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Pesome

B cTaTbe NpeCTaBneH KIMHUYECKNI Cllyyait ycnelHol bepemeHHOCTI Ha doHe coueTaHns crHapoma Lllepelesckoro-
TepHepa v UMPPO3a NEYEHM B UCXOAlE ay TOUMMYHHOTO renatura.

KntoueBble cnosa: cuHapom Lepeluesckoro-TepHepa, Mo3auuHas Gopma, 6epeMeHHOCTb, LMPPO3 NeyeHH, a3y TOUMMYH-
HbI renaTuT
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summary

The clinical case of pregnancy in patient with mosaic Turner's Syndrome and cirrhosis in the outcome of Autoimmune
Hepatitis is presented in the article.
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Cunppom Illepemesckoro-Tepuepa (CIIT) sauumaer
3HAYNUTENbHOE MECTO CPefU XPOMOCOMHBIX 60JIe3Heit
Y XapaKTepU3yeTCs IOTHBIM M/IY YaCTUYHBIM OTCYT-
crBueM opiHoM X-xpomocoMmsbl. Yacrora CIIT cocras-
nset npubausutenbHo 1 Ha 2200 HOBOPOXKEHHBIX
nesouex [1]. B 6onpmmucTBe cnyyaes CIIT cBA3an
¢ MoHOocomuen 45, X (43-49 %). Takyxke OTMe4aTCA
Mo3au4Hble BapuaHTbl — 46, XX/45, X unn 45, X/47,
XXX/46, XX u pasnuyHble CTPYKTypHbIE aHOMaTUN

KnnHnueckoe HabnwopgeHune

IMannentka M., 25 n1eT, 1991 ropa poxaeHns, 6epeMeH-
HOCTb 26-27 Hefienb, 06paTniach ¢ )kanobamiu Ha yMe-
PEHHYI0 0011y10 CTTabOCTb, OBICTPYIO YTOMISEMOCTD,
IHEBHYIO COHMBOCTD, OBICTPOE HOSBICHME CUHIKOB.

V3 anaMHe3a U3BECTHO, YTO B JE€TCKOM BO3pacTe
OTMEYaJIoCh OTCTABaHUE B POCTE, B CBA3M CY€M B 5 J1eT
KOHCY/IbTMPOBAaHA TeHETUKOM, OBII AMaTHOCTHPOBAH
Cunppowm lllepemenckoro-TepHepa, MO3aMyHbIIl Ba-
puaHT 46, XX/45, X (puc. 1).

ITanneHTKa Hab/IIOATACh Y TMHEKO/IOTOB, MEHapXe
B 12 71eT, HapyIIeHNsA MEHCTPYa/lbHOTO IIMK/IA He OT-
MeYasiCh, 3aMeCTUTE/IbHYI0 TOPMOHAIbHYIO TePATINIO
He TIoNTyyarna.

B 2001 ropy B Bo3pacrte 10 et 6b11 MOCTaB/IEH fua-
rHO3 «Ty6epKynes BHYTPUTPYAHBIX TMMbaTIYeCKUX
y370B», B TeUeHNe ABYX JIeT MalJeHTKa MpUHMMasa
HpOTUBOTYOEPKYy/Ie3HbIe ITperaparsl.

B mae 2004 r. BiepBbie MOABUMIACDH KEATYXa, BbI-
ABJIEHO HOBbILIIeHNe TpaHCcaMuHa3. [TanueHTKa 6bla
rocnuTanusuposaHa B TAY3 «JleTckas pecny6nn-
KaHCKas K1mHudeckas 6onpHuma M3 PT». IIpoBoau-
nach guddepeHManbHas JUATHOCTUKA BUPYCHOTO,
JIeKapCTBEHHOTO IelaTUTOB, 00/Ie3Hell HaKOIICHM .
bplny BBIABIEHBI aHTUHYKIeapHble (ANA) aHTUTeNA.
Bbi1a mpoBefieHa 6MOIICHA [IeYeHN, KOTOPast IOfTBep-
IWIa OMarHO3 ayTOMMMYHHOTO TelaTUTa (PUCyHoK 2
Ha yeemHoil 6KeliKke). BRIABICHBI MHOYKECTBEHHBIE
CTYIeHYaThIe U CeNTaTbHble HEKPO3BI C BBIPaXKEHHOI!
TereHepaleil TeIaTonTOB, IepUCHHYCONIATbHBII
¢bubpos u HaKoI/IeHNe KO/I/IaTeHa B 06/1acTIt IOP-
Ta7bHbBIX TPAKTOB.

