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Jleomioma npu cmHapoMi Maunepa-
PokiTaHcbkoro-KrocrtHepa-Xay3epa: TpyaHoOLWi
AiarHOCTUKM

JNleoHig MapkiH, Nigia Cerepin

Kageapa akywepcrBa i riHekonorii, JIbBiBCbKUM HaLioHaibHUMA
MeanYHui yHiBepcuTeT iMeHi [aHwnna [aanubKoro,
M. JIbBiB, YKpaiHa

Pedepat CuHapom Maliepa-PokiTaHCcbkoro-Kioocrtepa-Xay3epa
(MRKH) giarHoctyeTbcs y oaHiei 3 4000-5000 HoBOHapoaxe-
HMX AiBYyaToK. [N A4aHOro CMHAPOMY XapaKTEpPHUM € XiHO4YWNI
deHoTUN, HOpManbHUI KapioTun 46, XX, NnpMpoa)eHa BiacyT-
HiCTb NixBM abo i BEPXHbOI YAaCTUHU, LUMAKM MATKM Ta MaTKMWU.
Etionoris cunapomy MRKH pgoci HeBigoMa, WMOBiIpHO, uepe3
MNOro BHYTPILIHIO reTEePOreHHiICTb.

Y cTaTTi BUCBITNEHO Ta y3aralbHeHO niTepaTypHi AaHi, wWo
CTOCYKOTbCS IMOBIpHUX E€TIONOMYHUX UYMHHUKIB BUHUKHEHHS
cnHgpoMy MRKH, MoxnuBocTen peanisauii penpoayKTuB-
HOI (PYHKUIT NaUieEHTOK 3 MIOSIEepPiBCbKOK areHesietn. OnumcaHo
piaKiCHM BUNAaAoK fenoMioMn y nauieHTkn 3 MRKH, Mmoxnneo-
CTi Ta TpyAHOLW,i AiarHOCTUKK. [loKa3aHo, WO HAasABHICTb CUHAPO-
My MRKH He B1K/IlOYAE MMOBIPHICTb PO3BUTKY JIEMOMIOMMU Pi3HOT
nokanisauii.

Knroyosi cnoBa: cnHagpom MRKH, nenomMioma, nikyBaHHs 6e3-
nnigas.
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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 Mdllerian
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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CuHapoM Mamepa-PokiTaHcbkoro-Kroctepa-Xa-
y3epa (MRKH) abo wMionnepiBcbka areHesis
AiarHocTyeTbcs y oaHiei 3 4000-5000 HoBo-
HapoaXxeHux gisyaTtok [1, 2, 3]. Ans paHoro
CUHAPOMY XapaKTepHUM € XiHoumn deHoTun,
HOpMasbHUM KapioTn 46, XX, npupoaxeHa
BiACYTHICTb nNixBW abo il BEepXHbOi 4acTUHWU,
LWWIAKM MaTKM Ta MaTKuW. BuainatoTe Tpu nigtmnm
cuHgpomy: MRKH Ttuny 1, npm g9KoMy BiACYTHI
TiNbKW BEPXHi BigAinnM nixeu, WMMKa MaTku Ta
maTka, MRKH 2 Tuny, giarHOCTU4HUMKN KpuUTe-
pissMM KO0 404aTKOBO A0 annasii MaTku Ta
NiXBW € HASABHICTb Baj PO3BUTKY HMPOK. TpeTil
T™™Mn cnHgpomy MRKH oTpumaB Ha3y MURCS,
Ha3Ba SKOro B Mnepeknai 3 aHrnincbkoi Bigo-
6pakae NaToNOriyHi 3MiHW, SKi AiarHOCTYOTbCS
y NauieHTOK: MIoJI/1epiBCbKa areHesis, areHesis
HMPKK, @ TaKOX 3MiHW ckeneTa [4, 5].

