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AHHOTALUS

CunnpoMm Maiiepa-Pokuranckoro-Kroctepa-Xayszepa (CMPKX) mnpencrasiser co0oif  BpOXAECHHOE 3a00JICBaHHE, BKJIFOYAIOIIEE
PENpPOYKTUBHEIC, MOYCIIOIOBBIC, KOCTHBIE U CEPJICUHbIC TOPOKHU Pa3BHUTH. 3a00JIeBaeMOCTh cocTaBiisieT 1 ciydaid Ha 4000—5000 >KUBOPOKICHUI
xeHckoro nosia. eHoTnn — jxeHckwid, kKapuotun 46 XX, mpu HOPMaJIPHO Pa3BUTHIX BTOPHYHBIX IIOJIOBBIX IPH3HAKOB M (DYHKIIMOHAIBHBIX
SIMYHUKOB. Bo3HMKHOBEHHE MHOMBI U3 octaTkoB Matku npu CMPKX sBisiercs odeHb peaKuM CirydaeM, XOTS ObLJIO 3aperHCTPHPOBAHO B
JIUTEpaType HECKOJIBKO ClTydaeB. JMarHoCcTHKa U IOIX0/ K JICYEHHIO B 3TOM CJIydae JOBOJIBHO CIOKHBL. 3/1€Ch MBI IPHUBOINM KIIMHIYECKUIT CoTydai
xenmuasl ¢ CMPKX 30 ner, y koTopoit oOHapy»eHa MHOMa pyAUMEHTapHOI MaTKH.
KiroueBrble cioBa: cuanapom Maiiepa Pokuranckoro-Kycrepa-Xaysepa, MuoMa MaTky, pyTUMEHTapHasi MaTKa, JarapoCKOIHs, KITHHHIECKUH
cirydait
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UTERINE MYOMA IN WOMEN WITH MAYER-ROKITANSKI-KUSTER-HAUSER SYNDROME
(Case report)
ABSTRACT
Mayer-Rokitansky-Kiister-Hauser Syndrome is a congenital disorder involving reproductive, genitourinary, bone, and cardiac malformations.
The incidence is 1 in 4000-5000 female live births. The phenotype is female, karyotype 46 XX, with normally developed secondary sexual
characteristics and functional ovaries. The occurrence of fibroids from uterine remnants in SMRKH is very rare, although a few cases have been
reported in the literature. Diagnosis and approach to treatment in this case is quite complicated. Here we present a clinical case of a 30-year-old
woman with SMRKH who was found to have rudimentary uterine fibroids.
Key words: Mayer Rokitansky-Kuster-Hauser syndrome, uterine myoma, rudimentary uterus, laparoscopy, clinical case
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MAYER-ROKITANSKI-KUSTER-HAUSER SINDROMI BOR AYOLLARDA BACHON MIOMASI
(Klinik holat)

ANNOTATSIYA

Mayer-Rokitanskiy-Kiister-Hauzer sindromi - bu reproduktiv, buyrak, suyak va yurak nuqsonlarini o'z ichiga olgan tug'ma kasallik. Kasallik
4000-5000 tirik tug'ilgan ayoldan 1 tasini tashkil giladi. Fenotipi ayol, karyotip 46 XX, odatda rivojlangan ikkilamchi jinsiy belgilar va funktsional
tuxumdonlar. MRKXSda bachadon qoldiglaridan miomalarning paydo bo'lishi juda kam uchraydi, garchi adabiyotda bir nechta holatlar qayd
etilgan. Bu holatda tashxis qo'yish va davolashga yondashuv juda murakkab. Bu erda biz MRKXS bilan og'rigan 30 yoshli ayolning oddiy bachadon

miomasi borligi aniqlangan klinik holatini taqdim etamiz.

Kalit so'zlar: Mayer Rokitanskiy-Kuster-Hauzer sindromi, bachadon miomasi, rudimentar bachadon, laparoskopiya, klinik holat

IMo nannbIM 3apyOexHoit nureparypsl, CMPKX nonpasnenstor Ha
3 BapuaHTa.

