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AHHOTALIUA

Cungpom Maitepa—PoknTtanckoro—Kioctaepa—Xaysepa (MPKX) mpexncraBmsier coboif BpOXIEHHYI0 aHOMAIMIO, XapaKTH3YIOLIYyIOCS
OTCYTCTBHEM MIIM HEJJOPa3BUTUEM MATKH M BEPXHEW HacTH BIarajiuiia Ipu HOpMaIbHOM Kapuotune 46XX u coxpaHEHHON (QyHKIMH SHYHUKOB.
3aboneBaHue SABIAETCS OTHOM M3 BEAYIIMX NPUIMH NEPBUYHON aMEHOPEH y AEBYIIEK MOAPOCTKOBOrO Bo3pacTa. KIMHHYIECKH OHO HMPOSBISETCS
OTCYTCTBMEM MCHCTPYyallMid INpPH HOPMAIbHOM pa3BUTHH BTOPHYHBIX MOJIOBBIX IIPU3HAKOB. JIMarHOCTHMKAa OCHOBBIBACTCS HA JAHHBIX
yIbTpasBykoBoro ucciaenoBanus, MPT u kinnHuueckoro ocmorpa. OCHOBHBIM HAaIlPaBJICHUEM JICYCHHMS SBISACTCS CO3/IaHHE (QYHKIMOHAIBHOTO
HEOBJIAraJIMIIA, a TAK)KE OKA3aHHUE ICHXOCOLUATBHOM MOIIEePKKH.

O6c¢nenoBano 20 neByIIek ¢ MOPOKaMHU Pa3BUTUS MATKH U BIIAraivIia B Bo3pacte oT 15 1o 25 xet. Becem 60IbHBIM MPOBOAMIOCH KIMHIUECKOE
o0cie0BaHue, BKIIIOYAIOIIEE aHAMHECTHYECKHE JaHHbIC, THHEKOJIOTHYECKHIT OCMOTP, yJIBTPa3ByKOBOE HCCICIOBAHUE W MPH HEOOXOAUMOCTH
OIepaTHBHOE JICYCHHE C MOCIICAYIOIMM 9X0rpagHuecKuM KOHTPOJIEM B TIOCJICONICPALIMOHHOM MIEPHO/IC.

KiroueBbie ciioBa: mepBHYHAs aMEHOpEs, YJIBTPAa3BYKOBOC HCCIIEIOBAHHE, MarHUTHO-PE30HAHCHas Tomorpadus, (yHKIHOHAIbHOE
HEOBJIAr AJTUIIIE.
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CLINICAL AND ECHOGRAPHIC FEATURES OF DUPLICATED RUDIMENTARY UTERI IN PATIENTS WITH MAYER-
ROKITANSKIY-KUSTER-HAUSER SYNDROME
ANNOTATION

Mayer—Rokitanskiy—Kustner—Hauser syndrome (MRKH) is a congenital anomaly characterized by the absence or underdevelopment of the
uterus and upper part of the vagina, with a normal karyotype of 46XX and preserved ovarian function. This condition is one of the leading causes
of primary amenorrhea in adolescent girls. Clinically, it manifests as the absence of menstruation, despite the normal development of secondary
sexual characteristics. Diagnosis is based on ultrasound imaging, MRI scans, and clinical examination. The main focus of treatment is the creation
of a functional neovagina, as well as providing psychosocial support.

20 girls with malformations of the uterus and vagina aged from 15 to 25 years were examined. All patients underwent a clinical examination,
including anamnesis data, gynecological examination, ultrasound examination, and, if necessary, surgical treatment with subsequent echographic
control in the postoperative period.

