasKHbIM
KJIUHUYECKUM 5TAIlOM B JIEUEHUHN MAI[UEHTOK C aIljIas3u-
eil BIarajimina OCTAeTCsT CO3/[aHne MCKYCCTBEHHOTO BJIa-
rajauia — Koabnonoss (or rped. colpos — Brarasnuie,
poesis — cosgaBaTh), HANPaBJIEHHOE Ha IOSBIEHUE Y
TAKUX JIEBYIIEK BO3MOMKHOCTH IOJHOIEHHOW IOJIOBOIL
skusuu. CymiecTBYIOT 2 BHUAQ JieUeHWS: HeolepaTHB-
HBIT — Kosbmoamonranust (6eCKPOBHBIN KOJIBIION093) 1
OTEPATUBHBIN — CO3/AHWE BJATAJNINA U3 OPIOMINHBI,
KOXKH, OTPe3Ka KUIIKH, AJJIOMIACTHYECKIX WJIN CHHTE-
TUYECKUX MaTepuayioB [5, 6].

OmepatuBHoe (HPOPMUPOBAHUE HEOBATUHBI y TAKIX
MAIMEHTOK PEKOMEH/IYETCS MEKIYHApPOIHBIM CcO0O0IIIe-
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CTBOM B CJIyyae, eCJU JKEHIMHA BBIPAKAET KeTaHue
BECTH TIOJIOBYIO JKU3HD [7, 8]. Xupyprideckoe BMema-
TETBCTBO — ATO PE3EPBHBIN METOJ P HEYauHON Tep-
BUYHON Tepanuu Wil HACTONYNBOM >KeJAHUH MallueHT-
xu [9, 10]. B macrosiiee BpeMsl eIWHbBIN XUPyprude-
CKHUlt TOAX0/ He pa3paboTan. B cBA3mM ¢ kpaiine CI0X-
HOIT TeXHWKOI OTIePAaTUBHOTO JIeUeHHs TIPY TAHHO PejI-
KO TIaToIoTuM, HEeOOXOAMMOCTBIO OCHAIIEHUS Oomepa-
IIHOHHOI BBICOKOTEXHOJIOTUYECKUM 000Dy I0BAHUEM,
METOJMKN CO3/IaHWS HEOBJATAIUIIA OTIePATUBHBIM ITy-
TeM Pa3JNJaioTCs KaK B 3aBUCHMOCTH OT KIWHUKH, TaK
n ot ee pacrnonoxenus [11, 12]. Bce xupypruueckne
MeTopl UMeoT ycrex B aedennn ot 80 % a0 90 %, HO
9TO He TPEBBINIAET TTOKA3aTeTh yclexa HeXUpypruye-
CKUX 1oaxonoB [13].

Coueranne cuagpoma MPKX ¢ mMuomoit MaTku B
JIUTEPATYPHBIX MCTOYHUKAX MBI He HANLIH. IJTO 06Y-
CJIABJINBAET CJOKHOCTb BBIOOpPA TAKTUKU BeJEHUS Y
JIAHHO TTAITMEeHTKH.

MATEPWUAJIbI U METObI

Iamuentka I'., 36 aer, naxomurace B Kysbacckoii
kanmHnueckoit 6oapunie nM. C.B. Bengesa, ¢ amarno-
3oM «Cungpom Maiiepa-Pokuranckoro-KioctHepa-
Xaysepas.

JKenmume TpoBeIeHO MOJHOE KJINHUKO-Tab0paTop-
Hoe oO6cJeoBaHNe, YJIbTPAa3BYKOBOE WCCAEOBAHNE
opranoB Majsioro Ta3a, MPT. [TannenTtka gana coryacue
Ha orepaTuBHOe JedeHwe n roctmraausanmo B KKB,
r7le B TocaenyionieM Oblia MpoBeieHa JamapoCKOye-
CKasi MUOMIKTOMMUS, OWIaTepajbHas CAJTbIIUHTOIKTO-
MU,

PE3YJIbTATbI N1 OBCY>XXAEHUE

[TarmenTka T'., 36 met, o6paTmiach
Ha koHcysabTanuio B KKB. M3 anamme-
3a: IlepBuunas amenopes. Ilanmentke
6bLT TocTaBieH auarno3 «CuHapom
Maitepa-Pokuranckoro-KoctHepa-
Xaysepay ele B JIeTCTBeE.