IMepBblii BapyaHT — TUNUYHBIN (IIPOCTOH MM M30IUPOBAHHBIN) —
XapaKkTepU3yeTCs OTCYTCTBHEM MaTKH U BIIarajuiia.

Bropoit BapuaHT Ha3pIBAaIOT aTHITMYHBIM WM CJIOXKHBIM. J[i1s1 Hero
XapakTepHa KpOMe OTCYTCTBHSI MAaTKH W BJIaraJIdINa eIlle W IOoYeyHast
WJIM CKeJleTHas mnaTojorus [24].

Tpernit Bapmant — MURCS-acconmarnust (CHHAPOMOKOMILIEKC,
BKJIIOYAIONIMI  aIUla3Wi0  MIOJUIEPOBBIX  IPOTOKOB,  IOYEYHYIO
JICIUIAQ3UI0 M TATOJIOTHIO INEHHO-TPYIHOrO OT/eNa IO3BOHOYHUKA)
[25]. Ha3anme MURCS cocraBieHo U3 NepBBIX OYKB NaTOJOTHH,
BXOJISIIIIUX B COCTaB CHHAPOMA:

° MU (anrt. MUIlerian agenesis) — cuaIpoM Maiiepa-
Pokuranckoro-Krocrepa-Xaysepa;

. R (anrn. Renal agenesis) — areHe3ust moyex;
. CS (anrn. Cervicothoracic Somite abnormalities) —
aHOMaJIMU [IeHHO-TPYIHOr0 OT/IeIa TO3BOHOYHUKA.

Hekotopple aBTOpBI 3a4acTyl0 OTOXKIECTBIIIIOT —ATHUIIMYHBIN
BapuanT u MURCS-accomuamuto [3]. pyrue uccienosarenu
cyuTaroT, yro TunuuHblil Bapuant U MURCS-acconmanus — 3o nBa
pasHeIx cuHApoMma. [lo JaHHBIM HCCIENOBAaHUS, IIPOBEICHHOTO
P.Oppelt u coasr. (2006), BcTpeyaeMocTb TUIIMYHOH (HOPMBI CHHIPOMA
cocrapisier 47%, arurmmanoit — 21%, MURCS-accoumamms — 32%
ciryyaes [5]. Burns JL et al (2012) yka3bIBaroT, 9TO aHOMaJIMH Pa3BUTHS
MaTKU ¥ Biaranuuia B 77,9% ciydaeB codeTarorcs ¢ OTKIOHEHUIMH B
Pa3BUTHU IPYruX OpraHoB U cucreMm, B 33,3% cilyyaeB — ¢ IOpOKaMu
MOUEBBLIEIUTENIbHON cucteM [6]. IlaTosnorust onopHo-ABUraTeIbHOIO
anmnapara npu CMPKX mnposBisercs or ckosimoza 10 CUHIpOMA
Knmunnens—@eiing  (BpOXXKAEHHbIH INOPOK pa3BUTUA IIEHHBIX M
BEPXHErpyIHBIX MO3BOHKOB, /U KOTOPOTO XapakTepHa KOpPOTKas W
MasionofBrkHast mest) [2]. IIopoku OpraHoB MOYEBBIIEIUTEIBHON
CHCTEMBI XapaKTepU3YIOTCs allIa3uei OYKH, UCTONNeH (Ta30BoH mim
MOSICHUYHOW) €JMHCTBEHHOM MOYKH, OJHOW WM 00CUX, TUIOIUIa3uei
OIHOM W3 moyek, L- oOpa3HOW WM TOAKOBOOOPa3HOM IOYKOM,
arutasvedl OHOW TOYKM M IEPEeKPECTHOH IUCTONHEH MOYETOYHHKA.
Taxoxe nmpu CMPKX Bbifenstor 3 BapuaHTa amnjia3ud MaTKH: B BUJIE
OJJHOTO LIMJIMHIPHYECKOr0 BalIWKa (CIpaBa, ClI€Ba, B LEHTpPE), ABYX
MBIIICYHBIX BAJMKOB M MOJHOTO OTCYTCTBUS PYAMMEHTOB Matku [4].
[lo paHHBIM HMHCTPYMEHTANBHBIX  WCCIEIOBAHUM, DHIOMETPHI
BU3YaIIM3UPYIOT Y 25% nauueHTok, a GyHKIHoHupyomuii — y 6—10%
[3, 5]. CoBpemeHHBIE HccaeNOBAaTENN OTMEYAIOT AOCTATOYHO YaCTYIO
BCTPEYaEMOCTh CEMEHHBIX CITydaeB 3a00JIeBaHMs, YTO MOATBEPIKAAeT
TUIIOTE3Y O TEHETHMYECKUX MpPUYMHAX, BUIMMO OH Iepefaercst Mo
ayTOCOMHO-ZIOMUHAHTHOMY  THITy HACJEHOBAaHHS C  HEMOJHON
TIEHETPAHTHOCTBIO U SKCIIPECCUBHOCTHIO. DTO TOBOPHUT JIHOO0 O MyTallHN
B KPYITHOM I'eHe, TH00 0 XpOMOCOMHOM jaucbanance [4].