Key words: primary amenorrhea, ultrasound examination, magnetic resonance imaging, functional neovagina.
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MAYER-ROKITANSKIY-KUSTER-XAUZER SINDROMI BO’LGAN BEMORLARDA IKKILANGAN RUDIMENTAR
BACHADONLARNING KLINIK VA EXOGRAFIK XUSUSIYATLARI
ANNOTATSIYA
Mayer—Rokitanskiy—Kustner—Xauzer sindromi tug'ma anomaliya bo'lib, normal 46 XX kariotipi va saglanib golgan tuxumdon funktsiyasi bilan
bachadon va yuqori qinning yo'qligi yoki rivojlanmaganligi bilan tavsiflanadi. Kasallik o'smir gizlarda birlamchi amenoreyaning asosiy
sabablaridan biridir. Klinik jihatdan, bu ikkilamchi jinsiy xususiyatlarning normal rivojlanishi va hayz ko'rishning yo'qgligi bilan namoyon bo'ladi.
Tashxis ultratovush, MRT va klinik tekshiruv ma'lumotlariga asoslanadi. Davolashning asosiy yo'nalishi funktsional neovagina yaratish,
shuningdek, psixosotsial yordam ko'rsatishdir.15 yoshdan 25 yoshgacha bo'lgan bachadon va gin nugsonlari bo'lgan 20 nafar giz tekshirildi. Barcha
bemorlar klinik tekshiruvdan o'tdilar, shu jumladan anamnestik ma'lumotlar, ginekologik tekshiruv, ultratovush tekshiruvi va jarrohlik amaliyoti,
so'ngra exografik nazorat o’tkazildi.
Kalit so’zlar: birlamchi amenoreya, ultratovush tekshiruvi, magnit-rezonans tomografiya, funksional neovagina

AkTtyanasHocTh: Cunzmpom  Maiiepa-Pokuranckoro-Krocrepa- Lenb: ompenenurs  KIUHUKO-3XOTpaUuecKyr0 0COOEHHOCTH
Xaysepa (MPKX) - 510 3a6051€BaHIE, TPH KOTOPOM BIIATJIHMIIE K MaTKa  YJBOCHHBIX PYIMMEHTAPHBIX MATOK Y OOJBHBIX C cHHIPOMoM Maiiepa-
HEIOpa3BUTHl WIIM OTCYTCTBYIOT BOBce. [Ipm orcyrcTBum Matku y  POkmaanCkoro-Krocraepa-Xaysepa.

KCHIIMH C 3TUM 3a0oJicBaHHEM He ObIBaeT MeHCTpyarmid. Yacto Matepuaisl 1 MeToabl. O6cienoBano 20 neByIeK ¢ HOPOKaMH
MEPBBIM 3aMETHBIM IMpu3HaKoM cuHApoma MPKX saBnsercss To, 4TO  pa3BUTHA MAaTKH U BJarajuina B Bo3pacrte oT 15 mo 25 net.
MEHCTpYyalliy He HAYMHAIOTCA K 15 romam (nepBudHas ameropest).[1] Bcem OOnBHBIM MPOBOAMIOCH KIMHUYECKOE OOCIeIOBaHUE,

JleBouku 1 sxeHIUHEI ¢ cHHApoMoM MPKX nmeror XpoMOCOMHBIN ~ BKJIIOYAIOIIEe aHAMHECTHYECKHE JAHHBIE, T.€. M3y4JallCh BO3PacT U
Habop 46XX. Y HHX HOpMalbHBIC HApYXKHBIC IMOJOBBIE OPraHBl MU MECTO MPOKMBAHUS MAIMEHTOK, CEMCHHBIM aHAMHE3, HaJIHdne
(YHKIIMOHUPYIOIIUE SUYHUKU. Y HHUX TAaK)K€ OTMEYAeTCs] HOPMAIBHOE  HACJIEACTBEHHOH NPEAPACIHOIOKEHHOCTH CO CTOPOHBI POAUTENICH —
OBOJIOCCHHE Ha Tpyaun u JoOke.[2] XoTs JKEHIIMHBI C OSTHM  TEYCHHE AHTEHATAIBHOTO WM TEPUHATAIBHOIO TEPHONIOB Y MaTepeid,
3a00JIeBaHMEM HE MOTYT 3a0epeMEHETh, OHH MOTYT MMETh JIETell ¢  MpOTeKaHWe OEpEeMEHHOCTH W pPOAOB (ECTECTBCHHBIM ITyTEM WIIH
MIOMOIIIBIO BCIIOMOTATENIBHBIX PENPOIYKTHBHBIX TEXHOIOTHHA.[3] KECapeBbIM CEYCHHEM), a TaKKe HAINYUe COIyTCTBYIOLIUX MOPOKOB