HasBa cuHapomy MRKH Bigobpaxae€ imeHa B4ye-
HUX SAKi onmMcanu uen NaTosioriyHmMim ctaH. Hi-
MeLbKuii aHaToM ABryct ®paHu Mosed Kapn
Maiep B 1829 poui Ta aBCTPIiCbKMI aHaTOM
Kapn ¢oH PokiTaHcbkuii B 1838 poui onucanu
BMMaAKN BUSIBNEHI HMMKM Mig 4Yac ayToncii, Hi-
MeLubKkui rinekonor NepmaH Kroctep B 1910 poui
BriepLlie onucas BUSBJIEHY NATOJOCi0 NPUMXUT-
TEBO, a WBeNLapCcbknii rinekonor Xopx AHgpe
Xay3ep B 1961 poui, 6a3ytoumncbk Ha cnoctepe-
YKEHHI 3a 21 XiHKOI OnMcaB HasiBHICTb MaTKO-
BO-BariHanbHOI annasii 3a HassBHOCTI HOpMasib-
HOIMO PO3BUTKY BTOPMHHWUX CTaTEBMX O3HaK Ta
HOpPMaJsibHOro XiHo4oro kapiotuny [6-9].

3asBuyan cuHgpom MRKH pgiarHocTtyoTb npum
06CTeXeHHi MaLieHTOK, L0 3BEPHYIUCH 3i CKap-
ramy Ha rMepBUHHY aMeHopel MpU BiACYTHOCTI
nopyLueHb y Yaci Tenapxe ta nybapxe. Y gisya-
TOK BUSABNASAKOTb HOPMAJsIbHO PO3BUHYTI 30BHiLL-
Hi XiHOUi cTaTeBi opraHu, NpoTe, KOHCTATYOTb
BIACYTHICTb MaTKU. A€EYHMKN HOPMAJIbHUX pO3-
MipiB Ta CTPYKTYpM BU3HAYalTbCS MepeBax-
HO B TMMNOBUX MicusAX. laUieHTKN 3 MIONIepiB-
CbKOI areHesi€lo 3a3Bnyali He 3BepTalnTbCs 40
nikapie 4o nepiogy cTaTeBOro A03piBaHHS.

ETionoris cuHapomMy MRKH poci HesigoMma,
MMOBIpHO, Yepe3 MOoro BHYTPILUHIO reTeporeH-
HicTb. MopdoreHes nacbkoro eMbpioHa Haa-
3BMYAMNHO CKIaAHUIM Ta KOMMJIEKCHUI NpoLec,
WO € HacCMigKOM B3aeMoAii YNCNEHHUX YNHHU-
KiB, IK FTEHEeTUYHUX TaK i enireHeTu4YHux. Bi-
AOMO, WO penpoayKTUBHI OpraHn XiHKK: MaT-
Ka, MaTKOBi Tpybu Ta BepxHS TpPETUHA MiXBU
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noxoasTb 3 MPOTOK Miwnsnepa. [OBi HWXHI Tpe-
TUHW MiIXBU YTBOPKTLCA 3 YpOreHitasbHOro
CUHYcCa. 3aknajka BHYTPILWHIX CTaTeBUX opra-
HiB MOYMHAETLCSA Ha 4 TUXHiI eMbpioHanbHOro
pPO3BUTKY, MaTKka GOPMYETbCSA Ha 12-14 TUXHI
B pe3ynbTaTi 06>€AHaHHS ABOX MHIOJINIEPOBUX
(napame3oHedpanbHKUX) KaHanie. AHoManii
PO3BUTKY MaTKM MOXYTb 6yTu obyMmoBneHi ix
HenoBHUM 06>€AHaHHSAM, MOPYLUEHHSIM peka-
Hanisauii abo He4OpPO3BMHEHHSIM.