brimo HasHaveHO nevyeHMe NpegHN3010HOM 30 Mr/
CYTKM, Ha pOHe KOTOPOTO OTMeYaIach HOpMalIu3alus
nokasareseil GyHKIMOHaIbHBIX P06 mevyeHn. [Janee
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X-xpomocomsi [1,2]. 3aboneBaHue XapaKTepu3yeTcs
onpefeneHHbIM GEHOTUIIOM 1 HapylueHueM dep-
TUIBHOI QYHKLMY KeHIIMHBL Becrinonne aBnsercs
Hamboree yacroit mpo6nemoit mpu CIIT, ogHako mpu
MO3aMYHbIX BapMaHTaX BO3MOXXHO HaCTyIIeHue Pu-
310JIOTYecKoit bepemeHHOCTH [3].

PesynpraThl pasnmnyHbIX MCCIEOBAHMI TIOKA3BIBAIOT,
YTO MallMEeHTKM C TaHHBIM [UAaTHO30M MIMEIOT BBICOKIIL
PUCK pa3BUTHI ay TOMMMYHHBIX 3a60meBaHuii [4, 5].

MPOBOAIMIACE IO € P>KMBAIOIIA A TEPATINA TTIOKOKOP-
TUKOCTEPOU/IAMIL.

B 2006 ropy Ha ¢poHe IPOBOAMMOII TEPANINU PasBU-
71ach CIITIEHOMETaNNs, COIPOBOXKIABINAACA CUH/IPO-
MOM TIOPTa/TbHOM TUIIEPTEH3UIL.

ITpoBeneHa IOBTOPHAs OUOIICH [IeYeHN, IO TBEP-
AuBIIas GopMIUPOBaHMeE LUPPO3a edeHn (pucyHok 3
Ha yeemHoti éxnetike). IlanineHTKa IPOROIKaIA IPH-
HUMAaTh TE€PANMNIO TTIOKOKOPTUKOCTEPOUJAMU B JI03€
15-5 mr.

B 2016 ropy B Bo3dpacTe 25 neT Ha poHe Ipuema
IIpefHI30/I0HA 5 MT BOSHMK/IA 6€PEeMEeHHOCTb — IIep-
Bas, He3allJJaHMpOBaHHas, XenaHHas. [locneguas
MeHcTpyauus 11 mas 2016 .

Ha cpoke 10 Helennb — yrposa BBIKMJbIIIA, CTa-
IMOHapHOE JIedeHe TI0 MeCTy XUTeNTbCTBA, IPOBO-
IVIACch Tepanusa — AVNIVHOH, yTPOXKeCTaH, HO-IIIIa,
T.K. M3BECTHO, 4T0 6epemenHocTp npu CIIT gacro
COIPOBOXK/JAETCS BHIKM/bIIIAMIA.

Ha cpoke 12 nefrens — ckpunuHr Y3V nnopa B HOp-
me. Ha cpoke 24 nepiens — Ha Y3V BBIABNIEHO HUSKOE
pacnono>XXeHue yIIHO! PaKOBMHBI.

VuursiBas 6epemeHHOCTb Ha ¢pone CHIT B cove-
TAaHUM C MPPO3OM IIeYeH ), MALMeHTKa IOCTyIuIa
B TAV3 «PecniybnukaHcKasa KIMHNYECKas OONbHMIIA
M3 PT» g yTo4HeHM A aKTUBHOCTY LI ppPO3a [1eYeH,
CTeNeHN IOPTalbHOI TMIIEPTEH3MN Y PELIEHNSA BOIPO-
ca 0 fla/IbHellIeM BeleHUM 6epeMEHHOCTI.

