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AHHOTAIUSA
Bpoxnennas MaroyHO-BarMHajJbHas ~amiasws WM amiasus  Maiiepa-Pokuranckoro-Cunnpom-Krocrepa-Xaysepa  (MRKH)
XapaKTepU3yeTcsl HeCPOCHIMMUCS 3auyaTKaMU MaTKM, allasueld IeHKM MaTKM W BIAarajiuila, HO HOPMaJIbHBIM WM T'MIOIUIACTHYECKUM
JIBYCTOPOHHUM IIPUJIATKOM U KIIMHUYECKH NPOsABIIsieTCs epBuuHOM ameHopeeid. ITarments: ¢ MRKH nMeror HopmanbHOE pa3BUTHE )KEHCKOIO
¢enoruna u kapuotuna (46, XX) u 3a6oneBaemocts 1 Ha 4000 nim 5000 HOBOPOXKIEHHBIX
KirroueBbie cji0Ba: MaTOYHO—BarvHajbHas amasus, amiaszusd Maitepa-Pokuranckoro-Crunnpom-Kroctepa-Xaysepa, runominacTuaeckum
JIBYCTOPOHHUM IIPU/IATKOM, IIEPBUYHAS aMEHOpest
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CLINICAL AND DIAGNOSTIC FEATURES OF HYPERANDROGENISM IN MAYER-ROCKTANSKY-KUESTER-HAUSER
SYNDROME
ABSTRACT
Congenital uterine-vaginal aplasia or Mayer-Rokitansky-Kuester-Hauser syndrome (MRKH) is characterized by ungrown uterine buds, cervical
and vaginal aplasia, but normal or hypoplastic bilateral appendages and clinically manifests as primary amenorrhea. Patients with MRKH have a
normal female phenotype and karyotype development (46, XX) and an incidence of 1 per 4,000 or 5,000 newborns
Key words: uterovaginal aplasia, Mayer-Rokitansky-Kuester-Hauser syndrome, hypoplastic bilateral appendage, primary amenorrhea
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MAYER-ROKITANSKIY-KUSTER-XAUZER SINDROMIDA GIPERANDROGENIZMNING KLINIK VA DIAGNOSTIK
XUSUSIYATLARI

ANNOTATSIYA

Tug'ma utero-vaginal aplaziya yoki Mayer-Rokitanskiy-sindrom-Kuster-Xauzer aplaziyasi (MRKH) bachadon bo'yni va qin aplaziyasi bilan
tavsiflanadi, ammo normal yoki gipoplastik ikki tomonlama qo'shimchalar va klinik jihatdan birlamchi amenoreya bilan namoyon bo'ladi. MRKH
bilan og'rigan bemorlarda ayol fenotipi va karyotipining normal rivojlanishi (46, XX) va 4000 yoki 5000 yangi tug'ilgan chaqaloqqa 1 ta kasallik

mavjud

Kalit so'zlar: utero-vaginal aplaziya, Mayer-Rokitanskiy aplaziyasi-sindromi, gipoplastik ikki tomonlama bachadon ortiglari, birlamchi

amenoreya

BpoxneHHas MaTo4HO-BarWHalbHas aIulasus WIM  aruiasHs
Maiiepa-Pokuranckoro-Cunapom-Kroctepa-Xaysepa (MRKH)
XapaKTEPU3yeTCs HECPOCIIMMHUCS 3a4aTKaMK MATKH, aruiashel meldku
MaTKH W BIarajuiia, HO HOPMAaIbHBIM MM THUIOIIACTHYECKUM
JIBYCTOPOHHHMM TNPHIATKOM M KIMHUYECKH IPOSBISAETCS MEPBHYHON
amenopeeil. Ilanmentst ¢ MRKH wnmeror HopmanbHOe pasBUTHE
KeHCckoro denorumna u kapuorumna (46, XX) u 3aboneBaemMocTh 1 Ha
4000 wm 5000 HOBOpokmeHHBIX (Cheroki et al. 2006). [1,2,4]
Cunnpom MRKH paccmarpuBaercst Kak MOPOK pa3BHTHS MIOJUIEPOBBIX
(mapame3oHe(ppUUECKHUX) NPOTOKOB, BO3ZHMKAIOLIMN BHYTPUYTPOOHO
Mexay 4 u 12 HenensaMu GepeMEHHOCTH, B SHLIEBOJIbI, MATKY, IICHKY
MAaTK{ ¥ BEPXHIOI0 YacTh BJArajuila, B TO BPeMs KaK BOJb(OBBI
(Me3oHedpHUecKne) IPOTOKH PErpeccHpyroT, HE CIUBasCh C
MioJutepoBeiMu niporokamu (Ludwig 1998) [1,2,5]