MepeBa)kHO 3aXBOPKOBAHHS MaE CnopaauyHui
XapaKTep, o4HaK OMnucaHi ciMenHi BUNagku, siki
BKa3ylOTb Ha Te, WO, MPUHANMHI y YaCTUHKN Na-
uieHtis, MRKH Moxe 6yTn crnagkoBUM 3axBO-
ptoBaHHsaM [10, 11]. YwmcneHHi pocnigXxeHHs
OCTaHHIX PpOKiB BKasylTb Ha iMOBIpHO ayTo-
COMHO-AO0OMIH@HTHMA TUM ycnagKyBaHHSA 3 He-
MOBHOK MEHETPaHTHICTIO Ta 3MIHHOK eKcrnpe-
CUBHICTIO reHiB. Taki Bunagkm 3adikcoBaHO B
CiM'AX y MauieHTIB, Yy AKMX annasisg MaTKn NOEA-
HYETbCS 3 areHesieto HMpku [11, 12]. He3Baxa-
lOUM Ha iCHyBaHHSA ciMelHux Bunaakis MRKH,
UMCNIEeHHI NOBIAOMAEHHS NPO HAPOAXKEHHS 340~
poBMX 6ioNoriYHMX AiTen XIHOK 3 AiarHOCTo-
BaHMM MRKH, 6e3 Bpoa)XeHWX Bad PO3BUTKY
XapaKTepHUX AN AaHOrMo CMHAPOMY, cyporaT-
HUMW MaTepsIMK, NIATBEPAXYIOTb CNOpaanyHni
XapakTep po3nagy Ta BiACYTHICTb nigTBepaxe-
Hoi cnagkosocTi [13]. [iicHo, enireHeTu4Hi
dakTopn abo pakTopy HaBKONULLIHLOIO cepe-
[OBULLA MOXYTb J1exaTn B OCHOBI cnopagnyHo-
ro BUHMKHEHHS BPOAXEHMX Bag MaTku [14].

He cnig 3abyBaTtu, WO Yy NauieHTiB 3 annasi-
€10 MATKM Lle AOHeAdaBHa AdiarHoctyBanu ab-
contoTHe 6e3nnigas nos’s3aHe 3 MATKOBUM
UNHHMKOM. [0 BMNpPOBaAXEHHs1 B MNPaKTUKY
NiKkyBaHHSA 6e3nnigas AOMOMiXKHUX penpoayk-
TUBHUX TexHosnorin (APT), >XOAHOro LwWaHcy
MaTu 6ionoriyHy ANTUHY NauieHTkn 3 MRKH He
Manu. Ha cboroaHi 4oBOJi WMPOKO 3aCTOCOBY-
I0Tb NiKyBaHHS MEeTOAOM 3annigHeHHs in vitro
(IVF) Ta nepeHoc eMbpioHiB (ET) B NOpPOXHMU-
HY MaTKW CyporaTHoi MmaTepi. 3a Takux yMoB
MPOBOAMTLCS KOHTPO/IbOBaHa CTUMYNALISA S€EY-
HukiB (KCH) nauieHTkn 3 cmHapomMom MRKH,
TpaHcBariHasibHa NyHKUisS A€YHUKIB 3 acnipa-
uieto BMicTy donikynis. Y BuMnagkax HeTUno-
BOr0 po3TallyBaHHS SEYHUKIB, YTPYAHEHOro
OOCTyny 4epe3 MixBy, SAWLUEKNITUHU MOXYTb
OyTK OTpMMaHi Npu NpoBEAEHHI anapockonii.
3annigHeHHSA SNUEKNITUH NpoBOASATH 3 BUKO-
PUCTaHHSM CrepMaTo30i4iB Y0NoBiKa MauieHT-
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Mayer-Rokitansky-Klister-Hauser syndrome
(MRKH) or Millerian 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 Kdister 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 nepeHocsTb eMbpioH (eMbpioHU) B no-
POXHWHY MaTKW CyporaTtHoOi MaTtepi.

MounHatoum 3 2014 poky, nicis HapoAXeH-
HS Nepwoi ANTUHM XIHKOK MiCns8 NpoBeAeHHS
TpaHcnnaHTauii MaTku [15], y NaLieHTOK 3 CUH-
apomoM MRKH 3'9BMBCS WWAHC Bia4yTW paaicTb
MaTepUHCTBA. TpaHCn/aHTauis MaTKM XiHKaM
3 cMHApoMoM MRKH Ha cborogHi BBaXa€TbCs
E€ANHUM METOAOM JliKyBaHHS NaLieHTOK 3 abco-
JIIOTHUM MaTKOBUM hakTopoM 6e3nnigas.