OcTaTku MaTKH MOTYT UMETh Pa3iIH4HbIE Pa3Mepbl, COCTOSTH H3
(UOPO3HO-MBIIIIEYHOH TKAaHW, HEOONBIIOr0 KOJMYECTBA TJIaJKHX
MBI (MHOMETPHS) M TKAaHH CTPOMBI, PACIIONOKEHHOH B JKene3ax
(onmomerpus). CneoBaresibHO, OH MOJXKET HAIlOMHHATH OITyXOJIb,
pacTyIIyio U3 3TOH TKaHHW, B OCHOBHOM JICHOMHOMBI, CIIEIysI TEM XKe
MAaTOreHeTHYECKUM MeXaHHW3MaM, 4YTO M B HOpMajbHOW Marke, U
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BEICTYHasi B KauecTBE MHUILICHEH JUIi TOPMOHOB SIMYHHKOB. B
OOJIPIIMHCTBE CIIydaeB OTH OIyXOJM ObUIM OECCHMITOMHBIMH
(IMarHOCTHPOBAIKCH CIyYaifHO ITpU 00CIIeJOBAHUH) UIIY MOTJIH 1aBaTh
TaKue CUMIITOMBI, KaK XpOHUUYECKas Ta30Basi 00Mb WK JuckoMdopT [1,
2].

O6napyxeHue oOpa3oBanust B MaioMm Tasy npu MPX mpu
PETYISIPHOM KIMHUYECKOM M YIBTPa3ByKOBOM OOCIIEIOBAaHHU MOXKET
CBUJICTEIECTBOBATh O HEOOXOJMMOCTH IIPOBENICHUS IUarHOCTHIECKOM
nanapockonuu [ 1]. Bo3HUKHOBEHHUE JIEHOMHOMBI Ha OCTaTKaX MaTKH B
cinyyasix MPX siBisieTcst TeOpeTHuecKoil BO3MOKHOCTBI0. OJIHAKO 110
CHX TIOp 3TH CITydad, BO3MOXHO, PEAKO coolmmanuck panee. B ocHoBe
[aTOreHe3a JICHOMHMOMBI JIEKUT 3CTPOIE€H3aBUCHUMBIN POCT INIaJKOH
MYCKYJIaTypbl 1 pHOPOOIACTOB M BEICOKAs! 1yBCTBUTEIBHOCTD K HUM IO
CpPaBHEHHMIO C HOpMaJibHbIM MuomerpueM [3]. Ilockonbky Hainuue
SHJOT€HHOI'0 ACTPOr€Ha WM 3K30T€HHOTO 3CTPOTeHa MOXKET OBITh
OCHOBHOH mpoOiemoii st paszsurtus jeiiomromsl mpy MPX. B stom
cryyae He ObUIO HHMKAKMX IPU3HAKOB BO3JEHCTBHS SK30I'€HHBIX
3CTPOTeHOB Ha 3Ty MAIMEHTKY, TOraa (GakTOPOM MOJKET OBITH TOJIBKO
SHJIOTeHHBIN 3cTporeH. Penkas BcrpeyaeMoCTh J1I€HOMUOMBI B OCTAaTKe
MaTKH MOXeT OBITh CBsI3aHa CO CHIDKEHHOW KOHLEHTpanued Win
YYBCTBUTEIBHOCTBIO PELENTOPOB 3CTPOr€Ha WIM TIeHETUYECKOU
IIPEIPACIIONIOKEHHOCTBIO 110 CPAaBHEHHMIO C HOPMaJIbHOW MAaTKOH ¢
JieioMHOMOH [5].