Cungpom MPKX wacro mompaszmensttor Ha aBa tuma. CuHApoM — pa3BUTHs.  JIONIOJHUTENHHO  BBIICHSUINCH  BPEIHBIE  HPHUBBIYKH
MPKX 1-ro Tuma mnopakaeT TONBKO pPENpOAYKTHBHBIE OpraHbl.  MAlUCHTOK (KypeHHe, 3710ymoTpeOlicHHe ankoroieM). A Takxke

Cunppom MPKX 2-ro Tuma Takke mopaxaer Apyrue dactu tena. [lppy  mpoBoxmm TUHEKOJIOTMYECKUI 0CMOTD, YJIBTPa3ByKOBOE
9TOl ¢opme 3aboneBaHMS TOYKH MOTYT OBITH HENPABWIBHO  HCCIEIOBAHHE U IIPH HEOOXOIUMOCTH OIEPAaTUBHOE JICUCHHUE.
c(hopMHUPOBaHbI WM PACIONOXKCHBL, WIH OIHA MOYKa MOXET He PesyabTaTbl. CpeHuii BO3pacT ManyueHTok coctasun 18,6 iet. U3

pa3BUBaTECS (OXHOCTOPOHHsIA areHe3ust mouek)[4]. Kpome Toro, y  Hux 8 genosek (40%) Ob11u B Bo3pacte 15-19 ner, 12 uenosek (60%) —
nareHToB ¢ cuHgpomMoM MPKX 2-ro tuma moryr Habmromatecsi B Bo3pacte 20-26 net (Pucynok 2.1).

HOTepsl CilyXa, MOPOKH CepAla WIM aHOMAIMU CKelleTa, OCOOCHHO

KOCTeH MO3BOHOYHHMKA [S].
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Pucynok 2.1. PacnpenesieHne nanueHToK 1o BO3pacry.

Cpeay nanueHToK ropoJICKue KUTEIH cocTaBuiH 13 genosek (65%), cenbckue xutenn — 7 denoBek (35%) (Pucynok 2.2).
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Pucynok 2.2. Pacipenenenue nayeHToK 10 MECTy IPO>KUBAHHS.
I[lo commampHOMy CTaTycy TAIMEHTKH  PACHpeNeIMiInCh  4denoBek (25%), pabOTHHIBI CEIbCKOro X03siicTBa — 2 genoseka (10%)
CIemyronmM 00pazoM: 1oMoxo3siiku — 8 uenosek (40%), corpynaukn  (Pucymok 2.3).
TOCYIAPCTBEHHBIX yUpexkAeHHH — 5 demoBek (25%), cTyaeHTkH — 5
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PﬂcyHOK 2.3. Pacnpe)le.ﬂelme NAlUEHTOK MO0 COHAJIBHOMY CTATYCYy.

ITo ypoBHIO 0Opa3oBaHMsI ~ NALMEHTKH  paclpeielInCh  cpelHee cneruanbHoe — 10 wenmoBek (50%), cpemHee — 2 yenoBeka
cremyronmM o0pa3oM: Beicmiee oOpasoBanue — 8 uenoBek (40%),  (10%) (Pucynok 2.4).
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PucyHnok 2.4. YpoBeHb 00pa30BaHus MALUEHTOK.
Cpenu (akTOpOB, YrpOXKAIOIIMX 370POBOMY 00pa3sy JKM3HHM, Y  pekuMme nutaHus —y 8 uenosek (40%), kypenue — y 1 yenoseka (5%)
MAIMeHTOK BBUIBICHBI: XPOHMYECKHH cTpecc — y 9 demosek (45%),  (Pucymok 2.5).
runoguHaMus — y 4 denoBek (20%), W3MEHEHHS B PaIMOHATBHOM
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PucyHok 2.5. @akTopbl, YrpoKaloLie 310pOBOMY 00pa3y KH3HH NAIMEHTOK.
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PucyHok 2.6. PacnipeaesieHne nanMeHToK MO rpynnaM KpoBH.