B 2012 poui B LBeuii po3noyato neple Kni-
HiYHEe [OCNIgKEHHS LWOAO0 MOXJ/MBOCTI MNpo-
BelleHHs TpaHcrniaHTauii MaTKku Bi4 >XUBKUX
AoHopiB. [lo rpynu peuunieHTiB yBiAwnm 8
rnauieHTok 3 cuHapoMoM MRKH Ta 1 mauieHT-
Ka nicna pagukanbHOI ricTepekToMii, npose-
AEHOi 3 NMpMBOAY PaKy WUNKKM MaTku. Fpyna
OOHOpiB cknaganaca 3 9 XiHOK, MnoB>A3aHuX
3 peuunieHTaMn CnopigHEHUMU YU APYXKHIMK
CTOCYHKaMu, 5 3 gKkuMx — maTepi nauieHTok. B
pesynbTaTi npoBeAeHUX rMepecagok y Liee-
uii Hapoamnuca 8 XMBUX Ta 340pPOBUX AiTeMN
Bi4 7 XIHOK i3 TpaHCM/IaHTOBAHOK MaTKOto. Y
BCiX BMMNagkKax AOTPUMYBanMCb MOCAiIAOBHOCTI
nikyBaHHs: IVF, kpiokoHcepBauis eM6pioHiB,
TpaHcnnaHTauis MaTKu, nepeHoc eMOpioHiB.
LLBeacbki pocnigHnkn posenn edeKTUBHICTb
TpaHcnnaHTauii MaTku npu nNikyBaHHa abco-
NoTHOT hopMn MaTkoBOro 6esnniaas, nporte,
MeTOoA TpaHCnaHTauii MaTKKU BCe Lie 3Haxo-
OVTbCS Ha ekcnepuMeHTanbHin ctaaii [15].

Ha cborogHi B YKpaiHi MauieHTKM 3 CUHAPO-
MOM MRKH MOXYTb CKOPUCTaTUCb MOXJIUBICTHO
NponTWM NikyBaHHs 6e3nnigas i3 3anyyeHHs M
CcyporaTHoi MaTepi, Wo periaMeHTOBaHO BiA-
NOBIAHMMW HaKasaMu Ta NMpoTokonamu (Hakas
MO3 Ykpainn Hakasy N° 787 Big 09.09.2013p.
Mpo 3aTBepAXXeHHSsI NnopsiAKy 3acTo-
CyBaHHfi [AOMOMDKHMX PpPenpoayKTUBHUX
TexXHOoJIoriv B YKpaiHi).

Bepyun Ao yBarm pigKiCHICTb LbOr0 CUHAPO-
MYy BBa)>XaeMO 3a AoUifibHe NoAiNnUTUCS AaHUMMK
Halloro CnoCTepeXXeHHs.