Knunnueckuii cmyyait

Mammentka K. 30 ner (ucropus Gone3nn 112) mocrymmiia c
xKajobamy Ha OOJM BHU3Y JKMBOTa M TMOSICHUIE, 3aTPyIHEHHOE
MOUYEHCITyCKaHHeE.

W3 anamue3a: B 16 user oOparunach K T'MHEKOJIOTY, IIpH
MPaBUJIBHOM (H3MYECKOM H IIOJIOBOM pa3BHTHH C JKajlobamMH Ha
OTCYTCTBHE MeHCTpyanuu. beuta oOcnenoBana u BEICTaBIIEH AMArHO3:
CMPKX. BeinonzeHa onepaiys KOJIbIOI033 U3 CUTMOBUIHOM KMIIKH.
[NocneonepaioHHBII IEPHOT IIPOTEKaT 0€3 OCIIOKHEHUIL.

Beimuia 3amysk B 25 e, peryssipHO KHBET ITOJI0OBOH JKH3HBIO, U IPH
9TOM KaKHX JIMOO HeyZoOCTB HE OTMeUald HHM caMa >KEHIMHA, HU ee
napTHep.

ITpu noctynnenun: P.V. BarunaneHo B MaoM Ta3y NajlbIUpyeTCs
oOpa3zoBanre pasmepoM g0 11 Hemenp OepeMEHHOCTH, TJIAAKOE,
MIOJIBIKHOE, IUIOTHOE, Oe30oine3HeHHoe npu naibrnanuyu. CrnpaBa u
cieBa IPUAATKUM HE NalblUpPYyHOTCA. BblueneHus  ciauM3ucTele.
3awmouenue Y3W: Amnasus matku. Kucroma JsieBoro simuHuka?
[NonB3onrHas AUCTOMUSI MPABOI OYKH.

Bo BpeMs JlamapoTOMHM HMHTPAONEPAlIOHMO OOHapy)KeHa
¢ubpomMnomMa  pyJUMEHTapHOrO  pora  Markd.  BblnosHeHa:
Jlanmaporomust ynaneHue GpUOPOMHOMBI PYAUMEHTAPHOTO pora MaTKH
cieBa.  YJalneHHe  pYOUMEHTApHOrO  pora  MarTKM  CIpaBa.
[locneonepaloOHHBIN NEpUOJ MPOTEKaN IJIAJKO, BbIMKMCAaHA Ha 8-
cyTKH. ['ucTonoruyeckuii 1uarHo3: JieHoMuoMa MaTKH.

TakuM o00pa3oM, B PpPEIKUX CIIydasX MOXKET CYIIEeCTBOBAaTh
AKTUBHBII SHIOMETPU ¢ aHAIOrOM PyIMMEHTApHOM MaTKU, KOTOPBIH
CTaHOBUTCS AKTHBHBIM B MIPUCYTCTBUH XOpOILIO
3CTPOr€HU3UPOBAHHOIO COCTOSHUA. B nuTeparype ynoMuHaercsl, 4To
MHOMa PEIKO Pa3BHBAETCS B PYAUMEHTapHON He(yHKIMOHHPYIOMIEH
MaTKe.
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