Io rpynmaM KpoBM MAIMEHTKH PACIPENETMINCH clexytomumM obpazom: I rpymma — 10 genosek (50%), II rpynma — 3 genoseka (15%), 111
rpymmna — 5 genosek (25%),
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IV rpynmna — 2 genosexka (10%) (Pucynok 2.6).
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He3aMyXHune

Pucynoxk 2.7. CemeiiHoe mo/10:keHHe MAIMEHTOK.

[Ipu aHanmu3e ceMeHOro MOMIOKEHNS BBISIBIICHO: 3aKOHHBIN Opak —
4 genoseka (20%), penuruo3nerii 6pak — 1 genosek (5%), He3amyKHHIE
— 15 genosek (75%) (Pucynok 2.7).

Cpemu manmentok 3 geBymku (10%) uMenu OCIOXKHEHHBIH
aHTeHaTalIbHBIN nepro. Cpenu 3a001eBaHMi, BEISIBICHHBIX y MaTepeit
BO BpeMsi OepeMEHHOCTH, OTMEUECHBI: yrpo3a Beikuapima — 10 ciyyaes

(50%), Toxcuko3 GepemenHocTH — 9 ciydaeB (45%), XpoHHUECKas
IUTAIIEHTapHas HeJOCTaTOYHOCTH — 8 ciydaes (40%),

agemuss — 6 cmydaeB (30%), OPBU - 12 cimyuaeB (60%),
npesknammcust — 3 cimydas (15%), oxupenne — 2 ciayqas (10%),
(eromnaneHTapHas HeIOCTaTOYHOCTH — 4 cirydast (20%), XpoHuUecKuit
niesioHedpur — 2 ciayyas (10%), 3aaepikka pa3Butust mwiofa — 1 ciayqait
(5%), recranmonnast runeprensus — 2 ciydas (10%) (Pucynok 2.8).
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Pucynox 2.8. 3a6os1eBanusi y maTepeii Bo BpeMsi 6epeMEeHHOCTH.

Cpenu OCNOKHEHHH, BO3HUKIIHX Yy MaTeped BO BpEMS DOJIOB,
3apEruCTPUPOBAHBIL:

MPEXXIEBPEMEHHOE H3IIUTHE OKOJIOIUIOAHBIX BOJ — 1 cirywait (5%),
MPEXIEBPEMEHHAs OTCIIONKA HOPMAaIbHO PaCOI0KEHHOM MJIALEHThI —
3 cayuas (15%), mepBuuHas cnaboCTh POJOBOH NEATEIBHOCTH — 2
ciryuas (10%), Broprdnast cmabocTs poI0BOH AESITENBHOCTH — 3 CITydast
(15%).

[pexxneBpemMenHbIe poasl cocTaBuiu 4 cirydas (20%), pospl B CpOK
— 16 cmygae (80%). Pompl uepe3 ecTecTBEHHBIE POJOBBIC IyTH
npousonutn 'y 14 mammentok (70%), omepaTuBHBIE POl — y 6
nanuenTok (30%).

ITepeHeceHHbIe 3a00ICBaHUS B IETCKOM BO3PACTE MPEICTABICHBI B
Tabmmue 2.1.

Ta0anua 2.1.

3a6os1eBaHus, IepeHeCeHHbIE MAIMEHTKAMH B 1€TCTBE.

Ne Jlerckue MHGEKIMOHHBIE 3a00JICBaHMUS:
(n=20)

