Mpaui HTLL MeanyHi Hayku
2022, Tom 66, N° 1

ISSN 2708-8634 (print)

Proc Shevchenko Sci Soc Med Sci
ISSN 2708-8642 (online)

WWW.MSpsss.org.ua
2022, Vol. 66, 1

Oornsg

OPEN 8ACCESS

DOI 10.25040/ntsh2022.01.11

Aapeca ansa nuctyBaHHsA: Byn. [lekap-
cbka 69, M. JlbBiB, YKpaiHa, 79010
E-nowra: segediylidia@gmail.com
Hapiwna go pepakuii: 21.02.2022
MpwuiiHaTa go Apyky: 15.05.2022
Ony6nikoBaHa oHnauH: 27.06.2022

ORCID IDs

NeoHia MapkiH,
https://orcid.org/0000-0003-0237-7808

Nigis Ceregin,
https://orcid.org/0000-0001-5582-5833

KoHdnikT iHTepeciB: aBTopu aeknapyoTb
BiACYTHICTb KOH(NIKTY iHTepeciB.

Oco6ucTunii BHECOK aBTOpiB

KoHuenuisi: JleoHig MapkiH, Nigis Cereain;

Pe3ynbtatn gocnigxeHs: Nigia Ceregii;

HanucanHs cratTi: Nigia Ceregaiid, JleoHin
MapkiH;

PenaryBaHHs Ta 3aTBEPAXXEHHS] OCTaTOYHOIro
BapiaHTy cTatTi: JleoHia MapkiH.

Oo3Bin kKoMicii 3 6ioetTMku wopo
npoBeAeHHA [AOCAIAXKeHb: KoMicia 3
6ioeTrku JIbBIBCbKOro HauioHasnbHOMO Me-
AWYHOro yHiBepcuTeTy iMeHi [anuna la-
nunubkoro, npotokon N95 Big 23.02.2017p.

IHdopMoBaHa 3roaa nauyieHTa Ha ny6ni-
Kauilo kniHiyHoro Bunagky Ta d¢orto-
rpadiii: y nauieHTKM OTpUMaHo NUCbMOBY
iHpopMoBaHy 3roay Ha nybnikauito onucy
BMMaAKY Ta iNtocTpaTuBHMX doTorpadii.

®diHaHCyBaHHSA: aBTOpU AeKapyoTb
BiACYTHICTb biHaHCYBaHHS.

© JleoHin MapkiH, Jigis
Ceregin, 2022

Review

Jlenomioma npu cuHapomi Manepa-
PokiTaHcbkoOro-KroctHepa-Xay3epa: TpyaHoLUi
AIarHOCTUKM

JleoHig MapkiH, Nigia Ceregin

Kageapa akywepcrBa i riHekonorii, JIbBiBCbKUM HaLiOHa1bHUIA
MeanYHWE yHiBepcuTeT iMeHi aHnna annybKoro,
M. JIbBiB, YKpaiHa

Pedepatr CuHapom Mamnepa-PokiTaHCcbkoro-Kioocrepa-Xaysepa
(MRKH) aiarHocTtyeTbcs y oaHiei 3 4000-5000 HoBoOHapoaxe-
HUX AiByaTok. [na AaHOro CMHAPOMY XapaKTepHUM € XiHOUWNM
deHoTUn, HopManbHWUI KapioTun 46, XX, Nnpupoa)KeHa BiaCyT-
HICTb MNiXBM ab0 ii BEpXHbOI YAaCTUHU, LUMNKU MATKW Ta MaTKW.
Etionoria cuHagpomy MRKH poci HeBigoma, MMOBipHO, uyepe3s
MOro BHYTPILWHIO reTepOreHHICTb.

Y cTaTTi BMUCBITNEHO Ta y3aralbHeHO niTepaTypHi AaHi, Wo
CTOCYHOTbCHA IMOBIpHUX ETIONMOMNUYHUX UMHHUKIB BUHUKHEHHSA
cnHgpoMmy MRKH, MoxnmBocTel peanisaudii penpoaykTus-
HOi (pyHKUIi NauieHTOK 3 MIJIepiBCbKOK areHesietn. OnucaHo
piAKiCHMI BMNAAOK sienoMioMn y nauieHTkn 3 MRKH, Mmoxnneo-
CTi Ta TpyZAHOLW,i AiarHOCTUKW. [1oKa3aHo, WO HAadABHICTb CUHAPO-
My MRKH He BUKIOYa€E MMOBIPHICTb PO3BUTKY SIeMOMIOMU pi3HOI
nokanisaui.

Knro4yosi cnoBa: cnHagpom MRKH, nenomioma, nikyBaHHs 6e3-
nnipas.
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Leiomyoma in case of Mayer-Rokitansky-
Kiister-Hauser syndrome: difficulties in
diagnosis

Leonid Markin, Lidia Segedii

Department of obstetrics and gynecology, Danylo Halytsky
Lviv National Medical University, Lviv,Ukraine

Abstract. Mayer-Rokitansky-Kuster-Hauser syndrome (MRKH)
is diagnosed in one in 4000-5000 newborn girls. This syndrome
is characterized by the female phenotype, normal karyotype 46,
XX, congenital absence of the vagina or its upper part, cervix
and uterus. The etiology of MRKH syndrome is still unknown,
probably due to its heterogeneity. The article highlights and
summarizes the literature on the probable etiological factors
of MRKH syndrome development, the possibility of the
reproductive function realization of patients with Millerian
agenesis. A rare case of leiomyoma in patients with MRKH,
possibilities and difficulties of diagnosis are described in the
article. It is shown that the presence of MRKH syndrome does
not exclude the possibility of fibroids of different localization.