VI3 mepeHeceHHBIX 3a00/eBaHMil OTMedaeT
€ 2007 ropa sunencuto, npruHnMaer 6ensobapoburar,
MeauKaMeHTo3Hasa peMuccus ¢ 2009 r.; >kenr4HOKa-
MEHHYIO0 060/Ie3Hb, OTKPBITBII 40PTa/IbHBII IPOTOK.

ITpy 06beKTUBHOM OCMOTPE OBIIM OIPefe/IeHbl
«cturmb» CHIT — Huskmit poct (145 cMm), KOpoTKas

Pucynox 1.
Kapuorun 45, X npu cuHapo-
Me Illepemesckoro-Tepuepa
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1Ies], HU3KO MOCa)KeHHDbIEe YIIHbIEe PAKOBMHBI, HU3KIUI
YPOBEHb POCTa BOJIOC Ha 1IIee, IIMPOKO IT0CTaB/IeHHbIE
I71a3a, U TOIOR00HAA IPyfHAA KJIETKA J BalIbIyCHas
nedopmanus nokreit. COCTOSHME YIOBIETBOPUTETTb-
HO€, BeC 46 KT, TEIOC/IOKEHIE HOPMOCTEHNYECKOE.
Ko>xHble HOKPOBBI U BUJJUMBIE CIM3UCTbIe HU3NOIIO-
I'MYeCKOl OKPAaCKM, HOpMaIbHOM Ba>xHOCTH. Ilepu-
depuyeckre TMMPOY3/Ibl He YBeMIUUYEHBI. B merkux
IBpIXaHMe BE3UKY/IAPHOe, XpUIoB HeT. ToHBI ceph-
11a IpUTIYIIeHsl, puTMmaHble. AJ] 120/80 MM pT.cT.,
nynpc=4CC=68 ynapos B MUHYTY. I3bIK B/Ia>KHbIIL,
uycThiil. JKMBOT yBe/ndyeH B pasMepe 3a cueT GepeMeH-
HOJT MaTKI, Y9aCTBYET B aKTe [bIXaHs, MATKUIL, 6e3-
6ore3HeHHbI1. Pasmepsl evenn o Kypnosy 9-8-7 e,
IazbIanysA 3aTpygHeHa. BplABeHa crijieHoMeranus,
TIePKYTOPHO pa3Mephl CelIe3eHKN COCTaBIIN 12X6 cM.
IMepudepuyecknx orexos HeT. CummroM ITacTepHan-
KOTO OTpUIIaTe/IeH C 00eMX CTOPOH

B KIMHMYECKOM aHajaM3e KPOBU BBIAB/IEHA TH-
IIOXpOMHas aHeMMs cpefHelt ctenenu: Hb — 79 r/x,
Er — 4,28x10"%/n, uBeTHOI nT0Kasarenb — 0,55. Buoxu-
MUYeCKye VICC/IeIOBaHM A BBLABU/IN CHYDKEHME ChIBO-
poTrodHoro xernesa (4,3 MKMo/b/m). OyHKIMOHATbHBIE
IpoOBs!I IedeHn OpIIM B Ipefenax Hopmsr: AJIT — 9
en/nm, ACT — 14 exn/n, menounas pocdarasa — 39
ef/n, raMMa-TIyTaMUATpaHcIenTugasa — 12 en/m.
IToxasaTenu NpOTENHOTPAMMBI ¥ KOAT'yJIOIPaMMbl
B IIpefenax HOpMbI (abOyMuH 51,1 %, IpoTpoMOUH
o Ksuky 80 %, GubpuHoreH 3,7 r/11), CBepTbIBA€MOCTb
kposu mo CyxapeBy — 3 MUH 3 ceK.

O6cyxpaeHue

HaHHBI KTMHNYIECKUI CTy4dali MHTEPECEH TEM, UYTO,
BO-IIEPBBIX, bepeMeHHOCTD HacTymuIa Ha ¢poxe CIIT.
Becnnoane npu CIIT sBnseTcs Hanboee YacTol Ipo-
61emoit. Pusnonornyeckas 6epeMeHHOCTb HACTYTIaeT
by 3,6-7,6 % manuentok ¢ CUIT. Kak mpasuo, aTo
JKEHIIIMHBI C MO3aMYHBIM KapuoTunoM [3]. Y mannoi
nanueHTKy 6611 Mo3anuubii Bapuant CIIT, mpu koto-
POM HacTyIUIeHNe 6epeMeHHOCTH OBII0 BO3MOYKHBIM.