MauieHTka J1., 25 pokiB 3BepHynacb 3a Me-
OVYHOKO AOMOMOroK 3i CKapramy Ha NepBUHHY
aMeHopelo, nepBuHHe 6e3nnigas. MNpo BiacyT-
HiICTb MaTKM 3Hana 3 16 pokiB, KoM Bnepule
npoxoaunna 06CTexXeHHs Woa0 3'9CyBaHHS Npu-
UYMH BiACYTHOCTI MeHCTpyauii. O6’ekTnBHO: de-
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HOTMN >XiIHOYWNIA, 30BHILLHI CTaTeBi opraHn po3-
BWHEHI NpaBuibHO, 6e3 BUANMMX NaTONOrYHUX
3MiH. Mpwn BariHanbHOMy O6CTeXeHHi BusiBne-
HO BKOpPOYeHYy MixXBYy, sika CNino 3akKiH4yeTbCA.
LLIninka maTKkM Ta MaTKa BiACYTHi. A€YHMKN HOp-
MaJsibHUX PO3MIpiB po3TalloBaHi B TUMNOBUX MiC-
usx. lNMoBHe kniHiko-nabopaTopHe 06CTEXEHHS
He BUSABWIIO XXOAHUX BiAXWNEeHb Bi4 HOpMasb-
HUX 3HAYeHb MOKA3HWKIB 3arasibHO-KMiHIYHUX
Ta cneuianbHMX obcTexeHb. Kapiotun - 46, XX.
CoMaTuM4HO nauieHTka 3ao0poBa. O6cTexeHo
YyoJiIoBiKa MauieEHTKM — crepMmorpaMa B Mexax
HOpPMW. MPUNHATO PilLIEHHS NPOBECTU NiKyBaH-
Hs MeToaoM IVF 3 3any4yeHHsAM cyporaTHoi MaTe-
pi. NMpoBeneHo KCHA, TpaHcBariHanbHy MyHKLUiO
SIEYHMKIB, OTPUMAHO 7 SNLEKNITMH. 3annigHeH-
HS 3A4iMCHEHO MeToAOoM iH'eKUii cmepmaTo30iaa
YyosioBiKa NaUieHTKU B uMTOMnaa3My ooumTis. Ha
5 neHb KynbTUBYBAHHS NMPOBEAEHO MepeHoC 2
eMbpioHIB XOPOLLOi AKOCTi B MOPOXHUHY MaTKu
cyporaTHoi MaTepi. Yepe3 ABa TUXHI HacTaH-
HS BariTHOCTI NiATBEPAXEHO 3a 3POCTaHHSM
piBHSI XOPIiOHIYHOrO roHagoTponiHy. Llle yepe3
2 TWDXKHI Mpwn npoBeAeHHI yNbTa3BYKOBOro 06-
CTEXEHHS Y CyporaTHOI MaTepi AiarHOCTOBaHO
BariTHICTb 0OAHWUM MNJI0AO0M, sika nepebirana 6e3
yCKNaAHeHb Ta 3aBeplunsiacb TepMiHOBUMU NO-
norammn 4depes nNpupoaHi nonorosi wnsaxum. Ha-
poAmnachk 340poBa AiBUMHKA 6€3 MpUpoaXXeHunx
BaZ PO3BUTKY.

Micna npoBeneHHs nikyBaHHA MeTogoM IVF na-
uieHTKa J1. NpoTAroMm ABOX POKIB Kiflbka pasiB
3BepTasiacb 3 METOIO NPoOBeAeHHS npodinakTmny-
Horo ornsgy. MNatonoriyHMx 3MiH, KpiM KOHCTa-
TOBaHMUX paHille, BUABIEHO He 6yno. OcKinbku
CKapr Ha CTaH 340pOoB’s XiHKa He BUC/IOBJIOBa-
na, po riHekonora He 3BepTasiacb TpUBaNMM vac.

Yepes3 7 pokiB Nali€HTKa 3BepHY/acb Ans npo-
BeAeHHs npodinaktnyHoro ornsay. Mpu npo-
BeJEeHHi YNbTpa3BYyKOBOi [AiarHOCTUKKW, B MO-
POXHMHI Manoro Tasy BUSB/IEHO LWiSIbHUA YTBIp
oBasibHOi (popMu, po3mipamm 93 x 56 x 75 MM, V
= 206 M/, 3 YITKUM 30BHILUHIM KOHTYpPOM, nepu-
depnyHmM kpoBorMHOM (Puc.1). JliBuin S€EUHMK
HOpManbHMUX PO3MIpiB Ta CTPYKTypu. HesMiHe-
HY TKaHWHY NpaBoro siEYHMKa BilyanisyBaTn He
BAANOCb, Yy 3B'A3Ky 3 4MM 6ys10 3amnigo3peHo He-
onJlaCTUYHMIA NpoLec, WO NOXoAUTb 3 MpaBoro
sgeyHmnKa. CKkapr Ha MOMEHT OISy XiHKa He BU-
cnosntoBana. MNMauieHTKy ckepoBaHo Ha MPT op-
raHis Masnoro Tasy. [1pn NnpoBeaeHHi 06CTEXEHHS
BUSIBNIEHO 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 MaTKM. [NalUieHTKY CKepoBaHO
Ha onepaTuBHe NiKyBaHH4. [poBeaeHo nanapo-
TOMIilo, BUAANEHHO MioMaTo3HMI BY304. MMig yac
onepauii BCTaHOB/EHO, WO MyXJ/IMHa MOXOoAUTb
3 BKpan Manoro 3a po3MipamMm pyauvMeHTapHO-
ro pory MaTku, SSKuii He 6ysi0 BUSIBIEHO Mifg yac
Y3 ta MPT opraHis Manoro Ta3sy. licronoriyHo
niagTBEPAXEHO NENOMIOMY.