Key words: MRKH syndrome, leiomyoma, infertility treatment.
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CuHgpoM Maliepa-PokiTaHcbKkoro-Kioctepa-Xa-
y3epa (MRKH) abo MtonnepiBcbka areHesis
piarHocTyeTbcs y oaHiel 3 4000-5000 HoBo-
HapoaXxeHux aigyaTtok [1, 2, 3]. Ans paHoro
CUHAPOMY XapaKTepHUM € XiHoumn deHoTun,
HOpManbHUI Kapiotun 46, XX, npupoaxeHa
BIACYTHICTb nixBW abo ii BepXHbOI 4YacCTuHW,
LWWIAKM MaTKM Ta MaTKKW. BrnainatoTe Tpu nigtmnum
cuHapomy: MRKH tuny 1, npu KoMy BiACYTHI
TiNbKM BEpXHi Big4inv nixeu, wWuniika MaTku Ta
mMaTtka, MRKH 2 Tuny, giarHOCTU4HUMU KpuTe-
pisMM AKOro A0AaTKOBO A0 ansasii MaTku Ta
NiXBW € HAABHICTb Baj PO3BUTKY HMPOK. TpeTil
T™™Mn cnHgpomy MRKH oTpumaB Ha3y MURCS,
Ha3Ba AKOro B nepeknagi 3 aHrnincbKoi Bigo-
6paxkae naTosoriyHi 3MiHUM, SAKi AiarHOCTYOTbCS
y Maui€eHTOK: MIONJIEPIBCbKA areHesid, areHesid
HMPKK, @ TaKOX 3MiHW ckeneTta [4, 5].

Hasea cuHapomy MRKH Bigobpaxae imeHa Bue-
HUX SKi onmMcanu uen NaToNoriYyHmin ctaH. Hi-
MeLbKnii aHaToMm Asryct ®paHu WMosed Kapn
Mariep B 1829 poui Ta aBCTPINCbKMI aHATOM
Kapn ¢oH PokiTaHcbknin B 1838 poui onucanu
BUMaAKW BUABNEHI HMMWM Ni4 4Yac ayToncii, Hi-
MeLbKui riHekonor NepmaH Kroctep 8 1910 poui
BrepLle onvucas BUABJIEHY MATOJIONIO MNPUMXUT-
TEBO, a WBeNLapCbKnii riHekonor XXopx AHape
Xay3ep B 1961 poui, 6a3ytoumcb Ha cnocrepe-
XXEHHI 3a 21 XiHKOK OnucaB HasiBHICTb MaTKO-
BO-BariHasnbHOI annasii 3a HagaBHOCTI HOpMasib-
HOrO PO3BUTKY BTOPUHHWUX CTaTEBMX O3HAK Ta
HOPManbHOro XIiHOYOro Kapiotuny [6-9].

3a3Buuan cnHapoMm MRKH pgiarHocTyoTb npwu
06CTeXeHHi NauieHTOK, WO 3BEPHYJINCH 3i CKap-
ramy Ha NepBuUHHY aMeHopel Mpu BiACYTHOCTI
nopyLleHb y Yaci Tenapxe ta nybapxe. Y gisua-
TOK BUABNSAKOTb HOPMAJIbHO PO3BUHYTI 30BHiLL-
Hi XXiHOUYi CTaTeBi OopraHu, NpoTe, KOHCTATYTb
BIACYTHICTb MaTKU. AEYHMKN HOPMAJIbHUX PO3-
MipiB Ta CTPYKTYpU BM3HAYAKOTbCHA MepeBax-
HO B TUMNOBMX MicusaX. [MaUiEHTKN 3 MIoepiB-
CbKOIO areHesi€lo 3a3Bmyan He 3BepPTalnTbCs A0
nikapis Ao nepiogy CTaTeBOro A03piBaHHA.

Etionoria cuHgpomy MRKH poci Hesigoma,
MMOBIpHO, Yepe3 NOro BHYTPILHIO reTeporeH-
HicTb. MopdoreHes noacbkoro embpioHa Haa-
3BMYaANHO CKIagHWIA Ta KOMMJIEKCHUIA Npouec,
WO € HACMiAKOM B3aEMOAIT YNCNEHHUX YNHHU-
KiB, 9K FeHEeTUYHUX TaK i enireHeTU4Hux. Bi-
[OMO, WO penpoayKTUBHI OpraHu XIiHKW: MaT-
Ka, MaTKOBi Tpybu Ta BepXHSA TPeTMHa MNixXBu
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noxoasTb 3 NMpoToK Miwosiepa. [Bi HUXHI Tpe-
TUHW NiIXBU YTBOPKOIOTbLCA 3 YpOreHitagabHOro
CUHyca. 3aksajKka BHYTPIiLWHIX cTaTeBUX opra-
HiB MOYMHAETLCA Ha 4 TUXHI eMbpioHanbHOro
pO3BUTKY, MaTka POPMYETbCA Ha 12-14 TUXKHI
B pe3ynbTaTti 06>€AHAHHSA ABOX MIONIEPOBUX
(napaMe3oHedpanbHNX) KaHanie. AHoManii
pPO3BUTKY MaTKM MOXYTb 6yTn obyMoOBneHi ix
HEenoBHUM 06>€QHaHHAM, MOPYLUEHHSM peka-
Hanisauii abo HeAOPO3BMHEHHSAM.