Bo-BTOpbIX, y fannoi nanuenTky CIIT coyeranca
CayTOMMMYHHBIM renatutoM. [IpoBoguace TiaTenn-
Has guddepeHnmanbHas FMarHOCTUKA STUONIOTUYU
3aboneBaHN MedeH. IIoBbIIIeHNe YPOBHA TpaHCa-
MMHa3 oueHb yacto Habmogaercs npu CIIT. OxgHoit
113 BO3MOXKHBIX IIPUYMH ABJIAETCS IPIEM 3CTPOreHOB
C 3aMeCTUTENbHON 1ienbio [7]. Y maHHO manMedTKu
HapyIIeHUs MEHCTPYaTbHOTO IIMK/Ia He HabTIoaich,
[103TOMY HEOOXOAMMOCTY B TOPMOHO3aMeCTHUTETbHOI
Tepamnuy He 0OTMeYasoCh. BbIIN MCKTIOUeHbI BUPYCHBIE
remnaTuThl, TeKapCTBEHHBIN TeNaTuT, 60/Ie3HN HaKO-
IUIeHM S, MOP(}OIOrn4ecky BepubuIMpoBaH ayTOUM-
MyHHbII renatut. AVI' xapakTepusoBancs arpeccus-
HbIM TeueHMeM. HecMOTps1 Ha BOBpeM I TOCTaB/IEHHBI
I1arHO3 M HayaToe e4eHNe, B TeueHe TPeX eT I0cie
TIOCTaHOBKY JIMarHo3a pasBuiIca Luppo3 nederu. Ilo

3aKknwueHune

JlaHHBI KTMHUYECKUIT TPUMED IEMOHCTPUPYET BO3-
MO>KHOCTb HACTYIIIEHN A, TPOIOHTMPOBAHNSA 1 BbIHA-
myBaHuA 6epeMenHocTn y manyeHTky ¢ CIIT, a Taxoke

KNnHUyeckne Habniopenua | clinical case

Y3/ opraHOB 6PIOLIHOI ITOTIOCT BBLABIIIO HEOO/Ib-
HIyIo rermaroMeranuio (mpasas gons 131 mm, neBas
mons 71 MM), yIJIOTHEHNUe CTPYKTYPBHI C ABICHUA-
MU yMEPEeHHOTO TeIaTo3a, MOBhIIIeHe 3XOTeHHOCTIL.
BbIAB/IEHO pacliMpeHye HOPTaAbHBIX BeH (15 MM).
B >xemyHOM Iy3bipe onpefieIeH0 MHOXKeCTBO METKIX
KOHKPEMEHTOB JI0 7 MM. BblAB/IeHa cli/ieHOMeranms
(pasmeps! cenesenku — 192x72 Mm). B OprouHoi
¥ IJIeBPA/IbHBIX IOJIOCTAX XKUAKOCTY He OBLIO.

JlonmepomMeTpys MOPTATbHBIX COCY/I0B IPU3HAKOB
TpoM603a 1 KOJIIaTepaIbHOTO KPOBOTOKA He BBIABIJIA.

Y3U BHYTpryTpOOHOro I/IOa Ha CpOKe bepeMeH-
HOCTU 26-27 Heenb BbISABUJIO OTEK MATKUX TKaHeN
T7I0/ja I MHOTOBOJME.

Ha s3odaroracTponyoieHOCKONIY BapMKO3HO-pac-
MV peHHble BeHBI NIIEeBO/A He BIABIICHBI.