ITo naHHBIM JIMTEPATYphl B JIONOJIHEHUE K (PEHOTHIY CHHIpOMa
MRKH B 3aBUCHMOCTH OT FTOPMOHAJIBHOT'O (DOHA, pa3IMUaroTCs YeThIpe
IPYHIIbI IALUEHTOK, HAaNOOJIBLIYO 00 UIPAET T'HIEPaHPOreHUS IIPU
ammasuy Braranuma ¥ matkd. Cuanpom ['A mpencrasnsier coGoit
BOXHYIO NPoOJIEeMy COBPEMEHHOM SHIOKpMHHOW ruHekosorud. Ilo
JTaHHBIM Jutepatypsl y 10-20% >xeHIIMH 0OHapY KUBAIOT TE WIIU UHbIE
npusHaku ['A. Kpome toro, I'’A He TOIBKO MeOMLMHCKAs, HO HU
couuanbHas npobiema, MOCKONBKY,  KpoMme HapyILEHHs
MEHCTPYalIbHON (DYHKIMH, NPUBOJIUT K PAa3IMYHBIM KOCMETHYECKHM
nedexraM (M30BITOUHON JKMPHOCTU KOXKH U BOJIOC, Pa3BUTHIO aKHE).
INomumo  kocmernueckux  npobimem, TI'A mpuBomur K
MICUXO3MOLMOHAIBHEIM PEAKLUAM, CHIYKAIOIIUM KadeCTBO JKH3HHU
KEHIIMH, a TaKke K COLUAIBHBIM Ipo0jieMaM, CBS3aHHBIM C

OrpaHMYeHHMsIMH B BblOOpe mpodeccum U TPyIOYCTpoiicTBe
[1,2,4,5,6,7.8]
JIureparypHbIx JIAHHBIX 00 9HIOKPHHOJIOTUUECKHX

0COOCHHOCTSIX COCTOSTHHS IMYHHUKOB IIPY aIlIa3My MaTKH U BJlarajniia
MaJIo, 1 OHH HMMEIOT pa3HOpeuMBHIN Xxapaktep. [lostomMy u3ydeHne
MAIMEHTOK C alulasiedl Biarajiviia ¥ Markd B COYETaHUH C
TUIIePaHIPOTeHNEH SIMIHUKOBOT'O T'eHe3a, 0COOCHHOCTEH KITMHUYECKIX
U TUarHOCTHYECKUX KPUTEPHEB SBIISIFOTCS aKTyaIbHBIMH.

Ilenbto  uccieoBaHMS — SBWIOCH:  M3YYUTh  OCOOCHHOCTH
KJIMHUYECKOTO TEYeHHS W JWAarHOCTHKHM THIEPAaHAPOTCHUH IIPU
cunpome Maiiepa-Pokuranckoro-Krocrepa-Xaysepa.