MepeBa)kHO 3aXBOPKOBAHHS Ma€ CnopaanyHuii
XapaKTep, oAHaK OnucaHi CiMelHi BUunagKku, sKi
BKa3ylOTb Ha Te, WO, NPUHANMHI Y YaCTUHKM Na-
uieHtis, MRKH Moxe 6yTn CrnaakoBMM 3axBO-
ptoBaHHsaM [10, 11]. YumcneHHi pocnigXxeHHs
OCTaHHIX PpOKiB BKa3ylTb Ha iMOBIpHO ayTo-
COMHO-AOMIH@HTHMA TUMN ycnagKyBaHHSA 3 He-
MOBHOI MEHETPAHTHICTI0O Ta 3MiHHOK eKcripe-
CUBHICTIO reHiB. Taki Bunagku 3adikcoBaHO B
CiM’AX y MauieHTIB, Y AKMX ansasisg MaTKn NOeA-
HYETbCA 3 areHesieto Hupku [11, 12]. HesBaxa-
lOUM Ha iCHyBaHHSA ciMelHux Bunaakis MRKH,
UMCNEHHI NOBIAOM/IEHHA NPO HAPOAXEHHSA 340~
poBux 6ionoriyHMX AiTer XiHOK 3 AiarHoCTo-
BaHUM MRKH, 6e3 BpoaxeHux Baj pPO3BUTKY
XapaKTepHuUX ANna AaHOro cCMHApPoOMy, cyporaT-
HUMW MaTepsMK, NIATBEPAXYIOTb CNOpaanYHNi
XapaKTep po3faAy Ta BiACYTHICTb NigTBEpAXe-
Hoi cnagkosocTi [13]. [iicHO, enireHeTu4Hi
dakTopn abo akTopn HaBKOIULUHLOIO cepe-
[OBULLA MOXYTb sieXaTu B OCHOBI crnopaan4yHo-
ro BUHMKHEHHS BPOAXXEHMX Bag MaTkm [14].

He cnig 3abyBaTtu, WO y nauieHTiB 3 annasi-
€10 MaTKM LWe AoHefaBHa AdiarHocTtyBanu ab-
conTHe 6e3nnigas noe’dAsaHe 3 MATKOBUM
UMHHMKOM. [l0 BNpOBaAXeHHA B MPaAKTUKY
NikyBaHHS 6e3nnigas AOMOMIKHUX pernpoayk-
TUBHUX TexHonorin (APT), >XOAHOro LWaHcy
MaTu 6ionoriyHy ANTMHY nauieHTkn 3 MRKH He
Manun. Ha cboroAHi A0BOJI LUMPOKO 3aCTOCOBY-
IOTb NIiKyBaHHA METOAOM 3an/igHeHHs in vitro
(IVF) Ta nepeHoc embpioHiB (ET) B NOPOXHU-
HY MaTKu cyporaTtHoOi MaTtepi. 3a Takmx yMoOB
NPOBOAUTLCHA KOHTPOSIbOBAaHA CTUMYNALIA S€Y-
HukiB (KCA) nauieHTkn 3 cumHgpomom MRKH,
TpaHcBariHasibHa MNyHKUIiS A€YHUKIB 3 acnipa-
uiero BMIiCTy donikynis. Y Bunagkax HeTUNO-
BOr0 PpO3TallyBaHHA H€EYHUKIB, YTPYAHEHOro
AOCTyny 4epe3 nixBy, SAWUEKNITUHU MOXYTb
6yTu oTpuMaHi Npyn NpoBeAeHHI nanapockonii.
3annigHeHHa SUUEKNITUH NMPOBOASATb 3 BUKO-
PUCTaHHAM CrepMaTo30i4iB YONOBiKa MauieHT-
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Mayer-Rokitansky-Klster-Hauser syndrome
(MRKH) or Mdllerian agenesis is diagnosed
in one in 4,000 to 5,000 newborn girls [1, 2,
3]. This syndrome is characterized by female
phenotype, normal karyotype 46, XX, con-
genital absence of vagina or its upper part,
cervix, and uterus. There are three subtypes
of this syndrome: MRKH type 1, where only
the upper vagina, cervix, and uterus are ab-
sent; MRKH type 2 where the diagnostic cri-
teria include renal malformations in addition
to uterine and vaginal aplasia. The third type
of MRKH syndrome is called MURCS. Its name
reflects pathological changes that are diag-
nosed in patients: Millerian agenesis, renal
agenesis and cervicothoracic somite abnor-
malities [4, 5].