V nmaumeHTKM Ha Cpoke 26-27 Heflenb GepeMeHHOCTH
LMPPO3 NedeHN HAXOAWICA B CTafiuy KOMIEHCalnu,
knacc A o Yaitnp-ITpro. CHIT u cuMmnoTomMaTndeckas
SIMJIETICK I He OKa3bIBaJI BIVMSAHMA Ha TedeHue bepe-
MeHHOCTH. TakuM 06pa3oM, OBITIO pelIeHo IPOJIOH-
TMpOBaTbh 6€PEMEHHOCTD U IPOJO/DKUTD TePAINi0 —
IpeJHU30IOH 7,5 MT, 6eH3006apOuTal 1 pemnapars
Kere3a. YUnThIBasAg UMEIOLIeCcs pUCKY (IMPpPO3 Hede-
HU, SIIJIENICHA), TVIAHMPOBAJIOCh IIPOBeE/IeHNe ollepa-
TUBHOTO POJOpaspelleH A IyTeM KecapeBa CeYeH M.

Ha cpoke 37-38 nenens B TAY3 «IlepuHaTanbHbIi
LeHTp Pecrry6nmnKaHCKONM KIVMHNYIECKO 60NMbHNUIIBI
M3 PT» BBITIONMHEHO KecapeBo CeYeHMe, PORVIICA 370-
PpoBblit ManbuuK BecoM 2400 r 1 pocTom 46 cM.

JUTEPATYPHBIM JAaHHBIM, IVPPO3 IIeYeHN PA3BUBACTCA
M IIporpeccupyer y 25 % mauueHToB C ayTOUMMYH-
HBIM TeIIaTUTOM, HeB3Mpas Ha TePaNuio KOPTUKOCTe-
poupamu [6].

Coueranue CIIT u ayToMMMYHHOTO remnaTuTa He
cnydaitHoe. IIpy aHa/Iu3e TUTEpaTypsl HaMu ObLIO
BBIABJIEHO, YTO ayTOMMMYHHbIe 3a00/IeBaHNA IPU
TAHHOM CHMHJIpOME BCTPEYaIoTCA B 2 pasa yalie, 4eM
Y >KeHIIH 13 061eit monyanuu. Hanbomnee yacTeiMu
U3 HUX ABNIAIOTCA Ay TOMMMYHHBIN TUPEOUINT, Caxap-
HBII A1abeT 1 TuIa, BOCIIANINTEIbHEIE 3a00IeBaHNA
KUIIeTHKA, IIe/TNaKM A, OBeHV/IbHBIN peBMaTOV/HBII
aprpur u spyrue [5]. Pa6otsr K. H. Mortensen u coas-
TOpOB Tak>ke BelABMY, 4To ipu CIIT ayroanTurena
NPUCYTCTBOBANM y 58 % IMallMEeHTOB, Ipu 3TOM Y 18 %
OBI/IM OIIpe/ieIeHbl Ay TOAHTHUTeNIa K aHTUTeHaM 6oTIee
OJHOTO opraHa [6].

ITo naHHBIM TUTEpaTy pbl, 6epeMerHHOCTD Tpy CIIT
y 29 % 3aKaHYMBAETCS CAMOIIPOM3BOIBHBIM a00OPTOM,
y 7 % — mepyHaTaIbHOI I'MbebIo 1044, y 20 % — po-
JKJIeHMEeM JleTell C TOPOKaMM PasBUTUAMM UV AHOMA-
musimu (CIIT, cunppom JayHa u T.7.) 1 TONBKO B 38 %
CIy4aeB POXKAAIOTCA 3L0pOBbIe ieTH [8].

YCIIEIIHOCTb POJOPa3pelIe s IPY CONyTCTBYIOeM
nuppose nedenu B ucxoge AVI ¢ poxxpenuem 310po-
BOTO pebeHKa.
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K crarpe

bepemeHHOCTD Ha (hoHe Mo3andHoro cuHapoma IllepenreBckoro-TepHepa 1 IMppo3a neveHn
B JICXOfle ay TOMMMYHHOTO renaruta 1 Tumna (ctp. 70-73)

Pucynox 2.
Mukpodororpadus TkaHK
neyenn. Okpacka Ban-Tuson.
YBennuenne cpennee (06bek-
TuBbI 20X).

Pucynox 3.
Muxkpodororpadus TkaHu
nedenn. Okpacka Ban-I'mson.
VBennuenne cpegnee (06bek-
TuBbI 20X).