Marepuan ¥ METOIbl  MCCICJIOBAHMA:  MCCIICJIOBAHUSA
TIPOBOJIVITUCE B OTAEJICHUH AETCKOW THHEKOJIOI MM MHOT OIIPO( HIIBHOTO
MEIUIMHCKOTO IeHTpa M 4YacTHOM ¢Qupme «JlokTop». U3ydeHst
KJIMHUYECKUE JIaHHBIE M Pe3yJIbTaThl AUAarHOCTHYECKNUX KpuTepues 81
nanueHToK ¢ cuaapoMoM Poxuranckoro-Krocrepa-Xaysepa-Maiiepa.
Cpennuil Bo3pact marueHTok cocraBmi 28,7 mer. Ilanuentku Obutn
pacripesiesieHsl Ha 2 TPYHIBL: las — OCHOBHas IpyIa IAIlMeHTKH C
aruTasyel BIarajmiia ¥ MaTKy B COYETAHUH C THUIIEPaHIPOTeHUEH, 2ast
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rpyIIa — CpaBHEHMS, JKCHILMHBI C alula3ueil Biarajiuina 1 Matku 0e3
NPU3HAKOB THIepaHAporeHud. Ha  OCHOBaHMM — KJIIMHHUYECKHX,
TOPMOHAJIBHBIX METO/IOB MCCIIENIOBAHUSA ObUIM HM3y4eHbl KIIMHHKO-
JIMaTHOCTHYECKHE OCOOEHHOCTH T'MIEPaHIPOTeHUH IIpU  aIuIa3uu
BIarajvma M MaTkH. KpHTepHsMH BKIIIOYEHHS B HCCIIEJOBaHHE
SABUIMCH: 1) HamumuMe 2 K3 3 [EPeuuCIICHHbIX IPU3HAKOB:
aHJIPOreH3aBUCUMas JepMoInaTus (axHe u THPCYTHU3M),
rUNepaHgporeHeMus (MOBBIIIEHHE YPOBHS AaHAPOT€HOB B KDPOBH);
MIPU3HAKH OBAPHAIILHON TMIIEPAHIPOTEHNH HA OCHOBAHUH PE3yJIbTaTOB
V3U. Kpurepunm wuckmoueHus: 1) IpeanIecTBOBaBIIEe JIEYCHHE
TOPMOHAJIBHBIMH  TIPETIApATaMH, BIUAIONIMMH HA CTEPOHMIOTEHE3 B
AUYHUKAX WIM  HAANOYCUYHHMKAX; 2) Hamuuue 3a0oJieBaHUH,
MPOBOLMPYIOIINX pa3BuTHe BropuuHoi I'A (caxapublii nuaber 1 Tuna,
TMIEPKOPTULIM3M, TMIOTHPEO3); 3) NpUeM IpenaparoB, HOOOYHBIM
spdexrom KoTOpeIX sABIseTCs pasBuTHe A M aHOBYIALUS
(BaybIIpoEBast KUCIOTA U JIP.).

ITanmeHTsI KOHTPOIBHOM IpymEl nMenu cpeaunit UMT 21,61 +
0,69 u cpennuil Boszpact 29,6 + 1,36 roma, nauuentsl ¢ MRKH B
coueranuu ¢ runepanaporenueil umenu UMT 28,9+ 0,32, cpennuii
BO3pacT cocraBui 28,2+ 1,23 rona.

OueHKa CTeNeHU THKECTH aKHE W TUPCYTH3Ma IalUeHTOK
HCCIIEIYEMBIX TPYII: CYHMIECTBYET MHEHHE, 4YTO KIMHHUYECKHE
CHMIITOMBI THUIIEPAH/IPOr€HUH DPa3BUBAIOTCS B HEIOCPEICTBEHHOU
3aBHCHMOCTH OT CTEIIEHH HapyIlIeHUH MeTabosin3Ma aHaporeHos. [Ipu
3TOM HEOOXOJUMO OTMETHTb, YTO HPOSBICHUS aHAPOrCH3aBUCUMON
JIEPMOIIATHU CBS3aHBbl C COCTOSHHMSAMU U 3a00J€BaHUSAMHU, HE BCErla
OTPaKAIOIMMHU M30bITOK TPOJXYKLMH aHAPOICHOB B OpraHU3Me
MKEHIIMHBL

[pu ocmotpe manmenTox y 30,8% obcieryeMbIX BEISIBICHBI aKHE
pas3IMYHON cTeneHn TskecTH. IIpH OLEHKE CTENEHH TSAKECTH aKHe
IpUMEHsUIach  Hauboliee YacTo MCIoJib3yeMas —KiaccUUKaums
AMepHKaHCKOH akaJleMHH IEpPMAaTONIOrHH: | cTeneHb XapakTepu3yeTcst
HaJIn4ueM KoMe10HoB U 10 10 namyn; II creneHs — KOMeI0OHBI, HaITyJibl,
10 10 myctyir; III crenens — KOMEOHBI, MAIYJBL, ITyCTYIIBL, 10 5 y3JI0B;
IV crenenp oTinMuaercss BBIPa)KEHHOH BOCHAMTENBHONW peakuued B
riyOoOKuX ciofx ¢ (opMuUpOBaHHEM OOJIC3HEHHBIX Y31I0B M KHCT.
Hcxonst wu3  mpuHATOM — KiIacCUUKALMM, Yy  IIOJABILIIOLIETO
GOJIBIIMHCTBA 00CIIElyeMbIX OCHOBHOI KIIMHMYECKOH rpynsl B 46,6%
ciaydaeB BbliBieHa I, y 25,6% nauuenrok ormedeHa II cremeHn
Tsokectn akee. I m IV (mambonee TsDKenast) cTeneHb ObLIa
3apeructpupoBada B 11,5% wu 16,2% caydaeB, COOTBETCTBEHHO.
HecMoTpst Ha OTCYTCTBHE YETKOW B3aMMOCBA3HM MEXIY CTENEHBIO
BBIDKCHHOCTH aKHE M Halu4ueM OHOXMMHMYECKHX MAapKepoB
TMIEPaHpPOTreHNH, HEoOXOOUMO OTMETUTh, 4TO Y oOCienyeMblX,
Hanbonee uvacro ormeuanuck II m III cremeHs TskecTH yrpeBoit
6one3nn (p=0,001). B KoHTpONIBbHOI rpyIIe ciydacB yrpeBoil ChIIU B
COOTBETCTBUH C NPUHATOH KiIacCU(UKaLell OTMEUEHO He ObLIO.