1. [punm 12 (60%)
2. BupycHblii renarur 3 (15%)
3. Kopb 2 (20%)
4. BerpsiHas ocria 5 (25%)
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5. Awnruna 8 (40%)
6. Kpacuyxa 2 (10%)
7. Ckaprarusa 5 (10%)
8. DNUAEMHUYECKUIA TAPOTUT 5 (10%)
9. Bpouxur 8 (40%)
10. IMuenoHeppur 2 (10%)
Knuangeckne oco6eHHOCTH * MPT mno3Bomsger Hamboyiee TOYHO ONPEAENUTH CTENEHB
* TlepBu4Has aMeHOpest TIPY HOPMAJIBHOM Pa3BUTUHM BTOPHYHBIX  HEJOPA3BUTHSA MATKH M BIAarajluida M OLICHUTh COIYyTCTBYIOLIUC
TOJIOBBIX NTPU3HAKOB AQHOMAJTMH OPraHoB Ta3a.
* XKenckuit kapuotun 46XX, HOPMANBHBIH YPOBEHH ITOJOBBIX 3akaouenue: Cunapom  Maitepa—Pokutanckoro—Krocrepa—
TOPMOHOB. Xaysepa mpencTaBisieT COO0H penKyr BPOXKICHHYIO aHOMAJHUIO
» CoxpanéHHast QyHKIUS THYHIKOB pasBUTUSL  JKCHCKOW  DENpOJYyKTUBHOM  CHUCTEMBI,  OCHOBHBIM

* ¥ 30—40% manueHToK BBIIBISIOTCS aHOMAIMK MOUYEBBIBOASINCH  MPOSIBICHHEM KOTOPOH SIBISIETCS allia3us WIM TMHOIUIA3Ms MaTKU U
CHCTEMBI (AIU1a3us WM TUNOIUIa3Ks [OYKH, yIBOCHHE MOYCTOYHUKOB).  BEPXHMX OTHECNIOB BJAraiMila IPH COXPaHEHHOM HOPMalIbHOM
* BO3MO>KHBI KOCTHO-CKEJIETHBIC HAPYIICHUS (CKONNO3, aHoMannd  kapuoTtune (46XX) n (QyHKIMOHMPYIOUMX SUYHHKaX. 3a0oieBaHHe

pédep), pexre — ceplIeYHO-COCYIUCTBIC U CITyXOBBIC AHOMAJIHHL. CONPOBOXKZAETCS  NEPBUYHON  aMmeHopeeil, 4YTo  IO3BOJIET
Oxorpaduyeckne ocobennoctu (Y31, MPT). CBOECBPEMEHHO 3aroJ03pUTh MAaTONOruio. J[Isi yTOYHEHUs] IUarHo3a
* OTCyTCTBHE WM BBIPa)KCHHAS! THIIONA3US MATKH (B MPOEKLIUM  PEMIAIONIYIO POJIb HIPAIOT COBPEMEHHBIE METO 15! Bu3yanu3anuu (Y3U,
Majioro Ta3a BU3yallM3UPYIOTCs YBOCHHbIEC PYAUMEHTAPHBIC TSKH) MPT), a Takke LUTOreHETUYECKOE HCCIIeI0BaHHUE.
* YKOpOUYCHHUE WIH OTCYTCTBUE BEPXHEH YACTH BIATAIHIIIA. Komrutexcusiii momxon k Beaenuto manentok ¢ CMPKX momken

* SludHMKHM pacmonararoTCss B THIMYHOM MECT€, HMEIOT  BKJIIOYATh HE TOJIBKO MEIMUIIMHCKYIO ITOMOIIB (CO3/IaHNe HEOBIaraauia
HOpPMAJIBHBIE pa3Mepel M CTIPYKTYpy, 4YacTO ¢ (OJUIMKYISIPHBIM  KOHCEPBATHUBHBIMH WM XHPYPrMYECKMMH  METOAaMH), HO H

amnmnapaToM. MICUXOJIOTHYECKYI0 MOAJCPIKKY, YYHTHIBAas 3HAUUTECIBPHOE BIHMSHHE

* [Ipupatku Ge3 MaToIOrnuecKux N3MEHEHHH. JIMarHo3a Ha Ka4deCTBO JKM3HH M CaMOOIEHKY JKEHIIWHBL. B acmekte

¢ COmyTCTByIOLIME aHOMAjJMH MOYEBBIBOJSIICH CHCTEMBl  PEIPOLYKTHBHBIX BO3MOXHOCTEH KIIIOUEBBIM OCTAETCS MCIIONIB30BAHNE

(arenesus1, JTUCTOMHS TOYKH). BCIOMOTATENIBHBIX PEHNPOIYKTUBHBIX TEXHOIOTHH M CyppOTaTHOrO
MaTEPUHCTBA.
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