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" BIHHMUBKMIA HaLiOHAAbHUIA MEAMYHUIA YHIBEPCUTET
imeHi M.I. Muporoea

2 BiHHMLbKA 06AACHA AMTSYA KAIHIYHA AiKapHS

Hageneno xkiniunmii Bunanok cunapomy Pokurancbkoro — KiocthHepa B iBurau 16 pokiB, sika 3BepHYyJIacs /10 €HIOKPUHOJIO-
ra 3i ckapramu Ha BiJcyTHicTh MeHcTpyartiil. [Tig yac o6cTeKeHHs BUSIBJIEHO aIlia3iio MATKY Ta [IXBU Ha TJIi 33/I0BiJIBHOTO PO3BUT-
KY 30BHIIIHIX CTATeBUX OPraHiB i BTODUHHUX CTAaTEBUX O3HAK 32 )KIHOUMM THUIIOM Ta 3 HOPMAJIbHUM KiHOYMM KapiOTUIIOM.

Kmouyosi cioBa: cunyppom Pokutancekoro — KiocTHepa, epBUHHA aMeHOpes], alljia3ist MaTKH, MIOJJIEPOBi IIPOTOKH, II€PBUH-

HUH TITOTOHAIN3M.

CI/IH,Z[pOM Poxurancekoro — Kioctaepa (CPK) —
TTOPiBHSTHO PiJIKiCHA TAaTOJIOTis, sSTKa XapaKTepH-
3YETHCS BPOJKEHOIO allJIa3i€lo MAaTKW Ta BEPXHIX
JIBOX TPETiX YaCTUH TXBU 32 HOPMAJIBHOTO PO3BUTKY
30BHIIIHIX CTaTEBUX OPraHiB i BTOPMHHUX CTaTEBUX
O3HaK Ta BiZICYTHOCTI XPOMOCOMHUX aHOMAJII (Kapio-
T 46XX) [15, 16]. Tpanuisierses i3 wacrororo 1 Bumna-
1ok Ha 4500 ;KuBUX HOBOHAPOKEHUX iByaT [ 1, 4].

Yuepme cunapom nHa mouatky XIX cromitrs
onucanu aBcTpiicbknii yuenuii K. Pokurancpkuii i
nimenpkuil yaeanii O.E. Kiocrtrep [1, 3].

bBinpuricTs 3apeecTpoBaHUX BUIAIKIB CIIOPAINYHI,
OTHAK TPAILIAIOThCS ¥ ciMeliHi (hopMHU MaTOJIOTI1.

[TaToreHeTnyHa OCHOBA PO3BUTKY CUHAPOMY — He-
JOCTATHs TIPOAYKILS KIiTHHAMKU eMOpioHa cyOcTaHIii
MIS (mullerian-inhibiting substance) — 6iosoriuHo
AKTUBHOI PEYOBUHHU, IO PETYJIIOE PO3BUTOK MIOJLIIEPO-
BUX IPOTOKIB, 3 SKUX (POPMYIOTHCS KiHOYI CTaTeBi
opranu [5, 9]. Tako)k HI3Ka aBTOPIB BiIMIYAIOTD TOPY-
nIeHHs JOPMYBaHHS Ta PO3BUTKY CHCTEMH MIOJLIIEPO-
BUX ITPOTOKIB YHACJIJIOK [Iil TepaToreHHNX (haKTOPiB
(recrariitnuii giaber, ximiuHi TepaTorenn) [2, 17].

Pospisusaiors i3ospoBanuii CPK 1 rtumy, sxuit
BUSIBJISIETBCS JIMIIIE AHOMAJI€I0 PO3BUTKY CTaTEBOi
cucremu, i CPK 2 rtumy, aconiifioBanuii 3 iHMMMu
BPOIKEHUMU BaJaMy PO3BUTKY HUPOK, XpebTa, cep-
s [6, 7, 14].

3assuuait CPK giarHocTyiorh y misHboMy mybep-
TaTHOMY II€PIOJl MiJ Yac OOCTEKEHHsI AiBYaT 3 MPH-

BOAy niepBUHHOI ameHopei [8]. Audepenmiitanii miar-
HO3 TPOBOJIATD i3 CUHAPOMOM HEUYTJIUBOCTI 10 aH[I-
POTeHiB, TUCKiIHE3i€I0 TOHA, 30KpeEMa i3 CHHIPOMOM
[lepemeBchroro — TepHepa, 3 i30JIbOBAHOIO aTPESIEIO
MiXBU, SIKA TPAIJISETHCS 32 PIBHUX TEHETHYHO JleTep-
MiHOBaHMX CUHAPOMIB, a TAKOK i3 BTODHHHUM TiIlO-
ronazuamom [10, 11].

JlixyBanns xBopux i3 CPK nossirae B XipypriuHii
KOPEKIil cTaTeBUX OpraHiB — y GiJbLIOCTI BUIIAAKIB
XBOpi TOTPeOYIOTh CTBOPEHHsI HeoBariHu. I3 3amic-
HOIO METOTO 3/[ICHIOITH IOBIYHY Tepallifo ecTpoTeHa-
mu [12, 13].