[Ipu BarmHATBHOM OCMOTpE: BJjara-
Jntie He chOpMUPOBAHO, 3aKAHIMBAET-
CsI CJIETIO, B TIOJIOCTH MAJIOTO Ta3a oTpe-
nensietcsi  oObEéMHOe oGpa3oBaHme,
cooTrBeTcTByIomee  20-HeaeTbHOI
YCIOBHOI GepeMeHHOCTH. JIUYHUKYN He
MAJbIUPYIOTCS.

B ycaosusax KKb nayuenmxe npo-
6€0€HO  YALMPA3BYKOB0E UCCAe)080d-
HUe MAmKu 1 npudamxkos mpancedzu-
Haavroe: Teso MaTKH OTCYTCTBYET.
Hap xysbreit Biaaranumia onpejesier-
cs1 06beMHOE TUTI0IXOTEHHOEe 00Pa30Ba-
mne 130 x 86 x 95 mm. IlpaBsorit amy-
Huk 29 x 19 x 27 mm. JleBbIil AUYHIK
26 x 23 x 30 MM. 3axioueHne:
IXOIpPHU3HAKN 00BEMHOTO 00PA30BAHNS
B TI0JIOCTH MaJioro tasa (MuoMa, CTeHKa
KyI[oJjia Bjaarajuia? ).

-
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Hanpasnena na Maznumno-pe3oHancuyo momo-
epaghuio opezanos manozo maza: MaTka ¢ IelKOIl
MaTKI B BepxXHeil TpeTH amaa3upoBaHbl. llpemasepne
U HIDKHAS TPETh BJIATAJININA MPOCTEKUBAIOTCA. Y
JIATepPAJbHBIX CTEHOK MaJOTO Ta3a PETHCTPUPYIOTCI
pyAnMeHTapHbIE MBIIIECYHbIe BAJIUKM: cieBa 17 x 15 x
35 MM, crpasa 21 x 16 x 31 MmMm. Haj MOU€eBBIM Ty3bI-
peM peructpupyercs o6beMHOe 00pa3oBaHne, NCXOMI-
Imee M3 JIEBOTO PYANMEHTAPHOTO MBIMIEYHOTO BaJINKA
(BbipaskeHHO AeOPMUPYET €ro KOHTYP CyGCcepo3Hbiii
y3sea), pasmepamu 135 x 96 x 73 mM. JIeBblil AUYHUK
42 x 26 x 30 mm. IIpasoiit amaank 42 x 26 x 30 MM.
3axaouenue: AHOMATNN PA3BUTHSA B BU/EC arcHe3Nn
MaTKH € HaJd4neM /[ABYX HeDYHKINOHUPYIOIINX
MBITIEYHBIX BAJINKOB, AIJIa3NM BEPXHUX JBYX TpeTeil
Braranauma. Cunapom Matiepa-Pokuranckoro-Kioct-
Hepa-Xaysepa. MHUOMAaTO3HBIH y3eJ THTAHTCKUX Pas-
MEPOB JIEBOrO pyauMenTapHoro pora martku (doro 1,
2, 3, 4).

Jlabopamoproe o6caedosanue noka3aio yeeauue-
Hue ouxkomapkepa CA-125 — 17 ME/mu.

Y4uTeIBasg pasMepbl MIOMBI, TIAI[MEHTKe Ha3HAYeHO
omepaTHBHOE JedeHne.

[IpoBenena maHoBas oOmepals JAMapOCKOIIe-
CKUM JIOCTYTIOM B 0GbeMe yjaJeHus: pyJAuMeHTapHbIX
poroB MaTku. buiarepanbHas CaJbIIHTIKTOMUS.