Puc. 1 YnbTpa3BykoBa Bi3yanisauisi 1eioMioMu.

O6broBopeHHs: JleioMmioma MaTku uUe Aobposi-
KiCHa NMyx/IMHa, WO YTBOPKOKTLCS 3 rNagKoMm’'s-
30BUX KITUH MIOMETPIt0 Ta € HAaMNOLWMPEHILLO
nO06pOosIKiCHOIO HeoMnnasito XIHOYMX CTaTeBUX
opraHiB. HanuacTiwe AiarHOCTYETbCS Y XIHOK
penpoAyKTUBHOIO BiKy. YacToTa BUHWMKHEHHS
[AaHOro 3axBOPIOBAHHA B monyndauii Konvsa-
€TbCs Big 4.5-68.6% B 3anexHocTi Big BiKy,
pacoBOi MPUHANEXHOCTI Ta iHWKUX QakTopis
[16]. MpoTe, NoBiAOMNEHHS NPO HASABHICTb Jie-
MOMIOMM Yy MaLIEHTOK 3 areHesi€el MaTKM HaM
BAANOCS 3HAWTWM NuUe y BiAHOCHO HEe3HauHil
KinbKocTi ny6nikauin. [MNeplie noBiAOMNEHHS
MpoO HasiBHICTb MiOMWU Yy Maui€EHTKM 3 CUAPOMOM
MRKH ony6nikoBaHo B 1977 poui [17]. B onpa-
LbOBaHilh HaMK NiTepaTypi HAaTpanaISEMO Ha MNo-
BiJOM/IEHHS MPO HASABHICTb NIEMOMIOMM Y XiHOK
3 cMHApoMOoM MRKH pi3Horo Biky. Binbwictb
aBTOpiB NOBIAOMJISAOTE MPO NOXOXKEHHS MiOMMU
3 pyauMeHTapHux porie Mmatkm [18,19]. MpoTe,
€ 1 OKpeMi NOBiAOMIEHHS NPO HAABHICTb MiOMMU
y nauieHTok 3 cuHapoMoM MRKH 3 BigcyTHic-
Tio 6yab SKUX PyANMEHTAPHUX 3aJULLKIB MaTKK
[20,21]. NoeTbca Npo HasiBHICTb SIK MNOOAMHO-
KUX TaK i MHOXXWUHHUX MiOMaTO3HUX BY3NiB, BU-
SBJIEHHS MiOMaTO3HOro By3Na, WO MoxXoauTb 3
iHTpanepuToHeanbHOI YaCTUHWN KPYraoi 3B'93Ku
MaTku [22], peumamBytodoi neromiommn [23] y
rnauieHTok 3 cMHapoMoM MRKH. HasgBHi gaHi sk
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npo 6e3cMMNTOMHUIA Mnepebir 3axBOpPHOBaHHS
TaK i ycknagHeHi Bunaaku, wo 6ynm nokasom
[0 YPreHTHOro XipypriyHoro BTpy4daHHs [24].