Kiiniyauii BUmagok

Xeopa 1., 16 poxie 5 wmic., 3BepHynacs 1o Bin-
HUIIBKOTO 06JIACHOTO KJIIHIYHOTO €HJOKPIHOJOITYHO-
TO TIEHTPY, Ha Kadeapy eHJOKPUHOJIOTII 31 cKapraMu
Ha Bi/ICYyTHICTh MEHCTPYaIlill i HeIOCTaTHIN PO3BUTOK
MOJIOUHUX 32J103.

3 aHamMHe3y BiZIOMO, IO /IIBYMHKA HApOJKEeHa Bif
JIPYTOi HEYCKJIA[THEHO] BariTHOCTI, IPYTUX HOPMAJIbHUX
moJ1oriB 3 Macoro Tia 3600 1, 3pocToM 52 cM. Y AUTsIHO-
My BIiIli TEPIOIMYHO XBOPIA HA TOCTPI PecHipaTopHi
iHexIIii, Masia XpOHIYHUI TOH3UIT. Y (Hi3UIHOMY PO3-
BUTKY HE Bi/ICTaBaJIa, IOSIBA BTOPUHHUX CTATEBUX O3HAK
BiznoBizana Biky. CiMeltHII aHaMHe3 110 eH/IOKPUHHUX
XBOP00ax He OOTSKEHUH, TAKOXK BilCyTHS iH(OpMAris
IITO/I0 BUTIAIKIB HETLTITHOCTI B JKiHOK POAMHIL.
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Kniniune o6cmexcennsi. 3aranbHuil cTaH AUTUHU
3am0BiabHUN. 3picT 164 cm, maca Tisa — 48 kr, IMT —
17,8 xkr/m? (< 15 > 3 neprentuiist). Byzosa Tina mpo-
nopuiiina. Crurmu ausemobpioreHesy Bigcythi. ITIki-
pa 4mcTa, HOpMaJbHOTO KOJIbOpY ¥ BosorocTi. Kicrt-
KOBO-M's130Ba cucteMa Oe3 3min. Illurononiona 3ano-
3a He 30iJblIeHa, PyXoMa, 6e360JIiCHa, BY3JI0BI yTBO-
peHHs He masbnyoTbesd. Yacrtota amxanb — 20 3a
1 XB, Ha/l JIETEHIMU ayCKyJbTaTUBHO BE3UKYJSPHE
nuxauHs. Tonu cepig purmiudi, ryani. HCC 76 yna-
piB 3a 1 xB, AT — 100/60 MM pt. cT. JKuBIiT M KU,
nasipnaiis 6esbosicua. ITapenxiMaTosni opraHu He
36iabmeni. Cumirom ITacrepHaIbKOTO HEraTUBHUN 3
060x 6okiB. DizioN0riyHI BUIIOPOKHEHHS HE IIOPY-
nreni. CTareBuil PO3BUTOK 3a JKIHOYMM THUIIOM, CTaTeBa
opmymra — P3Ax2Ma2Mel (V crazis 3a Tanaepom).

Jabopamopne obcmedcenns. 3araibHi aHai3u
KpOBi i1 cedi 6e3 maToJoriyHux BigxujeHb. [okosa
kpoBi Hatme — 3,9 mmousp/n. JII — 42 mMMO/xn
(nopma 0,1—11,9MMO /1), DCT — 142,3 MM O /Mt (HO-
pma 2,1—11,1 MM O /mu), mporectepon — 0,326 ur/mu
(mopma 0,2—1,5 Hr/MJ1), €CTPAIioN — MEHIIE 5 TIT/MJT
(nopma 6,0—27,0 ir/mur), 3aTaNbHUI TECTOCTEPOH —
0,569 umous/a1 (Hopma 0,290—1,67 HMOJIB/IT), TPOJIAK-
e — 6,97 ur/ma (Hopma 4,7—16,7 Hr/Mir), KOPTHU-
3os1 — 7,02 mxr/an (mopma 6,2—19,4 mxr/ma), TTT —
1,51 McMO/ma (wopma 0,27—4,2 mMxMO/mi).
Kapiotumn 46 XX — HOpMaJIbHUI JKiHOYNH.