The name of MRKH syndrome reflects the
names of scientists who described this
pathological condition. German anatomist
August Franz Josef Karl Mayer in 1829 and
Austrian anatomist Carl von Rokitansky
in 1838 described cases they discovered
during the autopsy; in 1910, German gyne-
cologist Hermann Kdster first described the
pathology during the person’s lifetime, and
in 1961, Swiss gynecologist Georges André
Hauser described the uterovaginal aplasia
in the presence of normal development of
secondary sex characteristics and normal fe-
male karyotype based on the observation of
21 women [6-9].

MRKH syndrome is usually diagnosed by ex-
amining patients complaining of primary
amenorrhea in the absence of thelarche and
pubarche disorders. Girls are found to have
normally developed female external genitalia;
however, doctors note the absence of a uter-
us. Ovaries are of normal size and structure
and are mostly found in their typical locations.
Patients with Mdllerian agenesis usually do
not seek medical attention before puberty.

The etiology of MRKH syndrome is still un-
known, perhaps, due to its intrinsic heteroge-
neity. The morphogenesis of the human em-
bryo is an extremely complicated and complex
process, which is the result of the interaction
of numerous factors, both genetic and epi-
genetic. Female reproductive organs - uterus,
fallopian tubes and upper third of the vagina
- are known to come from the Millerian ducts.
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Two lower thirds of the vagina are formed from
the urogenital sinus. The development of in-
ternal genitalia starts at 4 weeks of embryonic
development, the uterus is formed at 12-14th
weeks as a result of the merging of two Miille-
rian (paramesonephric) ducts. Abnormalities
in the uterus development may be caused by
their incomplete merging, recanalization dis-
order or underdevelopment.

The disease is mostly sporadic, but family cas-
es have been described, which indicate that,
at least in some patients, MRKH may be a he-
reditary disease [10, 11]. Numerous studies in
recent years indicate a presumably autosomal
dominant type of inheritance with incomplete
penetrance and variable gene expression.
Such cases have been reported in families of
patients who had uterine aplasia in combina-
tion with renal agenesis [11, 12]. Despite the
existence of family cases of MRKH, numerous
reports of healthy biological children born from
women diagnosed with MRKH by surrogate
mothers, having no congenital malformations
characteristic of this syndrome, confirm the
sporadic nature of this disorder and the lack of
confirmed heredity [13]. Indeed, epigenetic or
environmental factors may underlie the spo-
radic occurrence of congenital malformations
of the uterus [14].

It should be borne in mind though that un-
til recently, patients with uterine aplasia have
been diagnosed with absolute infertility due
to uterine factor. Prior to the introduction of
assisted reproductive technologies (ART) in
infertility treatment, patients with MRKH had
no chance of having a biological child. Today,
in vitro fertilization (IVF) treatment and em-
bryo transfer (ET) into the surrogate moth-
er’'s uterus are practiced widely. Under such
conditions, a patient with MRKH syndrome un-
dergoes controlled ovarian stimulation (COS),
transvaginal egg retrieval procedure. In cas-
es of the atypical location of the ovaries, and
complicated access through the vagina, eggs
can be obtained by laparoscopy. The ovum
is fertilized using the sperm of the patient’s
husband, and the embryo (embryos) is then
transferred into the uterine cavity of the sur-
rogate mother.

Since 2014, after the woman’s birth of the first
child after a uterine transplant [15], patients
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KW Ta nepeHocsATb eMmbpioH (embpioHW) B no-
POXHWHY MATKW CyporaTHOI Martepi.

MounHaoum 3 2014 poky, nicna HapoaXeH-
HA nepwol ANTUHM XIHKOK NiCNA NpoBeAeHHS
TpaHcnnaHTauii MaTku [15], y NaLieHTOK 3 CUH-
apomMoMm MRKH 3’9BMBCS WaHC Big4yTW pagicTb
MaTepUHCTBA. TpaHCcrniaHTauig MaTkuM XiHKaM
3 cMHapoMoM MRKH Ha cborogHi BBaXaeTbCA
€QVHMM METOAOM JliKyBaHHS NauieHTOK 3 abco-
NIIOTHMM MaTKOBUM (pakTopoM 6e3nniaas.

B 2012 poui B LLBeuii po3noyaTo neplie Kii-
HiYHe [OoCniAXeHHA WoA0 MOXJIMBOCTI Mpo-
BEeAEHHSA TpaHCnnaHTauii MaTku Bi4 XWUBUX
AoHopiB. [lo rpynu peumnieHTiB yBiAwAn 8
rnauieHTok 3 cuHapomom MRKH Ta 1 mauieHT-
Ka nicna paaukanbHOI ricTepekToMil, npose-
OEeHOI 3 NpuBOAY paKy LWWNKKM MaTku. pyna
OOHOpiB cknaganacsa 3 9 XiHOK, MNoB>A3aHUX
3 peumnieHTaMn CnopiAHEHUMU YU APYXKHIMK
CTOCYHKaMMn, 5 3 aknx — maTepi nauieHToK. B
pesynbTaTi npoBefeHUX rnepecagok y Lse-
Lii Hapoamnuca 8 XMBUX Ta 340POBUX AiTel
Bi4 7 XIHOK i3 TpaHCN/JaHTOBAHOK MaTKOM. Y
BCiX BUMaaKax AOTPUMYBanMUCb MOCNIAOBHOCTI
nikyBaHHs: IVF, kpiokoHcepBauis embpioHis,
TpaHCnNaHTauig MaTKku, nepeHoc eMO6pioHiIB.
LLBeacbki pocnigHnkn pgoeenn edeKTUBHICTb
TpaHcnnaHTauii Matknm npu nikyBaHHs abco-
NoTHOI dopmm MaTkoBoro 6esnnigas, npote,
MeTo[ TpaHCchn/aHTauii MaTKu BCe Le 3Haxo-
OWTbCS Ha ekcnepuMeHTanbHin ctaaii [15].