B xome mamapockomun o6uapyxxeno: llepemme-
MaToOuHOe MPOCTPAaHCTBO Ge3 mnartogorun. Ilozaan-
MaTOYHOe MPOCTPAHCTBO 6e3 Tarojornu. B GprommH-
HBIX KapMaHax 6e3 maTojiornu. BbInor B OpIONIHOI
MOJIOCTH CEPO3HBIN, CKyAHOe KojanmdecTBo. MaTka
OTCYTCTBYET, IMEIOTCSI YMEPEHHO BBIPAKCHHBIE MBITICY-
Hble BAJINKMH, CIIpaBa U CJIeBa B BUJE PYANMEHTAPHBIX
MaTOK MApoBUAHON QopMbl pasmepamu 20 x 25 x
10 M. CrreBa U3 3a/Hel CTEHKN PYAMMEHTAPHON MaTKH

doto 1

MuroMaTO3HbIN y3en FMraHTCKMX pasMepoB JIeBOro pyAnMEHTapHoro pora

MaTKu
Figure 1

Giant myomatous node of the left rudimentary horn of the uterus

—
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HUCXOUT Cy6CepPO3HBINT MUOMATO3HBII
y3ea B amamerpe a0 14 cM, ¢ mioT-
HOI KAamcyJioil, BBIPAYKEHHBIM COCY-
JINCTBIM PUCYHKOM.

[IpaBbIit AMIHUK pazMephl d X 4 x
3 cM, 6e3 TATOJOTHH, CO 3PEIINM
ommukysoMm g0 1,5 cM B AmaMeTpe
U JKeAThIM TenoM. JIeBbIil sAmyHUK
pasMepnl 3 x 3 x 2 ¢M, C eIMHUIHbI-
MU (DOJLTIKYTAMH.

IIpaBast matounas Tpy6a mpocMa-
TPUBAaEeTCSI Ha BCEM TMPOTSLKEHUN.
Jlmna 10 cm. Dopma He u3MeHeHa.
IIBet Tpy6b6I HOpMasbHbIil. [ITpokast
MaTOYHas CBsi3Ka 06e3 TaTOJIOTHH.
Anmengmke 6e3 natosornu. CaabHUK
6e3 marosorun. JleBast MaTouyHast
Tpyb6a TpPOCMATPUBAETCS Ha BCEM
npotrspkennn. [amaa 10 eMm. Dopma
He m3MeHeHa. 1[BeT TpyObl HOpMaJb-
ubrii. [llnpokas maTounas cBsizka 6e3
natosoru. Kumeunuk 6e3 maToso-
run. [leyenp Ge3 martosorun.

81 HHUTENHO-TKAHHBIA THX
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®doTo 2. MpaBbIi pyAMMEHTapPHbIN por MaTKu
Figure 2. The right rudimentary horn of the uterus

®doTo 3. Annasus AByxX TpeTen Bnaranvwa
Figure 3. Aplasia of two-thirds of the vagina
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Figure 4