3aKOHOMIpHO BMHWKAE 3anuUTaHHS, K MOXe
BUHWUKHYTM NerioMioMa Yy MNauieHTKM 3 annasi-
€10 MaTKN? ALKe, 9K MW 3HAEMO, Le NyxX/nHa,
sika MoxoauTb 3 INaAKOM'SA30BUX KNITWUH Mio-
MeTpito. BapTo 3a3HauuTu, WO MpOKCUMarb-
Hi KiHUi MONNepoBMX MNPOTOK MICTATb rnagki
M’A30Bi KNITMH, LLO MOXEe YaCTKOBO MOSICHUTU
iMOBiIpPHICTb BWMHMKHEHHS NenoMioMKW, HaBiTb
KOSIM caMa MaTKa BiACYTHSA. IHWMM NOTeHUin-
HUM NOSACHEHHSM BUHUKHEHHS LIbOIO PiaKICHO-
ro CTaHy mMoxe 6yTu nigBuLLleHa KOHUEeHTpauis
Ta YyTNMBICTb peuenTopiB eCTporeHis B pyam-
MEeHTapHi TKaHMHI MiOMeTPito Y XIHOK 3 CUH-
apomoM MRKH, a TakoX BWHUKHEHHSA coMa-
TUYHMX FEHETUYHMX MyTauil YM KJIOHANbHUX
XPOMOCOMHMX aHoManin [20]. Maemo Hagito,
WO cy4yacHa UMTOreHeTMKa Ta CEeKBEHYBaHHS
HOBOrO MOKOJIiIHHS A03BOMISATb HAM 3HAWTK BiA-
MoBiAb Ha 3anUTaHHS WOAO NPUYUH PO3BUTKY
MRKH, a TakoX BUHWUKHEHHS NE€AOMIOMU Yy BU-
nagkax NpupoaXXeHoi areHesii MaTKu.

OTxXe, BUK/IaAeHi BuWe AaHi ceigyaTb MNpo
aKTyasbHICTb MOAanbLIOr0 BUBYEHHS Pi3HUX
acnekTiB pO3BUTKY Ta MeHe)XMEHTY CUHAPO-
My MRKH. He 3Baatoun Ha HEBMWHHICTb Ha-
YKOBOrO MoOwyKy Ta MpoBeAeHHS YnpoAoBX
OCTaHHIX pOKiB HAyKOBMX AOC/IAXEHb Pi3HO-
BEKTOPHOro cnpsimyBaHHs B 6aratbox KpaiHax
CBIiTY Ha piBHi AOCArHEHb Cy4yacHOi MeAWYHOTl
HayKMu, YMCIIEHHI acnekTu uiei npobnemmn 3anm-
LWATbCA HEAOCTAaTHLO BUBYEHUMMU.

BucHOBKM

Yepe3 HM3bKY MOiIH(POPMOBaHICTb NlikapiB Npo
iMOBIPHICTb BMHWKHEHHS MiOMW 3@ HasABHOCTI
cnHapoMy MRKH, piarHoCTMKa MoOXe BUKIIN-
KaTu NeBHi TpyAHOLi. HasgBHICTb Y Maui€HTKU
cuHapoMy MRKH He BUKNKOUYa€E MMOBIPHICTb
pO3BUTKY MiOMKU pi3HOI fokanisauii. He cnig
HEXTyBaTuU MPOBeAeHHAM MpodinakTUYHNX
riHeKoNoriyHMUX ornsaaie, agXxe BYacHe BUSB-
JIEHHS1 Ta NiKyBaHHS Pi3HOMaHITHMX MnaToso-
rYHMX CTaHIB 3amopyka Haworo 340poB’a Ta
6narononyyys. 3poCTaHHSA AOCTYMHOCTI TpaH-
cnnaHTauii MaTkm B ManbyTHbOMY, SIK MeETO-
na nikyBaHHSA 6e3nnigas y XiHOK 3 abcontoT-
HMM MaTKOBUM (haKTOpPOM, A03BONNTb BinbLuUil
KiNbKOCTi mauieHTok 3 MRKH BiguyTn wacts
6ionoriyHoro MaTepuHCTBa.
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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 Millerian 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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