Ha cborogHi B YKpaiHi nauieHTKU 3 cuHApO-
MOM MRKH MOXYyTb CKOPUCTATUCb MOX/MUBICTHO
NpoUTK NikyBaHHa 6e3nnigasa i3 3anyyeHHaM
cyporaTtHol maTepi, WO periaMeHToOBaHO BiA-
NnoBiAHMMKW HakKasamMu Ta NpPoTokoNamu (Hakas
MO3 YkpaiHu Haka3y N2 787 Big 09.09.2013p.
Mpo 3aTBepaXXeHHA MNOpPAAKY 3acTo-
CyBaHHSI AOMNOMDKHUX penpoayKTUBHUX
TexHoJorin B YkpaiHi).

bepyun Ao yBarm piaKiCHICTb LbOro CUHAPO-
MYy BBaXXa€EMO 3a AoLUifibHe NoAINMNTUCA AaHUMN
HaLLOro CrnoCTEPEXEHHS.

MauieHTka J1.,, 25 pokiB 3BepHynacb 3a Me-
OVYHOK AOMOMOroKo 3i CKapramy Ha NepBUHHY
ameHopeto, nepsuHHe 6e3nnigasa. Mpo BiacyT-
HiICTb MaTku 3Hana 3 16 pokiB, KoNu BriepLie
npoxoaunnia o6CTexeHHs Woao 3'acyBaHHSA nNpu-
UMH BiACYTHOCTI MeHcTpyauii. O6’ekTUBHO: de-
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HOTWM >XiHOYMI, 30BHILLHI CTaTeBi OpraHun po3-
BWHEHI NpaBubHO, 6€3 BUANMUX NaTONOriYHNX
3MiH. [pwn BariHanbHOMY OOCTEXeHHi BusBne-
HO BKOPOYEHY MiXBYy, AKa CNiMo 3aKiHYYyETbCH.
LLniika MaTKn Ta MaTka BiACYTHIi. €4HNKN HOP-
MaJibHMX PO3MIipiB po3TalloBaHi B TUMNOBUX MiC-
uax. NoeHe kniHiko-nabopaTopHe ob6CTEXEHHS
He BUABWIIO XOAHWUX BiAXWIEHb Bi4 HOpMasb-
HMX 3HAYeHb MOKA3HWKIB 3arasibHO-KiHIYHUX
Ta cneuianbHMx obctexeHb. Kapiotnn — 46, XX.
CoMaTnyHO nauieHTKa 3a0poBa. O6CTexeHo
YoJI0BiKa MAUIEHTKM — CnepMmorpaMa B Mexax
HOPMU. MNMPUAHATO pilLEHHS NPOBECTU NiKyBaH-
HA MeToaoM IVF 3 3a5y4eHHAM cyporaTHoi MmaTe-
pi. NMpoBeaeHo KCH, TpaHcBariHanibHy MyHKLUiO
SAEYHWUKIB, OTPMMAHO 7 AWLEKNITUH. 3anfigHeH-
HS 34iMCHEHO MeToAOoM iH’eKLUii cnepmaTo30iaa
UYONOBIKa NAUIEHTKU B UMTOMMA3My ooumTie. Ha
5 AeHb KynbTUBYBaHHSA MpoOBeEAEHO MepeHoc 2
eMb6pioHIB XOPOLUOi AKOCTI B MOPOXHUHY MaTKU
cyporaTHol MaTepi. Yepe3 ABa TWUXHI HacCTaH-
HA BariTHOCTI MiATBEPAXEHO 3a 3POCTaHHAM
piBHA XOpiOHIYHOro roHagoTponiHy. Lle yepes
2 TWXKHI Npu NpoOBeAEeHHI YyNbTa3ByKOBOro 06-
CTEeXEHHS Yy CyporaTHol MaTepi AiarHOCTOBaHO
BariTHICTb OAHMM MNOAOM, sika nepebirana 6e3
yCKNaAHeHb Ta 3aBepLuniacb TePMiHOBMMU MNO-
noramu 4epes npupoaHi rnonorosi wiaxu. Ha-
poaunack 340poBa AiBYMHKA 6€3 NpUpOaAXKEHNX
BaJ PO3BUTKY.

Micna npoBeaeHHs nikyBaHHA MeTodoM IVF na-
uieHTKa J1. NMpoTAroM ABOX POKIB Kislbka pasiB
3BepTanach 3 METOK NPOBeAEHHS NpodinakTny-
Horo ornsaay. NatonoriyHnMx 3MiH, KpiM KOHCTa-
TOBaHMX paHiwe, BUABAEHO He 6yno. OcKinbku
CKapr Ha CTaH 30pOB’S XiHKa He BUCOB/OBa-
na, Ao riHekosiora He 3BepTasiacb TpMBaNUii yac.