JVPHAT PETIPOLIVKTUBHOTD 310POBbA 11 YPO-HE®PONOTINYECKIX ACCAEIOBAHMIE | JOURNAL OF REPRODUCTIVE HEALTH AND URO-NEPHROLOGY RESEARCH

Haubonee  3Ha4MMBIM  CHMITOMOM B JHAarHOCTHKE
TUIepaHIPOTreHuH SBIseTcs rupcyTusM. Hanportus, yrpeBas Chblltb Win
cebopes waie sBIACTCA PE3yJbTaTOM M3MEHEHMs Meradonu3Ma
aHJPOreHOB. B cBA3M 3THM, y BCeX MAIMEHTOK OIPEEIIOCh
THPCYTHOE YMCIIO 10 cyMMe MHANG]depeHTHOro (CTeneHb OBOJIOCEHUS
NpeIUIeYnid M TOJeHeH) M TIOPMOHAIBHOTO uucen (CTeNeHb
OBOJIOCEHHMs OCTalIbHBIX 9 oOnacTell Tena), UCHONb3Ys KIIACCHUECKYIO
4-6anphyto mkainy @eppumana-I'omuses D.Ferriman u J.Gallwey [3].

CyMMapHOe KOJMYecTBO 0ayuioB (THPCyTHOE 4YHCio) oT 1 1o 7
XapakTepu3yeT HOpMalbHOEe OBoJIoceHHe, oT 8 no 11 OautoB —
norpanuyHoe, 6onee 12 6amnoB — rupcyTrsM. OBOJIOCEHHE CUUTAIOT
M30BITOUHBIM IIPU BEJIMYMHE TUPCYTHOrO umciia 6onee 12 Gamios. B
rpyIe KOHTPOJSI TUPCYTH3M He BBUIBILSUICS HHM B OJHOM cilydae. B
OCHOBHOHM Tpymme TrupcyTHoe yucino Oonee 12 GamioB mo Imkane
®eppumana-I'omBes BbisiBieHO Y 34,8 %, B 52,2 % ciy4aeB -
THPCYTHOE YHCIIO HaXOIMJIOCh B IpeeNnaxX IMOorpaHHIHOHN 30HEI OT 8 10
11 6anno (tabnuma 1).

Tabauna 1
O1ueHKa CTeneHn THPCYTH3MA Y MAIIMEHTOK HCCIeAyeMbIX Fpynin
CrerneHb rUpCyTH3Ma
I'pynmsr 0-7 Gayuios 8-11 Gayuos >12 Gamios

n % n % n %
OcHoBHas rpymma (n-46) 6 13,0 24 52,2 16 34,8
I'pynna cpaBaenus (n-35) 19 54,3 12 34,3 4 11,4
KontponbHas rpymma (n-40) 38 95,0 2 5 - -

[Ipu obcnenoBanny GOJIBHBIX BBISIBIEHO, 4TO Y 58 % ManueHToK ¢
runepasporenreil, npu cuaapome Pokuranckoro-Krocrepa-Maiiepa-
Xaysepa, mnpeoOiiafaiy BBIpaKEHHBIE aKLEHTYallMH XapakTepa,
XapaKTepU3YIOIIUECs B030YIMMOCTEIO, [IUKJIOTUMHOCTBIO,
9K3aIBTHPOBAHHOCTBIO M JIEMOHCTPATHBHOCTEIO. Takum oOpasom, y
MAIMEHTOK C CHHIPOMOM TUIIePaH IPOT €HIH BBISIBIICHA 00JIee BHICOKAs
4acToTa SIBHBIX aKLEHTyallUd XapakTepa IO CPaBHEHHIO C YCJIOBHO

MaTOJIOTMEH, NOIKHO OCHOBBIBATHCS HAa M3YYEHHH B3aUMOJCHCTBHS
pasnMYHbIX  (HAKTOPOB, 4YTO MO3BOJMUT YCOBEPLICHCTBOBAaTb U
MOBBICUTh 3 dexTuBHOCTD OKa3aHHs MEULUHCKON u
MICHXOJIOTHYECKOHN ITOMOIIIN.