Tncmpymenmanvii memoou docaioncenns. Y 3] Matku
Ta JI0JIATKIB: TLIO MATKN HE Bi3yasi3y€eTbcs. Y MPOeKIlii
TiJIa MAaTKY BU3HAYAETHCS TITOEXOTEHHNU TS)K BUTHYTOI
dopmu (y BuUrIsAl radka): AOBKWHA — 33,5 MM,
nepeIHbO-33/THIN po3Mip — 6,7 MM (y cepenHill yacTu-
Hi), mmpuHa — 9 mm. [1uiika mMaTku He mudepeHIiio-
€ThCS. SI€UHMKN He BI3yasi3yloThCsl, B iX TPOEKIIii —
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TOHKI TsiKi ToBIMHOIO 1,6 MM. BisbHa pigmHa B IOPOXK-
HUHI MaJIOTO Ta3a He BU3HAYa€eThes. [[01aTKoBI yTBO-
peHHs BificyTHI. BUCHOBOK: ariasist MaTku Ta sSIEYHU-
kiB. ITizospa Ha amasiio mixsu. Y 3]l mmronoai6Hoi
3JI03U: 3aJ103a PO3TAIIOBAaHA B THIIOBOMY MiCIli, He
30lJIblIIeHa, KallCyJia He YiiibHeHa. EXoreHHiCTh 3B1-
yaiiHa, CTPYKTypa OAHOPIZHA; 06'€M 3aJI031 32 METO-
JqoM Brunn: nmpasa yactka 3,4 cMm®, siBa 4yacTka 3,6 cm3.
Pentrenorpadis kucri: KictkoBuit Bik 11 pokis.
Koncynomauii cymixcnux cneyianicmis. leHeTuk:
Cunnpom Poxurancerkoro — Kioctaepa. [inekosor:
30BHINTHI cTaTeBi opraHu chOPMOBaHiI 3a KIHOUYNM
THUTIOM, BXi/l y TXBY copMOBaHWH, IIiJ| 4ac AOCHi[I-
JKEHHST 3a JIOIIOMOTOI0 30H/Ia BHSIBJIEHO BKOPOUYEHHS
Ta cjile 3akiH4eHHS MIXBU [MOBXKUHOI 3—3,5 cM.
Bucnorok: cunapom Pokurancskoro — KioctHepa.
BpaxoBytoun ckapru, KJIiHIYHI JaHi, aHi 10JaTKO-
BUX METOIB oOCcTekeHHs (AIulasis MaTKu, IMiXBU 3a
panuMu Y 3/1), JaHi TOpMOHAJBHUX METOAIB 00CTe-
JKeHb, HASIBHICTh HOPMAJIBHOTO KIHOUOTO KapioTHILY,
BCTAaHOBJIEHO KJIHIYHWI AiarHO3: cHUHIpoM Poku-
TaHChbKOTO — KrocTHepa, TEpBUHHUN TilTeproHamo-
TPOTHUY TimoroHaausM, amenopesi 1 Tumy. Pexo-
MeH/IOBaHa [OBiYHA 3aMiCHa Tepallisi IIperapataMu
€CTPOTeHiB, XipypriyHe JiKyBaHHS aTpe3il MiXBU.

BucHoBok

JliBuaTa, gki 3BepTAIOTHCS 3 TMPUBOY TTEPBUHHOI
amMeHopel, moTpebyTh MOJANBIIOr0 BCeOIYHOrO 10-
00CTeKEeHHS B MHEKO0JIOTa, TeHEeTHKA, eHJOKPUHOJIOTa
Ha TIPEJIMET BUSIBJIEHHST aHOMAJIii PO3BUTKY CTATEBUX
OpraHiB HaBiTh 32 HOPMAJIBHOTO JKiHOYOTO (PEHOTHUITY,
31 CBOEYACHUM MeIMKAMEHTO3HUM Ta XipypriyHuUM
JIIKyBaHHSIM BUSIBJIEHOI TTATOJIOTII.
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CuHapom PokutaHckoro — KioctHepa

O.A. ®uyk!', E.C. beasieBa?
T BUHHMLKMIA HALMOHAABHbIA MEAVMUMHCKUIA YHMBEpcuTeT nmenn H.N. MNuporosa
2 BUHHMLUKag 06AaCTHag AeTckas KAMHMYeckad 60AbHMLA

Omnncan kaMHUYECKUH cinydail cunapoma Poxuranckoro — Kioctrepa y meByiiku 16 jiet, Kotopast 06paTu/iach K SHAOKPUHO-
JIOTY € KaI00aMi Ha OTCYTCTBHE MeHCTpyaruil. IIpn o6cie0BaHIN BBISIBIEHO AMIA31MI0 MATKU 1 BJIATAINIINA Ha (OHE yIOBIET-

BOPUTEJbHOTO PAa3BUTUA HAPYIKHbBIX 1OJIOBbIX OPraHOB U BTOPUYHBIX TI0JIOBBIX ITPU3HAKOB 110 JKEHCKOMY TUITY U C HOPMaJIbHbIM
JKEHCKHUM KapUuOTUIIOM.

KmoueBbie cioBa: cunjapom Poxutanckoro — KiocTHepa, nepBuYHAasi aMeHOpesi, alla3usl MATKH, MIOJUIEPOBBI IPOTOKH,
TIepBIYHBII THITOTOHAIN3M.

The Rokitansky — Kiister syndrome

0.0. Fishchuk?, K.S. Bilyaeva?
' National Pirogov Memorial Medical University, Vinnytsya
2 Vinnytsya Regional Children’s Clinical Hospital
We reported a clinical case of the Rokitansky—Kiister syndrome in a girl aged 16 years old, who has applied to the endocrinolo-
gist with primary amenorrhea. Further examination revealed aplasia of the uterus and vagina on a background of normal develop-

ment of the external genitalia and secondary sexual characteristics on the female type and with normal female karyotype.
Key words: syndrome Rokitansky—Kiister, primary amenorrhea, aplasia of the uterus, Muller ducts, primary hypogonadism.
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