Yepes 7 poKiB NauieHTKa 3BepHY/iacb ANa npo-
BefeHHs npodinakTnyHoro ornsay. MNpu npo-
Be[leHHi Yy/NbTpa3BYyKOBOI AiarHOCTUKW, B MO-
POXHWHI Manoro Ta3y BUSIBAEHO LUiNIbHWUA YTBIp
oBasbHOI popmMm, po3mMipamm 93 x 56 x 75 MM, V
= 206 MJ1, 3 YiTKMM 30BHILLHIM KOHTYpPOM, nepu-
depnyHnM KpoBomanHOM (Puc.1). JliBui a€4Hmk
HOpMasnbHMX PO3MIpIB Ta CTPYKTypu. HesMmiHe-
HY TKaHWHY MNPaBOro fiEYHUKa Bi3yanilyBaTn He
BAANI0Ch, Yy 3B'A3KY 3 4MM 6yno 3anigo3peHo He-
OnIacTUYHUM MpoLEC, WO NOXOAUTb 3 NMpaBoro
sA€YHMKa. Ckapr Ha MOMEHT OrnaAy XiHka He Bu-
cnossitoBana. lNauieHTKy ckepoBaHo Ha MPT op-
raHiB Manoro Tasy. [py npoBeAeHHi 06CTEXEHHS
BUSBNIEHO O3HaKM XapakTepHi ans dibpomiomum
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with MRKH have a chance to experience the
joys of motherhood. Uterine transplantation in
women with MRKH syndrome is currently con-
sidered the only method for treating patients
with absolute uterine factor infertility.

In 2012, the first clinical study on the pos-
sibility of uterine transplantation from living
donors was launched in Sweden. The group
of recipients included 8 patients with MRKH
syndrome and 1 patient after radical hyster-
ectomy for cervical cancer. A group of donors
consisted of 9 women related to recipients by
kinship or friendship, 5 of whom were moth-
ers of patients. As a result of transplants in
Sweden, 8 live and healthy children were born
from 7 women with a transplanted uterus. In
all cases, the following treatment procedures
were followed: IVF, cryopreservation of em-
bryos, uterine transplantation, and embryo
transfer. Swedish researchers have proven
the effectiveness of uterine transplantation
in the treatment of absolute forms of uter-
ine infertility; however, the method of uter-
ine transplantation is still in the experimental
stage [15].

Today in Ukraine, patients with MRKH syn-
drome can use the opportunity to undergo in-
fertility treatment involving a surrogate moth-
er, which is regulated by relevant orders and
protocols (Order of the Ministry of Health of
Ukraine No. 787 of September 9, 2013 - On
approval of assisted reproductive technologies
in Ukraine).

Given the rare nature of this syndrome, we
consider it appropriate to share the data of
our observations.

Patient L., 25 years old, sought medical help
with complaints of primary amenorrhea and
primary infertility. She has known about the
absence of the uterus since the age of 16 when
she was first examined to find out the causes
of amenorrhea. Objectively: female pheno-
type; external genitalia are developed cor-
rectly, without any visible pathological chang-
es. Vaginal examination revealed a shortened
vagina, which ends blindly. The cervix and
uterus are missing. Ovaries of normal size
are located in typical places. The full clinical
and laboratory examination did not reveal any
deviations from the normal values of general
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clinical and special examinations. Karyotype -
46, XX. The patient is somatically healthy. The
patient’s husband was examined: the spermo-
gram was within normal limits. The decision
was made in favor of the IVF treatment with
the involvement of a surrogate mother. COS
and transvaginal ovarian puncture were per-
formed, and 7 eggs were obtained. Fertiliza-
tion was performed by injecting the sperm of
the patient’s husband into the cytoplasm of
oocytes. On day 5, 2 good quality embryos
were transferred to the uterine cavity of the
surrogate mother. Two weeks later, pregnan-
cy was confirmed by the increased levels of
chorionic gonadotropin. After 2 more weeks,
during an ultrasound examination, the sur-
rogate mother was diagnosed with pregnan-
cy with one fetus, which proceeded without
complications and ended in a full term deliv-
ery through the natural birth canal. A healthy
girl was born without any congenital malfor-
mations.

After IVF treatment, patient L. had sever-
al preventive examinations for two years.
No pathological changes, except those that
had been previously noted, were detected.
As the woman did not complain about her
health, she did not consult a gynecologist for
a long time.

After 7 years, the patient came for a preven-
tive examination. During the ultrasound di-
agnosis, a dense oval lump measuring 93 x
56 x 75 mm, V = 206 ml, with a clear outer
contour, and peripheral blood flow was found
in the pelvic cavity (Fig. 1). The left ovary
was of normal size and structure. The unal-
tered tissue of the right ovary could not be
visualized, so a neoplastic process originat-
ing from the right ovary was suspected. The
woman had no complaints at the time of ex-
amination. The patient was referred for an
MRI of the pelvic organs. The examination
revealed signs characteristic of fibromyoma
of the broad uterine ligament. The patient
was referred for surgical treatment. A lapa-
rotomy was performed, and the myoma was
removed. During the surgery, the doctors
found that the tumor originated from a petite
rudimentary horn of the uterus, which was
not detected during ultrasound and MRI of
the pelvic organs. Leiomyoma was confirmed
histologically.
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LUMPOKOI 3B’A3KM MaTKW. [MaUiEHTKY CKepoBaHO
Ha onepaTmBHe NiKyBaHH4. [IpoBeaeHo nanapo-
TOMilo, BUAAneHHoO MioMaTo3HMM By30.. MMig yac
onepauii BCTaHOBJIEHO, WO MyX/IMHa MOXOAUTb
3 BKpaW Manoro 3a po3Mipamn pyaAMMEHTapHO-
ro pory MaTku, aKuii He 6yn0 BUSIBNEHO Nia Yac
Y3 ta MPT opraHis Masnoro Ta3sy. [icronoriyHo
niaTBEPAXXEHO Sl ioMioMy.