The lower third of the vagina
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C moMombIo GUIIOJNSIPHOTO KOATYJIATOPa, HOSKHHUIL
BBITIOTHEHBI TTOCJIEIOBATEILHO KOATYJISANINS U TIepece-
YeHne KPYTJIOH MaTOYHOH CBSA3KH, COOCTBEHHON CBSA3-
KII SIMYHAKA W Me30caJblIMHKca ¢ 00enx cTOpoH. Pac-
CedeHbl TMepeJHIH W 3aJHIH JUCTKN IMIMPOKNX MaTOU-
HBIX CBA30K, a TaKXe Iy3bIpHO-MATOYHAS CKJAIKa
OPIONIMHBI /IO YPOBHSI COEAMHEHUsI PYANMEHTAPHOTO
pora co CpeINHHBIM MBIMICYHBIM BaJnKoM. MaTodnble
COCY/IbI, TIMTAIOTIE POT, KOATYJINPOBAHDBI OUITOISAPHBI-
MU TUTIIAMH, TTepecedeHbl HOXXHNIaMi. Pora ¢ MaTou-
HBIMH Tpy6aMH OTCEYeHLI C BLIKDAUBAHUEM CEpO3-
HO-MBIMIEYHOTO JIOCKyTa. MOpIendmus MIOMBI depe3
CpeHMil Tpoakap ¢ MpUMeHeHneM HOXKa 12 MM B KOH-
teiinepe «Extraction bag», o6bemom 1500 M. B xon-
I[e OoIepalun TPOBeJEH TIIATEJbHDBII TeMOCTa3 BCeX
KPOBOTOUYAIINX YYACTKOB C IOMOIIBIO GUIOJSIPHBIX
IMHUTIOB, yAaJeHIe BCeX CTYCTKOB KPOBU M3 OPIOIHOM
nojoctr. Ha KoHewyHOM 3Tame KOHTPOJS TeMocTasa
JlaBJieHre B OPIOITHOI MOJOCTH CHUKEHO JI0 7-8 MM PT.
CT. /IS BBIABJICHHS BCEX KPOBOTOUYAIIHNX COCY/OB.
YmuBanme IOCTEOTEePANOHHBIX paH Ha TepegaHei
OPIOIIHOI CTEHKeE.

[TocaeomeparmoHHbIi TepHO TIPOTEKAT 6€3 OCT0XK-
uennii. [1IBbI cHATHI Ha 7-€ cyTKN. 3a’KUBJICHNE IITBOB —
MEepBUYHBIM HaTsDKeHmeM. llarmeHTKa BBIMTHCAHA TOJ
Ha6JTI0/IeHIIe Bpada JKEHCKONH KOHCYJIbTAII.

PesysnbraT maTOroaHaTOMHYECKOTO WCCJIE[OBAHNUS:
YMepeHHBIE CKIEPOTHYECKIE WM3MEHEHMS MaTOYHBIX

Tpy6. DparMeHTbl CTEHKH Marku (pyAnMeHTapHBIX
[PaBbIX U JIEBBIX POrOB) (€3 SHAOMETPUS ¢ YMEPEHHbIM
cKJIepo3oM. DparMeHThl JTeHOMHIOMBI ¢ BBIPASKEHHBIMI
JUCTPOPIUCCKUMH N3MEHEHUSIMH.

Uepes 6 MecsieB Tocse oneparn mposeero Y 31
OpraHoB Majoro Tasza: MaTka OTCyTCTBYeT. SAndHmKu:
TMPaBBIlf PACHOJOXKEH B TUOMYHOM MecTe. PasMepor:
45 x 43 x 44 mM. KoHTypBI 4eTKue, CTPYKTypa B BHJE
KUIKOCTHOTO 06PA30BAHNUS C CETYATBHIMU TIEPETOPOIKA-
mu. JleBblii He BU3yadH3UPYeTCS, B €r0 MPOEKIHH
o0beMHBIX 00pa3oBanuii HeT. CBOGOIHON KUIKOCTH B
3a/THEM CBOJIE CJIEIBI.

3AKJTIO4EHUE

B mpexacraBienHoli cratbe onucaH peaKWil KJIMHU-
yeckuil ciayuait cungpoma Maiiepa-Pokutanckoro-
Kioctrepa-Xaysepa B cOYeTaHWH C MHOMOH MAaTKH.
YuuThIBas ONTUMATHHYIO BEIOPAHHYIO TAKTUKY BeIEHUS
MAIUEHTKN, OBbLI MOTyYeH OJArONPUSATHBIA UCXOM IS
SKEHTITHHBI.

HNudopmanus o punancupoBannu u KoHpIHKTE
HHTEPECOB
VceneioBanme He MMeJIO CIIOHCOPCKOI TTO/LIEPIKKH.
ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX M MOTEH-
IIATbHBIX KOH(MIUKTOB WHTEPECOB, CBSI3AHHBIX C
myGauKaIyell HacTOSIEeN CTaThbu.
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