Hamu taxoke uzydeH ropmonanbablil Gpon 6ombHbIX ¢ CMPKX, B
3aBHCHMOCTH OT T'OPMOHAJBHOIO (JOHA MAIMEHTKM pa3JeNeHbl Ha
OCHOBHYIO IPYNITy C SIBJIEHUSIMU THUNEPAHIPOTE€HNH, a TaK¥kKe IpyIma

3JI0pOBBLIMH. cpaBHeHus — nanueHTky ¢ CMPKX 6e3 npu3HakoB runepaHiporeHu .
Crnenyer OTMETUTB, 4YTO HCCIEJOBAHHE  SMOIHOHAIBHOIO KoHTponbHY!0 IpyIily COCTaBUIM 30POBbIC XKEHIIMHBI (Tabnuua 2).
COCTOSIHMSI KEHIIMH, CTPAJAloIIMX JaHHOH TI'MHEKOJIOrMYecKoil
Tabnnna 2
T'opmonanbHblii pon nanuentok ¢ CMPKX
[loka3zarenu Konrponbhas rpynma (n- OcHoBHast rpymma (n-46) I'pynma cpaBHenus (n-35)
40)

JIT" (MME/m) 1,1-8,7 20, 1%* 7,1

OCI' (MME/) 1,8-11,3 7,1* 6,9

[ponaktun (MME/m) 67-540 660* 498

JATDA 1,3 2,5% 1,7

17 OkcuriporecTepoH 0.4 1,5% 0,8

TectocTepoH (HMOJIB/JT) 0,1-4,2 7,1% 42

Kopruszon (HMoIb/in) 150-660 446 223

AHTHMIOJJICPOB TOPMOH (HI/MJI) 5,8 4,4* 5,1

ITpumeuanue. JIOCTOBEPHOCTD Pa3Inymil [JIs CPEAHUX 3HAUCHHUI MPH3HAKOB OMPE/ENSIIach C UCIOb30BAHUEM MTAPaMETPHUYECKOr0O
kpurepust CTplozieHTa, 3HaunMble pazauanst mpu p<0,05, p<0,01 obo3HayeHs! *, ** COOTBETCTBEHHO.

B pesyunbrare npoBeieHHOTO UCCiIeIOBaHUS OblIa yCTaHOBJICHA
BBICOKAs 4acTOTa BCTPEYAEMOCTH Pa3JIMUHBIX kallo0 y OOJIBHBIX C
cunzapomoM ['A, a Takke onpeneneHbl OCOOCHHOCTH JIMHAMUKU
ypoBHeil ropmoHoB. Ilpu cungpome MPKX B coueranun c
TUIIEPaHPOreHNEH MMEINCh CTATUCTHYECKH 3HAUMMBIE pas3siIH4Ms B
ropMoHajbHOM (oHe, a nMeHHo, ypoenb JII', ®CI, TecrocTepoHa,
[POJIaKTHHA OBLI BBIIIE, Y€M B KOHTPOJIbHOM W IpYIIE CPaBHEHHUS.
OHJIOKpUHHBII ~ cTaTyc manumeHTok npu  cuHapome MPKX

Cnucok IuTeparypsl

XapaKTePU30BAJICS HATMYHMEM HIIEPaHIPOreHHH THYHUKOBOrO reHe3a
IpY 0CTOBEpHO Ooiee HM3KUX 3HaueHuAX AMI. Takum oGpasom,
MAalMEHTKH ¢ allla3dueil MaTK{ M Biarajuila HaXOSITCSl B TPYIIC
PHCKa 110 Pa3BUTHIO Pa3JIMYHbBIX SHIOKPHHHBIX HAPYIICHUH U TI03TOMY
TpeOyIoT OoJiee TIIATEIBHOrO OOCIIEOBAHMS W IPEEMCTBEHHOCTH
BEACHWS JUIl OINpENEIeHHs CPOKOB W METOJOB pealn3alyiu
PETPOAYKTHBHOM (yHKIHH.
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