Puc. 1 YnbTpa3BykoBa Bi3yanisauisi 1eioMiomMu.

O6roBopeHHs: Jleiomioma MaTkm ue Aob6posi-
KiCHa Nyx/iMHa, WO YTBOPKOKTLCSA 3 MNagKoM's-
30BUX KJIITUH MIOMETPII0 Ta € HAMMOLLMPEHILLOKO
[O0BpPOSKICHOK Heonasito XiHOUYMX CTaTeBUX
opraHiB. HaruacTilwe AiarHOCTYETbCSA Yy XIiHOK
penpoAyKTUBHOMo BiKYy. YacToTa BUHUKHEHHSA
[AHOro 3axBOpPHOBaHHA B nonynsauii Konvsa-
€TbCs Big 4.5-68.6% B 3anexHoCTi Big BiKy,
pacoBOi MPUHANEXHOCTI Ta iHWKMX QakKTopis
[16]. MpoTe, NoBiAOMNIEHHSA NPO HASABHICTb Jle-
MOMIOMM Yy MaUiEHTOK 3 areHesi€l MaTKM HaM
BAAJSIOCS 3HAWTW NUWIE Yy BIAHOCHO HE3Hau4Hil
KinbkOCTi ny6nikauin. [Mepwe noBiAOMAEHHS
Npo HasiBHICTb MIOMW Yy MaUIEHTKM 3 CUOPOMOM
MRKH ony6nikosaHo B 1977 poui [17]. B onpa-
LbOBaHI HaMK NiTepaTypi HaTpanaIsEMO Ha no-
BiZLOM/IEHHS MPO HASABHICTb NENOMIOMU Y XKIHOK
3 cuHagpomMoM MRKH pi3Horo Biky. binbLicTb
aBTOPiB NOBIAOMJIAOTbL NMPO MOXOAXEHHS MiOMU
3 pyauMMeHTapHux poris matkm [18,19]. Mpote,
€ 11 OKpeMi NOBiAOMNEHHS NPO HASABHICTb MiOMU
y nauieHToK 3 cuHapomoM MRKH 3 BigcyTHic-
Tio 6yAb SKMX pyAUMEHTAPHUX 3a/TULLKIB MaTKK
[20,21]. NpeTbes MPO HAsBHICTb AK MOOAUHO-
KMX TakK i MHOXXWHHUX MIOMATO3HUX BY3/iB, BU-
ABJ/IEHHA MIOMATO3HOro By3/1a, WO MOXOAUTb 3
iHTpanepuToHeanbHOI YaCTUHW KPYroi 3B'a3Ku
MaTkun [22], peumamnBytodoi neromiommn [23] y
rnauieHTok 3 cuHapomoM MRKH. HagBHi AaHi ak
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npo 6e3cMMNTOMHWUIA Nepebir 3axBOpPHOBaHHS
Tak i ycknagHeHi BMnagku, wo 6ynm nokasom
[0 YPreHTHOro XipypriyHoro BTpy4daHHs [24].

3aKOHOMIPHO BWHWKAE 3anuTaHHA, K MOXe
BUHUKHYTK SIeiOMiOMa y MauieHTKM 3 annasi-
€10 MaTKN? Aaxe, K MW 3HAEMO, Le NyXJIMHa,
sKa NoXoAuTb 3 MNaAKOM'A30BUX KNITUH Mio-
MeTpito. BapTo 3a3HauuTH, WO MPOKCUMasb-
Hi KiHUi MIONepoBMX MNPOTOK MICTATb rnaaki
M'30Bi KNITUH, WO MOXE YAaCTKOBO MOSCHUTU
iIMOBIpHICTb BWHWKHEHHS JfleMOMiOMM, HaBiTb
KOMIM caMa MaTKa BiACYTHSA. IHWMM NOTeHUin-
HWUM NOSACHEHHAM BUHUKHEHHS LbOro piaKiCHO-
ro CTaHy Moxe 6yTu nigBuLLEHa KOHLUEHTpauis
Ta YyTNMBICTb peuenTopiB eCTPOreHis B pyau-
MEeHTapHI/ TKaHWHI MIOMETPII0 Y XIHOK 3 CUH-
apomoM MRKH, a TakoX BWHUKHEHHSA cOMa-
TUYHUX FEHETUYHUX MYTaUiA YN KOHANbHUX
XPOMOCOMHMX aHoManin [20]. Maemo Hagito,
Lo Cy4acHa UMTOreHeTUKa Ta CEeKBEHYBaHHSA
HOBOr0 MOKOMIHHS A03BOASATH HAM 3HAWTK BiA-
MnoBiAb HA 3aMNUTaHH4 LWOAO MPUYNH PO3BUTKY
MRKH, a TakoXX BUHWUKHEHHS NeNoMioMU y BU-
nagkax NpupoaXXeHol areHesii MaTKu.

OmTxKe, BUKIaAeHi BulWe JAaHi ceigyaTb Npo
aKTyasNbHICTb MOAaNbLIOro BWMBYEHHSA PIi3HUX
acrnekTiB pPO3BUTKY Ta MEHEeOXXMEHTY CUHAPO-
My MRKH. He 3Baxatounm Ha HEBMNUHHICTb Ha-
YKOBOro MOWyKy Ta MNpoOBeAEHHS YNpOoAOBX
OCTaHHIX POKiB HAyKOBMX AOC/IAXEHb Pi3HO-
BEKTOPHOro crnpsiMyBaHHsa B 6araTbox KpaiHax
CBIiTY Ha piBHI AOCATHEHb Cy4yacHOl MeAWYHOI
HaYyKW, YNCNEeHHI acnekTn uiei npobnemu 3anun-
LWAOTbCA HEAOCTATHLO BUBUYEHUMMU,

BucHoBKkM

Yepes HM3bKY MOiHMOPMOBaHICTb NikapiB Npo
iIMOBIpPHICTb BMHWKHEHHA MiOMW 3@ HASABHOCTI
cuHapoMy MRKH, piarHocTuka MoOXe BUKIU-
KaTu NeBHi TpyAHoOLi. HadaBHICTb Y MauieHTKU
cuHapomy MRKH He BMKIOYAE MMOBIPHICTb
pO3BUTKY MiOMW pi3HOI nokanisauii. He cnig
HEXTyBaTW NpoBeAeHHSM NpodinakTUYHUX
riHEKONOriYyHUX ornaais, agXe BYaCHE BUSAB-
NeHHa Ta NiKyBaHHSA Pi3HOMaHITHUX naToso-
rYHMX CTaHIB 3amopyka Haworo 340poB’s Ta
6narononyyys. 3poCTaHHS AOCTYMNHOCTI TpaH-
cnnaHTauii MaTkm B ManbyTHbOMY, SIK MeTo-
Aa nikyBaHHa 6e3nnigas y XiHok 3 abcontot-
HMM MaTKOBMM (PAaKTOPOM, A03BONUTb GinbLuil
KifibKOCTi mauieHTok 3 MRKH BiguyTtun wactsa
6ionoriyHoro MmaTepuHcTBa.
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Fig. 1. Ultrasound imaging of leiomyoma.

Discussion: Uterine leiomyoma is a benign
tumor that forms from myometrial smooth
muscle cells and is the most common benign
neoplasm of female genitalia. It is most of-
ten diagnosed in women of reproductive age.
The incidence of this disease in the population
ranges from 4.5 to 68.6% depending on age,
race and other factors [16]. However, reports
of leiomyoma in patients with uterine agenesis
have been found in only a relatively small num-
ber of publications. The first report of myoma in
a patient with MRKH syndrome was published
in 1977 [17]. In the literature we have stud-
ied, we came across reports of leiomyoma in
women with MRKH syndrome of different ages.
Most authors report the origin of myoma from
the rudimentary horns of the uterus [18, 19].
However, there are isolated reports of myoma
in patients with MRKH syndrome with no uter-
ine remnants [20, 21]. This includes the pres-
ence of both single and multiple myomatous
nodes, the detection of the myomatous node
originating from the intraperitoneal part of the
round ligament of the uterus [22], and recur-
rent leiomyoma [23] in patients with MRKH
syndrome. There are data on the asymptomat-
ic course of the disease and complicated cases
that were an indication for urgent surgery [24].

Naturally, the question arises, how can a leio-
myoma occur in a patient with uterine aplasia?
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After all, as we know, it is a tumor originating
from smooth muscle cells of the myometrium.
It should be noted that the proximal ends of
the Midllerian ducts contain smooth muscle
cells, which may partly explain the likelihood
of leiomyoma, even when the uterus is ab-
sent. Other potential explanations for this rare
condition include elevated estrogen receptor
concentrations and sensitivity in rudimentary
myometrial tissue in women with MRKH syn-
drome, as well as somatic genetic mutations
or clonal chromosomal abnormalities [20]. We
hope that modern cytogenetics and new gen-
eration sequencing will allow finding answers
to questions about the causes of MRKH, as
well as the occurrence of leiomyoma in cases
of congenital agenesis of the uterus.

Thus, the above data indicate the relevance
of the further study of various aspects of the
MRKH syndrome development and manage-
ment. Despite the continued scientific re-
search and recent multidisciplinary research
in many countries around the world at the lev-
el of modern medical science, many aspects of
this problem still need to be studied.

Conclusions

Due to the low awareness of physicians about
the likelihood of myoma in the presence of MRKH
syndrome, making a diagnosis may cause some
difficulties. The presence of MRKH syndrome
in a patient does not exclude the possibility of
myoma development of different localization.
Preventive gynecological examinations should
not be neglected because timely detection and
treatment of various pathological conditions is
the key to our health and well-being. Increas-
ing the availability of uterine transplantation in
the future, as a method of treating infertility in
women with absolute uterine factor, will allow
more patients with MRKH to experience the
happiness of biological motherhood.
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